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Pa3paboTunk KIMHUYECKOI peKOMeH AUl

- Accoruanust METUIIMHCKUX T'eHETHKOB

- Poccuiickas Acconmanus neauaTpuyecKix IEeHTPOB

- Beepoccuiickoe 0011ecTBO HEBPOJIOTOB

- Acconuanus npodecCHOHANBHBIX YYaCTHUKOB XOCITHCHOM MTOMOIIH

Ono6peno Hayuno-npaktuueckum CoBerom Munznpasa PO

Cnucok cokpameHuu

BullAII — ot anru. Biphasic Positive Airway Pressure, BPAP, BiPAP

BAII bopra — Bu3yansHo-aHasorosas mkania bopra

JH — npixaTeabHas HEIOCTaTOYHOCTh

JIHK — ne30kcupuOoHyKIeMHOBast KMCII0Ta

KEJI — )xu3HEeHHass eMKOCTb JIETKHX

HNAII® — uHrHOUTOp aHTHOTEH3WH -IIPEBpaaronero GepMenTa

MNHBJI — nHBa3uBHAasA UCKYCCTBEHHAS! BEHTUIISIUS JIETKUX

k/la — kunoganbTOH

KT — xoMmnbroTepHas Tomorpadus

K®K — kpeatunpochoxnHaza (CHHOHUM — KpeaTUHKHUHA3a)

JIAI" — nakratneruaporenasa

MPT — MarHUTHO-pE30HAHCHAs1 TOMOT'padus

HUBJI — HeuHBa3uBHAasg BEHTUJIIALINS JIETKUX

ODBI1 — 06beM (popcupoBaHHOTO BBIIOXA 33 MEPBYIO CEKYHIY MaHeBpa (GOPCUPOBAHHOTO BBIIOXA.

IIJIE — moTeH1Ma bl ABUTATEILHBIX €IUHUII

[MAPD — ITonumop¢dusM IJIUH PECTPUKLUOHHBIX (ParMeHToB (Croco0 HCCleA0BaHMUsSI M€HOMHOM
JTHK)

[ICB — nukoBasi CKOPOCTh BbIJIOXa

[ICK — nukoBasi CKOPOCTh Kalllis

[I®M — nporpaMmma GpU3NIECKOr0 MEHEKMEHTA

[TIP — monmumepa3Has 1ienHasi peakuus

PHK — pubonyknenHoBas KUCIOTa

CullAII — ot anrn. Constant Positive Airway Pressure, CPAP

CMA — cniuHanbHasl MbITIEYHAS aTPOQHSI
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CMA I — ciunanbHas MpledHas atpodus, Tam [

TCP — TexHUYECKHE CPEICTBA peaOMITUTALINH

OXXEJI — ¢pyHKIMOHAIbHAS )KU3HEHHASI EMKOCTh JIETKUX

VYVP — ypoBeHb yOeauTEIbHOCTH PEKOMEH AN

Y1 — ypoB€Hb IOCTOBEPHOCTH J10KA3aTEIbCTB

OKT — anekrpokapauorpadus

OMI — snekTpomuorpadus

OHMI — snexTpoHeiipomuorpadus

3XO-KI" — axokapauorpadus

MLPA — mynbTHIUIEKCHAs aMIUIM(UKaIMs JIUTHPOBAHHBIX 30HA0B (0T aHMI. Multiplex Ligation-
dependent Probe Amplification)

NIPPV — menHBa3uBHas BEHTUJISAIMS JIETKUX MOJIOKUTEIBLHBIM JaBjeHHEeM (OT aHrji. Noninvasive
Positive Pressure Ventilation)

SpO2 — catypauus KUCIOPOIOM apTepHajbHON KPOBH, M3MEpEHHAas HEMHBA3WBHBIM CIIOCOOOM C
MTOMOIIIBIO MYJILCOKCUMETPHUH (aHTII. mean nighttime oxyhemoglobin saturation)

TepMuHBI U onpeIe/IeHUs

ABto CullAIl (anrn. Auto CPAP; mo HOMeHKJaType MEOUIMHCKUX H3Aeaud — Amnmapar
WCKYCCTBEHHOM BEHTWISAIIMHM JIETKUX C TIIOCTOSHHBIM TOJIOXHUTENbHBIM naBieHuem (CPAP) nmns
HOBOPOXKJIEHHBIX, ANNapaT HCKYCCTBEHHOH BEHTHJIILUU JIETKUX C IOCTOSHHBIM IOJOXHUTEIbHBIM
nasienueM (CPAP) nns nomamnero mcnosib3oBanus) — 3to CUITAIL (cm. nanee) ¢ aBTOMaTU4YeCKOM
HACTPOWKOW [JaBJEHMS HArHETAEMOI'O BO3JyXa, ONPENEISAIOLIME YPOBEHb HEOOXOJUMOIO JaBJICHMS,
NOJAIOLIME BO3AYIIHBIM TOTOK TOJIBKO B MOMEHT OCTAaHOBKH JbIXaHUs, IOCTEIIEHHO YBEIUYMUBAsS €T0 [0
TEX 0P, 10KA HE IIPOU30MIET BAOX;

BulTAIl (or anrn. Biphasic Positive Airway Pressure, BPAP, BiPAP), mo HoMeHKIaType
MEIULMHCKUX U3JeNui — ATimapaT UCKYCCTBEHHON BEHTUIIALMU JETKUX € ABYX(a3HBIM MOJI0KUTEIbHBIM
nasieHueM (BPAP) mnepeHocHoii, AmnmapaT HCKYCCTBEHHOM BEHTUJISIUU JIETKUX C JABYX(}a3HBIM
noJoXKuTeNbHbIM AaBieHueM (BPAP) nns nomaminero ucnonb3oBaHus) — AByX¢aszHas BEHTHISALUS C
MOJIOKUTENBHBIM JaBJICHUEM B JbIXaTEJIBHBIX MYyTAX — 3TO almapar, CO3JAloIIMi Ha BJOXE M BBIIOXE
NalUeHTa AaBJIEHUE PAa3JINYHOIO YPOBHS.

I'unepTpodus Muokapaa — 3TO NATOJIOTMYECKOE YTOJIIEHUE CTEHOK CepALla.

JleHCUTOMETpHST — 3TO HEMHBA3WBHBIM METON ONpeeseHHs] MUHEpaIbHOW IIOTHOCTU KOCTHOMU
TKaHU.

Jlunatanus kKamep ceplia — 3To MaToJOrMuecKoe yBearmueHne o0beMa KaMep cepALa.

JucdyHkuMs MHOKapAa — 3TO HapylleHHe ero (QyHKUuu; ITucyHKIus OBIBA€T CHUCTOJUYECKON
(CHI>KEHHE COKPATUMOCTH MHOKap/ia), TUaCTOIUYECKON (3amMeyieHne pacciabaeHus: MBI CEpaLa) U
AJIEKTPUUECKON (HapylLIEHWE pacHpOCTPaHEHUs 3JIEKTPUUYECKOH JEnoyspu3allii U Pernoyisipu3aluu 10
CEep/ICYHOI MBIIILE).

Kapnuomuonatust — 3TO reTeporeHHasl rpymmna acCOUMUPOBAHHBIX C MMOKapAOM 3a00JeBaHMH,
CONPOBOX/IAIOLIMXCA MEXaHWYECKOH W/MIM 3JIeKTpUdYeckol IuchyHKuueil, oObYHO (HO He Bceria)
HOPUBOASIIMX K TUIIEPTPOPUU UITH TUIATALlUU U UMEIOIIMX pa3In4Hble (YACTO T€HETUYECKHE) TPUYUHBIL.

Kannometpus u xanHorpagus — 3T0 U3MEpeHue U HUPPOBOE OTOOpaKEHHUE KOHLIEHTPALUH WIIH
NapLUaJbHOIO AABJIEHUS YTJIEKUCIOro ra3a BO BABIXa€MOM U BBIABIXaEMOM Ia3e BO BpeMs JbIXaTeJIbHOI0
LIMKJIa [TallUEHTA.

KHc10THO-0CHOBHOE COCTOSIHME (KMCIOTHO-ILENOYHON OajlaHC, KHUCIOTHO-IIEIO0YHOE COCTOSHUE,
KHOIC) — 310 cooTHOLIEHHWE KOHUEHTpanuii HoHOB Boaopona H+ u ruapokcunsHbeiXx rpynn OH B
OHMOJIOrMYECKUX JKUJIKOCTSIX OpraHu3Ma.

KonTpakTypa — 3T0 OrpaHn4YeHHe MacCUBHBIX JBH)KEHUH B CyCTaBe.
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ITaTonornyeckass ycTaHOBKAa KOHEYHOCTH WM CEIMEHTAa KOHEYHOCTH — 3TO IaTOJIOTMYECKOE
II0JIO’KEHUE KOHEYHOCTHU UJIM €€ CErMEHTA, BO3HUKILEE B PE3YJIbTATE U3MEHEHUSI MBIIIIEYHOIO TOHYCA IIpU
COXPaHEHHOM 00beMe JABUKEHUN B cycTaBe(ax).

[lynbcokcumMeTpHst — 3TO METOA, MO3BOJISIIOLIIMI onpeneauTh coaepkanue O2 B KpOBH M 4acCTOTY
yJbca B MUHYTY.

CepneuHasi HEOCTATOYHOCTh — 3TO CHMIYKEHHE CIOCOOHOCTH cepiua oOecrnedynBaTb HACOCHYIO
¢yukuuo. beiBaeT ocTpoii U XPOHUYECKOM.

CulIAII (or aurn. Constant Positive Airway Pressure, CPAP — MOCTOSHHOE MONOKHTEIBHOE
JIABJICHHE B JIBIXaTEIbHBIX ITYTSX; 10 HOMEHKJIATYpPEe MEIUIIMHCKUX U3JEINH — ATIapaT HCKYCCTBEHHOM
BEHTWISIIMMA JIETKUX C TIOCTOSHHBIM TOJOXKUTENbHBIM naBieHueM (CPAP) niis HOBOpOXIEHHBIX,
AnmapaT UCKYCCTBEHHOIH BEHTWIISIIIMH JIETKUX C IMMOCTOSHHBIM MOJIOXKHUTENIbHBIM NaBieHueM (CPAP) s
JIOMAMTHETO MCIOJIb30BAHUS) — 3TO WHAWBHUIYAIbHBIM MEIUIIMHCKUI armapar IJisi aBTOMAaTU3UPOBAHHON
JUTATEIPHON BCIIOMOTATeIbHONH WHTpPAHA3abHOW BEHTHUIISIUU JIETKHX IOCTOSHHBIM TOJIOKUTEIBHBIM
JaBJECHUEM, IpUMEHSEMBbId NalueHToM BO BpeMs HouHoro cHa. CHUIIAIl mpencraBisier coOoif
HEeOOIbIIOW KOMIIPECCOp, KOTOPHIi MOJAeT MOCTOSHHBIM MOTOK BO3/AyXa MO/ ONpeaeleHHbIM JaBJIeHHEM
B JIbIXaTeJbHBIC YyTH Yepe3 THOKYI0 TPYOKY M Te€pMETUYHYIO HOCOBYIO MIIM POTO-HOCOBYIO MacKy. Takum
o0pa3oM, OH HE€ JaeT [bIXaTeJbHBIM IYTSAM CMBIKaTbCI U OJIOKUPOBATh MOCTYyIUIEHHE BO3ayXa (U
HEOOXOIUMOT0 OpraHm3My KuHcCiIopona). B pesynpTare HCKIIOYaeTcss PUCK BHE3AIMHOH CMEpPTH OT
OTCYTCTBHS BO31yXa B JBIXaTEIbHBIX ITYTSX, a TAKXKE 00€CIeYNBaeTCs HOPMAJILHBIN COH.

CKoymo3 — 3TO TPEXIUIOCKOCTHAS e OpMaIis IT03BOHOYHUKA.

CyOMakcUManbHBIH pPEKHUM HArpy3Kd — O5TO PEXKHM, AN KOTOPOTO XapaKTepHBI OTCYTCTBUE
OJIBIIIIKY, YYBCTBA YTOMJICHUS 1 OOJIM B MBIIIIIAX.

Onextpomuorpadus (OMI, DHMI', muorpacus, snekTpoHeiipomuorpadus: MUO — MBILIIBI U
..Tpado — mHIIy) — 3TO METOJ HCCICNOBAHUS OMOAIEKTPUUECKHX MOTEHIIMAIOB, BO3HUKAIOIIUX B
CKEJIETHBIX MBIIIIAX YeJOBEKa W >KUBOTHBIX MpPU BO30YXKIECHHH MBIIICYHBIX BOJIOKOH; PErHCTPALUs
AIIEKTPUIECKON aKTUBHOCTH MBIIIIII.

DHTEepaJbHOE MHUTAHWE — DTO BBEICHUE MUTATENBHBIX BEIIECTB B JKETYIOYHO-KHUIIEUHBIA TPaKT
(mepopasibHO, Yepe3 30HIBI U CTOMBI) C IEJbI0 MOJIeP)KaHUS U KOPPEKIHH HYTPUTHBHOTO CTaTyca B
COOTBETCTBHH C TEKYIIUMHU MOTPEOHOCTSIMH OOJNHHOTO B DHEPrHH, OelKe, BUTAMHHAX, MHHEpaiax H
MHUKPO3JIEMEHTAX.

1. Kparkas wuHpopManuss mno 3a001€BAHMI0 WJIH COCTOSHUIO (TPymnnbl
3a200J1€BAHMI MJIH COCTOSTHHMA)

1.1. Onpenesienue 3a00/ieBaHUSA WM COCTOSIHUSI (Fpynnbl 3a001eBaHUil WU
COCTOSIHUH)

[IpokcumanbHas cnuHaupHas MblmieyHas atpopus 5q (CMA) — 3To TspDKenoe ayTOCOMHO-
pELeCCUBHOE HEPBHO-MBIIIEYHOE 3a00/I€BaHUE, XapAKTEPU3YIOLIEECs IPOrPECCUPYIOLIMMU CUMITOMAaMHU

BSJIOTO TMApaanyua ¥ MbIIIedHoi atpoduu BcaenctBue aereHepanun O-MOTOHEUPOHOB  pepenpmx
POroB CIiMHHOro Mo3ra [1].

1.2. OJrtuonoruss M mAaTOreHe3 3a00/ieBaHUsl WJIM COCTOSSHUS (TPynmbl
3a200/1eBaAHMI1 WJIH COCTOSIHMIA)

Pa3BuTHe mpokcUMallbHOW CIMHAJILHOW MBIIIEYHON aTpoduu 5q 00yCIIOBIEHO MYTallUsIMU B I'eHe

SMN1 (cokpam. ot anri, survival motor neuron), KogupyroIeM OeT0K BEKHBAEMOCTH MOTOHEHPOHOB.
I'en SMNI1 kaptupoBaH Ha xpomocome 5 B Jjokyce 5ql2.2-q13.3 u uMeeT IEHTPOMEPHYIO KOIHIO

Crtpanuua 3 u3 94


http://disuria.ru/

KnuHnyeckne pekomeHgauum — MNMpokcumansHas cnvHanbHasa mbllwevHas atpoduma 5q — 2023-2024-2025 (20.02.2023) — YTBEp)AEHbI
MwvHsgpasom P&

(SMN2). O6a reHa cocTosT U3 IeBATH 3k30HOB (1, 2a, 2b, 3-8) u pa3nu4aroTcs MATHIO HYKJICOTHAAMH B
nociienoatenbHoct JITHK [1, 2]. KpuTHueckoi TOUKOMW sIBJISICTCS 3aMEHA IIMTO3MHA HA THMHH B DK30HE
7 rena SMN2 (c. 840C > T), coznaroiasi cailT cB3bIBaHUA JUIsl peripeccopa crulaiicuHra. Benencrsue
9TOr0 Pa3jN4Msl B HYKJICOTHIHOMN MOCIEA0BATEIBHOCTY OCHOBHOMW TpaHCKpUNT reHa SMN2 He copepKut
9K30Ha 7 W sBIseTcs (YHKIMOHANBHO HemonHoeHHbM [3]. Oanako ren SMN2 Takke mpoaylHupyeT
MOJTHOPa3MepHbBIN (DYHKIIMOHATBHBINA OEIIOK, HO B OTHOCHTEIFHO MabIX konudecTBax (10 10%).

K Bo3HuKHOBeHUIO npokcuManbHO CMA npuBoasT MyTanuu B TeloMepHoi konuu reHa (SMN1).
OCHOBHBIM THIIOM MYyTallUi B 3TOM I'€HE SBJISIOTCS TOMO3UTOTHBIE JENELUN SK30HOB 7 WM 7 -8, KOTOpBIE
BBIABISIIOTCS Y 95% manuenToB. OcTanbHble 5% MalUMEHTOB SIBISIOTCS KOMIAYHI-T€TEPO3UTOTaMH T10
Jeneuuu B ogHOM komuu reHa SMNI1 u TOYKOBOM MyTanuu B ApPYroi, KpailHe peako — KOMIIayH[-
reTepO3UroTaMu MO IBYM MHHOPHBIM MyTanusMm [4]. Myraruu rera SMN2 He MOTyT OBITH TTPUYHHOM
CMA, oaHako 4YHCIO €ro KONWI Ha CEeroiHs SBIISIETCS OCHOBHBIM MOIU(UKATOPOM 3a00JIeBaHHSL.
[TpubmusutensHo y 80% moaeilt B nonynsauuu Habmonaercs 1-2 xonuu. s 5-10% 310poBbIX mozei
onucaHel ciydan pgenenuu reHa SMN2 B roMo3urotHoM cocrosHuu. Y manueHToB co CMA
paszHooOpa3ue uncia konuii reHa SMN2 ropa3go OoJbilie 1 MOXKET BapbHpoBaTh OT 1 10 6 konuid. To
HeOO0JIbII0e KOMMYECTBO (PYHKIIMOHAIBHOTO Oellka, MPOaYyIHPYyEMOro EHTPOMEpHOl konueit rena SMN,
CMOCOOHO CMSTUaTh TSXKECTh T€UEHUs 3a00JIeBaHMs y MAIlMEHTOB, UMEIOIINX YBEINYEHHOE YHUCIIO KOMUN
reaa SMN2 [5-8].

IIponyktom rena SMN sBisierca Oenok, cocTosmmii u3 294 aMUHOKHUCIOTHBIX OCTAaTKOB, C
MoJeKyapHeIM BecoM 38 k/la. benok pyHKIMOHUPYET Kak B spax, Tak U B quTonaasme. B sapax Oenok
SMN nokamu3yercs B cGeponoJoOHBIX CTPYKTYypax, Ha3blBAEMbIX TIE€MaMH, aCCOLUHUPOBAHHBIX C
tenbiiamMu Kaxans, BonedenHbix B Metabomusm PHK. Bernok SMN wurpaer BakHyr0 poiib B CILJIaiiCMHTE
npe-pPHK u Ouorenese MayiblX siIEpHBIX PUOOHYKJICONPOTEHMHOB, B I'€HHOH JKCIPECCHU Ha YpPOBHE
TPAHCKPHIILINH, & TAKKE YIaCTBYeT B akcoHaibHOM TpaHcnopre MPHK B anbda-moToneiiponax [9].

Cumwxenue ypoBHs Oenka SMN NpUBOAMT K aKCOHAIBHBIM Je(EKTaM JBUTATEIBHBIX HEHPOHOB,
BKJIIOYAsl yCEUEHHE W/MIM 4pe3MEepHOE pa3BETBIEHHE AaKCOHOB, 3aMEIJICHHE pOCTa, HApPYIIEHUSM B
HEPBHO-MBILIICYHBIX CHHAICaX: HAKOIUIGHUIO HEHpouiIaMeHTOB B TNPECHHANTHYECKHX TEPMHUHAIAX,
(GOpMUPOBAaHUIO HE3pENbIX MOCTCHHANTHYECKHUX TEpMHHAJIeH M (QYHKIMOHAJIBHBIM aHOMAJUAM,
HapYIICHHUIO Tpoiiecca suaonuTo3a [10, 11].

Moaudukatopsl  KIMHUYECKOro  TeueHus  3aboneBanus.  KimHudeckoe — pasHooOpasue
npokcumanbHoi CMA 59 MOXeT OOBSICHATbCS HaludueM Moaupuuupyomux  (akTopoB.
MoauukaTopbl MOKHO pa3AeIUTh Ha JIBE€ OCHOBHBIC I'PYMIbI: BIUAIOIIME Ha ypoBeHb Oemka SMN u,
COOTBETCTBEHHO, HE OKa3bIBAIOLIME BIUSHUSA HA KoumdyecTBo Oeika SMN.

daxTopsl, BiaMsonMe Ha ypoBeHb Oenka SMN. Ha cerogHs OCHOBHBIM MOAMGUIMPYIOLUIUM
¢dakropom CMA cunraercs red SMN2 — uucino ero KOnuil M pas3inyHble BHYTPUI'€HHBIE BapHaHTBHI.
HmeroTcst TaHHBbIE O KOPPEISIIUN TSHKECTH TeUeHUs 3abosieBanus u uncia kornuid reHa SMN2 [12]. Yem
Oonpmie komuii reHa SMN2, Tem, Kak HpaBUIIO, MEHEE BBIPAKEHbl KIMHUYecKkne cuMnToMbl CMA.
Opnnako ycranosienue tuna CMA TOJIBKO Ha OCHOBaHMM uMciia Konuid reHa SMN2 HegomycTuMO U
MPOBOAUTCS BPauoOM Ha OCHOBAaHUU BCEH COBOKYMHON HMHQpOpManHMH O 3a00JEBaHUH y KOHKPETHOTO
naruenTa [12].

Eme omun momudumupyromuii daktop CMA, CBsI3aHHBII HEMOCPEACTBEHHO C IEHTPOMEPHOMH
konuel reHa SMN, — 310 ogHOHYKIeoTuaHasA 3aMeHa ¢. 859G > C B 3k30He 7 reHa SMN2, kortopas
OPUBOANT K OOPa30BAHHMIO HOBOT'O JHXAHCEP-CBSI3BIBAIOIIETO CaiiTa CIUIAliCHHTra, pe3yJbTaTOM Yero
ABJIETCSl BKJIOYEHUE B TpaHCKpunT ¢ reHa SMN2 »sk3ona 7. JlaHHBIM BapuaHT acCOLMHPOBAH C
YBEJIMYCHHEM B KPOBHU KOJIMYecTBa moiHopasmepHoro Oenka SMN y mamumentoB co CMA II-III tuma
[13].

Hpyrue dakTopsl, Biustonpe Ha ypoBeHb 0enka SMN, npuBenens! B Tadmuie 1.
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Tabimua 1

JononmHuTenbHbIe (haKTOPHI, BIMSIONIME HA YpoBeHb Oenka SMN

daxkrop Oddext
CrutaiiciHr -perympylouue Tra2f3 ) YBEIMUMBAET BKIIOUEHHE DK30HA 7
(bakTopsI
\’ NPUBOJUT K SK30H-CKUIIHHTY 3K30Ha 7
SF2/ASF ) YBEIMYMBAET BKIIIOUCHHUE DK30HA 7
hnRNPAL ) MHTUOMpYET BKIIOYEHHE HK30HA 7 T'eHa
SMN2
Pakrope, perymapyroume| CREB1 ) YBEJMYMBAET TPAHCKPHIIIUIO Oeska
TpaHCKPUIIIIHUIO SMN
STAT3 ) CIOCOOCTBYET POCTY aKCOHOB
IRF-1 ) yBEJINYUBAET ypoBeHb Oeska SMN
PRL ) YBEIMYMBACT  MPOJOIDKHTEIBHOCTD
KU3HM y TsoKennblx CMA -Mbliei
Metummposatue T cumxaer YPOBEHb DJKCIIPECCUM TI'€Ha
IPOMOTOPHOH  0071ACTH | g\ N2
reHa SMN2
Crabummsanus MPHK UlA ) yMEHBIIAET ypoBeHb Oenka SMN
HuR/p38 ) YBEIIMYMBACT  MPOJODKHTEIBHOCTD
KU3HM y TsKenbix CMA -Mblieit
@akTopel,  Bmusiomme  Ha|PKA ) MHTUOHMpYET ferpaganuro 6enka SMN
MOCTTPAHCISIIMOHHYIO
MO (bUKALNIO GSK3 J/ YMEPEHHO YBEIMYNBACT BEDKMBAEMOCTh
OK30reHHbie YaKTOPbI Tononanne W Okassaer nonomurensmoe prusmme
Ha BBDKHBAEMOCTb
Tunoxcns A VBenmmuuBaer yPOBEHB
MOJIHOPa3MEepPHOr 0 Oenka SMN.
JbIxaTenpHas HOJIePIKKa yJIydIIaeT
CHUMIITOMATHKY.
Oxcumatusnsiid cpece | [l yeumsaer IIPOrPECCUPOBAHKE
Oone3Hu

Opnnako, BAMSIHHE OONBIIMHCTBA M3 ATHX ()AaKTOPOB OIEHMBANIOCH in Vitro. B >kuBoM opranusme
MEXaHHU3MbI B3aUMOJIEH CTBUSI HAMHOTO CJIOXKHEE U TPeOyIOT IiTy00KOro U3yueHusl.

daxTophl, He BIUAIOIINE Ha ypoBeHb Oenka SMN. Monudukaropos, He aCCOLIMMPOBAHHBIX C TEHOM
SMN u ero npoaykToM, Takxke odyeHb MHOTO0. C KaKJbIM I'0JIOM OTKPBIBAE€TCS BCE OOJIbIIE MEXaHU3MOB.
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B nocneanee Bpemsi HHTEpeC MPUKOBAH K Ay O€NKOB, YIyUIIAOIIUX MPOIECC SHIOIUTO3a B CHHAICAX,
T.K. HEIaBHO OBUIO YCTAHOBJIEHO, YTO UMEHHO JHJIOIIMTO3 SBIISIETCS OJHUM U3 KIIOYEBBIX HapyIlIaeMbIX
mexaHu3moB mpu CMA. Dtu Gesku npeacrasiens! muactuaoM 3 (PLS3) u kopouunom (COROI1C) [14],
HeiipokaapimaoM Aenbta (NCALD) [15] u kaneiuitneBprHOnO00HM Oetkom (CHP1) [16].

Oco0sr1it uaTepec npeacrasisier metwmpoBanue [JHK, kak HauGonee crabunbHas MoguduKaims,

M3MEHSIOMAsl XapaKTep SKCIOPEcCHMH TeHOB. bblna BbISIBICHA CBS3b METWJIMPOBAHUSA psAlla TEHOB
(SLC23A2, NCOR2, DYNCI1HI), xotopsle MoryT ObITh BOBJeueHHl B maroreHe3 CMA, U TSKeCThIO
3aboneBanus [17-19].

1.3. DnuaeMuosiorust 3a60/1eBaHusl WIN COCTOSIHUA (TPynnbl 3a001eBAHUN WJIH
COCTOSTHM )

PacripocTpaHeHHOCTh MPOKCUMAIBHOW CIIMHAIBHOW MBIIIeYHOH atpoduu coctaBiser 1 Ha 6000-
10000 noBopoxnenHbix [20]. /lanHble MO pacnpocTpaHeHHOCTH 3a0oneBanus B PD oTCyTCTBYIOT.
YacTtoTa HOcuTenbcTBa 3aboneBanus — 1/40-1/50 B momyssinuu B mesiom [21, 22]. Tlo nanasim ®TBHY
MI'HI] umenu axagemuka H.IT1. BoukoBa yactora HocuTenbcTBa MyTanuu B reie SMN1 B Poccun — 1/36
YEJIOBEK M pacueTHas 4acToTa poxacHus pedenka co CMA 1 Ha 5184 nHoBopoxaeHHbIX [23].

1.4. OcoOeHHoCTH KOIMPOBAHUSI 3200J1eBAHHUSI WJIH COCTOSSHMS (TPyNIbI
3a00JieBaHUil WM COCTOSIHMIT) M0 MeKIyHAPOIHOH CTaTHYecKol KJaccupukanumn
0oJie3Heil M Npo00JieM, CBA3AHHBIX €O 310pP OBbeM

G12.0 derckas ciuHanbHast MpitedHas atpodus, | tun [Bepauura-I'odpdmanal
G12.1 dpyrue HacneACTBEHHbIE CIMHATBHBIE MBIIIEYHBIE aTpodun

1.5. Knaccudukanusi 3a00/eBaHusi WIM COCTOSSHUS (TPynnbl 3a001eBaHMil MM
COCTOSTHM )

Knuanveckas kinaccubukaiys 3a001eBaHUsI OCHOBBIBACTCS Ha BO3pacTe Je00Ta, TKECTH TCUCHUS
3abosieBanHus U poaonkuTenbHoCTH )u3Hu [20]. (Tao. 2)

TaOnuma 2

Knunnueckas knaccudukanus TpoKCHMaIbHONW CIIMHAILHON MBIIIEYHON aTpodun 5q. <*>

Tun CMA Bo3spact gebrora Oxunaemas JIBuratenbHbIe HABBIKUA <**>
MPOJOJDKUTETTHHOCTh
KUZHH
CMAO BHYTPUYTPOOHO 10 6 Mecs1EeB Her
CMA I 110 6 MecAIEB 0 2-X JIeT HECIIOCOOHOCTh JepKaTh
(OMIM#253300) rOJIOBY, MEPEBOPAYMBATHCS,

cueTh 0e3 MoAIepKKU

CMATII 6-18 mecsies 70% noxuBaroT 10 25 €T | CHOCOOHOCTh  cUaeTh  0e3
(OMIM#253550) TOJJIEPIKKH

CMAII crapmre 18 mecsime | 10-40 JeT MOCIe | CHOCOOHOCTh  CTOSATh U
(OMIM#253400) MaHHU(ecTannu XOIUTH 0€3 OIePIKKH
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<*> CymectByeT 1 CMA 1V tuma, HO pu 3TOM THUIIE 3a00JIeBaHHE MAaHHU(PECTUPYET BO B3POCIOM
BO3pacTe.
<**> [Ipu ecTecCTBEHHOM T€4EHHUH 3a00JI€BaHUS.

1.6. Kaunuuyeckasi kapTuHa 3a00/1eBaHUs WJIM COCTOSIHMA (TPYNmbI
3a200/1€BAHMI WJIH COCTOSTHHMIA)

[IpokcumanbHas cnuHalbHas MbliedHast arpodust 0 Tuna, uim BpoxkaeHHass CMA ¢ mocineponoBoit
achukcueil — HamOojee TsDKENbI BapuaHT TedeHus 3aboneBanus. Ha 30-34 Henmene OepeMeHHOCTH
OTMEYAIOT MaJIOMOABMKHOCTD Iiofa. [locne poxkaeHus: MBUKEHHSI TPAKTUUYECKU OTCYTCTBYIOT, HaJIMUHE
KOHTPAKTyp, TPYIHOCTH C TJOTAaHHUEM U JbIXaHHeM — 0e3 olecredeHus AbIXaTeIbHOU IMOJACPKKU
pebenok morudaer [24].

[IpokcumanbHas cnuHalbHasg MblieyHas atpodus | tumna, miam Oonesnr Bepauura-I'opdmana
BO3HUKAET B BO3pacTe 0 6 MECALEB U XapaKTEpU3YyeTCs TSHKEIOW MbIIIeYHON caabocThio. bonbHbIe et
HE CHOCOOHBI JepKaTh TOJOBY, II€peBOpauMBaThCA, CHIETh 0Oe3 mnoanepkku. IIpokcumanbHas,
CUMMETpPUYHAsl MbIIIeyHas cIabocTh, OTCYTCTBME€ MOTOPHOTO pAa3BUTHS W MBIIIEYHAS THUIOTOHUS
ABJIAFOTCSL OCHOBHBIMM KJIMHUYecKUMHU npu3zHakamu CMA [ tuna. Yacto oTMeuaroT Halnuunue KOHTPAKTYp
B KOJICHHBIX U JIy4€3allsICTHBIX CyCTaBaX, peKe — B JIOKTEBbIX. B HeOHaTaIbHOM MEpHOJIE UIIH B TEUEHUE
IEPBBbIX TPEX MECSILEB KU3HU JIETH CO CMEPTEIbHBIM IIPOrHO30M HUCIBITHIBAIOT TPYIHOCTH C COCAHUEM U
[JIOTAHMEM M 4YacTO JEMOHCTPUPYIOT auadparmaipHoe ApixaHue. Cama nuadparmMa HE BOBJIEKAeTCs B
NaTOJOTMYECKUM Mpolecc A0 MOCHeNHeN cTaauu TeueHus 3aboseBaHus. HapyuieHus riotaHust MOryT
OPUBOAWTh K AaCHUPALMOHHOW MHEBMOHHHM M JIETAaJbHOMY HCXOAy. Y TAIMeHTOB HaOII0Na0TCs
(baciuKyJIAIUN MBI S3bIKa U MOCTYPaJIbHBIA TpeMop najblieB. boibmmHcTBO O0MBHBIX neTel co CMA
I Trma 6e3 MEIUIIMHCKOTO COMPOBOXK/ICHUS U 0CO0O0r0 yXo/a morudaer B Bo3pacte 10 AByX JieT [25].

[IpokcumanbHast cnuHanbHas MblmedHass atpodus Il tunma wmmm xponumdeckas CMA (Oosie3Hb
JybOoBuiia) umeet Oonee mo3gHee Havalao B Bo3pacTe 6-18 mecsieB u MeHee Tspkenoe TeueHue. Takue
JIETU COXPAHSIOT CIIOCOOHOCTb CUJIETh U YAEPKHUBATh FOJIOBY CaMOCTOSTENbHO. Y nanueHToB co CMA 11
HAOMOMAI0TCs (PaCUMKYJISIMMA MBI SI3bIKA, TPEMOpP TANbIEB BBITAHYTHIX PYK, (aCHUKYJISIpHBIE H
GuOpUIUISIpHBIE TOJEPrUBAHUS MBI TPOKCUMAJBHBIX OT/IEOB KOHEYHOCTEH, BBIPAKEHHBIM CKOJMO3,
cnabocTh MexpeOepHol MyCKyIaTyphl, AMadparMaibHoe AbIXxaHue. Y JeTel BO3HUKAIOT TPYAHOCTH MPH
Kaluie ¥ IIyOOKOM JIbIXaHWW BO BpeMsl CHa I MOJAEpKaHUS HOPMAJIbHOTO YpPOBHS KHCIOpOAa U
TUoKcuaa yriaepona [26, 27]. Pa3BuBaroTcs W MpOrpeccUpyroT CKelleTHble AedopManuu. XapaKTEepHbI
TaKXe IJIOXOM COH HOYBIO, yCTaJOCTh IOCJIE HOYHOIO CHA, COHJIMBOCTb B JTHEBHOE BPEMsl, BO3MOXKHO
pa3sBUTHE YTPEHHEH rMIepTeH3nH, (Te ke U3MEHEHUs], HO B 0oJiee CTaplleM BO3pacTe, pa3BUBAIOTCS IPU
CMA III tuma).

Hauano nmpokcumanibHON crniHaidbHOW MbIiedHol atpoduu III Tuma (roHomeckas ¢opma), UIU
6onesnn KyrenbOepra-Benanaep, BappupyeT B Bo3pacTe HauuHas ¢ 18 MecsieB U 10 HOHOIIECKOTo
Bo3pacra. [larmentsr co CMA 11l coxpaHsIOT cmOCOOHOCTH MEePEeIBUTaThCA CaMOCTOSITENbHO, HO MOTYT
4acTo MaJlaTh UJIM UCHBITHIBATh TPYIHOCTU IIPU NOABEME U CITYCKE 110 JIECTHHUIIE, O€re, HaKJIOHE, OIbeMe
U3 noJyiokeHus cuas. HuxHue KOHeYHOCTH NpHU JaHHOM Tulle 3a00JieBaHUs MOPaKEHbl CUIIbHEE, YEM
Bepxuue. Y nauuentoB co CMA III taxke coxpaHseTcs TpeMOp MajblieB BHITIHYTHIX PyK [26-28].

[Ipn Bcex tumax CMA Morytr mnopaxaTbCsi OCHOBHbIE€ T'PYIIIbl JbIXaTE€IbHBIX MBI, BKJIOYas
MBIIIIIBI BAOXa M BbIIOXa W OyJIp0apHYI0 MYCKyIaTypy, IpU 3TOM CTENEHb MOPAKEHUS M MEXaHU3MBI,
BEylllME€ K HaApYUIEHUIO JbIXaHUs, MOTYT pas3inyaTbcs B 3aBucuMocTH OoT Ttuna CMA wu craauu
3a0oneBanus. IlepBoHayabHO THITOBEHTUIISILIMY, O0YCIIOBJIEHHAs HapyLICHUEM JIbIXaHUsl Pa3BUBAETCS BO
CHE, HO MIOTOM U B JTHEBHOE BpeMsl. | MITOBEHTUJISIIMS BO CHE NMPUBOJAUT K pa3BUTHIO anHOd. HapymeHus
JIbIXaHUsl — OCHOBHAsl MPUYMHA BO3HUKHOBEHUS OCJIOKHEHUM M CMEpPTHOCTH manueHToB co CMA I u
CMA II; kpome TOro, OHU TaKke€ MOT'YT pa3BUBAThHCS y HeOObIOM Joau nanueHToB co CMA 111

[Ipu Bcex tumax CMA MOXET BBISBIATHCS KapAHOJOTMYECKas MATOJIOTHUsl (HapylIeHUsS pUTMa
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cep/a, KapAuOMHOIATHS U T.1.).

2. /ImarHocTuka 3a007€eBaHMA WIH COCTOSIHMS (rpynmnbl 3a00J1eBAHUM WIN
COCTOSIHMI) MeIUIMHCKUE TOKa3aHWusl M MNPOTHUBONOKA3ZAHUS K NPUMEHEHHIO
METO10B THUATHOCTUKH

JlnarHoz  yCTaHABJIMBACTCSA IO  pe3yJibTaTaM  IPOBEACHUS  MOJCKYJSIPHO-TCHETHYECCKOTO
oOcnenoBanus (OOHApyKEHUE JIEJICIIUA DK30HOB 7 WIM 7-8 B TOMO3UTOTHOM COCTOSHUH (T.e. B 00enx
KOIINAX reHa) AN TOYKOBBIX 3aMeH B reHe SMN1 B TOMO3UTOTHOM COCTOSIHMM HJIM TOYKOBOI 3aMEHEI U
ACJICIIUHA OK30HAa B KOMIIAYHA-TCTCPOZUTOTHOM COCTOﬂHHH).

2.1. ’KanoObl 1 aHaMHeE3

OcHoBHBIC *aJIOOBI ¥ aHaMHE3 omucaHbl B paszaene "KimuHnueckas kapTuHa'. Huke mpuBeneHbl
’KaJlo0bl, TpeOyIOIIKEe OTAEIBHOI0 YTOUHEHHUS:

- PexoMeH1yeTCsl yTOUHHTSD Kaj00bl Ha Xpam U 4acTble MPOOYKACHHS BO CHE, yTPEHHHUE TOJIOBHBIE
0011, COHIMBOCTh B TEUEHUE JIHSA, Y poauTeneil nauueHToB co CMA 5q crapiero Bo3pacta Ajsl paHHEH
JIMAarHOCTUKH THIIOBEHTUJIIIIUU ¥ altHOd cHa [29].

VYpoBeHb yOeIUTEIbHOCTH peKOMeHAanuii B (ypoBeHb TO0CTOBEPHOCTH 10KA3aTEILCTB — 3)

- PexoMmeHIyeTcsl yTOUHATh 4acTOTy HH(EKIIMOHHBIX 3a00JICBAaHWA W aHTUOMOTHUKOTEpAINlUU 32
nocyieqHue 6-12 MecsieB (B 3aBUCUMOCTH OT KPaTHOCTH HAOJIOEHUs) Y poauTenei naueHToB co CMA
5q Ui aIeKBaTHOW OIEHKH COMAaTHYECKOTo craryca naruentos [30].

YpoBenb yoenuTenbHoCTH pekomenaanuii C (ypoBeHb TOCTOBEPHOCTH J10OKA3aTeILCTB — D)

- Pexomenayercsi yTOUHSTH KaJoObl HA HAPYIICHUS TJIOTAHMS >KUIKOCTH W/WIW TBEPAOW IHIIH,
OIIYIICHWE 3aCTPEBAHMsI MHUIIM B TOpPJie BO BpeMsl TJIOTAHUS, Kallledh WM MONEPXUBAHKUE 10, BO BpEeMs
WIM TIOCTIE TJIOTAHUS, HaJM4YHE XPUILIOr0 WM "BJIAXXHOro'" rojioca mociieé akTa TJOTaHMs, a TakkKe
BIMSHME Ipoliecca NMpHeMa NUIIM Ha KAadecTBO JKM3HU y poautenedl mauueHtoB co CMA 5q ms
uckmodenus aucharuu [20].

VYpoBenb yoenuTenbHocTH pekomenaanuii C (ypoBeHb TOCTOBEPHOCTH JTOKA3aTENILCTB — )

2.2. PusuKajabHOe 00CIeI0BaAHe

Kimnnueckoe oOcnenoBanue CMA Bkiouaer B cebsi mpoBeneHHE (PU3MKAIBHOIO OCMOTpa C
AKIICHTOM Ha KOCTHO-MBIIIEYHYIO CUCTEMY, U CBSI3aHHBIX C Hell (pyHKIMOHAIBHBIX HapylieHui. Beibop
UCIOJb3yEeMbIX 00CIeA0BaHUM OylIeT 3aBUCETh OT aCIEKTOB, KOTOpble 0oJiee aKTyaJbHbl JJISl KaKIOH
cTeneHu TshkecTH. Jlannple PuU3MKambHOrO 00CIIeI0OBaHUsI OMUCAHBI B pa3jene "KIMHUYecKas KapTuHa'.
Huxe orpaxkensl 0coOeHHOCTH (PU3UKATBHOTO 00CIeI0OBAHUS:

- Pexomennyercst onenka (puU3M4eCcKOro pa3BUTHS (M3MEPEHHE MacChl Tela W pocTa) B JMHAMHUKE
narrenTam co CMA 5q aist oneHku HyTpuTHBHOrO cratyca [31].

YpoBeHb yoenutenbHoCTH pekomeHaanuii C (ypoBeHb I0CTOBEPHOCTH J10KA3aTeNIbCTB — 4)

Kommentapuu: y nanueHToB co CMA 4acTo oTMEYaroTcsi H3MEHEHHsI B HYyTPUTUBHOM cTatyce. Y
JeXkaunX MalMeHTOB U MallMeHTOB ¢ Auc(aruel MoBbIIIaeTcs PUCK HEA0CTaTOYHOCTH nuTaHus. Cuasune
U XOJIA4YHUE MAlMEHThI MOJBEPKEHBI PUCKY M3OBITOUHOM Macchl Tesa/OKUPEHUIO B CBSI3U CO CHUIKEHHEM
HHEpProTpaT M3-3a YMEHbIIEHUS aKTUBHOCTH IPHU yTpaTe CHOcoOHOCTH K XonapOe. Ilocnme ycTaHoBiaeHus
muarHoza CMA  BceM ManMeHTaM pPEKOMEHAYETCs KOHTPOJMPOBAaTh POCT M Maccy Tena ¢
NEepUOIUYHOCTEI0O He MeHee | pa3a B 3-6 mecsueB y JeTell MJIAJIIEro BO3pacTa M €XEeroaHo y JeTei
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CTapuIero Bo3pacra U 4ali€ 1o IMoKa3aHuAM.

- PexomenyeTcst olieHka (GyHKIHUU jKeBaHUS | rioTaHus nanueHtam co CMA 5q ansa uckitodeHust
mucdaruu [20, 32].

VYpoBeHb yoenutenbHoCTH pekomeHaanuii C (ypoBeHb I0CTOBEPHOCTH J10Ka3aTeNIbCTB — 4)

KomMeHTapuu: oTei-HOe BHUIMaHHE TIPU OCMOTPE YIENSETCSl BO3MOKHBIM HAPYIICHUSM TJIOTAaHUS
OpU KOPMJIGHUU — CHIDKEHHUIO U OTCYTCTBUIO TJIOTOYHOTO M HEOHOro pedIieKcoB, OCIa0JICHHOMY
COCaHHUIO Y MaJIeHbKOro peOeHKa, TPYIHOCTSIM C >K€BAaHHUEM M IMPOrJaTbIBAHUEM IHIIH, YBEJIUYEHUIO
JUTUTETIBHOCTH €€ TPHeMa, HATMYUI0 KOHTPAKTYPhI YEJIFOCTHOTO CYCTaBa.

- PexoMennyercs kiauMHMYEcKas OIE€HKA JAbIxaHUd mnaumeHTam co CMA 5q s MCKIIOYEHHs
HaJIMY ¥ JbIXaTeIbHbBIX Hapymenuit [33].

YpoBeHb yoenutenbHoCTH pekomenaanuii C (ypoBeHb TOCTOBEPHOCTH J10Ka3aTe/IbCTB — 4)

KoMMeHTapuu: mepuoguyHOCTh MPOBEAEHUS OIEHKM W MOHHTOPUHIA JBIXaTENbHBIX (PYHKIUN
3aBHCUT OT KJIMHHUYECKOI'O COCTOSIHMS M CTEMEeHH MPOrpeccCHpoBaHUs OOJE3HU y KaXAOro OOJBHOTO.
YacroTa mpoBe/leHUsl OLIEHKH COCTaBJISIET B CPEIHEM OJUH pa3 B 3-6 MECSLEB y HETSKENbIX MallMeHTOB
co CMA II u CMA III. [JlpixatenpHble (DYHKIIMH OIICHMBAIOTCS PEKE Yy MAIMEHTOB, CIIOCOOHBIX K
CaMOCTOSITEJIbBHOMY HEPEIBUKEHUIO, B CTAOMJIBHOM COCTOSHUHM, C OOJIbLIEH YacTOTOM y Jexalmx
NAIMEHTOB, C HECTaOMJIbHBIM TeueHueM 3aboneBanus. C yacToroi 1 pa3 B 3 mecslia MOXKET IPOBOAUTCS
OLICHKA JIbIXaHWS Yy NALUUEHTOB, IIOJAY4YalOIIMX HWHBA3MBHYK BEHTWIALMIO Jerkux. [ nerew,
Haxomsmmxcss Ha HUBJI, xenatensHo npoBoauTh omeHky 1 pa3 B mecs. [Ipu CMA 1, eciiu peGeHOK He
Haxoautcs Ha HVIBJI, npixaTenbHbie HapyIICHUS MOTYT HapacTaTh OYeHb OBICTPO, M MHOIAA Tpedyercs
eme Oomee uyacras uxX orneHka. OIeHKa BKIOYAeT ONpENeJICHHE M[BeTa KOXHBIX IOKPOBOB,
3QPEKTUBHOCTH OTKAILIMBAHUSA, 4YacTOThl JAbIXaHUS, H3MEPEHUE OKPYKHOCTH TPYIHOM KIIETKH,
OIpeNieNIeHNEe HKCKYPCUM TPYIHOW KIETKH, HPU3HAKOB JTUCHYHKIUU JbIXaTEIbHOM MYCKYJIATyphl
(HanmMuMe napagoKcalbHOrO JbIXaHUs, UCII0JIb30BaHUE BCTIOMOTATEIbHOM bIXaTeIbHON MYCKYJIaTyphl).

- Pexomenayercss ocMOTp MO3BOHOYHMKA manueHTam co CMA 5q Ui MCKIIIOYEHUs CKOJIM03a U
kugo3za [34, 35].

YpoBeHb yoenuTenbHoCTH pekomenaanuii C (ypoBeHb TOCTOBEPHOCTH J10Ka3aTe/IbCTB — 4)

KommenTtapuu: npu Bcex ¢opmax CMA pa3BuBaroTcs ckeneTHble nedopmanuu. Vckpusienue
MO3BOHOYHMKA, C MOHMKEHHBIM MBIIIEYHBIM TOHYCOM, HEIPEPHIBHO IPOrPECCHUPYET Ha MPOTSKEHUU
Bcell ku3HU. Taxke y OOJIIIMHCTBAa MAIMEHTOB pa3BUBaeTCs KU(O3 TPYAHOTO OT/AeNa MO3BOHOYHHKA
Pa3HOI CTENEHU BBIPAKEHHOCTH.

- Pexomennmyercs oleHka (YHKIIMOHAJIBHOTO JIBUTATEJIBLHOTO CTaTyca II0 pEJIEeBAaHTHBIM
(GYHKIIMOHATIBHBIM IITIKaJIaM U BPEMEHHBIM TecTaM nanueHTaM co CMA 5q s onpeneneHus: KCXOAHOT O
CTaTyca IMaIMeHTa, a TaAKXKe JJIsi MOHUTOPUHTA JBUTATEIbHBIX (YHKIIUN W I ONEeHKU (P (HEKTUBHOCTH
naToreHeTuyeckou tepanuu [36-39].

YpoBeHb yoenuTenbHoCTH pekomenaanuii C (ypoBeHb TOCTOBEPHOCTH J10KA3aTe/ILCTB — 4)

KommenTtapuu: Ilkansr npusenens! B [Ipunoxenun I'l. XKenatenbHo, 4TOOBI OLIEHKY MO HIKajdaM
MPOBOAUIN CEPTUDUIIMPOBAHHBIC CIICIIHAMCTB PETYISIPHO KaXKIbIC IIECTh MECSIEB IPOBOIUTH
oOceIoBaHMs, €CIIM HET OCOOBIX OOCTOSTENBbCTB, TPEOYIOIIMX APYrod 4YacTOThl HAOJIOICHUS.
Jlunamuueckoe oOcienoBaHKEe peOCHKA I10 CICHHAJIbHBIM IIIKajaM OCOOCHHO Ba)KHO IIPU OIICHKE
3((HEKTUBHOCTH MOJydyaeMoil TapreTHol Tepamnuu. [Ipu oTCyTCTBUU CepTU(HUIIMPOBAHHOTO CIICIIUATMCTa
JKENaTeIbHO HAMPABUTH MAIMEHTA B TOT IIEHTP, ¢ TAKHE CIICIIUATUCTHI €CTh.

- PekoMenyercst ouleHUTh MOTPeOIEHHE U BBIBEACHUE U3 OpraHu3Ma MUKPOIJIEMEHTOB, 0COOEHHO
Kasblus 1 BuTaMuHa D, marmentam co CMA 5q ¢ HapylmIeHUsIMA HYTPUTUBHOIO CTaTyca JJii KOHTPOJIS
3a COCTOsIHMEM KOCTHOM Tkanu [20].
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VYpoBeHb yoenutenbHoCTH pekomenaanuii C (ypoBeHb IOCTOBEPHOCTH J10KA3aTeNILCTB — )

- PekoMeHyeTcs yCTaHOBJIECHHE THIIA CHUHAJIBHOM MBIIICYHOW AUCTPOPUH 5q HAa OCHOBAHUHU
KIMHUYECKONH KapTUHBI 3a00J7eBaHUS B COOTBETCTBHHM C KiaccHUKalMeld BCeM MAaleHTaM C
MOATBEPKACHHBIM (KJIMHUYECKH W/MIM TEHETHUYeCKHU) JHWarHo3oM Il ONpeleieHHus MpOorHosa
3aboneBanus [20].

VYpoBenb yoenuTenbHoCcTH pekomeraanuii C (ypoBeHb TOCTOBEPHOCTH JT0OKA3aTeILCTB — D)

Kommentapuu: Tumst CMA 5q (CMA 1, CMA 2 u CMA 3) cmotpers B pasmene 1.5

Knaccudukanus 3a001eBaHus UM COCTOSIHUS (TPYIIIBI 3200JI€BaHUI MM COCTOSTHHN ).

2.3. JlabopaTopHbIe THATHOCTHYECKHE HCCIeI0BAHUSA

- PexomeHayercsi MoNeKyJIsIpHO-TEHETHYECKOe uccienoBaHue mytanuii B reHe SMNI Bcem
nagueHTaMm ¢ nogospeHueM Ha CMA 5q ¢ menplo BBIABICHHSA JEIELUU DK30HOB 7 mimM 7-8
MOJIEKYJIIPHO-TE€HETUYECKOr0 TIOATBEp XK AeHHs nuarHo3a [40].

VYpoBeHb yOenuTenbHOCTH peKoMeHaanuii B (ypoBeHb JOCTOBEPHOCTH 10Ka3aTENbCTB — 2)

KommenTapuu: "3010TbIM cTaHIapTOM" MOJIEKYJIIPHO-TEHETHUEeCKOoro uccienoBanus npu CMA 5q
SIBIIICTCS KOJIMYCCTBCHHBIA aHAIN3 — aHaiIu3 yncia konuii reaoB SMN1 u SMN2. JlaHHOE HcCclIea0BaHue
npoogutcss mMeronamu III[P B peanbHOM BpeMeHHM uiu kommdyecTBeHHOro MLPA -anamm3za. /[marnos
HOATBEP)KAAeTCA MPU OOHAPYKEHUHU JIeJeLUU SK30HOB 7 MM 7-8 B TOMO3UI'OTHOM COCTOSHHUM (T.€. B
00enX KOIMUsAX I'eHa).

- He pekomennyercs wucnons3oBath I[I[P-I[JIP®-aHanu3 u Jpyrue KauyeCTBEHHBIE METOJIbI
UCCIIEZIOBAHUS KaK MeToJa BbIOOpa mamueHTaMm ¢ mogo3penueM Ha CMA 5q ¢ uenbio MOATBEPKACHUS
nuaraosa [41].

VYpoBenb yoenuTenbHoCcTH pekomenaanuii C (ypoBeHb TOCTOBEPHOCTH JTOKA3aTEILCTB — 3)

- PekoMeHnyeTcs BBINOMHATE MOMCK TOYEYHBIX MyTauuid B reHe SMNI1 merogom mnpsmoro
aBTOMAaTUYECKOr0 CEKBEHHpOBaHMs M0 CaHTepy MalueHTaM C BBISIBICHHOH Jienennel B reTepo3uroTHOM
COCTOSTHUH C TIeJIbI0 YCTAHOBJICHUS TUarnosa [42].

VYpoBeHb yoenutenbHOCTH pekoMenaanuii C (ypoBeHb JOCTOBEPHOCTH 10KA3aTEIbCTB — 2)

KommeHnTapuu: Hanuuue fenenuy B TeTepO3UrOTHOM COCTOSTHUM OIpEENseTCs] KaK HaJMuKue OHOU
kornuu resa SMN1. OOHapykeHue maToreHHoN MyTanuu BOo BTOopod komuu reHa SMNI nmoareep:kiaer
nuarao3s CMA.

- He pexomenayercs ycranoBinenue auarHoza CMA 5q mamueHTamM C OTCYTCTBHEM JI€NELUU
9k30HO0B 7 wiu 7-8 rena SMNI1 [20].

YpoBeHb yoenuTenbHOCTH pekomeHaanuii C (ypoBeHb IOCTOBEPHOCTH J10Ka3aTeNIbCTB — 4)

KoMMeHTapuu: orcyrcTBUEe Aenennu 3k30H0B 7 uian 7-8 rena SMN1 onpenensiercss kak Hamuuue 2
u Oonee xonuii reHa SMNI1 meromamu IIIIP B peampHOM BpeMeHHM uiim KojqudecTBeHHOro MLPA -
aHanu3a. B ciyyae KpOBHOPOACTBEHHBIX OpakOB pEKOMEHAYETCsl IPOBECTU MOMCK TOYEUHBIX MYTaluil B
reie SMNI1 MeTon0OM mNpSIMOTO aBTOMATHYECKOTO CEKBeHHpoBaHus 1o CoHrepy Aake B cllydae
OTCYTCTBHSI JI€J€UU 3K30H0B 7 wim 7-8 rena SMN1.

- Pexomennyercs onpenenenue uucna konud reHa SMN2 y manmeHTa ¢ NOATBEPXKIACHHBIM
reHeTnueckum auaraozom CMA 5q aiis onpeneneHus Iporuo3a TedeHus 6omnesznu [43].

VYpoBenb yoenutenbHOCTH pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH JI0Ka3aTeIbCTB — 5)

KomMenTapuu: HeoOX0IUMO MOMHHTh, YTO TUI CMA y KOHKPETHOTrO MalMeHTa He MOXKET ObITh
YCTaHOBJIEH TO uuciay komuii reHa SMN2, oH ompeaensercs TONbKO KiIMHUYecKH. HeoOxommmo
YUUTBIBaTh yuciao komui reHa SMN2 npu mporrose TedeHUs 3a00JI€BaHUS, MOCKOJIBKY 3TO BasKHBIM

CTtpanuua 10 ns 94


http://disuria.ru/

KnuHnyeckne pekomeHgauum — MNMpokcumansHas cnvHanbHasa mbllwevHas atpoduma 5q — 2023-2024-2025 (20.02.2023) — YTBEp)AEHbI
MwvHsgpasom P&

dakTop, ompemenAOMMNA THKECTh KIMHMYECKOHM KapTuHbl. HeoOxoaumo oroBapuBath Ipu
KOHCYJIbTUPOBAaHUM MAIlUEHTOB U UX CEMEN, UTO HECMOTPS Ha CHJIbHYIO CBSI3b KoJinuecTBa Konuit SMN2
C IPOTHO30M, UMEIOTCS UCKJIFOYCHHUSL.

- PexoMeH1yeTcss MOJEKYJIIPHO-T€HETUYECKOE HcciieqoBanue Mmyrtauuid B rene SMN1 poaurensim
MalueHTa ¢ reHeTUYecKuM noarsepxaeHueM Hamnuusgs CMA 5q konmuuectBeHHbIMH Meronamu (ITLIP B
peaspHOM BpeMeHHu ui MLPA-ananu3om) Juist poruo3a netopoxaeHus [44].

VYpoBeHb yOenuTenbHOCTH pekoMeHaanuii A (YpoBeHb JTOCTOBEPHOCTH JJOKA3aTeIbCTB — 1)

KoMMeHTapuu: MonekyJIsipHO-TEeHETHYECKOe uccieaoBanue Mytanuid B TeHe SMNI  Takke
MIOKAa3aHO POAMTENSAM yMepUIero pe0eHKa ¢ MPEAnoaoKUTENbHBIM quarnozoM CMA U OTCyTCTBHEM €TI0
6uonorunueckoro Marepuaina aisi JJHK-nmuarsoctrku, B mOBTOpHBIX Opakax poauTesnel OONbHBIX AeTel —
UX HOBBIM CyNpyraM (eciy IUIaHUPYETCs IeTOPOXKIEHUE), CypyraM B3pocibix nanueHToB ¢ CMA npu
IUTAHUPOBAHUU JIETOPOXKACHUS, ONM3KUM PpOJCTBEHHHKAM (CHOCHI MalMEHTOB M CHOCHI ponauTenen
NAIMEeHTOB) Ul MPOTHO3a MX MOTOMCTBA; JOHOPAM CIEpMBbl M SHIEKJIETOK MPU 3KCTPAKOPIOPATBLHOM
OI10JIOOTBOPEHUU. MoJIeKyJIsIpHO-TeHETHUECKOoe uccnenoBanue mytanuil B reae SMN1, kak u npu psae
JPYTUX 4acThIX ayTOCOMHO-PELECCUBHBIX 00JIe3HEN, pEKOMEHAYEeTCs TP MJIAHUPOBAHUU OE€pPEMEHHOCTU
B KpPOBHOPOACTBEHHbIX Opakax. Heobxomumo uHpOpMHpPOBAaTH pOAUTENEH JeTell ¢ MOJIEKYJISPHO
BepU(DUIIMPOBAHHBIM JMAarHO30M), a TaKXK€ Mapbl, B KOTOPbIX KaXAbIH M3 MapTHEPOB SBIAETCS
NOATBEPKACHHBIM TETEPO3UTOTHBIM HOCUTENIEM Jeneuuu 7 uad 7-8 d3k30HOoB resa SMNI, o
BO3MOXXHOCTU IPOBEJCHUS NpPEHaTalbHOM (BO Bpems OEpeMEHHOCTH) WJIM INMPEeAUMILIaHTAlMOHHON (C
WCIOJIb30BAaHUEM  JKCTpakoprmopaipbHoro  ormomotrBopeHusi)  JHK-gumarnoctukm (oM. pasmen
[TpodunakTrka).

- Pexomennyercs manuentaMm ¢ CMA mnposeneHue oOmiero (KJIMHMYECKOIO) aHalIM3a KpPOBU
Pa3BEpPHYTOro (reMorio0uH, KOJIMYECTBO 3PUTPOLIMTOB, LIBETOBOM MOKa3aTellb, KOJMYECTBO JEHKOLIUTOB,
TPOMOOLIUTOB, JeHKouuTapHas (GopMyia U CKOPOCTh OCEAAHMSI FPUTPOLUTOB), JJI OLIEHKH OCHOBHBIX
napaMeTpOB KPOBETBOPEHHUS U HAJIMUHUS BOCHAIUTENBHBIX mporieccos [111, 130].

VYpoBenb yoenuTenbHOCTH pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH J1I0Ka3aTeIbCTB — 5)

KomMmeHTapuu: jaHHOE UCCIIEA0BAHNUE B TUHAMUKE IPOBOAT B 3aBUCUMOCTH OT IIaTOI€HETUUYECKOM
Tepanuu, Ho He pexxe 2 pa3 B rox [101, 105-107].

- PexomennoBano manueHtaM co CMA aHanu3 KpoBH OMOXMMHYECKHUH OOIeTepaneBTUYECKUI
(rmroko3a, o0muii 6enok, OenKoBbie (hpakuu (KCCIIETOBAaHUE YPOBHS albOyMUHA B KPOBH, OIPEICIICHUE
aIbOYMUH/TII00 yJIMHOBOT'O COOTHOIIICHHUS B KPOBH ), HCCIICOBAaHUE YPOBHS 00IIero OMMpyOrHa B KPOBH,
UCCIIeZIOBaHNE YPOBHS OMIMPYOMHA CBS3aHHOTO (KOHBIOTHPOBAHHOI'O) B KPOBH, MCCJIEIOBAaHHE YPOBHS
OmmpyOrHa cBOOOJHOI0 (HEKOHBIOTMPOBAHHOI'0) B KPOBH, XOJIECTEPUH, TPUTIIULIEPUABI, JIUIOIPOTEU b
HU3KOM U BBICOKOM TUIOTHOCTH (MCCJIEIOBAHNE YPOBHS JIMIIONPOTEUHOB B KPOBH), LIeiIo4yHas docdaTasa,
ramma-rmoramuntpancpepasa (I'TT), kpeatunuH, MoueBuHa, ajnaHuHamMuHOTpaHcgepasa (AJIT),
acnapratamuHotpancpepaza (ACT), kanpruit o0mMI W HWOHU3UPOBAHHBIA, HATPUH, KaJIHH,
Heopranuyeckuii pocdop, xene3o u GeppuTHH) Mg OLEHKU (YHKIIMOHATBLHOTO COCTOSHHS BHYTPEHHUX
OpPraHoB, HATMYKS HH(EKIIMOHHBIX OCIOKHEHUI 1 HYTPUTUBHOrO cTaTyca manuenTa [112-115].

VYpoBeHb yoenutenbHoCTH pekomenaanuii C (ypoBeHb IOCTOBEPHOCTH J10KA3aTeNILCTB — )

KommeHnTapuu: 1aHHO€ UCCIIE€A0BaHMS B AMHAMUKE IPOBOAT B 3aBUCUMOCTH OT HAaTOM€HETUYECKOM
Tepanuu, Ho He pexe 1 pasa B rox [101, 105-107].

- Pexomenayercss mpoBeneHHEe KoaryJiorpaMmbl (OpHEHTUPOBOYHOI'O MCCIIEIOBAaHUS TOMEOCTa3a)
(AUTB, MHO, onpezaenenue npoTpoMONHOBOr0 (TPOMOOIIACTHHOBOT0) BPEMEHU B KPOBHU WJIM B IJIa3Me
(mpoTpoMOMHOBOE BpeMs, MPOTPOMOMHOBBIA MHAEKC), puOpuHOreH) nanueHtraMm co CMA nns oueHku
(GYHKIIMOHATBHOTO COCTOSIHHSI IEUCHU M CBEPThIBaroIeii cuctembl kposH |88, 116].

VYpoBenb yoenutenbHOCTH pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH J1I0Ka3aTeIbCTB — 4)
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KOMMeHTapI/II/IZ JaHHOC UCCIICAOBAHNC B JUHAMHUKE IIPOBOJAT 11O MEPEC H606X0,Z[I/IMOCTI/I.

- Pexomennyercs nmanuerram co CMA mnpoBeaeHue oOmiero (KIMHUYECKOro) aHalii3a MOYH IS
OLIEHKH COCTOSHUSI MOYEBBIBOJSAIIMX IyTel U moyek [115, 117].

VYpoBeHb yoenutenbHoCTH pekomeHaanuii C (ypoBeHb I0CTOBEPHOCTH J10Ka3aTeNIbCTB — 4)

KoMMenTapuu: nanHoe ncciiejoBaHre B JMHAMUKE MMPOBOMSAT 2 pa3a B TO/I.

- He pexomenayerca uckmoyate nuario3 CMA y ManueHTOB ¢ HETUIIUYHOW KIMHUYECKOU
kaptuHoit CMA 5q Ha OCHOBaHHMH YMEPEHHO TOBBIIICHHOH aKTHBHOCTH KpeaTHHKUHA3bI [45].

VYpoBenb yoenutenbHOCTH pekoMenaanuii C (ypoBeHb JOCTOBEPHOCTH 10KA3aTEIbCTB — 3)

KommenTapuu: ypoBeHb KpeaTnHuHasbl (kpeatudochokunaza, KDPK) o0bYHO HOpMalieH WUIH
IOBBIIIEH HE3HAUYMTEIbHO, TEM HE MEHEE OIMUCaHbl E€IMHUYHBbIE cilydyau ¢ BbelcokuM (B 10 pa3)
NOBBIICHUEM YPOBHSI aKTHBHOCTH (epMeHTa. TakuMm 00pa3oMm, MOBBIIIEHHE YpOBHS (epMeHTa He
o0s13aTenbHO UcKIovaer quario3 CMA.

- PexomenayeTcst manueHTaM ¢ yCTaHOBJIEHHBbIM auarHozoM CMA 5q, 0coOO€HHO MamueHTaMm Cco
CMA I, wuccrnenoBaHue KHUCIOTHO-OCHOBHOTO COCTOSIHMSI M Ta30B KpPOBU JUIsI OIEHKH CTEIEeHU
KOMITCHCAIIUH JIbIXaTeIIbHBIX HAPYIICHUIA U ONPEACIICHIS TAKTHKU PECIIUPATOPHOM moaepkku [46].

VYpoBeHb yoenuTenbHoCTH pekomenaanuii C (ypoBeHb IOCTOBEPHOCTH J10Ka3aTeNIbCTB — 4)

KoMMeHTapuu: n3MeHeHHsl B KUCJIOTHO-OCHOBHOM PAaBHOBECHM BO3HMUKAIOT Ha JAJIEKO 3alle[IIUX
CTaJusAX AbIXaTEeJIbHONW HEIOCTaTOYHOCTH. JKenaTenbHO A1 CBOEBPEMEHHON TMAarHOCTUKH UCIOJIb30BaTh
6onee nH(pOpPMATHBHBIE MHCTPYMEHTAJIbHbIE METO/bI HCCIIEOBAaHUs (KAalHOMETPUIO U JIp. — CM. HHUXKE).
JlexommeHcanust IbIXaTebHbIX HAPYIICHUH KOHCTATUPYETCS IPU HAJIMYUHU THIICPKAITHUY U alli103a.

- PexomeHnnyercs BceM nanuMeHTaM C YCTaHOBJIEHHBIM auarHozom CMA 5q omnpeneneHue
COJlepKAHUS TITFOKO3bI B KPOBH JJISI UCKITIOYCHUS TUTOruKemMun [47].

YpoBeHb yoenuTenbHoCTH pekomenaanuii C (ypoBeHb IOCTOBEPHOCTH J10Ka3aTeNIbCTB — 4)

KOMMeHTapI/II/IZ IIpU HAJWYKUKW IIPU3HAKOB KETOAIMA03a OOIIOJHUTCIBHO ITOKAa3aHO OIPCACICHUC
KE€TOHOBBIX TCII.

- Pexomennyercs uccienosanue ypoBHs 25-OH Butamuua J[ B KpoBM BCeM NalMeHTaM C
yCTaHOBJIEHHbIM auarHozoMm CMA 5q a1 MCKIIOYEHHsS BO3MOMKHBIX HapylleHUH €ro oOMeHa M
nocienyroiei koppekmuu [20].

VYpoBenb yoenutenbHOCTH pekoMeraanuii C (ypoBeHb JOCTOBEPHOCTH 10KA3aTEIbCTB — D)

KoMmMeHTapuu: cylecTByeT KOHCEHCYC IO IOBOJY HEOOXOAMMOCTH IPOBEACHUS JaHHOIO
MCCIIEN0BAaHU 10 MEHbIIEH Mepe 1 pa3 B ro.

2.4. UHCTpyMeHTA/IbHbIE THATHOCTHYECKUE HCCIeI0OBAHNS

2.4.1. UHcTpyMeHTA/IbHBIE HccJIe10BaHus 1Js gauarnoctukn CMA S5q

- Pexomennyertcst anekrpomuorpadus uroiapyatas M 3JEKTpoHelpoMuorpadus CTUMYJISALUOHHAS
(OIHOBPEMEHHO) NAlMEHTaM C pPa3BUTHEM CHUMITOMOB IPOKCHMAJIbHOM MBIIIEUHOW criaboctu, ¢
OTCYTCTBHEM HJIM CHHKEHUEM CYXOKUJIbHBIX peduiekcoB nocie 18 mecsuen (xapakrepHo 111 CMA I1I),
a Takke npu 0ojee paHHEM pa3BUTUU 3TUX CHUMITOMOB, HO 0€3 THUINMYHBIX KJIMHUYECKUX MPOSBICHUM
CMA 1 u II tuna c uenbio yctaHoBiIeHus quarnosa [48, 49].

VYpoBenb yoenuTenbHOCTH pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH J1I0Ka3aTeIbCTB — 4)

KommenTapuun: npu ob6cinegoBanuu nanueHToB co CMA  [OMDKHBI IPUMEHATHCS HIObyaTas
anexktpomuorpadpus (OMI) u ctumynsanuonHas snektponelipomuorpadus (OHMI). CtumynsaiuonHas
OHMI' no3BosiieT OLIEHUTh OTBET MOTOHEHPOHOB CIMHHOIO Mo3ra Inpu ucciaegoBaHuu F-posH. [lpn
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ctumyssauronHo DHMI onpenensitorcst usmenenus: F-BonH: nosBiaeHNe ruranTckux F-BoiH, mapHbIX U
NOBTOPHBIX F-BonH, wim pacceimaHHbiXx F-BomH wimm ux otcyrcrBue (Onoku F-Bomn). Ckopoctu
MPOBENICHUS UMITYJIbCA M aMIUIMTYAbl M-0TBETOB 10 Tepu(EPUIECKUM JBUTATEIBHBIM BOJIOKHAM MOTYT
OBITh KaK HOPMaJIbHBIMHU, TAaK ¥ HEMHOT'O CHI)KCHHBIMHU 32 CYET BTOPHUYHBIX aKCOHAJIbHBIX M3MEHECHHM.
HUronpuatass OMI mnos3Bomsier wuccienoBaTh KOHKPETHYKO MBIy MW ONPENENUTb  CTENEHb
JeHepBalMOHHONW akTuBHOCTU. [lpm wurompuatoit OMIT  xapakTepHO: YBEIMUYEHHE AMIUIMTY/bI
UHTep(EPEHIIMOHHONW KPUBOH, pa3peXKeHHOCTh HHTEP(HEPEHIMOHHOW KPUBOH, MOSBICHHUS PA3IMIHBIX
MOTEHIINAJIOB CIIOHTAHHOW aKTHBHOCTH, CKJIaIbIBAIOIIMXCS B TaK Ha3bIBaeMblii "puT™M yacTokona" [49].

- PexoMeHnyercs MarHUTHO-PE3OHAaHCHAash ToOMOrpadus MBIIIEYHOW CHCTEMBI TNAIlMeHTaM ¢
MPOKCUMAJIBHOW MBIIIEYHON THIOTOHMEH M MBIIIEYHOU CIa00CThIO, HE HMMEIOIIUM TI'€HETUYECKOro
MOATBEPXKACHUS JIMarHO3a, C Ienblo auddepeHuanpHod guarHoctukn CMA 5q u aApyrux HEpBHO-
MBIIIEYHBIX 3a00meBanuii [50].

YpoBeHb yOenuTeIbHOCTH peKkoMeHaanui A (ypoBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB — 2)

Kommentapun: MPT MblI BbIABISET KUPOBOE 3aMELICHUE MBIILIEYHON TKaHU. Busyamusupyercs
XapaKTepHbIN MaTTEpH MOPaKEHUsI — TUNepTpodus U OTHOCHUTENbHAsE coxpaHHOcTh m. adductor longus
(ITMHHOM TOJIOBKM aJyKTOpa), KOTOPBIM SBIISETCS JOBOJBHO CIEHU(DUUYHBIM i CIIMHAJIBHON
MbIedHo arpoduu. OnHako cnenuuuecKuil maTTepH MOpa)KEHUsS MPOSBISIETCS HA TMO3MHEH cTaauu
3a0oJeBaHus, B CAaMOM Hauaje 3a00JIeBaHUS U Y MAJICHbKUX JeTel BBISIBUTH €T0 JOBOJHHO TPYAHO.

- PexomenmyeTcst OMoncusi MBIIIIBI MAIIMEHTY C ATHIMHYHBIM BapUaHTOM CIIHMHAJIBHOW MBIIICYHOU
atpodpun, ecnmu amarHo3 CMA 5q He TONTBEpXKIEH T'€HETHYECKH, C IeNnbio auddepeHnaisHoro
muarunoza CMA 5q 1 Apyrux HEpBHO-MBIIICUHbIX 3a00eBanuii [51].

VYpoBenb yoenutenbHOCTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH 10Ka3aTeIbCTB — 4)

- PekomeHayeTcss MaTOJIOTOAHATOMUYECKOE MCCIIENOBAaHUE OWOMCUHHOrO (OMEepalmoOHHOTO)
MaTepuana MBIIMIEYHOH TKaHH C TPUMEHEHHEM HMMMYHOTMCTOXHMHUYECKMX METOAOB MalUeHTy C
aTUMHWYHBIM BapHaHTOM CIIMHAJIBHOW MbIIIeyHOW aTpoduu, ecnu nuarHo3s CMA 5q He moaTBepikIeH
TCHETHYECKH, C 1ebi0 1uddepeHnuansuoro auarsosa [51].

YpoBeHb yoenuTenbHoCTH pekomenaanuii C (ypoBeHb TOCTOBEPHOCTH J10Ka3aTe/IbCTB — 4)

KommenTapuu: npu Mop¢oJIOrHYEeCKOM MCCIEA0BAaHUM OHONTaTa MBI Yy [AalMEHTOB CO
CNIMHAJBHOW MBIIIEYHOUW aTpodueil BBIABISIOTCS HecmenupHueckue NPH3HAKU ITyYKOBOW aTpoduu H
TPYNIHUPOBKU MBIIIEYHBIX BOJIOKOH. BOJIBIIMHCTBO YBENIWYEHHBIX MBIIIEYHBIX BOJOKOH OTHOCATCS K |
tuny. Bce MMyHOrHCTOXMMUYECKHE MapKepbl OyAyT HOPMaJbHBIMU. YJIbTPACTPYKTypHbIE U3MEHEHHS
Takke Oy1yT HeCTelu(pUIESCKUMH.

2.4.2. UHCcTpyMeEHTAJIbHbIE HCCIIeI0BAHUS 1JIs1 JMATHOCTHKH KapAHOJI0rHYeCKUX
ocsoxkHennii CMA 5q

- Pexomenayetcs peructpauus snektpokapauorpammbl (OKI') Bcem manuentam co CMA 5q ¢
yactoroil | pa3 B roi, a Takke Ieped ONEpPaTUBHBIM OPTONEAUYECKUM BMELIATEIbCTBOM JJIs
UCKJTIOUCHHS HAapyILIeHUH puTMa cepaua [52].

YpoBeHb yOenuTeIbHOCTH peKoMeHAanuii B (ypoBeHb T0CTOBEPHOCTH 10KA3aTe/ILCTB — 3)

KomMmenTapun: y nanuentoB ¢ CMA [ Tuna npeBammpyroT BpOXKIEHHBIE CTPYKTYPHBIE HApyLICHUS
(medexThl TIeperopoiok, Ae(hEeKThl BHIHOCSIIMX TPAKTOB). Y TMAIMEHTOB C MEHEe TShKeIbIMU (opmamu
CMA mnpeBanmupyrOT TPHOOpETEHHBbIE HApYIIEHUS pUTMa, Hanbollee 4acTO — HApYIICHHUS WHHUIHAINH
putMa. [Ipu mosiBIeHHH Xamo0 WIJIM KIMHUYECKOW CHMIITOMATHKHU TMOpPaKEHHUS CEpIEeYHO-COCYINCTOM
CHCTEMBI BOIIPOC KPATHOCTU HAOIIOEHUH pelIaeTcsi MHIMBUAYAIbHO Y KaXI0T0 MaleHTa.

- Pexomennayercst axokapauorpadust (3XO-KI') nanuenty ¢ ycranoBneHHbIM nuarHozom CMA 5q
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He pexe | pas3a B roj Ui UCKJIFOUEHUS WINM OLEHKU CTENEHU TSHDKECTU M MOHUTOPUHIA BPOXKJIEHHON WJIU
nproOpeTeHHOM matojoruu cepama [53].

YpoBenb yoenuTenbHoCTH pekomenaanuii C (ypoBeHb TOCTOBEPHOCTH J10Ka3aTe/IbCTB — 4)

KoMMeHTapun: BpoxkieHHBbIE TOPOKU cepaua nHornaa serpedarores npu CMA 1. Kapanomuonartus
yaie HaOJI0JaeTcs y MalMeHTOB CO CIMHAIBbHOM MbllIedHON aTpoduelt 1 ¥ 2 THUIOB M IpPOTEKaeT IO
TUIy AWJIATAllMOHHOM. B TsDKenmpIX cilydasx MOMKET pa3BUBAThCS Kiaccudeckash KapTUHA JIETOYHON
TUIEPTEH3UN (OIBIIIKA, IIMAaHO3, TEMOJAMHAMUYECKHE HApyLIEHWs BIUIOTh 10 OTEKa JIETKUX H3-3a
CaBJIEHUS PACIIMPEHHBIMU IIPaBBIMU OTAENAaMH JIEBOI'O JKEIyJOYKa U CHMKEHUS DBAaKyaTOPHOH
cnocoOHOCTH JieBoro xenynodka). DXO-KI' takke peKOMEHIIOBaHA MAIlMEHTaM C MEHEE TsDKEIBIMU
dopmamun CMA 5q npu HaIuuMM KIMHUYECKMX CHUMIITOMOB, a Takke BceM maumeHtamMm CMA 5q B
KauecTBe 00CiIe0BaHuUs IIepe]] XUPYPrUUECKUM BMEIIaTeILCTBOM.

2.4.3. UHCTpYMeHTAIBbHBIE HCCIe0BAHUS AJS TUATHOCTUKH oca0:kHeHnii CMA
5q co cTOPOHBI ONIOPHO-ABUIATEIHLHOH CHCTEMbI

- Pexomennyercs peHTreHOJAEHCHUTOMETpUs (MOSICHUYHOTO OT/AeNa IO3BOHOYHMKA MAlMEHTy C
muarnozom CMA 5q crapmie 6 net ¢ yactotod 1 pa3 B rog A MCKIIOYEHHUs OcTeonopos3a. Takke
PEKOMEHJyeTCs IpOBEIEHHWE OTOr0 HCCIAENOBAaHHUA TMpPH TMOATOTOBKE K  OPTONEIUYECKOMY
XAPYPru4ecKoMy BMeUIaTeNnbCTBY [54].

YpoBeHb yoenutenbHoCcTH pekomeraamnuii C (ypoBeHb TOCTOBEPHOCTH J10KA3aTe/ILCTB — 4)

KommenTapuu: npu oOHapykeHHH OCTEONOpo3a B MOSCHUYHOM OT/EJ€ MO3BOHOYHUKA IOKa3aHa
pPEHTreHOJeHCUTOMEeTpu st Bcero Temna. [l mamuentoB co CMA XxapakTepHa BBICOKas 4aCTOTA IEPEIOMOB
U ocTeoleHUHM. JlaHHBIE PHUCKM OOYCIIOBJIEHBI HE TOJIBKO MBIIIEYHOW CJIa00OCThI0O M HHU3KOU
MOJBIKHOCTBIO MAIMEHTOB, HO U TeM, 4yTo reH SMN wurpaer ompeneineHHyl poiib B MeTabonmu3me
KOCTHOM TKaHH [54].

- Pexomennyercs peHTreHorpausi Mo3BOHOYHHKA, CIIEUAJIbHbIE MCCIEJOBAHMS U TPOCKIUU C
u3MmepenueM yria Ko66a manmenty co CMA 5q ¢ HapylleHMEM OCAaHKM W/WIM BUAUMBIMU
negopMalsaMi TPYJHOM KJIETKM M TO3BOHOYHHKA JJIsI MCKIIOUEHHUS KU(OCKOIMO03a M OINpeeseHHs
JabHEN e OPTONeNYeCKON TAKTUKY BeACHUs manueHTa [55].

YpoBeHb yoenuTenbHoCTH pekomeraanuii C (ypoBeHb TOCTOBEPHOCTH J10Ka3aTe/IbCTB — 4)

KommeHTapuu: peHTreHorpaMMa I103BOHOYHUKA (LIEHMHOTO, TPYJHOTO M HOSCHUYHOI'O OT/AEJIOB
MIO3BOHOYHHKA C 3aXBaTOM Ta3a M Ta300€IPEHHBIX CYCTaBOB) BBHIITOJIHACTCS B MEpeAHe3a Held 1 OOKOBOM
npoeknusax. MccaenoBanue npoBoauTcs B Hanbosiee BO3MOKHOM BEPTUKAJIBHOM IMOJOXKEHUH MallueHTa,
NPUHUMAEeMOM HE3aBUCHUMO OT BCIIOMOTaTeIbHBIX YCTPOUCTB (T.€. CUMS Y JeTel, KOTOpble MOTYT CHJIETh
camocTosTensHo, ctost pu CMA 111, nexa y nexadnux MalueHToB) AJIs OMPEeNeHUs U KOJTMYEeCTBEHH O
OLICHKHU CTerNeHU JepopMallii MO3BOHOYHUKA KaK BO ()POHTAIBHOM, TaK U B CArUTTAIbHOM MIOCKOCTSIX.
Pentrenorpamma ta3o0epeHHBIX CyCTaBOB HEOOXOJMMa MpU KJIMHUYECKOW MaHU(ECTallUU IIPU3HAKOB,
tTak kak y mnanueHtoB ¢ CMA pacnpocTpaHeHa HECTaOMIbHOCTh Ta300eApeHHoro cycraBa [53].
Pentrenorpadus mo3BoHoyHuka mnpoBoauTcs nanueHtaM co CMA I u CMA II co ckommoszom > 20°
(pentreHorpadus MO3BOHOYHUKA B MPSIMOW MPOEKIMH B MOJOKEHUU CHIS U nexa) 1 pa3 B 6 mec., u
3aTeM @XKEroJHO IOCJe MOJHOTO Pa3BUTHs CKeleTa A KOHTPOJS 32 JAMHAMUKONH KU(POCKOIMO03a H
OMpeeNICHUs] TallbHEHIIeH OpTONneANYECKOM TaKTUKKA BEIECHMS ManueHTa. [Ipu oTAenbHbIX MOKa3aHHUSIX
(mosiBJIeHHE HOBBIX KJIMHUYECKMX MPOSBIEHUN NATOJOTMM UM MX OTpHUIATeNbHas JAMHAMMKA)
UCCIIeZIOBaHKE MPOBOAUTCS yale. [Ipu 3ToM yacToTa OCMOTPOB J10OJKHA OBITH OIpeseIeHa NPOopUIbHBIM
CHEIHUATUCTOM UM MYJIbTHAUCIUIUIMHAPHBIM KOHCHUIMYMOM. Take BO3MOXKHO MPOBEIEHNUE MAarHUTHO -
pe30oHaHCHOW  ToMorpaduu  TO3BOHOYHUKA,  KOMIBIOTEPHOW  ToMorpaduud  MO3BOHOYHHUKA,
yIbTPa3BYKOBOT'O HCCIIEIOBAHUS TTI0O3BOHOYHHKA MPH HAJIMYUK MoKa3anuii [ 122, 123, 124].
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2.4.4. UHcTpyMeHTAJIbHBIE MCCJIe0BAHUSA 1JIs1 TUATHOCTHKH 0cJ1okHeHnii CMA
5q co cTOpPOHBI ABIXATEJIbHOI CHCTEMBbI

- Pexomenayercss mpuuenbHas peHTreHOrpadus OpraHoB I'PyJHOW KJIETKH BCEM TMAalMEHTaM CO
CMA 5q kak MUHEMYM pa3 B 2 Tojia JJs ucKiIo4YeHus atenekta3on [30].
VYpoBenb yoenuTenbHoCcTH pekomenaanuii C (ypoBeHb TOCTOBEPHOCTH JT0KA3aTEIbCTB — 5)

- Pexomennyercs npoBeneHue kanHoMmerpun nanueHtaM co CMA | tunma nns onpeneneHus
HAJIMYHS ¥ OIICHKH THITOBEHTUIISIINH [56].

VYpoBenb yoenutenbHOCTH pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH J1I0Ka3aTeIbCTB — 5)

KommeHnTapuu: g Jexadux NalUEHTOB 3TO 00CleAOBaHME AOJDKHO NpoBOAMTheA 1 pa3 B 3
Mecsila, AJ1 MEHEe TSDKEIIbIX MallMEHTOB — PEXe.

- Pexomenayercss 4pecKOXHBIH MOHMTOPUHI MNapLUAIBHOIO JAaBJIEHUS KHUCIOpPOJa BO BpEMs
HOYHOI'O CHA B CTal[MOHApHBIX ycloBUsAX nanueHtam co CMA 5q I tuna, a Takxe y nauuentos co CMA
II TMna npu MUHMMAaJbHBIX OJO3PEHUSIX IS BBISABICHHUS HOYHON T'MIOBEHTHIISALMHU U OOCTPYKTHUBHOIO
amHod cHa [56].

VYpoBenb yoenutenbHoCcTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH 10Ka3aTeIbCTB — O)

KommeHnTapuu: ncnonb3oBaHHEe OKCUMETPUM B KayeCTBE E€JUHCTBEHHOI'O CIOoc00a MOHUTOPHHIA
HOYHOW I'MIIOBEHTWISALIMU CUUTAETCS JTOMYCTUMBIM, KOTJJa HET BO3MOKHOCTH BBIIOJHATH KamHOrpaduio.
B HopMe nokazatenu carypauuu HaxoznsTcs B mpenenax 95-100%. ITpu SpO2 nuxe 90% Heobxoaumo
NPUHATH HEOTJIOXKHBbIe Mepbl. Catypamus mexay 94-90% cuurtaercs norpaHuuyHou. [lanmenTtam c
TUIOBEHTUIISIIMEH HE00OX0AMMO UMETh JI0OMA ITYJIbCOKCUMETP.

- Pexkomenayercs wuccienoBaHUE HECIPOBOLMPOBAHHBIX JIBIXATEJIbHBIX OOBEMOB U IOTOKOB
nanueHtaM co CMA 5q crapiie 5 net aJisi onpeeneHus CTENEHN TSKECTH AbIXaTeNIbHbIX HapYIISHUH 1
BHIOOpA BHJIa PECITUPATOPHON TOIePKKH [56].

VYpoBenb yoenuTenbHocTH pekomenaanuii C (ypoBeHb TOCTOBEPHOCTH JTOKA3aTEILCTB — )

KoMMeHnTapun: He0OXOIMMO BBIMOMHATH HMCCICNOBAHNE HECHPOBOIIMPOBAHHBIX hIXaTEIbHBIX
00BbeMOB 1 TOTOKOB manueHtam co CMA crapie 5 j1er, CioCOOHBIM BBIITOJIHUTH JJAHHOE HCCIIEI0OBaHUE,
1 pa3 B 6 mecsaneB it CMA Il tuna u 1 pa3 B 12 mecsueB ans CMA Il tuna. Camblil nyqmmii u
IIPOCTOM IapaMeTp ISl OTCJIECKUBAHUS CUIIbI IbIXaTEIbHOW MYCKYyJIaTypsl y Jereil-nanueHtos co CMA
(cioCOOHBIX BBIMOJIHUTH MCCIEAOBAaHUE) — 3TO (OpCHpPOBaHHAS KU3HEHHAss eMKOCTh Jerkux (PXKEJ).
[Tauuentel co cHmxennem OXKEJI ot 20% no 50% oOT KOMKHOrO MOABEPKEHBI MOBBIIIEHHOMY PHUCKY
JIETOUHBIX ociokHeHui, a manueHTsl ¢ GIKEJI < 20% — eme Gonee BICOKOMY pucKy. [l manueHTos ¢
OXKEJI > 60% xapakTepeH HU3KHI pUCK HOYHOM rumoBeHTHJALMU. VcciaenoBaHue BIUSHUS (QYHKIUU
JBIXaTeIbHOU MYCKYJIATyphl, B TOM YHCJI€ HAa MAaKCUMAJIbHOE JIaBJIEHUE BJI0XA, HA3AJIbHOE PECIMPATOPHOE
JABJICHUE WJIM MaKCHMajbHOE JaBJICHHE BBIJOXa, HE [aeT JOCTATOYHOW WM JIOTOJHUTEIHHON
uHpopmanuu npu cpaBiennn ¢ ®XKEJI y maunentos co CMA.

- Pexomennyercs KapIuOpecHMpaTOpHbII MOHUTOPUHI (JUCTAHLIMOHHOE HaOIoleHUE 3a
[OKa3aTeNIIMU YaCTOThl CEPJIEUHBIX COKpPAILEHUI U TUCTAaHLIMOHHOE HA0II0JeHNE 3a (PYHKIIMOHAJIbHbIMU
HapylICHUSIMH [IOKa3aTelel BHEIIHEro JAbIXaHWs) B cranuoHape Bcem mnamnueHTaMm co CMA [ u
narueraTaMm co CMA 11 crapuie 5 1eT co cHmkeHueM (hopcupoBaHHOTO Beigoxa Ha 45% u 6omee 1 pa3 B 6
MECSIIEB JIJIsl KOHTPOJISL HaJl IPOTrPECCUPOBAHUEM JIbIXaTEeIbHBIX HapyIIeHuit [57].

YpoBenb yoenuTenbHOCTH pekomeHaanuii C (ypoBeHb TOCTOBEPHOCTH JI0KA3aTe/ILCTB — D)

KomMmenTapun: Ha konen 2019 roga mcciaenoBaHue JOCTYNHO AJIsI NALMEHTOB, HAXOMSIIMXCS B
CMeLHaM3UPOBAHHBIX 110 HEPBHO-MBIIIEYHBIM 3a00JIEBaHUSAM HEBPOJIOTMYECKUX OTAeNeHusix. Koneuno,
JKeJaTelbHO BHEIPEHUE 3TOr0 METO/a U B APYTUX HEBPOJIOTUYECKUX OTIEICHUSIX, U B IOMOUIb HA IOMY.
[Ipy HEBO3MOXXHOCTH MPOBEIECHUS KapIUOPECHUPATOPHOIO MOHUTOPUHIA, MOXKHO BOCIIOJb30BaThCS
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boiee IIPOCTBIM, HO MCHCEC CHCI_II/I(i)I/I‘IHBIM METOJ0M HOYHOM IMYJIbCOKCUMCTPUH.

- Pexomenayercs npoBeneHue moaucoMHorpaduu namueHTam co CMA 5q, eciiu ecTh moi03peHue
Ha HaJIMYMe TMITOBCH TUIISILIAY JIJISI YTOUHEHUS €€ XapaKTepa U UCKIIFOUYEHHs COHHBIX armHod [57].

VYpoBeHb yoenuTtenbHoCcTH pekomeraanuii C (ypoBeHb I0CTOBEPHOCTH J10KA3aTeNILCTB — )

KommenTapuu: nannentsl co CMA noaBepKeHbl HapyIIEHUIO JbIXaHUs BO CHE, Haubosee 4acTto —
TUIOBEHTWISIIMM  W3-3a YMEHBIIEHUS JAbIXaTeIbHOro oObeMa, HapylleHus paboTel Auadparmsl,
CHIDKEHUSI (PYHKIMM MEXpeOepHBIX M BCIOMOraTeJIbHBIX MbBINII. Takxke oTMedaeTcss 00CTPYKTHUBHBIM
CHUHIPOM H3-3a CJA0OCTH MBI TOPTAaHH W TJIOTKH, OOYCIOBIMBAIOIIUN IPEIpacHoI0KEHHOCTh K
KOJUIATICY ABbIXaTENbHBIX MyTEH.

2.5. Uuple TMarHocTU4YecKue Uccaie10BaHnus

KOHCYJ'II)TaHI/II/I CIICOUAJIMCTOB MOT'YT IPOBOAUTHCA IMAIWMCHTAM Ha PA3HbIX OJTallaX OKa3aHUuA
MEJIHUIIMHCKON IoMoOI1H, B TOM YUCJIC B ICPUOJ JUATHOCTUKHU 3a00/1eBaHuUs.

- Pekomennyercst B Benennu namueHToB ¢ CMA Mcnoib30BaTh MyJIbTHANCIUILUTHHAPHBIHN TOAXO/ B
BUJY TOro, 4TO 3a00JICBaHME XapaKTEPU3YETCS IOPAKEHHEM MHOTHUX OpPraHOB M CHCTEM, TpeOyeT
KOMITJICKCHOM Teparuu, 4TO JUKTYET HEOOXOAMMOCTh COBMECTHOI'O BEICHHS MAI[MCHTA CICIHATUCTaMU
paszubix npodwueii [19, 131].

YpoBeHb yoenuTtenbHoCcTH pekomeraamnuii C (ypoBeHb TOCTOBEPHOCTH JT0OKA3aTeILCTB — )

KomMMmeHTapuu: TOKa3aHbl MEPBUYHBIC W IOBTOPHBIC KOHCYJIBTAIIMHM Bpada-HEBPOJOra, Bpada-
ICHETHKA, Bpayva-TpaBMaTOJIOra-opTorena, Bpadya-MyJbMOHOJOra, Bpadya-racCTPOdIHTEPOJora, Bpada-
JIMETOoJIora, Bpaya-Kaprosiora, Bpaya-3HI0KPHHOJIOra, Bpaueii ¥ WHBIX CHEIHATMCTOB M3 MEIHMIIMHCKOM
OpraHu3alii WId €€ CTPYKTYPHOTO [MOJPAa3leiICHUs, OKa3bIBAIOIICrO  CIEHATN3UPOBAHHYIO
NAJUTMATUBHYIO METUIIMHCKYIO TIOMOIIb, Bpada-TepareBTa, Bpada-HeHpoXupypra, Bpada-aHeCTe3HoIora-
peaHUMaroyora, Bpada-XHpypra, Bpada-dHIOCKOMNCTA, Bpavya-OTOPWHOJAPUHTONIOTa, Bpada —
TOpPAaKaJILHOTO XHpypra Bpada-CTOMAToJIora, Bpada — YEIIOCTHO-JIMIEBOrO XHpypra, Bpaya-
MICUXOTEepaneBTa, CIENHATUCTa O (U3NYECKOW U peaOdWIUTAIMOHHOW MENUIUHEe, MEIUIMHCKOTrO
TICHIXOJIOTa, a TAK)KE Bpauel APyrux CIEUaTbHOCTEH U CIIeIUACTOB.

- Pexomennyercs npuem (0cMOTp, KOHCYJIbTAllKs) Bpauya-HEBPOJIOra NEPBUYHBIN BCEM MALIMEHTaM C
nozpo3penuneM Ha Hamumarne CMA 5q ¢ nenpto noaTBepxaeHus auarnosa [20].

VYpoBenb yoenutenbHOCTH pekoMenaanuii C (ypoBeHb JOCTOBEPHOCTH J10Ka3aTeIbCTB — 5)

KoMmMeHTapuu: eciy Bpau-HEBPOJIOI MOJATBEPXkAAeT BEPOSTHOCTh HAIW4Ms OOJIE3HH, OH JOJKEH
HanpaBUTh peOCHKa Ha FeHETUYECKOoe 00CIIeIoBaH1E.

- Pexomennyercs npuem (0cMOTp, KOHCYJIbTallMsI) Bpada-HEeBPOJIOTra MOBTOPHBINA BCEM IMALMEHTaM C
nogo3penreM Ha Hammuue CMA 5q, mpomenmmum JONOJHUTENbHbIE 00cienoBaHus (B TOM 4YHUCIE
TEHETHYECKYIO JMArHOCTHKY) C IeNIbI0 TIOATBepKAeHus auarHo3a [20].

YpoBenb yoenuTenbHocTd pekomenaanuii C (ypoBeHb TOCTOBEPHOCTH JT0KA3aTeILCTB — )

KomMmenTtapuu: Habmrogenue peOeHKa B JalbHEHIIIEM B 3aBUCUMOCTH OT (DyHKIIMOHAJIBHOTO CTaTyca
nanueHTa (Ui JeKadynux ManueHToB He pexxe 1 paza B 3 Mecsna, 1 cuasiunx — 1 pa3 B 6 Mecsies, s
XOSUMX manueHToB — 1 pa3 B 12 mecsien) [20, 83]

- Pexomennyercst npueM (OCMOTP M KOHCYJbTallMsl) Bpaua-T€HETUKA MEPBUYHBIA MalMEHTaM C
nojo3penreM Ha Hanmmurne CMA 5q, ¢ nenbto noaTBepxkaeHus nuaruosa [20].

YpoBeHb yoenuTenbHoCcTH pekomenaanuii C (ypoBeHb IOCTOBEPHOCTH J10KA3aTeNILCTB — )

KommeHTapuu: nepBbIM CHEHHUAINCTOM, K KOTOPOMY Bpad-leAuaTp HAMpaBUT IMAL[MEHTA, MOXKET
0Ka3aTbCs HE BPau-HEBPOJIOT, @ UMEHHO Bpad-T€HETHUK.
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- PexomeHnnyercs mpueM (OCMOTpP U KOHCYJbTAllMs) Bpaya-reHETHKa MOBTOPHBIA MALMEHTaM C
nono3peHueM Ha Hamuuue CMA C 1enblo pa3bsCHEHUs PE3yJbTaTOB MOJIEKYJISIPHO-T€HETUYECKOIO
UCCIICIOBAHUS, OIIPECIICHHsI TPOrHo3a utst moTomcTBa [19].

YpoBenb yoenuTenbHoCcTH pekomeraanuii C (ypoBeHb TOCTOBEPHOCTH JT0KA3aTeILCTB — )

- PexoMenyercst mpreM (KOHCYJIbTaIMs) Bpadya — TPaBMaTOJIOTa-0OpToIeaa MePBUYHBINA MAIIUEHTY C
noaTBepkAeHHbIM guarHozoM CMA  5q ans  OIGHKM  Halu4usl  CKEJNETHBIX  JAedOopMaliuid,
(GYHKIIMOHATBHBIX BO3MOKHOCTEH pebeHKa, HEOOXOIUMOCTH U 00bema optesupoBanus [20].

YpoBeHb yoenuTenbHoCcTH pekomeraanuii C (ypoBeHb IOCTOBEPHOCTH J10KA3aTEeNILCTB — 5)

KoMMenTapuu: ocMOTp cneruaiucTa BKIOYAET OLIEHKY 00beMa JIBHXKEHHUH B CycTaBax M HAJTIUYUS
WCKPUBJIICHUH MMO3BOHOUHHKA, & TAKXKE OIEHKY MBIIIEYHON CUJIBI U (PYHKIIMOHAIBHBIX BO3MOXKHOCTEH 1O
Ka)KJIOM KOHEUHOCTH M CyCTaBy. PemaroTcs BOmpockl HEOOXOAMMOTO OPTE3UPOBAHUS.

- Pekomennyercs npueM (KOHCYJIbTAIMs) Bpaya — TPABMATOJIOra-0pToIe/a TOBTOPHBIH MAalUEHTy €
NOATBEePXKIAeHHbIM nuarHo3oM CMA 5q IJisl OIEHKH TNPOrpecCHpOBAHMS CKEJIETHBIX JedopMaiui,
BHIOOpPAa TEXHOJOTMH OPTE3UPOBAHUS M TMOCTYPAJIBHOI'O KOHTPOJIS, a TaKXke IJIsi PELICHUs BOIpPOca O
MIOKa3aHUSAX K XUPYPrUIECKOMY OpTornennieckomy jedenuto [20].

YpoBeHb yoenuTenbHoCcTH pekomenaamnuii C (ypoBeHb TOCTOBEPHOCTH JT0KA3aTeILCTB — )

- Pekomennyercs npueM (OCMOTp U KOHCYJIbTAllUs) Bpaya-yJIbMOHOJIOra IEPBUYHBIN MALUEHTY C
HOATBEpXkKACHHBIM JuarHozom CMA 5q ¢ wnenplo OOHAapyKEHHUs JIbIXaTelIbHBIX HapyLIEHUH U
OMpE/ICICHHS TAKTHKH PECIIUPATOPHOI Mo mepxkku [57].

YpoBenb yoenuTenbHoCTH pekomenaanuii C (ypoBeHb TOCTOBEPHOCTH J10OKA3aTeILCTB — D)

KommeHTapuu: Bpau-IyJbMOHOJIOI ONPENENAeT, HYXHBl JIM TAalMEHTy JONOJIHUTEIIbHBIC
o0clieloBaHMsL M KakuMe MMEHHO (ONpeseseHre MaphuaIbHOro JaBJIEHUS KUCIOPOAA B MSTKHMX TKAaHAX
(oKcHMeTpHs), UCCIIeJOBAaHUE KHCIOTHO-OCHOBHOTI'O COCTOSIHUS M Ta30B KPOBH, PEHTreHorpadus rpyHOM
KJIETKH, KapIAUOPECITHPATOPHBI MOHUTOPHUHT, CIIUPOMETPHS).

- Pekomennyercs nprueM (0OCMOTpP M KOHCYJbTAllMs) Bpaya-IyJIbMOHOJIOTa MOBTOPHBINA MAI[MEHTY C
NOATBEPXKACHHBIM JuarHozoMm CMA 5q ¢ wnenplo OOHAapyKEHHUs JIbIXaTeJIbHBIX HapyLIeHUH U
oIpe/eNIeH s JalbHeHIIei TAKTUKY PeCIUPaTOPHON momaepXku [57].

VpoBenb yoenuTensHoCTH pekomernanuii C (ypoBeHb JOCTOBEPHOCTH JOKA3aTEIbCTB — 5)

- Pexomennyercs npuem (0CMOTp, KOHCYJIbTAIMsI) Bpada-TaCTPOIHTEPOJIOTa MEPBUYHBIN MAITUCHTY
co CMA 5q mnpu Hajguuuud COOTBETCTBYIOIIMX >Kajiod (cMm. pasngen KanoObl) ansg Ha3zHaueHUs
obciieoBaHust U jieueHus [57].

YpoBeHb yoenutenbHOCTH pekomeraanuii C (ypoBeHb TOCTOBEPHOCTH J10KA3aTe/ILCTB — )

- Pexomennyercs npueM (0cMOTp, KOHCYJIbTallKsA) Bpaya-racCTpOSHTEPOIOra MOBTOPHBIA HAl[UEHTY
co CMA 5q npu HaMIM4uu COOTBETCTBYIOUINX kano0 (cM. pa3aen JKanoOsl) amst AMarHo3a OCIOKHEHUH 1
onpeneneHust 3¢ hexTuBHOCTH JieueHus [57].

YpoBenb yoenuTenbHocTd pekomenaanuii C (ypoBeHb TOCTOBEPHOCTH JT0KA3aTeILCTB — )

- Pexomennyercst npueM (OCMOTp, KOHCYJIbTallMs) Bpada-JAMETOJIOra MEPBUYHBIA MAlMEHTY CO
CMA 5q, KOTOpelii HMe€eT HapyUleHUs HYTPUTHUBHOIO CTaryca WJIH YIpoXkaeM IO pa3sBUTHIO
HEJOCTaTOYHOrO WJIM U30BITOYHOTO MUTAHUS, C LEIIbIO JUeTHYecKoi koppekiuu [20].

VYpoBenb yoenutenbHOCTH pekoMenaanuii C (ypoBeHb JOCTOBEPHOCTH JI0Ka3aTeIbCTB — 5)

- Pexomenayercs npueM (0OCMOTp, KOHCYJIbTAIIMS) Bpaya-IueTosora NoBTOpHbI naruenty co CMA
5q ¢ HapylIeHHEeM HYTPUTHBHOTO CTaTyca JIJisl olleHKH 3 dextuBHOCTH queThl [20].
YpoBeHb yoenuTenbHoCTH pekomenaanuii C (ypoBeHb TOCTOBEPHOCTH J10KA3aTe/ILCTB — )
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- Pexomennyercst mpuem (OCMOTp, KOHCYNbTalusl) Bpaya — JETCKOTO KapAHOJOra IMepBUYHbBIN
naiuentry co CMA 5q mpu obnapyxkenun mnaronorudeckux usMmeHeHud Ha OKI u DXO-0C mns
Ha3zHaveHUs Tepanuu [57].

YpoBenb yoenuTenbHoCcTH pekomeraanuii C (ypoBeHb TOCTOBEPHOCTH JT0KA3aTeILCTB — )

- Pexomennyetcst npueM (OCMOTp, KOHCYJbTalUsi) Bpaua — JETCKOTO KapauoJiora MOBTOPHBIN
nanuenty co CMA 5q, koTopomy ObLITIO Ha3HAYEHO JICUCHHE, C I[eNbI0 OlleHKH ero 3ddextuBHocTH [57].
VYpoBenb yoenuTenbHoCcTH pekomenaanuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEILCTB — 5)

- Pexomenayrorcs mepBUYHbIE KOHCYJIbTAIlMM Bpadeld M HMHBIX CHEIUAINCTOB W3 MEIUIIMHCKON
OpraHu3allii WM €€ CTPYKTYPHOTO TIOJpa3/elieHus, OKa3bIBAIOIIEro  CHEHAIN3UPOBAHHYIO
NaJUTMATHBHYIO MEAMIMHCKYIO TTOMOIIb feTiM co CMA 5q, mpu HaMW4IuM MOKa3aHUH, UIs O peesIeHHs
o0beMa HeOOXOAMMOM MaUTHaTUBHOM oMot [57].

VYpoBenb yoenutenbHOCTH pekoMenaanuii C (ypoBeHb JOCTOBEPHOCTH J10Ka3aTeIbCTB — 5)

KoMmMeHTapuu: KOHCYJIbTallsl OTHOCUTEIBHO NMaJUTMATUBHOM MOMOIIM MOXKET OKa3bIBaThCs Ha BCEX
sTanax BeAeHus mauumeHTa co CMA: mpu NOCTaHOBKE AMarHo3a, BO BpeMsl NPUHATUS KIIOUEBBIX
TepaneBTUYECKUX PpeIIeHUH, IpU BO3HUKHOBEHMH JKU3HEYIPOXKAIOIIMX COCTOSHUM, a Takke B
TEpMUHaJIbHOH (haze 3a00JieBaHUS.

- Pekomenayrorcs NmOBTOpHBIE KOHCYJIbTALlMM Bpauyed M HMHBIX CHELUAIMCTOB M3 MEIULMHCKOM
OpraHu3allid WM €€ CTPYKTYPHOTO TOJpa3/ielIeHus, OKa3bIBAIOIIEro  CHELUAIN3UPOBAHHYIO
NAJUIMaTUBHYIO MEIUIMHCKYIO IToMob aeTsiM co CMA 5q, npyu Haau4uu MoKa3aHuy, Uil ONpeneaeHus
00bemMa HeOOXO0IMMOH MaNTHATUBHOM MOMOIIM U OLICHKHU ee dppekTuBHOCTH [57].

YpoBeHb yoenutenbHoCTH pekomeHaanuii C (ypoBeHb I0CTOBEPHOCTH J10KA3aTENILCTB — 5)

- PexoMenayetcst mpueM (0CMOTp, KOHCYJIbTAIMs) Bpaya 1o JeueOHON (U3KYIbType, MAUEHTY CO
CMA 5q nuist onpezienerust oobema u miana peadunuranuu [20].
YpoBeHb yoenuTenbHoCcTH pekomenaanuii C (ypoBeHb IOCTOBEPHOCTH J10KA3aTeNILCTB — 5)

- Pexomenayercst mpuem (OCMOTp, KOHCYIbTALHsI) Bpaya Mo JIe4eOHOM (DU3KYIbType MOBTOPHBIH
naueHty co CMA 5q g oneHku A(PQEKTHUBHOCTH peadMIUTAllMM U ONPEAENIEHUS TaKTUKU
nanpHemero geuenus [20].

VYpoBeHb yoenutenbHOCTH pekoMenaanuii C (ypoBeHb JOCTOBEPHOCTH 10KA3aTEIbCTB — D)

- Pekomennyercs npueM (0cMOTp, KOHCYJIbTAIMs) Bpaua-(pusnorepaneBTa NepBUYHbBIN MAIIUEHTY CO
CMA 5q puist onipeziesieHust TAKTUKU (u3roTepaneBTHYeckoro seueHus [20].
YpoBeHb yoenuTenbHOCTH pekomeHaanuii C (ypoBeHb IOCTOBEPHOCTH JI0KA3aTeNILCTB — D)

- Pekomennyercs npuem (0CMOTp, KOHCYJIbTAIMsl) Bpada-(prU3n0oTepaneBTa MOBTOPHBIHN MAIMEHTY CO
CMA 5q puist onpeziesieHust TAKTUKU (u3noTepaneBTuyeckoro gedeHus [20].
VYpoBeHb yoenutenbHoCTH pekomenaanuii C (ypoBeHb IOCTOBEPHOCTH J10KA3aTeNILCTB — )

3. JqueHne, BRJIKO4Yasg MEIUMKAMCHTOZHYI0O U HEMCAUKAMCHTO3ZHYIO TeEpaluu,
AUETOTEPpAIINIO, 066360J11/IB3HI/I6, MECAUIMNHCKHEC NMOKA3aHUA M NMPOTHBOIIOKA3aHUA K
INPUMECHCHUIO METOA 0B JICICHUA

3.1. MeaukamMeHTO3HAs Tepanus

Menukamento3Hass tepanus CMA 5q mnogpasgensieTcss Ha MAaTOrEHETUYECKYI0 — TEparuio,
HANPaBIICHHYI0 Ha Koppekuuio aedunura Oenmka SMN, ¢ TOMOIIBIO MpemapaToB € Pa3IMYHBIM
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MEXaHM3MOM JICHCTBHSI W CHMIITOMATHYECKYK Tepanuio (KOPPEKIUS OTACIbHBIX CHMIITOMOB
3a00s1eBaHus).

3.1.1. IIaTorenernueckas MECAUKAMEHTO3Has1 TEp alus

Cy1iecTByeT HECKOJIbKO MOAXO0J0B K MaTOreHEeTHUecKoi Tepanuu. ['eHo3amecTuTeNbHas Tepanus,
npUMeHsieMasi OJJHOKPaTHO, — IpernapaT OHaCeMHOI'eH a0enapBoBek. MexaHu3M e CTBHS JaHHOTO BUa
Tepaniy OCHOBAH Ha BBEIEHUM (YHKI[MOHAIBHOW KOMHMH reHa (TPaHCTeHa), YTO MPUBOIUT K 3aMELICHUIO
bynkuuu gedpextHoro reHa SMNI1 u BocctaHoBieHwro mponykuuu Oenka SMN. Ilpumenenue
MOTU(MUKATOPOB CIUIaiichHra (TeHeTHdeckod Moaudukanuu) reHa SMN2 yBenn4uBaeT 3KCHPECCHI0
MOJIHOPAa3MEPHBIX (YHKIIMOHATBHBIX OenkoB [56-58].

[Ipemapatr Ha OCHOBE AHTHCMBICIOBOIO OJMIOHYKJIEOTHIA HYCHHEpceH** (mpemapaT BBOIUTCS
MHTpaTeKaJbHO) ObLI 3apeructpupoBaH 1 jedeHus Bcex tunoB CMA B CHIA B nekabpe 2016 roxa,
onobpen ans npumeHenust B EBpone B mae 2017 rona, B Poccuiickoit denepanun 3aperucTpupoBaH
2019 roma [58, 59]. Ilpemapar — Manas MoyieKyja pucauiuiaM™* (IyTb BBEIEHHS Ipemnapata —
nepopaibHbiii) Ob11 3apeructpupoBad B CIIIA B aBrycre 2020 rona u B Poccun B nexabpe 2020 rona.
[IpenapaTt — oHaceMHOreH abenapBoBeK (IIpenapaT BBOAUTCS BHYTPUBEHHO), IPECTABIAIONINN cOO0H He
PEILUTMIIMPYIONUICS PEKOMOWHAHTHBIN aJIeHOACCOIMUPOBAHHBIA BUPYCHBIH (AAV) BEKTOp, KOTOPBIM
UCTIOJIb3YeT KallCUJ| aJleH0acCOLIMMPOBAHHOIO Bupyca cepotuna 9 (AAV9) mist 10CTaBKU CTaOMIBHOTO,
HNOJHOCTRIO (yHKIMOHaIbHOro TpaHcrena SMNI1, Obut 3apeructpupoan B CHIA B mae 2019 rona,
onobpen jia npumenenusi B Esporne B mae 2019 roga, B Poccuiickoit @enepannu B aexkadpe 2021 .
[101-104].

[Tpssmoro cpaBHEHUs JIEKaPCTBEHHBIX MPEMAapaToOB HE CYLIECTBYET BBUJY CIOXKHOCTH Habopa rpymi
cpaBHeHusA. Pemenue o BbIOOpe mpenapata JODKHO IPUHHUMATHCSA JI€YalMM BpPayoM-HEBPOJOIOM C
yueToM KojuyecTBa Konuih SMN2, ucxoqHoro (yHKIMOHAJIBHOIO CTaTyca IMalueHTa, MyTH BBEICHMS,
KpPaTHOCTH MpueMa 1 JaHHBIX (apMaKOIKOHOMUYECKUX HCCIETIOBAaHUH.

- Pekomenayercs kak MOKHO paHbIlle HAUMHATh MATOT€HETUYECKYI0 TEpPalMio BCEM MalleHTaM CO
CMA 5q mnocie MOJEKYISIPHO-TEHETUYECKOr0 TOATBEPKIACHUS AHarHo3a C LEJIbI0 JOCTUXEHUS
HAWJTy4IIero TepaneBTraeckoro 3¢ dekra [60].

VYpoBenb yoenutenbHOCTH pekoMenaanuii C (ypoBeHb JOCTOBEPHOCTH 10KA3aTEIbCTB — 5)

KommeHTapuu: ciemyer MOMHHTh, YTO y MAlMEHTOB C THKEIBIMU CHMIITOMaMHU 3a0oneBaHUs (K
KoTopeiM oTHOcsTCS Hanmuue VIBJI, HUBJI Gonee 16 yacoB B CyTKH ¥ OTCYTCTBUE (YHKIUH TJIOTAaHUS B
pe3ynbTate Oyiap0apHOro CHHApPOMA, Bsyiasg TETpAIIErus) HeoOpaTHUMas JereHepamus ABUTATEIbHBIX
HEHPOHOB M MBIIIEYHON TKAaHMU, BEPOSTHO, SBIIETCS HamOojee BaXHbIM (PAKTOPOM OTCYTCTBUS
oXugaeMol S(QQPEKTUBHOCTH UM BOCCTAHOBIEHHS (EHOTHIA BHE 3aBUCUMOCTH OT KOJWYECTBA
npousBeneHHoro 6enka SMN, HabI0JaeMoro Mpu MPUMEHEHUH JII000ro BapuaHTa TeparmH.

- Pexkomenayercs mnpuMeHeHHE TMpenapata HYCHHEpPCeH** malmueHTaM ¢ TEeHEeTUYECKH
noaTBepkAeHHbIM auarHosoM CMA 5q ¢ 2 wu Oosee komusiMa TeHa SMN2, KIMHHYECKH
cootBercTByronM CMA 1 Trma, B KauecTBE NaTOreHeTHIECKOM Tepanuu 3adboieBanus [61].

VYpoBeHb yoenuTenbHOCTH peKoMeHaanuil A (YpOBEHb JIOCTOBEPHOCTH JJOKA3aTEILCTB — 2)

KommeHTapuu: mnpuMmMeHeHue Ipenapata HYCHHEpPCEH™® ObI0O HU3Y4eHO Yy MAalUMEeHTOB,
cootBerctBytomux CMA 5q 1 tuma, B Bo3pacre ot 1,7 no 6 MecsdueB npu NEpBOM BBEIECHUU B
uccinenoBanun ENDEAR; npomemoHcTpupoBanbl yOemutenbHas 3((OEKTUBHOCTH M 0€30MacHOCTb
mpenapara B 3TOH BO3pacTHO# rpymie [61].

- Pexomennyercs mnpuMeHeHHE TIpemapaTa  pHCAMILUIAM**  manmueHTaM ¢ TeHETHYeCKU
noaTBepkKAeHHBIM quarHosoMm CMA 5q ¢ 2 u Oomee komussiMu reHa SMN2, KIMHUYECKH
cootBetctByrommM CMA 1 Tuna B KauecTBe MaTOreHEeTHYECKOi Tepanuu 3adoneBanus [62].
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VYpoBeHb yoenuTenbHoCTH pekomenaanuii C (ypoBeHb IOCTOBEPHOCTH J10Ka3aTeNIbCTB — 4)

KoMMeHTapuu: mnpuUMEHEHHE IIpenapara pucAMIUIaM**  ObUI0  HM3ydyeHO Yy TAalHUCHTOB,
coorBerctBytonux CMA 1 tuna, B Bo3pacte oT 2,2 10 6,9 mecsieB npu BKIOYEHUH B UCCIEIOBAHUU
FIREFISH; npoaemoHcTpupoBaHbl yoenuTenbHast 3QPeKTUBHOCTh U 0€30MacHOCTh IpernapaTa B 3TOH
BO3pacTHO# Tpymnmne. He moka3aHo mpuMeHEHWe mpenapaTa B BO3pacTe MIiaaiie 2 MECSIEB BBHIY
OTCYTCTBHS JaHHBIX 00 3(pPekTHBHOCTH U OE30MACHOCTH TperapaTta B 3TOM BO3pacTHO# rpyme [62].

- PekoMenayercs mpuMeHeHHE IIpernapata HyCHHEpPCeH™* mmamueHTaM ¢ TIeHeTHYeCKU
noaTBepxkAeHHBIM AnaraozoM CMA 5q, knmuHudecku cootBercTBYomuM CMA 2 unu 3 Tumna B KauecTBe
naToreHeTHYEeCKOo Tepanuu 3aboeBanus [63].

YpoBeHb yOenUTEIbHOCTH peKoMeHaanuii A (ypoBeHb JOCTOBEPHOCTH H0Ka3aTeIbCTB — 2)

KommeHnTapuu: mpuMeHeHne nmpenapaTa HyCHHEpPCeH ** n3ydeHo y MallMeHTOB, COOTBETCTBYIOIINX
CMA 2 umu 3 tuma, B Bo3pacte oT 2 A0 9 netr npu nepBoM BBereHuM B ucciaegoBanun CHERISH;
POIEMOHCTPUPOBAHbI yOenuTenbHast 3PQeKTUBHOCTh U 0e30MacHOCTh MpenapaTa B 3TOW BO3PACTHOM
rpynrne [63]. [IpumeHenue npenapara HyCHHEpCeH ** M3y4eHO y NallMeHTOB, COOTBETCTBYOIMX CMA 2
i 3 Tuma, B Bo3pacTte OT 2 A0 15 ner mpu mnepBoM BBeneHMH B ucciaegoBaHuum CS2/12;
IIPOIEMOHCTPUPOBAHBI A (HEKTUBHOCTH U O€30MaCHOCTh Ipenapara B 3TOH BO3pacTHOMU rpynime (y poBEHb
yOenuTeIbHOCTH PEKOMEHIaIMi A, YPOBEHb JJOCTOBEPHOCTH J0Ka3aTenbcTB — 3) [64].

WuTpaTexkanbHOE BBEIEHHME HYCHHEpPCEHa**  MOXKET CONpOBOXKIATHCA  HEXeNaTelbHBIMU
SBIICHUSIMHU, CBS3aHHBIMU C MPOBEIECHUEM JIOMOATIbHON MyHKUWHU: TOBBIIICHHE TeMIEepaTyphl Tela,
rojoBHast 60Jb, 00JIb B CLIMHE, PBOTA, TOCTIYHKIIMOHHBIN CHHIPOM.

BoinonHeHne WHTpaTEeKadbHOW IMYHKIMM MOXET OBITh 3aTPyJHEHO IMpPU HAIUYMM TSHKEJION
negopmal  MO3BOHOYHMKA MJIM YCTAaHOBJIEHHONM METAJUIOKOHCTPYKUMH. TspDKenbli CKONMMO3 U
YCTaHOBJICHHAsT METAJUIOKOHCTPYKIMS 0€3 OKHA IS BBINOJHEHUS JIOMOAIbHONH MYHKIUU SBISIOTCS
OrPaHUYCHHUAMH K ITPUMEHCHHUIO MperapaTa HyCHHEPCeH **,

ITpu HeoO6X0AMMOCTH BO3MOKHO MTPOBEICHNE MArHUTHO-PE30HAHCHOM ToMOrpaduy MO3BOHOYHHKA,
KOMIIBIOTEPHOM TOMOrpaduu MO3BOHOYHHMKA, PEHTreHOrpaguu MO3BOHOYHHUKA, YJIbTPa3BYKOBOTO
UCCIIEZIOBAHUS MMO3BOHOYHHUKA, a TaKKe KOHCYJIbTAllMM Bpada-HEHpOXUpypra, Bpaua — aHECTe3MOoJora-
peanumarosiora [122, 123, 124]

Ilocne  BBemeHuss  HycuHepceHa**  moryr  HaOdMIOAaTbCsl  TPaH3UTOPHBIE  WU3MEHEHUS:
TPOMOOIIMTONIEHHS, HApYyLIEHHE CBEPTHIBAEMOCTH KpPOBH M HEPPOTOKCHYHOCTh. llpn Hammuum
KJIMHUYECKUX TOKa3aHUH, HEOoOXOJUMO BBINMOJHATH JIAOOPATOPHBI MOHUTOPUHT  CIEIYIOLIHX
mokaszaTenell: KOJIWYeCcTBO TPOMOOIMTOB, I10Ka3aTeld CBEPTHIBAEMOCTH KpPOBH, KOJHUYECTBEHH O€
ornpeenaeHue Oenka B Move, ccienoBaHue JUKBopa [63-64].

- PexkomeHnnyercs mnpuMeHeHue IpemnapaTa pUCAMILUIAaM**  manueHTaM ¢ FeHEeTHYeCKU
noATBepkAeHHbIM nuarHo3oM CMA 5q, kiuHu4yecku cooTBeTcTByIomUM CMA 2 uiu 3 Tvna B KauyecTBe
HaTOreHeTHYECKOM Tepanuu 3aboneBanus [65].

VpoBeHb yoenuTenbHOCTH peKoMeHaanuii A (YpoBEHb 1IOCTOBEPHOCTH JJOKA3aTEIbCTB — 2)

KommeHnTapuu: npuMeHeHue Ipemapara pucIuIUiaM™**  ObuI0 H3Y4eHO y  MAallMeHTOB,
cootBercTByOoIMX CMA 2 mim 3 tumna, B Bo3pacTe OT 2 10 25 JIeT Ipu CKPUHHMHIE B MCCIIEIOBAHUU
SUNFISH; nponeMoHCTpUpOBaHbl CTaTUCTUYECKH JIOCTOBEpHAs A(P(EKTUBHOCTh MO IEPBUUYHOMN
KOHEYHOM TOYKE M JOCTaTO4YHas O€30IacHOCTh IpenapaTa B 3TOH BO3pacTHOW rpyire. McciemoBanue
IIPOIEMOHCTPUPOBAJIO AOCTHKEHUE CTATUCTUYECKH 3HAUYMMBIX KIMHUYECKUX yJIydlleHUud 3a 12 Mecsues
tepanuu no mkaiam MFM-32 u RULM [65].

Haubonee yactsiMu no6ouHbIMH 3 PexTamMu MpUMEHEHUs pucaumiama™* MoryT ObITh MH(QEKIUN
BEPXHUX JIBIXATEIbHBIX MYTEH, ITHEBMOHHHU, THIIEPTEPMHSI, 3aTI0PbI, Ha30hapuHruT [65].

- Pexomennyercs nmpuMeHeHMe INpernapaTta OHACEMHOIeH abemapBoBeK y mamnueHToB: co CMA c
OouamnenpHoON MyTanued B reHe SMN1 u knmuandeckum nuarHo3om CMA 1-ro Tuma wiM ManueHToB Co
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CMA ¢ ouannenbHol mytanueit rena SMNI1 u He 6ojiee yeM ¢ Tpems KonusMu reHa SMN2 B kauec TBe
aTOreHEeTUYECKOM Tepanuu 3a0oeBanus [138].

VYpoBenb yoenutenbHOCTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH 10Ka3aTeIbCTB — 4)

KommeHTapuu: 0OCHOBHBIMM OI'paHUYEHUSMU K IPUMEHEHHUIO Mpenapara sSBJIsSeTCs HaJIM4ue aHTUTeN
K AAVO, Taxxke OrpaHHYeHMSIMM K MPUMEHEHMIO Ipernapara MOrYT SIBISATHCS 3a00JeBaHUS I1EYEHH,
Hasmure VIBJI, HUBJI Gonee 16 uwacoB B CyTKM M OTCYTCTBHE (YHKLIUHU TJIOTAHHS B pe3yJbTaTe
Oynbp0apHOro CHHIpOMA, Bsiiasi TeTparuierus. Mimeer MecTo Ta )K€ 3aKOHOMEPHOCTh, YTO HabIII0aeTCs
OpU BBEACHUU JPYIMX NATOr€HETHMYECKUX IIpernaparoB: KIMHUYECKass A(PQPEKTUBHOCTh HAIMPIMYIO
3aBUCHUT OT TsDKecTH 3a0oisieBaHud. [Ipu TskenoM (QyHKIMOHAIBHOM CTaTyce MallleHTa U JTUTEIbHOM
TeueHWH 3a00JeBaHUS BBEIEHUE IMpernapara MOXET He OKas3aTh JoJbKHoro sddekrta. [Ipemapar
OHaceMHOreH abermapBOBEK, MPUMEHSEMbI OJHOKPATHO, MPEACTAaBIAeT COOOH HeperTHUIUpPYIOIIHKACS
PEKOMOMHAHTHBIA a1€HOACCOIMMPOBAHHBIN BUPYCHBIN (AAV) BEeKTOp, COAEpKAIIUM BUIOM3MEHEHHYIO
HYKJIEMHOBYIO KHCIOTy C mocienoBaTenbHOCTbi0 TeHa SMNI. TpaHcreH mnpu mnomajgaHuu B SApO
MOTOHEHpPOHA 3aMelIaeT MOTEPSIHHYIO U3-3a MyTalluu (yHKIMIO reHa 6e3 BcrpauBanus B JJHK uenosexa
U BOCCTaHaBIMBaeT NpoAykuuio Oenmka SMN, KOTOpbI OTBETCTBEHEH 3a COXpaHEHHE U DPa3BUTHE
MotoHelipoHoB [102-104]. TlpuMeHeHue mpernapata OHACEMHOI'€H aOenapBOBEK OBIJIO HM3yYEeHO B
3aBepIIeHHbIX KinHudeckux uccienoBanusax START [104], STRIVE-EU [101] u STRIVE-US [106] y
naueHToB co CMA 1-ro tuma B Bo3pacte g0 9 wmec. IlpogemoncrpupoBaHbl yOeauTenbHas
3ppeKTUBHOCTb M 0€30IIaCHOCTh IpenapaTa B 3TOW BO3pacTHOW rpymnme. Pe3ynbTaThl KIMHMYECKUX
UCCIIEZIOBAHUN CBHJIETENBbCTBYIOT, YTO NPUMEHEHHE OHACEMHOreHa abemapBOBEKa B TEparneBTHUECKOM
no3e obecrieunBaeT OBICTpOE pa3BUTHE TepameBTHUECKOro 3QdekTa, HapacTalollero B IUHAMUKE,
YBEJIIMYCHHE BBDKMBAEMOCTH M yiydineHue apuratenbHoi ¢(yHkiuu mo mkanre CHOP-INTEND mo
CPaBHEHHUIO C €CTECTBEHHBIM TeUYeHHeM 3a0oyieBaHus. TecTUpOBaHHWE HAa HaJIW4YWe aHTUTEN K
aZieHoaccomupoBaHHoMy Bupycy 9 ceporuna (AAV9) momxHO OBITh MPOBEACHO MAIMEHTaM JIJIs
HNOJATBEPXKACHHUSI BO3MOXHOCTU OCYILECTBJIEHHUSI T€HO3aMecTUTeNnbHOW Tepanuu. [Ipenapat BBOAMTCA
BHYTPUBEHHO KamelbHO. BBeneHue reHo3aMecTUTENbHON Tepanuu JOJHKHO BBIMOMHATHCS B YCIOBUAX
CTallMOHapa, UMEIOLIETr0 WM OTIEIEHUS peaHUMallly, UM OTAEJIEHUS HHTEHCUBHOM Tepanuu. Hanbonee
YacTBIMH MOOOYHBIMH 3¢ (eKTaMHu NPUMEHEHHs OHACEMHOIeH abernapBOBeKa SBJIAIOTCS TOBBILICHUE
AKTUBHOCTHU IEYEHOUHBIX TpaHCAMHHAa3, IeNaTOTOKCUYHOCTb, PBOTA U MUPEKCHs. 3a 24 yaca 10 U 1ocIe
uH(QY3UM  OHaceMHOreH  abemapBoBeka  HEOOXOAMMa  HMMMYHOMOAYJSIUS — TIIIOKOKOPTUKOUAA
(#ipenHM30IOH**  TepopalikHO W3 pacyera | MI/KT/CyT WM OSKBHBAJCHTHAs J103a JIPYroro
rimokokoptukonaa) [101, 105-107].

- He pexomenayercs npuMeHeHHe KOMOMHMPOBAHHOW Tepanuu (Ha3Hau€HHE MaTOr€HeTHYeCKOH
TEpalliy II0CJI€ TEHO3aMECTUTEIIbHOW TEepaluM) WM OJHOBPEMEHHOE IIPUMEHEHHE 2 IpernapaToB
[ATOr€HETUYECKOM Tepanuu ¢ OMHAKOBOIM TOUKOW npuioxeHus — red SMN2 (Hanpumep, HycCUHepceH **
U pucauIuiaM **), Takke He peKOMEH]1yeTCs IPUMEHEHUE NpenapaToB HyCUHEpCEeH ** U pucaumiam™* Ha
mo6oit craqun CMA 5q nanueHTaM ¢ FéHeTH4ECKH MOATBEPXKIEHHBIM AuarHo3oMm ¢ 0 u 1 konuei rena
SMN?2 B kauecTBE MaTOT€HETUYECKON TEPATHH 3a00JICBAHMUS.

VYpoBenb yoenutenbHocTH pekoMeHganuii C (ypoBeHb JOCTOBEPHOCTH J10Ka3aTeIbCTB — O)

KoMmMeHTapuu: K KOMOMHUPOBAHHOM Tepanuu TakKe CleAyeT OTHECTH Ha3HaueHUe HycuHepceHa**
WM pucauiuiama®* rmocie npuMeHeHUs] OHACEMHOTeH a0enapBOBeKa C y4eTOM TOro, YTO OKa3bIBaeMbIi
3pdeKT mocie OJHOKPATHOM HHQY3UH, NPEANOJIOKUTEIbHO, COXpaHSETCs B TEUEHHE BCEH JKU3HU
narrenTa [101]. Ha maHHBIH MOMEHT HE CYMIECTBYET JOKa3aTeabCTB 3(PPEKTHBHOCTH U 0E30MacHOCTH
KOMOMHUPOBAaHHON Tepanuu nanueHToB co CMA 1o cpaBHEHMIO C MOHOTEpanued, B CBSI3H C YEM
KOMOMHHMPOBAaHHAsI TEpalusi HE JO/DKHA NMPUMEHSATHCS B PYTHHHON KinmHHuYeckod mnpaktuke [104]. B
HACTOsIIee BPeMsl OTCYTCTBYIOT Pe3yJIbTaThl KIMHUYECKUX UCCIIEJOBAaHUM, CHCTEMaTHIeCKHX 0030pOB, B
KOTOPBIX H3y4yaeTcsd KOppeslus MeXIy YpPOBHeM »kcrmpeccun Oenka SMN U BBIPaKEHHOCTBIO
kimHIYeckoro 3¢ dekra [101, 104, 108].
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- Pexomenayercs mpuMmeHeHHe MpenapaTa HyCHHEepceH** Ha moknumHuuYeckod craguu CMA 5q
MaleHTaM C T'eHEeTUYECKH MOATBEP)KAEHHBIM AMar€Ho3oMm ¢ 2 win 3 konusmu reHa SMN2 B kayecTBe
naTOreHETHYECKON Tepanuu 3aboseBanus [66].

VYpoBenb yoenutenbHOCTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH 10Ka3aTeIbCTB — 4)

- PexomenyeTcst mpuMeHeHHe mpernapaTa OHaCEMHOreH a0ernapBOBEK Ha JOKIMHUYECKOH CTaauu
CMA 5q nmanueHTaM C T€HETHYECKH MOATBEP)KIECHHBIM JMAarHO30M ¢ 2 wiM 3 konusMu reHa SMN2 B
KayecTBE MaTOreHeTHYeCcKoil Tepanuu 3a00neBaHusl.

VYpoBenb yoenutenbHOCTH pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH J10Ka3aTeIbCTB — 4)

KomMeHTapuu: mnpuMeHEHHME TIpenapaTa oOHAaceMHOreHa alemapBoBeka OBUIO H3Y4Y€HO B
uccinenaoBannn SPRINT y namnuentoB B Bozpacte <= 6 Henenb co CMA n HanuuueM 2 uinu 3 Konui reHa
SMN2 0e3 KJIMHMYECKHX CHUMITOMOB. IIpoMexyTouHble pe3yibTaThl 3TOTO  HCCIEA0BaHUS
CBUJCTEIHCTBYIOT O MOTEHIMAIBHBIX MPEUMYIIECTBAX paHHET0 Ha3HA4YeHUs Mpernapara MIAJCHIIAM CO
CMA ¢ nocumnTomMaTH4deckoi ctaaueit 3ad6onaeBanus [109, 110].

- Pekomenayercs B ciaydae npoBeieHNs HEOHATAJIbHOIO CKPUHUHTA U BBIIBJICHUHU JIeTel ¢ 1 komuen
reHa SMN2 Ha3zHaueHHE UM OHACEMHOTreH abernapBoBeKa; B Cy4ae BBISIBICHUS JeTel ¢ 2 WU 3 KOMUAMU
reHa SMN2 Ha3HaueHUE UM OHACEMHOreH abernapBOBEKa MJIM HyCHHEpceHa™™ B KauecTBE MPOBEACHUS
naToreHeTHYEeCKOoM Tepanuu 3adoesanus [132, 133, 136].

YpoBenb yoenutenbHoCcTH pekomenaanuii C (ypoBeHb TOCTOBEPHOCTH JT0KA3aTe/ILCTB — 4)

- PexomenyeTcs B ciiyuae MpoBeIeHUS HEOHATAJIbHOTO CKPUHUHTA MPH BBISBJIEHUU JeTel ¢ 4 nim
6onee konusimu reia SMN2 npucrajibHOe HaOIIOAEHHE 32 BOSHUKHOBEHHUEM CUMIITOMOB Y MAllMEHTOB C
TeHEeTHYECKH MOIATBEPXkAEHHBIM auarHosoM CMA 5q u npuMmMeHeHue Tepanuu Iocie MaHudecTanuu
IIEPBBIX IPU3HAKOB 3a00JICBaHUS B KAYSCTBE MIPOBEICHHUS AaTOrCHETHYeCKOM Tepanuu [67, 135].

VYpoBeHb yoenuTenbHOCTH pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH J1I0Ka3aTeIbCTB — 5)

KommeHTapuu: mnpuMeHeHHEe TIpernapaTa OHaceMHOreH alemapBoBeka OBUIO HM3y4e€HO B
uccnegoBanu SPRINT y nanuentoB B Bo3pacte <= 6 Henenb co CMA u HanmmuueM 2 Wiv 3 KONui reHa
SMN2 0e3 KIMHMYECKUX CHUMITOMOB. IIpoMexyTouHble pe3yiabTaThl 3TOTO  HCCIEA0BaHUS
CBUJETEIbCTBYIOT O MOTEHIMAIBHBIX MPEUMYILECTBAX PaHHEr0 Ha3HA4YEHUs Ipernapara MJIAJEHLIAaM CO
CMA c¢ nocumnromatnueckod ctamuer 3abomeBanust [109, 110]. Ilpumenenme HycuHepceHa™**
nzydainoch B uccieqosaiud NURTURE y nanueHToB ¢ reHeTH4ecKd MOATBEPKASHHBIM UarHo30M ¢ 2
i 3 xonusiMu reHa SMN2 B kadecTBe MaTOreHeTHYeCKOol Tepanuu 3adoneBanus [66].

3.1.2. CumnroMaTu4ecKass MeIMKaMEeHTO3HAsl Tepanust

- Pexomennyetcs nmpueMm Kamiblus TioKoHaTa™* Bcem mamueHtam co CMA 5q, eciiu BBISIBIIEHBI
MPU3HAKK OCTEONEHUM WM THUMOKAIBIIMEMHUU, JUISl KOPPEKIHUU CHIXKCHHUS TJIOTHOCTH KOCTHOM TKaHU
[20].

YpoBenb yoenuTenbHoCTH pekomenaanuii C (ypoBeHb TOCTOBEPHOCTH JT0KA3aTe/ILCTB — )

- Pexomennyercs mpuem komnekanbuudepona** Bcem manmentam co CMA 5q, eciu BBISIBICHBI
MPU3HAKK OCTEONEHUM WJIM HHU3Kas KOHIIEHTpalus BUTaMHUHA D B KpPOBH, M KOPPEKIUU CHUKCHUS
IUIOTHOCTH KOCTHOM TKaHu [68].

VYpoBeHb yoenuTtenbHoCTH pekomenanuii C (ypoBeHb I0CTOBEPHOCTH J10KA3aTEeNILCTB — )

- Pexomennyercs npuem O6upochonatoB Bcem namuerraM co CMA 5q ecii BBISIBICHBI MPU3HAKH

OCTEOTCHUH WJIU YaCThIe MEPEIIOMBI JJIsi KOPPEKIIMH CHIKEHHSI IJIOTHOCTH KOCTHO# Tkanu [20].
YpoBeHb yoenuTenbHoCcTH pekomenaanuii C (ypoBeHb IOCTOBEPHOCTH J10KA3aTeNILCTB — )
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- Pexkomenayercss mpuemM mpenapaTtoB HMHTHOMTOPOB TMPOTOHHOTO Hacoca Ui  JICYCHHUS
ractpodsodaransHoro pedimtokca (omenpazon** u s3zomenpazon**) Bcem manumeHtam co CMA 5q B
COOTBETCTBHH C BO3PACTHBIMH ITOKA3aHUSIMH, €CITH BBISBIICH Bl IIPU3HAKU COOTBETCTBYIOIIMX 3a00JICBAHUN
[57].

YpoBenb yoenuTenbHoCTH pekomenaanuii C (ypoBeHb TOCTOBEPHOCTH JT0KA3aTe/ILCTB — )

- Pexomennyercs npumeHenue npenapatoB rpymnnsl RO3AL  AnpeHeprudeckue cpeacrsa B
KOMOMHAllMM € aHTUXOJUHEPrUYeCKUMH  CpEACTBaMH, BKJIIOYas TpPOWHbIE KOMOWMHAIUU C
KOpTUKOCTeporaaMu (0eTa2-apeHOMUMETHK CEIEKTUBHBIN + M-XOJIMHOOIOKATOp) A HeOymai3epHoi
tepanuu narreHtTam co CMA 5q npu BeIsSIBJICHHH OpOHXOCHIa3Ma JIJIsl ero JUKBuIauu [57].

VYpoBenb yoenutenbHOCTH pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH J10Ka3aTeIbCTB — 5)

- He pexoMenayeTcst AnMMTeNbHOE TPUMEHEHHE MYKOJIUTHYECKUX MPenapaToB s HeOynai3epHon
Tepanuu y nauueHToB co CMA 5q u3-3a oTCyTCTBMSI 10Ka3aTeIbHON 0a3bl U B CBA3HM C PUCKOM yCHIJIEHUS
CEKpeTOPHOM Harpy3ku [57].

VYpoBenb yoenutenbHocTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH JI0Ka3aTeIbCTB — O)

KoMMeHTapuu: HCHOJb30BaHHE MYKOJMTHUYECKUX INpenapaToB 0e3 TepaneBTUYECKUX I1OKa3aHUM
MOJKET IPUBECTHU K Pa3)KHKECHHUIO CEKPETa HOPMAJIbHOM BA3KOCTH M YCUJICHUIO CEKPETOPHON HAarpy3KHu.

- He pexomennyercs sMnupuueckuid mnpueM aHTHOMOTHMKOB mnauueHtaM co CMA 5q nns
IPEAOTBpalleHNs] NHPEKINOHHBIX OCIOKHEHUN 0e3 Haauuus 0coObIX MOKa3aHWN K aHTHOaKTepHasbHON
tepanuu [57].

YpoBenb yoenuTenbHoCTH pekomenaanuii C (ypoBeHb TOCTOBEPHOCTH JTOKA3aTEIbCTB — )

KommenTtapun: B TOo e Bpemsi y manueHToB co CMA [ u gacto Oonerommx NaimueHToB APYrux
tunmoB CMA ¢ ouaraMm XpOHMYECKOH MH(EKIMH paHee Hadajlo aHTHOMOTHUKOTEpanuu IpU
UH(EKIMOHHBIX 3a00JI€BAHUAX UMEET NPUHIUITNATIBHOE 3HAYCHHE.

- PekoMeHIyrOTCsl HHBEKIINH OOTYJIHMHHYECKOr0 TOKCHHA TUTa A** B CIIIOHHBIC JKEJIe3bl MalueHTaM
co CMA 5q, crapmie 2 Jer, CTpaJamldM OT TUMEpPCATMBAIMHU, C IEJIbI0 YMEHBIIECHUS CTEICHU
BBIPAKEHHOCTH 3TOr0 cuMitoma [69].

VYpoBenb yoenuTenbHoCcTH pekomenaanuii C (ypoBeHb TOCTOBEPHOCTH JTOKA3aTENILCTB — D)

KoMMeHTapuu: HeoOxonuMas 03a mpenapara yCTaHABIMBAETCS B 3aBHCUMOCTH OT MAacChl Tela
COTrJIaCHO MHCTPYKIMH K npenapary. [lanuentam ¢ runepcaiuBaifeld Takxke MokazaHa caHalus mojaoCcTu
pra [70]. Uabekiuu OOTYIMHUYIECKOTO TOKCHHA TUIIA A** B CITIOHHBIC XkeJe3bl HE0OXOIUMO MPOBOIUTH
I0/1 KOHTPOJIEM YJIbTPa3BYKOBOI'O HCCIICIOBAHMUS CIFOHHBIX Kene3 [125].

3.2. Xupypruueckoe jieueHue

Xupyprudeckoe JsieueHue nauueHToB co CMA 5q, B OCHOBHOM, 3aKJIIOYA€TCsl B BBINOJHEHUU
KOPPEKTUPYIOLIEr0 MHCTPYMEHTAJIbHOIO0 BMEIIATEIbCTBA HA II03BOHOYHUKE, ITOCKOJIBbKY HCIIOIb30BAHUE
OpPTOINEANYECKUX W3JIEIUIl MMEeeT NaIMaTUBHBIA XapakTep M HE MO3BOJISIET OCTaHOBUTH Ae(OpMalIuIo.
[TanmeHnTaM Takke MOXET NOTPeOOBAaTHCA XUPYPrUYECKOE BMEIIATEIbCTBO B CBSI3U C OOJIEBBIM
CUHAPOMOM KakK IIPY AaTOJIOIMHU ONIOPHO-IBUIATEIbHON CUCTEMBI, TAK U B CBS3M C IIEPEIOMAaMH.

- PexomennyeTcst paccMOTpeTh BO3MOXKHOCTh XUPYPrHU€CKOr0 BMENIATEIbCTBA HA MO3BOHOYHUKE
nanuertaM co CMA 5q ¢ TsbkensiM uckpusienueM (yros Ko06a s Gonbiioi kpuBusHbsl >= 50°) wiun
BBICOKOM CKOPOCTBIO TIporpeccupoBanus (>= 10° B rof) s coxpaHeHus OalaHca TyJIOBUIIA, KOPPEKITUU
nedopMaiuu rpyIHOM KISTKH U yaydiieHus o01ero kauectna xu3uu [20].

VYpoBenb yoenutenbHOCTH pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH JI0Ka3aTeIbCTB — 5)

KommeHTapuu: mpu NPUHATHM pPEUICHUS O XUPYPrUYeCcKOM BMEIIATEIbCTBE PEKOMEHIYeTCs
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YUUTBIBATh CHIDKEHUE (QYHKIMH AbIXaHU, AedopMaiuio pedep, runepkudos, BIUSHIE HA MOOUIBHOCTD
U (QyHKIMOHMpOBaHWE TMAalMEHTa, HAKJIOH Ta3a W AucOaimaHc TynoBuina. HeoOXoaumMo OTIOXKUTH
BBIMOJIHEHHE XUPYPrUUeCKOro BMEIIaTeIbCTBA Y eTeH 10 4-X jeTHero Bo3pacra [20].

- Pexkomenayercs paccMOTpeTb BO3MOXHOCTH MCIOJNB30BAHHUS HE MPEMATCTBYIOLIETO PpOCTY
WHCTpyMeHTapusi y mamueHToB co CMA 5q c He3aBepIICHHBIM POCTOM CKelleTa JJisi CTaOWIIM3alluu
no3BoHoOuYHKKa [71].

VYpoBeHb yoenuTenbHOCTH pekomenaanuii C (ypoBeHb TOCTOBEPHOCTH JT0KA3aTe/ILCTB — 4)

- Pexomenayercs paccMOTpeTh BO3MOXKHOCTb  BBIMOJHEHMs] 3aJHEr0 CHOHIWIOAE3a C
UCIOJb30BAaHUEM TEXHOJOTMM JUHAMHYeCKod  Qukcanmuu 1o TUMy "IBOHHBIX  CTEep)KHEH",
MOJIMCErMEHTHBIE KOHCTPYKIMM € MM 0e3 (uKcauuu Ta3a B 3aBUCHUMOCTH OT BOBJIEUEHHS Ta3a B
CKOJIMOTUYECKUI n3ru6d y marueHToB co CMA 5q U1 uctipaBieHus CKeNneTHBIX aedopmanuii [72].

YpoBeHb yoenutenbHOCTH pekomeraanuii C (ypoBeHb TOCTOBEPHOCTH J10Ka3aTe/IbCTB — 4)

- Pexomennyercs octaBUTh CBOOOAHBIMHU OJIMH WJIM JIBa YPOBHSI B CPEJHEIOSICHUUHOM OTAEJE IO
cpeaHel muHMM y mauueHToB co CMA 5q mpu NiaHUpOBAaHUU OIEpaly Ha IO3BOHOYHUKE MJIs
BBITNIOJIHCHUS JTFOMOaTbHbIX yHKImi [20].

VYpoBenb yoenutenbHoCTH pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH J10Ka3aTeIbCTB — O)

- He pexomeHnmyeTcs HpUMEHEHHWE CHCTEM JUHAMUYECKOW (HUKCAllMd C BO3JCHCTBUEM Ha
no3BOHOYHHK uin pedpa (cokpam. VEPTR ot anrn. Vertical Expandable Prosthetic Titanium Rib u ero
aHainoru) y nanueHToB co CMA 5q ¢ uenpro Koppekiuu aedopmanuu pedep mo Tumy "CIOoKEHHOTO
30HTa" BBy HU3KO# 3()(pekTHBHOCTH 3THX MeTOIOB [73].

VYpoBenb yoenutenbHOCTH pekoMenaanuii C (ypoBeHb JOCTOBEPHOCTH 10Ka3aTeIbCTB — 4)

- PCKOMeHHyeTCH pPaccMOTpETb BO3MOXKHOCTE XHUPYPIrUYCCKOI'o JICHCHHA HEeCTaOMIILHOCTH
Tazo0eapeHHoro cycraBa y mamueHToB co CMA 5q, crpagatomux OT OO0JIEBOTO CHHIPOMA, IS
obneruenus 6omu [20].

YpoBeHb yoenuTenbHOoCTH pekomenaanuii C (ypoBeHb IOCTOBEPHOCTH J10KA3aTeNILCTB — )

- PexomeHyeTcsi paccCMOTpPETh BO3MOXKHOCTh XHPYPIrHUECKOro JeYEHHsI KOHTPAKTYp Y MalleHTOB
co CMA 5q, cTtpamarommx OT OOJEBOrO CHHApPOMA, JUIsl oOyierdyeHust OOMM M yBEIMYEHHs oObema
nswxenuit [20].

YpoBeHb yoenutenbHoCTH pekomenaanuii C (ypoBeHb TOCTOBEPHOCTH J1I0KA3aTe/ILCTB — 5)

- PexomeHyeTcst paccMOTpeTh BO3MOKHOCTh HHTPAaMENYJUIIPHOIO MIJIA HAIKOCTHOI'O OCTEOCHHTE3A
y nauueHToB co CMA 5q Ha amMOynaTopHOM CTaguu NpH MepeaoMax JJIMHHBIX TPyOuaThIX KOCTEH, a
TaK)Xe Yy MaI[eHTOB, HE COCOOHBIX CaMOCTOSITEIBHO XOJUTh, IPU MepesoMax oeapa, s cTabuin3anuu
OTJIOMKOB M BO3MOKHOCTEH paHHEH BepTUKAIU3AINU, peadMIMTallui U yCKOpeHHus KoHcomuaanuu [20].

VYpoBenb yoenutenbHocTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH 10Ka3aTeIbCTB — O)

KommeHnTapuu: mepenombl BO3HUKAIOT y mauueHToB co CMA, He CmocOOHBIX CaMOCTOSITENbHO
XOAUTh (paHHEW W TO3AHEH HeaMOyJaTOpPHOM CTaauu), NPU HE3HAYUTEIHbHOM TPaBMaTH4YECKOM
BO3/ECTBUM, C HU3KOM HArpyskoil Ha ckejeT Ha (poHe orpaHWYeHMs] BEpPTUKAJIM3allUK, OCTEONOopo3a U
BO3MOXKHOro jaedunura ButamuHa D. IIpu BbiOOpe KOHCEpBAaTUBHOIO IYTH JI€YEHHUS C THIICOBAHHEM
(HaJOXKEHHE WUPKYJISAPHOW THUIICOBOM IOBS3KH, CHSTUE ILUPKYJISIPHOM TUICOBOM TOBS3KH) CIEAYET
n30eraTh JUIMTEILHON UMMOOUITH3AIHH.

- Pexomenayercs ycraHaBiIMBaTh racTpOCTOMY M KOPMJIEHHE 4Yepe3 TaCTPOCTOMY Y IMALMEHTOB CO
CMA 5q mnocne yCTaHOBIEHHMS HEBO3MOXXHOCTH TMPOIJIATHIBAHUS THINM, TNpPH OOJIBIIOM pHUCKE
aCMUPALMOHHOT 0 CHHIPOMA U TIPU HYTPUTUBHON HETOCTATOYHOCTH [74].
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VYpoBeHb yoenutenbHoCTH pekomenaanuii C (ypoBeHb IOCTOBEPHOCTH JI0Ka3aTeNIbCTB — 4)

KoMMeHTapuu: 10 YCTaHOBKM TacTpPOCTOMBI HEOOXOAMMO BPEMEHHOE KOPMIIEHHE uepe3
HAa30TracTPajbHbII WM Ha30€HOHAIBHBIM 30HA. Y NALMEHTOB CTaplIero BO3pacTa, Y KOTOPBIX BO3MOXKHO
IPOBEACHUE CIIMPOMETPHUH, JIO0 HaJOXKEeHHUs ractpoctoMbl Heobxonumo ompenenenue OXKEJL, koropas
noibkHa ObITh He MeHee 50% OT moimkeHCTBYromeH. Bo3MOXKHO, M yCTaHOBKA racTpOCTOMBI Mpu OoJjiee
Hu3koil JKEJI, omHako pucCK OCIOXHEHHH OylneT yBEeIMYMBATHCS, MO MEpe CHIDKEHHUS IoKaszaTeiel
cnupoMerpuu. Crieayer moOMHUTD, YTO y nanueHToB 10 7 jeT uccienoBanue KEJI u ®XEJI moxer ObITh
OIIMOO0YHO, BCIIEACTBUE HENPABUIBHOM TAKTUKHU JbIXaTEIILHOI'O MaHEBpA.

- Pexomenayercs paccMOTpeTh BO3MOXKHOCTb BBINOJHEHHA (yHaonaukanuu 1o Hwucceny
(>kenaTeNbHO PHIOCKONUYECKUM criocodom) narmeHTam co CMA 5q tun 1 oTHOBpEMEHHO € YCTaHOBKOM
racTpocTOMbl TNPH  HAJIMYUMU  OCIOKHEHMH TracTpor3odareanbHoi  pediiokcHONM  OGone3Hu U
KM3HEYTPOXKAIOIINX COCTOSHUI (altHO?, OpaJiuKapauns, aCupaluoHHas THEBMOHHMS) [75].

VYpoBenb yoenutenbHocTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH 10Ka3aTeIbCTB — 4)

- PekoMenyercs mocraHOBKa TpaxeocToMbl TeM narentaM co CMA 5q, y KOTOpbIX HEeMHBa3UBHAs
BEHTHJIALIMA JIETKMX HEJOCTaTOYHO 3(P¢eKTHBHA WM HEBO3MOXXHO MOAOOpaTh MacOYHBI HHTEpdeiic,
JUTSL OCYIIECTBIICHUS MHBA3UBHOM BeHTUJIsIIMHK JierkuXx [ 20, 76].

YpoBenb yoenutenbHoCTH pekomenaanuii C (ypoBeHb TOCTOBEPHOCTH 10KA3aTEILCTB — D).

KoMMenTapuu: perieHne o mepexoje Ha TPaxeoCTOMY JOJDKHO OCYIIECTBIATHCA C YYETOM
MHTEPECOB TMAI[MeHTa M CEMbH, KIMHHYECKOro cTaTyca, MpOrHo3a W OyAylIero KadecTBa >KHU3HH.
TpaxeocToMa He MOHKHA HAKIAABIBATHCS TOJBKO C IIENIbI0 CAaHAIIMU JbIXaTENbHBIX MyTel. TpaxeocTomy
CTaBAT Torja, korma pedeHok Hyxaaercs B HWBJI nmonpme 18 wacoB. Bompoc o BeHTHISALIUH
MOCPEJCTBOM TPAaXEOTOMHUHM MOXKET OBITh PACCMOTPEH B Cllydae 4YacThIX IMHEBMOHUW Yy JIEKauUXx
MAlUEeHTOB, OJHAKO CIEAYEeT MMETh B BHUIY, YTO 3TOT MOJXOJ HE BCErJa MPHUBOIUT K YIY4IIECHUIO
KauecTBa JKM3HM M YMEHBIICHUIO KOJWYECTBA TocmuTaiu3anuii. B mobom ciydae, TpaxeoTomus
MPOBOJUTCS B IJIAHOBOM MOpsiAKE (HE B OCTPhIX cUTyauusx). [IpumMeHeHHe TPaxeoTOMHHM y CHASUUX
MALUEHTOB HE SBJSETCS OMPaBIAHHBIM.

3.3. UHoe J1eueHune

3.3.1. /luerorepanus

- PexomeHnnyercst KOHCyabTalMsl Bpadya-aueTonora Kaxasle 3-6 mecsaueB nanueHtam co CMA 5q
paHHEro JETCKOr0 BO3pacTa M €XKErogHO — OCTaJbHBIM INALUEHTaM I OLEHKH COCTOSHHS IUTaHUs
nereii [20].

VYpoBenb yoenutenbHocTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH J10Ka3aTeIbCTB — O)

- PexkoMenayercs pacyer KaJOpPUMHOCTH TUETHl (KOPPEKIUs KaJOPHHHOCTU MUIIH, MOTpedsieHus
JKUJKOCTH, MAaKpO- U MUKpO3JieMeHTOB) nauueHTaMm co CMA 5q ¢ HapylIeHUsIMU HyTPUTUBHOI'O CTaTyca
C LIEJIbI0 KOHTPOJIS 32 YpOBHEM nuTanus [77].

YpoBeHb yOenuTeIbHOCTH peKOMeHAanuii B (ypoBeHb 10CTOBEPHOCTH [10KA3aTEeIILCTB — 3)

KoMMeHTapun: mpu COCTaBJI€HMM panHoHa nuTaHus namueHtam co CMA 5q oneHuBaetcs
noTpeOHOCTh B KaJOpHSAX (C MOMOIIbIO pacdyeTa pacxoja SHEPruu B MOKOE ¢ KOPpEeKLueil 1Mo YpOBHIO
AKTUBHOCTH), MaKpO- U MUKPOHYTPHUECHTOB U KUAKOCTH [77]. [lnst pacuera mUTaHMs UCIOJB3YIOT 00IIMe
CTaHapTH30BaHHbIC (opMyibl [78].

- Pexomennyercs u3berath rojgofanus y naueHToB co CMA 5q st npenynpexacHus pa3BUTHS
MeTaboNMnYecKux HapyuieHu [79].

YpoBeHb yoenuTenbHOCTH pekoMmenaanuii C (ypoBeHb IOCTOBEPHOCTH T0KA3aTeIbCTB — D).
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KommenTapuu: y nanuentoB co CMA MOryT pa3BUBaThCs MeTa0O0JINYECKUE HAPYILIEHHsI, OCOOCHHO
IpU HEOTJIOKHBIX COCTOSIHMAX: METa0OJMYEeCKUi aiuno3, HapylleHHe OOMeHa >KUPHBIX KHUCIIOT,
TUNCPIUNIUIEMHs, TUIEp- UM TUIOINIMKEMHUs, MbIIIEYHAs MUTOXOHJpHAlbHAs JUC(YHKLHS.
Hapymiennblif MeTaboaM3M TJIIOKO3bl OTMEUEH y HEKOTOphIX manueHToB co CMA u oxupenuem. B
Clly4ya€ OCTPbIX COCTOSIHUH HEOO0XOIUMO O0ECHEYHUTh aJEKBATHOE IOTPEOJICHHE KHUIKOCTH,
MUHUMHU3UPOBATh IMTEIBHOCTb TOJNOAAaHUA. B TeueHue 6 yacoB mIpensaraercs MUTaHHUE, COAeprKalllee
6enku. HeoOXoauM KOHTPOJIb YPOBHS 3JIEKTPOJIMTOB, TIIIOKO3BI M, NMPH HEOOXOIUMOCTH, MPOBEACHUE
KOPPEKLIH.

- Pexkomennyercs mnonbop oOmIero MONOXKEHMs, a TakXe TOJIOBbl M PyK M JIOCTHXKEHUS
BO3MOXKHOCTH CaMOCTOATEIBHOI'O IMTAaHUSA, B TOM 4YHCIE€ C HCIONb30BAHMEM CIIEHUATBHBIX
npucmnocobennid, manueHTam co CMA 5q ans ynydmieHus: 6e30nacHOCTH U 3()(PEKTUBHOCTH TIOTAHUS
[20].

VYpoBeHb yoenuTenbHOCTH pekoMeHaanuii C (ypoBeHb IOCTOBEPHOCTH JI0KA3aTeNILCTB — )

- PexomeHyeTcst H3MeHEeHUEe KOHCUCTEHITUH MUIIM B M0JIB3Y MOy TBepaoi manueHtam co CMA 5q,
cTpajaroniM aucdarvedd, ¢ [eJbl0 KOMIIGHCHPOBAaHUSI JKEBAaTEIIbHOW CIa0OCTH W  YMEHBIICHUS
POIODKUTENLHOCTH mprema muiu [20].

YpoBenb yoenuTenbHoCTH pekomenaanuii C (ypoBeHb TOCTOBEPHOCTH JT0KA3aTe/ILCTB — )

KommeHTapuu: rycThie KUAKOCTH 00jiee 0€30IacHbI B OTHOIICHUH aCIHPAIUH, 4eM OoJiee TeKyqHe.
HeoOxomumo wucnonb30BaHue 0oJice IJIOTHBIX MUTATEIBHBIX CMECEH, KeIeoOpa3HbIX (OpPM IHIIH,
KHUIKUX Mope. MOXHO HCIOJNB30BaTh  CIEIMAbHBIC 3aryCTUTENM  JKUJIKOCTH Ha  OCHOBE
MaJIbTOJCKCTPHHA IPOMBIILICHHOTO TPOU3BO/ICTRA.

- He pexomenayercs NpUMEHSTh PYTHHHO CMECH Ha OCHOBE AMHUHOKHUCIOT HIU BBICOKOTO
ruaponu3sa oenka namuentam co CMA 5q ans ynydiienus HyTputuBHoro craryca [80].

VYpoBenb yoenutenbHOCTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH 10Ka3aTeIbCTB — 4)

KoMMeHTapuu: mpeuMyliecTBO HA3HAYCHUS aMUHOKUCIOTHOW (OpMylnbl B OTIIMYHE OT
WCIOJIb30BAaHUsI MHTAKTHOTO Oenka manuentaM co CMA mepBoro roja »*u3HH, a TaKXKE JETSAM, CTaplie
rojia, MOJIy4aroluM MUTAaHUE Yepe3 Ha30racTpajabHbIA 30H/ WM TaCTPOCTOMY, HE UMEIOIIUM aJJIEPTUU K
OenikaM KOpPOBBETrO MOJIOKA, HE SIBJSIETCS JOKa3aHHBIM. /[neTnyeckrne peKOMEHalluh OCHOBBIBAIOTCS HA
WHauBHAyanbHOM nepeHocuMocTtu. Ilanmentam co CMA HeoOXOAMMO MHUTAHHE CMECSIMH Ha OCHOBE
OCIKOB KOPOBBET'0 MOJIOKA C y4eToM Bo3pacTa. KopmiieHHEe cMecsMH Ha OCHOBE BBICOKOTO THIIPOJIH3a
Oenka WM aMHUHOKUCIOT I[IOKa3aHO TMalMeHTaM ¢ ajuleprueid Kk OeakaM KOpOBBETO MOJIOKA, B
MOCTICON €PAIMOHHBINA MEPUOJl U KPUTUUYECKUE COCTOSHUS C SBICHUSIMHU HapyUICHHOTO MHUIIEBAapEeHUs, a
TaK)Ke MOTy4aroIMM MUTaHNE Yepe3 HA30MHTECTUHAIBHBIN 30H]1 UM YHTEPOCTOMY.

- PekoMenyercss KOpMIIEHUE CIIENUATBbHBIMUA CMECSMH ISl SHTEPAIBHOTO MUTAHUS MAIlUEHTOB CO
CMA 5q, nosrydaroummM KOpMIIEHHE Yepe3 30H] U TaCTPOCTOMY JUisi obecnieueHus cOanaHCupPOBAHHOCTH
IIUTAHMS [0 OCHOBHBIM IHIIEBBIM BemmecTtBam [20].

YpoBenb yoenutenbHoCTH pekomeraanuii C (ypoBeHb TOCTOBEPHOCTH JT0OKA3aTeILCTB — )

Kommentapun: CoBpeMeHHBIC CMECH ISl SHTEPATBLHOrO MUTAHHS COATTAHCUPOBAHBI IO COCTaBY
OCHOBHBIX THILIEBBIX BEHIECTB — OEJIKOB, >XUPOB, YIIEBOAOB, COAEpXKAT BHUTAMHHBI, MakKpo- U
MUKPOHYTPUEHTHI. Pa3iuuHbl M0 KaJIOPUYECKOW IUIOTHOCTH — TUIO-, HOPMO- U THIEPKAIOPHUECKHE U
comepxaHuio O6enka. CMmecu Uist SHTEPaIbHOTO MUTAHUS MOJOUPAIOTCS MHINBUAYATbHO B 3aBUCUMOCTHU
OT NOTPEOHOCTEH.

- PexomennyrooTcs cMmecu, copepkalue NuIieBble BOJOKHA, nanueHtaM co CMA 5q, ctpaparonmx

3anopam, aist ooseruenus nedexanuu [20].
YpoBenb yoenuTenbHoCcTH pekomeraanuii C (ypoBeHb TOCTOBEPHOCTH JT0KA3aTeILCTB — D)

CTtpaHunua 26 ns 94


http://disuria.ru/

KnuHnyeckne pekomeHgauum — MNMpokcumansHas cnvHanbHasa mbllwevHas atpoduma 5q — 2023-2024-2025 (20.02.2023) — YTBEp)AEHbI
MwvHsgpasom P&

KomMeHTapuu: A KOPpEKLMH 3alOopOB HCIOJb3YETCsl KOMIUJICKCHBIM IMOJIXOA C HPOBEAECHUEM
JIUETOTepariui; Npu HEOOXOAMMOCTH — JIEKAPCTBEHHOW TEpalud M MEXAaHHYECKOro OIOPOXKHEHHS
KuIIeyHuka. [Ipy Hanmuuuu IUI0THOrO CTysa MepopalibHO Ha3HadaroTcs mnpenaparsl rpynnbsl AO6AD
OcmoTtuueckue crabuTeNbHbIe CPeICTBa: MpernapaThl JaKTYJI03bI** (¢ meproaa HOBOPOKIEHHOCTH) UIIU
Makporona** (¢ 6 mecsien). [logbop 103 mpenapaToB OCYIMIECTBISCTCS HHINBUIYAIBHO 10 JOCTHKECHUS
KIMHUYecKoro 3¢ dekra. [IpogomKuTeNbHOCTh IEUEHUS: OT KypCOBOTO 710 TOCTOSIHHOT'O IIpUEMa.

- Pexomenayercsi ycraHOBKa Ha30racTpajibHOro 3o0HAa mamueHtam co CMA 5q ¢ HapylIeHUs MU
IJI0TAHUS 10 YCTaHOBKH TaCcTPOCTOMBI U MOCIEAYIOUIEr0 MOCTOSSHHOTO KOPMJIEHUSI Yepe3 racTpOCTOMY
JUTs PO UIAKTHKY aCITUPAIK U 00CCIICUCHUS aIeKBaTHOTO UTaHus [77].

YpoBeHb yOEIUTEIbHOCTH peKOMeHAanuii B (ypoBeHb TOCTOBEPHOCTH J1I0KA3aTEIILCTB — 3)

- PexomeHyeTcst kopMileHHE Yepe3 Ha3oracTpaslbHbIM 30HA TsKEIo0oapHOro namuenra co CMA
5q ¢ HapYUICHUSAMH TJIOTAHUS IS TPOPUIAKTHKY aCITUPAIK U 00CCIICUCHU S aICKBATHOTO TUTaHus [77].
YpoBeHb yOenuTeIbHOCTH peKoMeHAanuii B (ypoBeHb I0CTOBEPHOCTH J1I0KA3aTeNIbCTB — 3)

3.3.2. PecnuparopHasi moaaepkka

OneHka 1 MoAJIep)KKa pecUpaTOpHON (PYHKLMU JODKHBI UMETh HAaUBBICIINNA IPUOPUTET B BEACHUU
nanueHta co CMA 5q. B nocnennee Bpems NpUHLHKIN JI€YEHHs JIerouHslx nposiBiaeHuii CMA 5q
U3MEHWICA OT PEAKTUBHOIO IOAXOJa, IMpPeayCMaTPHUBAIOLIEro HAyajlo MEpONPHUATHI IO OYHCTKE
JIBIXaTeJbHBIX MYTEH W UX BEHTUISALUU TOJIBKO IPU HAJIMYMU SIBHBIX IMOKAa3aHUHM, HA MPO(UIaKTUUECKUI
HOJXOJl C BHEAPEHHEM ITHX METOJOB Tepaluy Ha Oosee paHHHUX 3Tanax 3adoneBanus. [1nan geueOHBIX
MEPOIPHUATUI OINpPEeNAeTCsl CIEUATMCTOM 0 PECIUPATOPHOI Tepamnuu, B OTEYECTBEHHOW IMpPaKTHKE
3TO AOBOJIPHO HMIMPOKUH KPYT pa3HbIX CHENHMAIMCTOB — BpAauM — aHECTE3HMO0JIOIM-PEaHNMAaTOJIO0T 1, Bpaydu-
MyJbMOHOJIOTH, a TaK)Xe BPauyU-HEBPOJIOTH U Bpauu-NIeANATPhI, OPUEHTUPOBAHHbBIE B BOIIPOCAX HEPBHO-
MBIIIEYHBIX 3200JIEBaHUH.

KitoueBsiMu mpobiieMaMu, CBSI3aHHBIMU C JIbIXaTeNbHOM cucteMoil y nereit co CMA, sBISIIOTCS
Cliefylolllie: HapylleHHE OTKallUIMBaHUS, MPHUBOAALIEE K HEAOCTATOYHOW OYMCTKE HIKHUX
JBIXaTeNbHBIX MyTeH OT CeKpeTa, TMIOBEHTWIALMS BO BpPEMsl CHA; HEJOpPa3BUTHE T'PYAHON KIETKU U
JETKUX, MOBTOPHBIE HMH(MEKIUH, KOTOpPHIE YCHIMBAIOT MBIMICYHYIO C1a00cTh. OCHOBHBIMH ITYTSIMH
pelIeHUs dTUX 3a]ad SBJIIIOTCSA OYMUCTKA AbIXaTEIbHBIX NMYTEH W HEMHBA3WBHAs BEHTWIALMUS JIETKUX
(HMBJI). Cnenyer cobmt01aTh OCHOBHBIEC IPUHIUIIBI OYUIIICHUS IBIXaTEIbHBIX MyTEH:

- PydHble U MexaHMYEecKHE BCIIOMOraTeJbHbIE CpPEICTBA BOCCTAHOBJIEHMs KallIeBOM (YHKLUHU
PEKOMEHJIOBaHbl A1  ©KEAHEBHOTO MCHOJIb30BaHMs Yy Oosee TSOKENbIX ManueHTtoB. Jluna,
OCYILECTBIISIONINE YXOJ 3a MALUEHTOM, JOJKHBI ObITh 00yUY€eHBI 10JIb30BATHCS 3TUMH CPEICTBAMU;

- Jluuma, ocyuecTBIIAIOIIME YXOJ 3a MAlUEHTOM, JOJKHBI TaKXKe BJIAJCTh TEXHUKOW yAaleHHs
JErOYHOr0 CEKpeTa, BKIOYAas MOCTYpaJIbHBIA JpeHaX, U ObITb HH(OPMUPOBAHBI O METO/AX
KUHE3UOTEepanuy rpyJHON KIETKHU (IPEeHUPYIOIMUNA Maccax);

- JlaHHBIE OKCHMETpPUM SBJSIOTCS MoKazateneM 3¢ dexkTuBHOCTH Tepanuu. OTCOChl MOTYT OBITh
IIOJIE3HBI ISl YAAJIEHUS CEKpeTa I0ciIe TOro, KaK 0OKa3aHa IIOMOIb B OTKALUIMBAHUH.

- PekomenmyeTcss oTcachlBaHHME CIIM3U U3 POTOIJIOTKH, HOCA M BEPXHUX JbIXaTCIbHBIX MyTeH U
UCIOJh30BAaHUE MEXaHUYECKOT0 HHCY (hIsiTopa-acnuparTopa jexkadum namuearam co CMA 5q u cunsgaum
naruerTam co CMA 5q ¢ peciupaTOpHBIMU HapyLICHUSIMU IS TPO(PUIAKTUKH JIETOUYHBIX OCIIOKHEHUN U
THMOBEHTUISIIUH [57].

VYpoBenb yoenuTenbHoCcTH pekomenaanuii C (ypoBeHb TOCTOBEPHOCTH JT0OKA3aTeILCTB — D)

KoMmMeHTapuu: sieKTpudeckast aclupanis U HUCIOJIb30BaHUE MHCY(IATOpPA-aCIIHpPaTOpa JODKHEI
MPOBOAUTHCS Yy KaXAOro mamueHta ¢ Hed(hdeKTUBHBIM OTKanumBanueM. OCHOBHBIE METOJIBI
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JPEHUPOBAHUS MOKPOTBI JUISL JIEKAUUX M CHISYMX MAIMEHTOB — 3TO COYETAaHHE MCIOIb30BAHUS
HECKOJIBKMX METO/OB: MEXaHHMYeCKOro HHcydasTopa-acnupaTopa (OTKAlUIMBATENsd) M PYYHBIX
KOMIIPECCUN TIpyJHOM KIJIETKM WM IOCTYypajbHOTO JpEHaka B COYETaHWU C 3JIEKTPHYECKUM
acmupaTopoM. Y MaJeHbKUX M HEKOHTAaKTHBIX JeTell HEeoOXOAUMO MPUMEHATh HHCYQISATOPHI-
acupaTopsl ¢ (yHKIMEN Tpurrepa BIOXa, 4YTOObl HE TpPaBMHUpOBATh JIETKHE, €CIM TaKhe JEeTH
3a/IepKUBAIOT JIBIXAaHUE U COMPOTHUBIISIOTCS OTKAIUIMBaHHUIO. OTHOCUTENBHBIM IPOTHBOIIOKA3aHUEM K
UCTIOJIb30BAaHUIO MHCY(IIsITOpa-acnupaTopa SIBIAIOTCS XpPOHUYECKHE 3a00JieBaHMA JIETKHX (Hampumep,
sMmpuzema). Mcronp3oBanue HMHCY(IATOpa-acoupaTopa B TAKOH CHTyallMH JOJDKHO OBITH B3BEIIECHO
MPOTHB BO3MOXKHBIX PUCKOB ITHEBMOTOpPAKCA.

Hpyrue MeToabl MPOPHIAKTUKU TUIIOBEHTUJISIUU (MOCTYpaJbHBIM JPEHaXX M IMEpPKYCCHOHHBIN
maccax — cM. Paznen 4.1.1. Peabunurarus)

- Pexomenayercs HeMHBa3WBHAs BEHTHJIALNS C JBYXYPOBHEBBIM I1OJIOKUTENBHBIM JaBJICHUEM
(BiPAP) Bcem mamuentam co CMA 5q ¢ cumMnToMamMu TUCPYHKIIUU IBIXaTEIbHOW MYCKYJIATyphl IS
npo(UIAKTUKY THIOTPOPUU TPYIHOM KIIETKH, 00JIET4eHHsl OABIIIKK U O0pbObI ¢ THITOBEeHTHIIALMEH [57,
76].

YpoBeHb yoeauTenbHoCcTH pekomenaanuii C (ypoBeHb TOCTOBEPHOCTH 10KA3aTeILCTB — D).

Kommentapuu: pemenue o6 wucnonb3zoBannu HMBJI mpuHuMaeTcss MHAMBUAYATbHO B KaXKIOM
KOHKpeTHOM ciydae. OHa 0e3yCcloBHO HEOOXoauMa MpHU HAJIUYMHM TUIEPKATHUM B JHEBHOE BpEMS.
Hounas HUBJI ymeHblmaeT CUMITOMBI HapyLUI€HHOTO AbIXaHUS BO BPEMsS CHA W YJy4IIaeT KaueCTBO
xu3an. HUBJI nomkHa KOMOMHMPOBATHCS ¢ TEXHUKOW OYMCTKH JbIXaTENbHBIX MmyTel. Vcmonp3oBanue
HUBJI ¢ OGonpumioil pasHUlled AaBJIeHUH Ja)ke B TEUEHHWE KOPOTKHUX JHEBHBIX IEPUOAOB, M OXKET
yIYYUIUTh Pa3sBUTUE IPYAHON KJIETKU U JIETKUX, @ TaK)K€ YMEHbIIUTh Aedopmalinio pedep U IpyIuHbl y
JeXKaunX U CUIAAINX MarreHToB. O0s3aTeNbHO ClaenyeT MPOBECTH MHAUBUAYAIBHBINA MOAOOp MacOK JJIs
HUBJI. UunuBuayalbHbI TOA0OP MPOBOAMTCS IO PE3yJIbTaTy OCMOTpa pPeOCHKAa C BO3MOXKHOCTBIO
BbIOOpPa M3 HECKOJBKMX THUIIOB MAacOK Ppa3HBIX pa3MEpoB C YYETOM AHATOMHYECKHX OCOOEHHOCTE
crpoenus auna. O6s13aTe’abHO UMETh U HCIOIb30BaTh MOMEPEMEHHO JIBE pa3Hble MAaCKU OJHOBPEMEHHO,
YTOOBI CHU3UTH PUCK PA3BUTHS MPOJIEKHEH U AepopMaliy JIMIEBOro cKejleTa. THUIl MacKd 3aBUCHUT OT
BO3pacta peGeHKa, ero MpeArnoYTeHUH U MHBIX 00CTOosATeNbCTB. ONTUMAIBHO MCIOIb30BaTh BCE BUIBI
Macok (Macka HOCOBas/uIeBas anmapata HWCKyccTBeHHOM BeHTwsinuu Jerkux CPAP/BPAP,
MHOIOpa30BOr0 HCIOJb30BAaHUSA; Macka pOTOBas ammapara HCKYCCTBEHHOW BEHTWJIALMU JIETKUX
CPAP/BPAP). ITon6op mapametpoB HUBJI momkeH OCyIIECTBISATHCSA IMOJ KOHTPOJIEM IIOKa3aTelei
razoooMeHa (HOYHas MYJIbCOKCUMETpPHUS, KalTHOMETpHUs, KamHorpadus WM HCCIeAOBaHHWE KHCIOTHO-
OCHOBHOT'O COCTOSHHSI U Ta30B KPOBM), C Y4ETOM pabOThl AbIXaTEIbHBIX MBI U CYOBEKTHUBHOIO
KoM (opTa MarueHTa.

- He pexomennyercs HeMHBa3MBHAsl UCKYCCTBEHHAs! BEHTUIIALIMS JIETKUX C IOCTOSIHHBIM JaBJIE€HUEM
(CiPAP) manumentam co CMA 5q ¢ cumnromMamMu JUCPYHKIUU JBIXaTEIbHOW MYCKYJATypbl IS
00JIer4eHurst OJBIIIKA ¥ OOphOBI C TUIIOBEHTHIIAIUEH [57].

VYpoBenb yoenuTenbHoCcTH pekomenaanuii C (ypoBeHb TOCTOBEPHOCTH JT0KA3aTeILCTB — )

- Pexomennyercs oOecrieueHHE pPECOUPATOPHBIMH MOHUTOPAMH M aHECTE3MOJIOTMYECKUMU
cucreMamu (ammapatamu BiPAP-tepanuun) namumentoB co CMA 5q ¢ cumMnToMaMu AUCQHYHKIHMH
JIBIXaTEIbHON MYCKYJIaTyphl 111 OCYIICCTBIICHUS HEMHBA3UBHOM BEHTHIISAIIMH JICTKUX Ha oMy [57, 76].

YpoBenb yoenuTenbHoCTH pekomenaanuii C (ypoBeHb TOCTOBEPHOCTH J10KA3aTe/ILCTB — D)

KommeHTapuu: poauTenu nauueHToB A0KHBI ObITh 00€CleueHbl MEAUIIMHCKUM 000py1OBAHUEM —
MEIIKOM JBIXaTeIbHBIM pPEaHWMAIMOHHBIM THHa AMOY, TpH HEOOXOAMMOCTH JJIEKTPOOTCOCOM C
AKKYMYIIATOpPHOUM OaTapeell U M3AenueM MEIUIIMHCKUM IS AbIXaTelbHOW Tepanuu (ammapaTtoM BiPAP-
TEepamuu) s JOMAIIHEr0 MOHUTOPHPOBAHMS PECUpATOpHBIX (yHKIuN. Pomutenu MOKHBI OBITH
00y4YeHBI TPaBUIIaM HX TPUMEHCHUS.
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- PexoMeHnyercs HeuMHBa3MBHAas BEHTUIIALMSA JIETKMX B COYETAHUU C TEXHUKOM OYMILEHUS
JBIXaTENBHBIX MyTeH XOISIYUM M cuiaguuM nanueHTam co CMA 5q B ocTpbIX cuTyanusax (MHpekuus
JIBIXaTEJIbHBIX MYTEH) C 1[eNIbI0 MPOQUIAKTHKYA PA3BUTHS OCIOKHEHUH [57].

YpoBenb yoenuTenbHoCTH pekomeHaanuii C (ypoBeHb TOCTOBEPHOCTH J10OKA3aTe/ILCTB — D)

KommeHnTapuu: ecnu B OCTpPBIX CUTyalUsX BO3HMKaeT HeoOxoaumocts npumenenuss HUBJI, to
JOJKEH OBITh PACCMOTPEH BOIPOC O HAMYUU cpencTB s mposenenuss HUBJI noma.

3.3.3. [IauinaruBHasg MeIULIUHCKAA MOMOIIb

[TammmaTtuBHAsT TTOMOIIP — TMOAXOJ, IENBI0 KOTOPOT'O SBIISIETCS YJy4YIIEHHWE KadecTBa >KU3HU
MAlMEeHTOB M YJEHOB MX CEMEl, OKa3aBIIMXCS TEpel JIUIOM YIPOXKAIOMIEero XU3HHU 3a0oJeBaHus. JTa
1[ENTb JIOCTUTACTCS IMyTEeM MPEAyNPExKACHUS U 00JIerYeHns CTpaaHuil Oaronapsi paHHEMY BBISIBJICHUIO,
THIATEJILHONW OIGHKE M KYMUPOBAHUIO OOJIM M JPYTHUX TATOCTHBIX (PHU3MUECKHX CHMIITOMOB, a TaKXkKe
OKa3aHHIO0 MCHXOCOLMANIBHON U JAyXoBHOW mojyepxku [81]. ['maBHas 3amada mayyiMaTUBHOW TOMOIIU —
JOCTHKEHUE, TOJIEPKKA, COXPAaHEHHWE U TOBBIIIEHHE, HACKOJIBKO 3TO BO3MOXHO, KadyecTBa KU3HU
nanuenta. OAHAKO OMpenenuTh, YTO Takoe '"KAayecTBO KM3HHU'", MOXET TOJIbKO caM MalueHT,
HYXJIAIOUMHACA B TNaUIMaTHBHONH momoum [82]. BakHO He MNPOTUBONMOCTABIATh AaKTUBHOE
(MHTEpBEHLIMOHHOE) JICUCHHE MaJUIMaTUBHOM MTOMOIIH, a B3AUMHO HX JOMOIHSITb.

OTCcyTCcTBHE KOHCEHCyCa M HaJIW4YUME€ PACXOKIEHUM BO B3IMUISIaX Ha [AJUIMATUBHBIA U
MHTEPBEHIIMOHHBI NOAXOJA K JE4eHHI0 manueHToB co CMA mnpusHaercs B psAae MNPOrpaMMHBIX
JIOKYMEHTOB 10 AaHHOMY 3a0oseBanuto [83]. Ilpu orcyrcTBumM Oo0Jie3HB-MOAU(UIMPYIOLICH Tepanuu
CMA, psa cemeil BOCIIPUHUMAJIN WHTEPBEHIIMOHHBIA MOJAX0J, OCOOCHHO TPaxeoTOMHUIO, KaK CO3JaHHE
KOH(IMKTa MEXY Ka4eCTBOM JKU3HH U €€ MPOJOJIKUTEIbHOCTBIO, KaK MPOJAJICHUE CTPaJaHUi MalieHTa
B Ooublleli Mepe, dyeM oOierdenne Opemenu ero 3aboseanus [84]. KonceHcyc skcrmepToB ObLI
JOCTUTHYT B TOM, YTO NPH BEACHHH MAI[MEHTOB CO CHMHAIBLHON MBIIIEYHON aTpoduell HeoOXoauMo
MOJIHOIIEHHO O0003HAYMTh JJIs1 HUX JHaNa30H TEPANeBTUUYECKHX BO3MOXHOCTEH ©  KOPPEKTHO
nponH()OpPMUPOBaTH, UTO BHIOOP MAJUIMATUBHON WJIM MHTEPBEHIIMOHHON MOMAICPKUBAIONICH TEeparuu He
SBJSICTCS. TOJBKO JIMIIb OWMHAPHBIM BBIOOpOM (BBIOOPOM omHOro u3 1ByX) [84]. Takum o0pa3zom,
MeXIyHaponHass pabouas rpynma B 2007 romy He CMOrjia TPUWTH K COTJACHIO B OTHOIICHUHU
NAJUTMATUBHON TIOMOIIM M MOTJIA TOJNBKO IPHU3HATH CYIICCTBEHHBIE JTHYECKHE MPOOJIEMBbI, KOTOpEIC
JOJDKHBI YYUTHIBATHCSA MIPU MPUHATHHU PEIISHUS 0 MoMOIIM B KoHTeKcTe CMA, B JaHHBI MOMEHT Takke
C YYETOM MOCIIEHUX TepaneBTudeckux moaxooB [83]. [locnenyronme myOnuKkanuy Takke He PUBEIH
K KOHCEHCYCY OTHOCHUTEIBHO CTaHIaPTOB MaJTHATHBHON MOMOIIM puMeHuTeapHo kK CMA [85].

Hanuuue BO3MOXKHOCTH MATOr€HETUYECKUX METO OB JICUEHUS 1aeT CYIECTBEHHbIE OCHOBAHUSA JUIS
HAJIeK]l HA U3MEHEHHE MPOTHO3a, OJIHAKO HEKOTOpbIe MPOOIEMbl HYKIAIOTCS B JIalibHEHIIIEM U3YYEHUH,
MPEXe YeM MOXKHO OyieT pa3paboTaTh CTaHIapT NaUTMaTUBHOU MOMOIIM B oTHOLeHHH CMA, BKITtouas
HEOOXOIUMOCTh Pa3bsICHEHUS 3HAUCHHs MAJUTMATUBHOW moMoInu st maiuentoB co CMA [57].
MexyHapoIHbIMU  JKCIIEpTaMU  MpU3HAETCs, UTO KIIOYEBOM 3ajqauedl  sBisSeTCs OTKa3 OT
JUXOTOMHYECKOM MOZEIH, KOTOpas MPOTHUBOIIOCTABIsAECT AKTUBHOE JICUEHHE B PaMKax NaJUIMATUBHOM
MIOMOIIIH, B TTOJIb3Y MOJIEJIM B3aUMHOI'0 JIOMOIHEHHS [57].

- PexomeHmyercss mHBa3MBHAas BEHTWIAIMA Jierkux mnanueHTamMm co CMA 5q ¢ HaloxeHueMm
TpaxeocToMbl Npu OTCcyTcTBUU 3(pdekra or HMBJI umm HEBO3MOKXHOCTH €€ OCYIIECTBJIICHHS IS
HOJI/ICPKaHKsI )KU3HK narreHTa [86].

YpoBenb yoenuTenbHoCTH pekomeHaanuii C (ypoBeHb TOCTOBEPHOCTH J10KA3aTe/ILCTB — D)

KommenTapun: pemieHMe OTHOCUTEIBHO  HCIOJAB30BAHUS  JOJITOCPOYHOM  HMCKYCCTBEHHOM
BeHTHIsAMHU nerkux (MBJI) mpeamonaraer conoctaBieHre MHOTOUHCIEHHBIX (hakTopoB "3a" u "mpoTus",
ABJIETCS CYOBEKTHMBHBIM M HE MOXKET NPUHHUMATHCS CaMOCTOSITEIbBHO OJHOW CTOPOHOU (TOJIBKO
MAIUEHTCKON WM TOJBKO BpadeOHOI). DTHUHBIM B JaHHOM Ciiydae OyIeT TaKoi MOAXOoJ, MpU KOTOPOM
YACTHBIC MHEHHS U YOeXKJICHHS Bpada MOTYT OBITh NMPEACTABJICHBI CEMbE BMECTE C MPEIJIOKCHHBIMU
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BapuaHTamu JieueHus [87]. Pe3ynbraThl HECKONBKUX MCCICIOBAHHMN YKa3bIBAIOT Ha CYIICCTBEHHBIC
pa3nuyus B OTHOIIEHUH U MPAKTUYECKOM IMOAXO0JIE€ Bpaueii K pecnupaTopHOl MOAIEPKKE MAlMEHTOB CO
CMA 1-ro tuna [88-89]. Pomutenu u apyrue jamua, OCYIIECTBISIOLIME yXOJ, CUUTAIOT, YTO y HUX
JIOJDKHO OBITH MPaBO BBIOOpPA B TOJIB3Y WIIHM MPOTUB UCIOJIB30BAHUS NCKYCCTBEHHON BEHTHIIALIUY JIETKUX
Ha noMy. CTpecc W BOJHEHHE Y POIUTENICH B TaKOW CHTyallMH BBI3BIBAJIa HEJOCTATOYHAs TOAICPKKA
(bunancoBas, ncuxonoruueckas u npaktuueckas) [89]. HeoOxoauMo npu3HaTh, 4TO, K COXKAJICHUIO, B
peanbHO CIOKHMBIIEHCS KIMHUYECKON MpakTuke pemieHue o Hadane MMBJI moxer ObITh mpuHITO 0€3
corylacus 3aKOHHBIX MpeAcTaBuTeneil pedenka. OTcyTcTBHEe HH()OPMUPOBAHHOTO BBIOOpA M MIA0IOHHBII
MOJXOJ K JICYCHUIO MPEHATCTBYIOT INIAHUPOBAHUIO M OTPAHUYMBAIOT BO3ZMOXKHO CTh NPHHSTHS PEUIICHUI

[86].

- PexoMenyeTcs BKIIIOUEHHE B MPOLECC MPUHATUS PElIeHUH MO MaIMaTUBHOM MOMOIIM Ha BCEX
JTanax 3a00JIeBaHUs C MPEAOCTAaBICHUEM IMOJHONW U KOPPEKTHON MH(OPMAIK POAUTENEH MAallMeHTOB CO
CMA 5q ans toro, 4ToObl IOMOYb 3aKOHHBIM IPEICTABUTENAM peOeHKa cienaTb MHGOPMHUPOBAHHBIN
BbIOOp B MOJB3y OKa3aHUs €My NaJJIMATUBHOM IIOMOIIM B COOTBETCTBUM C HUX YOEXKIEHUSMU U
npennourenusmu [89].

VYpoBenb yoenutenbHOCTH pekoMenaanuii C (ypoBeHb JOCTOBEPHOCTH J10Ka3aTeIbCTB — 5)

- Pexomenayercs okazaHue JOCTYNMHOW NaJJIMATUBHON MEIULIMHCKOW oMoy nauueatam co CMA
5Q, KOMILJIEKCHO OCYUIECTBIISIEMON COTPYIHUKAMU MEIULIMHCKAX OpPraHM3allil M HUX MOJpa3/IeJICHH,
OKa3bIBAIOIIUX CIEUHUATM3UPOBAHHYIO MNAJUNIMATUBHYIO MEAMIMHCKYIO IOMOIb JAETSIM, B PEryIsipHOM
B3aUMOJICHCTBHH C CEMbEH I 00ECIeUCHM S MOTPEOHOCTEH MAlMeHTa M €ro 3aKOHHBIX MPEACTaBUTENICH
Ha pa3IMYHbIX dTamnax 3adoeBanus [57].

YpoBenb yoenuTenbHoCTH pekomeraanuii C (ypoBeHb TOCTOBEPHOCTH JT0KA3aTe/ILCTB — D)

KommeHTapun: najyimatuBHasi IOMOIIb MOXKET OKa3bIBaThCSl Ha BCEX ATallax BEICHUS MalUEHTa CO
CMA: npu moCTaHOBKE JAMArHO3a, BO BPEMs MPHUHATHUS KIHOYEBBIX TEPANEBTUYECKUX PEIICHUH, MpPH
BO3HUKHOBEHHH KU3HEYTPOXKAIOIINX COCTOSHUH, a TAK)KE B TEPMUHAIBHOM (a3e 3a00IeBaHusl.

- PexoMeHyeTcs BceM JIETSM CO CIIMHATBHON MBIIIEYHON aTpoduell, HyKJaloNMMcs B OKa3aHHUH
NaJUIMaTUBHOM MEIUIIMHCKOW TOMOIIM, MPOBOAUTH NATPOHAXK BBIE3THONW MAaTPOHAXKHOM OpuUraoif
OTJICJICHHUS] BBIE3AHOW NATPOHAXKHOM MAJJIMATUBHOM MEIUMLIMHCKOW MOMOIIM JETSIM C LEJIbI0 OKa3aHUs
NaJUTHATUBHOMN CIeIUAIM3UPOBAHHON MEIUIIMHCKOM MTOMOIIH JIETSAM B aMOyatopHoii popme [118-121].

VYpoBenb yoenuTenbHoCcTH pekomenaanuii C (ypoBeHb TOCTOBEPHOCTH JT0KA3aTEIbCTB — 4)

- PexkomeHayeTcss BKIIFOUEHHE IJIAHOBOH OIGHKA OOJHM COTJIaCHO IIKajlaM, COOTBETCTBYIOIIUM
BO3pAcTy M YPOBHIO HEPBHO-TICHXHUYECKOr0 pa3BUTUs pebeHka, marmueHtam co CMA 5q mis mombopa
o0e30omuBanus [91].

VYpoBenb yoenutenbHOCTH pekoMenaanuii C (ypoBeHb JOCTOBEPHOCTH 10Ka3aTeIbCTB — 4)

4. Menmmncncaﬂ peaﬁlmnTaunﬂ, MEAUIIUNHCKHUE NnoKa3aHudA H
NMPOTUBOINOKAa3aHUA K IPUMECHCHUIO ME€TO10B peaﬁnﬂuTaunn

B Hacrosimiee Bpems 10Ka3aHo, YTO peryisipHasi ¢puznueckasi Tepanus U peadrmMTanus ManueHTOB
CIOCOOHBI M3MEHUTh KPUBYIO ecTecTBeHHOro teueHuss CMA 5q: moBBICUTH HPOJOJDKUTEIBHOCTh U
KayecTBO JKM3HM NAIMEHTOB, YJIYyYIIUTh (PYHKIMOHAJIBHBIM M colMalbHBIA craTyc. Peamusanus 3Toit
KOHLIEMIIMA BO3MOXKHO TOJIBKO B (popMaTe I1e/Ib-OpUEHTUPOBAHHON peabunuranuu. Tak, peabuauTanus
nanueHToB co CMA 5q craBut nepex coOOi ciaenyrouye eau: yBEJINIUTh MOOMIBHOCT MallUEHTOB;
3aMEeIJIMTh MPOrPECCUPOBAaHUE ATPO(DUI MBIIIIL, TPETOTBPATUTh PAa3BUTHE BTOPUYHBIX OPTOMEANYECKUX
ocnokHeHHH. Llenn MOMKHBI CTaBUTCS Kak NMpU TOBCEIHEBHOM pabore ¢ peGeHKOM (peabuiauTaiu s
0o0pa3oM JKHM3HM — TOTJIa 3TO COBMECTHas paboTa (U3MUECKOro TepameBTa-KypaTopa, pOAHUTenell u
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MHOI'ZIa caMoro pedeHka) — OoJiee JOJIrOCPOUYHbBIE IIEJIU, TAK U C KaKIBIM MPUXOJOM peOeHKa Ha Kypc
peabHIINTALIMU B PEaOWIIM TAIIMOHHBIN [EHTP — KPATKOCPOYHBIE U OTCPOUCHHBIC IICIIH.

[Tpouecc noCTHKEHHS TIOCTABICHHBIX LeJIeH peaOuIMTAIIH ONPEACISIeT CICAYIONINE 3a1a4u:

- HE IONyCTUTh ()OPMUPOBAHHUS TPUBBITHOTO MTOPOYHOTO IMTOJI0KECHUSI KOHEYHOCTEH M UX CETMEHTOB,
U, KaK CIICZICTBUE, PAHHUX KOHTPAKTYD;

- 3aMEeJIJTUTH MPoIlecc aTPOHH MBI OT Oe3eHCTBUS;

- IPEMSTCTBOBATH JICT€HEPATUBHOMY YKOPOUEHHUIO MBIIIEYHBIX BOJIOKOH;

- IPO/UTUTh (DYHKITMOHAIBHYIO aKTUBHOCTH MAIIEHTOB;

- IPEIMSITCTBOBATh Pa3BUTHIO KOHTPAKTYP CyCTaBOB KOHCUHOCTEH;

- YBEJIIMYUTH MOJABHUKHOCTh IMAIIMEHTOB (COXPAHHUTH/TIOBBICHTh O0BEM U aMILIUTY Ty JIBHXKCHHH );

- IaTh BO3MOXXHOCTh (DU3MOJIOTHICCKOMY Pa3BUTHIO U (DYHKIIMOHHPOBAHUIO BHYTPEHHUX OPraHOB M
CHCTEM.

Metonsl peabunmurauuun CMA 5q nensTcs Ha HETEXHHMYECKHE (K HHUM OTHOCATCA (pu3nueckas
Tepamnus: jedeOHas QU3KYJIbTYpa, MacCaXK; PaCTSHKEHHE MBIIII] U JIp.) ¥ TEXHUUYECKUEe (OpTE3UPOBAHUE U
KOPCETUPOBAaHUE TYJIOBHUINA M KOHEUHOCTEN), BKJIIOUAs XUPYPrHUECKYI0 KOPPEKLHUIO OPTONEAMUYECKUX
po0JieM, MPENATCTBYIOMINX UX PE3YJIbTATHBHOMY BBIIIOJIHEHUIO, & TaKXKe APYyrue MeTo/bl (HaJoXKeHHe
LUPKYJSIPHBIX ~ THUIICOBBIX MOBA30K; pOOOTH3MPOBaHHAs MeXaHOTepanus TNpu  3a00JIeBaHUSIX
nepu(epuueckoil HEpBHOM CHUCTEMbl, MPUMEHEHHE TPEHAXEPOB peaOUIUTALlMOHHBIX; IJIaBaHbE U
dbusznorepanus).

[Ipu npoBeneHNH peabMINTALIMOHHBIX MEPOIPUATUN HE0O0XOAUMO:

- CcTapaTbCsi BCTPOUTH (PU3MUECKYIO TEpPANUI0 M PEryJIsipHbIe YIPaXXHEHHUsS B IOBCEIHEBHYIO
aKTUBHOCTb peOeHKa, chopMUpOBaTh Ha UX OCHOBE 00pa3 €ro KMU3HH;

- Y4YUTBHIBaTh, YTO JOMUHHUPYIOLUIMM CHMITOMOM Yy J€Teil sBIsSeTcs YCTaloCTh, a 3HAYUT
pacrpenensaTh (GU3NYECKYI0 Harpy3Ky Ha BECh JICHb — "MIOHEMHOT'Y, HO 4acTo";

- uATH "Ha Iar BHepenu" — CTaBUTH IIENIM peaOWIMTAIlMU Ha OJIMKaHIIue HECKOJBKO MECSIICB
BIIEPE]] C YUETOM TEKYIEro CKEJIETHO-MBIIIIEYHOr 0 CTaTyca MalueHTa U MPOTHO3UPYEMbIX YXYAIICHUI;

- B&JKHO, YTOOBI B TOBCEHEBHOM JKU3HU Y peOeHKa OB 3a/1€iCTBOBAHbI BCE CKEJIETHBIE MBIIIILIBI U
HUKaKHe He OCTaBajJIuCh B Oe3eiCTBUM.

Hekoroppie coBeThl IO peadMIMTAIIMK HOCAT OOIIUN XapaKTep, ¥ OHU JOJHKHBI OCYIIECTBIISTHCS
11t Becex nmanueHToB co CMA 5q. Ho, roBops o peabunuranuu namnueHToB co CMA 5q, 6osiee BepHbIM
MOJIXOJIOM SIBJISIETCSl HE paHKMpOBaHUE NalMeHTOB Ha TUIBI 3a0oneBanus (CMA [, CMA 11, CMA 1II), a
paszzaeneHue Ha QyHKIHMOHAIBHBIE KJIACChI (CM. BBILIE):

- nexxaurie (mo3Hss HeaMOyJIaTopHas CTaaus);

- cuasuue (paHHsIs HeaMOyJlaTopHast CTaIus);

- xonsune (aMOyJIaTOpHAsI CTaus).

JlanHas (yHKIMOHAIbHAS KJIACCH(HUKAIMS TMO3BOJISET KOHKPETH3UPOBATh 3aJlayu peaduInTaruu
JUTSL OTIPEICIICHHOT0 TAIMEeHTa C YYETOM €ro BO3MOXKHOCTEH (cM. pasaensl 4.1, 4.2., u 4.3. HUKe)

- Pexomennyetcst ocMOTp (KOHCYNbTaIlMsl) Bpaya Mo jiedeOHON (PU3KyIbType BCeM MalHMeHTaM Cco
CMA 5q anist cocTaBiieHus TJIaHa 3aHATUH 110 JiedeOHol Gu3kybType [92].
YpoBeHb yoenutenbHoCTH pekomeHaanuii C (ypoBeHb I0CTOBEPHOCTH J10KA3aTeNILCTB — )

- Pexomenayercss ocMoTp (KOHCyJbTanus) Bpada-(uznorepaneBra BceM mnamuentam co CMA 5q
JUTsl COCTaBlieHUs T1ana pusuorepanuu [30].
YpoBeHb yoenauTenbHoCTH pekoMenaanuii C (ypoBeHb IOCTOBEPHOCTH J10KA3aTeNILCTB — 5)

- PexomenayroTcst mpoueaypsl Mo agantanuy K yCJIOBUSIM Makpocpeasl BceM marnueHtam co CMA
5Q, IMEIOIIUM JIBUTATEIIbHBIC HAPYIIICHHUS, JIJIs TOBBINICHUS KadecTBa sxu3Hu [20].
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VYpoBeHb yoenutenbHoCTH pekomenaanuii C (ypoBeHb IOCTOBEPHOCTH J10KA3aTeNILCTB — )

KoMMeHTapuu: HeoOXOAMMBbI MEPOINPHUATHS 110 aJanTaldd JoMaimmHed (M Jp. OKpYKarolmewn)
O00CTaHOBKM JJIi OOecleyeHHs] MaKCUMajlbHOM HE3aBHUCHUMOCTH MAllMEHTOB 3a CYeT Oe30MacHOCTU U
JIOCTYITHOCTH BCE€X HEOOXOAUMBIX UM CPE/CTB.

- Pexomennyercs neuebnas Gu3KynbpTypa npu 3a00JeBaHMUIX TepUEePHUIECKON HEPBHOW CHCTEMBI U
cyctaBoB BceM manueHtaM co CMA 5q ¢ nenbio yBenuueHuss oObeMa M aMIUIMTYAbl ABMKEHUH U
npo(QUIaKTHKH pa3BUTHUSI KOHTPAKTYp [92].

VYpoBenb yoenutenbHOCTH pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH JI0Ka3aTeIbCTB — 5)

KomMenTapuu: BaxXHO OOpOTBHCS 3a COXpaHEHHE TeX IBHIKECHUH, KOTOpble ecTh y peOeHKa B
Hacrosuee BpeMs. JUId 3TOro XOpolo HCIONb30BaTh KMHE3UOTEPANEBTUYECKUN UTPOBOM MOAXOM NpU
BOBJICUCHHH peOEHKa B yIpa)KHEHUSI.

- PexomeHnyercst mMaccak TpyJIHOW KIJIETKM MEIUUMHCKUMNA BceM mnanueHtaMm co CMA 5q ¢
pecrupaTOPHBIMU HAPYIICHUSAMH | JIJIs MPOGUIAKTHKH JIETOYHBIX OCIOKHEHHH 1 runoBeHTHsun [30].

YposeHs yoenuTeabHoCTH pekoMenaanuii C (YpoBeHb JOCTOBEPHOCTH JJOKA3aTeIbCTB — 5)

KommenTapun: Maccax HOCHT TEPKYCCHUOHHBIM XapakTep M OCHOBHOM €ro Ieiblo SBJSETCA
JIPEHUPOBAHUE BEPXHUX JIBIXaTENbHBIX MyTed. ExxenHeBHBIE MEPKYCCUOHHBIE MAaCCaXH TPYTHON KIIETKH
(mocTykuBaHUSA/BHOpaMu 1O XOAy pPacHpOCTpaHEHUs TPaxeoOPOHXHAIBHOTO JepeBa OT HIDKHHUX
OTIENIOB JIETKUX K BEPXHUM) COYETAIOT C TMOCTYPaJbHBIM JAPEHAXKOM C IENbI0 OTBEICHHS
CKAIUTMBAIOIIEH CSI MOKPOTBHI.

- Pexomenayercss neueOHas Qu3KyIbTypa Tpu 3a00JEBAHUSX BEPXHUX ABIXATEIBHBIX IyTEH
(KkuHe3uoTepanus TPYAHOM KIETKHM WJIM TMOCTypajbHbIM JpeHax) Bcem mnamueHtaM co CMA 5q ¢
pecnupaTOPHBIMHU HAPYIICHUSMH U IS TPO(PHUIAKTHKH JIETOUHBIX OCJIOXKHEHHH U runoBeHTHsimu [20].

YpoBeHb yoenuTenbHoCTH pekomeHaanuii C (ypoBeHb IOCTOBEPHOCTH J10KA3aTeNILCTB — )

- Pexomennyercs mexaHorepamusi mpu 3a00neBaHUSIX Tepudepudeckoll HEPBHOW CHCTEMBI BCEM
naruerTaM co CMA 5q ¢ menbio yBenuueHUss o0beMa M aMIUTUTYAbl JBIDKEHHH W MPO(UIAKTUKA
pa3BuTHsI KOHTpakTyp [92].

VYpoBenb yoenutenbHOCTH pekoMenaanuii C (ypoBeHb JOCTOBEPHOCTH 10KA3aTEIbCTB — D)

KommeHTapuu: mnanmueHTaM HEOOXOAMMO TPOBEIEHUE pPACTSIKEK, COMPOBOXKIAEMBIX JIETKUM
MaccakeM (pasorpeBaroiee Jeicrsre). MUHUManbHas 4acToTa 3aHSATUM JUIsl PACTSHKKUA M YBETUYEHUS
o0beMa JIBMXKEHUH IS JIeKauyuX MAllMEeHTOB COCTaBIIAeT 3-5 pa3 B HEAEIO, ISl CUASUUX MallueHToB 5-7
pa3 B Henento. JMUTenbHOCTh 3aHsITH 1711 9)(EKTUBHOrO PACTXKEHUS U YBETMUYEHUST 00beMa ABUKEHUS
3aBHCAT OT KOHKPETHBIX MTOTPEOHOCTEH MallenTa, COCTOSHUS CYyCTaBOB U LieJiel peaOuIuTaluH.

- Pexomennyercs nedueOHoe ruiaBaHue B Oacceline BceM mnanueHTam co CMA 5q tunm 2 u 3 ans
obnerdyenus aeuxenuii [93].

VYpoBeHb yoenutenbHoCTH pekomenaanuid C (ypoBeHb IOCTOBEPHOCTH J10Ka3aTeNIbCTB — 4)

KoMMeHTapuu: 3aHATUS IJITABAaHUEM MOJIE3HbI U NPUATHBI nanuentaM co CMA. Bona HeliTpanusyer
JNEMCTBHE CUJIBI T'PaBUTALMM Ha TEJIO peOEHKa, YTO MO3BOJISIET €My MO-APYyroMy IMOYYBCTBOBaTh CBOE
teso. [InaBanue — xoporas aspobHas TpeHupoBka. 910 BapuaHT akTuBHOro JIOK nnsa pedbenka co CMA.
Kpome Toro, mimaBaHue MNOBBIIAET 3MOLUOHANBHBIA (OH gereil. Mertoj He uMeeT aOCOIIOTHBIX
npotuBonokazanuii mpu CMA. Temnepatypa Boasl B Gacceiine monkHa ObiTh 30°-33° (onmTHMasibHBIC
TEeMIIEpaTypHbIE PAMKH JUJII HAWIy4dlIero Meradonu3mMa MbIm). [lepBble HECKOIBKO 3aHITHHA JOJHKHBI
MPOXOAUTH HE TOJIBKO C POIUTENSIMH, HO U C HHCTPYKTOPOM, KOTOpBIH oOyuut poaurteneit. [lepen
KaXKIBIM 3aHSATHEM HEOOXOIMMO OLIEHUTh COMAaTHYECKOe OJaronoiydne pedeHka.

- Pexomennyercs nedeOHas (QU3KYJIbTypa C HCHOIB30BAHHWEM amMapaTOB U TPEHAXKEPOB MPH
3a0oneBaHusAX Tepudeprudeckoil HepBHOW cHCTeMbl BceM manueHTam co CMA 5q s moniepkaHus
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JIBUTATEIIbHOW aKTUBHOCTH M MPO(UIAKTUKH Pa3BUTHS KOHTPaKTyp [92].
VYpoBeHb yoenutenbHoCTH pekomeranuii C (ypoBeHb I0CTOBEPHOCTH J10KA3aTeNILCTB — 5)
KomMenTapuu: ans nexadnx TAIMEHTOB BIIOJIHE MOXET MPUMEHSTHCA TPEHAaXKEP-BEIOCUTIET
(BesoTpeHaxep)

- Pexomennyetcst Bo3zaeiicTBUe JieueOHOW Tpsi3pl0 MpU 3a00J€BaHUSAX IEHTPaIbHON HEpBHOU
CHCTEMbI U TOJIOBHOTO Mo3ra (o30kepuT) mamueHtam co CMA 5q ¢ ¢popmupoBaHHEM KOHTPAKTYp AJIs
YMEHBIIICHHUS CTEMEeHH UX BoipakenHocTH [30].

YpoBeHb yoenuTenbHoCcTH pekomeraanuii C (ypoBeHb IOCTOBEPHOCTH JI0KA3aTENILCTB — 5)

- Pekomennyetcst napaduHoTepanus 3adonaeBaHnii nepudepuyeckoil HEpBHOM CHCTEMbI TAaIlHEHTaM
co CMA 5q ¢ hpopmupoBaHHEM KOHTPAKTYp AJIsl yMEHBIICHHS CTEIICHU BBIPAXKEHHOCTH KOHTpakTyp [30].
YpoBeHb yoenuTenbHoCTH pekomenaanuii C (ypoBeHb TOCTOBEPHOCTH J10KA3aTeILCTB — 5)

- PexomeHnnyeTcst TpeHUpOBKa ¢ OMOJOrMYECKONM OOpaTHOW CBSI3bI0 IO 3JIEKTPOMHUOrpadHUH MpU
3a0o0neBaHusAX Nepupepruueckoll HEpBHOW cHUCTeMbl (MUOCTHUMYJAIMs) nmanueHtaM co CMA 5q s
nojepxanust QyHKIIMOHAIBHBIX BO3MOXKHOCTEH Mty [94].

VYpoBenb yoenutenbHocTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH 10Ka3aTeIbCTB — O)

- Pexomennyercs mexaHoTepanus U poOOOTH3UPOBAaHHAs MeEXaHOTEpamus MpH 3a00JeBaHUSIX
nepudeprueckoil HepBHOI cucTeMbl BceM narueHnTaMm co CMA 5q ansa coxpaneHust oobeMa ABUKECHUN
[20].

YpoBeHb yoenutenbHoCTH pekomeHaanuii C (ypoBeHb I0CTOBEPHOCTH J10KA3aTEeNILCTB — )

KoMMeHTapuu: s jexauyux MalMEeHTOB MOXKET MPUMEHSTHCS TPEHaKephl peaOuIMTAIMOHHBIC
(BesoTpeHaxkep), IS CHASYMX TMAlMEHTOB — HA0Op peadMIMTAllMOHHBIX H3ETUN TpH HapYIIEHUSX
OTOPHO-JIBUTATEIBHOTO ammapara, MeAHaTPUYeCKHd W APYrue TPEHAXEphl peaOuIMTAIlMOHHBIC, IS
XOMSIYUX — BCE BBIMICTIEPEUNCICHHOE IUIIOC JIOpOKKa OeroBasi CTaHJapTHas MeXaHWYecKas WM C
AJEKTPOMUTAHUEM.

- Pexomenayercss HamoXeHHE LUPKYJISIPHOW TUICOBOW MOBs3kM mauueHtaMm co CMA 5q ¢
KOHTPAKTYPaMH B KOJICHHBIX U TOJICHOCTOITHBIX CYCTaBax JJisl yBeJIMUeHUs1 00bema JABmkeHui B Hux [20].

YpoBeHb yoenuTenbHoCTH pekomenaanuii C (ypoBeHb TOCTOBEPHOCTH JI0KA3aTeNILCTB — 5)

KommenTapuu: 0coOeHHOCTH HaJ0KEHUS IMPKYJISIPHOM TUIICOBOM MOBSI3KU Y manueHToB co CMA —
TUIICOBaHHE KOPOTKUMH Kypcamu (Ha 5 1Hel uepes 2 aHs).

- PexoMmeHIylOTCS yCIyrd MO MEAWLMHCKON peadWiIuMTalnuu JeTei ¢ Helpo-OpToleqnuecKon
MaToJIOrHel MeTonaMu JiedeOHoro TeinupoBanus nauueHTam co CMA 5q tum 3 ¢ 1enbio yMeHbIIeHHs
HaArpy3Ku Ha MbIsl [95].

YpoBenb yoenuTenbHoCTH pekomeraanuii C (ypoBeHb TOCTOBEPHOCTH J10KA3aTe/ILCTB — 4)

KommeHnTapuu: naHHas MeToAMKa MOXET ucnosib3oBatbest y gered co CMA. Teiin crnocoben
IPUHUMATh Ha ce0sl 4aCTh HArpy3KHU MBIILIBL, TEM CaMbIM JaTh IIOYYBCTBOBATh MALMEHTY paboTy CBOEH
mpinpsl. [IpeamnouTeHne otTgaeTcss MOHOTEHNMPOBAHUIO (TEHIUPOBAHUIO OJHOM KOHEYHOCTH), YTO
MO3BOJIIET PEOEHKY '"COCpEemoTOUMThCA" Ha KOHEYHOCTH, TOYYBCTBOBATh MBIIICUHBIA TpUTTEP
TEUNUPOBAHHOW KOHEUHOCTH.

4.1. PeaOninranus Jie;kauyux NalueHToB
OCHOBHOE TIOJIOKEHHE ATUX MMAIMEHTOB B JOMAIlIHUX YCIOBHUSX — IMOJIOKEHHE "lexka', KoTopoe

omacHo (HOPMHUPOBAHHEM IPUBBIYHBIX (3aIIOMHUHAIOIIUXCS) MOPOYHBIX YCTAHOBOK KOHEUHOCTEH M HX
CEerMEHTOB BBUAY JICHCTBUS CHJI TPAaBUTAIMM HAa KOHEYHOCTH M OTCYTCTBHS CIIOCOOHOCTH TAIMEHTa K
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AHTUTPaBUTALIMOHHBIM JIBMKCHUSM, a TaKK€ BO3HHMKHOBEHHMEM OCJIOXHEHHH. Tak, xapakrepHas aJis
TaKuX JeTeil (B cuily c1aboCTH MBI -aJIyKTOPOB Oenep) mo3a "Jiexka Ha CIIUHE ¢ TOBEPHYTHIMU HAPYKY
Oenpamu" cnocoOCTByeT HE TOJBKO (OPMHPOBAHUIO TMAPATUTUYECKUX BBIBUXOB Ta300€IPEHHBIX
CYCTaBOB, HO U BO3HUKHOBEHHIO TSDKEJBIX MpoJiexkHeW Ha Oosbliux BepTenax Oenep. OdeHb BakHO B
TOM KOHTEKCTE, YTOObI IOJIO)KEHHE pedeHKa B IOCTEIM U Ha 000 Jpyroil moBepXHOCTH OBLIO
(YHKIIMOHATBHO BBITOJHBIM M MPEAOTBPAIIATIO BOSMOXKHOCTh PEAM3AI[MU TOPOYHBIX YCTAaHOBOK M HX
ocnoxkHeHUM. C 3TOH LIEeNIbI0 MOKA3aHbl 4acTble CMEHBI MOJOXKEHMs Tejla B IOCTENU; MCIOJIb30BaHHUE
HOJPYYHBIX CPEACTB, KOTOPBIE MOTYT JIETKO M3MEHATh CBOIO (OPMY M NPUHUMATh BeC KOHEYHOCTH Ha
cebs, TeM caMbIM HUMHUTHUPYS AaHTUTPaBUTAIIMOHHOE JeHCTBUE (HalmpuMep, MaTpac, HaNOJIHEHHBII
npocoM). CTUMYJSIUS TMOBCEJHEBHOW AaKTUBHOCTU: WIPbl W JApyrue aKTUBHBIC 3aHATHS KakK C
UCIOJb30BAaHUEM CHEIUANBHBIX MPUCTOCOOJIEHUH (HampuMep, o0JerYeHHble UTPYIIKH), Tak U 0e3 Hux
JIOJDKHBI IPUMEHSATBHCS B MAaKCUMaJIbHO BO3MO)KHOM CTETIEHH.

[enu peabunuTanuy aeKaunx NaleHTOB:

- yBenMueHue o0beMa M aMIUIMTY/bl aKTUBHBIX/IIACCUBHBIX JBUKEHUHN B JIOOOM CErMEHTE Teja U
KOHEUHOCTEH

- yJIydllleHUE CTENEeHH KOHTPOJIS TOJIOBBI/ABMKEHUN B TpaHCBEP3aJbHON IJIOCKOCTHU B MOJIOXKEHUU
"nexxa Ha couHe'";

- yJly4dllleHUE pyYHOU MaHUIYJIAUY;

- CO31aHME YCJIOBUH JUUIS pa3BUTHSI U HOPMAJIbHOIO ()YHKIIMOHUPOBAHUSI BHYTPEHHUX OPIaHOB;

- 3aMe/IJICHHE Pa3BUTHUS UCTUHHBIX aTpouil MbIlI U aTpoduii 6e3aeicTus;

- pa3zpaboTKa CycTaBOB U MPOQPUIAKTHKA 00pa30BaHUS KOHTPAKTYD.

4.1.1. HerexHu4eckne MeTOAbI Pea0WINTANNMH JIeKAYUX MANMEHTOB.

- PexoMennyercst ynpakHeHus: JiedeOHOW (UBKYIBTYPHI C HMCIOJIB30BAHMEM IOJABECHBIX CHCTEM
nexaunM nanuenta co CMA 5q ¢ 1enpio yBenuyeHus: 00beMa U aMIUIMTYAbl ABHXKEHUH U POPUIaKTUKH
pas3Butusi KOHTpakTyp [20].

VYpoBenb yoenuTenbHocTH pekomenaanuii C (ypoBeHb TOCTOBEPHOCTH JT0OKA3aTeILCTB — D)

KommeHnTapuu: BO BpeMms 3aHATUN (U3MUECKON Tepamueill ¢ JeKayuMu MalHeHTaMHu YIO0O0HO
WCIOJIb30BaTh PE3WHOBBIC WJIM TPAMUYHBIC JEHTHI JJISl MOABEUIMBAHUS CErMEHTOB KOHEUHOCTed. Takoii
croco0 MOAXOMUT JJIsl MPUMEHEHHUsT KaK Ha BEPXHHX (TJICYM), TaK U HAa HKHUX KOHEYHOCTSX (Oempo-
KOJICHO-ToJIeHb). Hampumep, misi coxpaHeHus (YHKIIMOHAJIBLHOW AKTMBHOCTH BEPXHUX KOHEYHOCTEH
MOXXHO HCIIOJIb30BaTh METOJ YCTPAaHEHHS CHJI TPaBUTAIIMU ITyTeM IIOABEIIMBAHUS TMPOKCUMAIBLHBIX
CErMEHTOB BEPXHUX KOHEYHOCTEH Ha JIGHTAaX, TEM CaMbIM OOECIICUYMB BO3MOYKHOCThH JBHIKCHUW BCei
BEPXHEU KOHEYHOCTU U, KPOME TOr'0, 3TUM JIONOJIHUTh AUATHOCTUYECKUHN MOUCK "paboTarommx" MBI B
rIyOOKO MapeTUYHOM CErMEHTE BEpXHEW KOHEUHOCTH (TaK, MOABEUICHHBIM Ha JICHTE IJICUOM PEeOEHOK
MOJKET JBUTaTh, HAPUMeEpP, B TPaHCBEP3aIbHON/PPOHTATIBHON TUIOCKOCTAX, YTO IMOMOTaeT OOHAPYKHUTh
">KUBbIC" MOPIIMU MBIIIII, YaCTO Ha IJIeYe 3TO MOPLUUH IETbTOBUIHBIX MBIIIIT). DTOT K€ CIOCO0 moMoraer
o0ecreynTs UIpy WJIM MaHUMYJSIHWI PYKOW (Hampumep, s kecta "ykaspiBaHus" TNpu paboTe ¢
KapTOYKaMHu).

- Pexomennyercs: npoBenenue nanueHtam ¢ CMA 5q MeIuKO-JIOTONneIn4ecKoi mpoleayphl npu
nucdarusx, Koropas OyaeT MOJe3HOH A MalueHTOB Bcex kiuHudeckux TurnoB CMA I-III (TexHuku
JIOTOTIEIMY€CKOI'0 MacCaXka; yIpa)KHEHUsI, KOTOPhIE MOMOTAal0T 3aJ€iCTBOBATh U TPEHUPOBATH MBIIIIIBI
JKEBAHHSA U TJIOTAHHUS, B TOM YHCJIE€ TEXHHKH C BO3MOXKHOCTBIO MCIIOJIb30BAHHMS JIOIOIICAUYCCKUX 30H/0B;
BKJIIOYAsi OOy4YEHHE TOCTYpajbHBIM TEXHHKaM, OOJIETYarOIIMM TJOTaHUE, JHI] MO YXOAY) C IEJbIO
TPEHUPOBOK JKEBATENLHBIX M TJIOTATEIHHBIX MBI, COXpaHEHUe/ynydiieHne (QyHKIUH W JKeBaHUS U
TJIOTaHMSI, TPEIOTBPAIICHUS/TTIPOPIIAKTUKN YEITIOCTHBIX KOHTPAKTyp, TPEHUPOBKU cHibl mpukyca [ 20,
126, 128, 129].

VpoBens yoenutensHOCTH pekomennanuii C (ypoBeHb JOCTOBEPHOCTH JOKA3aTeIbCTB — 4)
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- Pexomenayercs: npoBenenue nanueHtamM ¢ CMA 5q MeAMKO-JIOroneanyeckoil Mpoueaypsl ¢
UCIOJb30BAaHUEM HMHTEPAKTUBHBIX WH(MOPMAIMOHHBIX TEXHOJOTUHN (MPUMEHSETCS NpU 3aHATHAX IO
YIYYIICHHIO aPTUKYJIISIMN ¥ KOPPEKIIUU PEUEBBIX HAPYIICHHUA, MOXKET HCIIOJIb30BATHCS ITPU TPOBEIACHUH
APTUKYJSIIIMOHHOW TMMHACTUKH) — B TOM YHUCJIE, KaK BapUAHTHl METOJAWK IPU WHTETPAIMH C MEIUKO-
JIOTOTEIMYECKOM Tpoueaypor mpu aucharusix (B KauecTBE BO3JCUCTBUS Ha €IWHBIA aHATOMO-
duznonornyeckuii  cyocTpar) ¢ LETbl0 TPEHHPOBOK JKEBATENBHBIX M TJOTATENbHBIX  MBIIIIII,
coXpaHeHUue/ylydiieHrne QyHKINA U )KeBaHUS U TTIOTAHUs, IPEIOTBPAIICHU S/ TIPOPHITAKTUKH YEITFO CTHBIX
KOHTPAKTYp, TPEHUPOBKH cuJibl nprkyca [20, 126, 128, 129].

VYpoBenb yoenuTenbHoCcTH pekomenaanuii C (ypoBeHb TOCTOBEPHOCTH JTOKA3aTeILCTB — D)

- Pexomennyercs: mnpoBeaenue mnanueHtamMm ¢ CMA 59 MeIWIMHCKOrO Maccaxka JIMIa,
MEIMIMHCKOIO Maccaka IIed C IeNbl0 TPEHHPOBOK JKEBATEIbHBIX M TJIOTATEIbHBIX MBI,
coXpaHeHue/ynyulieHne QyHKIUHA 1 *KeBaHUs U TJI0TaHUs, MPEAOTBPAIICHUS/TPOPHUIAKTUKH UETH0CTHBIX
KOHTPAKTyp, TPEHUPOBKH cuJibl pukyca [20, 126, 128, 129].

YpoBeHb yoenutenbHOCTH pekomenaanuii C (ypoBeHb TOCTOBEPHOCTH J10Ka3aTe/ILCTB — 4)

KommenTapuu: ansg nanuentoB ¢ CMA xapakTepHbl HapylLleHUs 0ynb0apHbIX (QyHKIUN, KOTOpbIE
UMEIOT €IUHYI0 INPUPOAY, HO, MOXHO CKa3aTb, Pa3BUBAIOTCA IO JBYM OCHOBHBIM MEXaHU3MaM —
MEXaHUYECKOMY M opodapuHreansHoMy. Tak, Mo MHOTOYMCIECHHBIM HaOmoaeHusIM, 601pHBIM ¢ CMA
Bcex KauHUYeckuX TUmoB I-III (B Oomblneid MM MEHBIIEH CTEEHHM COOTBETCTBEHHO) CBOWCTBCHHBI:
YMEHbIIEHHE BO3MOXXKHOCTH PACKpHITHUS pTa U (OPMUpPOBAHUE PUTHAHOCTH UETIOCTH (CHIKEHHE
CIOCOOHOCTH K IIMPOKOMY/JAOCTATOYHOMY PACKPBITHIO POTOBOI'O OTBEpCTUs, OOecreuruBacMoMy
JBUKCHUEM HUXKHEW YeIIOCTH), TPYAHOCTH INpPU IEPEMELICHUM IHIIEBOr0 KOMKa B IOJOCTH pTa,
CIIO)KHOCTH JK€BaHHs M ObICTpass YTOMJIIEMOCTH >KEBaTEJIbHOM MYCKYJNATypbl, IIJIOXO€ KauyecTBO
3BYKOHM3BIICUCHHUS IIPH PEUEBON MPOAYKIHUH, TIPOOIEMBI TTIOTAHHUS.

Takum 00pa3oM, TpU BBHIIIEU3IIOKEHHBIE PEKOMEHIAIUHU, 00bEIUHIEMbIE TAaHHBIM KOMMEHTapueM,
Opd paHHEM BBEJEGHMM B WHAMBHIYaJbHYI0 pEaOWIMTALMOHHYIO TIPOrpaMMy MOTYT TIOMOYb
IPOTUBOCTOSITh IMEPEUNCICHHBIM HM3MEHEHHUsIM, JHOO YIy4IIUTh HCXOAHBIE IMOKa3aTeld M KayecTBO
YKU3HU MAIlMeHTOB (HallpuMep, P TOCTHKEHUH BO3MOXKHOCTH OoJiee KoM(pOPTHOT0 IpUeMa MUIIH Yepes3
pOT) — IpU YK€ UMEIOIIMUXCS OTKJIOHEHMSX (KaK IMpH BhIOOpEe KOHKPETHBIX METOAMK, TaK U, 4yTo Ooisee
IPUOPUTETHO, ITPU UX KOMOMHUPOBAHUYU B MHIUBUYaJbHON peaOUINTALIMOHHON POrpaMMe MallUEHTa).
Bo3MOXXHO Takxke JOMOJHEHUE JaHHBIX METOJUK (PU3HOTEepaneBTUIECKUMH METOAAMU (MUOCTUMYJISLINS)
Y TEUNIHPOBAHUEM (CM. BBIIIIE).

- Pexomennyercs nposenenue BceM mnanumeHtam ¢ CMA 5q oOmiero maccaka MeEIMIIMHCKOTO,
MEAMIIMHCKOIO0 Maccaka BEPXHUX M HUKHUX KOHEYHOCTEW, MEIUIIMHCKOTO Macca)ka CHOUHBI C IEJbI0
YIYUYLIEHUs] COCTOSHUS MBIIIEYHOTr'0 ammapara W JJjsi NpOQUIAKTUKA Pa3BUTHUS HEHPOOPTONEaNY eCKIX
npodisiem [20, 126, 127].

VYpoBeHb yoenutenbHoCcTH pekomenaanuid C (ypoBeHb IOCTOBEPHOCTH J10Ka3aTeNIbCTB — 4)

KommeHTapuu: ¢ TOYKHM 3peHus peaOMIMTAlMOHHOIO moaxoaa K manueHtam ¢ CMA, maccax,
BEPOSITHO, HE JOJDKEH CIOCOOCTBOBAaTh KaTaOOIMYECKOMY BO3JEHCTBHIO HAa MBIIIBI (IIO3TOMY HE
HOJpa3yMeBAETCs €ro Ype3MepHas Cujia BO3ACHCTBUS, — HO pa3yMHasl, coueTarolasl TO BO3AelCTBUE Ha
MBIy, IPU KOTOPOM M HE BO3HMKAaeT €€ YTOMJIEHHs, U JOCTUraeTcsi Heobxonumoe "BkiaroueHue'"
MBIIIIBI, "paboTa" MBIMIIBI, — YTO KOHTPOJHUPYETCS BPaduoM IO MEAMIIMHCKON peabumuTanuu). Maccax
crocobeH 00eCeyuTh KaKk CTUMYIHPYIOIIee, TaK U pacciadIisioliee BO3ICCTBUE Ha MBIIIIIBI (B CBSI3U C
4eM MOXKET MPHUMEHSThCS JJIS peaju3alliil MPOTHBOMOIOKHBIX 3a71a4, — HAMpPUMEpP, B 3aBUCUMOCTH OT
BbICTpalBaHUs peaOMINTALIMOHHBIX MPOLEAYp B TEUEHUE JIHS, WIN IpU HEOOXOAUMOCTH, JJIsl OKa3aHMUs,
00e300MBa0IIero/pacciadIstonero 1eHCTBUS Mociae NHTEHCUBHON ¢(u3ndeckoit Teparun/JIOK u mp.).
Maccax crnocoOCTByeT YJIy4IIEHHI0O KPOBOCHAOXEHHS M MUTAHUS MBILIEUYHOrO amrapaTa, pa3orpeBy
MBIIII, PACTSDKEHUIO MBIIIEYHBIX BOJOKOH, CTUMYJISIIIMH MPONPUOPELENTOPOB MBIIIEUHOI O MOJIs
(cermeHTapHas WHHepBalus). B o0meM anbsHCE METOIMK Maccak, Hapsaay ¢ QU3NIECKOU
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tepanueit/JIOK, momoraer B JOCTHIKEHUU 3a/1a4d U IeNed peaOuauTanuu nanueHToB. OnHa U3 BaKHBIX
3aj1a4 NPUMEHEHHMS Maccaxka y manueHToB ¢ CMA (coBMecTHas 3ajada ¢ METOIMKAMHU (U3MYE CKOU
tepanun/JIOK) — moMoub marueHTy Hay4YuThCS MOJIb30BATHCS CBOMMH MBIIIIIAMH, HAYYUTHCS OIIYIIATh
paboTy KOHKPETHBIX MBIIII/TPYII MBI B OMPEAEIECHHOM JBUTAaTEILHOM aKTe, HAYYUTHCS "BKIIOYATH"
B pabOTy MUMEHHO T€ MBIIIIIbI, KOTOPbIE HEOOXOAUMBI JJIS Peau3alii KOHKPETHOTO ABUTATEIILHOTO aKTa
(0COOEHHO aKTyambHBIM M TOKA3aTENbHBIM JTO CTAHOBHUTCS Yy IMAIMEHTOB Ha TEPANHH, KOTJa BHJIHBI
MOJIOKUTEJIbHBIE W3MEHEHUS CO CTOPOHBI MBI, W JJS TalMeHTa CTaHOBUTCS BO3MOXKHBIM H
HEOOXOAMMBIM TOCTUTaTh HOBBIE MOTOpPHBIE HAaBBIKM, — UTO, OE3YyCIOBHO, KOpPpEIUPYyeT C
(orpaHMYMBAETCS) BHIPAXKEHHOCTBIO HEWPOOPTONEAnIecKOro cuuapoma) [126, 127].

4.1.2. Texunueckne Metoabl/cpeacrsa peabunuranun (TCP) gexaunx
MAIMEeHTOB.

J1st mocTuKEeHUsl MOCTaBJICHHBIX I[ee peaOuiMTallud HMCIOJIb3YETCsA CTporas MpPUBEPKEHHOCTh
MPUHITUIIAM TIOCTYPAJILHOTO MEHEHKMEHTa, KOTOPBIA BKIIIOYAET B C€0sl MPaBWIbHOE MMO3UIIMOHHPOBAHNE
(B monoskeHuu "cTos" — BEpPTUKAIM3ALNA, TaK)Ke MpeObIBaHNEe B T€YEHHUE JAHS B MPABUIHLHOM MOJIOKEHUN
"cuas'") U OpTe3UpPOBAHUE TYJOBUIIA U KOHEUHOCTEH.

- Pexomennyercsi BepTukanu3anus Jiekaunx nanueHToB co CMA 5q ¢ uenbio npoduiIakTUKu
OPTONEIUYECKUX OCIOKHEHUH OCHOBHOTO 3a00JICBaHUSI W CO3JaHUS (PU3UOJIOTMUYECKHX YCIOBHH JJIst
HOPMaJIbHOTO pa3BUTHS U (DYHKIIMOHHPOBAHUsS BHYTpeHHHX opraHoB [20].

YpoBenb yoenuTenbHoCcTH pekomenaanuii C (ypoBeHb TOCTOBEPHOCTH J[0OKA3aTeILCTB — )

KomMmeHTapuu: BepTHKaIM3aIs MalMeHTa B ONIOPE JUIL CTOSHHS He00X0[uMa CyMMapHO He MeHee
1 gaca B JC€HBb B 3aBUCHUMOCTU OT BO3MOXKHOCTEHN p€6CHKa. I[J'ISI ManMuEHTOB, KOTOPBIC HUKOrJa HE MOI'JIA
CHJICTh, MOXKET OBITh MTOKA3aHa BEPTHKAIM3alMs, HAUWHasI ¢ Bo3pacTta 14 MecsIies.

- PexomMenayercss peaOMIMTAllMOHHBIE W AJaNTHPOBAHHBIC IJISI WHBAIUAOB U3Jenus (3aaHe-
OTIOPHBIE OMOPHI JIJISI CTOSIHUSI C BO3MOXKHOCTBIO HakyioHa oT 90° 1o 180°), nexaunm nanuedta co CMA
5q st 6€30macHOro U KOM(GOPTHOTO pa3MeIleHHs U BepTHKaIu3anuu pedenka) [96].

VYpoBeHb yoenuTenbHoCTH pekomenaanuii C (ypoBeHb TOCTOBEPHOCTH JI0KA3aTeNILCTB — 4).

KoMMeHTapuu: omopsl it CTOSHUS JIOJDKHBI WMETh  (DYHKIIMOHAJBHBIA  MOJTOJIOBHUK,
oOecreynBarONMii OOKOBYI0 M TIEPEAHE3aJHION CTAOWIM3AIMI0 TOJOBBI W HE OTrPaHUYMBAIOLIUI
BO3MO)XHOCTH JIBMDKEHHS TOJIOBOM; (PUKCATOPHI KOpIyca Ha ypOBHE TPYIU M Ta3a; (GUKCATOPHI HUKHUX
KOHEYHOCTE Ha YPOBHE HWXHUX Tpered Oelep M KOJEHHBIX CYCTAaBOB; MOJACTAaBKY IJsI CTON C
PEryJIUPOBKOM IO YIJIy HAKJIOHA; MPUCTABHOW CTONMK. HeManoBaKHBIM ISl JIeXKA4YMX MAI[MSeHTOB
ABJIIETCS. BO3MOXKHOCTh BEpPTHKAIM3AllMM B ONOpE AJI CTOSHHUS B IIOJIOKEHUHU 'pa3BeneHHbIX Oexnep"
(momonHUTENbHAS (YHKIUS Yy OHOp JUIsl CTOSHHUSA), YTO TOBBIIIAET KOHTPYIHTHOCTb CYCTaBHBIX
MOBEPXHOCTEH, CrnocoOCTBYeT (OPMHUPOBAHUIO Ta300€APEHHBIX CYCTaBOB, MNPOQHIAKTUKE BBIBUXOB
Ta300€PEHHBIX CyCTAaBOB.

- PexomeHayroTCcsi opTe3bl AJisi KOHEYHOCTEH M TYJOBMINA, a TaKKe CIEUUAIU3UPOBAHHbIE U
aJanTUPOBAHHbIE [JIs WHBAJIHMJIOB MPHUCIOCOONCHHUS IS MO3UIMOHHPOBAHHS (CUCTEMBI  JUIS
OPTOCTATHUECKOW TMOJJEPKKH, BKIIOYAIONIME B ce€0s BajdvKd, (POPMOBAHHBIC MOIYIIKH Pa3TUIHON
JKECTKOCTH ¥ KOH(HTypaluu, WrPYHIIKH) JekaduMm nanueHtaMm co CMA 5q ¢ menbo mnpugaHus
MPUIOTHATOTO0, (PYHKIIMOHATIHLHOTO TOJIOKEHUSI ¢ HEOOXOAuMOM (puKcanuei TYJIOBHINA U TOIIEPIKKOM
TOJIOBBI M JIJIsI TOO Y KICHUST peOCHKA K JIBUTATEIIbHON akTUBHOCTH [96].

YpoBeHb yoenuTenbHoCcTH pekomenaanuii C (ypoBeHb IOCTOBEPHOCTH J10Ka3aTeNNbCTB — 4)

KoMMeHTapuu: opTe3bl MPEACTaBISIOT CcOO0OM  TEXHHMYECKHE CpeAcTBa  peabMIIMTalNM,
WCIOJIb3yEeMbI€ JIJII H3MEHEHUS CTPYKTYPHBIX M (PYHKIIMOHAIBHBIX XapaKTEPUCTHK HEPBHO-MBIIIICYHON U
CKETIETHBIX CHCTEM U 00ECIIEUYMBAIONINE, B 3aBUCUMOCTH OT MEIUIIMHCKUX MOKa3aHUH, OPTOME JUICCKYIO
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KOPPEKIUIO, pa3rpy3Ky, (GUKCAlUio, aKTUBMU3AIMIO ABUTATeNbHbIX (yHkumit. CymmapHoe BpeMms
HaxoXJAeHusi B opre3ax A0 8-12 yacoB B JeHb. MUHUManbHas 4acTOTa MPUMEHEHUS OPTE30B JJIA
Jexauux NalueHToB — 5 pa3 B Hexemo. Dukcanus rpyAHON KIETKU peKOMEHIYyeTcs AJis CTaOuIn3aluu
MOJIOKEHUS, TPOPUIAKTUKA CKOJIM03a W JUJII CTUMYJSAIHUH (DYHKIIMOHAIBbHOW akTUBHOCTH. Duxcanus
HIEM 4acTO MCHOJb3YETCS IS MOAJIEPKKH TOJIOBBI JJIsi MUHUMHU3ALUKM PUCKA YAYUIbS B BEPTUKAIBHOM
MOJIOKEHUH, TaK KaK (DYHKIIHSI KOHTPOJIS TOJIOBBI YACTO OTCYTCTBYET HIIA OClIabJieHa.

- PexoMmeHIyrOTCS Kpecia-KOJSICKM C PYYHBIM IPUBOAOM C JIOMOJHUTEILHOW (QHKcauei
(ToIep>KKOM ) TOJIOBEI M Tena, B ToM uucie s 6orpHbIX LI, mporynounsie (11 MHBAIHIOB U JETElH -
WHBAJIUIOB) CHASIMM U JiekauuM naiperntaMm co CMA 5q nist obecrnieuenus oo1eit moduiapaocTu [96].

YpoBeHb yoenuTenbHoCTH pekomeHaanuii C (ypoBeHb TOCTOBEPHOCTH J10KA3aTe/IbCTB — 4)

KomMenTapuu: 17151 MOOMIIBHOCTH M TPAHCIIOPTHPOBKH HEOOXOIMMO U CITOTB30BATh Kpeciia -KOJISICKU
C PYYHBIM TMPHUBOJOM C JIOMOJHUTEIHHON (uKcaruer (Moaaep)KKoil) TOJIOBbI M Tejia, KOMHATHBIC
MPOTYJIOUHBIE M KPECIa-KOJSICKH C JIOMOJIHUTENIbHON (uKkcanueil (MoAaepKKOoi) TOJOBBI U Tela C
aneKTporpuBoAoM. OHM H3rOTABIMBAIOTCS MHAMBUIYAIBHO MO O0BEMHON TPEXMEPHOW MOJENH 3aJIHen
MOBEPXHOCTH TeJa, 3TO — JIOKEMEHTHl, YCTAaHOBJICHHbIE Ha KOJECHYI 0a3y Kpecia-KOoIsICKU
COOTBETCTBYIOIIETO pa3Mepa U HazHadueHus. [Ipu mogbope Kpecia-KoasacKu U PyHKIIMOHAIBHOTO Kpeciia
CHEIMATMCT JOJDKEH YYeCTh HEOOXOJUMOCTh JIONMOJHUTEIBHBIX JJIEMEHTOB [UIS  TOAJCPKAHUS
PEKOMEHIYEeMOM MO03bl M BHECTH TO B pEeKOMEHAAIMH 10 u3nenuro. Ciaenyer yoenuTbCsi B MAKCUMaJIbHOM
(GYHKIIMOHATIPHOW HE3aBUCUMOCTH ¥ KOM(OPTHOCTH NTpeOBIBAHUS B KPECyie-KOJsCKE.

- Pexomennyercs npeObiBaHKMe B mosioxkeHuH "cuas" yexaduMm nanueHta co CMA 5q ¢ menbio
NpO(GUIAKTHKY OPTONEINYECKUX OCIOKHEHUH OCHOBHOT'O 3a00JI€BAaHUS U CO3JaHUSI (PU3UOTOTUYECKUX
YCJIOBHIA JJIsl HOPMAJIbHOT'O Pa3BUTHs U (PyHKIIMOHUPOBAHMUS BHYTPeHHHX opranos [20].

YpoBenb yoenuTenbHoCTH pekomenaanuii C (ypoBeHb TOCTOBEPHOCTH J[0KA3aTeIbCTB — 5)

KommenTapuu: ayis npeObIBaHMs B MOJOXKEHUHU "CUAS" MCHONB3YIOTCS OMOPHI AN CUACHUS WM
Kpeclia-KOJISICKM KOMHATHBIE C JOIMOJIHUTENBbHON (ukcanuelt (moaaepXKoil) ronoBel u Tena. Takxke
nonokeHue "cunag'" B TEUEHHE IHS JOCTUTAeTcs NpeObIBAHMEM B MPOTYIOYHOM Kpecie-KOJsICKE.
CujeHne B TEXHMUYECKOM CPEICTBE JODKHO IPOBOJUTCS B TYTOpPax Ha TOJIEHOCTOIHBIE CYCTaBBI.
[TpeOriBaHMe B MpaBUIBHOM IOJOXKEHUH "CHUIA" MOKa3aHO CyMMapHO A0 6 4acoB B JieHb. B kadecTBe
JOTIOJIHUTENbHBIX  (QYHKIMS B CpeacTBE I CUACHUA JOJDKHBI BBICTYHaTh: (YHKIMOHAIbHBIN
MOJATOJOBHUK (MO0 TMO3MIIMOHUPOBAHUE TOJIOBBI € MOMOIIBI0 mernu [nmccona), obOecreynBaromunii
OOKOBYIO M TIepeIHEe3aHIOI0 CTA0MIN3aIMIO TOJIOBEl M HE OrPAaHUYMBAIONINA BOSMOXHOCTH JIBUKECHUS
rOJIOBOM; CHJIEHbE C PETYIMPYEMbIMH INTyOUHOH, HIMPUHOW U YoM HakjIoHa. KOHCTpyKTUBHO cujieHue
pas3zeneHo Ha Ta30BYIO U OepEeHHBIE YaCTH, YTO MO3BOJISIET MAKCUMAJIBHO IOJIHO PellaTh UMEIOLIUECS Y
pebenka mpobsieMbl ¢ OaJaHCOM U CHMMETpPHUEH, BBI3BAHHBIE BTOPUYHBIMH OpPTONEIUYECKHUMHU
OCTIOKHEHHMsIMH. Perynmupyemasi mo BBICOTE€ M YIJIy HAaKJIOHAa CIUHKA; (QUKCATOp TyJOBUIIA (KUIIET),
NPEIOXPAaHUTENBHbBIM Ta30BBIM MOSAC, PEryJIUpPyEMbl€ IOJJIOKOTHUKH; pa3deibHbIE, DPETyIUpyeMble
MOJHOXKHU ¢ (PUKCATOPaMU CTOIT; TPUCTABHOM CTOJMK; MPOTUBOMPOJICKHEBAS MTOTYIIKA.

- PexomeH1yeTcst HCMONb30BaHUE OpTe3a TyJoBHIIA ((YHKIIMOHATBLHO-KOPPUTHUPYIOIIEro KOPCETa),
M3TOTOBJICHHOTO I pe0eHKa MHAMBHUAYAIbHO IO CJIENKY C HCIOJIb30BAHUEM BBITSKEHUS IMeETIeH
['miccona 3a rojoBy WM B TOPU30HTAJIBHOM IOJOXKEHHHM C yCTpaHEeHUueM JedopManuil jexadyum
nauenta co CMA 5q B MOJOXKEHUHM CHAS C LEJIbI0 MPEmsTCTBUS 00pa30BaHUIO CKOJHMOTHYECKOU
nedopmaruu mo3sonounuka [20].

YpoBeHb yoenutenbHoCTH pekomeHaanuii C (ypoBeHb IOCTOBEPHOCTH J10KA3aTeNILCTB — )

KommenTapuu: kopcer ansa namueHToB co CMA ucnonb3yetcs (pyHKIHOHAIEHO-KOPPUTHP YO LIHIA
c omopod Ha Ta3", COXpaHSIOUMH OajJlaHC TO3BOHOYHOIO CTOJI0A, IPEIOTBPAIIAFOIIHI
KOJIOK0JI000pa3Hyto edopManuio TpyJHON KIETKH U HE HapyLIaromMi (YHKIIMIO BHEIIHEro JbIXaHUS.
Bo3moxkHo, motpeOyeTcst "OKHO A JbIXaHUS" U OTBEPCTHE JUIsl TacTPOCTOMBI (MIPU €€ HaJIUYUH).

"
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Cy'MMapHOC BpPEMS HAXOXKIACHUA B KOPCECTEC BO3MOXKHO J10 6-8 gacoB B JACHb.

- PexomeHnnyeTcs exelHEBHOE MCIOIb30BAHUE OPTE30B Ha HIKHUE KOHEYHOCTH, M3TOTOBJIEHHBIX
UH/IMBUYaIbHO (HapuMep, TyTOPbI Ha T'OJICHOCTONHbIE CYCTaBbl — JUIsl CUJIEHHs], TYTOPBI HA BCIO HOTY —
JUIs CHA) JiekauuM nanreHTa co CMA 5q mis npegoTBpaiieHus U 3aMejieHus mpoiiecca o0pa3oBaHus
KOHTPAKTYp CyCTaBOB KOoHeuHocTel [96].

VYpoBenb yoenutenbHOCTH pekoMenaanuii C (ypoBeHb JOCTOBEPHOCTH 10KA3aTEIbCTB — 4)

4.2. PeaOuauranuga CUMAAYUX NANMEHTOB

JUid cus9uX MaleHToB BaXKHO KaK COOJIIOJIEHUE NPUHIIUIA JO3UPOBaHUS (PU3MUECKON HArpys3KH,
TaK ¥ IPUHIUIA BHEAPEHNUS (Pu3ndecKkol Tepanuu B 00pa3 )KU3HU peOeHKa.

OznHO U3 BeoylIMX M JIOOMMBIX MOJOXKEHUN TaKuX JeTed — MnosoxeHue "cuis", KoTopoe B CHILy
OCHOBHOI'O CUMIITOMA 3a00J1eBaHus (CIa00CTH CKEJIETHBIX MBIIIIL), HECIOCOOHOCTH K CAaMOCTOSTEIbHOMY
W3MCHEHHUIO TIOJIOKEHHUSI TeNa/mo3bl  (MepeMexaTbCsl B IMOJIOKEHHH "cuas'") W MOTrpenIHOCTIX
IOCTYPaJIbHOI'O ~ KOHTPOJS  CIOCOOHO  (OpMHpPOBATh HECUMMETPUUYHBIM HATTepH MOCaAKH ¢
HEpaBHOMEPHBIM paclipe/ieJIeHMEM OIIOPbl Ha KOCTU Ta3a (CIpaBa/ciieBa) ¢ IEPEKOCOM Ta3a (HaJTa30BOro
3a CYET CKOJMO3a TIeHe3a) U OBICTPO IPOBOLMPOBATH Pa3BUTUE CKOJIMOTHYECKOM aedopmanuu
NO3BOHOYHMKA. B CBsi3u ¢ 3TUM 0co0oe BHMMaHUE JOJDKHO MPUAABATHCS CUMMETPUYHOMY Pa3BUTHIO
TEJIOCI0AKEHHS TAllMEHTOB U PaBUIILHOMY MO3UIIMOHUPOBAHUIO.

Ienu peaOunuTanuy CUASIUX MALUEHTOB!

- TIOBBIIIEHNE MOOMIIBHOCTH TTALIUEHTOB,;

- 3aMelJIeHHE MPOTrpecCUpPOBAaHUS MBIIIEYHON cnabocTu, nmoTepu (yHKUMU U (HOpMHUpOBAHUS
aTpoduii 6e3eiicTBus;

- yJIy4dllleHUE PyYHOU MaHUITYJISLUH;

- CO3JIaHUe YCIIOBUHU /JIS1 pa3BUTHS U HOPMAJIBHOTO ()YHKIIMOHUPOBAHUS BHYTPEHHUX OPraHOB;

- pa3zpaboTKa CycTaBOB U MPOPUIAKTHKA 00pa30BaHUS KOHTPAKTYD;

- (hopMHUpOBaHME U MTOAJCP)KAHUE CUMMETPHUYHOCTH T1O3bI;

- IpenynpexaeHue CKOIMOTHYECKOH TedopmMany MO3BOHOYHUKA U ITepeKoca Tasa;

- 00yueHre OBITOBBIM HaBbIKaM M HaBBIKAM CaMOOOCITYKUBaHHUS B CpeJie.

- Oco0oe 3HayeHHne B GU3NYECKON Tepanuu ynaensercss (GOpMUPOBAHUIO CUMMETPUYHOCTH MO3bI U
MUHUMH3ALNN PA3TH4YUi B Pa3BUTOCTU M (PYHKIIMHM MEXY MPABbIMHU U JIEBBIMU KOHEUHOCTSIMH.

- PexoMeH1yeTcsl NCIOIb30BaHNE CIEUATIN3UPOBAHHBIX OPTE30B — OPTONEANUECKHUX aNapaToB Ha
HIDKHHE KOHEUHOCTU M TYJOBHUIIE cuAsuuM nanueHntaM co CMA 5q 6e3 KOHTpakTyp AJsl MOAIepsKaHus
BEPTUKAJILHOM MO3bI U CHOCOOHOCTH K IMEPEIBIKEHUIO C MOMOIIBI0 CPECTB JOMOJHUTEIBHON OMOpHI
[20].

YpoBenb yoenutenbHoCcTH pekomenaanuii C (ypoBeHb TOCTOBEPHOCTH JTOKA3aTeILCTB — )

KommeHnTapuu: annapaTt CKOHCTPYHMPOBaH CIIELUAIbHO JJIsl HAL[MEHTOB C BSUIBIM HapajuyioM, CHUIION
MBIIII] HKHUX KOHEUHOCTel MeHee 2-X 6annoB. OcoOEHHOCThIO TaHHOTO OPTe3a SIBIAETCS BO3MOKHOCTh
MEXaHUYECKH AaCCHCTUPOBATh YCUJIMSAM peOeHKa, B3aUMHO IepeMelias HIKHUE KOHEYHOCTH, B
CUMMETpU4HON mo3e. Takoil amnmapaT MMO3BOJISIET HAaXOJUThCS B BEPTUKAJIBHOM IOJIOXKEHUU U
nepeMenaTbcs ¢ ONOPoil Ha XOAYHKU O€3 MOAJEPKKH pOIUTENeH, IPU JOCTaTOUHOM cujie B pykax. OTa
BO3MOXKHOCTb HMMEET OTrPOMHOE BIHMSHME Ha (GopMHpOBaHHE peOEHKAa KaK HE3aBUCUMOM JIMYHOCTH,
o0najaronieil BO3MOXKHOCTBIO K MPSMOCTOSHUIO U MEPEMEILIEHUI0 B 3TOM MONOXKEeHUH. BepTukanbHas
1032 HE MO3BOJIUT Pa3BUBATHCS 3aCTOWHBIM SIBIICHUSIM B JIETKUX, UTO CHU3UT PUCK PAa3BUTHUS OCIOKHEHUN
npu OPBU, ynyuymmT maccak mo KeayJOYHO-KHIIEYHOMY TpPaKTy M MOYEBBIICIUTEIBLHOM CHCTEME.
OceBast Harpy3ka Ha CKeJeT MPEJOTBPATUT Pa3BUTHE OCTEONMOpPO3a M BTOPUUHBIX AedopManuii KocTel u
CyCTaBOB.
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[IpeObiBaHKE B CTOSYEM IOJOKEHUHU JODKHO TMoompsaThes. [loaaepkuBaeMoe MONOKEHUE CTOS
JIOJDKHO COCTaBJIAThH 10 60 MUHYT, a MUHMMaJIbHAsl 4YacToTa — 3-5 pa3 B HEJCI0, ONTHMalIbHAst 5-7 pa3 B
HEJEITIO.

- Pexomenayrorcs opTe3bl TYJOBHIIA — KOPCEThl (YHKIMOHAJIBHO KOppUrHpyroume (rpyao-
noscHUYHO-KpecToBble — Tuna TSLO) cuasunm manuentam co CMA 5q i yaydIIeHUsT OCaHKH U
JBUraTeNbHBIX QyHKIUi [96].

VYpoBenb yoenuTenbHoCcTH pekomenaanuii C (ypoBeHb TOCTOBEPHOCTH JT0KA3aTe/ILCTB — 4)

KommeHTapuu: craTudeckue, AMHAMHYECKHE W (PYHKIHMOHAIBHBIE OPTE3bl HCIONB3YIOTCS IS
W3MEHEHHS TOJIOKEHUSI W TepeBOJa B BEPTUKAJIbHOE IMOJOXKEHHE MalueHToB. JlJisi BepTHKaIU3aluu
BO3MOYKHO HCIIOJIb30BAaTh KPECIO-KOISACKY C 3JEKTPONPUBOAOM C BO3MOKHOCTBIO IIEPEBO/A MALIUEHTA B
nonoxkenue "cros". IlpucnocoOneHus Mg TOANEPKKH B BEPTUKAIBHOM TTOJIOKEHUH BaXKHBI TSI
oOJieryeHuss pacTSHKKM HIDKHMX KOHEYHOCTEH, a TakXke Ui YIYYIIeHHS (QYHKIUH OpraHu3Ma Hu
03/I0pPOBJICHHSI KOCTHOW TKaHH, AJi1 00eCreueHus] BEPTUKAIBLHOTO MOJIOKEHUS M YIYUIIECHHS MOJI0KEHUS
MO3BOHOYHMKAa M Bcero Tenma. HeoOXoaumbl MpPOAKTUBHBIE MCIOJIB30BaHUE (YHKIIMOHAIBHO-
KOPPUTUPYIOIIKUX KOPCETOB Yy HE CHUASYMX MamueHToB co CMA, moiydamomnmx HaTOreHeTUYeCcKylo
JIEKapCTBEHHYIO TEPAIHUIO, U IPEIOTBpaleHHs AePOopMaIiii U yBeTHUeHUs akTuBHOCTH [97].

- PekomenayroTCs OpTONEIUYEeCKUE anmnapaTbl — OOJCrYeHHBIN anmapaT Ha HIDKHUE KOHCYHOCTH H
TYJIOBUIIIC WJIM amllapaThl Ha TOJICHOCTOITHBIN M KOJICHHBIN CyCTaBBI, HJIM aIlllapaThl HA BCIO HOTY, WIN
arrapaT Ha HIDKHHE KOHEYHOCTH W TYJIOBHINE I penunpokHoi xoas0bl (RGO) — cunsunMm nanueHTam
co CMA 5q, 001a1atoIUM JTIOCTAaTOYHON CHUIIOW, JUISl OOJICTYCHHUS CTOSHUS M XOAbOBI C TOMOIIBIO APYTHX
awrr [20].

YpoBenb yoenuTenbHoCTH pekomeraanuii C (ypoBeHb TOCTOBEPHOCTH JT0KA3aTe/ILCTB — D)

KoMMeHTapuu: MUHUMalIbHAS 4acTOTa MPEOBIBAaHUS B OPTE3aX S5 pa3 B HEJLIIO.

- PekoMeHIyIOTCSL cpelicTBa TEpPEIBIKCHUS aanTHPOBaHHbIC (MHIWBHUIYyaIU3UPOBAHHBIC Kpeciia-
KOJISICKHM C PYYHBIM IIPHBOJIOM C JIOTIOJHUTEIHLHON (hrKcanued (o aep»KKoi ) roJIOBBI U Tella, KOMHATHBIC
U TPOTYJIOYHBIC, W H3TOTOBJICHHBIC HWHIAWBUAYAJIbHO IO OOBEMHOW TPEXMEpPHOHW MOJETH 3aJHeh
MOBEPXHOCTH Tella JIOKEMEHTHI, YCTAHOBJICHHBIC Ha KOJIECHYIO 0a3y Kpecia-KOJSICKH COOTBETCTBYIOIIETO
pa3mepa u Ha3HaueHUs) cuassuuM narnueHTam co CMA 5q st obecnieuenus obieit MmoounsHocTH [96].

YpoBeHb yoenuTenbHoCTH pekomeraanuii C (ypoBeHb IOCTOBEPHOCTH J10Ka3aTe/IbCTB — 4)

KommeHTapuu: mpu  mombope  KOJSICOK — CJIEAyeT  PYKOBOJCTBOBATHCS — MaKCHMaJbHOMN
(byHKIIMOHATBHON HE3aBHCUMOCTBIO U KOM(OPTHOCTHIO MPeObIBaHUS B KpECie MalueHTa; MPeArnouTeHne
ClIeZlyeT OTJaBaTh KOJIICKAM aKTUBHOT'O THIA U KOJISICKAM C 3JIEKTPOIPUBOJIOM.

- Pexomennyertcst aprorepamnusi cuasyuM namuentam co CMA 5q st oka3aHus TOMOIIU MAIUSHTY
B TIOBCE/IHEBHOMW JKU3HHU, PA3BUTHS U MOJJICPIKAHUS €KESIIHEBHO MCIIOIb3YeMbIX UM HaBbIKOB [20].

YpoBenb yoenuTenbHocTd pekomenaanuii C (ypoBeHb TOCTOBEPHOCTH JT0KA3aTeILCTB — )

KommeHTapuu: HEOOXOAMMO NPHBICKATH CIHCIHAIMCTA IO JIProTepanuyd Kak MpH Moadope
nporpaMmbl  (U3MUECKUX YHNpPaKHEHUH M PACTSHKEHMs, TaK WU JUId PEKOMEHAALMH OTHOCHTENIBHO
COLlMAJIbHBIX B3aMMOJEHCTBUN, TaKMX Kak IOCElIeHHe Y4eOHBIX 3aBeleHuil, BbIOOp mHpodeccuu u
Y4aCTHEC B COLIMAJIbHBIX aKTUBHOCTAX.

- Pexomennyercs: npoBenenue nanueHtam ¢ CMA 5q MeIuKO-JIOTONneIn4YecKoi mpoleayphl npu
nucharusx, Koropas OyaeT MOJe3HOH A NMalueHTOB BceX kiuHudeckux TunoB CMA I-III (TexHuku
JIOTOMEIMYECKOr0 MaccaXka; YIpaKHEHHs, KOTOpble TOMOraloT 3aJeCTBOBaTh U TPEHUPOBATH MBIIIIIBI
JKEBaHMS U TJIOTAHHUSA, B TOM YHCJIE TEXHUKHU C BO3MOKHOCTBLIO HCITOJIL30BaAHHUS JIOTOIIEIMYECKUX 30HI0B;
BKJIIOYAsi OOy4YeHHE TOCTYpajbHBIM TEXHUKaM, OOJIETYarONIMM TJIOTaHHE, JIUI[ MO0 YXOIy) C IEJbIo
TPEHUPOBOK KEBATEIILHBIX U TJIOTATEJIBHBIX MBI, COXpaHECHHE/yIydlieHne (QyHKIUNW W JKEBaHUS U
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TJIOTaHMs, TPEIOTBPALICHUS/TTPOPUIAKTHKN YEIIOCTHBIX KOHTPAKTYp, TPEHUPOBKU Cuibl mpukyca |20,
126, 128, 129].
VYpoBenb yoenuTenbHoCTH pekomenaanuii C (ypoBeHb TOCTOBEPHOCTH 10KA3aTeILCTB — 4).

- Pexomennyerca: nposenenue nanumeHraMm ¢ CMA 5q MenMKO-IOroneaudeckol MpoLEenayphl C
UCIOJb30BAaHUEM MHTEPAKTUBHBIX HH(OPMAIMOHHBIX TEXHOJIOTUH (MpUMEHSETCS NpU 3aHATUAX IO
YIIYYIIEHHUIO apTUKYJISUU U KOPPEKLUH PEYEBbIX HAPYILIEHHI, MOKET MUCIOIb30BATHCS IPH IPOBEICHUH
ApPTUKYJSIIMOHHOW TMMHACTUKHM) — B TOM YHCJE, KaK BapUaHThl METOIUK MpPHU MHTETrpaluu ¢ MEIUKO-
JOTONeANYecKoil mpouenypoir mpu aucharusx (B KauecTBE BO3MEHCTBHS Ha EOMHBIA aHATOMO-
¢uznosornyeckuii cybcTpar) € LENbI0  TPEHMPOBOK JKEBATEJIBHBIX M TJIOTATENbHBIX  MBIIIII,
coxpaHeHue/ynydieHne GpyHKIUH 1 )KeBaHus U TI0TaHUA, TTPEI0TBPaIleHI/TPOPUIAKTUKH Y eI CTHBIX
KOHTPaKTYp, TPEHUPOBKH cHIIbI TipuKyca [20, 126, 128, 129].

VYpoBenb yoenutenbHOCTH pekoMenaanuii C (ypoBeHb JOCTOBEPHOCTH 10KA3aTEIbCTB — D)

- Pexomennyercsa: mnpoenenue mnamueHtam ¢ CMA  5q MeIMUMHCKOro Maccaxka JIiMua,
MEAMIMHCKOIO Maccaka IIeM C 1eJbl0 TPEHUPOBOK JKEBATEIBbHBIX M TIJIOTATEIbHBIX MBIIILL,
COoXpaHeHue/ynydulieHne QyHKIUHA 1 KeBaHUs U TII0TaHUs, MPEAOTBPAIICHHU sI/TTPOPHUIAKTUKH YEeI0CTHBIX
KOHTPaKTYp, TPEHUPOBKH cHuibl ipukyca [20, 126, 128, 129].

YpoBenb yoenuTenbHoCcTH pekomenaanuii C (ypoBeHb TOCTOBEPHOCTH J10KA3aTe/IbCTB — 4)

KommenTapuu: niis nanuentoB ¢ CMA xapakTepHbl HapylleHUs 0ylb0apHbIX (YHKIMH, KOTOpbIE
UMEIOT €JUHYI0 NIPUPOAY, HO, MOXKHO CKa3aTb, pPa3BUBAIOTCS MO JBYM OCHOBHBIM MEXaHHU3MaM —
MEXaHUYECKOMY M opodapuHreansHoMy. Tak, Mo MHOTOYMCIECHHBIM HaOmoaeHusM, 601pHBIM ¢ CMA
Bcex KiauMHWYecKuX TUmoB [-III (B OonbIneid MM MEHBIIEH CTENEHHW COOTBETCTBEHHO) CBONCTBEHHBI:
YMEHbIIEHNE BO3MOKHOCTH PpACKphITUS pTa U (DOpMUpPOBAHUE PUTHAHOCTH YETIOCTH (CHHXKEHHE
CIOCOOHOCTH K IIMPOKOMY/JAOCTATOYHOMY PACKPBITHIO POTOBOI'O OTBEPCTUs, OOecrneunuBaeMoMy
JBUKCHUEM HWKHEW YeIOCTH), TPYAHOCTH IpHU IEpEMEIIeHUH MUIIeBOro KOMKa B IMOJIOCTH pTa,
CIIO)KHOCTH JK€BaHHs M ObICTpasi YTOMJIIEMOCTH JKEBATEIbHOM MYCKYJIATypbl, IIJIOXO€ KauecTBO
3BYKOHM3BJICUEHHUSI [IPH PEUEBOU TPOAYKIIMH, TPOOIEMBI FIIOTaHUS.

Takum 00pa3om, TpH BBIILIEU3IOKEHHBIE PEKOMEHAINN, 00bEIMHIEMbIEC TaHHBIM KOMMEHTapueM,
Opd paHHEM BBEACHHM B UHAMBUAYAIbHYIO pEaOWIMTAIIMOHHYIO MpOrpaMMy MOTYT IIOMOYb
MPOTHUBOCTOSITh TMEPEUNCICHHBIM HM3MEHEHHUsIM, JHOO YIy4IIUTh HCXOAHBIC IMOKa3aTeld M KauyecTBO
’KM3HU MalMEHTOB (HapuMep, P JOCTUKEHUU BO3MOXKHOCTH 60s1ee KOM(OPTHOT O MprueMa MUK Yepes3
POT) — IIpU YK€ UMEIOIINXCA OTKJIOHEHUAX (KaK Mpu BbIOOpE KOHKPETHBIX METOIUK, TaK M, 4TO Oolee
IPUOPUTETHO, ITPU UX KOMOMHUPOBAHUHU B UHIUBUYaJbHON peaOUINTALlMOHHON POrpaMMe MallkeHTa).
Bo3MOXXHO Takxe JOMOJHEHHE JaHHBIX METOIUK (PU3HOTEepaneBTHUECKUMU METOIaMU (MUOCTUMYJIALUSA)
U TEUNHMPOBAaHUEM (CM. BBIIIIE).

- Pexomennyetcs nposenenue BceM mnanumeHtam ¢ CMA 5q oOmiero maccaka MeEIMIIMHCKOTO,
MEIULHUHCKOIO Maccaka BEPXHMX M HIDKHUX KOHEYHOCTEW, MEAMIIMHCKOIO Macca)ka CIIMHBI C IIEJIbIO
YIYUIICHUs] COCTOSIHUS MBIIIEYHOrO amnmapaTa U Ajis Ipo(UIaKTUKU Pa3BUTUS HEWPO OPTOMEIUUECKUX
npoodsiem [20, 126, 127].

VYpoBeHb yoenuTenbHoCTH pekomenaanuii C (ypoBeHb IOCTOBEPHOCTH J10Ka3aTeNILCTB — 4)

KommeHTapuu: ¢ TOYKM 3peHus peadMIMTAalMOHHOrO mnojxoaa k mnanueHtam ¢ CMA, maccax,
BEPOSITHO, HE JOJDKEH CIOCOOCTBOBATh KaTaOOIMYECKOMY BO3JEHCTBHIO HAa MBIIIBI (IO3TOMY HE
MOJpa3yMeBaeTCs €ro upe3MepHasi cujia BO3AEHCTBUS, — HO pa3yMHasl, COUeTarolasl To BO3JeiCTBUE Ha
MBIIIIY, TPU KOTOPOM W HE BO3HHMKAET €€ YTOMJICHHS, W JIOCTHUTaeTcs HeoOXoaumoe "BKirOUcHHE"
MBIIIIIBL, "paboTa" MBIIIIEL, — 4TO KOHTPOJIUPYETCS BpauoM IO METUIIMHCKOW peabunmutanun). Maccax
crocobeH 00eCIeynTh Kak CTUMYIHPYIOIEee, TaK U pacciadistomniee BO3AeHCTBIE Ha MBIIIIHI (B CBS3H C
YeM MOKET MPUMEHSTHCS I peaji3aliy MPOTUBOMOIOKHBIX 3a/ad, — HalpuMep, B 3aBUCUMOCTH OT
BBICTpauBaHUsl PEaOUIUTAIIMOHHBIX MTPOLEAYDP B TCUCHHE JTHS, WM MPU HEOOXOAMMOCTH, JJIsI OKa3aHUs,
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00e300IMBar0IIero/pacciadIstoniero AeicTBUS Mocie HHTeHCUBHON (usnyeckoit Tepanuu/JIOK u np.).
Maccax cnocoOCTBYeT yNy4IICHHIO KPOBOCHAOKEHHSI M MUTAHUS MBIIIEYHOrO ammapaTa, pa3orpeBy
MBIIII, PACTSDKEHHIO MBIIMIEYHBIX BOJIOKOH, CTUMYJBIIIUU IMPOMPHOPEHENTOPOB MBIIIEYHOTO TOJIS
(cermenTapHasi uWHHepBauus). B o0memM anbsgHCE METOAWK Macca)x, Hapaay ¢ (U3HIECKOM
tepanueil/JIOK, nomoraer B 1ocTHKeHUH 3a7ay U Lejaed peabminrtanuu nanueHToB. OHa U3 BaXKHBIX
3a/lay MpUMEHEHUs1 Maccaxa y manueHToB ¢ CMA (coBMecTHas 3amada ¢ METOAUKAMU (DU3UUYECKOM
tepanun/JIOK) — moMoub manueHTy Hay4UThCS TOIB30BATHCS CBOMMHU MBIIIIAMHU, HAYYUTHCS OIIYIIAThH
pabOTy KOHKPETHBIX MBIIII/TPYIIN MBIIII B OMPEAEICHHOM JIBUTATEIFHOM aKTe, HAYUYUThCS "BKIIOYATH"
B pabOTY HIMEHHO T€ MBIIIIIBI, KOTOPbIE HEOOXOAMMBI JUIsl peaau3alii KOHKPETHOIO ABUTaTeIbHOIO aKTa
(0cCOOCHHO aKTyaJIbHBIM M IOKAa3aTEeIbHBIM 3TO CTAHOBHTCS Y TMAIlMEHTOB HAa TEpaIvu, KOTJa BUIHBI
MOJIOKUTENIbHBIC HM3MEHEHHSI CO CTOPOHBI MBI, W JUIA TAIUEeHTa CTAaHOBUTCA BO3MOXHBIM U
HEOOXOAMMBIM IOCTUTaTh HOBBIE MOTOpPHBIC HAaBBIKH, — YTO, OE3YyCIOBHO, KOpPpEIUpyeT ¢
(orpaHUYHMBAETCS) BHIPAXKEHHOCTBHIO HEUPOOpTOIIeArMUecKoro cuuapoma) [126, 127].

4.3. PeaOuauranus XxonsiaYux nNamueHToB

JUis Xoas4uuxX ManueHToB (aMOyJjaTopHas cTajausl) COXpaHseTrcs HPUOPUTETHOCTh IPUHILUIIOB
JO3UpOBaHUS (PU3MUYECKOW HArpy3Kd M BHEApPEHHs (PU3MUECKOW Tepanuu B IOBCEAHEBHYIO >KHU3Hb
peOeHKa.

Jletn naHHOM TPYMIIbI CTPEMSATCS K aKTUBHOMY II€pPEIBUKEHUIO U X0/1b0€, OJTHAKO, B BUJly CJIA00CTH
CKEJIETHOM MYCKyJaTypbl MU HHU3KOM BBIHOCIMBOCTH HMMEIOT YacTyl MOTPEOHOCTh B OTAbIXE, KOraa
OPUHUMAIOT Hepeako naedexkTtHoe nonoxenue "cuas". B menom s xoasuux AeTed B CpaBHEHUU C
CUJITYMMU JETbMHU XapaKTEpHO OoJiee MATKOE T€UEHHE BTOPHUYHBIX OPTOMEIUYECKUX OCIOKHEHHUH (Kak
Pa3BUTHSL KOHTPAKTYp B CyCTaBaX KOHEYHOCTEH, Tak U (pOPMUPOBAHUS CKOIMOTHYECKOH nedopManuu
II03BOHOYHMKA) M MX MporpeccupoBanus. llenn peabuauTanuy XOoAsYuX HAILMEHTOB NPHUMEPHO TE KE,
YTO M y CHASYUX TMAalHUEHTOB C J00aBJICHHEM LIE€JIM TIOBBIIICHUS BBIHOCIMBOCTH/TOJIEPAHTHOCTH K
(bu3HUeCKM Harpy3Kam.

- PexomeHnnyeTcss UCIONb30BaHUWE CPEACTB IEPEIBIKEHUS aJalTUPOBAHHBIX (TPOCTH U
MHOTOOIIOPHOW TPOCTH, XOIYHKOB KOJIECHBIX M JPYI'MX CpEICTB, Hauboiiee MOJHO OTBEYAIOIIUX
noTpeOHOCTSIM manuenTa, anmnapatoB RGO (cM. y cuIs4ux ManveHToB) XoAsuuM manueHtaMm co CMA
5q, TpeOyIOIUM JTOMOJHUTENIBLHOM OMOpPBI IPU XOAbOE, € LIEIbI0 COXPAaHEHUS IBUraTEIbHOW aKTUBHOCTU
[97].

VYpoBenb yoenutenbHOCTH pekoMenaanuii C (ypoBeHb JOCTOBEPHOCTH J10Ka3aTeIbCTB — 5)

KomMeHTapuu: co BpeMeHeM IOAJepXKaHUE CIIOCOOHOCTH XOAWTh Uil mauueHToB co CMA
JOCTUraeTcs C T[OMOILIbI0 CPEICTB JONOJHUTEIbHOW omopel. B ciyuae mnonbopa cpencts
JIONIOJTHUTENBHOM OIOPBI € LENbIO MPOJJIEHUs X01b0b! y nmanueHToB co CMA Heo0X0AUMO OMUpaThCs Ha
TEeKyIIMH CTaTyc NanueHTa (CoXpaHssi aKTUBHOCTb W COLMAJIBHBIM CTAaTyC JIMYHOCTH), a HE Ha
IPOrHO3UPYEMOE TEe4eHHE, TEM caMbIM Ipejpiaras i1 pebeHka Oosiee MHBAIUIU3UPYIOILUE
IPUCIOCOOJIEHUS.

- Pexomennyercs opromenuyeckas oOyBb xomsuum mamueHtam co CMA 5q, umeroumm
nedopMaIuu CTor, ¢ IeNTbio 00JIerdeH sl IBUTraTeIbHON akTHBHOCTH [98].
VYpoBeHb yoenuTenbHOCTH pekomeHnaanuii C (ypoBeHb I0CTOBEPHOCTH J10KA3aTeNILCTB — )

- PexomeHnayercs ucroib30BaHUE OPTE30B — aIlapaTOB MJIM TYTOPOB HA I'OJIEHOCTONHBIE CyCTaBbl

COBMECTHO ¢ 00YBbIO X0nsunM manueHTam co CMA 5q, uMmeronmm nedopMaiiu CTor, At 00JIer YeHus
x01p0bI1 [99].
YpoBeHb yoenuTenbHoCTH pekomenaanuii C (ypoBeHb IOCTOBEPHOCTH J10Ka3aTeNIbCTB — 4)
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- PekomeHayeTcss HMCIOJIb30BAaHHE CPEICTB IMEPEABMKCHUS aJalTHPOBAHHBIX — KpPECia-KOJISICKU
AKTUBHOI'O TUIA XoJs14uM namnueHtam co CMA 5q Tun npu orpaHU4eHHOW BBIHOCIMBOCTU PEOCHKA MU
H€06XOI[I/IMOCTH NEpCABUKCHUA Ha OoJIpIIINE pacCToOAHNA OJId YBCIWMYCHUA MOOHJIBEHOCTH IIalucHTa
[100].

YpoBenb yoenuTenbHoCTH pekomenaanuii C (ypoBeHb TOCTOBEPHOCTH JT0KA3aTe/ILCTB — )

- PexoMenyeTcst MCTONIb30BaHUE PEAOMIINTAIIMOHHBIX U aIalITAPOBAHHBIX U1l HHBAIUIOB U3/ICIUI
— OTOp ISl CUACHUS, OTBEYAIONIMX BCEM TPEOOBAHUSIM MPABMIIBHOTO MO3UITHOHUPOBAHUS ([IOMOTHEHHBIX
OOKOBBIMHU (DHKCATOPaMH KOPITyCca Ha YPOBHE I'PY/IH, PEryISATOPOM HAKJIOHA CIIMHKH, MOJIOKOTHUKAMH C
MEXaHHU3MOM pEryJIMPOBaHMS BBICOTHI, TOJCTABKOM Ui CTOI C MEXaHU3MOM pEryJMpOBaHUsS yria
HaKJIOHA) XoIs4uM nanueHTam co CMA 5q anst npodunaktuku ckoimosa [20].

VpoBens yoenuTensHOCTH pekomernanuii C (ypoBeHb JOCTOBEPHOCTH JOKA3aTEIbCTB — 5)

- PexoMeHnyercs NMpHMEHEHUE OpTe3a TYJOBHUINA — (YHKIHMOHAILHO-KOPPUTHUPYIOIIETO Kopcera
xomsiuuM manueHtam co CMA 5q mpu Hamuuuu yrina faedopManuu MO3BOHOYHHMKA, U3MEPEHHOTO I10
merony Ko6G6a, 15 m Gonee rpaaycoB, M3TOTOBJICHHOrO IO CIENKY C TPYAHOH KJIETKH peOeHKa, s
coxpanenus Oamanca [20].

YpoBeHb yoenuTenbHoCcTH pekomenaamnuii C (ypoBeHb TOCTOBEPHOCTH JT0KA3aTeILCTB — )

- Pexomennyercs mpoBenenue BceM mnanumeHtam ¢ CMA 5q oOmero maccaka MEIMIIMHCKOTO,
MEIULHUHCKOIO Maccaka BEPXHMX M HIDKHUX KOHEYHOCTEH, MEAMIIMHCKOTO Macca)ka CIIMHBI C ILIEJIbI0
YIYYLICHUsI COCTOSHUS MBIIIEYHOrO ammnapaTta U Ajis Hpo(UIaKTUKU Pa3BUTUS HEHPOOPTONEIUYECKUX
npobuiem [20, 126, 127].

YpoBeHb yoenuTenbHoCTH pekomenaanuid C (ypoBeHb IOCTOBEPHOCTH TOKA3aTeIbCTB — D).

KomMmeHTapuu: ¢ TOYKHM 3peHus peadWIMTAlMOHHOTO moaxoaa K manmueHtam ¢ CMA, maccax,
BEPOSITHO, HE JOJDKEH CHOCOOCTBOBATH KaTabOIMYECKOMY BO3JCHCTBUIO Ha MBIIIBI (TOITOMY HeE
MOJpa3yMeBaeTCsa €ro upe3MepHasi cujia BO3/ACHCTBUS, — HO pa3yMHasl, coueTarolasl To BO3AelcTBHE Ha
MBIy, IPU KOTOPOM M HE BO3HHMKAeT €e YyTOMJICHMs, W JOCTUraeTcss HeoOXxonumoe '"BKitoueHHe"
MBIIIIIBL, "paboTa" MBIMIBL, — YTO KOHTPOJUPYETCS BpauoM IO METUIIMHCKOM peabunmuranun). Maccax
Croco0eH 00eceunTh Kak CTUMYIUPYIOIIee, TaK U pacciaalIisioniee BO31eHCTBIE Ha MBIIIIHI (B CBSI3H C
YeM MOKET NMPUMEHSATHCS I peaju3aliy MPOTUBOMOIOKHBIX 3aa4, — HApUMEpP, B 3aBUCUMOCTH OT
BBICTPAaUBAaHUS PEaOMIIMTALMOHHBIX MPOLEAYP B TCUCHHUE JHSA, MM MIPU HEOOXOIUMOCTH, JJISl OKa3aHWs,
00e300MBaOIIero/pacciadIsatonero JeHCTBUS Mociae NHTEHCUBHON (usndeckoir Teparun/JIOK u mp.).
Maccax crmocoOCTByeT YIy4IIEHHI0O KPOBOCHAOXKEHHS W MHUTAHMUS MBIIIEYHOrO ammapara, pa3orpeBy
MBI, PACTSDKEHUIO MBIIIEYHBIX BOJOKOH, CTUMYJIILUU IIPONPHOPELENTOPOB MBIIIEYHOIO MOJIA
(cermeHTapHass MHHepBauus). B o0meM anbsHCE METOIMK Maccaxk, Hapsaay ¢ (QU3NYEcKon
tepanueit/JIOK, momoraer B JOCTHXKEHUU 3a/1ad U Heleld peadunuTanuu nauueHToB. OHa U3 BaXKHBIX
3a7a4 MpUMEHEeHus Maccaxa y nanueHToB ¢ CMA (coBMecTHas 3ajada ¢ METOAUMKAMU (PU3NUYECKOU
tepanun/JIOK) — momMoub nanueHTy Hay4uThCs MO0JIb30BATHCS CBOMMHU MBIILIIAMU, HAYUYUTHCS OLLYIIATh
pabOTy KOHKPETHBIX MBIILIL/TPYIIN MBI B OMPEAEICHHOM JIBUTATEIbHOM aKTe, HAYYUTHCS "BKIOYATh"
B pabOTY HIMEHHO T€ MBIIIIIBI, KOTOPbIE HEOOXOAMMBI JIsl peaar3alii KOHKPETHOTO ABUTaTEIbHOIO aKTa
(0cOOEHHO aKTyalmbHBIM M IOKA3aTENbHBIM 3TO CTAHOBHUTCS Yy MAllMEHTOB Ha TEpalHH, KOTJa BHJIHBI
MOJIOKUTENbHbIE H3MEHEHUS CO CTOPOHBI MBI, U JJsI [alUeHTa CTAaHOBUTCS BO3MOXKHBIM U
HEOOXOAMMBIM IOCTUraTh HOBBIE MOTOpPHBIE HaBBIKM, — UTO, O€3YyCIOBHO, KOppeIupyer ¢
(orpaHUYHMBAETCs) BHIPAKEHHOCTHIO HEUPOOPTONEAnYecKoro cuuapoma) [126, 127].

5. llpopuiakTuka U JUCNIAHCEPHOE HAOIIOAeHUE, MEIUIMHCKUE MOKA3aHUS U
NMPOTHBONOKA3aHNUS K IPUMEHEHUI0 METO0B NMPOPUIAKTHKH

- Pexomennayercs BBenenue npenapara JO6BB16 #nanusu3zymad** Bcem maruentam co CMA 5q B
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TEUEHHWE TEpPBBIX JBYX JI€T JKH3HU, a TaKKe HCIONb30BAHUE BAaKUUHBI IS MPOGUIAKTHKU
ITHEBMOKOKKOBBIX ~ MHGEKIUI** M,  ©KEeromHo, BaKUMHBI Ui  NPOQUIAKTAKH  T'PHUIIIA
[MHAKTUBHPOBAHHOM | ** ¢ 11eJ1b10 TPOPUIAKTUKY HHDEKIMIA AbIXaTeNbHBIX myTei [57, 137, 139].

YpoBenb yoenuTenbHoCcTH pekomeraanuii C (ypoBeHb TOCTOBEPHOCTH JT0KA3aTeILCTB — )

Kommentapuu: npenapar JO6BB16  #mamuBuzyma®**  npuMEHSIOT  BHYTPUMBIILIEYHO,
MPEANOYTHTENIFHO B HAPYKHYIO OOKOBYIO 00acTh Oempa. Pa3zoBas go3a — 15 mr/kr. Cxema nmpuMeHEHUs
COCTOMT M3 5 WHBEKUUU Mpenapara, MPOBOAUMBIX ¢ MHTepBajoM B 30 nHel B TeueHUE CE30HHOIO
nojbeMa 3a00JIeBaEMOCTH, BBI3BIBAEMON PECIIUPATOPHBIM CHHIUTHAILHBIM BUpycoM [139]. CormacHo
KaJeH/Japlo0 BaKIMHAIIWW, MAIUCHT TODKEH IOJyYHTh NEepBbie 3 J03bI BAaKIHMHBI IS MPOQHIAKTHKA
ITHEBMOKOKKOBBIX WH(DEKIIUH 10 roa, u 4-10 103y mocie 12 mecsies. Bee octanbHbie BaKIMHBI BBOISTCS
nersim co CMA 5q cornacHo HanimoHaasHOMY TPUBHBOYHOMY KalleHIaPIo.

- PexomeHyeTcst MoNeKyIsspHO-T€HEeTUYeCcKoe uccieaoBanuii myTtanuii B reie SMN1 y niona, u
IperMIlIaHTAlMOHHAs TeHeTUYEeCKasl IMarHOCTHKA SMOPUOHA (C MCIIOJIb30BAHUEM SKCTPAKOPIOPAIbHOrO
OIJIONOTBOPEHMsI) poauTessiM nanueHTa co CMA 5q, a Taxoke nmapam, B KOTOPbIX KaXAbli U3 IapTHEPOB
ABJIIETCS TOATBEPKACHHBIM I'€TE€PO3UTOTHBIM HOCHTENIEM Jenenuu 7 uiau 7-8 3x30HOB reHa SMNI, c
ENTbIO TIPEIOTBPAIIICHHUS TOBTOPHOTO pokaeHus pederka co CMA B cembe [20].

VYpoBenb yoenutenbHocTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH 10Ka3aTeIbCTB — O)

Kommentapuu: nposenenue npenatanbHodl JIHK-auarHocTukn BO3MOXKHO Ha pasHBIX CpOKax
OpemeHnHocTu: 8-12 Hemenb (BOpcuHBI XopuoHA), 15-18 Hemens (aMHUOTHYECKAs >KHAKOCTh), 20-24
Hezenu (MymoBHHHAsE KpoBb). ONTHUMAaJbHBIM SBJSETCS MCCIENIOBaHHWE OuonTaTa XOpPUOHA: IpPU
HeOJaronpusaTHOM IPOrHO3e OEpeMEeHHOCTh MOXKET ObITh MpepBaHa B CPOKU OOBIYHOI'O MEIULIMHCKOTO
abopra.

6. Opranusanusi OKa3aHus MeJIUIUHCKON MOM 0L
6.1. Iloka3aHusi K roCHUTAIN3AMH:

6.1.1. Iloka3aHusl AJIs MJIAHOBOH rOCHUTAJIM3AIUM B JA€TCKOE HEBPOJIOrHYECKOe
oT/ejIeHHe:

1) Bce mamumentsl co CMA 5q 1 pa3 B rom s (QyHKIMOHATBHOW JBUTATEILHOW OIICHKH,
oOcneIoBaHMsl Ha HaJIWYWE OCJIIOKHEHHWH 3a00JIeBaHUSI — PECIHUPATOPHBIX, KOCTHO-CYCTaBHBIX U
racTPOIHTEPOJIOTUYECKUX, @ TAKKE JJIsl TPOBEICHUS PeaOuIUTaIUH.

2) Bce nmanuentsl co CMA 5q Juisi MHTpaTEeKaJIbHOT' O BBEACHUS HyCHHEpCceHa * *.

B MexayHapoaHoOil MNpakTHKEe HYCHHEpPCEH®* MOKeT OBITh BBEIEH B YCJIOBHSIX JHEBHOTO
CTaIMoHapa.

3) Bce manueHTsl co CMA 5q, TpeOyromue o0cnenoBanus nepe XUupyprudeckiuM OpTONeanIeCKUM
BMEIIATEIbCTBOM.

[Toka3aHusi K BBIMUCKE MallMEHTa IOCJE IJIAHOBOW TOCMUTAIM3AIMU B JAETCKOE HEBPOJIOTHYECKOE
OT/eJIeHuE:

1) BeImoONHEHKe Tu1aHa o0ceIoBaHus MAMEeHTa, B TOM YHCIIE OI[EHKA PECIUPATOPHBIX HAPYIICHUH;

2) npoBezieHre peabuIUTalOHHBIX MEPONPUSTHII;

3) yeTkue peKOMEHJAIMH 10 JajdbHEHIIIeMy HaOJI0ICHUIO U JICYCHHIO.

[Toxazanus A MJIaHOBOW FOCIUTANIN3AIMU B JIETCKOE XUPYPIUUECKOe OT/AETICHUE:

1) marmentsl co CMA 5¢, TpeOyroniue mocTaHOBKH racTPOCTOMBI;
2) nanueHTsl co CMA 5q, TpeOyrolue yCTaHOBKH TPaXeOCTOMBI,

Ctpanunua 43 n3 94


http://disuria.ru/

KnuHnyeckne pekomeHgauum — MNMpokcumansHas cnvHanbHasa mbllwevHas atpoduma 5q — 2023-2024-2025 (20.02.2023) — YTBEp)AEHbI
MwvHsgpasom P&

HNHorma TpaxeocToMa YCTaHaBJIMBACTCS IO OSKCTPEHHBIM TIOKa3aHWSAM, W peOEHOK Tpedyer
3KCTPEHHOMN TOCHUTAIN3AIUU

6.1.2. Iloxazanus AJ1s1 IKCTPEHHOU IOCIUTAIU3ALUM:

1) Pa3zButue y manmenta co CMA 5q "oObruHbIX" 3a0o0sieBaHul (OCTpas BUpycCHash MHQEKIHs,
OpOHXHUT, TacCTPO’HTEPUT C O0E3BOXKMBAHHEM, AalMEHAUIMUT W JPYrHe OCTpble BOCHAJIUTEIbHbIE
IIPOLIECCHI), HENPEABUICHHbBIE NEPEIOMBI, 3allJJaHUPOBAHHBIE XUPYPrHUYECKUE MPOLENYphl (HAaIpUMeED,
YCTaHOBKA XEJIyI0YHOI'0 30H/a, OCTEOTOMHUA Oesipa), HO MPOTEKAIOLIUX TAXKEN0, YUIUThIBAass 0COOCHHOCTH
OoJie3HU.

Lenpio yxona 3a MalMeHTaMH B OCTPOM CHUTyalluu SIBISETCS HOpMalu3alus razooOMeHa MyTeMm
NPeAYyNPEKICHUS aTeIEKTa3UPOBAaHUS U OYMILEHHS JbIXaTeNbHBIX MyTeld. B OonpImIMHCTBE cilydaeB, Mo
BO3MOKHOCTH, 3TH 3aJ1a4¥ JOJDKHBI PEIIAThCs C TOMOIIbI0 HEMHBA3UBHON BEHTUJISALIUM JIETKUX.

2) Pa3BuTHE TSDKENBIX >KU3HEYTPOXKAIOMIMX JbIXaTEIbHBIX HApPYLIEHUH C TUIOBEHTHIALUEH U
armHod, 0e3 COMmyTCTBYIOIIMX 3a00JeBaHUN, TMPU OSTOM JbIXaTelbHbIE HApYIIEHUs TPeOYyIOT
pEaHUMALMOHHBIX MEPONPUATUHN, T0Ka3aHA TOCHUTAIN3ALNS B MEIUIIMHCKIE OpraHU3allui, UMEIOLIIE B
CBOEH CTPYKType OTACJICHHE AaHECTE3HOJOIMM peaHMMaluu wid OjJok (manaty) peaHUMalud U
MHTEHCUBHOI Tepanuu U o0ecreyuBaroliue KpyriocyTOYHOE MEJUIIMHCKOE HaOJIoJCHUE U JIeYeHHe
eTen.

IIpy  BBIIOJIHEHWM MIPOTOKOJIOB  HEOTJOXKHOW IOMOLIM  HEOOXOJUMO  CBSI3bIBATHCS  C
MYJIBTHUAUCUUIIMHAPDHOW Opurasoil (HEBpOJIOTMYECKOW U IYJbMOHOJOIMYECKOI), BKJIIOYas, Kak
IIPaBUJIO, Bpaua-HEBPOJIOra, KOTOPbI OCBEAOMJIEH O TeYEHUHM OO0JIE3HM M MOTEHLIMAJIBHBIX Mpodiemax
KOHKpeTHOro nanuenta. Kucnopox y maumeHToB co CMA 1n0JpkKeH NPUMEHATHCS C OCTOPOKHOCTBIO.
Bropuunas rumoxkcemusi, 00yCIOBJIEHHAss THIIOBEHTHIALMEH, MOXET OBITh CIlyTaHa C TUIOKCEMHUEH,
00YCJIOBJICHHOW IPYyrUMH NPHUYMHAMH, TAKUMM KaK 3aKy[lOpKa CIM3bI0 MM arenekta3. KamHomeTpus
WIA HCCIIEOBaHNUE KHCJIOTHO-OCHOBHOI'O COCTOSIHHS M Ta30B KPOBHM IMOMOXET BbIOpaTh MPaBUIIbHBIN
PEXUM IPUMEHEHUS KHCIIOPOAa.

6.2. IIpuHUIMNIBI OPTraHU3ANMH MeIMIMHCKOH moMoiu nanueHTam co CMA S5q

ITocranoBka auarHoza CMA cTaBUT MHOTO BONPOCOB IEPE] POACTBEHHMKAMHU MAILMEHTa U Nepen
CIIEUAINCTaMHU, paOOTAIOMMMH C TAKUMH HaleHTaMHd. MHOTOYHCIIEHHBIE MPOOIEMbl, BO3HUKAIOIINE
npu OOHAapyKEHHH M pa3BUTHM 3a0osieBaHud CMA, and pemieHus: KOTOpPBIX TpedyeTcs IpaMOTHas
OpraHu3anys Ipouecca MOMOUIM IPU YYacTUU MYJIbTHIMCLMIUIMHAPHOM KOMaHJAbl CHELUAIMCTOB U
COOJII0ZIEHHE OCHOBHBIX NPUHIIMIIOB U IIOAXO/0B K €€ OKa3aHUIO.

JlaHHbIe NPUHLUIIBI JOJDKHBI COOIIONATHCS Ha JII0OOM 3Tare OKa3aHUs MEAUIIMHCKONW MOMOIIH, KaK
B MOMEHT IIOCTaHOBKHU JAMArHO3a, TaK U Ha JII0OOM 3Tare HaOII01eHNs Al eHTa.

1) [MauueHT U ero mpeacTaBUTENN JAOJDKHBI IOdy4YaTh MOJIHYI0 MH(GOpMAIHI0 O 3a00J€BaHUH, €TO
TEUEHUH, TaTOr€HEe3€, IPOrHO3aX, OCIOKHEHHUSIX U METO/1aX BO3MOXKHOM Tepanuu.

2) Jduarno3 CMA nonpa3yMmeBaeT BO3MOXHOCTb OKa3aHHUsl IEPBUYHOH, CIELUAIM3UPOBAHHON U
NaJUTMATUBHOM IMOMOLIM Ha BCEX 3Tanax 3a00eBaHusl.

3) IIpu mocranoBke nuarnoza CMA, cembsi JOKHA OBITh HalpaBiieHa K CHEIHAINCTY, UMEIOIIEMY
onbIT paborel ¢ manueHtamMmu co CMA, oGnagatoniero coBpeMeHHOM HH(opManuell 0 TedyeHUu
3a00J1€BaHUs U BOBMOXKHOCTH yYacTHs B KIIMHUYECKUX MCIBITAHUAX (HOBBIX JIEKaPCTBEHHBIX MIPENapaToB
U/WIA TEXHUYECKUX yCTpoHcTB). Taxke BaKHBIM sIBJIsIETCS UH(POPMUPOBAHUE CEMEN O CYIIECTBYIOIINUX
O0IIECTBEHHBIX OpraHU3alMsIX, pa0OTAIOLIUX C ITOI IPYNIION MalUEHTOB.

4) K nabmonenuto 3a nmanueHToM co CMA nomkHa OBITH MPHBJICYEHA MYJIBTUIUCIUILUIMHAPHAS
KOMaHJla CHEIHMaJMCTOB B COCTaBe: Bpady-HEBPOJOr, Bpay-TieauaTp/Bpau-TepaneBT, Bpad-TeHETHK,
CMELHAUCT IO PECHUPATOPHON MOoAAepKKe (Bpau-MyJbMOHOJOI W/UIM Bpad — aHECTE3HOJIOr-
peaHuMaTolor), Bpau-KapIuoyor, Bpady — TPaBMaTOJIOr-OPTOMEA, Bpau-Xupypr, Bpad MO MEIUIUHCKOM
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peabuiMTaluu U Bpau-(hu3nOTepaneBT, Bpay-AUETOJIOr, BPad-raCTPOIHTEPOJIOr, a TAKKE COTPYIHMKH
MEIUIMHCKUX  OpraHu3anmMidi (M WX [OJpa3JelieHHi), OKasblBalOIlMe  CIHEHATU3UPOBAHHYIO
NAJUTMATUBHYI0 MEIULUHCKYIO IOMOIIb JIeTAM. Jpyrue CrenuaaucThl JOJKHBI MPUBJICKATHCS MO Mepe
BO3HUKHOBEHMSI CIIELU(DUIECKUX TPOOIIEM.

Bpau-HeBposior, Kak crenuagucT B 00JIacTH HEPBHO-MBIIIEUHBIX 3a00JI€BaHUMN, OCYIIECTBIISET
OocHOBHOe HabOmrogenune 3a manueHTamMu co CMA. B kpyr oOsi3aHHOCTEW Bpaya-HEBpPOJIOTa BXOJIUT
oOclieloBaHME M MOCTAHOBKA JMarHo3a, WHQOpMUpoBaHHE ceMbH O 3a00JIeBAHMM, COCTABIICHME ILJIaHA
MHOTONPO(GHUIBLHOTO HAOIIOAEHUS, OCYLIECTBIATh HAONIOJCHHE 3a MAI[MEHTOM, OLEHKA JAWHAMHUKU |
CTEMEeHU MPOrpeccupoBaHus 3a00JeBaHUs MPHU PETyIIPHBIX OCMOTpax, Ha3HAUeHHE MOAepKUBaroLIeh
Tepanuu. Ha stane okazaHus cnenuaau3upoBaHHONW MEAMIIMHCKON MOMOIIM Bpady-HEBPOJIOT MPHHUMAET
ydacTHe B OlEHKE (YHKIMOHAIBHOIO COCTOSIHUS MalMeHTa (OLIEHKa MO IIKajlaM HEPBHO-MBIIIEYHBIX
Hapymenuit pu CMA). Ilpu cocTaBieHHWM IUIaHA MHOTONPO(UIBHOTO HAOMIOJCHHUS, Bpad-HEBPOJIOT
OlpeieNiieT KPAaTHOCTh HAONIOACHUS y JPYrUX CIEIUATHNCTOB MHOTONPO(MIBHOW KOMaH/bI,
COOTBETCTBEHHO TEKYILIEMY COCTOSIHMIO nanueHTa. [Ipu kaxaoM ocMoTpe Bpau-HEBPOJIOr OCYIIECTBIISIET
IEPEOLEHKY TEKYILEro COCTOSHUS MallMeHTa U B COOTBETCTBUU C ATUM BHOCHUT KOPPEKTHPOBKH B IJIAH
MHOronpopuiIbHOro HaOmoeHus. B cBOMX pekoMeHJalMsIX Bpauy-HEBPOJIOI yKa3blBaeT HEOOXOAMMBIE
NalMEeHTy TEXHUUYECKHE CpeICTBA peadMInTallui, MEIULIMHCKYIO alnapaTypy, CpeCcTBa OpTONeAnd eCKoi
KOPpEKLUH, JEKapCTBEHHbIE Ipenaparsl, U3AeI1sl MEAUIIMHCKOI0 Ha3HAYEHHUsI U Jp. B COOTBETCTBUU C
BbISIBJIEHHBIMH [TOTPEOHOCTSMHU NAUEHTA.

5) CobmoneHue MNpUHLMIA "paHHEro0 BMENIATENbCTBA", YTO IMOJAPa3yMEBAET MNPOPHIAKTUKY
HEU30€KHO BO3HMKAIOIIMX OCIOXKHEHMH Ha (oHe pa3BUTUS 3a00JeBaHUS M paHee IPUMEHEHUe
TEXHUYECKUX CPEACTB peadMIMTalluy, MEJUIIMHCKOM annapaTypsl U APYTUX METOI0B Teparu u.

7. lonoaHuTenbHAss HHPpopManusa (B TOM YHcie (PAKTOPbI, BIUAIOIINE HA HCXO/
3a200/1eBaHMS UJIU COCTOSIHUA)

JlonoHuTeNnbHAs HH(OPMAITUS OTCYTCTBYET.

Kpurepuu oueHku KayecTBa MeIUIUHCKON OMOLIH

NN Kpurepuu kauectpa OueHnka
BBITIOJIHEHHUS
1 BbinonHeHO MOJEKyJISpHO-TeHETHYeCKoe HccieaoBaHue MyTauuii B reHe | [la/Her

SMNI1 Bcem nmanuenTtam c nopo3penueM Ha CMA 5q

2 BeimonnneHo ompeneneHue yuciaa kommid reHa SMN2 y mamuenta ¢ | /Jla/Her
MOATBEPXKAEHHBIM TeHeThYeckuM Tuaraozom CMA 5q

3 BrimonHen npuem (0cMOTp, KOHCYJIBTAIIMsI) Bpaya-HEeBpOJIora nepBUYHBINA BceM | Jla/Her
nalyeHTaM ¢ nojo3penueM Ha Haanuue CMA 5q

4 Bremomnnena KOHCYJIbTallus Bpadad-reHCTUKaA ITPU ITIOCTAHOBKEC IWArHo3a Ha/HeT

Hauarta xak MOXXHO paHbIIIe NTaTOreHETHYECKasi TEparuio BCeM MalMeHTam co | Jla/aer
CMA 5q mnocie NOCTaHOBKM KJIMHUYECKOrO JHarHo3a ¢ o00s3aTelbHbIM
TeHETHYECKUM TTOITBEPIKICHU EM

6 [IpoBenena oreHka (YHKIMOHATHHOTO IBUTATENFHOrO cTaryca pebOeHka o |Jla/Her
pEJIeBaHTHBIM IIIKAJIAM U BPEMEHHBIM TECTaM

7 [IpoBenena orenka (GyHKIMH XKEBaHUS U TII0TaHUS Ha/ner
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8 [TpoBenena onenka GyHKIIUU ABIXaHUS C TPOBEICHUEM ITYJIbCOKCUMETPHHI Ha/uer

9 [IpoBenen mpuem (OCMOTP W KOHCYJIbTAllMs) Bpada-myJbMoOHoOJora mpu |/Jla/aer
KIIMHAYECKUX MPU3HAKAaX HAPYIICHUN JbIXaHUS

10 [IpoBenen mpuem (KOHCyNbTallMs) Bpadya — TpaBMmaToJiora-opronena mpu|/Jla/aer
MMOCTAHOBKE JINAarHO3a M Jajiee MO MOKa3aHUsIM JJIS OLEHKH MPOTrPEeCcCHPOBaHUS
CKENeTHhIX  Jedopmanuif, BbBIOOpa  TEXHOJOTMM  OpPTE3UPOBAHMS U
MOCTYpajJbHOIO KOHTPOJIS, a TaKkKe JJIsl pelleHUs BOIpoca O MOKa3aHHUSIX K
XUPYPru4eCKOMY OPTOIIEANYECKOMY JIEUECHUIO
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Meeting: Management and recommendations for respiratory involvement in spinal muscular atrophy
(SMA) types I-11l, Rome, Italy, 30-31 January 2015. Neuromuscul Disord. 2015; 25(12): 979-989. doi:
10.1016/j.nmd.2015.09.009

ITpunoxenue Al

CocraB padoyeiil rpynnsl mo paspadorke u nepecMoOTpPy KJINHUYECKUX
peKoMeHA Al

AnucumoBa Unra BanumoBna — reneruk, ®I'BHY "Menunko-reHeTHuecKuil Hay4YHbIN IIEHTP HM.
akagemuka H.I1. boukoBa", usien Accounanuu MEIUIIMHCKUX I€HETUKOB, KAHAUAAT ME/I. HAYK;

AprembeBa CetniaHa bpoHHCIIaBOBHA — HEBPOJIOT, 3aBEYIOIIASl OTJEJICHUEM TICUXOHEBPOJIOTUH U
snunentojgorun OCII HayuHo-uccnenoBaTeNnbCKUM KIMHUYECKUM HMHCTUTYT nenuatpuu um. FO.E.
Benprumesa ®I'AOY BO "PHUMY VM. H.U. [IMPOT'OBA" M3 P®, kanauaaT Men. HayK;

benoycoBa Enena JIMutpueBHa — HEBpOJOr, 3aBeNyIOLIas OTAEIOM I[ICUXOHEBPOJOTHUH U
snmnenrtonorun OCII HaydHo-mccnenoBaTellbCKUMM KIMHUYECKHH HMHCTUTYT nenuatpuum um. IO.E.
Benprumesa ®I'AOY BO "PHUMY UM. H.1. IIMPOI'OBA" M3 P®, nokTtop Mea. Hayk, mpodeccop;

Biopaseny /Imutpuii BnagumupoBud — HEBpPOJOr, CTapUIMil Hay4HbId COTPYIHHMK OTZAeENa
ncuxoneBposiorun u snwientonorun OCII HaywyHo-uccnenoBaTtenbCKuidl KIMHUYECKUH HHCTUTYT
nequatpuu uM. HO.E. Benstumesa ®I'AOY BO "PHUMY M. H.U. IINPOI'OBA" M3 P®, kannunar
Me€Jl. HayK;

Bounbckuii ['puropuit bonrcnaBoBuu — Bpau TpaBmatosor-opromnen, opresuct OO0 "TromeHckui
peadbuIMTallMOHHBIN IEHTP";

I'epmanenko Ombra IOpbeBHa — yupenuTenb W MpelnceAaTeNb MpaBiieHHs OJIarOTBOPUTEIBHOIO
¢donna "Cembu CMA";

I'po3snoBa Onbra CepreeBHa — BeQyIIMH HAay4HbBI COTPYIHUK OTAENa JETCKOM KapAUOJIOTMHM M
HapymeHuil putma cepaua OCII HayuHo-uccnenoBaTenbCkuil KIMHUYECKMM MHCTUTYT MEAUATPUU UM.
I0.E. Benptumesa ®I'AOY BO "PHUMY UM. H.U. IINPOT'OBA" M3 P®, nokTop Mel. HayK;

I'yzeBa Banentuna MlBaHOBHa — HEBpOJIOT, 3aBeaylolas kKadeapoil HEBpPOJIOTHH, HEHPOXUPYPIUU U
meauiuHckod reHetnku PI'BOY BO Cankr-IlerepOyprckuii  ToCcyaapcTBEHHBIM IMeIUAaTPHUCSCKUN
MEIULUHCKUNA YHUBEPCUTET, YieH-KoppecnoHaeHT Poccuiickoit Akanemuun EcrectBo3Hanus, InaBHbII
BHEIITaTHBIN crienuanuct M3 PO, noktop men. Hayk, mpodeccop;

3abuenkoBa Bukropus BnagumupoBHa — Bpau 1a00paTOpHBIM TI'€HETHK, CTapliui Hay4dHbIN
corpynuuk Jsaboparopun JIHK nuarHoctukm mnaboparopun JIHK nmmarnoctukn PI'BHY Meauko-
IreHeTUYECKUIl HayyHbli LeHTp uMmeHu akanemuka H.II. BoukoBa, kanaumaat Mez. HayK, KaHAMAAT
OMOJIOTHYECKHUX HAYK;

WMxeBckas Bepa JleoHnaoBHa — reHeTHK, 3aMecTUTENb AupekTopa mo Hayke ®PI'BY Meauko-
reHeTUYeCKUil HayyHbll 1eHTp uMeHu akaaemuka H.I1. boukoBa, mpencenarens Poccuiickoro oOuiecta
MEAMLUHCKAX T€HETUKOB, TOKTOP MEJ. HAYK;

Nnbuna Enena CrenmaHoBHa — HEBPOJIOT, 3aBEAyIOLas JETCKUM IICUXOHEBPOJOTHYECKUM
otnenenueM OCII "Poccuiickast merckas kimHudeckas OompHuna" ®T'AOY BO "PHUMY UM. H.U.
[MMPOI'OBA" M3 P®, kanauaat Mefl. HayK;

Kennc Bnagumup MapkoBuu — 3amecturens aupekrtopa PI'BY "HayuHo-uccnenoBarenbCckuil
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JIeTcKuil oproneandeckuii nHCTUTYT umenu ['.W. Typuepa" MunzapaBa Poccum, . Cankt-IlerepOypr,
PYKOBOJUTENb OTAENEHUS] MATOJOTMU CTOIbI, HEWpPOOPTONEIUH M CHCTEMHBIX 3a00JieBaHUM, YJIEH
EBponeiickoro obiiecrtsa AETCKUX OpTOMNEN0B M AMEPUKAHCKOW akaJeMHuu liepedpajibHOro napajiuya,
JIOKTOP M€Jl. HayK;

Kucenes Anton BsiuecnaBoBud — 3aBeqyromuii jabopaTopueil MOJIEKYJIIpHON T€HETUKU U FeHHOU
Tepanuu HayuyHo-ncclien0BaTenbCckoro MHCTUTYTa aKylIepCTBa, TMHEKOJIOTUU U PENPOAYKTOJOIUU UM.
J.0. Otta. 1. Cankr-IlerepOypr, acconuupoBaHHblii yuyacTHUK EBponeiickoro xoncopuuyma TREAT-
NMD, kanauaaT OMOJIOTHYECKUX HAYK;

Kokopuna Anna AnekcannposHa — Bpad-HeBpousior 'AY3 TO JITH JIPL] "Hanexna", r. TromeHs;

KonecoB Cepreii BacunbeBud — pyKOBOAUTENb OTIAENEHUS MATOJOTHM MO3BOHOYHUKa DPI'BY
"HMMUIL] TO um. H.H. ITpropoBa" Mun3zapasa Poccuu, r. MockBa, 1OKTOp Mejl. HayK, mpodeccop;

KomapoBa Oxcana HukxonaeBHa — mnenuartp, racTpOHTEPOJIOT, IUETOJIOT, CTaplUIMil Hay4yHBIH
corpynHuk otaena ractposnteposiornn OCII HayuHo-uccnenoBaTenbCKui KIMHUYECKUH HMHCTUTYT
neauatpuu uM. 10.E. Benstumesa ®I'AOY BO "PHUMY UM. H.U. TTMPOTI'OBA" M3 P®, kanaunar
MeZl. HayK;

KyzenkoBa Jlronmuna MuxaitnioBHa — HEBpoJIOr, HadalbHUK LleHTpa AeTCKON ICHUXOHEBPOJIOrHUH,
3aBeNyolasl OTAEJEHUEM IICMXOHEBPOJIOTMM UM TicuxocoMaTuyecko mnatomoruu DOI'AY M3 PO
"HaumonanbHplii MeAUUMHCKUN wuccaeaoBaTenbckui LlenTtp 3mopoBest lereit", AOKTOp Men. Hayk,
npodeccop;

Kyp06artos Cepreil AsiekcanIpoBUY — HEBPOJIOT, T€HETUK, QYHKIIMOHATBHONU nuarHoctiku, AY3 BO
"BopoHeKCcKkHii 00J1aCTHON KIMHUYECKUN KOHCYJIBTATHBHO-IMATHOCTHYECKHH LEeHTp", KaHAUIaT MeI.
Hayk, . BopoHex;

Kyues Cepreit iBanoBu4 — redetuk, nupexkrop ®I'BHY "Menuko-reHeTnuecknii HAy4YHbIH IEHTP
umenu axagemuka H.II. boukoBa", 3aBenyrommii kadenpoil MOJEKYJISIpHOW M KJIETOUYHOM T'€HETHUKH
OI'bOY BO "Poccuiickuil HallMOHAIbHBIN HCCIIEN0BATENbCKUIT MEAMIMHCKUN YHUBEepcuTeT uMenn H.U.
IInporosa" MunsnpaBa Poccun, unen-koppecrioHaeHT PAH, riaBHbI BHEIITATHBIA CHENHAIUCT IO
MeAUIMHCKOM reHetuke Munsapasa Poccun, npeacenarens Otuueckoro Komurera Munszapasa Poccun,
Ipe3uJIeHT Accolanuy MEJUIIMHCKUX FeHETUKOB Poccuu, TOKTOp Men. HayK;

Jleonuyk Cepreii CepreeBud — TpaBMaTOJIOT-OPTOINE], 3aB. TPaBMATOJIOr0-OPTONEAMYECKUM
orneneaneM N 6 xmHukH Heipoopronenquu PI'BY "PHI[ "BTO" wum. akan. I'.A. Mnmszaposa"
Mun3znpasa Poccun, kanauaat mea. Hayk, T. Kypran;

Mensenesa Cpernana HukomaeBna — HeBponor, ®I'BY "HayuHbIil 1EHTp BOCCTaHOBUTEIbHOMN
TpaBMarojoruu u opronenuu" um. I''A. MmmszapoBa M3 P®, ri. nerckuil BHEWITATHBI HEBPOJIOT
Kypranckoii o0nacty;

Ouunposa [lonuHa BsiueciaBoBHa — TpaBMaToJIOr-opTolNe]] KIMHUKU MAaTOJOIMM MO3BOHOYHUKA U
penkux 3aboneBanuit otaenenus N 1 ®I'BY "PHI BTO um. Akaxn. I''A. Mnuzaposa", kanauaatr men.
HayK, . Kypran;

[Tonesuyenko Enena BrnagumupoBHa — npodeccop kadeapbl OHKOIOTHH, TeMaTONIOTUU U JTy4eBOi
tepanuu neauarpudeckoro gakynprera ®I'AOY BO PHUMY umenn H.U. ITuporosa, wien IIpaBienus
Accouunanuu npogecCUOHaIbHBIX YYaCTHUKOB XOCIUCHON ITOMOLIH, JOKTOP MEJ. HAyK;

[TonsikoB Anekcannp BianumupoBuu — reHetuk, 3aBenyroimuil gadoparopueit JIHK nuarnoctuxu
OI'BHY Menuko-reHeTHuecKkuii Hay4Hblil eHTp uMeHH akaaemuka H.I1. boukoBa, 4ieH-koppecnoHaeHT
PAH, noktop OMoJIOrHYEeCKUX HAayK, ITpodeccop;

[TonikoB JIMuTpuii ApHOJBIOBUY — TPAaBMATOJOr-OPTOIEA BBICHICH KaTEropuu, PyKOBOIUTEIb
kinHuku Herpoopronenuu OI'BY "PHI[ "BTO" um. akan. I'.A. WMnmzapoa" MunsnpaBa Poccum, T.
Kypran, noktop men. Hayk, npopeccop PAH, unen-kopp. @paniy3ckoit akaJeMUH HayK;

[TpoxonbeB ['eHHagmii ['epMaHOBHY — aHECTE3WMOJIOT-PEAHMMATOJIOT, JOIEHT Kadenpsl JEeTCKOM
aHecteznosnoruu u nHTeHcuBHOU Tepanuu ®YB OI'AOY BO PHUMY nmenn H.U. [Tuporosa, Bexymmii
Hay4HbII COTPYIHUK 51 3aBEYIOIIMI OTZEJIECHUEM "Hay4yHo-nmpakTuyeckoro LIeHTpa
CIEeLMAIM3UPOBAHHON MenuuuHckoil momomu netsm" uM B.®. BoitHo-flcenenkoro JlemaprameHnTta
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3/1paBOOXpaHeHUs T. MOCKBBI, KaHIUJAT MEA. HAYK;

Penmnna Ceernana AdaHacheBHA — I'CHETHK, OT/E) OpraHU3aluk MeaunuHCKoW nomomu ®T'BHY
"Menuko-reHeTH4eCKU Hay4yHbli eHTp uM. akagemuka H.I1. boukoBa", kanauaaT men. HayK;

Pynenko JImutpuit WropeBnu — 3amecturtens rinaBHoro Bpaya CII6 I'BY3 '"T'opoackas
MHoromnpoduiasHas 6osnpHuna N 2" Cankr-IletepOyprckoro Menununckoro YHuepcutera um. M.II.
[TaByoBa, TOKTOp Me. HayK, podeccop;

Pa0bix Tathsina BuktopoBHa — nenuatp Beiciiedt kareropun ®I'bY "PHI[ BTO um. Akaxn. I'.A.
Nmuzaposa" M3 PO, r. Kypras;

Psa6bix Cepreit OneroBud — TpaBMaTOJIOT-OPTOIE/A BBICIIEH KaTEropuu, PyKOBOAMTENb KIMHUKU
MaTOJIOTMH MO3BOHOYHMKA M penkux 3aboneBanuit ®I'BY "PHIL "BTO" um. akax. I'.A. Wnuzaposa"
MunsapaBa Poccun, r. Kypran, agupektop no o0pa3oBaHHIO B HallpaBieHUHU "opTomenus" pocCHiiCKOro
IIPEACTAaBUTENLCTBA MEXAYHAPOJHON accoLMaluy COUHAIBHBIX XupyproB AOSpine, wieH acconuanuu
no u3yuyeHuro merona Mmmsaposa ASAMI Poccus, uneH BcepoccHiickoro ofIiecTBa TpaBMaTOJOIOB -
OpTOIIEA0B, JOKTOP ME[l. HAYK;

CapBa Hatanbs HukonaeBHa — MOLIEHT Kadeapbl OHKOJOTHWU, T€MATOJOIMU UM JIy4eBOHl Tepanmuu
I'bOY BIIO "PHUMY um. H.H. [TuporoBa Munsapaa Poccun", 3aMecTUTENb TJIaBHOI'O BHEIITATHOTO
CHelMaIicTa 10 NaJUIMATUBHOW TOMOIIM JIE€TCKOMY HACEJIEHUI0, KaHIUAT MeJl. HayK;

CaBun [Mutpuili MuxailoBuu — HEHpOXUpypr, TpaBMaTOJIOr-OpTOIE], 3aB. 3aB. TPAaBMAaTOJIOIO-
opronenuueckuM otaeneHrneM N 9 KIMHUKH MATOJIOTMH MO3BOHOYHMKA M penkux 3aboneBanuii ®I'BY
"PHLL "BTO" um. akan. ['.A. Mmu3aposa" Munszapasa Poccun, kauauaaTt mMea. Hayk, . Kypran;

Canero Enena IOpweBHa — HeBpoJiOT, OTAeleHHUE nNaumaTuBHOM momomm naetsm ['AY3 CO
"ObnacTHast 1eTcKas KInHu4eckas oonpHuNA", r. ExarepunOypr;

Cy06otun JImutpuit MuxaitnoBuu — reaetuk, ®IT'BHY "Menuko-reHeTHYeCKUl HAyYHBIA IEHTP
nM. akagemuka H.I1. boukoBa";

CycnoB Bacunuii MuxaiinoBuu — HeBpoJsior, accUcTeHT Kadenpsl peadbunurtonorun ®II u AI1O,
OI'bOY BO "Cankr-IletepOyprckuii rocy1apcTBeHHbIN MeANaTPUUECKUA MEIULIUHCKUNA yHUBEpCcUTET"
Munzapasa Poccun;

Tosmusiu Enena BacunmbeBHa — pgerckuit supokpunosior, OCII HayuHo-uccnenoBatenbCcKuit
KIMHUYecKuid HMHCTUTYT nenuatpuu uM. HO.E. Bemptnmesa ®I'AOY BO "PHUMY HM. H.U.
[TMPOI'OBA" M3 PO, kanauaaT Mell. HayK;

TperpsikoBa Amnacracus HukonaeBHa — aHeCTE3MOJIOr-peaHUMATONIOr BBICIIEH KaTeropuu,
PYKOBOIUTENb CIYXKObl JeTCKOM aHecTe3nojorud u peanumatojorun PI'BY "Hayunslii 1meHTp
BOCCTaHOBUTENIBHOM TpaBMaToioruu u oproneaun” um. I'.A. Mmuzaposa M3 PO, r. Kypras;

@exnucroB  Jmutpuit  AnekcanapoBud — Bpad TpaBmartojor-opromnen; OCII  Hayuno-
UCCIIE0BATENbCKUI KInHUYeckuil uHcTUTyT neauarpuu um. 10.E. Benstumesa ®I'AOY BO "PHUMY
M. H.U. ITMPOTI'OBA" M3 P®;

®unatoB Erop HOpbeBuu — Bpau TpaBMaTOJOr-OpTONE] KIMHUKHU IATOJOTMU IO3BOHOYHUKA U
penkux 3a0oneBanunii ®I'BY "PHI] "BTO" um. akan. I'.A. Nnu3aposa" Mun3apasa Poccun, r. Kypran;

Tabuuukuii Bacunuii AngpeeBUdY — Bpad-MyJbMOHOJIOT, AOLEHT Kadeapbl MyJIbMOHOJIOTUU
OO ®T'AOY BO "PHUMY UM. H.U. ITMPOI'OBA" M3 P®, skcniept O6marorBoputesbHOro Goumaa
"KuBu cerivac", kKaHauAaT MEJ. HAYK;

[yxmuua Jlapuca AHaTonbeBHA — IEIMATP, 3aBEAYIOIIAs OTAEICHUEM MNAJUIMAaTUBHOM IOMOIIU
netsm O01acTHON JETCKON KIMHUYECKOH O0JMbHUIIBI, T'. EkaTepuHOypr.

Konduaukr narepecos:

AnncumoBa Uura Her
BanumoBHa
AprembeBa CBeTiiaHa OOpazoBaTenbHbIC TPAHTBI M TOHOPAPHI 3a JIEKIIMH OT KOMIAHUU SHceH
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bponucnaBoBHa

Cunar, Pom, PTC no npo6iieMaM HEpBHO-MBIIIIEYHBIX 320 0JIEBaHU I
YperynupoBanue KOH(IJIMKTa — HE MMEET (UHAHCOBBIX HHTEPECOB B
YKa3aHHBIX KOMITAHUSAX, HE YydYacTBOBaja B HaIMCaHUW pasjelia
"[TaTorenernueckas Tepanus"

benoycosa Enena
JAmMutpueBHa

I'onopap ot komnanuu SAncen Cuiiar 3a JEKIHUIO
VYperynupoBanue KOH(IUKTa — B JEKIIMH 0OCYKIATHCh TOJIBKO BOIMPOCHI
muargoctuku CMA

Bnopasen Jmutpuit
Brnagumuposuy

I naBHEBI HCCIICAO0BATCIIb B MCKAYHAPOAHBIX KIIMHHYCCKHUX ITPOTOKOJIAX
co ciorcopctBoM kommanuit PTC Therapeutics, F.
Hoffmann-La Roche, Novartis, Biogen, NS Pharma,
Therapeutics, Pfizer, Avexis.

Sarepta

Aunucumona Uura
BaagnmoBHa

Her

Tonopap 3a nekuuu ot kommanuit PTC Therapeutics, F. Hoffmann-La
Roche, Janssen, Novartis, [Tuk-papma.

VYperynupoBaHue KOH(JIUKTA — He HMMeeT (UHAHCOBBIX HHTEPECOB B
yKa3aHHbIX KOMIIAHUSX, HE Yy4YaCTBOBAJI B HAlKMCAaHWUM pasjena
"[latorenernueckas tepanus"

Bonsckuii I'puropuit Her
bommcmaBosny

I'epmanenko Onbra Her
IOpbseBHa

I'posznoBa Onsra Cepreesna | Her
I'y3eBa BanentuHa Her
HMBanoBHa

Wxesckas Bepa Her
JleonnoBHA

Wneuna Enena Crenmanosua | Her
3abnenkoBa Bukropus Her
BrnagumupoBna

Kenuc Brnagumup Her
Mapxkosuu

Kucenes Anuton Her
BsuecnaBoBuu

Kokopuna Anna Her
AJekcaHpoBHA

Kounecos Cepreit Her
BacunpeBuu

Anncumona Unara Her
BanumoBHa

Komaposa Okcana Her

HuxonaeBna
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Kysenkona Jlroqmuiia Her
MuxaiisioBHa

Kyp6atos Cepreii Her
AnexcaHapoBUY

Jleonuyk Cepreii Cepreesuu | Her
Mensenesa Cemiiana Her
Huxonaesna

Oumnposa [Tonuna Her
BsuecnaBoBHa

[ToneBnuenko Enena Her
BrnagumupoBHa

ITonikos JImutpuii Her
ApHOIBI0BUY

[TossikoB Anexcanap Her
Brnagumuposuy

[Ipoxonses I'ennannii Her
I'epmanoBuy

Pennna Csernana Her
AdanacreBHa

Pynenxo JImutpuii Her
Hropesnu

Ps6bix Tatbsna BuxrtopoBHa | Her
AnucumoBa Unra Her
BanumoBHa

Ps6s1x Cepreit Onerosny Her
CasBa Haranbs Hukonaesna | Her
CaBuH JImutpuii Her
MuxaitnoBud

Canero Enena FOpneBHa, Her
Cy06060Ttun JImuTpuii Her
MuxaiinoBuu

Cycnos Bacunmii Her
MuxaiinoBuu

Toznusin Enena BacunbeBna | Her
TperbsxoBa AHacracus Her
Huxonaesna

®exnucToB Jmutpuii Her
AnexcaHIpoBUY

®wunaroB Erop IOpeeBnu Her
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HTaOHunkuii Bacummii I'onopap or komnanuu SHcen Cuiiar 3a J€KIHIO
AnnpeeBnu VYperynupoBaHue KOH(IMKTa — B JEKIIMU 00CYKIaIUCh TOJBKO BOIPOCHI
pecniupatopHoit noaaepxkku npu CMA

[yxmmuna Jlapuca Her
AHaToJbeBHA

[Ipunoxenue A2
MeTomonorusi pa3padoTku KJIMHUYECKHUX PeKOMeH A

LeneBast ayauTopusi JAHHBIX KIMHUYECKUX PEKOMEHIAIUI:

1. Bpauum: TEHETHK, HEBpPOJIOTH, OPTONEAbI-TPABMATOJIOTH, HEUPOXUPYPrH, IEIUATPHI,
AQHECTE3MOJIOTU-PEAHUMATOJIOT Y, TaCTPOIHTEPOJIOrH, AUETOJIOTH, IYJIbMOHOJIOTH, JETCKHE KapAHOJIOrH,
Bpauu JeuyeOHOoM (PU3KyIbTYphl U Bpauu-(pU3nOTepaneBThI.

2. Crynentsl MequuuHckux BY30B, opauHaTOpBl, aCIIMPaHTHI.

MeTonbl, HCIOJb3yeMbIe JJIsi cOOpa/CeleKIud J0Ka3aTelbCTB: IOMCK B JJIGKTPOHHBIX 0a3ax
JAHHEBIX.

Ommcanne METOIOB, MCIIOJL30BAHHBIX JJII OIEHKM KadecTBa W CHJBI  JIOKA3aTEJIbCTB:
JIOKa3aTeJIbHOM 0a3oi s peKOMEHJAIui SBJSIOTCS NyOaukamuu, Bomenmue B KoXpelHOBCKYHO
o6uosmoreky, 6a3pl JanHbIXx MEDLINE u PubMed.

I'my6una noucka — 10 ner.

MeTOIlLI, HCIOJBb30BAHHBIC IJI OHCHKHN KaYeCTBa U CUJIbI J10KA3aTECJIbCTB:

- KOHCCHCYC 3KCIICPTOB;
- OII€HKAa 3HAYNMOCTH B COOTBCTCTBHUH C peﬁTHHFOBOﬁ cxemMoit (CXCMa npnnaraeTcsl).

MeTOIlI)I, HCIIOJIb30BaHHBIC IJIA AaHAJIHN3Aa J0KAa3aTCJIbCTB:

- 0030pbI OMYOJIMKOBAHHBIX METAAHAIIN30B;
- CUCTeMaTHuYeCKre 0030pbI ¢ TaOIMUIIAMH JI0Ka3aTEIbCTB

Onucanue METOA0B, HCIIO0Jb30BAaHHBIX JIJIf aHAJIN3aA J0KAa3aTC/JIbCTB

[Ipn oTOope myOiMKanuid, Kak MOTEHIMAJbHBIX MCTOYHHMKOB JIOKA3aTENIbCTB, MCIIOJIb30BAaHHAS B
Ka)KJIOM MCCJICIOBAHUH METOI0IOTHS U3y4aeTCs JAJIsl TOr0, YTOOBI YOSAUTHCS B €€ BATUAHOCTH.

PesynbTar n3ydeHus BIMSET HA YPOBCHb JOKA3aTENIbCTB, IPUCBAMBAEMbIN NYyOJIUKAIIMH, YTO B CBOIO
ouepenb, BIMSIET Ha CHJIy pPEKOMeHAanui. J[ns MUHUMH3AIUU TOTEHIMAIBHBIX OIMHOOK KaXXIo0e
WCCJICIOBAHNUE OILICHUBAJIOCh He3aBUCUMO. JIFoOble pa3nuuus B OIEHKaX OOCYKIAJuCh BCEH TpyMIoOn
aBTOPOB B MOJIHOM cocTaBe. [Ipn HEBO3MOKHOCTU JOCTHAKEHUSI KOHCEHCYCA MPUBJIEKAJICS HE3aBUCUMbIN
JKCIIEPT.

B naHHBIX KIIMHUYECKUX PEKOMEHJIAIUIX BCE CBEACHUS PAHXKHUPOBAHBI 110 YPOBHIO JIOCTOBEPHOCTH
(mokazarenbHOCTH) Wi YJIJI B 3aBUCHMOCTH OT KOJMYECTBA U KAadyeCTBAa HCCIEIOBAHUN MO JaHHOW
npo6Jieme (tabuuia 3 u Tabauna 4).
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Tabimua 3

IIxana ouenku Y /IJI 118 THarHoCTHYECKUX BMeMIATEIbCTB <*>

YA

Wepapxus 1n3aiiHOB KIMHUYECKUX UCCIICIOBAHUH 10 YOBIBAHUIO YPOBHS JOCTOBEPHOCTH
JIOKa3aTeabLCTB OT 1 10 5

Cucrematnueckue 0030pbl HMCCIENOBaHUN C KOHTpoieM pedepeHCHBIM MEeTOIOM WU
CHCTEMAaTHYEeCKHit O630p PaHAOMU3UPOBAHHBIX KIIMHUYCCKUX I/ICCJIGIIOBaHI/Iﬁ C MPpUMCHCHUEM
MeTaaHaln3a

OT)ICJ'II)HBIC HCCJICAIOBAHUA C KOHTPOJIEM pe(bepeHCHI)IM MCTOAOM HJIM  OTACJIBHBIC
PaHAOMU3BUPOBAHHBIC KIIMHUYCCKUC UCCIICAOBAHUA U CUCTECMATHYCCKUC O630pBI I/ICCJICIIOBaHI/Iﬁ
0000 )11/13a171Ha, 34 HCKIIIOYCHUCM PaHAOMH3UPOBAHHBIX KIMHUYCCKHUX HCCHGHOB&HHﬁ, C
NMPUMCHCHUEM MCTaaHaJIM3a

Hccnenoanus 6e3 nocienoBaTeNnbHOr0 KOHTPOIS peepEeHCHBIM METOAOM HJIM UCCIIEOBAHUS
C pedepeHCHbIM METOJIOM, HE SBJISIOLIMMCS HE3aBUCHUMBIM OT MCCIEAYEMOIo METO/Aa WM
HEpPaHJOMU3UPOBAHHBIE CPABHUTENIbHBIE HCCIEIOBAaHUS, B TOM YMCIE€ KOTOPTHBIE
YCCIIeJOBAHUS

HeCpaBHI/ITeJIBHLIC HCCIICA0BaHus, OIIMCAHNEC KIIMHUYCCKOI'O Ciiydas

Hmeercs numb 000CHOBaHUE MEXaHH3Ma I[GﬁCTBHfI HJIM MHCHUEC SKCIICPTOB

<*> Martepuaiibl 1J1s pa3paboTKU KIMHUYECKUX pekoMmeHaaui https://rosmedex.ru/kr/reco.

Mxkana

Tabmuua 4

onpeaeJeHust Y1 s JIe4eOHBbIX, peadtuINTAMOHHBIX,

npopuIakTHIECKUX BMEIIATENbCTB <*>

YAI Hepapxus Au3aliHOB KIMHUYECKUX UCCIIEI0BAaHUH 110 YOBIBAHUIO YPOBHS JOCTOBEPHOCTH
JI0Ka3aTelIbeTB OT 1 10 5

1 Cucrematnueckuil 0030p paHAOMHU3UPOBAHHBIX KIMHUYECKUX MCCIEAOBAHUM C MPUMEHEHUEM
MeTaaHaln3a

2 OtnenpHbIE PaHIOMU3UPOBAHHBIC KIMHUYECKHE HCCIIEAOBAHMS U CHUCTEMAaTHYECKHUEe 0030phbl
UCCIIEZIOBAHUN 1000ro nu3aifHa, 3a HUCKIIOYEHMEM pPAaHIOMU3MPOBAHHBIX KIMHUYECKHUX
HCCJIEI0OBaHNUM, C IPUMEHEHUEM METaaHaIn3a

3 HepannoMusupoBaHHble  CpaBHUTENIBHBIE HCCIEAOBAHMSA, B TOM YHCI€ KOIOPTHBIE
HCCJIEI0BAHHUS

4 HecpaBHuTenpHble HCCIEN0BAaHUS, ONMCAHME KIMHUYECKOIO Ciydas WM CEPUM CIIy4acs,
HcciieoBanme " ciry4ail-KOHTpOJIb "

) Nmeercs numb 0OOCHOBaHME MEXaHHM3Ma JCHCTBHS BMEIIATENbCTBA  (IOKIMHUYECKHE

I/ICCJ'Ie)IOBaHI/IH) HJIM MHCHHE SKCIICPTOB

Jlanee omnpenensics ypoBeHb YOEIUTEIbHOCTH PEeKOMEHAaMi — Tabiuna 5
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Tabimua 5

IIxana onpeaeseHuss YYP 1isi AHATHOCTHYECKHX, JIe4eOHBIX U NMPOPHIAKTHYECKHUX
MeponpusiTHii <*>

YVP PacimdpoBka

A CunpHasi pekoMeHnanus (Bce paccMarpuBaeMmble KpuTepud dS(HOEKTHBHOCTH (HMCXOIBI)
SIBJISIIOTCS.  BQXHBIMHM, BCE MCCJIEIOBAHUS HMEIOT BBICOKOE WJIM YJIOBIETBOPUTEIHLHOE
METO/IOJIOTUYECKOE KAaueCTBO, HUX BBIBOABI IO HWHTEPECYIOIIUM HUCXOJaM  SIBISIOTCS
COI'JIJACOBAHHBIMH )

B VYcnoBHas pekoMeHAalus (He BCce paccMaTpuBaeMmble Kpurepun 3()(EKTUBHOCTH (MCXOJbI)
SIBJIIIOTCS. BAXKHBIMH, HE BCE HCCIIEJOBAHMSI MMEIOT BBICOKOE WM Y OBJIETBOPUTEIBHOE
METOJ10JIOTUYECKOE KauyeCTBO M/MJIM UX BBIBOJBI IO MHTEPECYIOLIMM HCXO/aM HE SBISIOTCS
COTJIACOBAaHHBIMMU )

C CnabGas pexkomenmanus (OTCYyTCTBHE [JIOKa3aTeNbCTB HAJJIEXKaILEro KadecTtBa (Bce
paccMarpuBaemMble  KpuTepud SG(EKTUBHOCTH (MCXOIbI) SBISIOTCS HEBAXKHBIMU, BCE
UCCIIEIOBAHUS UMEIOT HU3KOE METOAOJIOTHYECKOE KAaUECTBO U X BHIBOJIBI 110 MHTEPECYIOIUM
HCXO0JIaM HE SIBJIIFOTCS COTJIACOBAHHBIMMU )

ITopsiiok 00OHOBJIEHUS KJIMHUYECKHX PEKOMeH A i

Mexanu3M OOHOBJIEHUS KJIMHUYECKMX PEKOMEHAAIMI MpeAyCMaTpPUBAET HUX CHUCTEMAaTHYECKYIO
aKTyaJM3allii0 — HEe PeXe YeM OJMH pa3 B TPH I'0Jla, a TAKXKE MPH MOSBICHUH HOBBIX JTAHHBIX C TTO3UIIUH
JTIOKA3aTeJIbHOM MEIUIIMHBI 1O BOMPOCAM JHATHOCTHUKH, JICUCHUS, NMPOQPHIAKTHKA W PeadIUTaiuu
KOHKPETHBIX 3a00NIeBaHU, HATMYUU OOOCHOBAHHBIX JOIOJHEHUI/3aMEeYaHUN K paHee YTBEp:KIECHHBIM
KP, Ho He vamie 1 pa3a B 6 Mecsiiies.

ITpunoxenue A3

CrnpaBo4yHble MAaTepHAJIbl, BKJIIOYAs COOTBETCTBUE MOKA3AHUI K MPUMEHEHUIO U
NMPOTHUBOMOKA3aHUIA, CIIOCO00B MPUMEHEHUS U /103 JIEKAPCTBEHHBIX NMPeNnaparos,
HHCTPYKIHH 0 MPUMEHEHHUIO JIEKAPCTBEHHOI 0 Mpenapara

1. IIpuxaz MunszapaBa Poccun (MunucrepctBo 3apaBooxpanenuss P®) ot 13 okrsadps 2017 r. N
8041 "OO yTBepKJ1IeHMH HOMEHKJIATYpbl MEIULIUHCKUX yCayr"

2. IIpuka3z MunucrepctBa 3apaBooxpaneHusi PO ot 7 okrsa6ps 2015 r. N 700H "O HOMeHKIaType
CHeHalbHOCTEH CIEeNHNaNCcTOB, MMEIOIINX BhICIIee MEAUIIMHCKOE U (hapMalieBTHIEeCKoe 00pa3oBaHue"

3. IIpuka3 MunuctepcrBa 3apaBooxpaneHust Poccuiickoit ®@enepanuu ot 14 nekadps 2012 r. N
10471 "O6 ytBepxaenuu [lopsaka okazaHus MEAUIIMHCKON OMOIIH JAETIM 0 poduiro "HeBpoorus"

4. NncTpyKuusi Mo NPUMEHEHUIO JIEKapCTBEHHOro IpenapaTta HycuHepceH** or 19.08.2019 JIII-
005730, moctrynmHo Ha BebG-moprane ['ocymapcTBEHHOro peecTpa JIEKApCTBEHHBIX CPEICTB IO CCBHUIKE:
http://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=53afdec7-1b35-4583-bb11-
d5f7c5d2546a&t=
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AJITOPUTMBI 1eliCTBUI Bpa4ya

1. Aaropur™m nuaraoctuku CMA 5q
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2. AJUroputM TAKTHKH OPTONEAMYECKON TAKTHKHM JAHATHOCTHKH M JIeYCHUS
ckomo3a y manuenra co CMA 5q

Mogospetme Ha
UCKpHBneHue?
(KAMHHYECHMA
0CMOTD)

FexTresorpagwia NoIeoHo~Horg

cronba
HaGmogeHwe

Kawoe yran
MCHPHEASHUA NO
Knfifiv?

PaccmoTpeme  OMPYRIMMECKYIO
Kopcetvposarwe / HOPDaHLMIO

HOHTROUTD

Habmopesme Copmrposanca nn
o s CKERET!

MieTog KPACTYLMN
crepamen®, VEPTR,

MArHMTHLIE CTEPXHH
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3. AuropuTm pecnmpaTopHoil noaaep:;kkm y nanuenra co CMA 5q

He CHOMT CaMOCTORTERDHD

AxTeHbad nowos [H

{(vawnesan ¢ymaypn, PHCO2, PetCO2,

MCCAEA0BaHNA B0 BDEMA CHa)

NocTypantHbil MICCam, MEXaHITIECIME

oTEauHEaTEN B HHEN

MowsTopuHr razopbmesa, Hemyao«Ho-
NMLUEBOAHOND pednokca,

TAOTITRADHON yHHLMW

Hamciao gy K0 HA B

eocToRsmeT

CrigyT CaBMOCTORTENDHOD

Mowck OH
(kawnesan QyHKUMR, CNMPOMETRHA,

MCCABA0B3HHA B0 EPEMA CHE)

Hargena
ABLGATENGHAA
HEAOCTATOHHOCTE ]

Xogmr camoCTORTEADHO

SaxTOphl pucxa’
{medergn BAN, anxo3

M MMNOSEHTHARLMA)

HabnioaeHwe

PetCO2

AH = geixaTentHan HELOCTATOUYHOCTD,
PtcO2 = TpaHCKyTaHHASA NYALCOKCHMETDMA

KOHLUE CNOKOHHOTo BelOOXa

= napuMancHoe pgasnedHume CO2 g
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4. Aaroputm npeacumnromarudeckou repanuu CMA S5q

Cuprmmmr

D BOP WA N

Nagrseprsgaowni Tect

A

Yueno Konei

T ChEN 2

Y

¥

Y

1 monma SAMNZ

Beponten O run CMA

2 wonme SMNZ
Bepontes 1 mun CAIA

3 wonwe SMNZ

Beponten 203 ren CMA

& wonwea SMNZ

Beponren 304 rien CMA

v

h 4

Neusrne B cayze ACTHHROR

ACEARHSIECKOR CTAARM

Narorenermeecsan Tepan«n

AsweHnE

HaGmageime,

e

BOIHAKHOBEHAH CHMATOMOE

YT1o0 Takoe CIHHAJbHAS MBIIIEYHAas aTPO(l)I/Iﬂ?

HNudopmanus 1J1A naumeHTa

[Tpunoxenue B

CrnunanbHast MpiiedHas atpodus (mamee CMA) — 3T0 reHeTHUECKOoe, IPOrpeccupyroiiee, HHOraa

CMA 00b19HO MOApa3AeNsIOT Ha 4 OCHOBHBIX THIA <8>:

CMepTeNbHOE HEpPBHO-MBIIIEYHOE 3a0osieBaHue. HecMoTps Ha TO, YTO HOBBIE CIlydyad BCTPEUAIOTCS
JIOCTATOYHO penko, MHorue moau xkuByT co CMA. CMA nopaxaetr npuMepHO oaHOro u3 6-10 Teicsy
JETeH W SBJSETCS BEAYLICH B MHPE TC€HETHYCCKOHM NMPUYMHOW CMEPTH JAeTed mo 2 jer <2>, <3>,
HezaBucumo ot Tspxectu, Bee ioau co CMA TepstoT qBuratenbibie QyHKIun <1>.

CMA 1 tumna

IIposiBnsiercs B BO3pacte 1o 6 Mec.

[Tpu

CMA 2 tuma

[IposiBiisieTcss B Bo3pacte oT 6 A0 18 Mecsues.
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€CTECTBEHHOM pa3BUTHHM 3a00JICBaHUS JETH HE
JOCTUTAIOT  CIOCOOHOCTH IEpPEeBEPHYTHCS  HIIU
CUACTh, a OXKHIaaeMasd HpOJIOJ'DKI/ITeJ'IBHOCTB JKHN3HU
cocTaBisieT < 2 jeT <8>

[Ipy ecTecTBEHHOM pPa3BUTHM 3a00JICBAaHUS JCTH
HE JOCTHIalOT CIIOCOOHOCTH XOIHTh, MOXKET
TpeOOBaThCSI MCIOJIB30BAHHE MOTOPHU30BAHHOM
WHBAJIMIHON KOJISICKHA <1>

CMA 3 tuna
JlnarHo3 MOXeT BO3HUKHYTh BIUIOTH  JO
MOAPOCTKOBOro  Bo3pacta. llpum ecrecTtBeHHOM
pa3BUTHH 3a00J1€BaHUs rmocie nepuoaa

HOPMAJILHOT'O Pa3BUTHS JIIOJIA TOCTEIIEHHO TEPSIOT
MMOJABHKHOCTh, HHOIJIA K CLIOCOOHOCTh XOAUThL <1>

CMA 4 tuna

JlnarHo3 OOBIYHO YCTaHaBIMBACTCS B 3PEIIOM
BO3pacre. [Ipn €CTECTBEHHOM pa3sBUTHH
3a0oneBaHuss  JIOAM  MOTYT  HCIIBITHIBATH
YMEpEHHBbIC  JIBUTATCIIbHBIC  HApPYIICHUS U
MBIIIEYHYIO ciaadbocTh <1>

IIpu CMA Bo3nukaer aucdyHkuus uma rudens O-MOTOHEHMPOHOB <1> O-MOTOHCHPOHBI
CIIMHHOTO MO3ra HHHEPBHUPYIOT CKEIETHBIE MBILIIBI X OTBEYAIOT 32 COKPALIEHHE MBIIIII,

L \
CnuHHOM
MO3T 3 Mbie
HopmaneHbin -
%, r
5 |
. @-MOTOHe#pOoH J
W3-3a  Hemocratka ocoboro ©Oemka — ©Oemka SMN — mnpu CMA  BO3HHKaer

ru6ens 0-MOTOHEHPOHOB
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_.-\
Arpocusn
CnuHHOW MbILLY
MOoar \
l.u
"'u
\
|
4—.\_‘\ i 1
N -MOTOHEHpPOH |

"

. npuCMA 1

o

benok SMN Heobxonum 1iist () yHKIMOHUPOBAHHUS MOTOHEHPOHOB B CIIMHHOM Mo3re <1>

B  cumaTeze Oexxa SMN
| ygacTeyioT 2 rema’ e
SMNI1 i SMN2
. Hetounuk mamoro
OcHOBHOH HCTOYHHK
Gemxa SMN KOTHYECTEA

G VHKIIHOHATEHOTO DemKa

IIpu CMA konunuectBO cuHTe3upyemoro 0enka SMN HenoCTaTOUHO AJis BBIKMBaHUS HEHPOHOB
ypoBHs 6enka SMN4

- 3a0oneBanne CMA BbI3BaHO jenenueid unu Mmytauuei rena SMN1, yTo NPUBOIUT K CHUIKEHHUIO

- Ecnu ren SMN1 He paGoTaeT, €TMHCTBEHHBIM UCTOYHUKOM Oenka SMN cranoButcs reH SMN?2,
OJIHAKO OH IMPOU3BOJUT HEJOCTATOYHO PYHKIIMOHATIBHOTO Oeka SMN6

YnydweHHasa BépcTka: [letckasa yponorua B Omcke http://disuria.ru
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CHummenne axcnpeccun SMN CHmenune Konu4ecrea

SMNi SMN2

Kak MNPOABJISICTCHA CIIHHAJTbHAA MbIIIICYHAA aTPO(l)I/IH Y peﬁeHKa?

VY KaxIoro mNanueHTa CO CHUHAJIBHOM MblIIIeYHOH aTpoduell MMETcs WHAMBHyaJIbHbIE
HapylIeHUs, a CHUMITOMBI MOTYT pa3jiM4aTbCi B 3aBUCUMOCTH OT BO3pacTa Hayajla U TSDKECTH
3aboneBaHus. [leTM MOT'yT HCIBITBIBaTh MPOIPECCUPYIONIYI0 CIa00CTh B MBIIIIAX, PAaCHOJOXKEHHbBIX
OMKe K LEHTPY Tena, TAKUX Kak Ijieyd, 0eapa U Ta3. MoryT Takke Mopa)kaTbCs MBIIIIIBI, Y4aCTBYIOIIUE
B JIBIXaHWU U TJIO0TaHUU. <8>

CrinHanbHast MblllIeyHast aTpodusi HE BIMSET HA HEWPOHBI, OTBETCTBEHHbIE MHTEIUIEKT. <9>, <10>,
<11>

Yro HyxkHO 3HATH 0 reHe SMN2?

VY Bcex OONBHBIX CHHHAJIBHOM MbIIeYHON aTpoduell mmeercss XoTst Obl OJuH "pe3epBHBIN T'eH",
koTopblii HazeiBatoT SMN2. Crpyktypa rena SMN2 mnogoOHa crpykType reHa SMNI1, HO TonbKO
HeOompIass yactb mpoaynupyemoro um o6enka SMN (10%) sBisieTcss mOTHOCThIO ()YHKIIMOHAJBLHOM.
Ororo kommyecTBa 6enka SMN HeIOCTaTOYHO AJIs MOAEeP)KaHUS BEBDKUBAEMOCTH MOTOHEHPOHOB. <12>-
<14>

KomuectBo renoB SMN2 MoxeT ObITh pa3HbIM; Oornbliee ynciao kKonuit SMN2 cBs3bIBalOT ¢ Ooee
HU3KOH TSDKECThIO CUMIITOMOB CIIMHAIBHOW MBITIIEYHON aTpodun. <14>-<16>

[TockonbKy 3aboeBaHHe MPOSABIAETCS CAMBIMH Pa3HBIMH CHUMIITOMaMH, MO 4yuciay kormuid SMN2
CTENEeHb THKECTH NPOrHO3MPOBATH CIOXKHO. [IpyM 3TOM cCrenuamucTsl peKOMEHAYIOT HpU MPHUHSITHH
pelieHuss 00 OKa3aHUU TMOMOIIM YYUTBIBaTh HE TOJIBKO 4Mcio konmuih SMN2, HO M (QyHKUHMOHAIbHbIE
criocoOHoCcTH pedeHka. <17>

Kak npoucxoaur HacJieloBaHHe CIMHAJIBbHOM MbIIIEYHOH aTpodun?

CrninHanbHasi MbllIEYHas aTpodusi — ayTOCOMHO-PELIECCUBHOE 3a00JI€BaHUE, TO €CTh PUCK 3a00JIETh
nosBIIAeTCs y peOeHKa B TOM Cilyyae, €clii OH yHaciexyeT mo oaHomy reny SMNI ¢ myTtauusiMu oT
Kaxgoro ponutens. Ecim pebenok yHacmemyetr Bcero oauH nedexktHwsiii TeH SMNI, oH cuurtaercs
"Hocutenem". Hocurenu He UMEIOT CUMIITOMOB 3a0o0JieBaHus. <18>

Ecnmu B ceMeiiHOM aHamMHe3e eCTh CIIMHAIbHAs MbIIeyHas atpodus, To Bamm maHCH Oka3zaThCs
HocuTesneM OyAyT Bblille cpeqHero. [Ipu mpuHATHN pelieHnid, CBSI3aHHBIX C INITAHUPOBaHUEM ceMbH, Bam
MOJIE3HO OYIEeT MPOKOHCYIbTHPOBATHCSI CO CBOMM BPavyOM.

Kak nnarnocrupoBare CMA?

Bpau-reHeTuk WM Bpad-HEBPOJOT MOTYT HA3HAYUTh T'C€HETUYECKHI aHAIHM3, KOTOPHIH MO3BOJIUT
MOJTBEPIUTH JINOO UCKITIOYUTH 3a00JIeBaHUE.
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C nenblo NOATBEPXKACHUSA IUArHo3a IPOBOIAT MOJIEKYJISIPHO-TEHETUYECKUN aHayiu3 KpoBu. OH
[IOKa3bIBAET, UMEETCS M y nanueHTa mytauusa B reHe SMN1. Kpome Toro, Hy’)KHO ONpENENUTh YUCIIO
konuif rera SMN2. <17>

MoryT ObITh Ha3HaYEHBI U APYTUe TUarHOCTUYECKUE UCCIEA0BAHNUS, B TOM YHUCIIE 10N OJIHUTEIbHBIN
FEHETUYECKUI aHaJIu3, AJIeKTpoMHorpadus UM aHaau3 KpOBH JUIS U3MEPEHUS YPOBHS KpEaTHHKUHA3BI.
OTu uccnenoBaHUs HE MOTYT € BBICOKOM TOYHOCTBIO MOATBEpAUTH AuarHo3 CMA, oIHaKoO MO3BOJIAIOT
UCKIIIOYHUTH APYTHe MOX0XKHUE 3a00JIeBaHUSL.

KomruiekcHbIM MoaX04 K OKa3aHHUI0 MEJUIIMHCKOW IOMOILIM, B KOTOPOM YYacTBYIOT CIEL[UaJIUCThI
CaMoro pasHoro NnpoQuis, MOXKET MOMOYb YJIYyYIIUTh OOIee COCTOSHHE 3/I0POBbS M BBIKHBAEMOCTbH
<17>.

ACHEeKTOB MEIUIIMHCKOW MOMOIIM MHOTO, ¥ POJUTEISIM COBMECTHO C BpadyoM THPEIACTOUT
NPUHUMATh DPa3HbIe pEIIeHHs, TaK KaK y KaXIOro peOeHKa CHUMIITOMBI MHPOSBISIOTCS I10-CBOEMY.
VYuureiBas, 4To Kaxkpli nanueHT co CMA nMeer pa3Hble CUMITOMBI U NMPOSIBICHUS], YJI€HBl KOMaH/Ibl U
CTENIEHb UX BOBJIEYEHHOCTHM MOIYT MEHSTHCS B 3aBUCHUMOCTH OT MOTPEOHOCTEH U OOCTOSITENLCTB.
PonurensaM kak riIaBHBIM 4JIEHAM 3TOM KOMaH/bl PEKOMEHIYETCA TECHO COTPYAHHMUYATh C BpAa4YOM CBOETO
pebeHka, yToObl chOpMHUPOBATH KOMAHY MO OKa3aHUIO IOMOILM, KOTOpast JIy4ylle BCEro NOAONWAeT AJis
HUX U UX cembu. <17>

HbixatenbHas QyHKius. [loMomp a1 MOANEP/KKH JbIXaTeNbHOW (DYHKIMHU 3aHUMAET LIEHTPaIbHOE
MecTO B BeJgeHuHM mnauueHToB co CMA. M3-3a cna®ocTu MBII] TPYAHOW KIETKHM MOXKET CHUXKATbCA
CIOCOOHOCTH 3(PPEKTUBHOIO JbIXaHUS U OTKAIIUIMBAHUS, OT YEro MOBBIIIACTCS pUCK HHPeKuuu. <20>

HeunBa3uBHast uckycctBeHHas BeHTwinusa Jyerkux (HMBJI) — meronbl, KoTOpble MO3BOJISIOT
UCKJIIOUYUTh WJIM OTCPOYMTHh MHBA3UBHOE BMellaTenbCcTBO. CrenuaibHas annaparypa, Takas Kak anmapar
IBYX(ha3HOH BEHTHISLMU C ITOJIOKUTEIBHBIM JaBICHUEM B AbIXaTelbHbIX NyTsAX (BiPAP), o6ecnieunBaer
IOCTOSIHHBIM MPUTOK BO3[yXa B JIETKHE 4Y€pe3 MacKy, 3aKpbIBAIOILYI0 POT W/WiIM HOc. B nomamHux
YCIIOBUSIX MOKHO TaK)K€ HCII0JIb30BAaTh OTKAIIMBATENb.

VHBa3uBHAs MCKYCCTBEHHAs BEHTUJIAIMS JIETKUX oOecrednBaer Oe30MacHyr0 Mojady BO3JyXa B
JEeTKHEe Yepe3 DSHIOTpaxealbHYI TpyOKy, BBEICHHYIO uepe3 pOT ManueHTa (MHTyOarus), WIH
HEMOCPEACTBEHHO B TPAXEI0 uepe3 HeOOIbIIIOE pacceueHue B 1Iee (TpaxeoToMus).

Opronenus. Ckonno3 (MCKpUBJICHHE MMO3BOHOYHUKA) — PAaCIpPOCTPaHEHHAs mpobyiemMa y JeTel co
CIHHAIBHOW MBIIIEYHON aTpoduei, oO0ycioBiIeHHass MbIIeYHOW crnabocTeio. Opromen MOXeT
MOPEKOMEH/I0BaTh MPUMEHEHUE CPENCTB MOAJEp)KaHUs IMO03bl (OPTE3MPOBAHME) WM XHPYPrUYECKYIO
KOPPEKIUIO cKoino3a. <19>

[Tutanue. M3-3a mpimeunoi cnadoctu net co CMA MoryT TepsTh ClIOCOOHOCTb JKEBATh U TJIOTATh.
Bo3Hukaer puck BIBbIXaHMS MUIM U KUAKOCTH B JIETKME BO BpPEMS €Ibl M Pa3BUTHUS PECHHUPATOPHBIX
uH¢pexnui. Porurenn u Bpauu MOTYT NPHUHATH pellleHHEe 00 YCTAaHOBKE BPEMEHHOI'O MM IOCTOSHHOIO
30HJa C I[ebI0 o0ecnedeHus: pedeHKa HeOOXOAMMBIMU MUIIEH U KUAKOCTHI0. <19> 30HABI OBIBAIOT OBYX
THUIIOB: Ha3aJlbHble M a0poMHUHaIbHbIE. HazoracTpanbHble 30HbI BBOASATCA 4epe3 HOC; MUIA MOCTYMAeT
HETOCPEICTBEHHO B XeayJok. OObIYHO OHM YCTaHaBIMBAIOTCS, €CIM 30HJ TpeOyeTcs Ha KOpPOTKOe
Bpems. ['acTpocTomuueckue TpyOKH YCTaHABIMBAIOTCA XUPYPrUUECKUM IyTeM 4epe3 OpIOIIHYI0 CTEHKY
B KenyAoK. OHU JOCTATOYHO MPOCTHI B OOCIYKMBAHUU M SBJSIFOTCS XOPOLIMM BapUaHTOM JJIsl JeTei,
KOTOPBIM TpeOyeTcs AOArOCPOUHAsl MOEPIKKa IPH KOPMIICHHUH.

@usunorepanus. et co CMA MoryT ObITh 4epecuyp ciaObIMU JJIsi COBEPILEHUS ABM)KCHUN B
NOJHOM oObeMme. BoO3HUKaeT puCK pa3BUTHS KOHTPAKTYp, KOTOpbIE B JalbHEHIIEM MOrYT CTaTh
IOCTOSIHHBIMHU M OTPaHUYMBATh JBUKEHUs. JledueOHas GU3KYIbTYypa MOXKET COCTOSTh U3 YIPAKHEHUH 110
BOCCTaHOBJICHUIO TMOKOCTH M OOHIMX (YHKLIMOHAJIBHBIX BO3MOXKHOCTEH. B ompeneneHHbIX ciydasx
BEPTUKAJIM3AaTOP MO3BOJIAET YIYUUIMTh MPOYHOCTh KOCTEM M MOXKET MCIOJIb30BAaTHCS B JIOMAIIHUX
ycnoBusx. <19>

Kpome BbIIIENepedrCIEHHBIX CIENUANIMCTOB, B COCTaB KOMaHAbl MEIUIIMHCKONW MOMOIIM MOTYT
TaKXE BXOJIUTh U JPYTHE CHELHUAIUCTBL, B TOM YHUCIE, Bpaul U UHBIE CHELUAIMCTBI U3 MEIUIIMHCKON
OpraHu3alliM WM €€ CTPYKTYpPHOTO TIOJpa3/ielIeHUs, OKa3bIBAIOIIEr0  CHELUAIN3UPOBAHHYIO
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NaJUIMaTUBHYIO MEIULIMHCKYIO TTOMOILb.
Baxubsie pecypchl. CylecTBYIOT MEXAYHApOJHbIE M POCCUHCKHE OpraHU3alllH, IMPOEKThl U
CO00IIIeCTBA, MPU3BAHHBIE TOMOYb O0JIErYUTh KU3Hb MarueHToB co CMA 1 ux ceMeid.

ITanueHTCKHME OPraHU3 AN AN

SMA Europe — Espormeiickas manueHTckas opraHu3anus, co3ganHas B 2006 romy, KoTopas
00BbeNMHSCT MAIUEHTCKUE U HCCIIeI0OBATEIbCKIE OpraHu3alny Beeil EBpombl, MOCBsIIeHHbIe CITMHAIIBH O
MbImedHoi atpopuu (CMA).

ITocetuTe sma-europe.eu

Cembu CMA — Pocculickasd naumeHTckast opranusanus, yactb SMA Europe, co3gana B 2015 romy.
[TpemmaraeT MHOXXECTBO TTPOSKTOB JIJIs MAIIMEHTOB U MX CEMEH, TaKUX KaK ropsdas JUHHS, U TOJIEe3HON
nH(popMaIu, Takoi Kak JeTalbHOE Onrucanue 0oJie3Hn u Ondaroreka myoaukamnuii. [Toceture f-sma.ru

NHuTtepHeT-pecypcesl

TogetherInSMA — mexayHapoaHblii BeO-caiiT, co3AaHHbIA 11 MHDOPMHUPOBAHUS MALUEHTOB CO
CMA u ux cemeil.
ITocetute togetherinsma.com
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ITpunoxenue I'l-I'N

HIxanbl OI€¢HKH, BOIIPOCHUKHU U APYIH€ ONCHOYHbLIC HHCTPYMECHTDBI COCTOAHMUA
ManueHTa, IPUBCACHHDLIC B KIIHHUYE€CKUX PEKOMECHAAIUAX

1. HazBanue Ha pycckom si3bike: KilroueBble 3Tanbl JIBUraTeJIbHOM AKTHBHOCTH
(pa3aen 2) <*>

<*> [llkana B P® He BanuaupoBaHa, 1JIs €€ HCII0JIb30BaHMS HEOOXOIMMO CIIelMaIbHOEe 00yUEeHHE.

OpurunansHoe Ha3BaHue (eciu ecTh): Hammersmith Infant Neurological Exam -

Hcrounuk (opunuaibHbI caiT pa3zpaboTunkos, mydaukamus ¢ Bamuganueid): Bishop KM, Montes
J, Finkel RS. Motor milestone assessment of infants with spinal muscular atrophy using the hammersmith
infant neurological Exam-Part 2: Experience from a nusinersen clinical study. Muscle Nerve. 2018 Jan;
57(1): 142-146. doi: 10.1002/mus.25705. Epub 2017 Jun 14.

Tun (moguepKHyTH): IIKajia OICHKH

Hasnauenue: oOmas olieHKa JBUraTelnbHONM aKTUBHOCTH y pebenka co CMA 1, moxer
UCIOJIb30BaTHCS IS OL[EHKU 3P (HEKTUBHOCTH TE€pAIUU

Conep:xanue (11a0JI0OH):

INEHbL BUSUTA
KJIIOUEBHE OTAIIE
IBUTATEJILHON AKTMBHOCTH:

IMKAJIA HINE PABIEJl 2

VMg naumMeHTa -
VHMLIMAaJIE IalueHTa

Dara Bmsura __/ /
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IO MM TTTT
VYaepxanue HE Kauanus VY nepxuBaet Ouenka:
T'OJIOBBI YACPKUBAET | TOJIOBBI U3 roJIOBY BCE
TOJIOBY B CTOPOHBI B BpeMs B
BEPTUKAIILHO | CTOPOHY | BEPTUKAIHHO
M (nopma B 4 M
MOJIOKECHU U MecsIa) MTOJIOKEHU U
(Hopma < 3 (Hopma B 5
MecsIIIeB) Mec) Bospacr:
CrocoObHOCTh | HE MOXKET CHJIUT C CHJINT C CHJIUT B nosiokeHuu | O1ieHka:
CHJICTh CUJICTh MTOJIJICPIKK O OIOPOii YBEpEHHO 0e3 cuns
OTIOPBI MOBOpaYMBac
TCS
(mopma B 4 (HOpMa B 6 (mopma B 7 | (Hopma B 10 | Bospact:
MecsIa) MECSIIIEB) MECSIIICB) MECSIIIEB)
Co3HaTeNnbHbl | OTCYTCTBUE | MCIIOJIB3YET crnadbIi CHJIBHBIN Onenka:
it 3axBat 3axBaTa BCIO JIaJIOHb 3axBaT 3axBaT
Bo3spacr:
pyKH yKa3aTeJIbHbI
M ¥ OOJIBIINM
najbliaMu
CrocoOHOCTh HET HOTH HE HOTH MOET MOJKET OrueHka:
OpBIKaTHCS (B | CHOCOOHOCTH | MOJHUMAIOTC | MOJHUMAIOTC | IPUKACATHCS | TPUKACATHCS
MOJIOKEHU U OpBIKATHCSI o s BBEpX K HOTE K TasblaM
Jexa) TOPU30HTANb | (BEpTHKAIbH HOT
HO 0)
(Hopma B 3 | (HopMma B 4-5 | (HOpMa B 5-6 | Bo3pacT:
Mecsia) MECSIIIEB) MECSIIIEB)
CriocoOHOCTh | HE MOXET | IOBOpauMBae | IOBOpauMBae | MOBOpayurBae Onenka:
MepeBOPAYUB | IEPEBOPAYUB | TCsI HA OOK | TCS C )KMBOTA | TCSI CO CIIUHBI
aThCsI aThCsI HA CIIMHY | HA )UBOT U C
WJIH CO KUBOTA HA
CIHHBI Ha CIIUHY
KHUBOT
(HopMma B 4 (HOopMa B 6 (Hopma B 7 Bo3spacr:
MecsIa) MECSIIIEB) MECSIIIEB)
CrocoOHOCTh | HE MOXKET MoJ3aeT Ha | MOJ3aeT Ha | mon3aeT Ha | mom3aeT Ha | OueHka:
10J3aTh JepKaTh JIOKTAX BBITSHYTBIX KUBOTE pykax u
rOJI0BY pyKax KOJICHSIX
(mopmaB 3 | (Hopma B 4-5| (HopmaB 8 | (Hopma B 10 |Bospacrt:
Mecsa) MECSIIEB) MECSIIEB) MECSIIEB)
CriocobHOCTh He MOXET CTOUT C crout 0e3 Onenka:
CTOSITh BBIZICP)KUBAC | BBIICPKATH | TMOIJIEPIKKON | TOCTOPOHHEH
T BEC CBOETO | BEC CBOETO MTOMOTIIN
Tena Tena
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(mHopma B 4-5 | (HopmaB 8 | (HOpMa B 12 Bo3zpacr:
MECSIIEB) MECSIIIEB) MECSIIIEB)
CrocoOHOCTh [IaTaeTCs MEIJIEHHO XOIUT OrueHka:
XOIHUTh nepeMeniaeTc
s (mepxach
3a 4TO-JIM00)
(HopmaB 6 | (Hopma B 11 | (HOpMa B 15 Bospacr:
MECSIIEB) MECSIIEB) MECSIIEB)

Kitou (nHTEpmpeTarus): oneHKka KadyecTBeHHas (He OanmbpHast), B TaOIUIle OOBOAUTCS TOT HAaBBIK,
KOTOPBI €CTh y peOCHKa Ha MOMEHT OCMOTpa, TO K€ caMmoe JAENaeTcss NMpU OCMOTPE B JIMHAMUKE.
CTaHOBATCS] OYEBUIHBIMH TPUOOPETEHNE/PETPECC OCHOBHBIX MOTOPHBIX HABBIKOB.

2. Hazanme Ha pycckom si3bike: Illkana oumeHkH MOTOpPHBIX (GyHKIMH TpH

CMA <*>

<*> [1lkana B P® He BanuaupoBaHa, 1JIs €€ HCII0JIb30BAHUS HEOOXO0IMMO CIIelMaIbHOE O0yUYEHHE.

OpurunanpHoe HazBanue (ecam ecth): The Hammersmith Functional Motor Scale Expanded

(HFMSE)

Hcrounuk (oduiinaabHbIi caliT pa3padoTunKoB, myOaukanus ¢ Baaupanueii): Pera MC, Coratti G,
Forcina N, Mazzone ES, Scoto M, Montes J, Pasternak A, Mayhew A, Messina S, Sframeli M, Main M,
Lofra RM, Duong T, Ramsey D, Dunaway S, Salazar R, Fanelli L, Civitello M, de Sanctis R, Antonaci L,
Lapenta L, Lucibello S, Pane M, Day J, Darras BT, De Vivo DC, Muntoni F, Finkel R, Mercuri E.
Content validity and clinical meaningfulness of the HFMSE in spinal muscular atrophy. BMC Neurol.
2017 Feb 23; 17(1): 39. doi: 10.1186/512883-017-0790-9.

Tun (Moq4epKHYTH): MIKaJIa OLIEHKU

Haznauenue: ¢yHKIMOHANBHAS OLEHKA JIBUTaTEJIbHOW aKTUBHOCTH y marueHta co CMA, moxer
UCIOJIB30BATHCS 171 OI[eHKU 3G ()EKTUBHOCTH Tepanuu

Conep:xanne (ada0H):

ILIKAJIA OLIEHK MOTOPHBIX ®YHKIIWI IIPY CMA BOJILHULEI XAMMEPCMUT (HFMSE)

J5(0)

JlaTa oneHKH

I[aTa Orcpanuv Ha MTO3BOHOYHHUKE

JaTa poxnenus

Bpewms, 3arpauenHoe Ha oOcienoBaHue

OLIEHUBAOIIUN CIIEIIUATUCT

ITpoba Wucrpyknus 2 1 0 OK KommenTtapun
b = 6amn

1. Crooco6nocts | Thl Mokelb | Mosker Heob6xonuma | HeoOxonuma OneMeHT 1
CHJIETh HA | CUIETh Ha | CUACTh 0e3 | omopa Ha|omopa Ha o0e [Ipeobmanarore
CKaMbe/CTyJIe CKaMbe/CTyJIe OTTOPBI Ha | OTHY PYKY | pyKH IS e MTOJI0KEHHE
MoxeT cuaeTh|0e3 Omopel Ha|pyKH,  TOKa | s yaepKaHUS ITO3BOHOYHHMKA
Ha Kparo CKaMbH | pyKH, TIOKa $|Bpad CUWTAET | yJIepKaHUs Oananca. [Ipeobmanarore
1580171 Ha|cuutaro g0 37|10 3 ubonee |Oamanca, moka| He cmocobOen e MTOJIOKEHHE
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CKaMbe/TI0ITy (be3 omops! mox Bpad CYHUTACT | CUACTh HIDKHUX
anummTe CIIMHY/C OMopoi 1o 3 KOHEYHOCTEH
Ty YT wm 0e3 Oonopsl O6BemuTe
YBH/ICHHBIH HOT'aMH ) npeobagaromiee
BapHaHT MTOJIOXKCHHE
2. CmocobroCTs | THI MOxelb | Moxer Moxer Moxer TOSBOHORHIKA 1
CUJIETh c|cuners Ha | CHJETh Ha | CHIETh Ha | CHETh c HIDRHIX
BBINPSIMJICHHBIM | ITOJTy/CKAMbe  C | ITONTy/CKaMbe | ITOJTY/CKaMbe | BBITPSIMIICHH KonednocTen
n Horamu Horw | BRIIPSMIICHHBIM | C c BIMU HOTAMH C
NIpsAMBIE =|n HoramMu Oe3|BBIIPSIMIICHH | BBIIPSIMIICHH | OMOPOM Ha
KOJICHH  MOTYT | OIOPBI Ha PYKH, | BIMH HOTAaMH | BIMH HOTaMH C | 00€ PYyKH,
OBITb  COTHYTHI, | IIOKa S CYMTal0 | 0€3 OMOpPHI Ha | OIOpoi Ha | [TOKa Bpad
HO KOJIEHHBIE | 10 37 PYKH, TIOKa|OIHY  PYKY,|cuuTaer 1o 3.
YaIeyku Bpad CYMTACT | [TOKa Bpau | Mnu HE
IOJDKHBI  OBITH o0 3 CUMTAET 10 3 | criocodeH
oOpartieHsI CHJIETh c
BBEPX, JOABDKKA BBINPSIMIICHH
JOJDKHBI  OBITh BIMH HOTaMHU
PaCTIONOKEHBI
HE Janblie, 4em
B 10 cM mpyr ot
Apyra
3. Cnocob6HocTh | Th MOKeIs | Moxer Mosxer He MOXKET Mp/J1
KOCHYTBCS KOCHYTBCS JOTPOHYTBCA | JOTPOHYTBCA | IOCTAaTh IO
TOJIOBBI  OOHOW | OHOM pyxoii| oo TOJIOBBI | 10 TOJIOBBI | TOJIOBBI
pyKoit B | TOJIOBHI, HE | OHOW PYKOM. | pyKOH TOJIBKO | pyKOM, Jaxke C
MTOJIOKCHHUN HaKIIOHSIS TomoBa 1 | HAKJIOHWB MTOMOIIIBIO
cuns Pyxka | ronoBy? TYJIOBHIIIE TOJIOBY JIBHYKCHUS
JOJDKHA OCTaloTcs B TOJIOBBI "
KOCHYTBCS CTaOMIILHOM TYJIOBHIIIA
T'"OJIOBBI BBIIIC ITOJIOKECHHNHN
YPOBHS yIIen
4. Cnocob6uocTs | Thr Moxkenib | Moxer Mosxer He MOJKET
KOCHYTBCA KOCHYTBCA ITOJIOKUTH ITOJIOKUTD IIOJHECTU
TOJOBBI  JIBYMS | TOJIOBBI OOCHMH | KUCTH OOEHMX | KHCTH PYK Ha|KUCTH 00enx
pyKaMu B | pyKamu PYK Ha rOJIOBY | TOJIOBY,  HO| PYK K TOJIOBE
MTOJIOKCHHUN OJTHOBPEMEHHO, | 4epe3 TOJIHKO
cuns Pyku | He HaKJIOHSS | CTOPOHBL HAKJIOHUB
JIOJDKHBI roJjoBy? Tomosa U | TOJIOBY,
KOCHYTBCS TYJIOBHIIIE HAaKJIOHHUBILIKC
TOJOBBI  BBIIIE OCTaloTcs B|b B CTOPOHY,
YPOBHSI yIIEH. cTabuiapbHOM | ITepedupast
MOJIOKCHUH | pyKaMHu  HJIH
10 OJTHOM
5. Cnoco6HocTs | Th MOxelb | Moxer Moxer He MOXET [Ineun
MOBEPHYTBCS CO | TIOBEPHYTHCS CO | IOBEPHYTHCS | IOBEPHYTHCSI | TOBEPHYTHCS MIEePIECHIUKYIISIP
CIIMHBI HA OOK | CITUHBI HA OOK B|CO CIHMHBI Ha|CO CIIMHBI | HU HA OJUH HBI TTOBEPXHOCTH
obomx 0ok B 00e | TOmBKO Ha| 60K Mara.
HampapjeHUsIX? | CTOPOHBI OJIUH 00K Tynosuie u
ITocrapaiics He (TTp/J1) Oenpa Ha OIHOU
WCIIOJB30BaTh JIMHUH
pPykH
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6. Cmocobnocts | Th Moxxeb | [IepeBopaunB | IlepeBopauns | He MOXKET
MIEPEBEPHYTHCS C | IEPEBEPHYTHCA C | aeTCs Ha | aeTcs Ha | IEPEBEPHYTHC
KHBOTA Ha | JKHBOTA Ha|CHHHY dYepes3 | CIUHY, s Ha CIUHY
CIMHY yepe3 | CMHy B OOOMX | IpaBblii  OOK | HCTIONB3YSI
MpaBbIid OOK HarpapieHusX? |0e3 TIOMOIM | pyKy, YTOOBI
PYK OTTOJIKHYTBCS
/MOJTAHYTh
cebst
7. CnocobHocTh IlepeBopauns |IlepeBopauns | He MOXET
MIEPEBEPHYTHCS C aercs Ha | aercs Ha | IepeBEPHYTHC
KHUBOTA Ha COMHY depes3 | CIHHY, sl HA CIIUHY
CIIHHY qyepe3 JEeBbIi  OOK | HCHONB3YS
JIEBBIA OOK 0e3 TOMOIH | pyKy, YTOOBI
pyK OTTOJIKHYTBCS
/MOATSHYTH
cebst
8. Cnocobnocts | Th moxems | [Tepesopauns | [lepeBopauns | He MOXET
MIEPEBEPHYTHCS | IEPEBEPHYThCA | aeTcs Ha | aeTcs Ha | IEPEBEPHYTHC
CO CIOUHBI HA|CO CHHHBl Ha|XHUBOT 4Yepe3 | KHUBOT, sl Ha )KUBOT
KHUBOT yepes3 | KUBOT B OOOMX |IIpaBblii  OOK | UCTIONB3YSI
TIpaBbIii OOK HampaByieHusAX? |0e3 IMOMOIM | pyKy, YTOOBI
PYK OTTOJIKHYTBCS
/MOTAHYTH
cebst
9. CnocobHocTb [lepeBopauus |IlepeBopauns | He MOXKET
MIEPEBEPHYTHCS aercst Ha | aeTcs Ha | IEPEBEPHYTHC
CO CIOUHBI Ha XKHUBOT 4Yepe3 | KHUBOT, sl Ha )KUBOT
KHUBOT gyepe3 NeBbli  OOK | HCHONB3YS
JIEBBI OOK 0e3 TOMOIIM | pyKYy, YTOOBI
PYK OTTOJIKHYTBCS
/MOATSHYTH
ceost
[Ipumeuanue.

HYMCpaHI/IH ITYHKTOB JIaHa B COOTBCTCTBUU C O(l)I/II_II/IaHBHI)IM TCKCTOM JOKYMCHTA.

20. Tor Moxkems | CrrocobeH Crocoben Hesbmonaum
CriocoOHOCTh XOIUTh 0e3| caenars Oojee | caemate OT 2|0
XOIUTh MTOCTOPOHHEN 4 maroB 06e3|n10 4 1maros
moMornm W 0e3| MOCTOpOHHEH | 6e3
ITOMOILA TTOMOIIH MOCTOPOHHEH
BCIIOMOTaTEIbH IIOMOIIIA
BIX YCTPOWCTB?
TToxaxm,
noxayiicra
OIIEHKA Kon-Bo Kon-Bo Kon-Bo HUTOI'O 140
OIICHOK 2 = OIICHOK 1 = oreHok 0 = =

Kitou x mikane: O6BeanTe HAMBBICIIMM YPOBEHb CAMOCTOSTEIbHBIX ABMKEHHUM B HACTOSIIEE BpeMs
U IpU JUHAMHUYECKOM OCMOTpe. bainbHas oOLieHKa OTYETIMBEE AEMOHCTPUPYET MO3UTUBHYIO HIIH
HETraTUBHYIO IMHAMUKY JIBUTATEIbHOIO Pa3BUTHSL.
OK = orpanuueHo KOHTPAaKTypoun
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3. HazBanme Ha pycckoM si3bike: IlepecMOTpeHHBIN MOIYJ/Ib OLIEHKHA MOTOPHOM
(pyHKIHMY BEpXHUX KOHEYHOCTEH <*>

<*> [llkana B P® He BanuaupoBaHa, IS €€ UCI0Ib30BaHUS HEOOXO0AUMO CrelhaIbHOe 00yueHue.

OpuruHansHOE Ha3zBaHue (eciu ecth): Revised Upper Limb Module (RULM)

Hcrounuk (oQuimanbHbI caliT pa3paboTYMKOB, MyOnuKanus ¢ Bamuaanueit): Mazzone ES,
Mayhew A, Montes J, Ramsey D, Fanelli L, Young SD, Salazar R, De Sanctis R, Pasternak A, Glanzman
A, Coratti G, Civitello M, Forcina N, Gee R, Duong T, Pane M, Scoto M, Pera MC, Messina S,
Tennekoon G, Day JW, Darras BT, De Vivo DC, Finkel R, Muntoni F, Mercuri E. Revised upper limb
module for spinal muscular atrophy: Development of a new module. Muscle Nerve. 2017 Jun; 55(6): 869-
874. doi: 10.1002/mus.25430. Epub 2017 Feb 6.

Tun (moguepKHyTH): IIKaia OICHKH

Hasnauenwue: pyHKIIMOHAIbHAS OIICHKA ABMKEHUN B pyKax y nereid u B3pocibix co CMA [T u CMA
II1, Mmo’keT ucIonb30BaThCs [JIst OIlEHKH d(PPEKTUBHOCTH TEepaTu

Conep:xanne (adao0H):

IKAJIA RULM JJIA UCITOJIB30OBAHUSA ITPU CMA
Hara ouenxm: _ /__/ Bpewms mavana (Y4:MM): ;

AL MM TOL (24-4yacoBoii popmar)
JlomuHupyromas pyka: Wwmst/vi. HoMep marueHTa:
D HpaBa;[ D JleBas D AM6I/I}1€KCTp ...................................................
Houwenne opresa nossonounnka: - Jla <*> L Her ©.11.0. Bpaua:

KoHTpakTypa mpaBoro J0KTeBOro CycTaBa: 1 Ha 1 Her

KoHTpakTypa JIeBOro JOKTEBOrO CyCTaBa: 1 Ha 1 Her

Canp0yTamon: 1 Ha ' Her

Onepanyst Ha TO3BOHOYHHKE: 1 Ha 1 Her

OueHnBaemasi CTOpOHa: 1 IIpaBas L Jlepas

Kommenrtapuu:
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A 0 1 2 3 4 5 6
Bxonnoe
TECTHPOBA
HUE
Otcyter | Moxer Moxer | Moxer Moxer Moxer Moxer
BUE JepxKaTh MOJHECT |MOJHECTH | OJAHOBPEME |OAHOBPEMEHH | OIIHOBPEME
MOJIE3HO | KapaHaalll u 1 wm| Ko pTy | HHO 0 MOAHSATH | HHO
i WIA TOTHATH |2  PYKH | CTAaHAAPTHBI | IOAHSTH o0e pyKd Haj|OTBECTH B
(GYHKIM | MOHETY/)KETO |KO pTy, | # 00€ pyKH 10 [ TOJIOBOM, HO | CTOPOHBI
U pyK H WIM|HO  HE|IJIACTHKOBBI | YPOBHS COKpalfaer o0e pykHu ¢
YIPAaBJISITh MOXeT |H ey C | TPAaeKTOPHUIO | pa30THYTHI
(yHKIIMOHAT | IOAHATH | CTAKAHYMK C | KOMIIEHCAI] |JABUKEHUS, MU
bHBIM ko pry|200- ueil unm 6e3 | crubas pyky B |JIOKTAMH U
KpECJIoM, CTakaH4y |rpaMMOBBIM |Hee. Pyka |okTeBoM OIHCATh
MOJIb30BaThC | UK C | Tpy30M, IIPH | COTHYTa cycraBe pykamu
s kHomkamu | 200- HEOOXOIHUM | MJTH (MCTIONB3YeT | TTOJIHBIH
TenedoHa IpaMMOB | OCTH JBYMS | pa30THYTa B | IOTMOJHUTENb |KPYT, CBENs
BIM pyKamu JIOKTE HYIO JaJIOHU HaJl
rpy30oM MYCKYJIaTypy) | TOJIOBOM
Pacuuupennas mkaJjia:
Onucanue 0 1 2 OLIEHKA
I1 JI
[Iepememenue pyk ¢ koineneit | He MoxkeT | [TomHoCThIO ITonmHOCTBIO
Ha CTOJ NepeMecTUTh Ha | epeMeniaeT nepeMeniaeT Ha
CTOJl HU OJHY U3 |OAHY PpYyKy Ha|cTrol o0e pyKH,

pYK CTOJ mbo obGe BMecTe,
mmbo CHauvaja
OAHY PYKY,
MIOTOM JPYTYIO
[TaruenT orcnexuBaer nyth U | He MoxKeT | Moxer MoxeT
MPUBOJUT MAIIMHY K (QUHUINY | yIepkKaTh HA4YepPTUTh IIYTh, | HAYEPTUTh IyTh
0e3  OCTAaHOBKM WJIM  HE|KapaHJall B pPyKe|HO C OCTAHOBKOH |0€3  OCTaHOBOK
OTpBIBasi KapaHJall OT OyMaru | Wi CHEJIATh | WIIHA OTpBIBas | UIM HE OTpPhIBAs
OTMETKY Ha | KapaHaIl OT | KapaHaall oT
Oymare Oymaru Oymaru
CrocoOHOCTh cobuparts | He MoxeT | MokeT nOomHATH | MOXET ITOAHATH
MOHETEI/?)KETOHBI MOJIHATh HU OJIHY | OHY U yAepKarb B
MOHETY/5KETOH MOHETY/’KETOH pyke JBE
MOHETBI/Ba
JKETOHA
ITomemenne MoHeTEI/KeToHa | He MoxeT | MoxkeT MosxkeTt
B CTAKaHYUK MOJ0XKHUTh MOJIOKUTh MOJIOKUTH
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- Ha crone: ropu3oHTaJIbHO MOHETY/>KETOH MOHETY/)KETOH B | MOHETY/>)KETOH B
- Ha YpOBHE meya: | CTakaH4uK CTaKaHYHK, CTaKaHYHK,
BEPTUKAIBHO IIOMEILAIOT Ha | JeKalui pa3MelnieHHbI Ha
CTON B | TOPU3OHTAJIBLHO | ypOBHE IjIeda
ropu3oHTadbHOM | CTakKaHYUK CrakaHuMK
MOJIOKEHUM  Ha |[IOMEIIAIOT  Ha | yAEPKUBAIOT
pacCTOSIHUU 10 | CTOJ B | BEpTUKAJIBHO Ha
3amsCThs TOPU30HTAIBHOM | pACCTOSTHUU
BBITSIHYTOU PYKH, | [IOJIOKEHUN  Ha | BBITAHYTOH DPYKH
IJIEYO0  KOTOPOM | pACCTOSSHUM  [I0 | [TAllMEHTa, ILIEYO
COTHYTO MOJT | 3aIACThsI KOTOpOTO
yraom 90° BBITSIHYTOM PYKH, | COTHYTO oJ
mIedo  Kotopo# | yriom 90°, mpu
COTHYTO IIOJ [ 3TOM  BEPXHUH
yriaom 90° Kpail cTakaH4YMKa
HaXOJUTCS Ha
YPOBHE IJIeY MO/
KHUCTBIO
naimueHTa
CnocoOHOCTh Ilens: IIneuo | Hens: OtBenenue | Llens: OTBeneHune
NOTSHYThCSI  BOOK W |oTBeAeHo Ha 90°, |mueda ©Ha 90°,|mueua Ha 135°,
JIOCTaTh MOHETY/’)KETOH. | MOHETa/’)KETOH MOHETA/’)KETOH JKETOH Ha
CnocoOHOCTh  MOAHSTH | pACHOJIAaTaeTCsl | pacroiaraercsa | paCCTOSTHUH
KUCTh Ha YPOBEHb IJIEYA |HA  PACCTOSIHUU |HA  PACCTOSHUU | JJIMHBI PYKH 10
Y BBIIIIE JUTMHBl PYKU JIO | IJTUHBI PYKHA O | KOHYHMKOB
3aMsCThs 3amsCThs MaJblEeB
He moxkeT | IlonanMaeTt nalyeHTa
NOJHATh  KHUCTh | KUCTh Ha | [logaumaer
Ha YPOBEHb | YDOBEHb  IJI€Ua, | KUCTh BBIIIIE
nJjeya pyka MOXET | YPOBHSA Tied,
OBITH COTHYTA | JJOKOTh MPU 3TOM
WM pa3orHyTa B |MOJHST Kak
JIOKTEBOM MUHUMYM 10
CyCcTaBe YpOBHSI I'J1a3
Bxitouenue He MoxeT | Moxer  3axeub | Moxer
CBETUJIbHUKA OJTHOM | BKITIOUHTh CBETWJIBHUK  Ha | BKIIOYUTh
pyKoit CBETHJIbHUK MTHOBEHHE CBETWJIbHUK
OJHOM pyKOU Ha)XaTHEM HaXKaTUEM
NajbllCB  W/WJM | TAJBIEB  W/WIK
00 IINM OOJIb M
MaJIbLIEM  OJHOM | MAJIbLIEM  OHOM
pyku PyKH
JloxoTh He | JIokoTh HE
MOXKET OBITB | MOXKET OBITh
BBIIIIE YPOBHS | BBIIIIE YPOBHS
3aMsCThs 3arsICThs
PaspeiBanme Oymaru He MoxeT | PaspeiBaer mmct | PaspeiBaer  smct
pasopBaTh  JHCT | Oymard, Oymary,
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Oymaru, CIIOKEHHBIN CIIOKEHHBIN
CJIOKE€HHBIN BJIBO€, HayuHas | BUETBEPO,
BJIBOE CO  CJOXEHHOTO | HAUhHAas co
Kpas CJI0KEHHOT' O
Kpast
OtkpbiBanue  Kpblku | He ciocoOeH | OTKpbIBaeT
KOHTEWHEpa OTKPBITh KOHTEWHED,
PpacoI0KeHHbII
Ha CTOJle, WU
MpUXaB €ro K
cebe
Crnocobnocts monHectH | He MoxkeT | MoxeT mogHecT | MokeT mofHecTu
KO pTy CTakaHYUK C|IIOJHECTH KO pTY | KO pTY
rpyzoM maccoit 200 r CTaKaH4MK KO | CTAKaH4UK C | CTaKaHYUK c
pTY rpyzom 200 Tr|rpysom 200 T
JIByMsI pyKaMu OJTHOM pyKOH
ITomaumaer  rpy3  u|Heswmmonaumo | Moxer Moxet
nepeMeniaeT  ero M3 EPEMECTUTh MIEPEMECTUTh
OJIHOTO Kpyra B JIpyrou rpy3 maccor 200 |rpy3 maccoi 200
KpYT yJepXKUBasi Ha BECY. r 10 | T, OJIHSAB €ro
Mexny Kpyramy, MTOBEPXHOCTHU
pacIonoXeHHBIMU o cTOJIa
TOPU3OHTAJIH. n3
HEHTPAJIBHOI'O
KPYTA BO BHELIHUI
KPYI' Ha ounenuBaeMon
CTOpOHE
Ilomuumaer  rpy3  u|Heswmmonmuumo | Moxer Moxet
nepeMenaeT  ero M3 MIEPEMECTUTh NIEPEMECTUTh
OJIHOTO Kpyra B JApyrou rpy3 maccoi 500 | rpy3 maccoi 500
KpYT YAEp>KUBas Ha BECY. r IO | T, IO/IHSIB €T0
Mexny Kpyramu, IOBEPXHOCTH
pacIonoKeHHBIMU 1o cToja
TOPU3OHTAJIH.
N3 LEHTPAJIBHOT'O
KPYTA BO BHELLIHUI
KPYI" na Tectupyemoit
CTOpOHE
[Tomaumaer  rpy3  u | HeBbimomuumo | MoxeT Moxert
nepeMeniaeT  ero M3 MEePEMECTUTh MEePEMECTUTh
OIHOTO Kpyra B Apyrou rpy3 maccoi 200 |rpy3 maccon 200
KpYT yAEp>KUBas Ha BECY. r 10 | T, IO/IHSIB €T0
Mexny Kpyramy, MTOBEPXHOCTU
pacIoNoXEeHHBIMU 1o cTroja
JIMaroHalu.
YEPE3 CPEJIHIOIO
JIMHUIO "3
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HEHTPAJIBHOI'O
KPYI'A BO BHEIIHWH
KPVYT', naxonsmmuiica Ha
MPOTHUBOMOI0KHON
CTOpOHE

[Tepememaer memouek c | He MoxkeT | Moxet MoxeT IOIHATH
neckoM maccoit 500 r c|mepemecTuTh IIEPEMECTUTH rpy3 Ha YpOBEHb
KOJIEHed Ha CTOJd WM |Tpy3 Ha CTOJ|Tpy3 Ha  CTOJ |TIJa3 JIBYMSI
MOAHUMAET Ha YPOBEHbB | ABYMS pyKaMH JBYMSI pyKamMu pykamu
rjas
[Tompem BeIMpsiMIIEHHBIX | HEBBITTOTHUMO Moxker momusats | Moxker
pYyK o0e pyku HaJl OJIHOBPEMEHHO
OTBECTU
HaJ TOJIOBOH - TOJIOBOH B CTOpPOHBI 00¢€
OTtBenenue mie4da OJIHOBPEMEHHO pyKu C
TOJBKO  crubasi | pa30orHyThIMU
X B JIOKTEBLIX | JOKTIMHA u
cycTaBax onucaTh pPyKaMu
(ucnonb3ys TIOJIHBIN KpYT,
KOMIIEHCAIIHIO) CBes JIaJOHU
HaJ roJIOBOI
Ornenka 5 6amioB | Onenka 6 6ajnoB
3a BXOJHOE 3a BXOJHOE
TectupoBanue TectupoBanue
ITogpem rpy3a wmaccoii |He MoOXKeT | MoxxkeT nomusaTs | MoxeT ITOIHATH
500 r BbIlIE YPOBHS IJIEY | HOJHSTh rpy3 | rpy3 maccoi 500 |rpy3 maccoir 500
— OTBeneHue mieya maccoi 500 r|r c|T oe3
naxe ¢ | KOMIIeHcanuel KOMIIEHCAIluU
KOMIIeHcaluen
ITogpem rpy3a maccoii 1| He MOXeT | MoxkeT noaHATh | MOXET MOIHATh
KI' BBILIE YPOBHS IJIEY — | IIOAHATH rpy3 | Irpy3 Maccoil 1 xr|rpy3 Maccoil 1 kr
OTtBenenue mie4da Maccoi 1  kr|c xkoMmeHcanuein |0e3
Iaxe c KOMIIEHCAIIUH
KOMIIeHcaluen
ITombem xuctu BbIIIe | HeBumoaHumo Brimmoaaumo ¢ | Bemmomuumo 0e3
ypoBHs 1ied — Crubanue KOMIIEHcaluen KOMIIEHCAIIUH
mie4ya
I[Tomrem rpy3a maccoii | He MoxkeT | Moxxker nomusaTs | MokeT IIOIHATH
500 r BhbIlIE YPOBHS IJI€Y | TOJHSTh rpy3 | rpy3 maccor 500 | rpy3 maccorr 500
— OTBenenue mieya maccoir 500 r|r clr oe3
Jaxe ¢ | KOMIIeHcaInen KOMIICHCAIIu1
KOMIIEHcanen
ITogpem rpy3a maccoii 1| He MOXeT | MoxeT moaHATh | MOXET MOIHSTh
KI' BBILLIE YPOBHS IJIEY — | IIOAHATH Ipy3 | Tpy3 mMaccoi 1 kr|rpy3 maccoit 1 xr
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Maccoi 1  xr|c xkoMmeHcanuein |0e3
axe c KOMIIEHCAllUU
KOMIIeHcalen

OTBenenue mieya

NTOI'O

Kitou (maTEpnipeTanus): oreHuBaeTcs B 0autax Ha MOMEHT OCMOTpa M MOTOM, B ITHHAMUKE.

4. HazBanmne Ha pycckoMm si3bike: Tect merckoit 0oabHuibl @uiaanensgum 1s
OIIEHKH  JBHUIaTeJbHBIX GyHkumi NAlMEeHTOB c HEPBHO-MbIIIEYHBIMU
3200/ 1eBaAaHUSAIMHU

Opurunansaoe Ha3zBanue (ecau ecth): the Children's Hospital of Philadelphia Infant Test 104 of
Neuromuscular Development (CHOP-INTEND)

Hctounuk (oduIimanbHblii calT pa3pabOTYMKOB, myOiukanus ¢ Bamumanuei): Glanzman AM,
McDermott MP, Montes J, Martens WB, 730 Flickinger J, Riley S, et al. Validation of the Children's
Hos731 pital of Philadelphia Infant Test of Neuromuscular Disorders 732 (CHOP INTEND). Pediatric
Physical Therapy: The official 733 publication of the Section on Pediatrics of the American 734 Physical
Therapy Association. 2011; 23(4): 322 -6

Tun (MoJ4epKHYTH): MIKaJa OLICHKU

Ha3nauenue: VMcnonp3yeTcs Ui OICHKM JBUTaTeNIbHBIX (YHKIMH y manueHToB co CMA, He
CIOCOOHBIX K CAMOCTOSITEIbHOMY IE€pPEIBUKEHUIO

Conep:xanue (11a0/10H)

s Jlmarxos:

N Ucropun Oome3nn: ['ecraimoHHBII BO3pacT:

Hata mocryruienust:  Bpems oneHku: Bpemsa or mocnemnero

KOPMJICHHUS:

Hata poxnennsa: Tekymiee COCTOSHHE 300POBBS:
JBIXaTeNbHBIX TyTe - JKemynodHbli 30HA

Nudexunss BepxHUX

BeHTHISILMS C IBYMSI YPOBHSIMH TIOJIOXKUTEILHOTO JIABJICHUS B JIbIXaTEIILHBIX
nytsx -~ YacoB/neHb

YacoB 0e3 BCHTW MU C ABYMA YPOBHSAMH IIOJIOKUTCIIBHOI'O JAaBJICHUS B
ABIXATCJIbBHBIX MIYTAX BO BPEM: UCIIbITAHUS

OrennBae bamn

MBI OTBET

ITokazarens [Tonoxenue | IIponenypa ucneiranus

1 CrontanHoe | JIexxa Ha crimHe
neuxkeHne (BepxHss
KOHEYHOCTD )

HaGmrogaroT B TeueHue
HUCIBITAaHUSA MoxHO
CHITh  Harpysky ¢
KOHEYHOCTH 150151
HCIIOJIb30BaTh CTHMYII,
YTOOBI MTOJYIUTh OTBET

AHTUTpaBu
TalOHHOE
JIBUKEHUE
nieya
(oTpeIBaet
JIOKOTh  OT
MTOBEPXHOC
TH)

AHTUTpaBH

Jlyumas
CTOpOHA:
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TaIMOHHOE
JIBIDKCHUE
JIOKTS
(oTpeIBaeT
KHACTh WJIH
npeamiedb
e oT
MOBEPXHOC
TH)
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JBuxeHue
3aIICThA

JBumxeHue
najblia

Cocrosue:

OtcyTcTBH
e
JIBUKCHUS
KOHEYHOCT
e

2

CroHTaHHOE

nemkenne  (Hiokwsis
KOHEYHOCTH )

Jlexxa Ha crimHe

Hab6mogaror B Teuenue
HUCIBITAaHUS MoxHO
CHITh  Harpysky ¢
KOHEYHOCTH 150151
HCIIOJIb30BaTh CTHMY/I,
YTOOBI MTOJYIUTh OTBET

AHTUTpaBU
TalMOHHOE
JBIDKCHUE
Oenpa
(oTpeIBaet
CTYIIHU H
KOJICHH OT
TIOBEPXHOC
TH)

AHTUTpaBU
TalMOHHAS
aJTyKIMS/B
HyTpEHHEE
BpallleHne
Oenpa
(xoneHu
OTpPBIBAIOTC
S oT
IIOBEPXHOC
TH)

Jlyumas
CTOpOHA:

Bripaxkenn
oe
JIBUKEHUE
KOJICHA,
OrpaHUu4eH
HOE
IIPEONIOJICH
HUEM  CHIIBI
TSKECTH

JIBmxeHust
JIOJTBIKKH

CocrosHue:

OtcyTcTBU
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e
JIBHKEHUS
KOHEYHOCT
e
3 3axBar pykoit Jlexa Ha cune | Cuna 3axBara: | CoxpaHser J Jlyumas
MOMELIAIOT Majel B|3axBaT IpU II CTOpOHA:
JMaJioOHb W TOJHUMAIOT | TIOAHSITHH
710 TeX TOp, MOKa IJIeYO | IJIEYEBOr0
HE  OTOpBETCs  OT|cycTraBa C
MTOBEPXHOCTH, MOBEPXHOC
HabJI0AaIoT, KOTJia | TH KOBPHKa
MIAICHEN ocnabuT Coxpansier CocrosHue:
3axBar.
. 3axBar TpH
Just  pgereii Oojee HOHSITHI
CTapILero BO3pacTa
MOKHO  HCIOJIB30BATH | ¢
KOBpPHUKa
rpymy (mneun Ha
aHAJIOTHYHOT O
IIOBEPXHOC
IraMeTpa
TH)
Coxpansier
3axBar,
Korja
npearieyb
€ IOAHATO
C KOBpHKa
(a 7OKOTH
ocraeTcs
Ha
MTOBEPXHOC
TH)
Coxpansier
3axBar
TOJILKO TIPU
OTCYTCTBUU
TATH
OtcyTcTBH
€ IOMNbITKU
COXpaHSTh
3axBar
4 IIpusenenue | [Tonoxxenue Busyanenas IToBoport JI>11 Jlyumias
rOJIOBBl B CPEAMHHOE | JIekKa Ha CHUHE | CTUMYJIILUSA IIpH | OT CTOpOHa:
MOJIOKEHHE IpH|C TOJNIOBOM B|momouy urpyku. [lpu | makcumans
ITOMOILH CpPEIMHHOM YAEP’)KUBAaHUU T'OJIOBBI B | HOT'O
BHU3YaJIBHOTO MOJIOKEHUN CPEMHHOM TIOJIOKEHHH | TOBOPOTa K
CTUMYJIMPOBaHUS B TEUYEHHE 5 CEKYH]:| CPeIMHHOM
<> Knmagyr romoBy Tak,|y
4TO ObI OBLJIO | TOJIOXKEHU
BO3MOKHO 10
MaKCUMAaIIbHO
Yactnaro
JOCTYITHOE BpallEeHUuE U HOBOPAUHB
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HCTONB3YIOT
BU3YyaJbHOE
CTUMYJIMPOBAHHE
TOrO

00ecIeyuThb
PacIoNOKEHUE TOJOBBI
B CPETMHHOM
[TOJIOXKEH WU,

JUISL
4TOOBI

aeT ToJOBYy
Hazaj K
CpPEIMHHOM
y
MIOJIOKEHU
10

[Toanepxu
Baer
CPEANHHOE
IOJIOYKEHHUE
B TCUCHHE
5 CeKyH[I U
Ooiee

I1>1J1

CocrosHue:

[Tonnepxu
BaeT
CpEeIMHHOE
MTOJIO’KEHNE
MEHEE 5

CeKyH[I

I'omoBa
najgaeT B
CTOPOHY H
He
OTMEYaeTCst
MOITBITOK
CHOBa
JIepKaTh
roJIOBy B
CPEAHHOM
MOJIOKEHHU
Hu

5 IIpuBonsime
MBIIIIIEL Oeapa

Jlexxa Ha crivHe,
0e3 moAry3HuKa

Horu COTHYTHI B
Ta300eIPEHHOM
CyCTaBe W MOATSHYTHI K
CpPEIUMHHOU JIMHAU
tena. Horu Ha mmpune
Oenep, Oenpa
PacIONIOKEHBI
MapajieNibHO,  KOJICHU
Ha HEOOIBIIIOM
paccTossHUU  JIpyT  OT

npyra

OTtpriBaeT
KOJIEHO OT
MTOBEPXHOC
TH KpOBaTH
HA > 5
CEeKYH]T I
OTpBIBAaET
cTromy  OT
MOBEPXHOC
™

OTtpeiBaer
KOJIEHO OT
TIOBEPXHOC
TH KpOBaTu
Ha 1-5
CEeKyH]T

Her
MOMBITKA

Jlyumas
CTOpOHA:

CocrosHue:
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COXPaHUTh
KOJICHO Ha
MOBEPXHOC
™
6 CnocobHocts | JIexxa na cnune| 1. VY nepxusas | [Tpu Bnpaso Jlyumas
nepeBopavnBaThbes: | (pyku I10 | HYDKHIOIO 4acTh Oepa| mpuMeHeHH CTOpOHA:
3a c4yer Hor <*> Ookam); MJIaJICHIIa, crubarot | u
CTOpOHa, HOTY B Ta300€JPEHHOM | BHITSDKCHUS
(byHKIUIO CyCTaBe W KOJCHHOM|B  KOHIIC
MBIIII] KOTOpOﬁ CYCTaBC U MMOATATHMBAIOT | MAHEBPA,
OLICHHBAIOT, K CpPEIMHHON JMHWA
pacrojaraeTcsi |Tena, TEM  CaMbIM
CBEpXY; TIPUBOS Ta3 B
MEePEeBOPAYNBATH | BEPTHKAIHLHOE
HAYMHAIOT  CO | IOJIOXKCHHE,
CTOPOHBHI, MPOAOIKAIOT TSIHYTHh U
(dyHKIUIO JIENAloT Tay3y B 3TOM
MBI KOTOPOH | HOJIOKSHUN
OIICHUBAIOT 2. Ecm  wmmagenen
MTOBOPAYNBACTCS Ha
00K, TO €ero TSHYT MO
YIJIOM 45°
JUATOHANIBEHO K TEIy H
JENAI0T Tay3y, 4YTOOBI
MO3BOJIUTh  MJIAJICHILY
MOMBITATHCSI TTIOBEPHYTH
TeJIo Ha3a]
nepeBopay
MBAeTCsl Ha
KHBOT  C
BBIIIPAMIICH
ueM
TOJIOBBI
yepe3 00k
IToBopauus
aerca U3
TIOJIOKCHHS
nexxa  Ha
Ooky  Ha
KHBOT
TOJIOBOM Bneso CocrosHue:
BHHM3, 0¢3
BBINPSIMIICH
Usl TOJIOBBI
yepe3 OOK,
MOJTHOCTBIO
MEPEHOCUT
BEC c
OMOpHOM
pykd,
YTOOBI
3aBEpIIUTh
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epeBOPOT

IToganmae
T Tas3,
TYJIOBHIIIE
U PYKy cC
OMOPHOM
MTOBEPXHOC
TH,
MIOBOPaYMB
aeT TOJIOBY
u
MOBOpaYMB
aercs  Ha
0ok, Tmpu
3TOM pyKa
repemMeniae
TCA K
nepenHein
CTOpPOHE
Tena

[Tognumae
T Taz3 #
TYJIOBUIIIE
C OIOpPHOI
MTOBEPXHOC
™ u
MTOBOpAYHB
aeT TOJIOBY
B CTOpOHY.
Pyka
OoCTaeTcs
oz
TYJIOBHILIE
M

Tas
TacCUBHO
OTOpBaH OT
ONOPHOH
IIOBEPXHOC
™

7 CrocobHOCTh
MIepPEeBOPAUYNBATHCSL:
3a cYer pyk <*>

Jlexxa Ha criuHe
(pyxu o
Ookam);
CTOpOHA,
(dyHKIUIO
MBIIII] KOTOPOH
OIICHUBAIOT,
pacronaraeTcst
CBEpXY;
MepeBOpavMBaTh
HAYMHAIOT  CO
CTOPOHBI,

1. Hepxat PYKY
MJIaJIeHIIa 32 JIOKOTh U
TSHYT K
MPOTHBOMOJIOKHOMY
wiedy, Koraa IUiedn
pacrosararTcs
BEPTUKAJIBHO,
OCTaHABJIUBAIOT
JBIDKEHHE, MPH 3TOM
pyka pebGeHKa ocTaeTcs
B BBHITSIHYTOM
TMIOJIO’KEHHH,

[ToBopauus
aercsi  Ha
XKHBOT,
BBIMPSAMIISS
TOJIOBY
yepe3 00k

Bnpago

Jlyumas
CTOpOHA:
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(hyHKITHIO MO3BOJIAIOT  PEOCHKY
MBI KOTOPOH | TOBEPHYTHCS Ha YKHUBOT.
OLICHHUBAIOT 2. Ecim Ta3 pocruraer
BEPTUKAJIBHOTO
MOJIOXKEHHS, TO
MPOJIODKAIOT  TSAHYTh
pebenka

IMoBopaums | 3

aerca  Ha
JKUBOT,

JIexa  0e3

BBIIIPAMIICH
Usl TOJIOBBI
yepe3 OOK;
youpaer
BEC c
OIIOPHOMI
pyKH,
YTOOBI
HepeBepHY
ThCS

CocrosHue:

[loBopauuB | 2

aerca  Ha
00K,

romorast
Tasy
MIPUHATH
BEpPTHKAIIb
HOE
MTOJIO’KEHNE
BBIIBH)KEH
WEM HOTH
BIEpe] W
ee
MIpUBEIECHU
eM

[MoBopauns | 1|Bneso
aroT
TOJIOBY B
CTOPOHY H
HOJHIMAET
we4o |
TYJIOBUIIE
c
MTOBEPXHOC
TH

IMoBopaums | O
aeT TroJoBY
B CTOpOHY;
TEJo
ocTaeTcs
BSUTBIM WJTH
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J1e4yo
MIACCUBHO
MOJIHUMAET
cs
8 Crubanme pyku B|Ilonoxenue [loGyxnator  pebenka | OTpbIBaeT J Jlyumas
IIJICYEBOM CYCTaBE M |Jiexa Ha OOKY, | JOTSHYThCS JI0| Tal0OHb  OT n CTOpOHA:
JIOKTE U | pyKa, UTPYLIKH, KOTOpasi | TOBEPXHOC
TOPU30HTAIIBHOE pacIoNoKeHHas | HAXOJUTCS Ha| TH
OTBEICHUE CBEPXY, PACCTOSIHUM BBITSIHYTOW | aHTUTPABUT
pa3oruyTa B|pPYKH Ha YpOBHE IUIEHa | alIOHHBIM
MJIEYEBOM (MOXKHO HCITONIb30BATH | IBMXKEHHE
cycraBe 1 | CTUMYIISIIIHIO) U | M PyKH
COTrHyTa B| HAOTFOMAIOT
JIOKTEBOM CIIOHTaHHOE JIBUYKEHUE
cycraBe Ha 30°
u
HOJIEP/KUBACTC
s Ha Tene (mpu
HEOOXOIMMOCTH
YAEPKUBAIOT
PYKY,
PacIONOKEHHY
10 CHU3Y)
Moxer
crubarp
PYKY B
MJIEYEBOM CocrosHue:
cycTaBe Ha
45°, oe3
AHTUIPaBUT
AIMOHHOTO
JIBUKEHUS
PYK
Crubaer
PYKy B
JIOKTEBOM
cycrase
nocie
TOro, Kak
OTpPBIBAET
pyKy  oT
Tena
Moxer
0TOpBaTh
pyKy  oT
Tena
OtcyTcTBI
€ TIOMBITKH
9 Crubanue pyku B|Cuns Ha|Pacnonarator  crumyn| OTBoauT J Jlyumas
IIJICYEBOM CYCTaBE M |KOJCHSIX WJIM Ha | HA CPEIHEH JMHUM U Ha | IJIeY0 WU n CTOpOHA:
JIOKTE KOBpHKE c|ypoBHe  Tuleda  Ha| crubaer
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MOAACPAKKOM
T'OJIOBBI u
TynoBumma  (c
HAKJIOHOM  TIOJ
yriom 20°)

PacCTOSIHUU BBITSHYTOH
pyKH (MoxHO
UCIIONIb30BATh
CTUMYJISIIHIO) "
Ha0II0IaI0T
CIIOHTaHHOE JIBUYKEHUE

PYKY B
MJIEYEBOM

CycTaBe Ha
60°

OtBOIUT
IUIEY0 WM
crubaer
PyKy B
IUIEYEBOM

CcycTaBe Ha
30°

JIro6oe
crudanue
pyku B
IUIEYEBOM
cycraBe
1581051
OTBEIECHHE

Toneko
crubaer
PyKYy B
JIOKTEBOM
cycTaBe

He
Mpe A PUHA
MaeT
MOIBITKU
MMOJIHATH

PYKY

CocrosHue:

10 Pazrubanue HOru
B KOJICHHOM CyCTaBe

Cuns Ha
KOJICHSX WJIKM Ha
Kparo KOBpPHKa C
OAAEPKKON
T'OJIOBBI u
TynoBumma  (c
HAKJIOHOM  TOJ
YTI0M 20°),
oenpo
PaCIOIOKEHO
TOPU30HTAIBHO
K TIOBEPXHOCTH
3eMIII

[lexouyT
MMOAOIIBCHHYTO

MMOBCPXHOCTH CTOIIbI
Wi CJICrka IIUILIOT
najen Ha HOre

Pasrubaet
HOTY B
KOJIEHHOM
cycTaBe Ha
> 45°

Pasrubaer
HOTY B
KOJIEHHOM
cycTaBe Ha
15-45°

Jlyumas
CTOpOHa:

Jlroboe
BUIUMOE
pasrubanue
HOTH B
KOJIEHHOM
CycTaBe

CocrosHue:
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OtcyTcTBU
e Kakoro-
6o
BUJINMOT'O
pasrubanu
s HOTH B
KOJICHHOM
cycraBe
11 Crubanue Horu B| [lepkaT [MpoBonmsaT pykoit 1o | Crubanne Jlyumas
Ta300eJPEHHOM MUTaICHIIA, CTYMHE WM MIMIAIOT | HOTH B CTOpOHA:
CyCTaB€ ¥ THUIBHOE | IIPHKAMAs K | maJier; Horu Tazo0eapeH
crubaHue CTOIBI cebe, JIATIOM HOM
BIIEpE]I, co cycTaBe
cBOOOITHO WA B
CBHCAIOIINMU KOJICHHOM
HOTaMH. cycTaBe >
[MonnepxxuBaror 30°
MUIa/ICHIIA B
palioHe >KUBOTA,
npu 3TOM
roJIOBa
HaXOJUTCS
MEXIY PYKOH U
CPYAHOI
KJIETKOU
B3pOCIIOTO,
KOTOpPBIA  €ro
TEPKUAT
Crubanue
HOTH B
Ta300eapeH
HOM CocrosHue:
cycraBe
170171 B
KOJICHHOM
cycTaBe
0001t
CTETICHU
Tosbko
TBUTBHOE
crubanue
TOJICHOCTO
ITHOT'O
cycTaBa
Her
aKTHBHOTO
JIBIDKCHUS
Oenpa,
KOJICHA WJIH
TOJICHOCTO
MTHOT'O
cycTaBa
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12 Yaepxanue

TOJIOBBI <*>

B nonoxkxenun
cumst c
NOAACPKKON 3a
IIeYn U
MPSIMBIM
TYJIOBUIIIEM

[Momemaror MmianeHIa
Ha Kpyrjoe CUAEHBE C
TOTHATON TOJIOBOIA,
MpUJIep)KUBas 3a TUIeUN
(cmepern  w  c3a1m)
(MOXHO OTJIOXKUTh
oneHky 1 u 4 1o xKoHIa
WCIBITaHU)

5 3
MOJIOKEHHUS
C
OMYIIEHHO
W TOJOoBOM
MOAHUMAET
TOJIOBY W
JIIEPKUT €€
B
BEpPTHUKAIIb
HOM
TONOKEHH!
H, a TaKke
MIOBOPAYUB
aeT TOJIOBY
3
CTOPOHBI B
CTOpPOHY

VY nepxuBae
T TOJIOBY B
BEpTUKAJb
HOM
MIOJIOKEHU
u Oomee 15
cek. (mpm
MOJIepruBa
HUH
TOJIOBBI 32
UCTIBbITaHNE
"yepikaHu
€ TOoNOBHI"
craBiar 2
Oama)

Y nepxuBae
T  TOJIOBY
1o cpeaHei
JMHAHA > 5
CeK, TpH
TOM
royioBa
HaKJIOHCHA
o 30°
BIIEpE/T WK
Hazazm

AKTHUBHO
MMOJTHUMAET
WA
MTOBOpAYHB
aeT TOJIOBY
IOBaXObl C
MOMEHTa
cru0anus B

baer:

Cocrosue:
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TeueHue 15
CEK. (me
3aCUYHTHIBA
0T, €CIH
JIBUKEHUE
MIPOUCXOIH
T
OJTHOBpEME
HHO c
JIBIXaHUEM )

OtcyTcTBI
e OTBera,
roJyioBa
BUCHT

13 Crubanue pyku B
JIOKTEBOM  CYyCTaBe,
OLICHKa I10 MyHKTY 14

Jlexxa Ha crimHe

OTBeT Ha BBITSATMBAHUE!
TAHYT  MJAJeHIa B
MOJIOXKEHHE CUIS, PYKU
nepkar mojn yriom 45°
710 TOYKH, KOrJia TOJI0Ba
MOJHUMAETCd W TIOYTH
OTpBIBAaETCS oT
MOBEPXHOCTH

Crubaer
PYyKy B
JIOKTEBOM
CycTaBe

Jlyumas
CTOpOHa:

Buagumoe
COKpaIeHH
e
JIBYTJIaBOU
MBIIIIIIBI
6e3
cru0anus
PyKH B
JIOKTEBOM
cycTaBe

OtcyTcTBU
e
BUJMMOTO
COKpaIleHH
A

CocrosHue:

14 Crubanue 1ew,
OLICHKa IO MyHKTY 13

Jlexxa Ha criHe

OtBeT Ha BBITATMBAHUE:
TAHYT  MJAJeHIa B
MOJIOXKEHHE CUAS, PYKU
nepkar moj yriiom 45°
JI0 TOYKH, KOrJia ToJIoBa
MOIHUMAETCST M TOYTH
OTpBIBaeTCA oT
MOBEPXHOCTH

IToganmae
T TOJIOBY C
KpOBaTu

Bugumoe
COKpaIleH:
€ TpyIuHO-
KIIFOYHYHO-
COCILIEBUIH
OH MBIIIIBI

bamer:

CocrosHue:

OtcyTcTBU
e
MBIIICYHOT
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0
COKpaIIEeHH
s
15 Pasrubanwue | [Ipoba c| [IpoBoxsar pykoit Brons| Eciu Bamner:
TOJIOBBI/IIIEN BEHTpPaJIbHON MO3BOHOYHHUKA OT WIEH | MIIa/IeHell
(Jlarmay) TTO/IJIEPIKKOM : K KpecCTIly. | y/Iep>KruBae
MJIaJIeHell ®poHTaneHas T  TOJIOBY
JIEKHUT HAa | IJIOCKOCTH TOJIOBBI MIPH | HA  OTHOM
KUBOTE,  Bpay | PaCIHOIOKECHUH YpOBHE C
MPUMTOTHIMAET | TapaIeTIbHO TYJIOBHIIIE
ero OJHOH | IOBEPXHOCTU KOBPHKA | M 17017
PYKOI B|=0° (ropu30HTa]bHA) | BBIIIC
o0iactu
BEPXHEH 4YacTu
JKUBOTA
Ecmu CocrosHue:
rojoBa
JaCTUYHO
yAep)KUBae
TCS, HO HE
10
TOPU30HTa
JILHOH
MJIOCKOCTH
He
BEITSATHBAC
T TOJIOBY
16 Nzru6 | TIpoba c | [IpoBomsr pyxoti | [ToBopauus JI Jlyummas
MMO3BOHOYHHKA BEHTpPaJIbHON CHavala C TpaBoOH |aeT Ta3 Mo n CTOpOHa:
(I"'ananT) TTOZIJIEPHKKOM : CTOPOHBI, a 3aTeM C | HallpaBJcH
MJIaJIcHelT JIEBOW  CTOPOHBI IO | MO K
JIEKUT Ha | HOSCHUYHO-TPYAHOU CTUMYITY
KHBOTE, Bpady|obiacTu BJIOJIb | BHE OCH
MMPpUITIOAHUMACT | IIO3BOHOYHHUKA, 500158
ero OJTHOM | IIEKOYYT KHUBOT HJH
pyKoit B | CTYIIHIO, 58178
obiactu HAKJIOHSIOT MJIAZICHIIA,
BEpPXHEH YacTH | mpoBepsis pedaexc
JKUBOTA lananTa. ¥ mnaneHies
c Becom Oomee 10 kr
KOJICHH U TOJIOBAa MOTYT
KacaThbcs IOBEPXHOCTU
Bunumoe
COKpaIIeHH
e
mapasepred CocrosmHue:
paiIbHOU
MBIIIIIIBI
OrtBer
OTCYTCTBYE
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T

OO0mmit 6amr, Tydmmid 6aiiT ¢ KaXKAO0H CTOPOHKI IO KaXIOMY HapameTpy (MakcumyM 64 6amma):

Kirou (uHTEpnpeTanus): olileHMBaeTCs B 0alax HAa MOMEHT OCMOTpa U ITOTOM, B TMHAMUKE

Hossie, m3nannbie B 2020-2023 rr. 1 opunmanbHo yTBEepKAEHHBIE MuH31paBoM PD,
KIIMHUYECKHE PEKOMEHIAINH (PYKOBOACTBA, IPOTOKOJIBI JICUCHHUS) — HA HAIlIEM CaiTe.
WNHuTtepHer-ceplIKa:
http://disuria.ru/load/zakonodatelstvo/klinicheskie rekomendacii_protokoly lechenija/54.

Ecnu rae-to keM-To JaHHbBIN TOKyMEHT OBl paHee pacredaraH, 1aHHoe n3oopaxenne QR-koaa
IIOMOXET BaM 6I)ICTpO Hepef/’ITI/I 10 CCBIJIKE C 6YMa)KHOﬁ KOIIMU — B HEM HaXOOUTCA 3Ta CChIJIKA.
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