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CrMcoK coKpalleHUMn

BulIAII - ot anrt. Biphasic Positive Airway Pressure, BPAP, BiPAP
BAIIl Bopra — Bu3ya/ibHO-aHaJIOroBas 1kasaa bopra

IH — npixaTenbHas HELOCTaTOUHOCTh

IOHK — me30KkcupubOHYKIeMHOBAsI KUCIOTa

JKEJI - )xnu3HeHHast eMKOCTb JIETKUX

VATI® — MHTMOUTOP aHTMOTEH3MH-TIpeBpalnamIero pepmenTa
WWBJI — nuBa3MBHas MCKYCCTBEHHASI BEHTUISILIVSI JIETKUX

kJla — KMJI04aabTOH

KT - xoMmmbioTepHast ToMmorpadust

KOK - kpeatuHdocdokmHaza (CMHOHMM — KpeaTMHKMHA3a)

JIAT' — nakratmeruaporeHasa

MPT — MarHUTHO-pe30HaHCHAasI ToMorpadust

HWBIJI — HemHBa3MBHAasI BEHTUJISLIMS JIETKIUX

O®BI1 - 06beM GopcHpOBAaHHOTO BBIIOXA 3@ ITEPBYIO CEKYHIY MaHeBpa (popCcrpoOBaHHOTO BbIIOXA.
[IIE — moTeHuManbl ABUraTeIbHbIX €IVHUII

[apo - Monumopdusm IJIVH PeCTPUKILIVIOHHBIX (parmenToB (crioco6
ncciaenoBanus reHoMmHoi [ITHK)

T1CB - nuKoBas CKOPOCTb BbIJIOXa

I1CK — nmrkoBasi CKOpOCTb KalllJist

[I®M - nmporpamMmma Gpu3UUECKOrO MeHEIKMEHTA

[ILIP — nonumepasHas 1jerHas peakuus

PHK - puboHyK/IeMHOBAST KUCIOTA

CullIAII - ot aur1. Constant Positive Airway Pressure, CPAP
CMA - criMHaIbHas MbIlIeyHasi aTpodus

CMA I - ciuHa/IbHAs MbllieuHast aTpodus, Thit

TCP — TeXHUYECKIMe CPeACTBA PeadbInTalum

@®KEJI - pyHKUMOHAMBHAS XM3HEHHAsI eMKOCTb JIeTKUX
VVP - ypoBeHb YOEAUTETbHOCTY PEKOMEeH ANt

VI — ypOBeHb OCTOBEPHOCTU JOKA3aTeIbCTB

OKT - snexTpokapauorpadums

OMI - anexkTpomMuorpadust

OHMT - snexkTpoHeiipoMmuorpadust

9XO-KT - axoxkapauorpadust

MLPA - MynbTUIUIEKCHAS] aMIUTMGUKAIS JIMTUPOBAHHBIX 30HAOB (0T aHmI. Multiplex Ligation-
dependent Probe Amplification)


https://ru.wikipedia.org/wiki/%D0%93%D0%B5%D0%BD%D0%BE%D0%BC
https://ru.wikipedia.org/wiki/%D0%94%D0%9D%D0%9A

NIPPV — HeuHBa3MBHAsI BEHTWISILIMS JIETKUX TIOJOKUTENIbHBIM JaBiaeHueM (OT aHrI. Noninvasive
Positive Pressure Ventilation)

SpO2 - carypaiust KUCTOPOAOM apTepuaabHO KPOBU, M3MEPEHHAsT HEMHBA3VBHBIM CIIOCOOOM C
TTOMOIIBIO ITYJIbCOKCUMETpUM (aHII. mean nighttime oxyhemoglobin saturation)



TepMI/IHbI n oripeaec/JieHus

ABTOCHITAII (amrn. Auto-CPAP) — sto CMIIAII (cM. Jarnee) ¢ aBTOMATMYeCKOil HACTPOIKOI
JlaBJIeHVsI HATHETAeMOTO BO3/yXa, OTIpeesision[/ie YPOBeHb HeOOX0IMMOTO JaBIeHNs, TTOA0IIe
BO3AYIIHBIM MOTOK TOJBKO B MOMEHT OCTAHOBKM JIbIXaHMS, TIOCTETIEHHO YBEJIMUMBASI €r0 IO TeX
TI0p, TIOKa He MTPOU30MJeT BIOX;

BuIIAII (ot aurn. Biphasic Positive Airway Pressure, BPAP, BiPAP - nByxda3sHasi BeHTUIAIMS C
TTOJIOKUTEbHBIM JIABJIEHMEM B JbIXATEIbHBIX IMyTSX — ITO allapar, CO3JAaloluii Ha BAOXe U
BbIJIOXe MAllMEeHTa JaBIeHye PasIMIHOTO YPOBHSI.

Tmneprpodust MMoKapaa — 3TO MAaTOIOTMYECKOe YTOJIIEeHME CTEHOK CepAIIa.

,HEHCI/ITOMETI)I/IH — 3TO HEMHBA3UBHBIN METOZ, orpenejaeHus MI/IHepaJIbHOﬁ TUIOTHOCTYU KOCTHOW
TKaHNA.

Ounararys Kamep cepiiia — 3TO MaTOMIOrMUYECKoe YBeIMueHne 06bemMa Kamep cepara.

OuchyHKIMS MMOKapAa — 3TO HapylieHue ero GyHKIMM; OUCHYHKIMS ObIBa€T CUCTOIMYECKOI
(CHMKEHME COKPaTMMOCTY MMOKapaa), OMacTOIMYecKoii (3aMe[jieHue paccaabaeHuss MBbIIIIbI
cepAla) M 3JIEeKTPUYECKOi (HapylleHKue paclpOCTpaHeHMs] JIEKTPUYEeCKOi Aernoaspusanum u
pernonsipusaluun Mo CepPLeYHON MbIIIIE).

Kapauomuomnatusi — 3TO reTeporeHHasi TpyIIia acCOlMMPOBAHHBIX C MUOKApAOM 3aboyieBaHMIiA,
COIPOBOKAAIOIIMXCS MEXaHUYECKOI 1/MUJIV 37IeKTPUYecKoii AucdyHKIMei, 06bIUHO (HO He BCEraa)
MPUBOISIINX K TUIepTpoduy Wiu AwIaTaluy U UMEIIUX pas3jIudHbie (YacTO TeHeTuuecKue)
TIPUYMHBI.

KaHHOMETpI/IH 141 KanHorpad)m[ - 3TO U3MepeHune u LU/ICl)pOBOE OTO6pa)KEHI/Ie KOHIEeHTpauum min
MmapumMaJbHOTO AOaBJ/IEHUS YIVIEKMCJIOrO ra3da BO BAbIXa€MOM M BbIAbIXda€MOM Tra3e BO BpeMs
JbIXaTeJbHOI'O IMKJ/IA IMTallMeHTa.

KucnoTHO-0CHOBHOE COCTOsIHME (KUCJIOTHO-IIEIOYHOI 6ajaHC, KUCIOTHO-IEIOYHOe COCTOSTHUE,
KIIC) — aTO cOOTHOLIEeHMEe KOHLEeHTpauuii MOHOB Bogoporna H+ u ruppoxrcminbHbix rpynn OH B
OGMOIOTYECKIX KUAKOCTSIX OpraHmu3Ma.

KoHTpakTypa — 3T0 OrpaHMYeHMe TTAaCCUBHBIX ABMKEHNI B CyCTaBe.

[TaTonornyeckass yCTaHOBKA KOHEYHOCTM WIM CerMeHTa KOHEUHOCTM — 3TO IaTOJNOTMYecKoe
MOJNOKeHVe KOHEeYHOCTM WMJIM ee CerMeHTa, BO3HMKIIee B De3ylbTaTe M3MEeHEeHMsS MBILIEYHOTrOo
TOHYCA IIPU COXpPaHEHHOM 00beMe IBUKEeHMIT B CycTaBe(ax).

HYJ'II)COKCI/IMETPI/IH — 3TO MeTOon, TTO3BOJISTIOLI NI OoIIpenejanTb coaep>KaHue 02 B KpPOBM U 4aCTOTYy
ITysibCa B MUHYTY.

CeprmeuHasi HeJOCTATOUHOCTh — 3TO CHIMKEHME CIIOCOOHOCTM cephla obecrieynBaTh HACOCHYIO
dynkuMI0. BBIBAET OCTPOI U XPOHUYECKOIA.

CulIAII (ot aurn. Constant Positive Airway Pressure, CPAP - TOCTOSIHHOE IONOXUTENbHOE
JlaBleHMe B [bIXaTeNbHbIX IYTIX) — O9TO MHAMBUAYAAbHBI MeIULMHCKMII ammapar ajs
aBTOMAaTU3MPOBAHHON JJIUTEIbHOI BCIIOMOTaTeNbHOM MHTpPaHA3albHOM BEHTWISLMM JIETKUX
TOCTOSTHHBIM TOJIOXKUTENbHBIM JaBlIeHMEeM, IIPMMEHSIeMbli TallMeHTOM BO BpPeMSI HOUHOTO CHa.
CUIIAIT mpepcraBiseT 06OV HEOOJBIIONH KOMIIPECCOP, KOTOPBIM TOJAeT TMOCTOSHHBIN IMOTOK
BO3/yXa TIOJ, OMpeNeJeHHbIM IaBAeHMEeM B [bIXaTelbHble MyTU Yepe3 TIUOKYI0 TPYyoOKy u
repMeTUYHYI0 HOCOBYIO WJIM POTO-HOCOBYIO MacKy. Takum o6pa3om, OH He JMaéT JbIXaTelbHbIM
MyTSIM CMBbIKaThCsI ¥ OJIOKMPOBAaTh TIOCTYIUIEHME BO3AyXa (M HEOOXOAMMOTO OpraHu3My
KICI0poza). B pesynbrare MCKIIOYAeTCs DUCK BHE3AITHOM CMepTM OT OTCYTCTBMSI BO3Jyxa B

IbIXaTeIbHbIX MTYTSIX, a TAKKE 00eCIeYnBaeTCsl HOPMaIbHbBIN COH.
CKOJI1O03 — 9TO TPEXIUIOCKOCTHAs ehopMalys MO3BOHOUHMUKA.

CyOMaKkCMMabHBIN PEXUM HATPy3KM — 3TO DPEXKUM, IJISI KOTOPOTO XapaKTepHbl OTCYTCTBUE
OJIBIIIKY, IyBCTBA YTOMJIEHUS U OOJTM B MBIIIIAX.


http://dic.academic.ru/dic.nsf/ruwiki/6161
http://dic.academic.ru/dic.nsf/ruwiki/6161
http://dic.academic.ru/dic.nsf/ruwiki/6161
http://dic.academic.ru/dic.nsf/ruwiki/13943
http://dic.academic.ru/dic.nsf/ruwiki/6482
http://dic.academic.ru/dic.nsf/ruwiki/13943

dnexrpomuorpadust (OMI, SHMI, muorpacdus, anexrpoHeiipomuorpadusi — MUO - MBIIIIBI U ...
rpado - muIry) - 3TO METOH, UCCAeNOBAHNST OMO3IEKTPUUECKUX TTOTEHIIMAIOB, BO3HUKAIOIINX B
CKeJIeTHBIX MBIIIIAX YeJOBeKa U SKMBOTHBIX TIPU BO3OYKIEHMM MBIIIEYHBIX BOJIOKOH;
perucrpauus JMeKTPUIeCcKoil aKTMBHOCTY MBbIIIIL,.



1. KpaTtkas nHGopmanusa rno 3a0o1eBaHnIo0 WIN
COCTOSIHMIO (TPYIIIIbI 32a00/I€BaHMIT MJIV COCTOSTHMIA)

1.1 OnpeneneHue 3a00/IeBaHUS WJIM COCTOSTHUSA (TPYIIIIBI 3a00/1€ BAHUI
VIV COCTOSTHUIN)

[IpokcuMasbHasl CIMHANIbHAsE MblieyHast atpodust 5q (CMA) - 3TO TsDKelloe ayTOCOMHO-
pellecCMBHOe HEPBHO-MBbIIIeYHOe 3abosieBaHMe, XapaKTepusylolleecsi IMPOTPecCUPYIOIMU
CUMIITOMAaMM BSUIOTO IIapajuya M MbILIEYHO} aTpoduu BCIeACTBMe [ereHepanuu o-
MOTOHEeIPOHOB IepeJHUX POrOB CIIMHHOrO Mo3ra [1].

1.2 3Tnonorusa 1 nmaToreHes 3a00/IeBaHMSA WIM COCTOSTHUS (TPYIIIIBI
3a00/IeBaHU1 MJIV COCTOSTHUIA)

Pa3BuTye MPOKCUMAa/IbHON CITMHAIBHOM MBIIIEYHOI aTpoduu 5q 0OYCIOBIEHO MYTALIUSIMU B TeHe
SMNI (cokpaw. oT aHmI, survival motor neuron), KOOMUPYIOIIEM O€JOK BbDKMBAEMOCTU
MoToHelipoHoB. T'en SMNI kapTupoBaH Ha Xpomocome 5 B jokyce 5ql12.2-q13.3 u umeer
LIeHTpoMepHylo Komuio (SMNZ2). O6a reHa cocTosST M3 fAeBATH 9k30HOB (1, 2a, 2b, 3-8) u
pasanyaroTcs MATbI0 HyKiIeoTuaammu B rnocienoBarenbHoct OHK [1, 2]. Kputnueckoil TOUKOM
SIBJISIETCSI 3aMeHa IMTO3MHA Ha TUMMH B 3K30He 7 reHa SMNZ2 (c. 840C>T), cospatomiasi CaiT
CBSI3bIBAHMS [IJISI perpeccopa CIulaiicMHra. BoiencTBue 3TOro pasiamMums B HYKIEOTUIHON
M0C/IeOBATEIbHOCTY OCHOBHOV TpaHCKpunT reHa SMNZ He COOEPXXUT 3K30HA 7 U SIBISETCS
(byHKUIMOHATBPHO HermoMHOIeHHBIM [3]. OmHako reH SMN2 Takke MPOAYIMpPYeT TOTHOPa3MepPHBbIi
(DYHKITMOHATBbHBIN OJIOK, HO B OTHOCUTEIBHO MaJIbIX KommdecTBax (1o 10%).

K BO3HMKHOBeHMIO MpoKCcUMaibHOV CMA mpuBOIST MyTallMy B TeJIOMepHOI Konuu reHa (SMNI).
OCHOBHBIM TUIIOM MYTallMii B 3TOM TeHe SIBJSIIOTCSI TOMO3UTOTHbIE Aelelun 3K30HOB 7 uian 7-8,
KOTOpbIe BBISIBISIIOTCS y 95% manmeHToB. OcTanbHble 5% IalMeHTOB SIBJSIIOTCS KOMITAyHI-
reTepo3UroTaMu Io genenuy B ogHol konuu reHa SMN1 v TOYKOBOV MyTalMu B OPYTroii, KpaliHe
pelKo — KOMIIayH/I-reTepo3UroTamu I10 BYM MUHOPHBIM MyTauyusMm [4]. Myrauum reHa SMN2 He
MOTYT ObITh IpuuMHoii CMA, OmHAKO UMCIO €ro KOIMiI Ha CErofgHs SB/ISIETCS OCHOBHBIM
MoauduKaTopoM 3aboseBaHus. [IpubamsuTenbHo y 80% mromeit B momynsiuuy HabmomaeTcs 1-2
kormu. st 5-10% 3mOpOBBIX JIIOIEN ommmcaHbl ciaydyay meienny reHa SMNZ2 B rOMO3SUTOTHOM
coctostHuM. Y mauueHToB co CMA pasHooOpasue umciaa Komuit reHa SMN2 ropasmo 0oblie U
MOXKET BapbupoBaTh OT 1 [0 6 Komuit. To HEGO/MbIIOE KOAMYECTBO (PYHKIMOHAJIBLHOTO OesiKa,
MPOAYLIMPYEMOr0 II€HTPOMEPHO Komueir reHa SMN, CIIOCOOHO CMSTYaTh TSDKECTh TEUEHUS
3a60/eBaHMs y AIMEHTOB, MMEIOLIVX YBeJTMUYEeHHOe YICI0 Konuii reHa SMN2 [5-8].

IMpogykTrom reHa SMN sBisieTcs: O€JIOK, COCTOSIIMIA 13 294 aMMHOKMCIOTHBIX OCTAaTKOB, C
MOJIEKY/IIPHBIM BecoM 38 k/la. Beslok GhyHKIIMOHMPYET KaK B SIpax, Tak U B IUTOIIa3Me. B sapax
6eok  SMN  jyiokanmusyeTcss B chepornofoOHbIX  CTPYKTypax, Ha3bIBa€MbIX TreMaMu,
acCOLMMPOBAaHHBIX C Tenbllamyu Kaxass, BoieueHHbIX B Metabomsm PHK. Benok SMN wmrpaer
Ba)KHYIO poJib B critajicuure rpe-pPHK u GroreHese MasibIX siI€pPHBIX PUOOHYK/IEOPOTENHOB, B
TeHHOJ 3KCIIPeccuu Ha YpOBHEe TPAHCKPUIIIMM, & TAKKe Yy4aCTBYeT B aKCOHaJIbHOM TPaHCIOPTe
MPHK B anbda-moToHeipoHax [9].

CHkeHMe ypoBHS 6enka SMN MpMBOAUT K aKCOHAJNbHBIM JedeKkTaM JBUTaTeTbHbIX HEPOHOB,
BKJIIOYAsl yceueHMe /Uy Ype3MepHOoe pa3BeTBJeHlMe aKCOHOB, 3aMeJjjieHle POCTa, HapyIIeHUsIM
B HepPBHO-MBIIIEYHBIX CMHAICaX: HAKOIUIEHMIO HelpopuIaMeHTOB B IpeCcHMHaNTUUYeCKUX
TepMMUHAIISIX, (POPMMUPOBAHMIO He3PeJbIX MOCTCUMHANTUYECKUX TepMyHaaei 1 GyHKIMOHATbHBIM
aHOMa/MsIM, HapylleHuIo mporecca sHgounTosa [10, 11].

Moduguxamopsl  KauHuueckozo — meueHust — 3abonegarus.  KiauMHuueckoe  pasHoobGpasue
npokcuManabHoii CMA 5q MOXeT OObSICHIThCS HaauuueM MOAUGUIMPYIOIX (HaKTOpPOB.
MopayduKkaTopbl MOKHO pasfeinuTh Ha JBe OCHOBHbIE TPYIIIIbI: BIMSIONIYE Ha YPOBeHb 6esika SMN
U, COOTBETCTBEHHO, HE OKa3bIBAOIIMe BIUSIHNMS Ha KOJM4uecTBo 6enka SMN.



@aKkTopbl, BAMSIOIIME Ha ypoBeHb Genka SMN. Ha ceromHsi OCHOBHBIM MOOUMDUIIMPYIOIIMM
akropom CMA cuutaercs reH SMN2 - 41CJIO €r0 KOTUIA U pa3/inuHble BHYTPUTE€HHbIE BAPUAHTHI.
VmeroTcst JaHHbBIE O KOPPEJSIUY TSDKECTM TeueHus 3abosieBaHms U Ynuciia Kommit rena SMN2 [12].
Yem Gosbille Kommii reHa SMNZ2, TeM, KaK IPaBMUI0, MeHee BhIpasKeHbl KIMHUUYECKNE CHUMIITOMBI
CMA. Opnako ycraHoBieHue tuna CMA TONIBKO Ha OCHOBaHMM uuciaa Konuii reHa SMNZ
HeIOITyCTUMO ¥ IIPOBOAMTCSI BpauOM Ha OCHOBAaHMM BCel COBOKYITHOV wHOOpMaIimum o
3a60/1eBaHMY Y KOHKPETHOTO TaiueHTa [12].

Eme omuu mMomuduumpytomuii gakrop CMA, cBSI3aHHbIII HENIOCPEICTBEHHO C I[EHTPOMEPHOI
komueii reHa SMN, - 3TO ofHOHYKIeOoTHAHAas 3aMeHa €.859G>C B 3k30He 7 reHa SMN2, KoTopast
MPUBOAUT K 06pPa30OBaHMIO HOBOTO IHXAHCEP-CBSI3bIBAIOIIErO CaiiTa CIUIAICMHTA, Pe3yJbTaTOM
Yyero SIBJISIeTCS BK/IIOUeHMe B TPAHCKPUIT ¢ reHa SMNZ2 3k30Ha 7. [JaHHbBI BapMaHT acCOLIMMPOBAaH
C yBeJIMUYeHNeM B KPOBM KOJIMYECTBa MojHOpasMepHoro 6enka SMN y maryeHntoB co CMA II-II1
tuna [13].

Ipyrue dakTopsl, BIKSIONIME HAa YpoBeHb Oesika SMN, mpuBeeHbI B Tabuiie 1
Ta6muia 1

HomnonHuTenbHbie (aKTOPbI, BIMSIOIN/E HAa YPOBEeHb 6eika SMN

®dakTop SddekT
CnnaitcuHr-perynupytolive Gaktopsbl Tra2p 1 YBENMUYMBAET BK/IOYEHME 3K30Ha 7
| NPUBOANT K 3K30H-CKUMMUHIY 3K30Ha 7
SF2/ASF 1 yBENUYMBAET BK/IIOYEHME 3K30Ha 7
hnRNPA1 1 MHMMOBMPYeT BK/OUYEHNe 3K30Ha 7 reHa SMN2
®dakTopsbl, perynupytowme CREB1 1 yBenuumBaeT TpaHckpunuumio 6enka SMN
TpaHCcKpUnuuio
STAT3 1 Cnoco6CTBYET pOCTy aKCOHOB
IRF-1 1 yBenuumsaet yposeHb 6enka SMN
PRL 1 YBENUYMBAET NPOAOIKUTENBHOCTb XU3HN Y Tsxenbix CMA-Mbllwen
MeTunupoBaHue 1 CHMXXaeT ypoBeHb 3KCrpeccun reHa SMN2
NpoMOTOpHON  obnactu
reHa SMN2
Crabunusauna MPHK U1A 1 yMeHbluaeT yposeHb 6enka SMN
HuR/p38 1 yBeNM4MBaeT NPOAOIKUTENBHOCTb XU3HN Y Tsxenbix CMA-Mbllwein
dakTopsl, BAusiolwme Ha PKA 1 MHrMbupyeT aerpagaumio 6enka SMN
NOCTTPAHCASLMOHHYIO MOAUDUKALIMIO
GSK3 | YMepeHHO yBenn4MBaeT BbKMBAEMOCTb
DK30reHHble haKTopbl FonopaHue 11| Oka3biBaeT MOOXKUTENIbHOE B/IUSIHVE Ha BbDKMBAEMOCTb
rmnokcmnsa 1l YBennumBaeT ypoBeHb nonHopasmepHoro 6enka SMN.
[bixaTenbHas noaaepxka ynyywaeT CUMNTOMaTUKY.
OKCUAATUBHbIW CTpecc 11l YeunusaeT nporpeccupoBaHue 6051e3Hmn

O,HHaKO, BJIMSIHME OONBIIMHCTBA U3 ITUX d)&KTOpOB OII€HMBAaJIOCh in vitro. B sxuBom opraHnmsme
MeXaHM3Mbl B3aMMO/EICTBUS HAMHOTO CJIOXKHee U Tp€‘6y}OT I‘JIY6OKOI‘O n3ydyeHus.

@aKTOpbI, He BAUSONIME HAa YPoBeHb 6eaka SMN. MonudukaTopos, He acCOIMUPOBAHHBIX C TEHOM
SMN u ero mpoAyKToM, Takke OueHb MHOro. C KaXKIbIM TOJOM OTKDBbIBAETCSI BCe Oosiblie

MexaHM3MOB. B mocienHee BpeMsl MHTEpeC MPUKOBAH K POy OENIKOB, YIYUIIAONMX ITPOIIECC
9HMIOIMTO3a B CMHAICAX, T. K. HEMaBHO GbLJIO YCTAHOBJIEHO, UTO MMEHHO 3HIOIMTO3 SIBJISIETCS
OIHMM M3 KITIOUEBbIX HAPyIIaeMbIX MexaHn3MoB mpy CMA. DTu 6eKu TpecTaBaeHbl IaCTUHOM
3 (PLS3) m xoponumHom (CORO1C) [14], [15] wm
KabIMitHeBpMHOMO#o6HbIM 6etkom (CHP1) [16].

HelipokanblHoM genbTa (NCALD)

Oco6bIit MHTEpec TpeacTasisieT MeTwirpoBanue [THK, kak Haubosee crabuimbHas MmoguduKanys,
M3MEHSIoNasl XapakTep 3KCIIpecCuy reHOB. Bblja BbIsSIBieHA CBSI3b METWJIMPOBAHMUS psiia T€HOB
(SLC23A2, NCOR2, DYNCI1HTI), xOoTOpble MOTYT GbITh BOBJIeUeHbI B TaToreHe3 CMA, 1 TSKeCTbio
3a6oneBanus [17-19].

1.3 Quuaemuosiorusi 3a6071eBaHMsI UINU COCTOSTHMS (TPYIITbI 3a00/IeBaHUM
WIN COCTOSTHUIN)



PacrmpocTpaHeHHOCTh TPOKCUMAJIbHON CITMHAIBHON MbIIIeUuHOl aTpodun cocrasiser 1 Ha 6000 -
10 000 HOBOpOXAEeHHBIX [20]. [laHHbIE 11O pacIPOCTpaHeHHOCTH 3a60/eBaHusT B PO OTCYyTCTBYIOT.
Yacrora HOcuTenbcTBa 3abonmeBanusi — 1/40 — 1/50 B momynsiuu B ueaom [21,22]. Tlo maHHBIM
OT'BHY MI'HL nmenn akamemuka H. I1. boukoBa yacToTa HOCUTe/NbCTBA MyTaluu B reHe SMNI B
Poccum - 1/36 4enoBeK M pacyeTHassh dYacToTa poxkaeHus pebeHka co CMA 1 nHa 5184
HOBOPOXXIEHHBIX [23].

1.4 Oco6GeHHOCTY KOOMPOBaHMS 3a00/IeBaHMS WIM COCTOSTHUS (TPYIIIIBI
3a00J/IeBaHUI WJIM COCTOSTHUI) 1I0 MeKayHapOgHOM CTAaTUCTUYECKOM
KiIaccuduranuy 60JIe3Hel U mpoo/ieM, CBI3aHHBIX CO 3J0POBbeM

G12.0 Jerckas criMHaabHas MbliieyHas aTpodusi, I Tun [Bepnuura-Tobdmana]

G12.1 Ipyrue Hac/eACTBEHHBIE CITMHAJIbHbBIE MbILIEUHbIE ATPODUN

1.5 Kimaccudmkanys 3a0601eBaHUS WM COCTOSTHUS (TPYIIIbI 32001 BaHMi
WIV COCTOSIHUIN)

Knuanueckast kimaccuduranusi 3abosieBaHMs OCHOBBIBAETCS Ha BO3pacTe mAebloTa, TIKeCTU
TeueHUs 3a60/IeBaHMST U MPOIO/DKUTENbHOCTY XK13HM [20]. (Tab. 2)

Tabmuua 2.

Knunundeckas kinaccudukaiyst MpoOKCMMaIbHOM CIIMHAIBHOM MBbIIIEYHOI aTpodum 5q.*

Tun CMA BospacT aebiota Oxwnpaemasi MNpOAO/IKUTENBHOCTb [iBuratesibHble HaBblKN**
KUBHU
CMA O BHYTPUYTPO6GHO [0 6 MecsiueB Het
CMAI no 6 mecsaues A0 2-X net HecrnocobHoCTb Aepxatb ronosy,
(OMIM#253300) nepeBopaynBaTbCs, cuaetb 6e3
noAAepXKN

CMA II 6-18 mMecsiueB 70% poxusatoT Ao 25 net cnocobHoCTb cnaeTb 6e3 noaaepx) Ku
(OMIM#253550)

MA III cTaplwe 18 mecsiues 10-40 net nocne MaHudecraumm CMoco6HOCTb  CTOSATb WM XoAuTb  6e3
(OMIM#253400) noAAEPXKKMN

*cymectByet 1 CMA IV Tuma, HO Ipu 3TOM TuUIle 3a6o/ieBaHMe MaHUGECTUPYeT BO B3POCIOM
BO3pacre

**[pu ecTeCTBEHHOM TeUeHUY 3a00IeBaHUsI

1.6 KinmHanuyeckass KapTuHa 3a00/1eBaHNUS WJIU COCTOSIHUS (TPYIIIIbI
3a00/1IeBaHU1 MJIV COCTOSTHUIA)

IpokcuManbHasl COMHAAbHAsT MbleyHass arpodust O Tuma, win BpoxaeHHas CMA ¢
IOCJIEPOIOBOI achuKCHeli — Hanbojiee TSKeNbI BapMaHT TeueHus 3a6oneBanus. Ha 30-34 Heperne
6epeMeHHOCTY OTMEYAIT MaJIOMOJABVIKHOCTb Tuiofa. ITocsie pOKAEHUs ABVKEHMS MPAKTUUYEeCKU
OTCYTCTBYIOT, HaJiMuye KOHTPAKTYp, TPYOHOCTM C TVIOTAaHMEM U AbIxaHueM — 6e3 obecriedyeHust
JbIXaTeTbHOM OAIePKKM pebeHOK rornbaet [24].

[IpokcuMasnpHas CMHAMbHAST MblieuHast atpodust [ Tumna, win 6one3us Bepaunura — Tobdmana
BO3HMKAET B BO3pacTe OO 6 MeCSAIeB U XapaKTepU3yeTCs TSDKeNON MBIIIEeYHON C/1aboCThIo.
BosbHble [1€TM He CIIOCOOHBI JE€pKaTh TOJOBY, TEPEeBOPAYMBATHCS, CUIETh 0e3 MOMIIePIKKMU.
[IpokcuMasbHasl, CMMMETPUYHAs MbIIIEeUHas] CJ1ab0CTh, OTCYTCTBME MOTODHOTO Pas3sBUTUS U
MBbIIIeUHasT TUIIOTOHUS SIBJISIIOTCS OCHOBHBIMM KJIMHUYeCKMMM mpusHakamu CMA I tumna. Yacro
OTMeYaloT HaliMyye KOHTPAKTYD B KOJEHHBIX U JyYe3arsiCTHBIX CyCTaBaX, peske — B JIOKTEBBIX. B
HeOHATaJbHOM IeproJie MM B TeueHMe IepBBIX TPexX MecseB KM3HU [IeTU CO CMepTelbHbIM
MPOTHO30M MCITBITBIBAIOT TPYLHOCTM C COCAHMEM U DJIOTAaHMEeM U YacTO JeMOHCTPUPYIOT
nuadparmanpHoe npixaHyue. Cama amadparma He BOBJEKaeTCs B IMATOJOTMYECKUii IMPOIecc A0
rnocienHeit cramuyu  TeueHus: 3abonmeBaHus. HapymeHust TIOTaHMST MOTYT TPUBOAMUTH K
acMMpalMOHHON THEBMOHUY U JIeTAJIbHOMY MCXOy. Y TAI[MeHTOB HaOIIonaTCsT (hacUKyIIsSIun



MBIIIIII SI3bIKA U IIOCTYPAJIbHBI TPEMOD IMasbleB. BombIIMHCTBO 60/1bHBIX feTeit co CMA I tuma 6e3
MeIUIIMHCKOTO COPOBOXKIEHNS ¥ 0COO0r0 yXo/ia IIornbaeT B BO3pacTe 0 ABYX jeT [25].

ITpokcuMasbHasl CIMHAMbHAS MbIeuyHas atpodwust II tmuma mam xpoHmdeckass CMA (6ome3Hb
IyboBuiia) umMeeT 6osiee MO3MHEE HAYAIO B BO3pacTe 6-18 MecsIeB U MeHee TSIKeIOe TeUeHMe.
Takue IeTy COXPaHSIOT CIIOCOOHOCTDb CUJIETh U YIePXKUBATh TOJIOBY CAMOCTOSITETBHO. Y MalIeHTOB
co CMA II nHabmroparoTcst (QaciyKy/ISIIUY MBIIII, SI3bIKa, TPEMOP TMAabIeB BBITSIHYTHIX PYK,
dacuyxynsipable M GUOPUIIISIPHBIE TIOAEPTUBAHMST MBIIII TPOKCUMATbHBIX OTJ€JI0B KOHEUHOCTEIA,
BBIP@KEHHBIN CKOJIMO3, (JIaOOCTh MeXpebGepHOil MYCKylIaTypbl, AuadparMaibHOe AbixaHue. Y
JleTeil BO3HMKAIOT TPYIHOCTY TPY Kalljie ¥ IyOGOKOM ABIXaHUM BO BpeMs CHa ISl MO ePsKaHMsI
HOPMAaJIbHOTO YPOBHS KUCJIOPOZAA U OMOKCUAA yriepoza [26, 27]. Pa3BuBaTCa U IPOrpeccupyroT
ckerneTHble Tedopmanyy. XapakTepHbl TakKe IJI0OX0M COH HOUbIO, YCTAJIOCTh T10C/Ie HOYHOTO CHa,
COHJIMBOCTb B JHEBHOE BPeMs], BO3MOXHO pa3BUTHe YTPeHHEeN TUIIepTeH3uM, (Te )Xe M3MeHeHus,
HO B GoJiee cTapIieM Bo3pacTte, pa3BuBatoTcs mpyu CMA 111 tuma).

Hauaso mpokcumasibHOl CIMHAIbHOM MbIieyHo# atpoduu III tTumna (roHOIIeckas dbopma), Uiu
6onesuu Kyrenbbepra-BenaHgep, BapbupyeT B Bo3pacTe HauMHas ¢ 18 Mecs1ieB 1 0 IOHOIIECKOTO
Bo3pacra. IMaunenTtsl co CMA III coxpaHSIOT CIIOCOGHOCTh IePeaBUraThCsl CaMOCTOSITeIbHO, HO
MOTYT YacTO MaJaTh WUIM UCIBITHIBATb TPYIHOCTM TPU MOIBEME U CITyCKE IO JIeCTHMIIE, Gere,
HaKJIOHe, TTo/beMe U3 TONOKeHUs cupsd. HiskHre KOHEYHOCTY TMPU JaHHOM THIle 3a60JeBaHMS
TOpakeHbI CUJIbHee, ueM BepxHue. Y nainnueHToB co CMA III Takke cOXpaHSIeTCSI TpeMOp TaiblieB
BBITSIHYTBIX DYK [26-28].

IMpu Bcex Tumax CMA MOTryT MOpaXaTbCs OCHOBHbIE TPYIIIbI AbIXaTeJbHbIX MBI, BKIIOYAsI
MBIIIIBI BIOXa ¥ BbIOOXA M OyabO6apHYI0 MYCKYJIATypy, NPU 3TOM CTEleHb MOPasKeHMs] U
MeXaHU3MBbl, BefylMe K HapyIleHMIO JbIXaHys, MOTYT pa3an4aThCsl B 3aBUCUMMOCTHU OT Tuia CMA
u craauyu 3aboneBaHus. [lepBOHAYATbHO TUIIOBEHTU/ISIIIUM, OOYCJIOBJIIEHHAS HAapyIIeHMEM
JIbIXaHMS Pa3BMBAeTCs BO CHe, HO IIOTOM U B THEBHO€ BpeMsl. [MITOBEHTUISILIMS BO CHE IPUBOAUT K
pasBUTHIO atHO3. HapyllleHus1 ObIXaHUSI — OCHOBHAsI NMPUYMHA BO3HMKHOBEHMSI OCIOKHEHUI U
cvepTHOCTU TauueHTOB co CMA I m CMA II; kpome TOro, OHM TaKKe MOTYT pa3BUBATBHCS Y
He60IbIIIOoN Joiy mauyeHToB co CMA III.

IIpn Bcex Tumax CMA MoOKeT BBISIBJSITCSI KapAMOJIOTMUeCKasl MMaToyorusi (HapylmeHus puUTMa
cepaa, KapOMOMUOTIATHUS U T.JI.).



1.1 OnpeneneHue 3a00j1eBaHUS UM COCTOTHUS
(rpymnbl 3a00/1eBaHMi MJIV COCTOSTHMIA)



1.2 OTuonorus u naTtoreHes 3a00jeBaHMs WIN _
COCTOSIHMSI (TPYIIIBI 3200/I€BaHMUIT MJIV COCTOSTHMIA)



1.3 dnimaeMuosorusa 3a601eBaHUsI UIU COCTOSIHUS
(rpymmnbl 3a00/1eBaHMT MJIV COCTOSTHMIA)



1.4 Oco6eHHOCTY KOAMPOBaHUS 3a00/IeBaHUS WIN

COCTOSTHMSA (IPYIIIbI 3a00/1eBaHMIL MM COCTOSTHUI)

1o MexxayHapOAoHOM CTaTU4YeCKOM Kiacuduranum
O0oJIe3HeV U IMPo0IeM, CBI3aHHBIX CO 3JOPOBHEM



1.5 Knaccudukanys 3a6oneBaHNs UV COCTOSTHUS
(rpyuisl 3a00/1eBaHU WJI COCTOSIHUN)



1.6 KiimHnyeckass KapTyHa 3a00/IeBaHUS UIN _
COCTOSIHUA (IPYyIIIbI 3a00/IeBAaHU VIV COCTOSIHUN)



2. IuarHoCTUKA 3a00/1€eBaHUS UV COCTOSIHUS
T'PYIIIIbI 3200/IeBAHUI UJIM COCTOSTHMIT)
MeAUIMHCKME IIOKa3aHus ¥ MIPOTUBOIMOKAa3aHUS K
IMIPUMEHEHNIO METOd0B JMAarHOCTUKU

2.1 JKano6sl 1 aHaMHe3

OcHOBHBIE KaJI00bI 1 aHAMHE3 OIMCAHbI B pasgeine «Knmanyeckast KapTHHa». Huke IIprBEOEHbI
)KaJ'IO6IJI, Tp66YI'OH.U/I€ OTOE/JIbHOTO YTOUYHEHUA:

¢ PekoMeHAyeTCsl YTOUHUTDH KaJo0bl Ha Xpam ¥ 4YacTble MPOOGYXAEHWUS BO CHe, YTPEHHMUe
TOJIOBHBbIE OO0JM, COHJIMBOCTb B TE€UEHMeE MHS, Y pomuTeseii mamueHToB co CMA 5q crapiuero
BO3pacTa [IJIs1 paHHeV AVarHOCTUKY TMIIOBEeHTWISILIM M allHOS CHa [29].

VpoBeHb y6eauTeIbHOCTU peKoMeHAalMii B (YpoBeHb JOCTOBEPHOCTH TOKA3aTeTbCTB — 3)

¢ PekOMeHAYeTCsI YTOUHSTh YaCTOTy MH(PEKIMOHHBIX 3a00/IeBaHMii I aHTUOMOTUKOTEPAIINY 3a
nociegHue 6 - 12 MecsieB (B 3aBUCMMOCTM OT KPATHOCTM HAOIIOOEHMUs) Y POIUTeeit
nanyeHToB co CMA 5q iJis afieKBaTHOI OIIeHKY COMAaTUYeCcKoro cTatyca naiueHTos [30].

VpoBeHb yoemuTenrbHOCT pekKoMeHmanuii C (YPOBEHb JOCTOBEPHOCTH TOKA3aTeIbCTB — 5)

e PekoMeHJyeTCsI yTOUHSITh 5KaJ100bI Ha HapyuleHus TTIOTaHUS SKUAKOCTU Y/UIU TBepHOi NUILLH,
OIIyIleHMe 3aCTpeBaHMs NMUILY B TOpJie BO BpeMsl IIOTaHuSs, KallleJb MUY MoNepxyuBaHye 10, BO
BpeMs WIM NOC/Ie IMIOTaHMsl, Halu4ye XpUIUIOTO WM «BIaKHOTO» ro0ca MOCIe aKTa IIOTaHus,
a Takke BIMSHMe MIpollecca Mpyuema MUIIY Ha KauyeCTBO JXMU3HU Y pofuTeneli rnaiueHToB co CMA
5q pst uckmoueHunst nucdarum [20].

VpoBeHb yoeaquTeIbHOCTY pekoMeHganuii C (ypoBeHb JOCTOBEPHOCTU JOKa3aTe/IbCTB — 5)

2.2 ®usukajbHOe 00CIeoBaHMe

Knunuueckoe o6cnedosarue CMA exnouaem 8 ce0st nposedeHue u3uKanibHozo0 0cmMompa ¢ akyeHmom
HA KOCMHO-MbIUWEUHYI0 CUCeMY, U C8S3aHHbIX C Hell (PYHKUYUOHANbHBIX HapywleHuli. Bouibop
ucnosv3yemolx o6cnedosaruti 6ydem 3asgucems om acnekmos, Komopoie 6osee akmyaibHsl 01 Kaxioot
cmeneHu msecmu. [laHHble (QU3UKATBHO20 00CN1€008aHUS ONUCAHbI 8 pasdene «KAUHUUEeCKas
kapmuHa». Husxce ompaxeHsl 0c06eHHOCMU (PU3UKAIbH020 06C1e008aAHUS:

e PexkoMeH[yeTcsI OlleHKa (h13Myeckoro pa3BuUTHs (M3MepeHe Macchl TeJa U POCTa) B JUHAMMKE
nauyeHTy co CMA 5q A1 o11eHKM HyTPUTUBHOTO cTaTyca [31].

VpoBeHb yoemuTenbHOCT pekKoMeHaanuii C (YpOBeHb JOCTOBEPHOCTH TOKA3aTEIbCTB — 4)

KommeHTapum: Y nauyeHToB co CMA 4acTo OTMeYaloTCs M3MeHeHUsI B HYyTPUTUBHOM cTaTtyce. Y
JeXXauynx IMalyeHTOB U MalyeHToB ¢ aucdarueil MOBbIIAeTCsS PUCK HETOCTATOYHOCTU MUTAHUS.
Cupnsiare v XO[siuMe TAIMEeHThI TTOIBEPKeHbI PUCKY M30bITOYHOI MacChl Tesla/0KUPEeHNI0 B CBSI3U
CO CHVKEHMEM JHeProTpaT 13-32 YMEHbIIeHNSI aKTUBHOCTY TIPU yTpaTe CIIOCOOHOCTY K XOnboe.
ITocne ycraHosnenust guarsosa CMA BceM manyeHTaM PeKOMEHAYeTCsl KOHTPOIMPOBATh POCT U
Maccy Tejla € IMepUOLUYHOCTLIO He MeHee 1 pasa B 3-6 MecdleB y OeTel MIajllero Bo3pacra u
€XeroJHO Yy JeTell cTapluero Bo3pacTa U valle 110 ITOKa3aHMIM.

e PekomMeHyeTCs OIleHKa (QYHKIIMY KeBaHMS U IJIOTaHMs manyeHTy co CMA 5q /I MCKITIOUeHMsI
nucdarum [20, 32].

VpoBeHb yoeauTeIbHOCTY pekoMmeHganuii C (YpPOBEeHb JOCTOBEPHOCTH T0Ka3aTEIbCTB —4)

KOMMeHTapI/ﬂ/I! OTpenbHOe BHMMAaHUe Inpm OCMOTpE YyOessIeTCsI BO3MOXXHBIM HapyHI€HMAM
JIOTaHMS TIPU KOPMJIEHUM — CHVDKEHMIO M OTCYTCTBUIO IJIOTOYHOI'O M HeBHOro pe(bf[eKCOB,
OCJ'[a6II6HHOMy COCaHMIO Y MaJIEHbKOI'O pe6eHKa, TPYOAHOCTAM C >KeBaHMEM U TMPOI/IaTbIBAHMEM
U, YBeJIMYEHNIO OJIMTEJIbHOCTU ee IIpreMa, HAJIMUMIO KOHTPAKTYPbI Ye/IIOCTHOTO CyCTaBa.



e PekomeHAayeTcs KIMHMYECKasl OLleHKA IbixaHusl mauueHTy co CMA 5q mjis ucKIrOueHust
HaIM4Ms bIXaTe/lbHbIX HapylleHuii [33].

VpoBeHb yoeauTenbHOCTH pekoMeHaaiuii C (ypoBeHb TOCTOBEPHOCTHM JOKA3aTeIbCTB — 4)

KommenTapun: IlepnogmuyHOCTh MIPOBENEHUST OLIEHKM ¥ MOHUTOPMHTA JbIXaTeJbHBIX (QYHKLINI
3aBUCUT OT KJIMHMUYECKOTO COCTOSIHMSI M CTEeIEeHM IPOrpeccupoBaHus OGOMe3HM Y KaKIoro
6onbHOro. YacTora IpoBemeHUs] OIeHKM COCTaBJisIeT B CpemHeM OIMH pa3 B 3-6 MecsleB Y
HeTsDKenbIx maiueHToB co CMA II u CMA III. [IprxaTenbHble (GYHKUIMM OLIEHMBAIOTCSI peke y
MalyeHTOB, CIIOCOGHBIX K CaMOCTOSITEIbHOMY IepedBMKeHNI0, B CTabUIbHOM COCTOSIHUM, C
60JIBIIIelT YAaCTOTON Y JIEKAIIMX MAlMEHTOB, C HeCTAOMIbHBIM TeueHreM 3abomeBanusi. C 4aCcTOTOM
1 pa3 B 3 mecsilla MOXeT IPOBOIMUTCS OlleHKa bIXaHUs y MallMeHTOB, MOTY4YalliuX MHBA3MBHYIO
BEHTWISILMIO JeTKuX. [lis1 neteit, Haxonsuuxcss Ha HUBJI, xkenaTtenbHO TPOBOAUTD OLIEHKY 1 pas B
mecsit. [Tpu CMA 1, eciu pebeHOK He Haxomutcst Ha HUBJIL, mbrxarenbHble HApyIIEHUS MOTYT
HapacTaTh OYeHb OBICTPO, U MHOIIA TpedyeTcs elle Oosee yacTas uxX oleHKa. OlieHKa BKIIOYaeT
ompepeneHe I[BeTa KOKHBIX IOKPOBOB, 3(M(PEKTUMBHOCTM OTKAIUIMBAHMSI, YACTOThI IbIXaHMSI,
U3MepeHNe OKPYKHOCTU IPYSHOV KJIETKU, ONpeaeeHne SKCKYpCUM TPYAHON KIeTKM, IPU3HAKOB
IVCHYHKIMY ObIXaTeMbHOV MYCKYJIATyphbl (Ha/MUMe MapafgoKCaabHOTO IbIXaHMSI, MCIIOb30BaHMe
BCIIOMOTATe/IbHO AbIXaTeIbHO MYCKYIATyPbl).

¢ PekomeHAayeTcss OCMOTpP MO3BOHOYHMKA TanueHTy co CMA 5q Ijis1 MCKITIOUEHUST CKOJIMO03a U
kudo3a [34, 35].

VpoBeHb yoemuTenrbHOCT pekoMeHmanuii C (YpOBEHb JOCTOBEPHOCTH TOKA3aTEIbCTB — 4)

KommenTapun: I[Ipu Bcex dopmax CMA pa3BMBAIOTCSI cKejleTHble Aedopmaiimu. VIcKpuBieHue
M03BOHOYHNMKA, C TIOHV)KEHHBIM MBIIIEUHBIM TOHYCOM, HeIpepbhiBHO IpOrpeccupyet Ha
TIPOTSDKeHMM Bceil ku3HU. Taxke y OONMBIIMHCTBA TMALMEHTOB DPa3BuBaercs Kudo3 TPymHOTro
OTZea MMO3BOHOYHNKA PA3HO CTeTIeH! BhIPAayKeHHOCT.

e PekomeHayeTcss olleHKa (YHKIMOHAABHOTO J[BUTAaTeIbHOTO CTaTyca II0 pejieBaHTHBIM
(DYHKIMOHAIBHBIM IIKAJaM ¥ BpPeMEHHBIM TecTaM TauueHTy co CMA 5q mJis ompeneneHust
MCXOJHOTO CTaTyca TalMeHTa, a TakKe [Jii MOHMTOPUHTA ABUTATEeNbHbIX (GYHKIUMI U IS
oneHKM 3(hdeKTUBHOCTM TTATOTeHeTNYeCKO Tepanuu [36-39].

VpoBeHb yoenuTesbHOCTM pekoMeHaluii C (ypoBeHb JOCTOBEPHOCTY 1OKA3aTeNbCTB — 4)

KommenTapun: Illkanasl npuBenens! B [Ipmnoxkenun I'l. JKemaTtenbHO, YTOOBI OLIEHKY IO IIKAJIaM
TIPOBOIUIN CePTUDUIIMPOBAHHBIE CITEIVATNCTBI PETYISPHO KaskAble IIeCTb MeCsIeB MPOBOIUTD
o6ceoBaHMs, eciM HeT OCOOBIX OOCTOSITENbCTB, TPeOYIOLIMX APYroil YacTOThl HAOIIONEHUSI.
JuHaMmuyeckoe obcienoBaHye pebeHKa 10 CHelManibHbIM LIKaTaM 0COOEHHO BasKHO IIPU OLIeHKe
3¢hdeKTUBHOCTY TMO/yyaeMoil TapreTHOi Tepamnuu. IIpyM OTCYTCTBUM CEPTUDUIIVIPOBAHHOTO
CIIelMayCTa SKelaTelbHO HallpaBUTh NalMieHTa B TOT LIeHTD, IJe TaKyue CIeLNalINCThI eCThb.

¢ PekomeHAayeTcs1 OIEHUTHh TOTpeO/eHMEe U BbIBEIEHME W3 OpraHuM3Ma MUKPOIIEMEHTOB,
0cob6eHHO Kamblysl M BuTamuHa D, manyeHtam co CMA 5q ¢ HapyuieHUsSIMU HYTPUTUBHOTO
craTryca it KOHTPOJIS 32 COCTOSIHMEeM KOCTHOV TkaHu [20].

VYpoBeHb YoeauTeIbHOCTY pekoMeHAanuii C (YypoBeHb JOCTOBEPHOCTH JOKa3aTeIbCTB — 5)

¢ PekoMeHAyeTCS YCTaHOBJIEHME TUIIA CIMHAJBHOM MbIIIEUHONM AMCTpobuM 5q Ha OCHOBAHUM
KJIMHUYECKO KapTUHBI 3a607eBaHNUSI B COOTBETCTBUU C KiIaccuduKalmeil BceM MalueHTaM C
MOATBEPXKXAEHHBIM (KIMHUYECKN W/WIY FeHeTU4YeCK)) AMarHo30M JJsl OIpefe/ieHys MPOrHosa
3a6oneBanus [20].

VpoBeHb yoeauTeabHOCT pekoMmenmainii C (ypoBeHb JOCTOBEPHOCTH N0Ka3aTelbCTB — 5)

KommenTapun: Tunsl CMA 59 (CMA 1, CMA 2 u CMA 3) cmoTpeTb B pasnene 1.5 Knaccndukanys
3a60J1€BAHMST VJIU COCTOSTHUSI (TPYIIITBI 3260IeBAHMIA UV COCTOSTHMIA)

2.3 JIabopaTOopHbIe JMATHOCTUYECKIME MCCIeTOBaHUS

e PekomeHayeTCs1 MOJIEKY/ISIPHO-TEeHETUUEeCKOe MUccaegoBaHue MmyTtanui B reHe SMNI BceM
rmaieHTaMm ¢ rmogospeHueM Ha CMA 5q C 1LieJIbl0 BBISIBJIEHMS OeJeluy 9K30HOB 7 winu 7-8 u



MOJIEKY/ISIPHO-TeHETUYECKOro MOATBepXKaeHus auaruosa [40].
VpoBeHb yOeauTeTbHOCTU peKoMeHAalMii B (YypoBeHb JOCTOBEPHOCTH TOKAa3aTeTbCTB — 2)

KoMmmenTapum: «30/10TbIM CTaHAAPTOM» MOJIEKY/ISIDHO-TEHeTUUYeCKOro ucciaenosanus npu CMA
5q sBsSeTCS KOMMYECTBEHHbIN aHaAM3 — aHalIu3 uuciaa Komuii reHoB SMNI u SMNZ2. JlaHHOe
uccienoBaHue npoBoauTcsi metrogamu TP B peajibHOM BpeMeHM WM KojimuecTBeHHOro MLPA-
aHamM3a. [IMarHo3 TMOATBEPXKOAeTcsl Npu OOHAapY)KeHMM [ejlelyuyu 95K30HOB 7 win 7-8 B
TOMO3UTOTHOM COCTOSIHMM (T.€. B 001X KOIMSIX TeHa).

e He pexomenpayetrcs ucnonb3zoBarhb [ILP-TIIP®-aHanmn3 M gpyrue KavyeCTBEHHbIE MeETOHbI
MCCIemOBaHMsI KaK MeToma BbIGOpa malyeHTam C IopospeHmeM Ha CMA 5q ¢ 1enbio
MOATBepKAeHus Auartosa [41].

VpoBeHb ybenuTenbHOCTU pekoMeHAaluii C (ypoBeHb JOCTOBEPHOCTHU I0KA3aTEIbCTB — 3)

e PekOMeHJyeTCsI BbIMOJHSITh IMOUCK TOYEUYHBIX MyTaluii B reHe SMNI MeTOOOM MPSIMOTO
aBTOMAaTUYeCKOro cekBeHMpoBaHus 1o CoHrepy mMalyeHTaM C BbISIBJIEHHON Jenenyueir B
reTepo3UrOTHOM COCTOSIHMM C LieJIbI0 YCTAHOBJIEHMS yiarHosa [42].

VpoBeHb yoeauTenbHOCTU pekoMeHaaluii C (ypoBeHb TOCTOBEPHOCTHM IOKA3aTEeIbCTB — 2)

KommenTapunu: Haninune nenenyy B reTepO3UTOTHOM COCTOSIHMM OIIpefesisieTcsl Kak Hajauuue
onHoii kommu reHa SMNI. O6HapykeHMe TaTOTeHHOM MyTauuyu BO BTOpOi kormuu reHa SMNI
noaTeepxkaaet nuario3 CMA.

¢ He pexomeHayeTcsl ycTaHOB/IeHMe ayarHosa CMA 5q mainmeHTaM € OTCYTCTBMEM Jeeliuiu
9K30HOB 7 win 7-8 reHa SMN1 [20].

VpoBeHb yoeauTenbHOCTH pekoMmeHaalmii C (ypoBeHb TOCTOBEPHOCTHM OKA3aTeIbCTB — 4)

KommenTapun: OTcyTCTBME Iesieliuy 9K30HOB 7 min 7-8 reHa SMN1 onpepensieTcsl Kak Haauuue
2 u 6onee konuii reHa SMNI mertomamu TP B peaJibHOM BpeMeHM WK KonudecTBeHHOro MLPA-
aHa/mM3a. B coyyae KPOBHOPOACTBEHHBIX GPAaKOB PEKOMEHYeTCs IPOBECTM ITOMCK TOUEUHBIX
myTauuii B reHe SMNI MeTOAOM MPSIMOTO aBTOMAaTUYECKOTO0 CeKBeHMpPpOoBaHMs 1o CaHTepy Aaxke B
cydyae OTCYTCTBUS JiesieliuM 9K30HOB 7 uau 7-8 reHa SMN1.

e PekomeHayeTcs1 onpepeneHne uyuciaa Konmil reHa SMNZ y mauyeHTa C HOATBEPKIEHHbIM
reHeTuyeckuM auarHosom CMA 5q aJig onipeiesieHust TPOrHO3a TeueHust 6oiesun [43].

VpoBeHb ybenuTenbHOCTU pekoMeHAaluii C (ypoBeHb JOCTOBEPHOCTHM TOKA3ATEeIbCTB — 5)

KommeHnTapumn: Heo6xoqumMo moMHUTH, YTO THIT CMA y KOHKPETHOTO TallyieHTa He MOXeT ObITh
YCTAHOBJIEH T10 YMIy KOTiui TeHa SMNZ2, OH omnpezensieTcsl TOJbKO KIMHUUYeCKU. PekomeHayeTcst
YUUTHIBATH UMCIO KOMMit reHa SMNZ2 mpu IIpOrHo3e TeueHust 3ab0ieBaHMsI, MOCKOAbKY 3TO
BaXKHBIN (DaKTOP, ONPeAeSIONii TSHKeCTh KIMHNYECKOI KapTUHbI. PEKOMeHAYeTCsST OTOBapuBaTh
MpY KOHCYJIbTMPOBAHUM MALMEHTOB U UX CeMell, YTO HeCMOTPSI Ha CUJIbHYIO CBSI3b KOIMYECTBA
kormmii SMNZ2 ¢ IpOTHO30M, UMEIOTCST UCKTIOUEHMS.

e PekoMeHIyeTCsI MOJIEKYISIPHO-TeHeTUUYeCcKoe ucciefoBaHMe wmyTtauuii B reHe SMNI
pOIMTENSIM ITallieHTa C TeHeTUUeCKUM oA TBepkaeHreM Haamunsi CMA 5q KommyecTBeHHbIMU
metonamu (TILIP B peanbHOM BpemeHu mnu MLPA-aHanmn3oMm) IJis TIPOTHO3a OETOPOXKIEHMUS
[44].

VpoBeHb yOeauTeTbHOCTY peKOMeHAaIMii A (YpOBEHb TOCTOBEPHOCTHM IOKA3aTeIbCTB — 1)

KommenTapumu: MonekynsipHO-TeHeTMYeckoe MccIefoBaHue MyTanuii B reHe SMNI Takxke
TOKAa3aHO POAUTENSIM YyMepluiero pebGeHKa C TMpeAToNoKUTEeNbHbIM auarHo3om CMA
OTCYTCTBMEM e€ro Guosormyeckoro martepuana ajas JHK-guarHocTuMKM, B TMOBTOPHBIX 6Gpakax
poauTeseil GONbHBIX JeTeli — MX HOBBIM CYIpyraM (eciy IJIaHUPYeTCs AeTOPOKAeHME), CYIIpyraM
B3pOC/bIX MauueHToB ¢ CMA 1pM IJIaHMPOBAaHMM AETOPOKAEHUS; OMM3KUM DPOACTBEHHUKAM
(cubChl MALMEHTOB M CUOCHI POAMTENENl MAIMHTOB) ISl MPOTHO3a MX IOTOMCTBA; AOHODPaM
CcriepMbl U SIMLEKJIETOK TMPU  SKCTPAKOPIOPAJbHOM  OIMOJIOAOTBOPeHUM. MONeKynsipHO-
reHeTHuYeCcKoe MccaefoBanne myranuii B reHe SMN1, Kak u NIpu psifie APYTHX 4aCThIX ayTOCOMHO-
peleccMBHbIX ~ 0OOJie3Hell,  peKOMeHAyeTCs  Tpu  IUIAHMPOBaHMM  OEepeMeHHOCTM B
KPOBHOPOZCTBEHHbIX Opakax. HeobxomuMo MHGOPMMUPOBATb POAUTENENl NeTeil C MONEeKYISIPHO



BepUOUIIMPOBAHHBIM AMArHO30M), a TAKKe Iapbl, B KOTOPBIX KaXKIblii 13 MAapTHEPOB SIBJISIETCS
TMOATBEPKAEHHBIM TeTEPO3UTOTHBIM HOCUTeneM neneuuu 7 uau 7-8 3k30HOB reHa SMNI, o
BO3MOXXHOCTH MpoBeIeHNs peHaTaJbHOI (BO BpeMst 6epeMeHHOCTH) WIn
MpeaMMITIaHTAIMOHHOM (C MCIOJb30BaHMEM 3KCTPAKOPIIOpaJbHOTO OIIomoTBopeHus) ITHK-
IyardHoctuku (cM. pasgen [IpodmiakTuka).

e He pexkomeHpayeTcs uckawodatrh avarHo3 CMA y mauyueHTOB C HETUIIMYHON KIMHUYECKON
kaptuHoit CMA 5q Ha OCHOBaHMM YMEPEHHO TTOBBIIIEHHOY aKTUBHOCTY KPeaTUHKMHA3DI [45].

VpoBeHb yoenuTenbHOCTH pekoMeHaaiuii C (YypoBeHb TOCTOBEPHOCTHM JOKA3aTeIbCTB — 3)

KommeHnTapum: YpoBeHb KpeaTuHMHa3bl (kKpeatudochoknHaza, KOK) o6bIYHO HOpMaleH Win
MOBBIIIEH HE3HAUUTEIbHO, TEM He MeHee ONMCAHbl eIVMHMYHbIe cTyyan ¢ BbICOKMM (B 10 pas)
TIOBBIIIEHVEM YPOBHS aKTMBHOCTY (hepMeHTa. Takum 06pa3oMm, MOBbIIIEHE YPOBHS (hepMeHTa He
06s13aTeNIbHO UCKII0oYaeT nuario3 CMA.

¢ PekomeHAyeTCs MalyeHTaM C YCTAaHOBJAEHHbIM auarHo3oM CMA 5q, 0cOGeHHO MaiyeHTaM co
CMA I, uccnenoBaHme KUCIOTHO-OCHOBHOI'O COCTOSIHMSI M Ta30B KPOBMU ISl OLIEHKU CTeIleHU
KOMITIeHCAI[MM bIXaTebHBIX HapYIIeHUii U oTipeeseHNsI TAKTUKM PeCIpaTOPHOI oaaepsKKI
[46].

VpoBeHb ybenuTenbHOCTU pekoMeHaaluii C (ypoBeHb TOCTOBEPHOCTHU I0KA3aTENbCTB — 4)

KommeHnTapum: l3MeHeHUSI B KHUCIOTHO-OCHOBHOM DaBHOBECUM BO3HMKAIOT Ha Jaleko
3allefIINX CTAaAMsX [bIXaTelIbHOV HeJOCTaTOYHOCTU. JKenmaTenbHO [Jii CBOEBpEMEHHOI
JIMarHOCTUKY VCIIONb30BaTh 6osee MH(MOPMAaTHBHbIE MHCTPYMEHTA/IbHbIE METObI MCCIeTOBAHMS
(KarTHOMETPHUIO U JAP. - CM. HIKe). JleKkoMITeHcauus AbIXaTebHbIX HApYIIeHUT KOHCTATUPYeTCs
TIpY HAJIMYUY TUTIEPKATTHUY U all11034.

e PexoMeHAyeTcs BceM IallieHTaM C YCTaHOBJIEHHbIM namarHo3om CMA 5q ompepenenue
COIep>KaHMsI IVIIOKO3bI B KPOBY JIJISI MCKIIIOUeHMsI TUIIoIikeMun [47].

VpoBeHb ybenuTenbHOCTU pekoMeHaaiuii C (YypoBeHb TOCTOBEPHOCTHM OKA3aTEeIbCTB — 4)

KOMMeHTapMI/I! IIpU1 HAJIMUYUU MIPU3HAKOB KETOAINA03a OOIMMOJITHMUTE/JIbHO IIOKA3aHO OIpeaeieHne
KETOHOBBIX TeJI.

¢ PeromeHAayeTcs1 ucciaenoBanue ypoBHS 25-OH BurtammHa [I B KPOBM BCEM IMallieHTaAM C
yCTaHOBJIEHHBIM fuarHo3oM CMA 5q 1y1sl MCKITIOUeHNST BO3MOYKHBIX HapylIeHUiI ero ooMeHa U
nocienywoiel koppexuyuu [20].

VpoBeHb yoeauTenbHOCTH pekoMeHaauii C (ypoBeHb TOCTOBEPHOCTHM OKA3aTeIbCTB — 5)

KomMeHTapum: CyliecTByeT KOHCEHCYC I10 TOBOAY HEeOOXOOMMOCTY TIPOBEJEHMS] aHHOTO
UCCIef0BaHMs 110 MeHblIeil mepe 1 pa3s B rof.

2.4 UHcTpyMeHTa/IbHBbIE AMarHoCTUYeCcKye ucciegoBaHus

2.4.1 THCTpyMEeHTa/IbHbIE VCC/IeTOBaHUsI AJis nuarHoctuku CMA 5q

¢ PexomeHAyeTcs anexkTpomuorpadus UrosapyaTasi " 37IeKTpoHelipomMmuorpacdust
CTUMY/ISIIMOHHASI (OOHOBPEMEHHO) MalMeHTaM C pa3BUTMEM CUMITOMOB IPOKCMMAaIbHOM
MBIIIIEYHO! C1ab0CTH, C OTCYTCTBUEM WIM CHUKEHMEM CYXOXWIbHbIX peduiekcoB mocie 18
MecsiteB (xapakrepHo ayist CMA III), a Takske mpu 60jiee paHHEM Pa3BUTUY ITUX CUMIITOMOB, HO
6e3 TUIMMYUHBIX KIMHUYecKux mposiBienniit CMA I u II Tuna c 1enpio yCTaHOBJIEHMSI [MarHo3a
[48, 49].

VYpoBeHb yoenuTebHOCTY pekoMeHaaImii C (YpoBeHb JOCTOBEPHOCTHM JOKA3aTeNbCTB — 4)

KommenTapun: Ilpu o6cnemoBanuyu manyeHToB co CMA MO/KHBI MPUMEHSITbCS MUTOTbYaTast
anektpomuorpabust  (BMI) U CTUMYISIMOHHAs  3MeKTpoHelipomuorpabwust  (SHMI).
CrumynsinyonHass OHMI 103BojsieT OILEHUTh OTBET MOTOHEHpPOHOB CIIMHHOTO MO3ra Ipu
uccnegoBaHuu F-ponH. Tlpu crumynsaimonHoi ISHMI onpepensitiorcss u3MmeHeHusi F-BomH:
TI0SIBJIEHMe TUTaHTCKMX F-BOJH, MapHbIX 1 TOBTOPHBIX F-BO/IH, My paccbinaHHbIX F-BOMH min ux



orcytrcTBre (670ku F-BomH). CKOpOCTM TIPOBEIEHMSI MMITY/IbCA UM aMIUTUTYAbBI M-OTBETOB IO
neprdeprueckuM IBUTATENbHBIM BOJIOKHAM MOTYT ObITh KaK HOPMAaJbHBIMU, TaK M HEMHOTO
CHIDKEHHBIMM 3a CYeT BTOPUYHBIX AaKCOHJIbHbIX M3MeHeHMil. Urompuatas OMI mossossieT
JCCIeA0BaTh KOHKPETHYIO MBILILY M OINpeNeJUTb CTelleHb AeHepBalMOHHONM akTMBHOCTU. [Ipu
uroabuaToit OMI  xapaKTepHO: YyBelMueHMe aMIUIUTYAbl MHTepPepeHLIMOHHOM KPUBOIA,
paspeXXeHHOCTb  MHTephEepeHIMOHHOW  KPUBOI, TIOSBAEHMSI  DPA3JMUYHBIX  IIOTEHIMAIOB
CIIOHTAHHOJ aKTMBHOCTH, CKJIaIbIBAIOIIVXCS B TAK Ha3bIBa€MBblil «PUTM YaCTOKOa» [49].

e PekOMeHAyeTCss MarHUTHO-pPe30HaHCHasi ToMOrpadusi MBIIIEYHO CUCTEMBl MalyeHTaM C
MPOKCMMAJIbHOJ MBIIIEYHON TMIIOTOHMEN M MBIIIEYHO 1aboCThi0, He MMM
reHeTMYeCcKOro IOATBePKI,eHNs IMarHo3sa, ¢ nenbto guddepennmanbHoi guarnoctuky CMA 5q
M IPYTMX HEPBHO-MbIIIEUHbIX 3a60meBanmii [50].

VpoBeHb yOoequTenbHOCTU peKOMeHAAIMIi A (YPOBEHD TOCTOBEPHOCTHU IOKA3aTEIbCTB — 2)

Kommentapuy: MPT  MbImi, BbISIBASET JKMPOBOE  3aMelleHMe  MBbIIIEYHON  TKaHU.
Busyanmsupyercs XapaKTepHBII IMaTTEPH TOPAKEHUSI — TUTIEPTPOPUS U OTHOCKUTENbHAs
coxpaHHocTh m. adductor longus (OJMHHOJ TOMOBKM aAIyKTOpPa), KOTOPBIN SIBJISIETCSI TOBOJIBHO
crienMUYHBIM 1T CIMHAJIbHOM MbIIIeuHOi aTpoduu. OmHAKO crenuduyueckuii IaTTepH
TOpaskeHMsl MPOSIBJISIETCST HA TO3OHeN cTamuy 3abojieBaHMsI, B caMOM Hauajie 3a60JIeBaHUS U Y
MaJIeHbKUX JleTeli BBISIBUTD €ro OBOJIbHO TPYIHO.

¢ PekoMeHAyeTCs OUOICUMS MBIl TAlMeHTy C aTUIMYHBIM BapMaHTOM CIIMHAIbHO
MbllIeuHoi atpodun, ecau auarHo3 CMA 5q He TOATBEPKIEH TE€HETUUYECKU, C IIeJbio
nuddepenumanbHoro auardoda CMA 5q 1 Apyrux HEPBHO-MBbIIIEYHBIX 3a601eBaHmii [51].

VpoBeHb yoeauTenbHOCTH pekoMeHaaluii C (ypoBeHb TOCTOBEPHOCTHM JOKA3aTeIbCTB — 4)

¢ PekomMeHAyeTCs MaTOJIOTOAHATOMUYECKOE WCCIeNOBaHMe OUOTICUITHOTO (OTIepaI[MOHHOTO)
MaTepuasa MbIIIIEYHO TKAHY C TPUMEHEHVEM MMMYHOTUCTOXMMUYECKUX METO/IOB MalMEeHTY C
aTUIIMYHBIM BapMaHTOM CIIMHAJIbHOM MBbIIIEUHO aTpoduu, ecin auarHo3 CMA 5q He
TO/ITBEPsK/IeH TeHeTMUYeCK!, ¢ Lieblo AuddepenianbHoro nuardosa [51].

VpoBeHb ybenuTenbHOCTU pekoMeHaaluii C (ypoBeHb TOCTOBEPHOCTHU IOKA3aTENbCTB — 4)

Kommenrapun: Ilpu MopdonsormyeckoM MCCIeSOBAaHMM OMOINTATa MBIII Y MalyeHTOB CO
CITMHAJIBHOM MBIIIEUHO aTpodwueil BBISBISIOTCS Hecneuyudbuueckue IPU3HAKM ITYUYKOBOIL
aTpoduu U TPYNMMUPOBKY MBILIEUHBIX BOJIOKOH. BOTBIIMHCTBO YBeIMUYEHHBIX MBIIIEUHbIX BOIOKOH
oTHOCsATCST K | Tumy. Bce MMMYyHOTMCTOXMMMYECKVE MapKepbl OyAyT HOPMAaIbHBIMMU.
VABTPaCTPyKTYpPHbIE U3MEHEHUS TAKKE OYAyT HecrenupuaeckKuMu

2.4.2 VHCTpyMeHTaJIbHbIE MCCI€OOBAaHMS JAJI JOUATHOCTUKM  KapAMOJIOTMYECKUX
ocinokaenuit CMA 5q

e PexomenpyeTcsi perucrpauusi anexkrporapauorpammbl (OKI) Bcem marmentam co CMA 5q ¢
yacToToit 1 pa3 B rop, a Takke repej, ONepaTMBHBIM OPTOIENMYecKMM BMeLIaTelbCTBOM JIJIs
MCKITIOUeHMST HapyleHuit putMa cepana [52].

VpoBeHb yoequTenbHOCTU peKoMeHAaIuii B (ypoBeHb JOCTOBEPHOCTH TOKA3aTETbCTB — 3)

KommeHnTapumn: V nauyeHtoB ¢ CMA [ Twuma mnpeBaauMpyrOT BpOXAEHHbIE CTPYKTYpPHbBIE
HapyuieHus1 (medeKTbl Meperopopok, AedeKTbl BBIHOCSIIMX TPAKTOB). Y TMAIMEHTOB C MeHee
TspkeapiMu popmamu CMA mpeBasMpyIOT MpUMOGPeTEHHbIE HAPYIIeHWs] pUTMa, Hanubosiee yacTo —
HapylieHus] MHUIMALUKU PUTMA. [IpU TOSBIEHUU 3KaJI06 MM KIMHUYECKOV CUMITOMATUKU
MOpakeHMs CepleyHO-COCYIMCTON CUCTEMBl BOIMPOC KPAaTHOCTM HAOMIONEeHMII pelIaeTcs
VHIOMBUAYAIbHO Y K&KA0TO NallieHTa.

¢ PeromeHpayetcs sxokapayorpadus (3X0-KI) maimeHTy ¢ yCTaHOBJIeHHbIM AyarHo3zom CMA 5q
He pexxe 1 pas3a B rof Ijsl UCKIIOUEHUS] WIM OLIEHKM CTeleHU TSKeCTM U MOHUTOPUHTA
BPOXKAEHHON WM TPUOOPETEHHO maTonoruu cepaua [53].

VpoBeHb yoeauTenbHOCTH pekoMeHaaiuii C (ypoBeHb TOCTOBEPHOCTHM JOKA3aTeIbCTB — 4)

KommeHnTapuu: BpoxaeHHble TIOpOKM cephalla MHorga BeTpevatorcss 1nipy  CMA L.
Kapamomumonatus vaiie Ha6/0maeTcs y MalMeHTOB CO CIIMHAIbHOI MBIIIEYHOI atpodueit 1 u 2
TUIIOB U TIpOTeKaeT IO TUIy AUAATAUMOHHONM. B TSDKENMbIX Caydasix MOKeT pa3BUBATHCS



KJaccuMyeckass KapTMHA JIETOUHOM TUMepTeH3UM (OfbIliKa, I[MaHO3, TeMOAVHAMUYecKye
HapylieHus BIUIOTh IO OTEeKa JIETKUX 13-3a CAABJIEHMs PaCIIMPEHHbIMU TPaBbIMU OTAETaMu
JIEBOTO JKEJTYI0YKA U CHIKEHUST 9BaKyaTOPHOI CITIOCOGHOCTU JIEBOTO kenynouka). 9XO-KI' takke
peKoMeHIOBaHa TallyeHTaM ¢ MeHee TspkenbiMu Gopmamy CMA 5q mpyu HaAUUMM KIMHUYECKUX
CUMIITOMOB, a Takke BceM maiueHTaMm CMA 5q B KauecTBe 00C/Ie[OBaHMs TTepe]] XUPYPTrUUeCcKUM
BMEIIIaTeTbCTBOM.

2.4.3 HIHCTpyMeHTaJIbHbIe MCCIeOOBaHMUS IJII AUArHOCTUKU oOciaokHeHuit CMA 5q co
CTOPOHBI OTIOPHO-ABUTATETIbHOM CHUCTEMbI

¢ PexomeHAyeTCsA PEHTTEHOAEHCUTOMETPUS (TIOSICHUYHOIO OTAeNa MO3BOHOYHMKA MMAlMeHTy C
muarHosoMm CMA 5q crapiire 6 JIeT ¢ 4acTOTOi 1 pa3 B rof IJist MCK/TIOUEHMST OCTeOTI0po3a. Takke
peKOMeHIyeTcsl IpOBefeHMe 3TOr0 MCCIeOBaHMS MPU IOATOTOBKE K OPTONEANYECKOMY
XUPYPrUYeCcKOMY BMEIIaTeabCTBY [54].

VpoBeHb yoeauTenbHOCTH pekoMeHaaimii C (YypoBeHb TOCTOBEPHOCTHM JOKA3aTeIbCTB — 4)

KommeHTapum: Ilpu o6GHapyskeHUM OCTeONopo3a B IOSCHMYHOM OTHesle I03BOHOYHMKA
II0Ka3aHa PeHTIeHOLeHCUTOMeTpUs Bcero Tesna. Jns maumeHToB c0 CMA XapaKTepHa BbICOKast
YacToTa IIepeloMOB ¥ OCTeoneHuy. JJaHHble PUCKM OOYC/IOBIEHbI HEe TONbKO MBbIIIEYHO
€71a60CThI0 ¥ HM3KOJ MOABYKHOCTBIO TTALIMEHTOB, HO M TeM, UTo reH SMN urpaer ornpezeneHHy10
pOJb B MeTabom13Me KOCTHOV TKaHu [54].

¢ PekomeHzayeTcsi peHTreHOrpadus MO3BOHOUYHMKA, CIIelMalbHble UCCIeNOBaHMs U MPOEKIUN C
usmepenueM yria Ko66a manmenty co CMA 5q ¢ HapylieHMeM OCAaHKM W/MIW BUAVMBIMU
mebopmMauyusIMy TPYAHOM KJIETKM ¥ TIO3BOHOUHMKA [JISI MCKIIOUeHUsT KudocKoamosa u
ompeeseHNs JajibHel1el OpToreInuecKoi TaKTUKM BefieHNs rauyeHTa [55].

VpoBeHb ybenuTenbHOCTU pekoMeHAaluii C (ypoBeHb JOCTOBEPHOCTHU IOKA3aTENbCTB — 4)

KommeHTapumn: PeHTreHOrpaMMa MO3BOHOYHMKA (IIEMHOTO, TPYAHOTO M MOSICHUYHOTO OTHE0B
TMO3BOHOYHMKA C 3aXBAaTOM Ta3a M Ta300eqpeHHbIX CYCTABOB) BBLITIOTHSIETCSI B TepeqHe3aqHel U
60KOBOI mpoeknusix. MccmemoBaHue TPOBOAUTCS B Haubosee BO3MOXHOM BEPTUKATbHOM
IOJIO’KeHMM MallyieHTa, IPMHMMaeMOM He3aBMCUMMO OT BCIIOMOTaTeIbHbIX YCTPOWCTB (T.e. CULS Y
JleTeil, KOTOpble MOTYT CUIETb CaMOCTOSITeNbHO, cTost mpu CMA 111, jiexxa y Jiexkxaunx IareHTOB)
IJIST OTIpelle/ieHusT M KOJIMYEeCTBEHHO! OLIeHKM cTereHy gedopManyy MO3BOHOYHMKA Kak BO
(bpoHTaNBHOI, TaK M B CarUTTAJTbHON TUIOCKOCTSIX. PeHTreHOorpaMma Ta300eIpeHHbIX CYCTaBOB
HeoOXomuMa TpM KJAMHMYECKOM MaHudbecTalumy MPU3HAKOB, TaK Kak y maiueHToB ¢ CMA
pacrpocTpaHeHa HeCcTabMIbHOCTh Ta300ePeHHOr0 cycTaBa [53]. PeHTreHorpadus nmo3BOHOUHMKA
rmpoBoauTcs nanyeHtam co CMA I n CMA II co ckonmosom >20° (peHTreHOrpadust Mo3BOHOYHMKA
B MPSIMOJ MPOEKIMM B TTOJIOXKEHUM CUIS M Jieska) 1 pa3 B 6 Mec., ¥ 3aTeM eKerolHO 1MocJjie MOJTHOTO
pa3BUTMSI CKeleTa NJisi KOHTPOJS 38 IMHAMMKON KMU(OCKOIMO3a M ompeneneHus MaabHemein
OpTONEeANYECKOl TaKTUKU BefeHMs MaiueHTa. [Ipy OTAenbHbIX MOKa3aHMSIX (TIOSIBIEHME HOBBIX
KIVMHUYECKUX TIPOSIBIEHMI TMAaTOAOTMM WM UX OTpUllaTelbHas [AWMHaMMKA) MCCIeqoBaHue
MPOBOAUTCST yaile. [IpM 3TOM dYacTOTa OCMOTPOB [O/DKHA OBITH OMpeneneHa MPOQUIbHBIM
CIeMaauCTOM WIN MYJAbTUAVCUUIUIMHAPDHBIM KOHCUIMYMOM.

2.4.4 VIHCTpyMeHTaJIbHbIe MCCIeOOBaHMUS IJII AUArHOCTUKU ociaokHeHmit CMA 5q co
CTOPOHBI JbIXaTeIbHO CUCTEMbI

e PekomeHayeTcs npuiienbHasi peHTreHOrpadusi OpraHoB IPYLHON KIETKM BCeM IMalieHTaM Co
CMA 5q Kak MMHMMYM pa3 B 2 rofa IJisi UCKITIoUueHusI aTesekTasos [30].

VpoBeHb ybenuTenbHOCTU pekoMeHAalmii C (ypoBeHb JOCTOBEPHOCTHM IOKA3aTeIbCTB — 5)

¢ PekoMeHAyeTcs1 IIpOBelleHMe KamHOMeTpuy mnanyeHtam co CMA I Tuma gjis onpeneneHust
HaJMYMs Y OLleHKM TUIIOBEHTWISLMHA [56].

VpoBeHb yoeauTenbHOCTH pekoMeHaalmii C (ypoBeHb TOCTOBEPHOCTHM JOKA3aTeIbCTB — 5)

KoMmMeHTapum: Ijs1 JieXkauux IalMeHTOB 3TO 00cjiemoBaHMe OO/DKHO IPOBOOMUTHCS 1 pas B 3
MecsLia, /IS MeHee TSDKeJIbIX MAlJIeHTOB — PeXe.

L4 PEKOMEHJIYQTCH ‘IpeCKO)KHbIVI MOHUTOPHUHI MMapuMaJIbHOTO OdaBJI€HMA KUCIOpPOAda BO BpEMS
HOYHOI'O CHa B CTAIMOHAPHLIX YCJIOBUAX IMallMMEHTAM CO CMA 5q I THUIIA, d TAK JKe€ Yy INalIlMMe€HTOB



co CMA II Tuma npy MMHUMAJIbHBIX IOJ03PEHMUSIX AJ1S1 BbISIBJIEHUSI HOYHOWM IMIIOBEHTUIISILIUN U
OGCTPYKTMBHOTO allHO? CHa [56].

VpoBeHb yoeauTenbHOCTH pekoMeHaaiuii C (ypoBeHb TOCTOBEPHOCTHM JOKA3aTeIbCTB — 5)

KomMmenTapumn: Vcronb30BaHMe OKCUMETPUM B KaUeCTBe eOMHCTBEHHOIO CI10c06a MOHMTOPYMHTA
HOYHOM TMIIOBEHTW/IAUUNM CUUTAETCS OOIYCTMMBIM, KOIJda HET BO3MOXXHOCTU BbBITIOHATD
KamHorpaduo. B HopMme mmokasaTenu caTypaiuy HaxomsaTcs B rpenenax 95-100%. Ipu SpO, Hinke
90% Heob6XOOMMO IPUHSITh HEOTIOKHbie Mepbl. Carypaumust Mexmy 94-90% cuurtaetcs
MMOrpaHMYHO¥. [TalleHTaM C TUIIOBEHTWISIIIEN peKOMEHIOBAHO MMETh OMa ITyJIbCOKCUMETD.

e PekoMeHIyeTcsl MCCIeOBaHME HEeCITPOBOLMPOBAHHbBIX [IbIXaTeIbHBIX OOBEMOB U ITIOTOKOB
nmauyeHnTam co CMA 5q crapiie 5 jer s ompeneneHus CTEIeHM TSKeCTU IbIXaTelbHbIX
HapyIleHuit 1 BbIGopa ByUIa pecriMpaTopHOi MOAIepsKKH [56].

VpoBeHb yoemuTenbHOCTH peKoMeHaanmii C (YpoBeHb JOCTOBEPHOCTH TOKA3aTEIbCTB — 5)

KoMmmeHTapum: PekoMeHIyeTCsT BBITIONIHSITh MCC/IelOBaHe HeCIIPOBOIMPOBAHHBIX AbIXaTeTbHbIX
00beMOB ¥ TIOTOKOB maimeHTamMm co CMA crapiie 5 JieT, CIOCOOHBIM BBIIOTHUTH JTaHHOE
nccinenoBanue, 1 pas B 6 mecsneB misi CMA II tuna n 1 pa3 B 12 mecsueB aasgs CMA III tuna.
CaMblit JIydIiunii M MPOCTOi MapameTp IJis OTCAEXMBAHMUSI CWIbl JbIXaTeIbHOI MYCKYJaTypbl Y
meteii-nanyeHToB co CMA (CITIOCOOHBIX BBIIIOJIHUTH MCCAENOBaHME) - 3TO (OPCUMPOBAHHAS
KM3HEHHasT eMKOCTh jierkux (@XKEJT). TManmentsl co cHwkeHuem OXEJI ot 20% mo 50% ot
JIO/DKHOTO TTOABEPKEeHBI TOBBIIIIEHHOMY PUCKY JIETOUHBIX OCJIOKHEHMI, a manmeHTbl ¢ OXKEJT <20%
— ele 6osiee BBICOKOMY pUCKY. [Ijs1 maryieHToB ¢ ®XKEJT >60% xapakTepeH HMU3KUIl PUCK HOUHOV
TUTIOBeHTUISIIIVM. ViccmenoBanye BauUsIHMUS QYHKUMYM AbIXaTeTbHOM MYCKYIaTyphbl, B TOM UKC/Ie Ha
MaKcuMMajbHOe [aBjieHMe BJloXa, Ha3ajJbHOe pecIMpaTOpPHOe [aBjieHue WM MaKCUMallbHOe
IaBJieHMe BBIIOXA, He MaeT NOCTATOYHON WMJIM JOIIOMHUTEIbHONM MHGOPMALM TPV CPaBHEHUN C
@®XXEJI y nanieHToB co CMA.

e PekoMeHAyeTCsl KapaMOpeCcMpaTOpHbIi MOHMTODMHI (OUCTaHLMOHHOe HabmomeHue 3a
MOKa3aTeasiMM  YacTOThl CepAEeUYHBbIX COKpallleHWii M [AUCTAaHUMOHHOe HabmwomeHue 3a
(yHKUMOHATPHBIMIM HapyIIEeHUSIMM TIOKa3aTesiell BHEIIHEero [bIXaHMS) B CTAl[MOHape BCeM
marerTam co CMA I n manyentam co CMA II crapime 5 jeT co cHIbKeHneM (HopCcMpoOBaHHOTO
BbIiZOXa Ha 45% u 6Gomee 1 pa3 B 6 MecsieB AJiT KOHTPOJIS HAJ TPOTPeCCUPOBAHVEM
JIbIXaTelTbHBIX HAPYIIeHU [57].

VpoBeHb ybenuTenbHOCTU pekoMeHaalmii C (ypoBeHb TOCTOBEPHOCTHM TOKA3aTEeIbCTB — 5)

KommenTapunu: Ha koHer 2019 roma mccieqoBaHue AOCTYITHO ISl MMAIIMEHTOB, HAXOMASIIUXCS B
CIIeMATM3UPOBAHHBIX 10 HEPBHO-MBbIIIEYHBIM 3a60/IEBAHUSIM HEBPOJIOTMYECKUX OTHETeHUSX.
KoHeuHo, skesiaTe/IbHO BHEAPEHVE 3TOr0 METOAA M B IPYIMX HEBPOJOTMYECKUX OTHENEHUSIX, U B
MOMOIIlb Ha JOMYy. IIpM HEBO3MOXXHOCTM TIPOBEIEHMUs KapAMOpecHMpaTOPHOTO MOHUTOPMHTA,
MOKHO BOCITOJIb30BaTbCsl 6Gojiee TMPOCThIM, HO MeHee CHeluM(UUHBIM METOJOM HOUYHOI
MTyTbCOKCMETPUMN.

¢ PekoMeH[yeTcs ITpoBefieHue nonucomHorpadum nauyeHtam co CMA 5q, eciiu ecTb Mofo3peHne
Ha HaJIM4yie T’UIOBEHTUIISILIAM IJI1 YTOUHEHMSI ee XapaKTepa M UCKIIOUeHMsT COHHbIX altHo3 [57].

VpoBeHb yoenuTenbHOCTU pekoMeHaaluii C (ypoBeHb JOCTOBEPHOCTHU TOKA3aTENbCTB — 5)

KommenTapumu: [Maiments co CMA nofBepskeHbl HapylIeHUIo JbIXxaHus BO CHe, HauboJiee 4acTo -
TMITOBEHTUISIIINY 13-32 YMEHbIIEHWS] JbIXaTelbHOTO 00beMa, HapylleHus paboThl auadparmel,
CHIDKEHUST QYHKUMM MeEXKpeGepHbIX U BCIIOMOTATENbHBIX MBI, Takke OTMedaeTcs
OOCTPYKTUBHBIN CHHIPOM M3-32 CIa00OCTM MBI, TOPTAHM ¥ IJIOTKY, OOYCJIOBIMBAIOUINIA
IIpefpacIioNOKeHHOCTD K KOJIIAIICY AbIXaTeIbHbIX ITyTelA.

2.5 Vlubple aMarHocTu4YecKkye uccjaeagoBaHus

KoHcynmpTalimy CrHeInuaaiucToB MOTYT OKa3bIBaTbCS ITaI[MeHTaM Ha pasHbIX 3Tarax OKa3aHMS
MeIVIIMHCKOI ITOMOIIY, B TOM UMC/Ie B IEPUO IMATrHOCTHKM 3a00IeBaHMs.

e PekomeHpyeTcsl mpueM (OCMOTP ¥ KOHCYJAbTallMsl) Bpauya-HEBpPoOJOra II€PBUYHBIN BCeM
ranyeHTaM C rnojo3penuemM Ha Hannume CMA 5q ¢ 1enbio moaTBepkaeHust guartHosa [20].



VpoBeHb ybenuTenbHOCTU pekoMmeHaaluii C (ypoBeHb TOCTOBEPHOCTHU TOKA3aTEeIbCTB — 5)

KommeHnTapun: Eciv Bpau-HeBpOJIOT MTOATBEPKAAET BEPOSITHOCTb HAIMUMSI 6OJIe3HY, OH TOJKEH
HaIpaBUTh pebeHKa Ha FeHeTHYeCcKoe 00C/IeOBaHMe.

¢ PekomeHzayercsi TpueM (OCMOTP M KOHCY/IbTallMsl) Bpaua-HeBposiora IIOBTOPHbBIN BceM
MmauyeHTaM C Momo3peHuMeM Ha Haauuume CMA 5q, mpomemmmM JIOTOJHUTEIbHbIE
obctenoBaHys (B TOM YMC/Ie TeHETUUYECKYIO IMarHOCTUKY) C 1Ie/TbI0 IMOATBEPKAEHNS A1arHosa
[20].

VpoBeHb ybenuTenbHOCTU pekoMeHAaluii C (ypoBeHb JOCTOBEPHOCTHU IOKA3aTeIbCTB — 5)

e PekomeHayeTcs npreM (OCMOTP ¥ KOHCY/IbTAllMsI) Bpaua-reHeTKa NepBUYHbIN MMalMeHTaM C
nomo3peHem Ha Hammume CMA 5q, e OHUM HampaBieHbl Ha KOHCY/IbTAllMI0O BPavyoOM-
reayaTpoM MM BpauyOM-HEeBPOJIOTOM C LIe/IbI0 oA TBepXKaAeHNs ayuarnosa [20].

VpoBeHb yoenuTenbHOCTH pekoMeHaalmii C (ypoBeHb TOCTOBEPHOCTHM OKA3aTeIbCTB — 5)

KOMMeHTapI/ﬂ/IZ HepBbIM CrieqmaJncToM, K KOTOpOMY Bpau-IiegmaTp HallpaBUT IMallM€HTa, MOXKeT
OKa3aTbCs He Bpau-HeBpPOJIOr, a MMEHHO Bpau-TeHeTUK.

¢ Pexomenpayerca npueM (KOHCyJAbTalMsl) Bpadya-TPaBMAaTOJOra-oOpTOIlela IepPBUYHDIN
MalMeHTy C TOATBepXKOeHHbIM nmarHo3om CMA 5q [/ OLEHKM HaJIM4IMsl CKeJeTHBIX
medbopmaunii, (QyHKIMOHAIBHBIX BO3MOKHOCTe)l pebeHKa, HEOOXOOMMOCTM U 06beMma
opTe3uposaHus [20].

VpoBeHb yoenuTenbHOCTU pekoMeHaaiuii C (ypoBeHb JOCTOBEPHOCTHU TOKA3aTeNbCTB — 5)

KommenTapum: OCMOTp CIlelainicTa BKIUaeT OlleHKy 06bEMa IBVKEHUI B CyCTaBax M HaIUIMS
VMCKPUBJIEHUIT TI03BOHOYHMKA, a TaKKe OILIEHKY MBbIIIeUHON CWiIbl ¥ (GYHKIMOHATbHBIX
BO3MOXKHOCTEIf I10 KakIOoi KOHEUYHOCTM M CyCTaBy. PeIraloTcss BOMPOChl HEOOXOAMMOIO
OpTe3upoBaHNSI.

¢ PekomeHayeTcss 1mpueM (KOHCY/IbTalysl) Bpayva-TPaBMAaTOJIOTa-OpPTOIeqa  ITOBTOPHBIN
MalyeHTy ¢ IOATBEePKIeHHbIM Avarno3omMm CMA 5q 1j1s OLleHKM ITPOTPecCcpOBaHMsl CKeJIeTHBIX
nmedopmanuii, BbIGOpa TEXHOJIOTHMII OPTE3UPOBAHMS M MMOCTYPaJbHOTO KOHTPOJIS, a TaKKe s
peleHust BOIIPOca O IMOKA3aHUSIX K XUPYPTUIECKOMY OpToIiequnyeckomy gedennio [20].

VpoBeHb yoeauTeabHOCTY pekoMmeHaainii C (ypoBeHb JOCTOBEPHOCTH N0KA3aTelbCTB — 5)

¢ PexomeHayercsas ImpueM (OCMOTP M KOHCY/AbTallMsl) Bpaya-IyJbMOHOJOTa IE€PBUYHBIN
ManyueHTy ¢ TMOATBepXIeHHbIM auarHo3oM CMA 5q c 1menbio OOGHapyKeHUS! IbIXaTeTbHbIX
HapyluIeHuit 1 oTpeie/IeHUs TAKTUKY PeCITMPaTOPHON MoAaepskKku [57].

VpoBeHb yoeauTenbHOCTH pekoMeHaaiuii C (YypoBeHb TOCTOBEPHOCTHM JOKA3aTeIbCTB — 5)

KoMmeHTapumu: Bpau-myJbMOHOJIOT OMpeneNsieT, HYKHbl JIM TAlMeHTy [IOTMOJHUTETbHBIE
obcrenoBaHMs M Kakue MMEHHO (aHaju3 ra3oBOTO COCTaBa KPOBM, peHTreHorpadusi rpymHoi
KJIETKY, KapAMOpeCcnpaTOPHbI/ i MOHUTOPMHT, CIMPOMETPUSI)

¢ PekomeHayeTcss TmipueM (OCMOTP M KOHCY/IbTalusl) Bpada-MyJIbMOHOJIOTa ITOBTOPHBIN
MalnyeHTy ¢ TOATBEPXIEeHHbIM mauarHo3oM CMA 5q c 1enblo OGHapyKeHUSI JbIXaTeTbHbIX
HapyluIeHuii 1 oripeie/ieHNs Ja/IbHeIeli TaKTUKY pPeCcriMpaToOpHOi oaaepskKu [57].

VpoBeHb yoenuTenbHOCTU pekoMeHAaluii C (ypoBeHb JOCTOBEPHOCTHU TOKA3aTENbCTB — 5)

e PekomMeHAyeTcsl TpueM (OCMOTD, KOHCY/IbTAlMsI) Bpada-racTpOdIHTEPOJIOTa IEePBUYHBIN
maryenTy co CMA 5q mpu HaaMuMy COOTBETCTBYIOIIMX XKamob (cMm. pasmen >Kamobbl) myst
Ha3HaueHMs 06ciIeoBaHMsI U JiedeHus [57].

VpoBeHb yoeauTeabHOCTY pekoMmeHainii C (ypoBeHb JOCTOBEPHOCTH N0Ka3aTelbCTB — 5)

¢ PekomeHAyeTcsi MpueM (OCMOTpP, KOHCY/JIbTAllMsI) Bpadya-TaCTPOIHTEPOJIOTa TOBTOPHBIN
mamyeHTy co CMA 5q mpyu HaauMuMy COOTBETCTBYOIIMX Kajmob (cM. pasmen >KayioObl) mjist
IMarHo3a ocIoskHeHui 1 ornpenenenust 3¢ dekTuBHOCTY ieueHmsI [57].

VpoBeHb yoemuTerbHOCT pekKoMeHaanuii C (YpOBeHb JOCTOBEPHOCTY TOKA3aTEIbCTB — 5)



e PexomeHpayeTcs mpueM (OCMOTP, KOHCY/IbTAllMsI) Bpada-AMeToJora MePBUYHbBIN MAlMEHTYy CO
CMA 5Qq, KOTOpBI/i MMeeT HapylIeHMs HYTPUTMBHOTO CTATyCa WM YIpOXKaeM IO Pa3sBUTUIO
HEJOCTATOUYHOTO WM U36bITOYHOTO MTUTAHMS, C [[ETbI0 AVeTUYecKkoii Koppekiuu [20].

VpoBeHb yoemuTenbHOCT pekKoMeHaanuii C (YpOBeHb JOCTOBEPHOCTY TOKA3aTEIbCTB — 5)

¢ PekomeHayeTcs TIpyeM (OCMOTP, KOHCY/IbTalMs) Bpaya-qMeTosIora MOBTOPHbBIN MAaIlMEeHTy CO
CMA 5q c HapylIeHreM HYyTPUTUBHOIO cTaTyca Ijist oljeHKY apdertuBHOCTM MeTsl [20].

VpoBeHb ybenuTenbHOCTU pekoMeHaaluii C (ypoBeHb TOCTOBEPHOCTHU I0KA3aTEIbCTB — 5)

e PekomeHayeTcs1 mnpueM (OCMOTpP, KOHCYJbTAalLMs) Bpauva-IeTCKOTO KapAuosaora NepBUYHbIN
marueHTy co CMA 5q nipy o6Hapy>KeHUM IMaToiormyecknx msMeHennit Ha DKI' u DXO0-3C ms
HasHaueHwus Tepanumu [57].

VpoBeHb yoeauTenbHOCTH pekoMeHaalmii C (ypoBeHb TOCTOBEPHOCTHM OKA3aTeIbCTB — 5)

e PekoMeHAyeTcsl IpreM (OCMOTD, KOHCYJIbTaLMs) Bpadya-IeTCKOro Kapuosora IOBTOPHBI
nanyenty co CMA 5q, KkoTopomy ObUIO Ha3HaueHO JieueHye, C LIelbl0 OLIEHKM ero
sabderruBHOCTHM [57].

VpoBeHb yoenuTenbHOCTU pekoMeHAaluii C (ypoBeHb JOCTOBEPHOCTHU IOKA3aTEeNbCTB — 5)

¢ PeKOMeHAYIOTCS IepBMYHbIe KOHCY/IbTAlMM Bpaueil M MHBIX CIELMAINCTOB U3 MeIULVHCKON
OpraHM3alyy WIM ee CTPYKTYPHOTO IMOApasfelleHNs], OKa3bIBAIOLIero CIelyaai3POBaHHYI0
MATMaTUBHYI0 MEOUIVHCKYIO0 TTOMOIIb meTssM co CMA 5q, mpyu HaIWM4uM ITOKA3aHWUIA, IS
ompeneneHns 06beMa HeoOX0AMMOI TATMATUBHO momMoIu [57].

VpoBeHb yoeauTenbHOCTU pekoMeHaaiuii C (ypoBeHb TOCTOBEPHOCTHM IOKA3aTeIbCTB — 5)

KommeHnTapun: KoHCy/nbTalus OTHOCUTENBHO TMAJIMATUBHOM MMOMOIIM MOKET OKas3bIBaThCS Ha
BCex 3Tamax BemeHus maimeHta co CMA: mpu IMOCTAHOBKE OMarHo3a, BO BpeMs MPUHSITHS
K/IIOUEBBIX TepaIreBTUUECKUX PelIeHu, Py BO3HUKHOBEHUM KM3HEYTPOKAIOIINX COCTOSTHUA, a
TaKKe B TEPMUHAIbHOI (hase 3a60/eBaHMsI.

¢ PeKOMEHYIOTCSI TIOBTOPHbIE KOHCY/IbTALIMM Bpadeil ¥ MHBIX CIIELVAIMCTOB U3 MEIUIIMHCKO
OpraHM3alyy WM ee CTPYKTYPHOTO ITOApasieeHMs], OKa3bIBaIOIIEro CIelyaau3MpOBaHHYIO
NMa/UIMATUBHYI0 MEOUIMHCKYI0 ToMollb aetsM co CMA 5q, mpM Haiuuuy TOKa3aHWi, st
ompezneneHuss ob6beMa HeOOXOOMMO Ma/IMAaTUBHOM IOMOIIM M OLeHKM ee 3((PeKTUBHOCTU

[57].
VpoBeHb ybenuTenbHOCTU pekoMeHAaiuii C (ypoBeHb JOCTOBEPHOCTHU IOKA3aTEeNbCTB — 5)

¢ PekomeHAayeTcs MpyeM (OCMOTP, KOHCY/IbTAIVsI) Bpaya I10 JieueGHOl (PU3Ky/IbType, MalueHTy
co CMA 5q fy1s1 omipeienieHust o6bema 1 TuiaHa peadbwmraiyu [20].

VpoBeHb yoeauTeabHOCT pekoMmenainii C (ypoBeHb JOCTOBEPHOCTH N0KAa3aTelbCTB — 5)

e PexomMeHpyeTcs 11pyieM (OCMOTD, KOHCY/IbTALMsI) Bpaya I10 Jieue6Hoi GhI3KYIbType TIOBTOPHBIN
nauueHty co CMA 5q st oneHKM 3(pQeKTUBHOCTY peabuauTauyuy M OnpeneseHus TaKTUKU
JanbHermero jeyeHus [20].

VpoBeHb yoemuTebHOCTH pekKoMeHaanuii C (YpOBEHb JOCTOBEPHOCTY TOKA3aTEIbCTB — 5)

e PekomeHayeTcss TpueM (OCMOTp, KOHCY/JIbTalMsl) Bpaua—@usuorepareBTa IepBUYUHBIN
nauyeHTy co CMA 5q a1 onpenenenust TakTUKM pusnorepaneBTuyeckoro seuenus [20].

VpoBeHb yoemuTenbHOCTH peKoMeHaanuii C (YpOBeHb JOCTOBEPHOCTH TOKA3aTEIbCTB — 5)

¢ PekomeHayeTcsi mpueM (OCMOTp, KOHCYJIbTamus) Bpada—(u3nuoTepaneBTa ITOBTOPHBIN
nanyveHTy co CMA 5q g onpeieneHust TakTUKY (prznoTrepaneBTryeckoro geuenus [20].

VpoBeHb ybeauTenbHoCTU pekoMeHAalmii C (ypoBeHb TOCTOBEPHOCTHM OKA3aTEeIbCTB — 5)



2.1 J)Kanoob1 M1 aHaAaMHe3



2.2 ®dusuxKajJbHOe 00cjIegoBaHue



2.3 JlabopaTopHble AMarHoCTUuYecKue
UCCIeA0BaAHUSA



2.4 NucTpymMeHTa/IbHbIE JUAarHOCTUUYeCKue
HCCIeJOBaHUS



2.5 uble MarHoCTUYeCcKye uccjaegJoBaHus



3. JleueHne, BK/IIOYaAsi MeAVMKAaMEHTO3HYIO U
HeMeOVKaMeHTO3HYIO Tepalnu, JMeToTepanuio,
00e300/1MBaHNVe, MeOUIIMHCKME ITOKa3aHus U
IMIPOTUBONOKA3aHMUSA K IPMMEHEHNIO METOIOB
JIeUeHUS

3.1 MegukamMeHTO3Hasl Tepanusi

Medukamenmosuas mepanus CMA 5q nodpasdensemcs Ha 08d HanpassieHus: TaTOTe€HeTHYecKast
Teparnusi, HalIpaBJIeHHas1 Ha Koppekiuio aebunnuta 6emka SMN, 1 cuMITOMaTUYeCKas mepanus
(KoppeKkyusi 0moebHbIX CUMNIMOMO8 3a001e8aHUS).

3.1.1 IlaToreHeTM4YecKass MeAMKAMEHTO3Has Tepanmns

Cyujecmeyem HecK0JIbKO n00X0008 K namozeHemuueckoli mepanuu: npuMeHeHue aHmucMmblC108020
0J1U2OHYKNIeOMuda (npenapam HycuHepceH), ekmopa 0J1s1 2eHHOU mepanuu 01 d0CMAasKu 8 Kaemku
2eHa SMN1, modupukamopa cnaaiicuvea (2eHemuueckoti moouuxayuu) zeHa SMN2, yseauuusawoujezo
JKCnpeccuio  NoNHOpasmepHolx  (yHKyuoHaneHelx  Oenkos  [56-58]. IIpenapam Ha  ocHose
AHMUCMBICTI08020 0JIUZOHYKIE0OMUOAd HYCUHepCeH OblLl 3apezucmpuposaq 0sl jeueHuss 8cex munos
CMA ¢ CIIIA & dexkabpe 2016 200a, 00o6peH 0ns hpumeHeHus 6 EC 8 mae 2017 200a, 8 Poccutickoli
@edepayuu 3apezucmpuposat ¢ 2019 200af58,59].

3.1.1.1 [IlaTtoreHeTMYecKasi MeAMKAMEHTO3Hass Tepamus mocaie MaHudecTauu
3ab60/IeBaHMs

¢ PekomeHAyeTcsi TpUMeHeHMe IIperapaTa HYCMHEpPCeH BCeM TallMeHTaM C TeHeTU4YecKu
rnoaTBepkAeHHbIM auarHosom CMA 5q ¢ 2 u 6oee konusmu reHa SMN2 B KauecTBe OCHOBbI
MaToreHeTUYeCKOoi Tepanuu 3a6oneBanus [60].

VpoBeHb yOeUTeTbHOCTY PeKOMEHAAIMIT A (YPOBEHb IOCTOBEPHOCTH AOKA3aTENbCTB — 2)

KommeHnTapum: [In1s1 OOCTVMKeHMSI MALVEHTOM JIy4IIero BO3MOXKHOIO KIVMHMYECKOTO OTBeTa
peKOMeH[IyeTCsl HauyMHaTh I1aTOTeHeTMYeCKyK. Tepanyuio B CaMblii KODOTKMII CPOK IIOCHIe
IIOCTaHOBKYM uarsosa [61].

3.1.1.2 ITaToreHeTmyeckass MeaMKaMEHTO3Has Tepanus 10 Mauudecranyuy 3a60/1eBaHMsa

¢ PekomeHAyeTcs1 IIpMMeHEHMe IpelapaTa HYCMHEPCeH Ha OOKIMHMuYeckoil cragum CMA 5q
nalyeHTamM C reHeTMYeCKy IOATBEepPXKAeHHbIM AMarHo3om c 2 muamu 3 konusimu reHa SMN2 B
KayvecTBe OCHOBBI [TATOTeHETUYECKOIi Tepanuu 3a6oeBanus [62].

VpoBeHb yoemuTenbHOCT pekKoMeHaanuii C (YpOBeHb JOCTOBEPHOCTY TOKA3aTEIbCTB — 4)

¢ PekomeHAyeTcs1 TIpMMeHEHMe IperapaTa HyCMHEpPCeH Ha JOKIMHMUYeckoil cragum CMA 5q
nanyeHTaM C TeHeTM4YeCKM MOATBepKAeHHbIM IMarHo3oM c 1 komuelt reHa SMNZ2 B KauecTBe
OCHOBBI TTATOT€HETUYECKOl Tepamuy 3abojieBaHMs B CJIydae, €CIM Yy TalMeHTa MCTUHHAs
npeacuMIIToOMaTuyeckas craaus [63].

VpoBeHb ybeauTenbHOCTU pekoMeHaauii C (YypoBeHb TOCTOBEPHOCTHM JOKA3aTeIbCTB — 5)

KommeHTapum: pemeHue o Tepanuu mnaumueHra co CMA ¢ 1 xonmeit rena SMNZ Ha
JOKIVMHUNYECKOM CTaguy IPpMHMMAeTCs 10 YCMOTPEHMIO Bpayva.

¢ PekoMeHAyeTCsI IPUCTAIbHOE HAOMIOMeHMEe 38 BOSHMKHOBEHMEM CUMMIITOMOB Y ITallMeHTOB C
reHeTUYECKM IOATBepKIeHHbIM auarHo3om CMA 5q ¢ 4 wiu 6onee xomusiMu reHa SMN2 u
MpUMeHeHNe MpelapaTa HyCMHepCeH Iocjie MaHudecTaluy nepBbiX MPM3HAKOB 3a001eBaHMs B
KayeCTBe OCHOBBI ITAaTOreHeTUUeCKOoi Tepanuu [63].

VpoBeHb yoeauTenbHOCTH pekoMeHaaiuii C (ypoBeHb TOCTOBEPHOCTHM JOKA3aTeIbCTB — 5)

3.1.2. CumnToMmaTnyeckasi MeJUKaMeHTO3Hasl Tepanus



L4 PeKOMEHI[yeTCH IpyemM KaJblLys ITIOKOHATa™ ™ " KOHEKaJ’IbL{V[CbepOIIa BceM manyeHTaM co CMA
Sq, €CJIM BBISIBJIEHDI IIPM3HAKM OCTEOII€EHUM MJIM HU3Kasd KOHIOEHTpaluiad BUTaMMHa DB KpoOBH,

JLJIS1 KOPPEKU MM CHMKEeHUSI INIOTHOCTY KOCTHOM TKaHu [64, 20].
VpoBeHb yoemuTerbHOCT pekKoMeHaanuii C (YpOBeHb JOCTOBEPHOCTY TOKA3aTEIbCTB — 5)

¢ PekomeHayetcsa mipuem 6uchochoHaToB Bcem mnaryeHTam co CMA 5q eciu BbISIBJIEHbI
IIpU3HAKN OCTEOII€eHUM MUJIM YaCTble ITepeIOMbI OJII KOPPEKUMM CHM)KeHUS IMTJIIOTHOCTU KOCTHOM
TKaHu [20].

VpoBeHb yoeauTeIbHOCTU pekoMeHaanuii C (YypOBeHb JOCTOBEPHOCTHU J0Ka3aTe/IbCTB — 5)

¢ PekoMeHAyeTCs TMpyeM I[pernapaToB WHTMOUTOPOB MPOTOHHOTO HAacoca [Jisl JIeUueHMs
racTpossodaraabHOro pediiokca (oMerpason*™ u ssoMmernpason**) scem nauueHtam co CMA 5q
B COOTBETCTBUM C BO3PACTHBIMM MMOKA3aHMUSIMM, €C/TM BbISIBJIEHBI MPU3HAKMA COOTBETCTBYIOLINX
3a6oneBaHmit [57].

VpoBeHb yoeauTenbHOCTH pekoMeHaaluii C (ypoBeHb TOCTOBEPHOCTHM JOKA3aTeIbCTB — 5)

¢ PekomMeHAyeTCsI TIpYMEHEHVEe GPOHXOAMIATUPYIOLIETO CPefCcTBa KOMOMHMPOBAHHOTO (6eTa2-
aIpeHOMMMETUK CeJIeKTMBHbBIN + M-XOJNMHOOJIOKATOp) [Jig HeOyjaii3epHOil Tepammu
nanyentam co CMA 5q rpu BbIsIBJIeHUY OpPOHXOCTIa3Ma JIsl ero IMKBuganmm [57].

VpoBeHb ybenuTenbHOCTU pekoMeHAaluii C (ypoBeHb JOCTOBEPHOCTHU IOKA3aTEeIbCTB — 5)

e He pexkomeHAyeTcsi [JUTEIbHOE TMpPUMEHEHME MYKOIUTUYECKMX TIpernapaToB Jisg
HeOyai3epHoii Tepanuu, 3% u 7% TUIEePTOHMYECKOTO PACTBOpa HATPUS XJIOpUIA Y AllEHTOB
co CMA 5q u3-3a OTCYTCTBUSI [OKA3aTeabHOM 6a3bl ¥ B CBSI3U C PUCKOM YCWJIEHUSI CEKPETOPHOM
Harpysku [57].

VpoBeHb yoeauTenbHOCTH pekoMmeHaaiuii C (ypoBeHb TOCTOBEPHOCTHM JOKA3aTeIbCTB — 5)

KommenTapum: Vcnonb30BaHue T'MIIEPTOHMYECKOTO pacTBOpa HaTpus xjopupa  6es
TepareBTUYeCKMX MOKa3aHMi1 MOKEeT MPUBECTU K PA3KIDKEHUIO CeKpPeTa HOPMAa/IbHOM BSI3KOCTU U
YCUIEHUIO CEKPEeTOPHOI HAarpy3Ku.

¢ He pekomeHAyeTcs SMIMUPUYECKMII TpueM aHTUOMOTMKOB maiueHTam co CMA 5q st
MpeAoTBpallleHNs MHQPEKUVOHHBIX OCJIMKHEHU 6e3 Hamuuus O0cCOObIX IMOKa3aHuil K
aHTubakTepuasbHoit Tepanum [57].

VpoBeHb yoenurenbHOCTU pekoMeHAaluii C (ypoBeHb JOCTOBEPHOCTHU JOKA3ATEeNbCTB — 5)

KommenTapun: B To ke Bpems y mnaieHToB co CMA I 1 yacTo 60jIeloimx MaiyueHTOB APYrux
tunoB CMA ¢ ouaramMy XPOHMYECKOlM MHGEKIMM paHee Hauajo aHTUOMOTUKOTEepammu IMpu
MHGEKIVOHHBIX 3a00/IeBaHNSIX MMeeT IIPUHIUITIATbHOE 3HAaUeHNe.

¢ PeKOMEHIYIOTCSI VHDBEeKIMM OOTYyIMHUYECKOTO TOKCMHA TUIIA A B CIIOHHBIE JKeJe3bl
naumentam co CMA 5q, cTpajamolyM OT ruiepcanuBalyuy, C Lielbl0 YMeHbLIeHNS! CTelleH!U
BBIPAXKEHHOCTY 3TOTO CMMIITOMA [65].

VpoBeHb yoemuTenbHOCT peKoMeHaanuii C (YpoBeHb JOCTOBEPHOCTH TOKA3aTeIbCTB — 5)

KoMmMeHTapuu: nauyueHTam C TunepcannBalyeil Takoke IoKasaHa caHalys ITOJIOCTU pTa [66].

3.2 Xupypruueckoe jeuyeHue

Xupypeuueckoe neuerue nayueHmos co CMA 5q, 8 0CHO8HOM, 3aKOuUaemcs 6 6blNOJIHEHUU
Koppexmupyiujezo  UHCMPYMEHMANbHO20 — 8Mewamenscmed HA — NO360HOYHUKE,  NOCKOJIbKY
UCho/b308aHUe opmoneduueckux u3denuti umeem nNAJIUAMUBHLIL Xapakmep U He No0380Jsem
ocmaxosums  deopmayuro. Ilayuenmam maxk e Moxem nompeb6o8amsCsi Xupypauueckoe
8MeWamenscmeo 8 (83U C 00Ne8biM CUHOPOMOM KAK Npu namosozuu ONnopHo-08uzamensHoll
cucmemsl, mak u 8 €6s3u ¢ nepesiomMamul.

¢ PekOMeHAyeTCcs pPacCMOTPETbh  BO3MOXHOCTb  XUPYPTMUYECKOTO  BMEIIATENbCTBA  HA
IMO3BOHOYHMKE TTarueHTaM co CMA 5q ¢ TsKeNnbIM MCKpHUBIIeHMeM (yron Ko66a mjist 60bInoii



KpuBU3HBI >50°) WM BBICOKOW CKOPOCTBIO MporpeccupoBanus (>10° B Tom) AJiST COXpaHEHUST
6anaHca TYIOBUINA, KOppeKLun gedopMaliuy IPySHON KIETKM U YIydlIeHUs OOLIero KauecTBa
>kusHu [20].

VpoBeHb yoemuTerbHOCT pekKoMeHaanuii C (YpOBeHb JOCTOBEPHOCTY TOKA3aTEIbCTB — 5)

KommenTapumn: Ilpy NpUHATUM DelleHMs O XMUPYPrM4ecKOM BMeIIaTeIbCTBE PEKOMEHIYyeTCs
VUUTHIBATh CHIDKeHMe (YHKUMM [ObIxaHus, nedopmaiyio pebep, rumepkndos, BAMSHNE Ha
MOGWJIPHOCTb ¥ (YHKIMOHMPOBAHME Tal[MeHTa, HAKIOH Tasa M JOucbaJaHc TyJIOBMUINA.
PexkoMeH[TyeTCsl OT/IOKUTD BBIIIOJTHEHME XVPYPIrMUeCcKOro BMeIIaTebCTBa Y AeTell A0 4-X JIETHero
Bo3spacra [20].

e PekomMeHAyeTCsI pacCMOTPETb BO3MOXKHOCTb MCIIO/NIb30BaHMSI He IIPEISITCTBYIOLIEro POCTY
MHCTpyMeHTapusi y mnanueHToB co CMA 59 c He3aBeplIeHHBIM pOCTOM CKejeTa [JIst
cTabmIM3anMM O3BOHOYHMKA [67].

VpoBeHb ybenuTenbHOCTU pekoMeHAaluii C (YypoBeHb JOCTOBEPHOCTHU IOKA3aTENbCTB — 4)

e PekomeHAayeTcsI pPAcCMOTPETh BO3MOXKHOCTb BBITIOTHEHMSI 33JHEr0 CIOHAWIONe3a C
MCIIONb30BAHMEM TEXHOJIOTUM AVHAMMUYECKON (uKcanmmu 1Mo TUTY <«IBOMHBIX CTEpPXKHE»,
TIOJICETMEHTHbIE KOHCTPYKIMHU C Uau 6e3 pUKcalyy Ta3a B 3aBUCUMOCTU OT BOBJIEUEHMS Ta3a
B CKOJIMOTUYECKMIT 13THO Yy nanyeHToB co CMA 5q it ucripaB/ieHNs CKeeTHBIX nTedopMariuii
[68].

VpoBeHb yoemuTenbHOCT pekKoMeHmanuii C (YpOBEHb JOCTOBEPHOCTY TOKA3aTEIbCTB — 4)

¢ PekoMeHAyeTCsA OCTaBUTb CBOGOMHBIMM OAVH VUIM JIBa YPOBHS B CPEAHEIOSICHUYHOM OTHese
1o cpenHelt TuHMK y manmeHToB co CMASQ Ipu IJIaHMPOBAHMUM OMepaluy Ha TO3BOHOUHMKE
TSI BBITIOJTHEHMSI JTIOMOATbHBIX TTYHKIMIA [20].

VpoBeHb ybenuTenbHOCTU pekoMeHAaluii C (ypoBeHb TOCTOBEPHOCTHM IOKA3aTEIbCTB — 5)

e He pexomeHayeTcsi TIpMMEHEHME CUCTeM IOMHAMMWYEeCcKoi (GuKcanum ¢ BO3AENCTBMEM Ha
TM03BOHOYHUK 1 pebpa (cokpair. VEPTR ot anmt. Vertical Expandable Prosthetic Titanium Rib
u ero aHajoru) y mauyeHToB co CMA5Q ¢ uenbio Koppekunu gedopmanny pebep mo TUITY
«CJIOKEeHHOTO 30HTa» BBUAY HU3KOI 3(DPEeKTUBHOCTU ITUX METOHOB [69].

VpoBeHb yoemuTebHOCTM pekKoMeHaanmii C (YpOBeHb JOCTOBEPHOCTY TOKA3aTEIbCTB — 4)

¢ PekomeHIyeTcsi DPacCMOTPETb BO3MOXKHOCTb XMPYPIMUYECKOTO JieueHMsl HeCTaGMIbHOCTYU
Ta306eapeHHOro cycTaBa y nanyeHToB co CMA 5q, cTpajamimx oT 601eBOro CMHAPOMA, s
o6neruenus 6omu [20].

VpoBeHb ybenuTenbHOCTU pekoMeHAaluii C (ypoBeHb JOCTOBEPHOCTHM IOKA3aTEIbCTB — 5)

¢ PekoMeHAyeTCsI pACCMOTPeTb BO3MOXHOCTb XMPYPIMUECKOTO JIeYeHUsI KOHTPAKTyp Y
naumueHToB co CMA 5q, cTpagamouux OT 601eBOro CMHApOMA, IJis obyerdeHus: 6omu u
yBendeHus: oobema AByoKeHui [20].

VpoBeHb yoeauTenbHOCTU pekoMeHaalmii C (ypoBeHb TOCTOBEPHOCTHM JOKA3aTeIbCTB — 5)

¢ PekomeHAyeTcss pPacCMOTPETh BO3MOXHOCTb MHTPAMEOY/UISIPHOTO WIM  HAaAKOCTHOTO
ocTeocuHTe3a y maiueHToB co CMA 5q Ha aMOy/JaTOPHOV CTaguu MpU MepesioMax IJIMHHbBIX
TPyOUaThIX KOCTEH, a TaKkKe y IalieHTOB, He CIIOCOOHBIX CAMOCTOSTEIbHO XOAUTH, IPU
rnepesoMax Gezmpa, IJasT CTabuaIM3aLyy OTJIOMKOB M BO3MOMKHOCTEl paHHEe BepTUKaau3alin,
peabuauTanyy U yCKOpeHus KoHcomuaauyu [20].

VpoBeHb ybenuTenbHOCTU pekoMeHaaluii C (ypoBeHb JOCTOBEPHOCTHU IOKA3aTEIbCTB — 5)

KommenTapum: IlepesomMbl BO3HMKAIOT Yy maiueHTOB co CMA, He CITOCOOHBIX CaMOCTOSITEIBHO
XOAUTH (paHHel U To3[Hell HeaMOy/lIaTOPHOI CTafuK), IPU HE3HAUUTETHbHOM TPaBMATUUYECKOM
BO3JENCTBUM, C HU3KOM HArpyskoii Ha CKeleT Ha (oHe OrpaHMYeHUs] BepTUKAIN3ALNMY,
0CTeornopo3a U BO3MOXKHOro neduiura ButammuHa D. IIpu BbIGOpe KOHCEPBATUBHOTO MYTHU
JIeUeHUsI C TUIICOBAHMEM CJIeyeT 130eraTh JIUTENTbHON MMMOOWIN3ALIUN.



e PekomeHyeTCs1 YCTaHABIMBATh FaCTPOCTOMY ¥ KOPMJIEHME Yyepe3 racTpoCTOMY y IalMieHTOB
co CMA 5q nocsie yCTaHOBJIEHMSI HEBO3MOKHOCTHM TTPOTIATHIBAHMS TIUIIN, TIPU GOTHIIOM PUCKE
aCOMPanMOHHOIO CMHAPOMA U IPU HYTPUTUBHONM HeJocTaTouHOCTH [70].

VpoBeHb yoemuTenbHOCT pekKoMeHmanuii C (YpOBEHb JOCTOBEPHOCTY TOKA3aTEIbCTB — 4)

KoMmMmeHTapumu: 10 YCTAaHOBKM TaCTPOCTOMBI PEKOMEHIYeTCSl BpPeMeHHOe KOpMJIeHMe yepes
Ha30TacTPaJbHbIA MAM HA30€IOHAJIbHBIN 30HA. Y MAalMEeHTOB CTapliero BO3pacTa, V KOTOPBIX
BO3MOXHO TpOBelleHMe COUPOMEeTPUM, [0 HAJOKEeHUSI TacTPOCTOMBI pPeKOMEeHIYeTCs
omnpenenenme OXKEJI, koTopast Jo/bkKHA OBITh He MeHee 50% OT MOJKEHCTBYOIIE. BOSMOXHO 1
YCTAaHOBKA TracTpocToMbl Tipu Oomee Hm3koi JKEJI, omHAKO pHUCK OCIOKHEHUIT OymeT
YBEJIMUMBATHCS, TI0 Mepe CHMKeHMs ITokasarteseit crnupomerpuu. CraenyeT MOMHUTb, 4YTO Y
nauyeHToB A0 7 yet wuccaemoBanue JKEJI u ®XXEJI moxkeT OBITh OIIMOGOYHO, BCIEICTBHME
HenpaBMJIbHOWM TaKTUKU AbIXaTeJIbHOTO MaHEBPa.

¢ PekomeHpayeTcsI pPacCMOTpPeTh BO3MOKHOCTb BbIMOMHeHMsT GyHAoruMkanuu 1o Hucceny
(KeJlaTeNIbHO SHIOCKOMMYECKMM CITOCOO0M) mareHTam co CMA 5q tum 1 ogHOBpeMeHHO C
YCTaHOBKOJ TacTPOCTOMBI TMPY HAIMUMK OCIOXKHEHUI TacTpos3odareanbHoil pedrarokCHOI
60JIe3HM U JKM3HEYTPOXKAIOUINX COCTOSIHU (AITHO3, OpaguKapaus, aCIMPAIOHHAsT THEBMOHMSI)
[71].

VpoBeHb yoeauTenbHOCTH pekoMmeHaaiuii C (ypoBeHb TOCTOBEPHOCTHM JOKA3aTeIbCTB — 4)

¢ PekomMeHAyeTCsI TOCTAaHOBKA TpaxeocTOMbl TeM mamueHtam co CMA 5q, y KOTOpbIX
HEeMHBA3MBHAsl BEHTWISIIVS JIETKMX HEIOCTaTOYHO 3P GdeKTVBHA MM HEBO3MOXHO I0m06paTh
MAacOuHbIit uHTepderic, 17151 OCYIecTBIeHNs] MHBA3MBHO BeHTWISILUY JeTkux [20, 72].

VpoBeHb yoemuTenbHOCTY pekKoMeHaaimii C (YpoBeHb JOCTOBEPHOCTHM TOKA3aTeIbCTB — 5).

KommeHTapumn: PenieHre o mepexofe Ha TPaxeOCTOMY [JO/DKHO OCYLIECTBJISTBCS C yUYeTOM
MHTepecoB MalieHTa U CeMbM, KIMHUUECKOTO CTaTyca, TPOrHO3a U OYAyIIero KavuecTsa >KU3HMU.
TpaxeocToMa He [O/KHA HAK/IaAbIBAaThCS TOABKO C LEeAbl0 CaHallMM [bIXaTelIbHBbIX ITyTeiA.
TpaxeocToMy CTaBSIT TOrHa, Korma pebeHOK HyskpaeTcs B HVBJI monbine 18 uacos. Bompoc o
BEHTWISIIIUM TTOCPEACTBOM TPAXeOTOMUY MOKET ObITh PACCMOTPEH B C/Iyuae YacThIX THEBMOHUIA Y
JIexaunx MalMeHTOB, OLHAKO CJefyeT MMeTb B BUIY, YTO 3TOT MOLXOJL He BCeraa NMPUBOLUT K
YJAYYIIEHWIO KavyecTBa KM3HU ¥ YMEHbIIEHMIO KOJMUYECTBA TOCIUTaNM3auuii. B ymobom ciryuae,
TpPaxeoTOMMsI TPOBOAUTCSI B IUIAHOBOM IIOpsiAKe (HE B OCTPBIX CUTyaumsix). IIpumMeHeHue
TPaxeoTOMUM Y CUSTUYMX TALIMEeHTOB He SIBJISIeTCS] ONPaBJAaHHbIM.

3.3 UHoe 1eueHne

3.3.1. IueroTepanus

¢ PekoMeHAYyeTCsI KOHCY/IbTallMsI Bpadya-AMeTonora Kaskaslie 3-6 MecsiieB namuyenTam co CMA 5q
paHHEro [EeTCKOrO0 BO3pacTa M €XKerogHO - OCTAJbHBIM MalMeHTaM [Ajisi OLIEHKU COCTOSTHUS
nurtaHus gereii [20].

VpoBeHb yoenuTenbHOCTH pekoMeHaanuii C (YpOBeHb JOCTOBEPHOCTY TOKA3aTeIbCTB — 5)

e PekomeHAyeTCsI pacyeT KaJOPUIIHOCTM [OMeTbl (KOPPEeKLUMS  KaJOPUIMHOCTUM MUY,
MOTpe6IeHNsT KUIKOCTU, MaKpO- ¥ MUKPO3JIEMEHTOB) MainyeHtam co CMA 5q ¢ HapyleHusIMu
HYTPUTUBHOI'O CTATyCa C LieJIbX0 KOHTPOJIS 38 YpOBHEM IuTaHus [73].

VpoBeHb yoequTenbHOCTU peKoMeHAaIMii B (ypoBeHb OCTOBEPHOCTH TOKA3aTETbCTB — 3)

KoMMeHTapum: Tpy COCTaBJIeHMM pallOHa OUTaHus MamyeHTam co CMA 5q oleHMBaeTcs
MOTPeOHOCTh B KaJopusiX (C TMOMOIIBIO pacyeTa pacxofa SHepruM B IOKOe C KOppeKIueil o
YPOBHIO aKTMBHOCTM), MaKpO- UM MMKPOHYTPUEHTOB M XUIAKOCTU [73]. s pacuera NUTaHUS
MCIIONB3YIOT O0IIIVe CTaHAAPTU30BaHHbIe (hOPMYIIBI [74].

¢ PerkomeHpyeTcsI 1360eraTh royiofanus y nanyenTos co CMA 5q 1yis mpefynipeskneHnsi pa3BUTHST
MeTaboMMuecKmx HapyIeHui [75].

VpoBeHb ybeauTenbHOCTU pekoMeHaamii C (ypoBeHb JOCTOBEPHOCTHM TOKA3aTeIbCTB — 5).



KommenTapumn: y mnamnueHToB co CMA MOryT pas3sBMBATbCS MeTaboMMuecKue HapyleHwusl,
0COOEHHO MPY HEOTIOKHBIX COCTOSIHMSIX: MeTab0/MIMUeCKIii alli103, HapylleHe 06MeHa SKUPHBIX
KUCIOT, TUIEPAUNIUIEMUSI, TUIep- WIM TUTIOIIMKEMMs, MbIIIeYHAsT MUTOXOHIpUaabHas
nvchyHkiMs. HapyleHHbIi MeTab0aM3M IIIOKO3bI OTMEUEH Y HEKOTOPbIX ManyueHToB co CMA u
OXMpeHMeM. B cyuae OCTpbIX COCTOSIHUIT HEOGXOAMMO OOecIeuuTb aJeKBaTHOe MOTpebiieHe
SKUAKOCTU, MMUHUMM3UPOBATh [JINTEJNIBHOCTh TONOMAHMUS. B TeueHue 6 4acoB MpejjaraeTcs
MTaHue, comepskaiiee 6eku. PeKOMeHIyeTCs: KOHTPOJIb YPOBHS 9JIEKTPOIUTOB, TJIIOKO3bI U, TIPU
HeoOXOIMMOCTH, IIPOBeIeH e KOPPEKITUNA.

e PekoMeHAyeTcsl TIOAOOp OOLIEr0 IIOJMIOKEHMSI, a Takke TOMOBbl M PYK JJISI JOCTVDKEHUS
BO3MOXKHOCTM CaMOCTOSITeIbHOTO MUTaHMS, B TOM YMC/Ie C MCIIONb30BaHMEM CIeLMaIbHbIX
npucrocobnenuit, nmauyedtam co CMA 5q s yayuiienusi 6e3omacHOCT U 3¢ dHeKTUBHOCTYI
rnoranus [20].

VpoBeHb ybenuTenbHOCTU pekoMeHaaluii C (ypoBeHb JOCTOBEPHOCTHU IOKA3aTEIbCTB — 5)

e PekomeHayeTCs M3MeHeHNe KOHCUCTEHI Y MUILY B MOJb3Y MOMyTBepAoii nauuentaMm co CMA
5q, crpamaromum paucharueil, ¢ 1eabI0 KOMIIEHCHMPOBAaHUSI >KeBaTeNbHON C1aboctu u
YMeHbLIEeHNS IPOLOJDKUTENbHOCTHY ITpuema ruimy [20].

VpoBeHb yoeauTenbHOCTH pekoMeHaalmii C (ypoBeHb TOCTOBEPHOCTHM OKA3aTeIbCTB — 5)

KommenTapum: T'ycTble XUIKOCTM 6Goyiee OGe30MacHbl B OTHOLIEHMM aclupanuu, yeM Oosee
Tekyune. PEeKOMEHIyeTCsl UCIO/Ib30BaHMe Oojiee TUIOTHBIX MUTATEIbHBIX CMeceli, skele06pasHbIxX
dbopm numy, KMgKUX mope. MOKHO MCIIOJMb30BaTh CIIEMaJbHbIE 3aTyCTUTENM >KUIKOCTY Ha
OCHOBE MaJIbTOIEKCTPIMHA ITPOMBbIIIIIEHHOI'O IIPOM3BO/ICTBA.

e He pekomeHAayeTCsi IIPUMEHATb DYTMHHO CMeCUM Ha OCHOBE aMUHOKUCJIOT WIM BBICOKOTO
rungponu3a 6enka nanyestam co CMA 5q st yimydiieHust HyTPUTUBHOTO cTatyca [76].

VpoBeHb yoemuTerbHOCTH pekKoMeHaanuii C (YpOBEHb JOCTOBEPHOCTY TOKA3aTEIbCTB — 4)

KoMMeHTapum: MpeuMMyInecTBO Has3HAUeHMs] aMMUHOKUCIOTHON GOpMynbl B OTIMYME OT
MCIIONb30BaHMSI MHTAKTHOrO Geyka manueHtaMm co CMA mepBoro roga >XKM3HMU, a TaKkKe JeTsIM,
cTapiuie roja, IMOMyYAlOIIMM MMUTaHME Yepe3 HA30TacTPaJbHbIN 30HA WIM TaCTPOCTOMY, He
MMEIONIVM aiepruy K 6elkaM KOPOBLETO MOJIOKA, He SIBJISeTCS HOKAa3aHHbIM. [[MeTudeckue
peKOMEeH/Ialy OCHOBBIBAIOTCSI HA MHAMBUIYAJIbHOM TIePeHOCUMOCTH.

¢ PekoMeHAyeTCs KOPMJIEHME CIEIMATbHBIMM CMECSIMU JIsl SHTEPaIbHOTO MUTAHUS MaleHTOB
co CMA 5q, monyyalmollMM KOpPMJIEHMEe dYepe3 30HZ, M TacTPOCTOMY it oGecriedyeHust
c6aTaHCMPOBAHHOCTM TTUTAHYSI IO OCHOBHBIM ITMIIEBbIM BerecTBam [20].

VpoBeHb ybenuTenbHOCTU pekoMeHAaluii C (ypoBeHb JOCTOBEPHOCTHM IOKA3aTeIbCTB — 5)

KommenTapun: CoBpeMeHHbIe CMeCH JIS JHTEPATbHOTO MUTaHUST C6aIaHCMPOBAHBI TI0 COCTABY
OCHOBHBIX TNUIIEBBIX BEIIECTB - OEIKOB, JXUPOB, YINIEBOAOB, COMEpPXAT BUTAMMHBI, MaKpO- U
MMUKPOHYTPUEHThL. Pa3auMyHbl 1O  KaJOPUYEeCKOoil IUJIOTHOCTM — TUIO-, HOPMO- WU
rUmnepKajopuyeckMe U copepkaHuio 6enka. CMecu Ijisi SHTepaJTbHOTO TUTAHUS MOAOUPAIOTCS
MHIVBUAYATbHO B 3aBUCUMOCTH OT TTOTPEOHOCTEIA.

¢ PekOMeHAYIOTCS CMeCH, Ccomepskallye IMIIeBble BOJIOKHA, IamueHTam co CMA 5q,
CTpaamIMX 3armopamu, st oonerueHus gedexarmu [20].

VpoBeHb ybenuTenbHOCTH pekoMeHaaimii C (ypoBeHb TOCTOBEPHOCTHM JOKA3aTeIbCTB — 5)

KommenTapum: [I51 KOPpeKIMM 3a1I0POB MUCIIOMb3YETCS KOMILIEKCHBINM TIOAXO[, C MPOBEIeHEM
IMeTOTepaInu; Ipy Heo6X0OMMOCTH - JJeKapCTBEHHOI Tepannuy 1 MeXaHUUeCKOro OIOPOKHEHMS
KuUIIeyHuKa. [Ipy HaJMuuu IJI0OTHOTO CTY/Ia MepopabHO HAa3HAYAIOTCS CIabMTeIbHbIe TIPernapaThl
C OCMOTMYECKMM [eJiCTBMEM: IIperapaThl JaKTYJI03bI** (C mepuoza HOBOPOKIEHHOCTU) WU
Makporona** (¢ 6 mecsiueB). ITogbop 103 TpernapaToB OCYIIECTBASETCS MHOMBUIYAIbHO IO
IOCTVDKeHMsT KauMHu4Yeckoro 3ddexra. IIpomo/KUTENIbHOCTh JIeUeHUs: OT KypCOBOTO M0
ITOCTOSIHHOTO TIpyeMa.

¢ PekomeHAyeTcsl YCTAHOBKA HA30TacTpaabHOrO 30Ha nauyeHTam co CMA 5q ¢ HapylieHUsSIMU
IJIOTAaHUS A0 YCTAHOBKM TacTPOCTOMbBI UM MOCIeAYIOIIEero MOCTOSIHHOTO KOPMJIeHUsS 4Yepes
racTpoCTOMY AJist TPOMMIAKTVKY acIUpPay 1 obecrievyeHust afeKBaTHOTO MUTaHus [73].



VpoBeHb yOemUTEeNTbHOCTM PEKOMEH AT B (YpOBeHb TOCTOBEPHOCTY IOKA3aTENIbCTB — 3)

e PekoMeHAyeTCsl KOPMJIEHME dYepe3 Ha30racTPaIbHBIA 30H[, TSKeT000MbHOTO MAIlMEHTAa CO
CMA 5q c HapymeHMSMM DJIOTAaHUSI i1 MPOQWIAKTUKM acOupauum U obecrieyeHmst
aeKBaTHOIO MUTaHu [73].

VpoBeHb y6eauTeIbHOCTU peKoMeHAaIMii B (ypoBeHb JOCTOBEPHOCTH TOKA3aTeTbCTB — 3)
3.3.2. PecnupaTopHas noggepyxKa

OyeHka u noddepika pecnupamopHoli pyHKyuu onxHbl UMems HAUBbICUIULL npuopumem 6 gedeHuu
nayuesma co CMA 5q. B nocnedHee 8pemsi NpuHyun JjeueHusi JiezouHolx nposieseHuti CMA 5q
U3MEHUJICSL 0M pPeakmusHoz0 nodxodd, npedycMampueanow,ez0 Ha4aio mMeponpusmuii no ouucmke
OblxamesibHblX nymeli U UX BeHMUAAYUU TOJIbKO NpU  HAIUYUU  SIBHBIX NOKA3AHUL, HA
npogunakmuueckuti nodxod ¢ 8HedpeHuem 3mux Memodos mepanuu Ha 6ojee PAHHUX 3Manax
3aboneganus. IlnaH neuebHbIX Meponpusmuii onpedensiemcss CNeYuaiucmom no pecnupamopHol
mepanuu, 8 omeuecmeeHHol npakmuke 3mo d080JIbHO WUPOKULL KpYe pa3HbIX CNeYUaIucmos — pavu-
aHecme3uos02u-peaHuMamonoey, 8payu-nyJibMoHoN02U, a4 MaK#e epadu-Hesposozu U 6payu-
neouampbol, OpuUeHMUPOBAHHbLE 8 60NPOCAX HEPBHO-MblULEUHDLX 3A00/1€6AHULL.

Kniouessimu npobnemamu, C8s3aHHsIMU C OblxamenwvHoU cucmemoii y demeli co CMA, aenswomcs
cedyroujue: HapyuleHue OmMKAWAUBAHUS, npusodsujee K HeOOCMAamouHol ouucmKe HUMHUX
OblxamenvHoulx nymeii om cekpemd, 2Uun08EHMUISYUS 80 8peMsl CHA; Hedopaseumue 2pyoHoll KlemKu u
JlezKUX, N08MopHble UHGEKYULU, KOMOopble YCUNUSAm MbluleuHyt c1adocms. OCHOBHbIMU nymsamu
peuleHust smux 3a0au s18AI0MCs oUUCMKA 0blXAMenbHbIX nymeti U HeUHBA3UBHAS 6EHMUNAYUS JIe2KUX
(HUBJI). Cnedyem cobniodams 0CHOBHble NPUHYUNBL OUULEHUs ObIXAMebHbIX Nymeli:

o PyyHple U MeXaHuuecKue 6cnomozamenvHole cpedcmed B60CCMAHOGAEHUS Kauliegoll (QYHKYuu
DPEKOMEHO08AHLL Ol exedHe8H020 UCN0Ib3068aHUsL Y 0oslee msxienslx nayueHmos. Jluya,
ocywecmenawue yxo0 3a NAYUEHMOM, OO0MHHbL 0Oblmb 00YUeHbl NONb308AMbC  IMUMU
cpedcmeamiul;

o Jluya, ocywecmensiowue yxo0 3a nayueHmom, O0M1CHbl makxie 6nadems mexHUKoll yoaneHus
JIe204H020 CeKpema, BKAUAs NOCMYPANbHblll OpeHax,, u 0blmb UHMOPMUPOBAHLL O MeMmooax
KuHe3uomepanuu 2pyoHoti Kiemku (OpeHupyowuii Maccaxc);

o JlaHHble okcumempuu 6a510mcst nokazamenem 3 pexmusnocmu mepanuu. Omcocst Mozym 6vimo
nosie3Hsl 07151 yoaneHus cekpema nocjie mozo, Kak 0Ka3aHa NOMouwjb 8 OMKAULIUBAHUU.

e PexomeHAyeTcs1 OTCacblBaHMe CAM3U U3 POTOINIOTKM, HOCA M BePXHUX JbIXaTe/lbHbIX ITyTeil U
JCIIONb30BaHMe MeXaHMueckoro MHCyQsTopa-acnyuparopa jgexkaunum nauyeHram co CMA 5q u
cupsuuM nanyenTam co CMA 5q ¢ pecnyupaTOpHBIMM HapyLIeHMSIMM [ HPOUIaKTUKA
JIETOYHBIX OCJIOKHEHW U TUTTIOBeHTWISIIMH [57].

VpoBeHb yoeauTeabHOCTY pekoMmenainii C (YypoBeHb JOCTOBEPHOCTH N0Ka3aTelbCTB — 5)

KommeHTapum: OJnekTpuueckas acmuMpauus M UCIONb30BaHME WHCY(IsITOpa-acnmpaTopa
JIOJDKHBI TIPOBOAUTHCS Y KAXKIOTO TManyeHTa ¢ HedPGhEeKTUBHbIM OTKaluiMBaHueM. OCHOBHbIE
METOAbl NPEHMPOBAHMSI MOKPOTBHI MJI JIeXKAuUMX M CUOSUYMX I[MallMEHTOB — I3TO COYETaHMe
MCIIO/Ib30BaHUS HECKOJIbKVX METOMOB: MeXaHUYeCKOTO uHCcydsiTOpa-acnupaTopa
(OTKaUUIMBATENSA) M PYYHbIX KOMIIPECCUII TPYOHON KIETKM WM TOCTYpabHOTO ApeHaXa B
CcoYeTaHMM C 9JEKTPUUYECKMM acmuMpaTtopoM. Y MaJIeHbKMX UM HEKOHTAKTHBIX [eTeii
DPEKOMEHIOBaHbl MHCY(MISATOPbI-acIMpaTopbl ¢ (QyHKIMeH Tpurrepa BOoxa, 4YTOObI He
TPaBMMPOBATh JIeTKMe, ecau Takue [eTU 3aJepKMBaloT [bIXaHMe WU COMPOTUBIISIOTCS
oTKanuMBaHuioo. OTHOCUTENbHBIM IIPOTUBOTIOKA3aHMEM K WMCIOAb30BaHMIO MHCYdIsTOpa-
acmMparopa  SIBJSIIOTCSI  XpOHWYecKue — 3aboymeBaHusl JIeTKUX  (Hampumep, asmdbuszema).
Vcnonb3oBannue MHCY(ISITOpa-acnupaTopa B TAKOM CUTyalyu JO/DKHO OBITh B3BEILIEHO IMPOTUB
BO3MOXKHBIX PMCKOB ITHEBMOTOPAKCa.

Ipyrue MeTonbl MPOMWIAKTUKMA TUTOBEHTWISINY (ITOCTYPaJbHBIN MpeHaXX U TePKyCCUOHHDIN
maccax — cMm. Pasmen 4. 1.1. PeaGuiantanys)

e PekomMeHyeTCsI HEMHBA3MBHAsI BEHTWISILMS C JBYXYPOBHEBBIM IOJOXKUTEIbHBIM JaBI€HUEM
(BiPAP) Bcem marmenTam co CMA 5q ¢ cumnTomMamu AUCOHYHKIMU ObIXaTeTbHOV MYCKY/IaTyphl
IS TPOGMIAKTUKY TUIIOTPODUM TPYIHON KIETKM, OOJerdyeHus: OHNBIIIKM U GOpbObI C
TUIIOBEHTUIsILMe [57, 72].



VpoBeHb ybenuTenbHOCTU pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH TOKA3aTeNbCTB — 5).

KommenTapun: Perienne 06 mcronab3oBanny HVBJI mpuHMMaeTcs MHAMBUIAYAIbHO B KaskIOM
KOHKpeTHOM ciay4yae. OHa 6e3yC/I0BHO HEOOXOAMMa TP HaJAM4IMM TUTIepKAITHUY B JTHEBHOE BpeMs.
Hounas HHMBJI ymeHblIaeT CUMMIITOMbBI HapyIIEHHOTO [IbIXaHMSI BO BpeMs CHa M y/aydllaeT
KauecTBO ku3HMu. HVBJI momskHA KOMOMHMPOBATHCS C TEXHMKOM OUMCTKY IbIXaTebHBIX IYTEIA.
Vicnonb3oBanme HUBJI ¢ 6OjbINOi pasHuUIleli HaB/eHUi Oake B TeueHMe KOPOTKMUX THEBHBIX
MepuofoB, MOXKET YAYUIIUTb pasBUTHUE TPYOHOM KJIETKM U JIeTKMUX, a Takke YMEeHBIIUThb
nedopmanuio pebep ¥ TIPYOVHBI y JIeKauuMX M CUASYMX TalMeHTOB. O6sI3aTeNbHO Cilelyer
MIPOBECTY UHAVBUIYATbHBIN mog6op Macok ajst HABJI. UHAMBUIYaIbHbIM 000D MPOBOIUTCS 110
pe3ysbTaTy OCMOTpa pebeHKa C BO3MOXKHOCTbIO BbIOOpA M3 HECKOJBKUX TUIIOB MacOK Pa3sHBIX
pa3MepoB C yuyeTOM aHAaTOMMUYECKMX OCOOeHHOCTel crpoenmst juia. OO6Gsi3aTeNbHO MMETh U
JICIIOIb30BaTh ITOIIEPEMEHHO IBe PasHble MAaCKM OLHOBPEMEHHO, UTOObI CHMU3UTh PUCK Pa3BUTHUSI
MpoJiekHelt 1 medopMaliuy JIMIEeBOro ckeieta. TUII MacKu 3aBMCUT OT Bo3pacTa peGeHKa, ero
MIPEITOYTEHNI Y MHBIX 00CTOSITENBCTB. ONTMMAaTbHO MCIIOIL30BATh M HOCOBYIO MAacKy, M HOCO-
poToByio Macky. Ilombop mapameTpoB HUBJI mo/mKeH OCYIIECTBISITBCS TIOHN KOHTPOJIEM
rokasaTtejieii ra3oobMeHa (HOYHAs MY/IbCOKCMMETPHUS, KallHOMETpPUs, KarHorpadus win
JCCIIeIOBaHME KUCIOTHO-OCHOBHOIO COCTOSIHMSI M Ta30B KPOBM), C YIETOM PaOOThI JbIXaTeIbHBIX
MBIIIIIL ¥ CyObeKTMBHOTO KOMOPTa MallieHTa.

e He pexkomeHayeTcs HeMHBa3MBHAsl MCKYCCTBEHHAsl BEHTWISALMS JIETKUX C IOCTOSIHHBIM
nmaBnenneM (CiPAP) mammentam co CMA 5q ¢ cummroMamy OUCHYHKIMM ObIXaTEIbHOM
MYCKYJIATyPBI IJIsT 06JIerueHNsI OABIIIKY ¥ O0PBObI C TUITIOBEHTWISAIIE [57].

VpoBeHb yoeauTenbHOCTU pekoMeHaauii C (ypoBeHb TOCTOBEPHOCTHM TOKA3aTeIbCTB — 5)

¢ PekomeHayeTcsi obecrieueHyue pecrIMpaTOPHbBIMM MOHUTOPAMM U aHECTEe3MOJIOTUYECKUMU
cucremamu (armaparamu BiPAP-Tepanun) nanuentoB co CMA 5q ¢ cummromaMy quchyHKITUN
JIbIXaTeJIbHOM MYCKYJIaTyphl IJIsI OCYLIeCTBIEHNSI HEMHBA3UBHOM BEHTWISILMU JIETKMUX Ha IOMY
[57, 72].

VpoBeHb ybenuTenbHOCTU pekoMeHaaluii C (ypoBeHb JOCTOBEPHOCTHU IOKA3aTEIbCTB — 5)

Kommenrapun: Ponutenn manmMeHTOB  JODKHBI  ObITh  ObOecriedeHbl  MeAMIIMHCKUM
000pyIOBaHMEM — MEIIKOM JIbIXaTeJbHbIM peaHMMAIMOHHBIM TUIla AMOY, TP HEOOXOOMMOCTH
9NMIEKTPOOTCOCOM C aKKyMY/ISITODHOI Oartapeeii M um3aenuMeM MeIUIVHCKUM ISl IbIXaTelbHOM
Tepanmuyu (anmnapatom BiPAP-Tepamuu) [jsi momalllHETO MOHUTOPUPOBAHMUSI PeCIMpPaTOPHbBIX
dbyuxumii. Pogytenu KOMKHBI ObITH 00YYEHbI TPABUIAM UX TTPUMEHEHUSI.

¢ PexomeHAyeTcs HeMHBA3MBHAsl BEHTWISLMS JIETKMX B COYETAHUM C TEXHUKON OUMILEHUS
JIbIXaTelbHBIX TyTel XOmsumM ¥ cupsuum manueHTam co CMA 59 B OCTpPbIX CUTyamusix
(vHbEKIINS TbIXaTeTbHBIX MyTei) C IeJIbl0 TPOMWIAKTUKM PA3BUTHUS OCTIOKHEHN [57].

VpoBeHb yoeauTenbHOCTU pekoMeHAaiuii C (ypoBeHb TOCTOBEPHOCTHM IOKA3aTeIbCTB — 5)

KomMmenTapun: Eciv B OCTPBIX CUTYaLMSIX BO3HMKAeT HeOOXOAMMOCTh mpumeHenust HUBJI, To
IOJKEH ObITh PACCMOTPEH BOIIPOC O HAIMUMM CPEeNCTB A1 mpoBenenus HVBJI moma.

3.3.3. I[TannuaTuBHaAsA MeIUIIMHCKasA IIOMOIIb

Hannuamuenas nomowjp — no0xo0, UYelvl0o KOMOPO2o s6Aslemcst yayduleHue Kauecmeda HU3HU
nayueHmos U 4ieHos Ux cemeti, OKA3a8WUXCS neped TULOM Y2POHAarwez0 #uUusHu 3adonesanus. dma
uenv docmuezaemcss nymem npedynpexcoeHus u ooOnezueHuss cmpadauuti 0Onazodaps paxHHemy
8blS1671€HUI0, MUWAMENbHOLU OyeHKe U KynupogaHurw 00au u Opyzux ms20CmHbulx (uauuecKux
CUMNMOMO8, a4 MAKi#e OKA3AHUK NCUXOCOYUANsHOUl u OyxoeHoli noddepxcku [77]. I'masnas 3adaua
nannuamugHoli nomowju — docmudceHue, noddepicKa, COXpaHeHue U NOGbluleHUe, HACKONbKO 3Mo
803MOXCHO, Kauecmeda Mu3Hu nayueHma. OOHAaKo onpedenums, 4Umo MAKOe <«KAUeCmeo MHCUIHU»,
MOXem mMoJbKo cam nayueHm, Hyucoaowulica 8 naniuamusHoli nomowu [78]. BaxcHo He
npomueonocmasisims akmueHoe (UHMep8eHYUOHHOE) JieueHUe NaLIUAmMuUHOll NOMOWU, a 63aUMHO UX
00NoNHAMb.

Omcymcmeue KOHCEHCYyca U Haauuue pacXowodeHull 60 8327140ax HA NALIUAMUBHDIL U
UHMeEPBEHYUOHHBITI N00X00 K JeueHur nayueHmos co CMA npusHaemcs 8 pside NpozpammHbLX
0oKyMeHmMOo8 no daHHoMy 3abonesaruro [79]. [Ipu omcymcmauu 6one3Hb-moduduyupyoujeti mepanuu
CMA, ps0 cemeli gocnpuHuManu UHmMepeeHyUoHHslii 100xX0d, 0COOEHHO MPaxeomomur, Kaxk co3oaxue



KOH@AUKmMa mexdy Kauyecmeom MCU3HU U ee NpOo0onXUMeNbHOCMbl0, KAk npodjieHue cmpadanul
nayuenma 6 6Gonvuleli mepe, uem obnezueHue OpemeHu ez0 3abonesarus [80]. KoHceHcyc axcnepmos
Ob1 docmuzHym 6 mom, umo npu eedeHuu nNAayueHmos co CNUHAIBLHOU MbluleyHoli ampogueti
Heo0Xo0umo NONHOYEHHO 0003Hauumy O HUX Ouand3oH mepanesmuueckux B603MOXCHOCMeEl U
KOppPeKMHO  npouHgopmupogams, umo  6bl00p  NAJAUAMUEHOU  UAU  UHMEPBEHYUOHHOU
noddepxcusaroujeli mepanuu He s611emcsk MOAbKO NUllb OUHAPHBIM 8bl160pOM (8b100pOM 00HO20 U3
08yx) [80]. Takum o6pazom, mexdyHapooHas pabouas epynna 8 2007 200y He cmoznd npuiimu K
Co271aCcUl0 8 OMHOUWleHUU NAAAUAMUBHOLU NOMOWU U MO2]d TMOJbKO NPU3HAMb CywecmeeHHble
amuueckue npobiemsl, KOmopvle OOJHHbL YUUMBIBAMbC NPU NPUHAMUU peuleHuss 0 NOMOWU 8
koHmexcme CMA, 8 0aHHbIll MOMEHM Makxxice ¢ yuermom nociedHux mepanesmudeckux n100xo0os [79].
Iocnedyowue nybnrukayuu maxxie He npuseau K KOHCEHCYCYy OMHOCUMENbHO CmaHdapmos
nainuamugHoti nomowju npumenumenvHo kK CMA [81].

Hanuuue 803moxcHoCmu namozeHemuueckux mMemodos JieueHus daem cyujecmeeHHsle 0CHO8aHus 0Jisl
Haodexcd Ha uameHeHue NP0o2HO3d, 00HAKO HEKOMOopble NPoOaeMbl Hy#Oaomcs 6 danvHeliuiem usyueHuu,
npexcde ueM MOxcHO 6ydem paspabomamos cmaHoapm NAJAUaAmMueHoli nomowu 8 omHoweHuu CMA
[60], exniouas Heobxo0uUMOCMb pa3ssicHeHUs 3HAUeHUs NAaJAUAMUBHOL NoMowu 01 NayueHmos co
CMA [57]. Mex#OyHapoOHsIMU IKcnepmamu Npu3Haemcs, ymo Kawuesoli 3adaueti s18/isiemcst omxkas om
Juxomomuueckoli Modenu, Komopas npomueonocmasnsiem —axkmueHoe JieueHue 8 paMKax
NaniuamugHoli noMowu, 8 NoJib3y Mooesiu 83auMH020 0onoaHeHus [57].

¢ PerkoMeHAyeTCSI MHBAa3WBHASI BEHTWIAIMS JIeTKux mauyeHtam co CMA 5q ¢ Ha/lokeHMEM
TPaxeocToMbI TTpu OoTCYTCTBUMU 3hderra or HUBJI may HEBO3MOKHOCTHU €€ OCYIIEeCTBIEHUS st
MO lepP>KaHysl )KM3HU anyeHTa [82].

VpoBeHb yoeauTenbHOCTH pekoMeHaamii C (ypoBeHb TOCTOBEPHOCTHM OKA3aTeIbCTB — 5)

KommenTapuu: PelleHre OTHOCUTENBHO MCIIONb30BAHUS TOITOCPOYHON  MCKYCCTBEHHOI
BeHTWIsSIMK jierkux (VIBJI) mpe[riosiaraeT COINOCTaBJ€H/E MHOTOUMCIEHHBIX (DaKTOPOB «3a» U
«IIPOTUBY, SIBJIIETCS CYyObEKTUBHBIM ¥ HE MOXKET IIPUHMMAThCSI CAMOCTOSITE/IbHO OJHOI CTOPOHOIA
(TOJIbKO TMAIMEeHTCKOM MM TOJbKO Bpaue6HOoI). DTUUHBIM B JAaHHOM CTy4yae OyaeT TaKoi MOaXOoI,
MpY KOTOPOM YaCTHbIe MHEHUS U YOeKIeHMs] Bpaua MOTYT ObITb IIpeCTaBeHbl CEMbe BMeCTe C
NpeJIOKeHHBIMY BapuaHTaMy jiedeHus [83]. Pe3ynbTaThl HECKOIBKUX MCCAEL0BAaHNIT YKa3bIBAIOT
Ha CylleCTBeHHbIe Pa3januusi B OTHOLIEHMM U MPAKTUUECKOM TOAXOMe Bpaueit K pecnmMpaTOpPHOI
ronep>kke manueHToB co CMA 1-ro tuma [84-85]. Pomutenu u npyrue auia, OCyIIecTBISIONIE
YXO[l, CYUUTAIOT, YTO Y HUX ITO/KHO OBITH IPaBO BbIOOpA B IOJIb3Y WMJIM MPOTUB MCIIOTH30BAHMS
JMCKYCCTBEHHOJ BEHTWJISILIMM JIETKUX Ha oMy. CTpecc 1 BOJTHEeHMe Y poJiuTesieli B TaKoi CUTyaluun
BbI3bIBAJIa HEJOCTATOYHAS TOAJEPKKa ((PUHAHCOBAs, MCUXOJOTMYECKAs M MpakTudeckas) [85].
HeobxomyMo IMpu3HaTh, YTO, K COXKAJEHMIO, B PeaJbHO CIOKMBIIECS KIMHUYECKOI MPaKTHUKe
pelieHne o Hauajge HVMBJI moxeT ObITb IPUHATO 6€3 corjacus 3aKOHHBIX IIpefCcTaBUTeIei
pebenka. OTtcyTcTBUMe WHGOPMUPOBAHHOTO BbIOOpAa M IMAGJOHHBIA IMOAXOH K JIEYEHUIO
MPENsTCTBYIOT IJIAHMPOBAHUIO 1 OTPAaHMYMBAIOT BO3MOXXHOCTDb IIPMHSATHUS peleHnii [82].

e PekomeHyeTCsI BK/IIOUEHME B IPOLECC NMPUHATUS PeLIeHuii M0 NMa//IMaTUBHON MOMOILM Ha
Bcex 3Tarnax 3a60/ieBaHMs C IPeAOCTaBAeHMEM ITOJHON U KOPPEKTHO MH(POPMAIM POAUTEIE
nanyeHToB co CMA 5q [jist TOro, 4To6bl TOMOYb 3aKOHHBIM IPEACTaBUTENISIM pebeHKa CIeiaTh
MH(POPMUPOBAHHbIN BHIOOP B MMOJIb3Y OKa3aHMS €My Ma//IMAaTUBHOI TOMOIIY B COOTBETCTBUM C
MX YOeXIeHUSIMU U TIpenrnouTeHmusMu [83].

VpoBeHb ybenuTenbHOCTU pekoMeHaaluii C (ypoBeHb JOCTOBEPHOCTHU IOKA3aTEIbCTB — 5)

e PexkOMeHIyeTCs OKa3aHue AOCTYITHONM MNaJyIMaTUBHON MEeOUIIMHCKOV MOMOIIM NalyeHTaM CO
CMA 5Q, KOMIUIEKCHO OCYILIECTBJISIEMOI COTPYTHMKAMM MEOUIIMHCKMX OPTaHM3aUMi U UX
Mo paseseHni, OKa3bIBAUIMX CIIeHMaAN3MPOBAHHYIO NAJIMATUBHYIO MeIULMHCKYIO IOMOILb
JIeTSIM, B PETYJIIPHOM B3aMMOJIEIICTBUM C CEMbeIi [jisi o6ecTieueHns MOTpe6GHOCTel MaIueHTa u
€ro 3aKOHHBIX MPEe/ICTaBUTENIEl Ha Pa3IMUHbIX 3Tanax 3aboneBauus [57].

VpoBeHb yoenuTenbHOCTH pekKoMeHaanuii C (YpOBeHb JOCTOBEPHOCTH TOKA3aTeIbCTB — 5)

KommenTapuu: ITajummaTuBHas IOMOIIb MOXKET OKa3bIBaThCs Ha BCEX Talax BeJeHus IalyeHTa
co CMA: ipu IIOCTaHOBKE IMarH03a, BO BpeMs IIPUHATHS KIIOUEBbIX TepareBTUUYeCKIX PelleHnii,
MpM BO3HMKHOBEHMM JKUSHEYTPOKAIOIIMX COCTOSIHMIA, a Takke B TepMUHAIbHON (ase
3a00/1€BaHMs.



¢ PeKOMeHIyeTCsl BKIIOUEHME IIAHOBOW OLeHKM GOJIM COMIACHO ILIKajaaM, COOTBETCTBYIOIIUM
BO3pacTy ¥ YPOBHIO HEPBHO-TICMXUYECKOTO Pas3BUTHs pebeHKa, maumeHTam co CMA 5q s
non6opa obez6onuBanust [87].

VpoBeHb yoemuTenbHOCT pekKoMeHmanuii C (YpOBEHb JOCTOBEPHOCTY TOKA3aTEIbCTB — 4)



4. MeaunHcKas peaouanTanms, MeIUIMHCKUe
IMOKa3aHus ¥ MIPOTUBOIOKA3AHMS K IPMMEHEeHUIO
MEeTOI0B peadoVIuTanumn

B Hacmosuwjee spems doKazaHo, umo pezyasapHas ¢usuueckas mepanus u peabuaumayust NayueHmos
CNOCcoOHbl UBMEHUMb KPUBYH ecmecmeeHH020 meueHuss CMA 5q: nossicums npodosimumensHoCcms u
Kauecmeo HU3HU NayueHmos, yIyuuums GyHKYUOHANbHBLU U cCOYUanbHblii cmamyc. Peanusayus amoli
KOHUYenyuu B803MOMCHO MOJNIBKO 8 (Qopmame yelb- OpueHmuposaHHoli peabunumayuu. Taxk,
peabunumayus nayuenmos co CMA 5q cmasum neped co6oii ciedyowue uyeau: yseauuums
MOOUNBHOCMb  NAYUeHIMos8; 3amediums npoepeccuposaxue ampoguii Mmulwy; npedomepamume
paseumue 8MOPUUHbIX Opmoneduueckux ocnomHeHull. ILlenu donmHbel cmasumcs Kak npu
noecedHesHoll pabome ¢ peGeHKOM (peabunumayusi o0pa3oM MU3HU — mozdd Mo CO8MeCmHas
paboma @usuueckozo mepanesma-kypamopa, pooumejneli U uUHoz0a camozo peGeHKa) — 0osee
00J120CpoUHble  UYenu, mak U C KawoolM npuxodom pebeHka HaA Kypc peabuiumayuu 6
peabunumayuoHHsLi YyeHmp — KpamxkocpouHbvle U OMCPOUeHHbLe Yell.

e TIpoyecc docmudieHus NOCmMaesJieHHbIX yeseli peabunumayuu onpedensiem ciedyroujue 3a0auu:

* He donycmums OpMUPOBAHUS NPUBBIUHOZ0 NOPOUHO20 NONOHCEHUS. KOHEUHOCMell U UX CezMeHmMo8,
U, Kak cnedcmeue, paHHUX KOHMPAakmyp;

o 3amednums npoyecc ampoguu mviwiy om 6esodeticmaust;

* npensamcmeosams 0ezeHepamusHOMY YKOPOUEHUI) MblUEUHBIX 807I0KOH;

* NpPoonUMb GYHKYUOHANBHYIO AKIMUBHOCMb NAYUEHINO8;

* npenamcmeosams pazeumuio KOHMpPAakmyp cycmasos KoHeuHocmeti;

° ygenuuumes n0JBUMCHOCMb NAYUEHIMO08 (COXPAHUMB/N0BbICUME 00BeM U amnaumydy 0guxeHutl);

® Jdamb 803MOXCHOCME (PU3UONOZUUECKOMY PA38UMUI U (PYHKYUOHUPOBAHUIO BHYMPEHHUX 0P2aHO08 U
cucmem.

Memoodst peabunumayuu CMA5q densmcs Ha HemexHuuecKue (K HUM OMHOCAMCS (Qu3uueckas
mepanus: JieuebHas (QUKYABIMYPA, MACCa};; PAacmsxeHue Moy u 0p.) U mexHuuecKue
(opme3uposaHue u KopcemupogaHue mynosuya U KOHeuHocmetl), 6KAHUASL XUPYP2UUECKYH KOPPEKYUIO
opmoneduueckux npobyiemM, Npensimcmeyrwux Ux pe3yasmamueHoMy 6bINONHEHUNW, A Makxe opyaue
Memoos! (HalOKeHVe IVPKY/ISIPHBIX IUIICOBBIX ITOBSI30K; p060MU3UPOBAHHAS MeXaHomepanus npu
3abonesanusix nepugepureckoli HepeHoU cucmemsl, NPUMEHEHUE MPeHAaXIepos8 peabunumayuoHHbIX;
niasave u usuomepanusi).

Ipu nposedenuu peabuIUmMayuoOHHbIX Meponpusimuii He06xXoo0uMo:

e cmapamsecs 8cmMpoums (Gu3UUECKYl0 mepanur U pezyispHble YNPAaxcHeHus. 8 N08CEOHEeBHYH
aKMueHoCmMs pebeHKd, ChopMuposams Ha ux 0CHo8e 00pas €20 HU3Hu;

* yyumoleams, 4mo OOMUHUDYOWUM CUMNMOMOM Y demeli f8Jslemcsa ycmaniocmes, a 3HaUUm
pacnpedensams Quauueckyro HAzpy3Ky HA 8eCb 0eHb — «<NOHEMHOZY, HO UACMO»;

e udmu "Ha wae enepedu” — cmasums yeau peabunumayuu Ha 6auxcativiue Heckonvko mecsyes anepeo
C yuemom mekyujezo CKeJemHo-MpliledH020 CIamyca nayueHma u npozHo3upyemsix yxyoueHuti;

® BAX}CHO, UMOObL 8 N0BCEOHEBHOUI HU3HU Y pebeHKa Oblau 3adeticmeo8aHsl 6ce cKelemHble Mblulybl U
HUKAaKue He 0cmasaucs 8 6e3deticmauu.

Hekomopbie pexkomMeHOayuu no peabuiumayuu Hocam o0wuil xapakmep, U OHU OOJIHCHbl
ocyujecmenamucs 01 8cex nayueHmos co CMAS5q. Ho, 2080ps o peabunumayuu nayueHmos co
CMA5q, Gonee 8epHbiM N00X000M S18/19€MCSl HE PAHMCUPOBAHUE NAYUEHMOo8 HA munsl 3a00J1e8aHus
(CMA I, CMA II, CMA III), a pa3deneHue Ha (PyHKYUOHAbHbIE KNACCb (CM. 8blIUIE):

o Jiexcauue (N030HSS HeamOy1amopHas cmaous);
o cudauue (paHHAA HeamOYya1amopHas cmaodus);
e xodsuue (ambynamopHas cmadus).

JlaHHas QYHKYUOHANbHAS KAACCUQUKAYUs Nno36o0asem KOHKpemusuposams 3adauu peaduiumayuu
07151 onpedesieHH020 NAUUeHMa ¢ y4ermom ezo 803mMoxcHocmeli (cm. pasdenvt 4.1, 4.2., u 4.3. Huxce)

¢ PekomMeHAyeTCs OCMOTD (KOHCY/IbTAIMsI) Bpaya I0 jieueGHO (M3KyabType BCeM MallieHTam
co CMA 5q [y1s1 cocTaBiieHusI TUIaHa 3aHSATHIA 10 JieueOHOo# GusKyabType [88].

VpoBeHb ybenurenbHOCTU pekoMeHAaluii C (YypoBeHb JOCTOBEPHOCTHU IOKA3aTEIbCTB — 5)



e PekomeHyeTcs OCMOTP (KOHCY/IbTalVs) Bpaua-pu3nuoTepaneBTa BceM nauyentam co CMA 5q
LIS cocTaBJieHus riaHa dusmotepanuu [30].

VpoBeHb yoeauTenbHOCTH pekoMeHaaiuii C (ypoBeHb TOCTOBEPHOCTHM JOKA3aTeIbCTB — 5)

¢ PexomMeHAyIOTCS INpoOLeNyphbl 0 afalTalyuy K YCIOBMSIM MaKpOCpeAbl BCeM IalyeHTaM Co
CMA 5q, MMeloIMM JBUraTe/bHble HapylleHMs], JIIsl [IOBbILIeHNsT KauecTBa ku3Hu [20].

VpoBeHb ybenuTenbHOCTU pekoMeHAaluii C (ypoOBeHb JOCTOBEPHOCTHU I0KA3aTeNbCTB — 5)

KommenTapum: HeoOXooumMbl MepPONPUSATHUSI II0 amanTalyuy JOMAIIHeN (M Op. OKPysKaomIeir)
06CTaHOBKM it 06ecTieueHtst MaKCMMAaTbHOM HE3aBUCHMOCTY TIAIIMEHTOB 3a CcUeT 6e30MacHOCTY
¥ TOCTYITHOCTY BCEX HEOOXOAVMBIX UM CPEJICTB.

e PekomeHpayeTcss JjeueOHast (U3KyIbTypa IpM 3aboneBaHMsIX Mepudepuyeckoin HepBHOI
CUCTEMBI U CyCTaBOB BceM maiyeHTaM co CMA 5q ¢ 1ie/bio yBeanueHus o6bemMa M aMILIUTYIbI
JIBYDKEHMIA U TPOMUIAKTUKY Pa3BUTHSI KOHTPAKTYP [88].

VpoBeHb ybenuTenbHOCTU pekoMeHAalmii C (ypoBeHb JOCTOBEPHOCTHM IOKA3aTeIbCTB — 5)

KommeHTapum: BaxkHO 60pOThCST 32 COXpaHEHMe TeX JBVDKEHMIA, KOTOpble eCcThb Y pebeHKa B
HacTosiee BpeMsL. [IJisT 3TOr0 XOPOIIO UCIOMb30BaTh KMHE3MOTeParieBTUIeCKii UTPOBOI TTOIXOT,
TIpY BOBJIEUEHMM pebeHKa B yIIPasKHEHMUSI.

¢ PeroMeHAYyeTCSA MAacCak TPYOHOIN KIEeTKM MeOUIMHCKUIT BceM manyeHTam co CMA 5q ¢
pecnMpaToOpHbIMM  HApyIIeHWSIMM U [  TPOMWIAKTUKM JIETOYHBIX OCIOXKHEHUN U
runoseHTmssuuu [30].

VpoBeHb yoeauTenbHOCTU pekoMeHaaiuii C (ypoBeHb TOCTOBEPHOCTHM IOKA3aTeIbCTB — 5)

KoMmmeHTapum: Maccak HOCUT TIepKYCCMOHHBIV XapaKTep U OCHOBHOJ ero 1eJIbI0 SIBJISIeTCSI
IpeHVpOBaHNe BepXHUX AbIXaTeTbHbIX MyTelt. ExkelHeBHbIe MEePKYCCMOHHBbIE MacCaXXy TPYIHOIM
KJIeTKY (TIOCTYKMBAHMsI/BUOpALMM TI0 X0y PaclpOCTPaHEHMS TPaxeoOGpPOHXMAIbHOTO JepeBa OT
HIDKHUX OTHEJIOB JIETKMX K BEPXHMM) COUETAIOT C MOCTYPaJIbHBIM JIPEHAXXOM C I1e/1bI0 OTBeeHNs
CcKarMBaleicss MOKPOTHI.

¢ PekomeHayeTcs1 jeuebOHass (GU3KYJIbTYpa MpU 3a00/IEBAaHUSX BEPXHUX [bIXaTEIbHBIX ITyTei
(KMHEe3MOoTepanus IPyAHON KIETKM U TTOCTYPaIbHbINi JpeHax) BceM nauyeHtam co CMA 5q ¢
pecnuMpaTOpHbIMM  HApyIIeHUSIMM U [T TPOQWIAKTUKM JIETOYHBIX OCIOXKHEHUI U
runoBeHTHIsIUMM [20].

VpoBeHb ybenuTenbHOCTU pekoMeHAaiuii C (ypoBeHb JOCTOBEPHOCTHU IOKA3aTEeNbCTB — 5)

¢ PerkomMeHAyeTCsI MexXaHOoTepamusl IMpy 3abojeBaHUSIX Iepudepuyeckoii HEepBHOW CUCTEMBI
BceM mamueHtamMm co CMA 5q C Ielbl0 yBeIMYEHMS] 00beMa M aMIUIUTYIObl IBVDKEHUIT U
NPOGUIAKTHUKY Pa3BUTHSI KOHTPAKTYD [88].

VpoBeHb ybenuTenbHoCTH pekoMeHaaimii C (ypoBeHb TOCTOBEPHOCTHM IOKA3aTEeIbCTB — 5)

KommenTapumn: [lanymeHTaM peKOMeHIyeTCsl TIpOBeleHMe PACTSKeK, COMTPOBOXKIAEMBbIX JIETKUM
maccaxkeM (pasorpeBarwoliiee aelicTBue). MuHMMAanAbHasi 4YacTOTa 3aHITUI [JISI PACTSDKKU U
yBeJIMUEeHNUs o0beMa IOBIMKEHMUIA OJIS JIeKauMx IalMeHTOB COCTaBjsIeT 3-5 pas B Hemesno, O
CUISYMX TALMEeHTOB 5-7 pas B Hemesto. [IJIMTe/IbHOCTDb 3aHITHIi 1151 3G (MEKTUBHOIO PaCTSKeHUs U
yBenuueHus o6beMa IBVOKEHMsS 3aBUCSIT OT KOHKPETHBIX INMOTPeGHOCTEel MaleHTa, COCTOSIHYS
CYCTaBOB U 1ieJIeif peabuIMTaLum.

¢ PekomeHpayeTcs jeuebHOe IJIaBaHMe B 6acceiiHe BceM manyeHTam co CMA 5q tun 2 u 3 mjs
o6erueHust JBukeHmii [89].

VpoBeHb yoemuTenrbHOCTH pekoMeHaanuii C (YpOBEHb JOCTOBEPHOCTY TOKA3aTEIbCTB — 4)

KomMmeHTapuu: 3aHsSITUS IIJlaBaHMeM II0Jie3Hbl M MpPUSITHBI mauyeHtam co CMA. Bopa
HeWTpaIn3yeT AeiiCTBME CUJIbI TPaBUTAIMM HA TeJNO pebeHKa, UTO IMO3BOJISIET eMy IMO-APYromMy
TOYYBCTBOBATh CBOe Teso. [InaBaHme — xopourasi a3pobHasi TPeHMPOBKA. DTO BapUAHT aKTUBHOTO
JIOK nmiist pebenka co CMA. Kpome Toro, IjIaBaHMe MTOBBIIIAET SMOIIMOHAIbHBIN (OH meTeit. MeTox
He MMeeT aOCOMIOTHBIX MPOTMBOMOKasaHuii nmpu CMA. PexoMeHayeMasi TeMIiepaTypa BOIbI B



Gacceitie 30° - 33° (omTMMasbHbIE TeMIIepaTypHbIE pPaMKU [Jis HaMIydllero meTtabonausma
mbIL). [lepBble HECKOABKO 3aHSTUI HOJDKHBI MPOXOLUTH He TONBKO C POOUTENSIMM, HO U C
MHCTPYKTOPOM, KOTOPbINi 00yuuT pomurteneil. [lepen KaxkabIM 3aHATHEM HEOOXOIMMO OIE€HUTb
comaruyeckoe 6arornonyyye pebeHKa.

¢ PekomeHayeTcs1 neueOHass GU3KYIbTypa C MCIOIb30BAHMEM amIapaToB M TPEHaskepoB IpU
3abomeBaHUsIX TMepudepuveckoii HepBHON cucTeMbl BceM mnamueHtam co CMA 5q s
MO/ IeP>KaHNST IBUTATEIbHO aKTUBHOCTU Y MPOGUIAKTUKY PAa3BUTHUSI KOHTPAKTYDP [88].

VpoBeHb yoeauTenbHOCTH pekoMeHaaiuii C (YypoBeHb TOCTOBEPHOCTHM JOKA3aTeIbCTB — 5)

KommeHTapumu: s jnexauux IalMeHTOB BIIOJIHE MOKET IIPUMEHSITbCSI TpeHakep-Beaocumne],
(BenmoTpeHaxkep)

e PerkoMeHJIIyeTCsI 030KepuUTOTepanusl 3aboneBaHMii Tepudepuyeckoil HEPBHON CUCTEMBbI
nmanyeHtam co CMA 5q ¢ dopmupoBaHMEM KOHTPAKTyp IJisl YMEHbBIIEHMS CTENeHU WX
BbpIpakeHHOCTHU [30].

VpoBeHb yoemuTerbHOCT pekKoMeHmanuii C (YPOBEHb JOCTOBEPHOCTY TOKA3aTEIbCTB — 5)

¢ PekomeHayeTcsa TmapaduHoTepanus 3abojeBaHMii rnepudepuveckoii HEPBHOM CUCTEMbI
manedTam co CMA 5q ¢ dopmupoBaHMeM KOHTPAKTyp MJis yYMEHbBIIeHMUs CTeleHU
BBIPaKEHHOCTY KOHTPAKTyp [30].

VpoBeHb ybenuTenbHOCTU pekoMeHAaluii C (ypoBeHb TOCTOBEPHOCTHM IOKA3aTEIbCTB — 5)

¢ PekomeHAayeTCsI TPEHMPOBKA C OMOMOTUYECKOIT 0O6PATHOI CBSI3BIO IO ANeKTpoMMOrpadum mpu
3a601eBaHMIX nepudepudyeckoil HEPBHOI cUCTeMbl (MUOCTUMYIISIMS) ManyeHTaM co CMA 5q
IS TIoA e pskaHust GYHKIMOHATBHBIX BO3MOKHOCTEN ML [90].

VpoBeHb yoeauTenbHOCTH pekoMeHaaiuii C (YypoBeHb TOCTOBEPHOCTHM OKA3aTeIbCTB — 5)

e PekoMeHAyeTCsl MeXaHoTepamnusi M poOOTM3MPOBAHHAS MexaHOTepamusl Ipu 3ab0seBaHMSIX
neprdepnyueckoii HepBHON cucTteMbl BceM manyeHTam co CMA 5q gyt coxpaHeHuss o6bema
IBYoKeHmii [20].

VpoBeHb yoemuTenbHOCT peKoMeHaanmii C (YpOBeHb JOCTOBEPHOCTH TOKA3aTEIbCTB — 5)

KommeHTapum: s J1ekauux TIaIMeHTOB MOXeT IIPUMEHSITbCS TpPeHasKepbhl
peabwIMTalVIOHHBIE (BEJIOTPEHakep), ISl CUISUYMX TAlMeHTOB - HAabop peadbIMTAIMOHHBIX
MU3OeNuii TIpY HaApYIIEHUSIX OIMOPHO-JBUTATENbHOIO amrapara, MeguaTpuueckuii u Apyrue
TpeHaXkepbl peabWIUTAlVIOHHbIe, AJI XONSUMX — BCe BBIIIE TEPeuMCIeHHOe IUTIOC JOPOXKKA
6eroBast CTaHIAPTHASI MEXaHUYEeCKast MY C SJIeKTPOITUTAaHUEM.

¢ PerkoMeHAyeTCSA HAJOXEHMe LVPKY/ISIPHOV TMUIICOBOW MOBSI3KM manueHtam co CMA 5q c
KOHTPAKTypaMy B KOJIEHHBIX U TOJIEHOCTOITHBIX CyCTaBax JIsl yBeIMUYeHNs] 00beMa ABVKeHNi B
Hux [20].

VpoBeHb ybenuTenbHOCTH pekoMeHaalmii C (ypoBeHb TOCTOBEPHOCTHM OKA3aTeIbCTB — 5)

KommenTapum: Oco6eHHOCTY HAJIOKEHWS IUPKY/ISIPHOM TUIICOBOI MOBSI3KM Y ManyeHToB co CMA
- TUTICOBaHMe KOPOTKMMM KypcaMu (Ha 5 gHeit uepes 2 AHs).

¢ PeKOMEHAYIOTCS YCUTYTM 10 MEOVIIMHCKOM peabuaIuTaIMmu meTeil ¢ Heiipo-opToIeauuecKoii
MaToJIOTMEl MeTomaMy JIedeOHOro TeimMpoBaHus maiyeHTam co CMA 5q Tum 3 ¢ menpio
YMEHbILIeHMSI Harpy3Ky Ha MbIIIbI [91].

VpoBeHb yoeauTenbHOCTH pekoMmeHaaiuii C (YypoBeHb TOCTOBEPHOCTHM OKA3aTeIbCTB — 4)

KommenTapum: [laHHas MeTOOMKA MOXET MCIOMb30BaThes y meteit co CMA. Teiin criocobeH
MIPYHUMATh Ha ce6s1 YaCTh HArPy3KM MBIIIIIbI, TEM CAMbIM JATh ITOUYYBCTBOBATH MAIMEHTY PaboTy
cBoeil MbIlbl. [lpenriouTeHue OTHAeTCSI MOHOTEMNMPOBAHMUIO (TEMIIMPOBAHUIO  OTHOI
KOHEUYHOCTM), YTO II03BOJISIET PEeOEeHKY «COCPeNOTOUMThCS» Ha KOHEYHOCTM, ITOYYyBCTBOBATh
MBILIEYHBIV TPUTTEP TEMNMPOBAHHOV KOHEYHOCTU.

4.1. Peabuauranuysa Jeskauymux ManyeHToOB



OCHOBHOE NosoeHUe IMUX NAYUEeHMO08 8 JOMAUHUX YCI08USX — NOJIOHCEHUE «JIeX(a», KOMopoe 0NACHO
GopmuposaHuemM NPuUBbIUHLIX (3ANOMUHANOWUXCS) NOPOUHBIX YCMAHOBOK KOHEUHocmell U  UX
ceeMeHmo8 6 eudy Oelicmeusi Cul epdsumayuu Ha KOHEYHOCMU U 0mcymcmeus chocoOHocmu
nayueHma K aHMU2pasuUMAayuoOHHbIM OBUMEHUSM, d MAKy#e B03HUKHOBeHUEeM O0C0xcHeHull. Taxk,
xapakmepHas ons makux demeti (8 cuny crabocmu muludy-addykmopos 6edep) no3a «jiexica Ha CNUHe ¢
NogEPHYymMbIMU Hapyx#cy 6edpamu» cnocobcmeyem He MOAbKO (QOPMUPOBAHUID NAPATUMUUECKUX
8bI8UX08 MA300€0pPEHHBIX CYCMABO8, HO U B03HUKHOBEHUID MSMCENbIX NpoJieXcHell Ha 00blux
sepmenax 6edep. OueHb BANCHO 8 IMOM KOHMeKcme, umo0Obl NojoxeHue peGeHKa 6 nocmeau u Ha
060t Opyeoli nosepxHocmu 0bL710 (QYHKUUOHANIBHO 6bl200HbIM U NPedomepawano 603MONCHOCIND
peanu3ayuu NOPoUHsIX YCMAaHo80K U Ux ocnoxcHeHuil. C 3moti yenvio peKoMeHIYIomcs uacmeole CMeHbl
NoJoXeHUs mesia 8 NoCMeJiu; UCNOoNb308aHUe NOOPYUHBIX cpedcmes, KOmopble MO2ym JiezKo U3MeHsmb
€801 (opMy U NPUHUMAMB 8€C KOHEUHOCMU HA Ce0sl, MeM CaMbIM UMUMUPYS AHMU2PpasumayuoHHoe
delicmeue (Hanpumep, mMampac, HanoaHeHHsili npocom). Cmumynayus no8ce0He8HOl AKMUBHOCMUL:
uzpsl U Opyeue akmuegHsle 3aHAmMus Kax ¢ UCNO0Nb308aAHUEM CNeYUanbHbIX NPUCNocobieHuli (Hanpumep,
o6J1ezueHHble UepYWKU), Mak u 6e3 HUx 0JIHCHbI NPUMEHAMbCA 8 MAKCUMANBHO B03MOMCHOLL CeneHuU.

Lenu peabunumayuu nexcauux NayueHmos:

o ygenuueHue o0semMa u amnaumyosl aKMueHsIX/NACCUBHBIX OBUMCEHULI 8 JT0OOM CezMeHme mend u
KOHeuHocmeil;

o yiyuuleHue cmeneHu KOHMPOs 20J108bl/08UMEHUL 8 MPAHCBEP3ANLHOL NJIOCKOCMU 8 NOJI0MEeHUU
«jexa Ha cnuHe»,

o yiyulleHue pyyHoli MaHUNyaAayuu;

e co30aHue ycaosuli 01 passumust U HOPMAaabHO20 (PYHKYUOHUPOBAHUS BHYMPEHHUX 0P2aAHO8;

e 3amedieHue pa3eumus UCMUHHbIX ampo@uii bl u ampoguti 6e3deticmaust;

e paspabomxa cycmaeos u npoQuIaKkmuka o6paso8aHust KOHMPAKMyp.

4.1.1. HeTrexHu4eCcKye METOAbI PeadIUTAUHA JIE)KAUNX MAIVI€eHTOB.

¢ PekoMeHyeTCsl yIpaskHeHMs jieue6GHO# (U3KYIbTYPbI C UCIIONIb30BAHMEM IOIBECHBIX CUCTEM
JexxauuMm maieHTa co CMA 5q ¢ 1esnbio yBelnueHus o6beMa U aMIUIATYIbl JBVDKEHWI U
podUIaKTUKY pa3BUTUSI KOHTPAKTyD [20].

VpoBeHb ybenuTenbHOCTU pekoMeHaaluii C (ypoBeHb JOCTOBEPHOCTHM IOKA3aTEIbCTB — 5)

Bo Bpems 3aHSTMIT (M3MUECKOI Tepamueit € JiesKauuMMy IalyeHTaMyu YOOOHO MCIIOTb30BaTh
pPEe3MHOBbIE WM TPSIIMYHbBIE JIEHTHI JJIS MTOABEIIMBAHNS CETMEHTOB KOHeuHocTei. Takoit crocob
TIOAXOAUT AJi TIPUMeHEeHUs KaK Ha BepxHUX (TIeun), TaK ¥ Ha HMKHUX KOHEYHOCTSIX (6empo-
KOJIEHO-TOJIeHb). Hampumep, st coxpaHeHUs (QYHKIMOHAIbHOM aKTUBHOCTU BEPXHUX
KOHEUYHOCTEel MOXXHO MCIO/Ab30BaTh METOJ, YCTPAHEeHUs CUJI TPaBUTALUM IIyTEM IOABEIIVBaHUS
MPOKCUMMAJIbHbIX CErMEHTOB BEPXHMX KOHEUHOCTeiI Ha JIeHTaX, TeM CcaMbIM 06ecreunB
BO3MOXXHOCTb [BVOKEHMII BCeli BepxXHel KOHEYHOCTM M, KpOMe TOrO, I3TUM [JOIOJTHUTH
IMarHOCTUUYECKUIA TTOMCK «paboTaolMX» MBI B TJIYOOKO IApeTMYHOM CerMeHTe BepxHeli
KOHEYHOCTM (TakK, IOJBELIEHHBIM Ha JIeHTe IUIeUOM pPeGeHOK MOKeT JBUTaTh, HamnpuMmep, B
TPaHCBEP3aJTbHOI/GPOHTATBHO IUIOCKOCTSIX, UTO ITOMOTAaeT OOHAPYKUTb <«KUBBIE» TMOPLIUU
MBIIII], YacTO Ha IUleye 3TO MOPIUM [eTbTOBMUIHBIX MBIIII). ITOT 3Ke CIOoCcoO Tomoraer
06ecreynTs UTPy WY MAHUITYISIIIAIO PYKO¥ (Hampumep, JIJIs JKeCcTa «yKas3bIBaHMs» IIpU paboTe ¢
KapTouKaMu).

4.1.2 Texuuueckue metonabl/cpeacTsa peadbmmrauun (TCP) iexaunx mamnMeHTOoB.

Jlnsa docmuxceHuss nocmasaeHHslX yesieli peabUAUMAayu Ucnoab3yemcs cmpozas NpueepieHHoCms
NPUHYUNAM — NOCMYPANbHO20 — MeHeOXCMeHmd, KOmopolli — eékaouaem 8  cebs  npasuibHoe
NO3UYUOHUPOBAHUE (8 NONONCEHUU «CMOS» - 6EPMUKAIUIAYUSL, MAK}e npebbleaHue 8 meueHue OHS 6
NPAasubHOM NONONCEHUU «CUOSI») U OPMESUPOBAHLE TNY08ULYA U KOHEUHOCMeELL.

e PekomeHAayeTcsI BepTMKaIM3anUs Jexxaunx mnanueHToB co CMA 5q ¢ menpio mpoduaakTUKu
OpTOMeNNYEeCKUX OCIOKHEHMII OCHOBHOIO 3aboneBaHMSI M CO3JaHUsl (U3MOTOTMYECKUX
YCJIOBMIA )11 HOPMAJIBHOTO Pa3BUTUS U (PYHKLUVOHMPOBAHMS BHYTPEHHMX OpraHoB [20].

VpoBeHb yoenurenbHOCTU pekoMeHAaluii C (ypoBeHb JOCTOBEPHOCTHU TOKA3aTEeNbCTB — 5)

KommenTapum: BepTukaausaiys naiyeHTa B oOriope AJis CTOSIHMS PeKOMEeHAYeTCs] CyMMapHO He
MeHee 1 yaca B [IeHb B 3aBMCMMOCTM OT BO3MOKHOCTel peGeHKa. [Ijisl MalMeHTOB, KOTOpbIE



HMKOTIIA He MOIJIM CUAETh, MOKET ObITh PEKOMEHIOBaHa BEPTUKAIN3AIlMs, HauMHAasI ¢ Bo3pacra 14
MecCsI1IeB.

¢ PekoMeHAyeTCs PeabIUTAIMOHHbIE M afalTUPOBAHHbIE IJI1 MHBAIUAOB M3Zenusi (3amHe-
OTIOpHbIE OMOPHI AJISI CTOSIHMSI C BO3MOXKHOCTBIO HakmoHa oT 90° 1o 180°), mesxaunm MaipeHTa
co CMA 5q 151 6e30macHOTO ¥ KOM(OPTHOTO pa3MelleHus M BepTuKaam3auu pebeénka) [92].

VpoBeHb ybenuTenbHOCTH pekoMeHaalmii C (YypoBeHb JOCTOBEPHOCTH TOKA3aTeIbCTB — 4).

Kommenrapun: Omopbl IS CTOSHUSI [JO/DKHBI VMMETb (YHKIIMOHAIbHBIN TOJTOMIOBHUK,
obecrieunBamIINii 60KOBYIO U MepenHe3agHIO CTaOMIN3allMI0 TOJIOBbl ¥ He OTrpaHMYMBAIOLINIL
BO3MOXHOCTM JBVMKEHUSI TOJIOBOI; (PUKCATOPbI KOpITyca HAa YpOBHE TPyAU U Tasa; (GUKCATOPbI
HIDKHMX KOHEUHOCTEe) Ha YpOBHE HIMKHUX TpeTeit O6eep M KOJIEHHBIX CYCTaBOB; MOACTABKY IJIst
CTOIl C PeryauMpoBKONM MO Yy HAaKJIOHA; MPUCTABHOM CTOMMK. HemamoBaKHbIM [IJisI JieXKaumx
MalVeHTOB $BJSIeTCS BO3MOXKHOCTb BepTUKaAM3aLMM B ONOpe ISl CTOSHUSI B IIOJOKEHUU
"pa3BeeHHBIX Oemep" (HOMOMHMUTENbHASA GYHKUMSI Y OMOp IJIST CTOSIHMSI), UTO ITOBBIMIAET
KOHTPYSHTHOCTh CYCTaBHbIX ITOBEPXHOCTEIi, CIIOCOOCTBYeT (HOPMUPOBAHMIO Ta300eIpeHHbIX
CYCTaBOB, TPO(MWUIAKTIKE BBIBMXOB Ta300€APeHHBIX CYCTaBOB.

¢ PexoMeHAyIOTCS OpTe3bl [ KOHEYHOCTel M TYJOBMINA, a TakKe CllelMalu3MpPOBaHHble U
afanTUPOBAaHHbIE ISl VHBAIUIOB IMPUCIIOCOOIEHUS ISl TIO3UIMOHUPOBAHUST (CUCTEMBI IS
OPTOCTATUYECKO! TMOMAJePKKY, BKIIOYAIOIMe B ceOs Bamuky, (OPMOBAHHbIE TOAYIIKA
Pa3IMYHOINM SKECTKOCTU ¥ KOHMOUTYpaLyu, UTPYIIKK) JekaunM manyeHtam co CMA 5q ¢ menpio
TIPUIAHUST TIPUTIOFHSITOTO, (QYHKUMOHAIBHOTO IIOJIOKEHUSI € Heobxomumon dukcaimeii
TYJIOBUILA U TIONI€PIKKOI TOIOBBI M [JIST TOOYKAEeHUsT pebeHKa K ABUTATEeNbHON aKTUBHOCTU
[92].

VpoBeHb yoeauTenbHOCTH pekoMmeHaaimii C (ypoBeHb TOCTOBEPHOCTHM JOKA3aTeIbCTB — 4)

KommenTapum: OprTesbl IIpeACTaB/SIIOT €000 TeXHUYecKue CpencTBa peadowIuTaluu,
UCIIONb3yeMble [T M3MEHEeHMSI CTPYKTYPHBIX U (QYHKIIMOHAJbHBIX XapaKTePUCTUK HEepPBHO-
MBIIIEUYHOM U CKEeJIeTHBIX CUCTeM U 06ecneqMBa}ou1Me, B 3aBUCUMMOCTU OT MeIULIMHCKUX
T0Ka3aHMi, OPTOTeIMUeCKyI0 KOPPEeKIMIo, PasrpysKy, Gpukcaimio, akTUBMU3AILMIO IBUTATETbHBIX
dyukmmit. CyMmMapHOe BpeMsI HAXOXIEHMS B opTe3ax Ao 8-12 4acoB B AeHb. MUHMMAaIbHAS
YacToTa MPMMEHEeHMs] OPTe30B IS JeKauux MalnyeHToB — 5 pa3 B Hememo. duKkcanuusi TpymHOI
KJIeTKY PEeKOMEH[IyeTCsT [IJIsl CTAabwimM3aumy TOJOKeHMs], MPOPWIAKTUKY CKOIMO03a U [Jis
CTUMYTSITMY (PYHKUIMOHAIBHOM aKTUBHOCTU. OUKCAIMS 1IIeV YaCTO UCIIONb3YeT s IJIST IO/ Ie PIKKI
TOJIOBBI [IJII MUHMMM3ALMM DPUCKA YAYIIbS B BEPTUKAIBHOM TIONOXKEHMM, TaK KakK (YHKIUS
KOHTPOJISI TOJIOBBI YaCTO OTCYTCTBYET UM OC/IabIeHa.

¢ PeKOMEHAYIOTCS KpewIa-KOMSICKM C PYYHBIM TIPUBOAOM C JIOMOJTHUTENbHON (uKcammeii
(oI Iep>KKO¥1) TOJIOBBI M TeJIa, B TOM UMc/Ie IJ1sT 60mbHbIX I1IIT, TporynoyHble (IJ1s1 MHBAIUIOB U
IeTeii-MHBAIMAOB) CUASYMM U JieskauuMm MamyeHTaM co CMA 5q mjis obecrieueHust o01Ieit
MobubHOCTH [92].

VpoBeHb yoenuTenbHOCTH pekoMeHaaluii C (YypoBeHb TOCTOBEPHOCTHM OKA3aTeIbCTB — 4)

KommenTapum: [Ii1 MOOWJIBHOCTY M TPAHCIIOPTUPOBKY PEKOMEHIYETCSI MCIIOIb30BaTh Kpecia-
KOJISICKM C PYYHBIM TIPMBOAOM C TOIOJIHUTENbHON (uKcarueil (ToanepKKoit) TOMOBbI U Tea,
KOMHATHbBIe U TMPOTYJIOUHbIe M Kpecaa-KOMSICKM C OOIOMHUTENbHOM (uKkcamyeii (MOAmepsKKoii)
TOJIOBbI M Teja C 39JeKTPONpuBOAoM. OHM M3TOTABIMBAIOTCS MHOMBUAYAIbHO IO OOGBEMHOI
TPEXMEpHOJ MO 3aiHel [TOBEPXHOCTY TeJla, 3TO - JIOKEMEHTHI, yCTAHOBJIEHHbIE Ha KOJIECHYIO
6a3y Kpecia-KOJISICKM COOTBETCTBYIOIIETO pasMepa U HasHaueHus. [Ipu mmombope Kpecsia-KoJsSCKU
¥ QYHKIMOHAJIBHOTO Kpecia CHeUMAJIUCT IO/DKeH Y4YecTb HeOoOXOOMMOCTh [TOITOJHUTETbHbIX
2JIEMEHTOB [IJIS TTOMIIepPsKaHMsI PEKOMEHIYEeMO O3kl ¥ BHECTM 9TO B PEKOMEHIAIINY TI0 U3IENIO.
CnegyeT yOemuTbcsi B MaKCUMMaJbHOWM (QYHKIIMOHAJIbHOM HE3aBUCUMOCTM ¥ KOMMOPTHOCTU
MpeObIBAHMS B Kpecyie-KoJsCKe.

¢ PekomeHAyeTcs1 TIpeObIBaHME B ITOJIOKEHUNM «CUIsI» JeXXauuM MamyerTa co CMA 5q ¢ menpio
MPODWIAKTUKM  OPTOIIEANYECKUX OCJTOKHEHMII OCHOBHOTO 3a00/JeBaHMSI U  CO3TaHUS
busMonornuecKkmx yCIOBUil T HOPMaJbHOTO PasBUTUS UM (QYHKIVOHMPOBAHMUS BHYTPEHHUX
opraHos [20].

VpoBeHb yoeauTenbHOCTH pekoMeHaaluii C (ypoBeHb TOCTOBEPHOCTHM JOKA3aTeIbCTB — 5)



KommenTapum: [Ij1s1 ipe6bIBaHlsI B ITOJIOKEHUM «CUIST» UCIIONb3YIOTCS OIIOPDI AJISI CUIEHNUS UIIN
Kpec/Ia-KoJsICKY KOMHATHbBIE C TOTIOTHUTENbHO (hrKcatueii (oA mepskKoii) TomoBsI U Tena. Takke
TIOJIOKEHME «CUJISI» B T€UEHME JHSI JOCTUTAETCS MPeObIBAaHMEM B MPOTYJIOYHOM Kpecse-KOoJsICKe.
CupeHue B TEXHUYECKOM CPEeACTBE IO/DKHO MPOBOAUTCS B TYTOPax Ha TOJEHOCTOITHBIE CYCTaBbI.
[Tpe6GbiBaHME B TIPABMILHOM ITOJIOSKEHUM «CULIST» PEKOMEHIOBAHO CyMMAapHO 10 6 YacoB B IeHb.

B KauecTBe [OMOMHUTENbHBIX GYHKIMS B CPeOCTBe [Jisi CUIEHUS [OKHBI BBICTYTATh:
(YHKIVOHATBHbIN MMOATOMOBHUK (160 TO3UIMOHMPOBAHME TOMOBBI C TIOMOIIbIO MeT/In [1ccoHa),
obecreunBamIINii GOKOBYIO U MepenHe3agHIO CTaOMIN3alMI0 TOJIOBbl M He OTrpaHMYMBAIOLINIL
BO3MOYKHOCTHM IBVKEHMSI TONOBO¥; CUIEHbE C PEerylIupyeMbIMy TIYOMHOM, MIMPUHON U YIJIOM
HakIoHa. KOHCTPYKTMBHO CHUIEHMEe pa3[eleHO Ha TasoBYIO U GelpeHHbIe YacTH, YTO TO3BOJISIET
MaKCMMaJIbHO TIOJIHO pellaTh MMeroluecs y pe6éHKa mpo6seMbl ¢ 6aJaHCOM M CUMMeTpUeii,
BbI3BaHHBIE BTOPMUYHBIMM OPTONEOVYECKMMY OCIOKHEHMSIMU. Perynupyemasi 1o BbICOTE U YLy
HAaKJIOHA CIMHKA; (QuUKcaTOop TYIOBUIIA(GKUIIET), TMpPeIOXpaHUTEIbHbI Ta30BbIil  IOSIC,
perynuMpyemble MONJOKOTHUKMU; pasfiefbHble, PEryaupyeMble MOJHOXKKYM ¢ (MKcaTopaMiu CTOII,
MIPUCTABHOI CTONMK; MPOTHUBOITPOJIEXKHEBAS TTOAYIIKA.

e PekomeHAayeTcss MCIIONb30BaHMe opTe3a TyloBuia (QYHKIMOHATbHO-KOPPUTUPYIOLIETO
KOpCeTa), M3rOTOBJIEHHOTO IJi pebeHKa WHAVBUAYIbHO IO CJIENKYy C MCIOIb30BaHMEM
BBITSDKeHMSI TIeTVIEN [71ccoHa 3a TOJI0OBY WIM B TOPM3OHTAIbHOM ITOJIOKEHUM C yCTpaHeHMeM
medbopmanuii gexxauum mamyeHTa co CMA 5q B IOJIOKEHUM CUIOSI C IIEbI0 MPEIsTCTBUS
00pa30BaHMIO CKOIMOTUYECKOI Aedopmaliuu mo3BoHoUHMKA [20].

VpoBeHb ybenuTenbHOCTU pekoMeHaaimii C (YypoBeHb TOCTOBEPHOCTHM OKA3aTEeIbCTB — 5)

KommenTapun: Kopcer myist nanneHToB c0 CMA mcronb3yeTcst GyHKIMOHAIBHO-KOPPUTUPYIOINIA
«C OIOpOJ Ha Tas», COXPaHSIOUMI 6aJaHC TIO3BOHOYHOTO CTOM0a, IIpefoTBpaIlaloinii
KOJIOKOJIOOOpa3Hyo JedopMalMio IPYIHOM KIeTKM ¥ He Hapyllawiiuii (QyHKIUI0 BHEIIHEro
IbIXaHVsl. BO3MOKHO MOTPe6YyeTcs] «OKHO /IJIs AbIXaHWSI» M OTBEPCTUE JIJIST TaCTPOCTOMBI (TIpU eé
Hanmuuum). CyMMapHOe BpeMsl HaXOXKIeHMsI B KopceTe BO3MOKHO 10 6-8 4acoB B JeHb.

¢ PekomMeHAyeTCA eKeIHEBHOE MCIOIb30BaHME OpPTE30B HA HIDKHME  KOHEUHOCTH,
M3TOTOBJIEHHBIX MHAVBUAYAJTbHO (HAIIPMMEpP, TYTOPbI HA TOJE€HOCTOIHBIE CYCTaBbl — [JIS
CUIEHNS, TYTOPBI HA BCIO HOTY — IJIsSI CHA) JieskauuM nanyeHTa co CMA 5q 1j1st mpejoTBpaieHust
U 3aMeJIeHus Ipoliecca 06pa3oBaHMsI KOHTPAKTYP CYCTaBOB KOHeUHOCTel [92].

VpoBeHb yoemuTenbHOCT pekKoMeHaanuii C (YpOBeHb JOCTOBEPHOCTY TOKA3aTEIbCTB — 4)

4.2. PeaOuamranmus CUASIYUX MTAII€EHTOB

Znsa cudsauux nayueHmos 8axcHo Kaxk cobntodeHue NpUHYUNAa 003uposaHus Gusuueckoii Hazpy3xu, max
U NpUHYUNA eHedpeHuUs (uuueckoili mepanuu 6 06pa3s #u3Hu pedeHKa.

O0Ho u3 eedywux u JOUMBIX NOJIOMCeHUL makux demell - NOJIOXMEHUE «CUuds», KOmopoe 8 CUIy
OCHOBHO20 ~cumnmoma 3abonegaHust  (crabocmu — CKeJlemHslX — Mblly), HeCnocobHocmu K
CamocmosimesbHOMY U3MEHEHUIO NOJIOXEeHUs Mena/no3sl (Nepemexcamscs 6 NONOMEHUU «Cuds») U
N0ZPeWHOCMAX NOCMYPANbH020 KOHMPOJs CNOCOOHO (opmuposams HeCUMMEMPUYHbLI nammepH
nocaoku ¢ HepasHoMepHsiM pacnpedeneHueM ONOpsl HA KOCMU masa (chpasa/cnesa) ¢ nepekocom
masa (Hadmasos02o 3a cuem CKOIUO03a 2eHe3a) U ObICMPO NPOBOYUPOBAMb PA38UMUE CKONUOMUUECKOT
depopmayuu no3eoHouHuka. B cesa3u ¢ mum 0coboe BHUMAHUe O0JIHHO Npudasamucs
CUMMEMPUYHOMY PA3BUMUI0 MEJIOCI0OMEHUS. NAYUEHMO08 U NPABUILHOMY NO3UYUOHUPOBAHUIO.

Ilenu peabunumayuu cudsuUX NAYUeHmMos:

* nosoluleHue MOOUILHOCMU NAYUEHMO8;

* 3amedneHue npozpeccuposamus MolweuHoli crabocmu, nomepu @QyHKyuu u QGopmuposaHus
ampodguti 6e3deiicmaust;

o yiyuueHue pyuHoli MaHUNYaAayuu;

e co30aHue ycaosuli 01 passumus U HOPMAaabHO20 (PYHKYUOHUPOBAHUS BHYMPEHHUX 0P2aAHO8;

e paspabomka cycmaeos u NpopuaIakmuxka o6pa3oeaHust KOHMpPakmyp;

o (hopmuposarue u noddepicaue CUMMEMpPUUHOCINU NO3bl;

o npedynpexcdeHue CKoaUOMuUeckoli depopmauuul NO36OHOUHUKA U NepeKoca masa;

e ob6yueHue OblMOBbHIM HABBIKAM U HABBIKAM CAMOOOCIIYHUBAHUS 8 Cpele.



Ocoboe 3HaueHue 8 ¢u3uueckoli mepanuu yodensiemcss GopMupo8avuio CUMMempuuHOCmu no3sl U
MUHUMU3AYUU pasnuyuii 8 pazeumocmu u pyHKYUU mexdy npassiMu U J1e8blMu KOHEUHOCTIMU.

e PexomeHAyeTcs MCIONb30BaHME CIENMAIM3UPOBAHHBIX OPTE30B — OPTOIEeIUYEeCKUX
anmapaToB Ha HICKHME KOHEUHOCTM M TY/IOBUINE cuAsiuuM mamyeHtam co CMA 5q 6es
KOHTPAKTyp [IJs1 TIOAAepKaHUsS BEepPTUKAIbHON T03bl M CIOCOOHOCTM K TIepeABMKEHUIO C
TIOMOLLBIO CPEeLICTB NOIOMHUTEIbHOM onopsl [20].

VpoBeHb yoeauTenbHOCTH pekoMeHaaluii C (ypoBeHb TOCTOBEPHOCTHM JOKA3aTeIbCTB — 5)

KommeHnTapum: Annapar CKOHCTPYMPOBAH CIELMaJbHO [JIS MAlMEeHTOB C BSUIBIM IapaanyoM,
CIUJIO¥ MBIIII] HYDKHUX KOHEUHOCTe MeHee 2-X 6a/1/10B. OCO6eHHOCThIO JaHHOIO OpTe3a SIB/ISIeTCS
BO3MOXXHOCTb MEXaHMYECKM aCcCUCTUPOBATb YCUJIMAM peOEHKA, B3aMMHO IepeMelasl HVDKHIMEe
KOHEUYHOCTM, B CMMMETPUYHON mo3e. Takoi amnmapar MO3BOJISIeT HaXOAUTbCSI B BEPTUKAIbHOM
TIOJIO’KEHMM Y TIePeMelaThCsl C OITOPOoit Ha XOMyHKM 0e3 ToAAepsKKM POAUTeNIei, TPU TOCTaTOYHO
cuie B pyKax. JTa BO3MOXKHOCTh MMeeT OrPOMHOe BiusHue Ha dopmupoBaHue pebeHKa Kak
He3aBUCHMO TMIHOCTH, 001a1a101eli BO3MOKHOCTBIO K TIPSIMOCTOSTHUIO U TTepeMeIeHUI0 B 3TOM
NonoXkeHMK. BepTukanbHas 1o3a He MO3BOIUT Pa3BUBAThCS 3aCTOMHBIM SIBJEHMSIM B JIETKUX, YTO
CHU3UT PUCK pasBUTUS OCIOkHeHMIT npu OPBU, yaydmmuT maccaxk IO >KeayJOYHO-KUIIeYHOMY
TPAaKTy ¥ MOYEBbIIeNNUTEeNbHONM cucTteme. OceBasi Harpy3ka Ha CKejeT IIPefOTBPATUT pa3BUTHE
0CTeoIopo3a 1 BTOPUYHBIX TeopMariyii KoCcTeil U CyCTaBOB.

[IpebbIBaHME B CTOSTYEM TIOJIOKEHUM ITOJIKHO ITOOMIPSIThCS. ITopmepskuBaeMoe TIOJIOKEHME CTOSI
IOJKHO COCTaBJIATH 10 60 MUHYT, a MMHMMAaJIbHAas YacToTa - 3-5 pa3 B HeJeio, ONTUMasIbHas 5-7
pas B HEEITIO

e PekoMeHAYIOTCS OpTe3bl TYAOBMINA — KOpPCeThl (PYHKUMOHAABHO KOppurupymwoime (rpyno-
MMOSICHMYHO-KpecTioBble — Tuma TSLO) cuastumm manyeHtam co CMA 5q sl yaydIneHus
OCaHKM M JBUTATEIbHBIX QYHKIMI [92].

VpoBeHb yoenuTebHOCTI pekoMeHaluii C (ypoBeHb JOCTOBEPHOCTY TOKA3aTeNbCTB — 4)

KommenTapun: Cratuueckue, TMHAMUYECKMe U (PYHKIVOHAIbHbIE OPTE3bl MCIIONb3YIOTCS ST
M3MeHeHMs] T[IOJIOKeHMsI U IlepeBoja B BePTUKAAbHOE IIOJOXKeHMe IaluueHToB. s
BepTUKAIM3ALMY  BO3MOXKHO  MCIIONIb30BaTb  KPECIO-KOJNSCKY € 3JIeKTPOIPUBOAOM  C
BO3MOXXHOCTbIO TT€PEBOJA TMAalMEHTa B IMOJIOKEHME «CTOST». IIpucIoco6meHnst Jjisl MOANEPKKU B
BEPTUKAIBHOM ITOJIOKEHMM BasKHBI IJIsI 00JIeTYeHMsT PACTSKKY HYDKHMX KOHEUHOCTEI, a TaKKe ISt
yayJinenus QYHKIMIE OpraHM3Ma ¥ O3J0POBJIEHMS KOCTHO TKaHu, [Jisi obGecrieyeHus
BEPTUKAJIBHOTO IIOJIOKeHUSI M yIAy4IleHMs IIOJIOKeHMSI TI03BOHOYHMKA M BCero Tesa.
PekoMeH[TyeTCsT TPOAKTMBHbBIE MCIIOIb30BaHVE QYHKIVOHAIBHO — KOPPUTUPYIOIIVIX KOPCETOB y He
CUaguUnX nanyeHToB co CMA, momyvyamlyx MaToreHeTUYeCcKylo JeKapCTBEHHYI0 Tepamnuio, s
rpefoTBpalieHus gedopmaruii M yBeludeHust aKTUBHOCTH [93].

¢ PeKOMEHAYIOTCS OpTOIequMuecKue armapatbl — OOJeryéHHbIii ammapaT Ha HIDKHKE
KOHEUHOCTM M TYJIOBUINE WINM amlapaTbl Ha TOJEHOCTOITHBIN ¥ KOJEHHbBIV CyCTaBbl, WIA
anmapaTthl Ha BCIO HOTY, WIN amiapaTr Ha HUKHME KOHEUYHOCTY ¥ TYJIOBUIIE IJIST PEIMITPOKHOM
xomab0bl (RGO) - cupgsumm maumeHtam co CMA 5q, o6mamaromyM [OCTATOYHON CUIION, IS
00erdeHus CTOSTHUSI U XO[IbOBI C TTOMOIIbIO IPyTuX jin [20].

VpoBeHb yoequTeIbHOCTY pekomMeHganuii C (YpOBeHb JOCTOBEPHOCTH S0Ka3aTeIbCTB — 5)
KomMmenTapum: MuHuMa/IbHasl YaCTOTa IIPeObIBaHMS B OpTE3ax 5 pas B HEAEIIO.

e PexoMeHAYIOTCS CpeAcCTBa IE€peABVKEHMSI aJalTUPOBaHHbIE (MHIMBUILYaIM3MPOBAHHbBIE
KPecsa-KoJISICKM C PYYHBIM IIPUBOAOM C JOTIOTHUTENbHOI duKcalyeit (IoaIepskKoit) TOOBbI U
Tena, KOMHATHbIe U TIPOTYJIOUHbIE ¥ W3TOTOBJEHHbIE WHAWBUAYATbHO IO OOBEMHOI
TPEXMEpHOV MOIenu 3aJHeli MOBEPXHOCTU Tesla JIO)KEeMEHTbI, YCTAaHOBAE€HHbIEe Ha KOJIECHYIO
6a3y Kpecjia-KOJMSICKM COOTBETCTBYIOIETO pas3Mepa M Ha3HAUeHMsI) CUASYMM IalyieHTaM CcO
CMA 5q miist obecrieueHust 061eii MO6MIbHOCTH [92].

VpoBeHb yoemuTenbHOCTH pekKoMeHaanuii C (YpOBEHb JOCTOBEPHOCTY TOKA3aTEIbCTB — 4)

Kommenrapun: IIpu 1mogbope KOJMSICOK — CIeAyeT PYKOBOJACTBOBAaThCS — MaKCUMMAaJIbHO
(byHKIIMOHATBHO HE3aBMCUMOCTbIO M KOMQOPTHOCTbIO Tpe6bhIBaHMS B Kpecie IalyeHTa;
MpeIoYTeHNe CIeIyeT OTAaBaTh KOISICKAM aKTMBHOTO TUIIA U KOJISICKAM C 3JIEKTPOIIPUBOIOM.



e PekomeHayeTcss aproTepanusi cuasuum manueHtam co CMA 5q 11 okaszaHusi TTOMOIIU
MalUMeHTy B IIOBCeJHEBHOV >XKM3HU, Pa3BUTUS U MOLLEPKaHUSI €XKeJHEeBHO MCIOAb3yeMbIX UM
HaBbIKOB [20].

VpoBeHb yoemuTerbHOCT pekKoMeHaanuii C (YpOBeHb JOCTOBEPHOCTY TOKA3aTEIbCTB — 5)

KommenTapum: PekoMeHIyeTcs MpMBIEKAaTh CIEUMANNCTa IO 3ProTepanuy Kak Mpu mogdoope
MporpamMMbl GU3NUECKUX YIIPKHEHMIT U PacTSDKeHUs, Tak U IJISI peKOMeHAAlNii OTHOCUTEIbHO
COLIMANIbHBIX B3aMMOJENCTBUI, TaKMX KaK MOCellleHre yUeOHbIX 3aBefieHNii, BIOOp rpodeccun u
yJacTye B COIMATbHBIX aKTVBHOCTSIX.

4.3. PeabuimTanus Xooa4ux MarieHToOB

Jns xo0sauux nayueHmos (ambynamopHas cmaodus) COXpPaHsemcss NpuopumemHocms NpuHyuUnos
003uposanusi uauueckoli Hazpy3ku u 6HeopeHus (u3uueckoll mepanuu 8 NOBCEOHEBHYH) HCU3Hb
pebeHKa.

Jemu 0aHHoll 2pynnel cmpemsamcs K akmueHoMy nepedsuiieHur U xoobbe, 00HAKO, 8 8udy cnabocmu
CKeslemHOU MYCKYamypol U HU3KOU 8bIHOCAUBOCMU UMEIM Uacmyi nompedHocms 6 omobixe, K020d
npuHumarom Hepeoko degexmuoe nosoxeHue «cuosi». B uyenom ons xodsuux demeli 8 CpasHeHUuu C
cudsuumu demsMu xapakmepHo 0Oosee MszKoe meueHue 8MOPUUHBIX OPMONEeOUUECKUX OCT0MCHEeHULI
(Kak paseumus KOHMpAKmyp 6 cycmaeax KoHeuHocmell, mak u (popmupoeaHus CKOJUOMUUECKOU
depopmayuu no360HOUHUKA) U UX NpozpeccuposdaHus. Llenu peabunumauuu xo0auux NAyueHmos
NpuUMepHO me Mce, 4mo u y cudauux nauyueHmos ¢ 000asjeHuem Uyeau No8vllleHUs 8bIHOCAUBOCU/
MOonepaHmMHOCMuU K (YU3U4eCKUM Hazpy3Kam.

e PexomeHAyeTcs1 MCIOIb30BaHNMe CPENCTB IlepelBIDKeHUS] aJalTUPOBAHHBIX (TPOCTU U
MHOTOOITOPHO TPOCTH, XOMYHKOB KOJECHBIX U APYTUX CPENCTB, HaMbOIee TIOJHO OTBEYAIONIX
MMOTPEOHOCTSIM TMaIeHTa, anmnapaToB RGO (CM. y CUASTUMX MMAIMeHTOB) XOASUMM IalyieHTaM Co
CMA 5q, TpeOylmuM [IOTOJHUTEIbHOM OIOPbl TPU XOAbOe, C IIeJIbl0 COXpPaHEHMWS
JIBUTaTeIbHOM aKTUBHOCTU [93].

VpoBeHb yoeauTenbHOCTH pekoMeHaaimii C (ypoBeHb TOCTOBEPHOCTHM TOKA3aTeIbCTB — 5)

Kommenrapum: Co BpeMeHeM IIOAJepsKaHMe CIIOCOOHOCTM XOOMUTh MJisg IauyueHToB co CMA
JMOCTUTAeTCSI C TIOMOIIbIO CPENCTB IOTOJHUTENbHOI OIopbl. B wiyuae momb6opa CpencTs
JIOTIOJTHUTEIbHOM OIMOPbI C 1IeJbI0 MPOAJIEHMS XOAbObl Yy TaiueHToB co CMA Heo6Xomumo
ONMMpaThbCsl HA TeKYLMII CTaTyC IalueHTa (COXpaHsis aKTUMBHOCTb M COLMAJbHBIN CTATyC
JIMYHOCTM), a He Ha IMPOTHO3MpyeMoOe TeueHue, TeM CaMbIM IIpenjaras mjis pebeHka Gosee
VHBTUIN3UPYIOIIVE TIPUCIIOCOOTIEHMSI.

¢ PekomeHAayeTcss opromeaudveckasi 06yBb XoasuumMm mnamyeHtam co CMA 5q, umemum
nedopManyy CTOoI, C IeJbI0 06/IeryeHNs JBUraTeIbHO aKTUBHOCTH [94].

VpoBeHb ybenuTenbHOCTU pekoMeHaaluii C (ypoBeHb JOCTOBEPHOCTHU I0KA3aTEeNbCTB — 5)

¢ PekOMeHAyeTCsl JMCIIOIb30BaHME OPTE30B - amMapaToB WX TYTOPOB Ha TOJEHOCTOITHbIE
CyCTaBbl COBMECTHO C 00YBbIO XOAsTuMM manyeHTam co CMA 5q, umenommm aedopMalium CTorl,
IL71sT obnerueHust XombOs [95].

VpoBeHb yoenuTenbHOCTU pekoMeHAaluii C (ypoBeHb TOCTOBEPHOCTHM IOKA3aTeIbCTB — 4)

¢ PexomeHAyeTcs UCIOAb30BaHMeE CPEACTB MepelBIKeHMS afallTUPOBAHHbBIX - Kpecia-KOISICKA
aKTUMBHOTO TUMAa Xo#suuMM nanueHTam co CMA 5q Tum mpu OrpaHMYEHHON BBIHOCIMBOCTY
pebeHKa MM HEOOXOMMMOCTU TMepeABMKEHNUS] Ha OOJbIIMEe PACCTOSTHUS IJIsl YBEJIUUEHUS
MOOGWIBHOCTY MalueHTa [96].

VpoBeHsb yoenuTeIsHOCTH pekoMeHanuii C (YypOBEeHb JOCTOBEPHOCTHU JI0Ka3aTe/IbCTB — 5)

¢ PekOMEHAyeTCsl VICIONb30BaHNe pPeabMINTAIMOHHBIX U afalTUPOBAHHBIX ISl VMHBAINUIOB
U3JEeNUii - Omop MJiA CUIOEHWsS, OTBevalollMX BCeM TpPeGOBaHMSIM IMPaBUIBHOTO
TTO3UIMOHMPOBAHMUS (JOIMIOMIHEHHBIX OOKOBBIMM (DUKcaTOpamMyu KOpITyca Ha YPOBHE TPyIu,
PErysiTOpOM HAKJIOHA CIIMHKK, TOJJIOKOTHUKAMM C MEXaHM3MOM pPEeryavMpOBaHUSI BbICOTHI,



MTOACTABKO MIJIST CTOI C MEXaHM3MOM PEryIMpOBaHMS YIJIa HaKJIOHA) XOOSIUMM IalyeHTaM Co
CMA 5q miist mpodutakTuky ckonamosa [20].

VpoBeHb yoenuTenbHOCTH pekoMeHaaluii C (ypoBeHb TOCTOBEPHOCTHM JOKA3aTeIbCTB — 5)

¢ PekomMeHyeTcs TIpMMeHeHYe OpTe3a TYJIOBUINA - QYHKIMOHATbHO-KOPPUTUPYIOIIETr0 KopceTa
xopsuuM  manueHTam co CMA 5q mnpu Hammumm yraa  gedopmaiyy  MMO3BOHOYHMKA,
u3MepeHHoro mo metony Ko66a, 15 u Gosee rpagycoB, M3TOTOBJIEHHOTO I10 CJIENKY C IPYIHO
KJIeTKM pebeHKa, ist coxpaHeHust 6ananca [20].

VpoBeHb ybenuTenbHOCTU pekoMeHAaluii C (YypoBeHb JOCTOBEPHOCTHU IOKA3aTEIbCTB — 5)



5. ITpodmunakTuKa U AUCIIaHCEPHOE HAO/II0AeHMe,
MeIMIMHCKNE IIOKa3aHUA U IPOTUBOIIOKAa3aHMUA K
IMIPUMEHEHNIO MEeTOLOB MPOPMIAKTUKA

¢ PekoMeHyeTCs BaKIIMHAIST MPOTUB pecrpaTOpHO-CUHIUTHATHLHOTO BUpYCa
naauBuzymabom™** Bcem manyeHtam co CMA 5q B TeueHMe TepBbIX JABYX JIET KU3HU, a TAKKE
eXerofgHasi BaKIMHALMS TPOTUB TPUIITA UM ITHEBMOKOKKA (MOCAe 6 MeCsleB JKU3HU) IJIst
MPOGMIAKTUKY ITUX MHDeKmit [57].

VpoBeHb yoemuTerbHOCT pekKoMeHmanuii C (YPOBEHb JOCTOBEPHOCTY TOKA3aTEIbCTB — 5)

KommenTapun: CornacHO KaJieHIapio BaKIMHAIMY, TALMEHT JO/DKEH IOJNYYUTD MepBbie 3 J03bl
BAKIVHbBI JJ/IS1 TPOMMIAKTUKM TTHEeBMOKOKKOBBIX MHGEKIMA A0 roma, M 4-10 mo3y mocie 12
MecsieB. Bce ocranbHble BakIMHBI BBOASTCS mersM co CMA 5q cornmacHo HaumoHambHOMY
MIPVBMBOYHOMY KaJIeHIapIo.

e PekomeHIyeTCsI MOJIEKY/ISIPHO-TeHeTUUYeckoe MCCIegoBaHMiI myTauuii B reHe SMNI y
IJI0f1a, ¥ MIpeMMIIaHTalMOHHAsl reHeTrYecKasl OMArHoCTHKa SMOpMoHa (C MCIIOAb30BaHMeM
9KCTPAKOPIOPATHHOIO OIIOJOTBOPEHMST) poauTensM mamueHta co CMAS5qg, a Takke mapam, B
KOTOPBIX KaKIbIA M3 IMapTHEPOB SIBJISIETCSI MOATBEPXAEHHBIM TeTepO3UTOTHBIM HOCUTEIeM
neneuuu 7 uian 7-8 sk30HOB reHa SMNI, c 1ie/ibl0 MpeAoTBpallleHs] TOBTOPHOTO POXKIEHMS
peberka co CMA B cembe [20].

VpoBeHb ybenuTenbHOCTU pekoMeHaaimii C (ypoBeHb TOCTOBEPHOCTHM OKA3aTeIbCTB — 5)

KommenTapun: I[lpoBeneHne npenatanbHoV JHK-guMarHocTMkyM BO3MOXHO Ha pa3HBIX CpPOKax
6peMeHHOCTH: 8-12 Hemenb (BOPCUMHBI XOpUOHA), 15-18 Hemenb (aMHMOTHUYECKAS JKUIKOCTD), 20-24
Heneny (MyMOBMHHAsI KPOBb). ONTUMAaTIbHBIM SIBJISIETCS] MCCIEOBaHNME OMOMTAaTa XOPUOHA: MPU
HebIaronpusITHOM IIPOTHO3e OGepeMeHHOCTh MOKEeT ObITh IIpepBaHa B CPOKM OOBIUHOIO
MeIUIMHCKOro abopTa.

OpraHnusanyus okasaHuUs MeIUIIMMHCKOM ITOMOIIM

ITokazaHus K rocinmuTajin3danvin:

INokasaHus AJisl IVIAaHOBOJ TOCIIUTAIN3allY B JeTCKoe HEBPOJIOIMYECKOE OTAEC/ICHUE:

1.Bce mammenTtsl co CMA 5q 1 pas B rog mis (GYHKIMOHAIBHOI [OBUTATEIbHON OIIEHKH,
00cemoBaHMs Ha HaJaMuMe OCIOKHEHM 3a00/1eBaHMS — PeCIMPATOPHBIX, KOCTHO-CYCTaBHbBIX U
racTPOIHTEPOTOTMUECKUX, & TAKKE JIJIST ITPOBEIEHMST PeadbIMTall .

2. Bce maiyeHTsl co CMA 5q [Ij1s1 MHTpaTeKaJIbHOTO BBEIEeHNSI HYCMHEPCEHa.

KoMMeHTapum: B MeXXIYHAPOAHON MPAKTUKE HYCMHEPCeH MOKET GbITh BBEJIEH B YCJIOBUSIX
JTHEBHOTO CTaIMoHapa.

3. Bce manueHThl co CMA 5q, Tpebyolye 06¢cae10BaHus epe XMPypruyeckumM OpToresnyecKum
BMeIIaTeTbCTBOM.

[TokasaHus K BBIMMCKE MAIlMeHTa IT0C/e IJIaHOBOI TOCIUTAIN3aLUy B IeTCKOe HEeBPOJIOrMUecKoe
OTIe/IeHne:

1. BeITTOIHEHNE TI71aHA OOC/TeOBAaHMSI TMallieHTa, B TOM UYMC/Ie OLeHKAa PeClMpaTOpPHBIX
HapyIIeHWI];

2. IpoBe/ieHVe PeabMINTAIMOHHBIX MEPOTIPUSTIIL;

3. 4eTKMe PeKOMEeHIAIMM 10 AAIbHEIIeMy HaOMIOAeHUIO U JIEUEHUIO.

[ToxkazaHus OJ1s1 IJIaHOBOM FOCIIUTAIN3ALMN B IETCKOe XUPpyprumueckoe oTaejeHmne:

1. maryenTbl co CMA 5q, Tpe6yioliye MoCTaHOBKY raCTPOCTOMBI;
2. nanyeHTsl co CMA 5q, Tpe6yioIiye yCTaHOBKM TPaxeoCTOMBbI,



KomMMeHTapum: MHOTIa TPaxeoCcToMa YCTaHABIMBAETCS TI0 SKCTPEHHBIM ITOKa3aHMSIM, M peOEHOK
TpebyeT SKCTPEHHOIi TOCIIUTAIN3AIIUNA

ITokasaHMs )19 SKCTPEHHO TOCTIUTAIU3AIINI:

1. PasButue y mnainueHta co CMA 5q «0ObIYHBIX» 3aboyeBaHuil (ocTpasi BUPyCHasl MHQEKLS,
OPOHXUT, TACTPOIHTEPUT C 00€3BOXMBaHMEM, allIIEHIULIAT U IPYTHe OCTPbIe BOCTIAIMUTENbHbIE
IIPOLIeCChl), HeIpenBUIEHHble IIepe/iOMbl, 3alUIaHMPOBAaHHbIE XMUPypruyeckyue IMpoLesypbl
(HarpuMep, YCTaHOBKA JKEJYIOYHOTO 30H[A, OCTeOTOMUSI Gefpa), HO NMPOTEKAKIIMX TSKEINO,
YUUTBIBAst 0COGEHHOCTY GOIE3HM.

KommenTapum: llenpio yxoma 3a MalyeHTaMM B OCTPOIl CUTyalluy SIBJISIETCS HOPMau3aiiysi
ra3zoobMeHa IMyTeM IpeaylpeskaeHus] aTeJeKTa3upoBaHus M OUMINEHMs] IbIXaTeIbHbIX MyTeil. B
OOJIBIIMHCTBE C/IyYaeB, IO BO3MOXKHOCTM, 3TM 3aJauM JO/KHBI PeIlaTbCs C ITOMOIIBIO
HeVHBA3MBHO BeHTWISILIUY JIETKUX.

2. Pa3BuTHe TSDKETBIX JKM3HEYIPOXKAIOMIVX bIXaTeJbHBIX HAPYIIEHWI C TUMIOBEHTWISILIMEN U
arHod, 0e3 COIMyTCTBYIOUIMX 3ab0/eBaHMii, MPU 3TOM [bIXaTeJbHbIE HAPYIIEHWUS TPEOYIOT
peaHMMAaIMIOHHBIX MEepOIPHUSITHIA, TIOKa3aHa TOCIUTAAM3aLMs B MeIUILIMHCKI/E OpraHu3alun,
MMeIoIl[ieé B CBOE€I CTPYKType OTHelIeHMe aHeCTe3UOJIOTUM peaHMMaluy Mau 00K (IajaTy)
peaHMMaIMM M MHTEHCMBHOI Tepamuy ¥ o0ecleuuBaole KPyrIOCYTOUYHOe MeIMIIMHCKOe
HabIoeHMe 1 ieueHue JeTeil.

KommenTapum: TIpu BBIITOJHEHMM ITPOTOKOJOB HEOT/IOXKHON TOMOIIM HEOOXOAMO
CBSI3BIBATBCSI C MYJIbTUAVCLIMUILIMHAPHON G6pUTazoii (HeBPOIOTMYECKON U ITyTbMOHOMOTYECKOIA),
BKJIIOUasi Bpaua, Kak IMpaBWIo, HEBPOJIOra MM JETCKOTO HEeBPOJIOTa, KOTOPbI OCBEJOMJIEH O
TedeHuy 6OJIe3HY U MOTEHIMATBHBIX ITPO6IeMax KOHKPETHOTO nanyenTa. Kuciaopon y manueHToB
co CMA [o/KeH TPUMEHSATBCSI C OCTOPOXKHOCTBIO. BTOpPUYHAs TUIIOKCeMUS, OOYCIOBIEHHAs
TUITOBEHTUJISITIVIEN, MOKET OBITh CITyTaHA C TUITOKCEMMEN, O6YCIOBIEHHON IPYTUMU MPUYMHAMMY,
TaKMMM KaK 3aKylopKa CAM3bI0 MM aTelekTas. KarmHOMeTpusl WM UCCIemOBaHMe KUCIOTHO-
OCHOBHOTO COCTOSIHMSI ¥ Ta30B KPOBM ITOMOSKET BBIOpATh MPAaBMIIbHBIN PEKUM MPUMEHEHMS
KUCI0pPO/a.

IIpuHIMIIBI OpraHM3aly MeIUIIMHCKONM oMol naumueHTam co CMA 5q

ITocmaroska duazrvoza CMA cmasum MHO20 80npoco8 heped pooCmeeHHUKAMu nayueHma u nepeo
cneyuanucmamu, — pabomarnwumMu ¢ MakumMu  nayueHmamu. MHozouUCIeHHble  NpOOJieMbl,
803HUKawujue npu oOHapyxeHuu u pazsumuu 3abonesarus CMA, ona pewieHust Komopuix mpebyemcs
2PAMOMHAs 0p2aHu3ayuss Npoyecca NOMOWU Npu yuacmuu MyasMuoUCYUNJIUHAPHOL KOMAaHOb!
cneyuanucmos u coontdeHue 0CHOBHbIX NPUHYUNOS U N00X0008 K ee 0KA3aHU.

annole npuHuunsl 00/IHBL COOMI00amubCsl Ha J10OOM dmane OKA3aHus MeauuuHCKoﬂ nomouwiu, Kak e
MOMEHM NOCMAHOBKU auaZHos'a, Mak u Ha 1to6om amane Hab00eHUs navyueHma.

1. [TauMEeHT ¥ €ro MpeacTaBUTENN JODKHBI TOMyYaTh MOMHYIO MHMOPMAaIio 0 3a607eBaHNM, €T0
TeueHM!, [IaTOreHe3e, IPOTrHO3aX, OIOKHEHMSIX M MeTOAaX BO3MOYKHOI Tepanuu.

2. Inarnos CMA moppasyMeBaeT BO3MOKHOCTb OKa3aHMS MEPBUYHOMN, CHeluaan3MpoOBaHHON U
Ma/UTMATUBHO TIOMOIIY HA BCEX dTarax 3abomeBaHMs.

3. IIpu mocraHoBke auarHo3a CMA, ceMbsi JO/KHA OBITh HAMPaB/IeHA K CIEIUATUCTY, UMEIIeMy
ombIT PaboThl ¢ maryeHtamu co CMA, obnafarinero coBpeMeHHOl nHopMalnein o TeueHnn
3a60/1eBaHMST ¥ BO3MOXKHOCTY Y4YaCTUSI B KIMHUYECKUX VCIBITAHMUSIX (HOBBIX JIEKaPCTBEHHbIX
TpernapaToB W/WUIM TEXHUUYECKUX YCTPOICTB). Takke BaskKHBIM SIBJSIETCS MH(DOPMMUPOBaHME
ceMell O CyLIeCTBYIOIIMX OOIIeCTBEHHBIX OpPraHyu3auusx, paboTaIIIMX C 3STOW IPYIIOf
MaleHTOB.

4. K Habmogenuio 3a namyeHToM co CMA nomkHa ObITh NMpUBIeYEHA MYIbTUIUCIUIUIMHAPHAS
KOMaHJa CIIeMaJMCTOB B COCTaBe: Bpauy-HEBPOJIOT, IeauaTp/TepamneBT, Bpady-TeHeTHUK,
CMEeLMaNuCT TI0 PEeCnMpaTOPHON MOALepKKe (Bpady-IyJbMOHOJIOT W/WAM Bpay-aHeCTe3MOJIOor-
peaHuMaTosIoT), Bpauy-KapAMOJIOr, Bpady-TPaBMaTOIOr-OpTOIeN, Bpauy-Xupypr, Bpauy [0
MeIUIIVTHCKOM peabuauTauuy u Bpau-(usnorepaneBT, Bpau-qMUeTONIOT, Bpau-racTPOIHTEPOJIOT,
a Takke COTPYIHUKM MeOVLVMHCKMX OpraHmsaumii (M MX NoApasgeneHuii), OKa3blBaloliue
CrelManM3UPOBaHHYI0 NAVIMATUBHYI0 MEeOUIIMHCKYI MOMOILb AeTsIM. [Ipyrue CrenyaamucTsl
JTOJDKHBI TIPUBJIEKATHCS TI0 ME€Pe BO3SHUKHOBEHMS CITeLIM(PUIECKUX TTPOOIEM.



KommeHTapum: Bpau-HeBposior, KaK CIENMAINUCT B 06/1aCTY HEPBHO-MBIIIEYHBIX 3a00/I€BaHUIA,
OCyIIeCTB/IsSIET OCHOBHOe HaOimioneHMe 3a mainyeHTamMu co CMA. B Kpyr ob6si3aHHOCTeli Bpaya-
HeBpOJIOTa BXOAMT 0OcCaenoBaHMe W I[IOCTAHOBKA [AMarHo3a, WHQPOPMUPOBaHME CEMBU O
3a60eBaHNY, COCTaB/IEHME [I7IaHA MHOTOMIPOMMUIBHOIO HAGIIOAeH NS, OCYLIECTB/SITh HabmoeHne
3a TManyeHTOM, OLeHMBaTh JAMHAMUKY WM CTeleHb IIPOrpeccCHpoBaHMsi 3aboieBaHusl IIpU
peryisipHbIX OCMOTpax, HasHayaeT MOJJepXKMBawIyl Tepanuio. Ha srane oxkasaHus
CIIelMaaM3MPOBAHHONM MeIMIMHCKOM IOMOIIM Bpay-HEBPOJIOT MPUHMMAET ydyacTue B OLleHKe
(byHKIIMOHATBPHOTO COCTOSIHMS TalyeHTa (OlleHKa IO IIKajaM HepPBHO-MBINIEUYHbIX HapyIIeHui
npu CMA). IIpu cocTaBieHMM IUIaHa MHOTONPOGUILHOTO HAGMIONeHNs, Bpady-HeBpPOJIOT
ompenesnsieT KPaTHOCTb HAOMIOMeHMs] y APYTUX CHelMaaucTOB MHOTOMPO(IWIbHOVM KOMAaH[IBbI,
COOTBETCTBEHHO TeKyIIeMy COCTOSSHMIO TMalueHTa. I[IpyM KakgoM OCMOTpe Bpauy-HEeBPOJIOT
OCYIIECTBJISIET MEePEOLIeHKY TEeKYIIEero COCTOSIHUSI MalMeHTa U B COOTBETCTBMM C 3TUM BHOCHUT
KOPPEKTUPOBKM B TUIAH MHOTONPOMUIBLHOTO HabmomeHus. B cBOMX peKOMEHIanusix Bpau-
HEBPOJIOT YKa3bIBaeT HEOOXOMMMble TMAlMEHTy TEeXHUYECKMe CpPeNCcTBa peabuaIuTanum,
MeIUIMHCKYIO anrapaTypy, CpeicTBa OPTOINeanyeckoil KOppeKLy, JeKapCTBEeHHbIe Ipernaparhl,
u3genuss MeOUIIMHCKOTO Ha3HAUYeHUs] M JP. B COOTBETCTBUM C BbISIBJIEHHBIMM IOTPEOHOCTIMMU
nauyueHTa.

5. CobniofieHMe TPUHIIUIIA «PAaHHErO BMEIIATeIbCTBA», YTO IMOJApa3yMeBaeT MPOQUIAKTUKY
Hen36eKHO BO3HMKAIOIIVX OCIOKHEHM Ha OHe pa3BUTHS 3a007€BaHNS U paHee MPYMeHEeHNe
TEXHUYECKUX CPEJICTB PeabuanTauum, MeAUIIMHCKONM anapaTypbl M JPyTMX METO/IOB Teparuu.



6. Opranmsanumsi OKa3aHusI MeAUIIMHCKOM ITOMOIIU

HomnomHuTenpHast MHGOPMAIMS OTCYTCTBYET



7. JononHuTeAbHast MHGopMauys (B TOM YMCIe
¢dakTOpHI, BAMSIOIIME HA UCXO, 3a00/1eBaHUS U
COCTOSIHUS)



Kpurepun onieHKM KaueCcTBa MeIUIIMHCKOM
IIOMOIIA

KpI/ITepI/II/I OLIEHKM KadyeCTBa MeOUIIMHCKON ITOMOIIM IOJI’KHBI OBITH PasnIMYHbBIMM Ha Pa3HBIX
YPOBHAX OKa3aHUS MeOULIVMHCKO ITOMOII

1. [TepBMYHAast HEBPOJIOTMYECKAS TIOMOIIb (OKa3bIBAETCSI BpauyOM-HEBPOJIIOTOM JETCKOrO KabuHeTa
TIOJIMKJIMHUKMN)

Ne Kputepun kauecrsa OueHka
BbIMNOJIHEHUA

[MpoBeaeHo HanpaBneHne Ha . Ha/Het
MOJIEKYIAPHO-reHeTUYecKoe nccnefoBaHme Mytaumin B rene SMN1

MpoBeAEHO HanpaB/eHWe Ha KOHCY/IbTaLmio Bpaya-reHeTvka Na/Het

2. OKa3aHue MOMOILM B YCUIOBUAX OETCKOTO IICMXOHEBPOJIOTUYECKOTO OTAE/I€HMS

Ne Kputepum kauecrsa OueHka
BbIMOJIHEHUA

1. MposeaeHo MoneKynsipHo-reHeTn4eckoe nccneaosaHme MyTauui B reHe SMN1, Bkntoyas onpeaeneHune [a/Het
uncna konum reHa SMN2

2. MpoBeseH npvem (OCMOTP W KOHCyfbTauus) Bpava-reHeTuka nepBUYHBbIA W/WNK Bpava-HeBposnora [a/Het
(cneumanucta No HepBHO-MbIWeYHbIM 3aboneBaHUAM) MNEepBUYHbIA, NMPU OTCYTCTBUM TaKOBbIX, AAHO
HanpasJieHWEe Ha KOHCY/1bTauuU K HUM

3. MpoBeaeHa oueHka yHKUMOHANBbHOMO ABUraTeNbHOMO cTaTyca pebeHka [a/HeTt

4 MpoBeaeHa oueHKa MYHKLNUW XEBAHWUS U INOTaHUS Ha/Het

5 lMpoBeaeH OCMOTP rPyAHOro U MOSCHUYHOrO OTAeNa MO3BOHOYHMKA Ha NpeAMeT Halnyus CKonmosa u [a/Het
kundosa

6. MpoBeAeHa KIMHWYeCKasi OLleHKa AbIXaHUsi A1 UCKIIOYEHUS HAMYUs AbIXaTeNbHbIX HapyLUEeHWi [a/Het

7 MpoBeaeH npuem (OCMOTP, KOHCynbTauusl) Bpayva-racTposHTeposiora nepBUYHbI Npu Hanuuum | [a/Her

COOTBETCTBYHOLMX Xanob*

8 MNpoBeneH npuem (OCMOTP, KOHCy/nbTauusi) Bpada-avetonora nepeBuYHbIM naumeHTy co CMA 5q, Ja/Het
KOTOpbIi MMeeT HapylleHUsi HYTPUTUBHOMO CTaTyca WM yrpoXXaeM Mo pasBUTUIO HEAOCTAaTOYHOro WMan
M36bITOYHOro NUTaHna*

9. MposeseH npueM (KOHCynbTauus) Bpaya-TpaBMatosora-optoneja NepBWYHbIA Npu  Haauwumm | [a/Hert
CKeneTHbIX AedopMaunin Ans obecneyeHns nauneHTa TyTopaMu 1 opTesamu, a npu HeobxoaMMocTn —
Kpec/ioM-KoNsickom *

10 MpoBeneH npueM (KOHCy/nbTauus) Bpaya-TpaBMaTosiora-opToneaa MOBTOPHbLI  MNPU  HanU4ymmn [a/Het
cKeneTHbIX AedopMaLumnii Npu NOBTOPHONM rocnuTanusaumm™*

11 MpoeeseH mpuem (OCMOTP W KOHCY/bTaLMs) Bpaya-nysbMOHOMOra MNEpPBMYHBIA NpW KnuHuyeckux | [da/Het
npu3HaKax HapyLweHUn AbIxaHns*

12 lNpoBeneHa nepBMYHas KOHCYfNbTauMW Bpayel U UHbIX CNEeuuasncToB U3 MeAuMLMHCKOW OpraHusaumu Ja/Het
uwnn ee CTpYKTYpHOro noAapasfenieHus, OKa3bliBakwero cneumannavpoBaHHy nNaaimaTtuBHYHO
MeAMLMHCKYI0 NMoMoLb AeTaM co CMA 5q, Npu Hanu4yuMm nokasaHun*

13 MpoBeseH npueM (0CMOTP, KOHCYNbTaLusl) Bpaya no nevyebHol GuskynbType nepBuYHbIi Ha/Het
14 MpoBeaeH npuem (0OCMOTP, KOHCYNbTaUMs) Bpada — pusnoTepanesTa NepBUYHbIIA [a/Het
15 BbinonHeHo onpeaeneHve coaepxXaHua rnoKo3bl B KPOBU AN UCKTKHOYEHUA TMNOrMNKEMNN ,El,a/HeT
16 BbinonHeHo uccnegoBaHMe KUCIOTHO-OCHOBHOIMO COCTOSAHUSA M ra3oB KpOBI/I* ﬂa/HeT
17 BbInonHeHo nccnefoBaHve ypoBHs 25-OH ButamMuHa O* [a/Het
18 BbinonHeHa perncrpaunst aneKTpokapanorpaMMbl ¢ YactoTo 1 pas B roa Ja/Het
19 BbinonHeHa peHTI’eHOFpaCbVIﬂ NMO3BOHO4YHMKA, CcneunanbHble UccneaoBaHnAa N Npoekuun ¢ USMepeHmem ﬂ,a/HET

yrna Ko66a naumeHTy C HapyLlleHWeM 0CaHKN U/Unv BUANMbIMKU AedopMaLnsaMU rpyAHON KNeTKn

20 BbiNo/sHeHa pPeHTreHoAEHCUTOMETPUA NOSACHWYHOrO OTAeNa MOo3BOHOYHMKA NauneHTy cTapwe 6 net ¢ | [a/Her
yacroTou 1 pas B rog *

21 BbinonHeHa npuuenbHas peHTreHorpadus opraHoB rpyAHON KNeTkn BceM naumeHtTam co CMA 5q kak Ja/Het
MWHMMYM pa3 B 2 roga

22 BbINONHEHO OTCacbiBaHWE CAW3W M3  POTOr/IOTKM, HOCa W BEPXHUX AbIxaTesbHbIX nNyTei u | [Oa/Her
MCMosib30BaHNE MeXaHW4ecKoro MHCybnsTopa-acnupaTopa nexayvmm naunentam co CMA 5q 1 cuasuum
nauveHTam co CMA 5q ¢ pecnupaTopHbIMU HapyLIEeHUSIMU NpU He3DhEKTUBHOM OTKaLLIMBAHUMN

23 BbINOTHEH YPECKOXHbIN MOHUTOPWUHI MapuuanbHOro AaBJIEHUS KUCIOpOAa BO BPEMS HOYHOrO CHa Ja/Het
nauveHtam co CMA 5q I tuna, a Takxke y naumeHtoB co CMA II TMna npu noJo3peHMsX Ha HOYHYIO
rMNOBEHTUNALMIO U OBCTPYKTUBHbBIE arnHO3 CHa*

24 MpoBeneHa neuyebHas du3kynbTypa npu 3aboneBaHusx nepudepuyeckoll HEepBHON CUCTEMbl U [Ha/Het
CyCcTaBoB




N2 Kputepuu kauectsa OueHka
BbINOJIHEHUA

25 MpoBeseH Maccax rpyAaHON KNeTKU MeANLMHCKWUIA NPU Hannuuy pecnmpaTopHbIX HapyLUeHNi Ha/Het

26 MpoBeneHa neyebHas GuUsKynbTypa Npu 3aboneBaHNaX BEPXHUX AblXaTeNbHbIX NyTein [a/Het

27 MpoBeaeHa MexaHoTepanusi Npu 3aboneBaHnAx nepudepruyeckot HEpBHOW CUCTEMBI Ja/Het

28 MpoBeaeHa o3okepuToTepanusi 3aboneBaHuii nepudepuyeckoil HEpBHOM CUCTEMbl MNauMeHTaM C [a/Het
KOHTpPaKTypamu

29 MpoBeseH npueM Kanbuus rlOKOHaTa M Konekanbuudepona, ecnn BbisiBIeHbl NPU3HaKW OCTEoNeHun [a/Het
WIN HU3Kas KOHLeHTpauusi BuTaMuHa D B kposu

30 BbinonHeHa ycTaHOBKa HasoracTpasabHOro 3o0HAa nauveHTaMm co CMA 5q ¢ HapyLleHUsaMU rnoTaHus [a/Het

31 BbINOMIHEHO KOPMSIEHME 4Yepe3 HasoracTpasbHblii 30HA TshkenobonbHoro naumeHta co CMA 5q ¢ [a/Het
HapyLleHNsIM1 roTaHus

* ecnu AJAaHHOI'O CIienmaancra mjimnm MeToda AMArHOCTUKU U JIeUeHUSd HET B Me,[[VILUAHCKOVI

opraHnmsanmnu, HEOGXO,Z[I/IMO JaTb HAIIpaBJIeHME B OPpyIre MeAuIIMHCKNe YUpeXXIaeHNsd, rae Takue
CIIeqMaJInCThbl MJIM ME€TOObI CYIIECTBYIOT

** ecmu MeIMIMHCKOe YUYpeXKOeHMe He pacriojiaraert pea6I/I.TII/ITaLU/IOHHbIMI/I BO3MOJXHOCTSIMMU,

IIaIVMEeHT JO/DKEeH OBITh HaIllpaBJI€H B TO YUpEXOeHue, rae pea6I/IHI/[TaLU/[H BO3MOXXHa

3. Oka3aHye [OMOIIM B YCIIOBUSX JeTCKOTO IICMXOHeBPOIOrMYecKoro orgenenns denepajibHOro
YPOBHSI U DPecITyOJIMKAaHCKOTO YPOBHS, a Takke B YCJIOBUSX CIELMaTM3MPOBAHHBIX KOEK I10
HEpPBHO-MbIIIEYHbIM 3a60/I€eBaHMSIM ™

N2 Kputepum kauectBa OueHka
BbIMNOJIHEHUA

1. MpoBeseHO MoneKkyNsipHO-reHeTUYeckoe uccnenoBaHve MyTauuii B reHe SMN1, Bknoyas onpeneneHve [a/Het
uncna konmi reHa SMN2

2. MpoBeneH npueM (OCMOTP M KOHCy/nbTauus) Bpadva-reHeTuka MnepBUYHbIA W/WAK Bpaya-Hesposiora Oa/Het
(cneuvanucta Mo HepBHO-MbIWEYHbIM 33a60/1€BaHMSIM) MEPBUYHBINA, MPU OTCYTCTBUU TaKOBbIX, AaHO
HanpaBfieHMe Ha KOHCY/bTaluio K HUM

3. MpoBesneHa oueHka (PYHKUMOHANBLHOIO ABWUraTeslbHOro cratyca pebeHka Mo pefeBaHTHbIM LiKanam un [a/Het
BPEMEeHHbIM TecTaM

4 MpoBeaeHa oueHKa MYHKLUW XEBAHUA U FMOTaHUS Oa/Het

5 MpoBeAeH OCMOTP rpyAHOro M MOSICHUYHOrO OTAENa MO3BOHOYHMKA Ha MpeaMeT Hanuuus ckonuosa u | [da/Het
Kkungosa

6 MpoBeaeHa KIMHMYECKas OLeHKa AbIXaHus [a/Het

7 MpoBeseH npveM (OCMOTP, KOHCyNbTauWs) Bpayva-racTpoO3HTEposiora MepBUYHbIA MNpu Hanuumu | [da/Het
COOTBETCTBYHIOLUMX XKanob**

8 MpoBeseH nNpuem (0OCMOTP, KOHCYNbTauMs) Bpaya-AMeTosnora nepBuyHblii nauneHTy co CMA 5q, KoTopblit [a/Het
MMeeT HapylleHWs HyTPUTMBHOrO CcTaTyca WM YrpoXaeMm Mo pasBUTUIO HEeAOCTaTOYHOro  Wan
M36bITOYHOIO MUTaHUS**

9. MpoBeseH npveM (KOHCyNbTauus) Bpaya-TpaBMaTosiora-opToneAa nepBuYHbIA Npu Hanuuumn ckenetHolx | [a/Het
nedopmaunii Ans obecrnedeHns nauneHTa TyTopamu M opTesaMu, a Mpu HeobXoANMOCTM — KPecsoMm-

KONsCKOW **

10 MpoBeneH npueM (KOHCynbTauusi) Bpaya-TpaBMaTosiora-optTonesa NoBTOPHbIA NPU HANUYUN CKENETHbIX [a/Het
Aedopmaumnini Npu NOBTOPHOM rocnuTanusaumm**

11 MpoBeseH npueM (OCMOTP W KOHCYNbTauusi) Bpaya-nysbMOHOMIOrA MEPBUYHbIA MpU  KAMHUYeckux | [da/Het
npusHaKax HapyLleHWI AbiIxaHnua**

12 MpoBeseHa nepBUYHas KOHCYbTaLUM Bpayei 1 UHbIX CNELNanncToB U3 MEAULMHCKON opraHnsauu unn | da/Het
ee CTPYKTYpHOro noapaszefieHuns, okasbliBaloLero CreLuanm3npoBaHHyo NananaTuBHy MeaULMHCKYO
nomoub Aetam co CMA 5q, npu Hannumm nokasaHun**

13 MpoBeneH npueM (0CMOTP, KOHCY/IbTaLuMs) Bpaya no nevyebHoi GuskynbType nepBuyHbIn** [a/Het

14 MpoBeaeH npuem (0OCMOTP, KOHCYNbTauus) Bpaya—duanorepanesTa NepBUYHbIit [a/Het

15 BbinonHeHo onpeaeneHne coaepxaHusa raoKo3bl B KPOBU AN UCKIIIOYEHWUS TMNOrInkKeMmnm Oa/Het

16 BbinonHeHo nccnepoBaHne KUCNOTHO-OCHOBHOMO COCTOSIHUS U ra30B KpoBU* [a/Het

17 BbinonHeHo uccnenoBaHue yposHsa 25-OH ButamMmHa [** [Oa/Het

18 BblNnoNHeHa perncrpaunsi a1eKTpokapanorpaMMbl ¢ YactoTo 1 pas B roa Oa/Het

19 BbinonHeHa peHTreHorpadus No3BOHOYHMKA, CreuunanbHble UCCNeA0BaHUs U NPoeKUUU C U3MEpPEHNEM [a/Het
yrna Ko66a naumeHTy C HapyLlleHWeM OCaHKu W/unn BUANMbIMK AedopMaumsaMu rPyAHON KNeTKN

20 BbinosHeHa peHTreHOAEHCUTOMETPUS MOSICHUYHOrO OTAeNa MO3BOHOYHMKA NauueHTy cTaplwe 6 net ¢ | [a/Het
yactoToi 1 pas B rog **

21 BbinonHeHa npuuenbHas peHTreHorpadus opraHoB rpyAHOW KneTku BceM naumeHtam co CMA 5q kak Oa/Het
MWHUMYM pa3 B 2 roja

22 MpoBeageHo wuccnefoBaHMe HECNPOBOLMPOBAHHbLIX AblXaTeNbHbIX 06beMOB M MOTOKOB MauuMeHTaM [a/Het
cTtapwe 5 net**

23 MpoBeAeH KapAYOpPeCnMPaTOPHbIA MOHUTOPUHT (ANCTaHUMOHHOE HabloaeHWe 3a nokasaTensMu yactoTsel | [a/Her
CepAeyHbIX ~COKPALEHUA W AUCTAaHUMOHHOE HabloAeHne 3a  (YHKUMOHANbHLIMWA  HApYLIEHUSMN
rnokasarteneil BHELWHEero AblXaHus) B cTauuoHape BceM naumeHTy co CMA I u naumeHTy co CMA II
cTaple 5 net co cHmkeHneM hopCcMpoBaHHOro Bblaoxa Ha 45% un bonee**




AvarHosom CMA 5q npu Hanuuuu nokasaHui u obecnedyeHnn AoCTyna K npenapary

N2 Kputepum kayecrtBa OueHka
BbINOJIHEHUA

24 BbINosIHEHO OTCacblBaHWe CNU3M U3 POTOMIOTKM, HOCa U BEPXHUX AbIXaTeNbHbIX NyTel u ucnonbsosaHve | [a/Het
MeXaHW4ecKoro MHcydnsTopa-acnMpaTopa fiexaynum naumneHtam co CMA 5q v cnasumm nauueHTam co
CMA 5qg ¢ pecnupaTopHbIMU HapyLUEHUSIMU NPU He3MHEKTUBHOM OTKALUINBAHUMN

25 BbINOMHEH YPECKOXHbIA MOHUTOPWHI MapLuasbHOro AaB/ieHUs KUCIOpoAa BO BpeMsi HO4YHOro cHa | [a/Her
nauneHtTam co CMA 5q I Tuna, a Takxe y nauueHtoB co CMA II Tvna npu MOAO3PEHUAX Ha HOYHYIO
rUNOBEHTUAALMNIO N O6CTPYKTUBHbIE anHo3 CHa**

26 MpoBeseHa neyebHas GuskynbTypa npu 3abonesaHnsax nepudepuyeckoin HEpBHOM CUCTEMbI U CYCTaBOB [a/Het

27 MNpoBeaeH Maccax rpyAHoON KNeTKM MeAUUMHCKUIA NPU HaM4ymMmM pecnupaTopHbIX HapyLlleHui [a/Het

28 MpoBeneHa neuvebHas u3KynbTypa npu 3aboneBaHUAX BEPXHWUX AbIXaTesbHbIX MyTer Mpu Hanuyuu Oa/Het
pecnMpaTopHbIX HapyLUEeHWi

29 MpoBeneHa neyebHas GusKynbTypa npu 3abonesaHnsax nepudepuyeckoin HEpBHOM CUCTEMbI [a/Het

30 MNpoBeneHa MexaHoTepanus Npu 3abonesaHnsx nepudepuyeckoin HEpBHOW CUCTEMbI [a/Het

31 MpoBeaeHa o3o0kepuToTepanus 3aboneBaHuii nepudepuyeckoin HEepBHOW CUCTEMbl MnauMeHTaMm C [a/Het
KOHTpaKTypamu

32 MpoeeseHa bGecena c poauTEnsMU naumeHTa O CyTW 3aboseBaHWUA, BO3MOXHbIX OCMOXHEHWsX u ero | [a/Her
nporHose.

33 MNpoBeaeH npuem Kanbuus rOKOHaTa** n konekanbuudepona, ecnv BbisiB/IEHbl MPU3HAKU OCTEONEeHUN [a/Het
VW HWU3Kasi KOHLeHTpauusi BuTamMnHa D B KpoBu

34 MposeaeH npnem 6ncchocdoHaToB, €Cn BbiSIBAEHbI NPU3HAKKN OCTEONEHUW UM YaCTble NepenoMbl Ha/Het

35 BbinonHeHa ycTraHoBKa HasoracTpanbHOro 3oHAa nauveHTam co CMA 5q ¢ HapyLeHnaMM rnoTaHus Oa/Het

36 BbINONHEHO KOpPMeHWE 4Yepe3 HasoracTpajibHbli 30HA TsxenobonbHoro naumeHta co CMA 5q c [a/Het
HapyLleHVsMU ToTaHus

37 BbINONHEHO paccMoTpeHWe Bomnpoca 06 yCTaHOBKE racTpOCTOMbl WM KOPM/eHWe 4epes racTpocTomy y
naumeHTa C (pakTOM HEBO3MOXHOCTU MPOrNaThiBaHWSA MWLM, NpW 6O/bLIOM PUCKE aCMUPaLMOHHOIO
CMHAPOMa M NPU HYTPUTUBHON HELOCTaTOYHOCTU

38 BbINOMHEHbI pa3bsCHEHUS O MPOrHO3e AETOPOXAEHUS U HEO6XOAMMOCTU reHeTu4eckoro obcnenoBaHus [a/Het
camux poauTenei

39 BbINOSIHEHO NpUMEHEeHWe npenapaTta HyCMHEepCeH BCEM NauuMeHTaM C reHeTMYecku noAaTBepxaeHHbiM | [a/Het

*Ecim guarHocTudeckast Miam JiedeGHasl mpoleaypa Oblia TpoBe/leHa paHee B JeKpeTupyeMbie
CPOKM, TO OHA He JIOJDKHA TOBTOPSITbCS. EC/M MeouIMHCKOe YyYpeXkIeHNe He pacrosaraer
pPeabWIUTalIOHHBIMY BO3MOYKHOCTSIMMU, TIAI[MEHT TOJKeH OBbITh HAIPABJIEH B TO YUPEXKIEHMeE,

Ie peadMIMTaLVsSI BO3MOKHA

** EcIM JAHHOIO CIIelMajiCcTa WIM MeTOZa OMAaTHOCTUKM M JIeUeHMSI HeT B MeOUIIMHCKOI
opraHu3aluy, Heo6XoAMO JATh HAIIpaB/IeHNe B IPYTMe MeIUIMHCKME YUPEKIEeHNs], Ie TaKue

CIIeqMaJICThbl MJIM ME€TOObI CYIIECTBYIOT
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CrelMaaucT MO0 MeOULMHCKON reHeTuke MwuH3apaBa Poccum, mnpencepatenb ITUUECKOTO
Komurera Munsnpasa Poccun, npesumeHT Accouyauum MegULMHCKUX TeHeTUKOB Poccun.

Jleonuyk Cepreii CepreeBud, TpaBMaTOJOT-OpPTOIe[, 3aB. TPaBMAaTOJOTO-OPTOINEIANYECKUM
otnenenneM N2 6 xiuHUKK Helipoopromnenun ®IBY «PHILI «BTO» um. akan. IA. Mnusaposar
Mwun3sgpasa Poccny, 1. KypraH. K.M.H.

MenBenesa CeriaHa HukonaeBHa, Bpau-HeBposior ®I'BY «HayuHbIli LIEHTP BOCCTAaHOBUTEIbHO
TpaBMaToJOrMKU U opToreaun» um. I.A. UnuszapoBa M3 P®, 1. 1eTCKMii BHEIITaTHbI/A HEBPOJIOT
Kypranckoii o6actu

Ounposga [TonmHa BsiuecsiaBoBHA, Bpay TPaBMaToJI0r-0pTOMNe ] KIMHMUKY TTaTO/IOTUM T03BOHOYHMKA
u peaxux 3abosneBannii otoenenus N2 1 ®I'BY «PHIL BTO um. Akan. I.A.MnusapoBa», r. Kypras,

K.M.H.

IMoneBnuenko EneHa BmagumupoBHa, mpodeccop Kademapbl OHKOJIOTUM, TeMATONIOIUM U JTYUEBOIi
Tepanuu neguarpuyeckoro ¢akynbreta O®TAOY BO PHUMY wumenu H.U.IIuporoma, A.M.H,
npodeccop, wieH [paBiaeHust Accounanym npodeccuoHaNbHbIX YIaCTHUKOB XOCIIVICHO TOMOIIA.

IMonskoB AnekcaHap BramuMupoBuy, TeHETUK, 3aBedylolmii jabopatopueii THK muarHocTUKU
OI'BHY Menuko-reHeTUYECKMIT HayuyHbI LeHTp wuMeHM akamemuka H.II. BoukoBa, uwieH-
koppecroHaeHT PAH, 1.6.H., mpodeccop.

IMonkoB [IMUTpuUii ApPHONBAOBUY, TPaBMAaTOJOT-OPTOIE[ BbICIIE} KaTeropum, PyKOBOAUTENb
knuHuKu Helipoopronenuu OTBY «PHL «BTO» um. akaz. I A. Unusaposa» Munsapasa Poccun, r.
KypraHu, g.M.H., mpodeccop PAH, uneH-kopp. ®paHITy3CcKOif akageMuu HayK.

ITpoxkomnbeB T'eHHamuii T'epMaHOBWY, aHECTE3MOJIOT-PEAHMMATOJIOT, AOLEHT Kademphl IeTCKO
QHeCTe3MOJIOTUM U MHTeHCUBHOI Tepanuu ®YB O®IAOY BO PHMMY umenu H. U. [Muporosa,
BeIyIIMii HAay4YHbI COTPYIHUK M 3aBenylolui otpeneHeM «HaydHO-NPaKTMYeCKOro LeHTpa
CrenuaaM3upoBaHHON MeOMIMHCKON momoum getsav» uM B. ®@. BoiiHo-SceHenikoro
IemapTraMeHTa 3IpaBOOXpaHeHMs T. MOCKBbI, K.M.H.

Pymenko [Omutpuii MWropeBudy, 3amecTuTenb rinaBHOro Bpaua CII6 TBY3 «lopopckas
MHoromnpoduiabHas 6onpHMIa N2 2» CaHKT-IleTepOyprckoro MeauMuMHCKOrO YHUBEPCUTETA MM.
V.II. ITaBoBa. 1. M. H., TIpodeccop

Psi6b1x TaThsiHa BMKTOpPOBHA, Bpay neguarp Bbiciieit kateropuu ®IBY «PHIL BTO um. Akaz,. T.A.
Wnusaposa» M3 PO, r. Kypran

Psi6p1x Cepreit OyeroBuy, TpaBMaTOJIOr-OPTOIEH, BBICIIEN KAaTErOpuM, PYKOBOOUTETb KIMHUKU
MaTOJIOTMM TTO3BOHOUHMKA U penkux 3aboneBannit ®I'BY «PHIIL «BTO» um. akam. I.A. nusapoBa»
MunusgpaBa Poccum, r. KypraH, aupekTop 1o 06pa3OBaHMIO B HAMpPaBJIEHUM «OPTOTEIVISI»
POCCUIICKOTO TPeICTaBUTEIbCTBA MEKAYHAPOLHOM accolMalyy ClMHaIbHBIX XMpyproB AOSpine,
J.M.H. UJleH accoumauumn mno usydenmoo meropa Mnmsaposa ASAMI Poccusi, uieH Bcepoccuiickoro
0011eCcTBa TPaBMaTOJIOIOB-OPTOIEIOB.

CaBBa Haranbss HuxomaeBHa, mOUEHT Kadeapbl OHKOIOTMM, TEMATOJOTUM U JIyUYeBOI Teparnuu
IOV BIIO «PHUMY wum. H.U. IluporoBa MwuHuszgpaBa Poccum», 3amecTuTenb INIAaBHOTO
BHEIUTATHOrO CIIeMaaMCTa 10 Na/UIMATUBHON MOMOLIM NeTCKOMY HaceleHUI0, K.M.H.

CaBuH [OmMmutpuit MuxainioBud, HEMpOXUPYpPr, TPaBMaTOJIOr-OPTOIE ], 3aB. 3aB. TPaBMAaTOJIOTO-
opromneanveckuM otaeneHveM N29 KIVMHUKYM TATOIOTUY MO3BOHOYHMKA M PeOKMUX 3a00eBaHmi



OI'BY «PHLI «BTO» um. akaz. I'A. UnuzapoBa» Mun3sapasa Poccun, K.M.H. T. Kypran

Camnero Enena IOpbeBHa, Bpau HEBPOJIOT, OTAe/NeHMe MaIMaTUBHONI nomouy getsim ['AY3 CO
«Ob6nmacTHas AeTcKast KIMHNYecKast 00abHNUIa», I. EKaTepuHOypr

CyctoB Bacwimit MuxaiioBud, HEBpOJIOT, acCcUCTeHT Kadenpbl peabwaurtonmoruu @OIT m IO,
@®Ir'BOY BO «Caukr-IleTepOyprckmii  rOCyJapCTBEHHbIN  MeaAuaTpUUeCKUil  MeIUIVMHCKMIA
yHuBepcureT» Munsnpasa Poccun.

Tosnuau Enena BacuibeBHa, Bpau AeTckuii sHmokpunHosor, OCII Hay4yHo-uccinemoBaTenbCKuit
KIMHUYeckuii uHcTuTyT nenuatpum wum. HO.E. Benprumesa @OIAOY BO «PHUMMY UM.
H.U.IIMPOTOBA» M3 P®, K.M.H.

TpeTbsikoBa AHacTacusi HuKomaeBHa - aHeCTe3MOJNIOr-peaHMMATONOr BbICIIEll KaTeropum,
PYKOBOIIUTENb CITYKObI IETCKOI aHecTe3uonoruu u peaHumatonornu OIBY «HayuHbIil 1meHTp
BOCCTaHOBUTEIbHON TpaBMaToa0ruu 1 opronegumn» uM. I'A. Unuzaposa M3 PO, r. Kypran

QexnucroB  JImutpuii  AnmekcaHapoBud, Bpaud TpaBmatosor-opronern; OCII  HayuHo-
WCCIIeNOBAaTeNbCKUI KIMHMYECKUit MHCTUTYT neguatpuu um. HO.E. Benptumesa ®I'AOY BO
«PHUMY M. H.N.ITNPOT'OBA» M3 P®

®unatoB Erop KOpbeBuy, Bpau TpaBMAaTOJIOr-OpTOIlel, KAMHMUKM IIaTOJOTUM IIO3BOHOUHMKA U
penkux 3abomneBanuit ®I'BY «PHII «BTO» mm. akan. I'A. WnmsapoBa» Mwuu3sgpaBa Poccum, T.
Kypras.

[lITabuuKMii Bacunuii AHApeeBUY, Bpau-MyJIbMOHOJIOT, AOLeHT Kadenpbl mynbMoHomorny OO0
®TrAOY BO «PHUMY UM. H.U.ITMPOT'OBA» M3 P®, K.M.H., 9KCIIepT 671aroTBOPUTEILHOr0 GoHma
«KuBmu ceituyac»

[Mykmuua Jlapuca AHaTo/lbeBHa, NefuaTp, 3aBelLylollas OTAeleHMeM Ma/UIMaTUBHOM MOMOLIU
nmetssm O6IacTHOI IeTCKOM KIMHMYeCKOi 60bHUITBI, I. EKaTepuHOYpT

KoubmukT naTepecos:

ApTembeBa CBeTnaHa BpoHucnasosHa O6pa3oBaTesibHbIE FPaHTbl M FOHOPapbl 3a IEKLUMM OT KOMMaHwuit SiHceH Cunar,
Pouw, PTC no npo6sieMaMm HepBHO-MbILLEYHbIX 3a6osieBaHuin

YperynuposaHve KOHMAMKTa - He wuMeeT GUHAHCOBbIX WHTEpPecoB B
YKa3aHHbIX KOMMaHuAaXx, He y4yacTtBoBana B HanucaHum pasaena
«MaToreHeTnyeckas Tepanua»

Benoycosa EneHa AMutpuesHa [oHOpap oT KoMnaHuu AAHceH Cunar 3a nekuunto
YperynupoBaHue KOHMNUKTa - B JleKUMM 06CyXaanncb TOSbKO BOMPOCHI
AnarHoctnkn CMA

Bnoaaseu AMnTpuii Bnaanmmposuy [naBHbIi WccnenoBaTeslb B MeXAYHApPOAHbIX KJIMHWYECKMX MpOTOKONnax co
crnoHcopcTBoM koMmnanuii PTC Therapeutics, F. Hoffmann-La Roche, Novartis,
Biogen, NS Pharma, Sarepta Therapeutics, Pfizer, Avexis.

[oHopap 3a nekumu oT KoMmnaHuii PTC Therapeutics, F. Hoffmann-La Roche,
Janssen, Novartis, Muk-dapma.

YperynvpoBaHue KOH(MAUKTa - He WUMeeT (UHAHCOBbIX WHTEPECOB B
yKasaHHbIX  KOMMaHusiX, He y4yacTBOBaJl B  HanucaHuM  pasgena
«[laToreHeTnuyeckas Tepanus»

Bonbckuii Fpuropuii bonucnasosuy Het
FepMaHeHko Onbra lOpbeBHa Het
[po3HoBa Onbra CepreeBHa Het

ly3eBa BaneHTnHa MBaHOBHa

WMxesckas Bepa JleoHnaosHa Het
WnbuHa EneHa CrenaHoBHa Het
3abHeHkoBa BukTOopusa BnaanMmumposHa Het
Kenuc Bnagummnp Mapkosuy Het
Kncenes AHTOH Bavecnasosuy Het
KokopuHa AHHa AnekcaHapoBHa Het
Konecos Cepreit Bacunbesuy Het
KomapoBa OkcaHa HukonaeBHa Het
Ky3seHkoBa JlloagMuna MuxalinosHa Het
Kyp6atos Cepreii Anekcanaposuy Het
JNeoHuyk Cepreit Cepreesny Het
Mensesesa CeeTnaHa HukonaesHa Het

Ouunposa MonnHa BayecnasosHa Het




MonesnyeHko EneHa BnagumuposHa Het

Monkos AMUTPUIA APHONbAOBUY Het
Monsikos AnekcaHap Bnagummposuy Het
Mpokonbes MeHHaaunit NepMaHoBMY Het
PyaeHko Amutpuii Uropesuny Het
Psi6bix TaTbsiHa BUKTOPOBHa Het
Psibbix Cepreii Onerosuy Het
CasBa Hatanbs HukonaesHa Het
CasuH OMuTpuii Muxaiinosuy Het
Canero EneHa lOpbeBHa, Het
CycnoB Bacunuit Muxaiinosuy Het
To3nuaH Enena BacunbesHa Het
TpeTbakoBa AHacTacus HukonaesHa Het
Ddeknuctos AMuUTpuii AnekcaHapoBuY Het
®dunatos Erop Opbesuny Het

LTabHuuknii Bacunuin AHapeesny

I'OHopap OT KOMNaHuu SiHceH Cunar 3a nexkuyuo
YperynupoBaHve KoOHMbIMKTa - B Jiekuumn o6Cyxaannucb TOMbKO BOMPOCHI
pecnupaTopHoit noaaepxku npu CMA

LWykwurHa Napnca AHaTonbeBHa

Het




ITpunoxxenue A2. MeTomonorusi pa3padoTKu
KJIVMHUYECKMUX peKOMeHaauumn

LeneBas ayguTOpUs JAHHBIX KIMHUYECKUX DEKOMEHIAIINIA:

1. Bpaum: HEBpOJIOTM, OPTOIENbI-TPaBMATOJOTH, HEBPOJIOTY, HENPOXUPYPTH, TeJUaTPBhI,
aHeCTe3MOoJIOr-PeaHMAaTONIOTH, TaCTPOIHTEPOJIOTY, OUETONOTH, IIYJbMOHOJIOTH, JEeTCKUe
KapayoJIoTH, Bpaun jeue6Hol GU3KyIbTYPhI 1 Bpauk-(u31oTepaneBThl.

2. CTyneHTbl MeIULIMHCKMX BY30B, opauHaTOpPbI, aCIIMPaHThI.

METOI[])I, UCIIOJ/Ib3yE€eMbI€ IJIsA CGOpa/CEJIeKI.H/IM AOKa3aTeJbCTB: IMMOMCK B 3JIEKTPOHHbIX 6asax
JAaHHDbIX.

OmmcaHye METOJ0B, MCIIOJb30BAaHHBIX JJIsI OIEHKM KadyecTBa M CWIbl J0Ka3aTe/IbCTB:
[IOKa3aTebHO 6a30¥i [Jis peKOMeHIALMii SIBISIOTCS MyOIMKaluy, Bolieaie B KoxpeitHOBCKYIO
61b6MoTeKY, 6a3bl naHHbIX MEDLINE 1 PubMed.

I'my6mHa nmouicka - 10 ser.
MeToppbl, MCIIONB30BAaHHBIE JJISI OLIEHKM Ka4eCcTBa Y CUIIBI JOKa3aTelIbCTB:

® KOHCEHCYC 9KCIIEPTOB;
® OLIEHKA 3HAYMMOCTU B COOTBETCTBUY C PEATUHTOBOM CXeMOI1 (CxeMa MPUIaraeTcs).

MeTozbl, UCIIO/Ib30BaHHBIE JJISI aHAIN3a J0KA3aTe/IbCTB:

L4 O630pr OHY6]’II/IKOB3HHBIX MeTa-aHa/In30B;
¢ CuUcreMaTudyeckmue O630pr C Ta6J'H/ILLaMI/I JA0Ka3aTe/IbCTB

OnucaHue MeTO/I0B, MCII0Ib30BaHHbIX JJISI aHA/IM3a T0Ka3aTeJIbCTB

[Ipu or6ope My6GMMKAIMii, KaK MOTEHIMATbHBIX VICTOUHMKOB J0KAa3aTeJbCTB, VCIIOIb30BaHHASI B
KakIOM MCCIeNOBaHUY METOHOOTMS M3YyUaeTcsl IJIsl TOTO, YTOObl yOenUThCsl B ee BaIMIHOCTH.
Pe3ynbTaT M3yuyeHWUs] BIAMSIET HA YPOBEHb IOKA3aTeNbCTB, MPUCBAMBAEMbIN IMyOGIMKaLMK, UTO B
CBOIO OYepe[b, BAMSIET Ha CWIy pekoMeHAaruit. s MUHMMM3AIUM TTOTEHIMaIbHbIX OLIMO0K
Kak[oe MCCIeJoBaHMe OLIeHMBAJOCh He3aBMUCUMMO. JIIoOble pasnuumsi B OIeHKAaX OOCYKIAmnch
BCel TPYNIION aBTOPOB B MOJHOM cocTaBe. [Ipy HEBO3MOXXHOCTM OOCTVDKEHMS KOHCEHCyCa
TIPUBJEKAJICS HE3aBUCUMBII SKCIIepT.

B maHHBIX KIMHMUYECKMX PEKOMEHAALMSIX BCe CBeIeHMSI pAaH)XXMPOBAHBI 110 YPOBHIO JOCTOBEPHOCTU
(mokaszarenbHOCTM) Wi Y/ B 3aBUCMMOCTY OT KOJIMUYECTBA M KaueCTBa UCC/IeOBAHNUN 110 JaHHO
rnpo6eme (Tabiauia 3 u Tabauia 4).

Ta6muua 3

Ixasna otenku Y 011 IMarHOCTUUECKMX BMellaTe/IbCTB™,

yaa Vlepapxus An3aiHOB KNMHUYECKUX UCCNEA0BaHWI No y6biBaHUIO YPOBHS AOCTOBEPHOCTM AOKA3aTenbCTs ot 1 40 5

1 Cuctematnyeckve 0630pbl  UCCMEfOBaHWUI C  KOHTPONeM pedepeHCHbIM  MeToAOM WM  cucTeMaTuyeckuii  063op
PaHAOMU3UPOBAHHbBIX KIIMHNYECKNX I/ICCI'IE,CLOBEHVIVI C NpUMEHEHNEM MEeTa-aHanusa

2 OT,CLeJ'IbeIe uccnegoBaHna C  KOHTPONEM ped)epeHCHblM MEeToAOM WM  OTAEJIbHblE PaHAOMU3UPOBAHHbIE KJIMHUYECKUE
uccnefoBaHna Mo cucTematuyeckune 0630pbl  MccnepoBaHuii  noboro AusaiiHa, 3a  MUCKIIOYEHWEM  PaHAOMU3UMPOBaHHbIX
KAWHMYECKUX NCCneaoBaHun, C NnpuMeHeHneM MeTa-aHanumsa

3 WccnenoBaHua 6e3 nocnefoBaTeslbHOrO KOHTPONS pedepeHCHbIM MeTOAOM WU WCCNeAoBaHusi C pedepeHCHbIM MeToAoM, He
ABNAOWNMCA HE3AaBUCUMbIM OT UCCenyemoro Metoaa nian HeEpaHAOMU3NPOBAHHbIE CPaBHUTE/IbHbIE NCCNEA0BAHUA, B TOM Yucne
KOropTHble UccnenoBaHna

4 HeCpaBHMTeI’IbeIe nccnenoBaHmsa, onucaHue KAMHMYeCKOoro cny4as
5 MmMeeTcst Nuiib 060CHOBaHME MexaHusMa ﬂeﬁCTBMﬂ NN MHEHMe 3KCnepToB
Tabauiia 4

Illkama ompemenenuss VY  Oas  JiedeOHBIX, peabWINTAIMOHHBIX, MPOMMIAKTINIECKUX
BMeIIaTeabCTB™

Yaa Vepapxus An3aiHOB KNMHUYECKUX UCCNEA0BaHMI No y6biBaHUIO YPOBHSI AOCTOBEPHOCTM A0OKA3aTensCTs ot 1 4o 5




1 Cucrematmyeckunini 0630p paHAOMU3NPOBAHHBIX KIIMHUYECKUX UCCNefoBaHui C NPpUMEHeHMeM MeTa-aHanmsa

2 OTaenbHble PaHAOMU3UPOBAHHbIE KIMHUYECKUE UCCNEA0BAaHUA U CUCTEMATUYECKUNE 0630Pb| vccnefoBaHuii noboro ,U.Vl3al7|Ha, 3a
WUCKNKYEHNEM PaHAOMU3UPOBAHHbLIX KINMHNYECKNX I/ICCJ'Ie,CLOBaHVII;’I, C NpUMEHEHMNEM METa-aHanusa

3 HepaHaoMM3nMpoBaHHbIE CpaBHUTENbHbIE UCCIEA0BAHNS, B TOM YUC/E KOFOPTHbIE UCCNef0oBaHNs
4 HeCpaBHVITe}'IbeIe nccnenoBaHud, onmcaHue KAMHUYeCKoro ciyyas nnm cepumn cnydaes, uccnegosaHume <<CJ'IyHal7I'K0HTDOJ'Ib>>
5 WmeeTcs nuwb 060CHOBaHWE MexaHU3Ma AeWCTBUS BMeLlaTeNbCTBa (,CLOK}'IVIHVI‘-IECKI/IE VICCJ'Ie,ClOBaHI/IFI) WUNN MHEHNE 3KCNepToB

[Iasee orpenessicst ypoOBeHb YOeIMTEIbHOCTY peKOMeHIanuii — Tabania 5
Ta6muua 5

Illkama omnpemenennst YYP i  OMAarHOCTUMYECKMX, JIEUEOHBIX ¥ MPOMOWIAKTHUECKUX

MepOTIPUSTUIL™.
YYP Pacwmndposka
A CunbHas pekoMeHzauus (Bce paccMaTpuBaeMble Kputepumn 3heKTUBHOCTU (MCXOAbI) ABASIOTCA BaXHbIMU, BCE UCCNeA0BaHUs

MMEKT BbICOKOE WM yAOBNETBOPUTENbHOE METOA0/I0OMrMYeCcKOoe KayecTBO, MX BbIBOAbl MO UHTEPECYHOLWMM UCXOAaM SABAKOTCS
COrnacoBaHHbIMK)

B YcnoBHasi pekoMeHaauusi (He BCe paccMaTpuBaeMble KpUTepun 3PdEKTUBHOCTU (MCXOAbI) SBASIOTCS BaXHbIMM, He BCe
MCCNEAOBaHNS UMEIOT BbICOKOE UV YAOBNETBOPUTENIbHOE METOAOIOMMUYECKOE KaueCTBO W/WUAN UX BbIBOAbI MO MHTEPECYIOWMUM
ncxoaam He ABNAKTCS COI'J'IBCOBaHHbIMM)

C Cnabas pekomeHzauus (OTCyTCTBME [oOKasaTeNbCTB HaAnexalwero KkavectBa (BCce paccMaTpuBaeMble KpUTepuu
3Cb¢)EKTMBHOCTI/I (I/ICXOFlbI) ABNAKOTCA HEBaXHbIMU, BCE UCCIeAOBAHWMA UMEKT HU3KOE METOAO0/I0NMYecKoe KayectBo U UX
BblBOAbl MO UHTEPECYOWNUM NCXOL4AM HE ABAAKOTCA COF}'IaCOBaHHbIMVI)

* MaTtepuaJibl AJist pa3paboTKM KIMHUYECKMX peKoMeHaalmii https://rosmedex.ru/kr/reco

HOI)H,I[OK OOHOBJIEHVSI KIMHUYECKUX peKOMeHI[aI[Mﬁ.

MexaHM3M OOHOBJIEHUSI KIMHMYECKMX PEKOMEHOAlMi MpeaycMaTPUBAET UX CUCTEMAaTUYECKYIO
aKTyaju3aluio — He peske 4yeM OIMH pa3 B TpU ToAa, a TakKe IMPM MOSIBJIEHUM HOBBIX JaHHBIX C
MO3ULMM [OKA3aTeJbHO! MeIUIMHBI [0 BOIPOCAM OMAarHOCTUKY, JIeUeHUs], TPOPUIAKTUKA U
peabuauTaly KOHKPETHBIX 3a00/eBaHMii, HaJUUMY OOOCHOBAHHBIX JOMOJHEHMIT/3aMeuanmii K
paHee yTBepxxAEéHHbIM KP, HO He yaiie 1 pa3a B 6 Mecs1eB.


https://rosmedex.ru/kr/reco

IIpninosxkenmne A3. CripaBo4YHbIe MaTepyuabl,
BKJ/IIOUasi COOTBETCTBYME ITIOKAa3aHMMI K
IMIPUMEHEeHUIO U IMIPOTUBOIIOKAa3aHui, CIIOCOO0B
IPUMEHEeHMS U 103 JIeKapCTBEHHBIX IIperapaTos,
VHCTPYKIUM 110 IIPUMEHEHUIO JIeKapCTBEHHOI'O
npemnapara

1. Tpuka3 Mwun3npaBa Poccum (MuHucTepcTBO 3apaBooxpaHeHusi PO) or 13 oxrsiops 2017 r.
N2804H "Ob YTBEPXKIEHV HOMEHKJIATYPBI MEJULIMHCKUX YCIIYT

2. IIpukas MuHnucrepctBa 3apaBooxpaHenyst PO or 7 okrssops 2015 r. N2 7001 "O HOMeHK/IaType
CIeNMAIbHOCTE CIeMaJuCTOB, WMEIOMNUX BbICIIee MeOUIIMHCKOe U (apmaleBTuueckoe
obpasoBaHue”

3. Ilpukas MunHMcTepcTBa 3apaBooxpaHeHnst Poccuiickoit @emeparum ot 14 mekabpst 2012 r. N2
10471 "O6 yTBepkmeHuu Ilopsimka OKasaHMsI MEOMIIMHCKOM IMOMOIIM [OEeTSIM I10 Mpoduio
"HeBpoOIOTUS"

4. VHCTpyKUIMS TI0 TIpMMEHEHMIO JIeKapCTBeHHOro Iipernapara HycuHepceH oT 19.08.2019
JITI-005730, mocTymHO Ha Beb-TmopTasie ['OCymapCcTBEHHOIO peecTpa JIEKAPCTBEHHBIX CPEICTB IT0
ccpUIRe:http://grls.rosminzdrav.ru/Grls_View v2.aspx?routingGuid=53afdec7-1b35-4583-bb11-
d5f7c5d2546a &t=



http://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=53afdec7-1b35-4583-bb11-d5f7c5d2546a&t=

IIpunoxenue b. Airopurmsl JeCTBUIL Bpaya
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IIpunoxenue B. UHdopmanus ajis mauyeHTa

YTo Takoe ciMHAIbHAA MbIIeyHast aTrpodus?

CnuHanbHas MbleyHass atpodus (manee CMA) - 3To reHeTHUeCcKoe, ITpOrpeccupyloliee, MHOTAA
CMepTebHOe HepBHO-MbIIIeYHoe 3a60meBanye - HecMOTpSI Ha TO, YTO HOBBIE CJTy4ay BCTPEYAIOTCST
JOCTaTOYHO penKro, MHorue Jyoau XuByT co CMA. CMA mnopakaeT npMMepHO OfgHOro u3 6-10
TBICSY JleTeil U SIBJSEeTCS Befyllleli B MUpe reHeTUUeCKOi MPUUYMHON CMepTu JeTeil 10 2 ner®3,
He3aBMUCUMO OT TSKECTH, Bce oy co CMA TepsiioT IBUraTebHbIe GyHKIym L.

CMA 00BIYHO MOApa3aeIsaioT Ha 4 OCHOBHBIX Tumad:

CMA 2 Tuna

CMA 1 teEna

Tposeasercs & pospacte 70 6 wec. IIposenAeTca B Bo3pacTe oT 6 Jo 18

IIpH ecTecTBEHHOM PpASEHTHH 3a00TeBaHHA
P wmecanee. IIpH  ecTECTEEHHOM  DasEHTHH

JETH HE JOCTHT AT CHOCOOHOCTH 3260eE: 1eTH HE 0 AEOT

NEPEEEPHYTECA HIH CHIETE, 3 OFHIIEMAd ~
P HAETE, CIOCODHOCTH XOOHTB, MOEET TpeﬁDBaTLCH

NPOAOILEHTEIRHOCTE FH3HH COCTABIAET <2

HCIONEZ0EAHHE MOTOPHIOEAHHOH
2
e HEEAITH/THOH KOMACKH!
CMA 3 Tuna CMA 4 tuna
JlHarHo: MOMET BOIHHKHYTE BILIOTE JlrarHoz O0BMHO YCTAHAETHEAETICH B
g0 NOOpoCTKOEOTO — BO3pacTa.  [IpH | spemoM  EBozpacTe.  IIpH  €CTeCIEGHHOM

SCTECTBEHHOM PA3BHTHH 3a00IEEAHEA TOCTE PasBHTHH 3a00meEaHRA TEOOH MOTYVT
NEPHOOA HODMAIEHODD PAIBHTHA JIHOOH | HCOEITEIEATE VMEDEHHEIE JABHTATE/EHEIE
MOCTENIEHHO TEPAKNT MONEHKHOCTE, HHOTJA H | HAPYINEHHT H MEINETHVIO caabocts!

cooco0HOCTE XOAHTE!

IIpu CMA Bo3HMKaeT IMCHYHKUMS WIM TUGeIb o-MOTOHEHPOHOB!. o-MOTOHEIIpPOHBI

CIIMHHOTO MO3ra MHHEPBUDPYIOT CKEJIE€THbIEC MbLIIIIbI M OTBEYAIOT 3a COKpallleHMe€ MBbIIIII.
-\

CnuHHOM
MO3I Mbi Wb
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‘ -MOTOHEMPOH |
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Benok SMN Heo6xoauM 11 PYHKIVIOHMPOBAHMS MOTOHE{POHOB B CIIMHHOM Mo3Te !

B cmEreze OQemxka SMN

y4acTEVIOT 2 reHal

[ sz [ smwz

", Py ", Py

= . CTOYHHE MaToro
OcHOEHOH HCTOUHHEE

Femia SMIN KOMHIECTEA

dyEKIHOEATEHOTO OemKa

IIpu CMA koimmuecTBO cuHTe3upyemoro Oenka SMN HeZOCTATOYHO /i1 BbDKUBAHUS
HEeipOHOB

«3aboneBanre CMA BbI3BAHO Aeyenyeil iy myTtainyeil reHa SMNI1, 9TO IPUBOAUT K CHISKEHWIO
ypoBHs1 Genka SMN*

eEciu red SMN1 He paboraeT, eqMHCTBEHHBIM MCTOUHMKOM Gesnika SMN craHoBuTCs reH SMN2,
OJTHAaKO OH ITPOM3BOAUT HEIOCTATOYHO (PYHKIMOHAIBHOTO 6emka SMN®

CHueHme akcnpeccun SMN CHuEHHE KOnW4ecTsa

‘ SMN2

Kaxk nposiBisieTcsi ciuHa/IbHAsI MbIIeyHasi aTpodus y peGeHKa?

V KaX[Ioro maiueHTa CO CIMHAJIbHOM MbIINIeYHOV aTpodueil MMEITCS WHIUBUIYaJTIbHBIE
HapyluieHus, a CMMIITOMbI MOTYT pasju4aTbCs B 3aBUCMMOCTM OT BO3pacTa Hauvyaja U TSHKECTU
3a6oseBaHMs. [IeTH MOTYT MUCIIBITHIBATh ITPOTPECCHPYIOIIYIO CJIa60CTh B MBIIIIIIAX, PACTIOIOXKEHHbBIX
OmKe K IIEHTPY TeNa, TaKuX Kak Ivieun, Gempa M Tas. MOTYT TakKe TOPaskaThCS MBbIIIIIBI,

YUaCTBYIOIIME B ObIXaHUN U I‘J'[OTaHI/II/I.8

CrimHaIbHAs MBIIIeYHas aTpodust He BIMsIeT Ha HejipOHbI, OTBeTCTBeHHbIe uHTemekT.” 1011

YTo HY>KHO 3HaATh O reHe SMN2?

V Bcex OOJIbHBIX CITMHAIBHOI MBIIIEYHOI aTpodueii MMeeTcs: XOTsI 6bI OUH «pPe3epBHbIN TeH»,
KOTOpbIil HasbiBalOT SMNZ2. CTpykTrypa reHa SMNZ momob6Ha CcTpykType reHa SMNI, HO TOJBKO
HeboJIbIlast YacTh mpoxyuypyeMoro um 6enka SMN (10%) sBisteTcs IMTOMTHOCThI0 (PYHKIIMOHATBHOIA.



dtoro KkonmuecTBa Gemka SMN  HeJOCTAaTOYHO [Jis  TOAJepXKaHus  BbDKMBA@MOCTU
MoToHejipoHoB. 12714

KomuectBo reHoB SMNZ2 MOKET ObITh pa3sHBIM; OOJbIIIee UMCa0 Kommii SMNZ2 CBSI3BIBAIOT C Oojee
HM3KO# TSDKECTBIO CYMITTOMOB CIIMHATBHOJ MBIIIeYHO#t aTpodum. 14716

[MockonbKy 3a6ojieBaHNe MPOSIBISETCS CaMbIMM Pa3HbIMM CUMIITOMaMU, TI0 YMCTy Koruit SMIN2
CTerneHb TSHKeCTU TPOTHO3MPOBATh CJIOKHO. [Ipy 3TOM crienyaaucTbl peKOMEHIYIOT IPYU IPUHSITUA
perieHusi 06 OKasaHMM TIOMOIIM YYUTHIBATh HE TOJbKO uucIo kKomuit SMN2, HO U
(bYHKIMOHANBHBIE CTOCOGHOCTM pebeHKa. !

Kak IPpOUCXOAUT HacdIeAOBaHUe CIIMHAJIbHOM MBIIIEYHO anOd)MM?

CrnuMHaibHASI MbIIIEYHAsT aTpodust - ayTOCOMHO-peIeCCMBHOe 3a00IeBaHIe, TO eCTh PUCK 3a60J1eTh
TIOSIB/ISIETCST Y pebeHKa B TOM C/Iydae, eCii OH YHAclIemyeT o ogHOMY reny SMNI1 ¢ MyTauyusIMyu OT
Kakmoro pomutens. Eciu pe6eHOK yHacIeoyeT BCero oauH medeKTHbI reH SMNI, OH CUMTAEeTCs
«HOCUTeNeM». HocuTenu He MMEIOT CMMITTOMOB 3a6omeBaHus. '8

Eciu B ceMeiiHOM aHaMHe3e eCThb CIIMHA/IbHAsI MbIIIeYHAsI anO(l)I/[H, TO Bamm maHChl 0Ka3aThCs
HOCHUTe/IEM 6y,[[yT BbIllie CpeaHero. HpI/I MIPpUHATUN pEH.[eHI/II;'I, CBSI3aHHBIX C IVIAHMPOBaAHMEM
cemMbnu, Bam monesHo 6y,ZLeT IIPOKOHCYJIBTUPOBATHCS CO CBOMM BpauOM.

Kaxk guarHoctupoBatb CMA?

Bpau-reHeTUK MM Bpau-HEBPOJOT MOTYT HA3HAUUTh r€HEeTUUYECKMIT aHA/IMU3, KOTOPbIN TTO3BOIUT
MMOATBEPINUTD MO0 UCKIIOUUTD 3a60/IeBaHMe.

C 1e/bio TIOATBEPKAEHMS [MATHO3a TPOBOISAT MOJIEKYISPHO-TeHeTHYecKuii aHamm3 KpoBu. OH
MIOKA3bIBAeT, MMeeTCsl /M Y MalMeHTa MyTauus B reHe SMNI. Kpome TOro, HYXKHO OIpeennThb
w10 Kormuii reda SMIN2.17

Morytr O6bITb Ha3HaUeHbl M [pyrMe [OMarHOCTUYECKUe MCCAeNOBaHMS, B TOM UMCIe
JOTIONHUATEIbHBIN TeHeTUUECKNIi aHaIn3, SeKTPOMMUOTpadysT UK aHAIN3 KPOBU [JIST U3MEepPEeHUsT
YPOBHSI KpeaTMHKMHA3bl. DT MCCIENOBAHMS He MOIYT C BBICOKOH TOUHOCTHIO IMOATBEPAUTH
nrardo3 CMA, oHaKO IO3BOJISIOT MCKIIOUUTD APYyTiie IOX0XKie 3a60/1eBaHmsI.

KoMmieKCHBINT MOAXOHN, K OKa3aHMI0 MeIUIIMHCKOVM IIOMOWIM, B KOTOPOM YYaCTBYIOT
CITEIMAIMCTBI CAMOT'O PAa3HOTO MPOMWIst, MOKET IIOMOYb YIIYUIIUTD 00IIee COCTOSTHME 3IOPOBBS U
BBbDKMBaEeMOCTb ! "

ACTIeKTOB MeOMIIMHCKOM TOMOIIM MHOrO0, M PpOAUTENSIM COBMECTHO C BpauyoOM IIPeaCTOUT
MPVMHMMATDh pasHble pelleHus], TakK KaK y KakXa0ro pe6eHKa CYMMIITOMbI MPOSIBISIIOTCS MT0-CBOEMY.
VuuTbiBasi, YTO Kaknblii mamyeHT co CMA mmeeT pa3Hble CUMMITOMbBI Y TPOSIBIEHMS, UJIEHbI
KOMaH/bl U CTEIIeHb MX BOBJIEUEHHOCTY MOTYT MEHSITBCSI B 3aBUCMMOCTM OT TOTpPeOHOCTeN u
006cTOsITENbCTB. PomumTensiM KakK IVIAaBHBIM WIeHAM 3TOi KOMaHIbl PEKOMEHIYeTCsS TeCHO
COTPYOHMYATH C BPAaUOM CBOEro pebeHKa, 4To6bl chopMUpPOBATh KOMaHAY IT0 OKa3aHMIO ITOMOIIHA,
KOTOpas Jiyullle BCEro MoAO0MIET IJIsT HUX U UX cempiu.’

OpixatenpHass @QyHKOuA. [lomMomnb [ TIOAMEPKKM ObIXaTeIbHOV QYHKINMM 3aHUMMAaeT
LIEHTpaJbHOe MECTO B BefeHuu maimeHToB co CMA. M3-3a ©1aboCTM MBbIIIIL, TPYAHOM KI€TKU
MOSKET CHIDKAThCSI CIIOCOOHOCTh 3 (MEKTUBHOTO ABIXaHMS M OTKAIUIMBAHMSI, OTYETO ITOBBIIIAETCS
puck nHpexuym.20

HeunBa3mBHas uckycctBeHHass BeHTwWasuus jerkux (HMBJI) — metonpl, KOTOpbIe IMO3BOJISIOT
UCKJIIOUUTDh UM OTCPOUUTH MHBA3MBHOE BMeIIaTeNbCTBO. CrelyanbHas amnmaparypa, Takas Kak
anmapar AByxGha3HOl BEHTWISIIIUA C ITOJOKUTETbHBIM JaBJIeHMEM B AbIXaTeIbHbIX ITyTIX (BiPAP),
obecrieynBaeT TOCTOSIHHBIN MPUTOK BO3[yXa B JIETKME Yepe3 MacCKy, 3aKPBIBAIOIIYI0 POT U/WIN
HOC. B moManiHmx ycI0BUSIX MOYKHO TakoKe MCII0/Ib30BaTh OTKAILIMBATEb.

VHBa3uBHAsI MCKYCCTBEHHAS BEHTWISILMS JIETKUX OOecrieunuBaeT 6e30MacHylo 1Mojavy BO3oyXa B
JIeTKMEe 4Yepe3 SHAOTPaxeajbHYI0 TPYyOKy, BBEJIEHHYIO Uepe3 POT MalyeHTa (MHTYOarus), Win
HEIOCPEeICTBEHHO B TPaxero uepe3 HeGOJbIoe pacceyeHue B 1ee (TPaxeoToMuUs).

Opronenus. CKonMo3 (MCKpUBJIeHYe TI03BOHOYHMKA) — PacIpocTpaHeHHas mpobiema y neTeit co
CIIMHAJIbHOM MBIIIeYHO! aTpodueit, o6ycIOBIeHHAasT MbIIIEUHO €1a6ocThio. OpTores MOKeT



IIOPEKOMEHO0BATH IIpMMEHEeHNEe CpencCTB nogaep>KaHms II03bI (OpTEBI/IpOBaHI/[e) Nin
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XUPYPIrUUeCcKy0 KOPPeKLMI0 CKOINO3a.
IIutanme. 3-3a MbimeuHoit cmaboctu met co CMA MOTYT TepsSThb CIIOCOOHOCTh KE€BAThb U
I710TaTh. BO3HMKAET PUCK BABIXaHMS MUILM UM KUAKOCTU B JIETKME BO BPeMS e[bl U Pa3BUTUS
pecniMpaTopHbIX MHQpeKuuit. Pomurenm M BpauM MOTYT NPUHSTH pellleHre 00 YCTaHOBKe
BPEMEHHOTO MJIM TIOCTOSTHHOTO 30H7A C Iebl0 obecrieueHnss pebeHKa HeOOXOIMMbIMU TTUIIEeN 1
XUAKOCTBIO.'® 30HIBI GBIBAIOT IBYX TUIIOB: Ha3adbHble M abIoMMHAIbHbIE. HasoracTpaabHble
30HIbI BBOISATCS Yepe3 HOC; MUINA ITOCTYIaeT HeNOCPEe[CTBEHHO B JKemymoK. OObIYHO OHU
YCTAaHABIMBAIOTCSI, €CIyM 30HZ, TpebyeTcsi Ha KOpPOTKoe BpeMs. lacTpocToMmueckue TpyoKu
YCTaHABIMBAIOTCSI XUPYPIUUECKUM ITyTeM 4yepe3 GPIOLIHYI0 CTEHKY B JKenymoK. OHU JTOCTaTOYHO
MPOCTbI B OGCAYKMBAHMUM M SIBJSIIOTCSI XOPOILIMM BapMaHTOM i JIeTeil, KOTOpPbIM TpebyeTcst
JIOITOCPOYHAs MOAAePsKKa IIPY KOPMJIEHUH.

®usuorepamus. Jletu co CMA MoryT 6bITh Uepecuyp CJIaObIMU IJisI COBEPILIEHUS IBVKEHUIT B
TOJIHOM O0beMe. Bo3HMKaeT pUCK pa3sBUTUS KOHTPAKTYP, KOTOPbIE B JaJIbHEHIIEM MOTYT CTaTh
MOCTOSIHHBIMM ¥ OTPaHMYMBATL [BVOKEHUs. JleueGHasi (U3KYJIbTypa MOXKET COCTOSITh U3
YIPaKHEHUI TI0 BOCCTAHOBJEHMIO TMOKOCTM ¥ OO0WMX (YHKUIMOHAIbHBIX BO3MOKHOCTEN. B
OIlpefielIeHHbIX C/Iy4asiX BepPTMKAAM3aTOp IMO3BOJSeT YIYYIIUTh MPOYHOCTb KOCTEM UM MOXKeT
JICTIONb30BATBCS B OMAIIHMX YCIOBYSIX.

Kpome Bblllle mepeuncyieHHbIX CIEeMaINCTOB, B COCTAaB KOMAaH/Ibl MEAUIIMHCKOI MTOMOIIM MOTYT
TaKkKe BXOOUTb Y JpyruMe CHeIuaqucThl, B TOM YNCIe, BpauM U WHbIE CIEIMAIUCTBI U3
MeIMIIMHCKOM  OpraHM3auyuyu WM ee  CTPYKTYPHOro IIofpasfiefeHyus, OKa3bIBaIoIIero
CITeNMaaM3UPOBAHHYIO MATMATUBHYIO MEAUIIMHCKYIO [TOMOIIb.

Bakable pecypchl. CyllleCcTBYIOT MEXIYHAapOOHbIe UM POCCUIICKME OpraHM3anuy, MPOEeKThl U
COO00IIIeCTBa, MPK3BaHHbIE IOMOYb OOJIErYNTD KI3Hb MaieHToB co CMA 1 ux ceMmeit.

ITaumeHnTCKNME opraHmsannun

SMA Europe—EBpomeiickasi mamnueHTCKasi opraHusanus, cosgaHHas B 2006 ropmy, Koropasi
00beOMHSIeT MAlMEeHTCKMEe M JMCCIeIoBaTelbCKMe OpraHmsaluy Bceil EBpOIIbI, IMOCBSIEHHbIe
CIIMHATBHOM MbIIIeuHoi atpodun (CMA).

IToceture Sma-europe.eu

Cembu CMA - Poccuiickas maieHTCKast opranmsanms, yactb SMA Europe, cosmana B 2015 romy.
[IpennaraeT MHOKECTBO IMPOEKTOB [JIS MallMeHTOB M UX CeMeli, TaKUX Kak ropsiuasi JUHUS, U
IoJIe3HO# MHGOpMaIMK, Takoil Kak IeTaJlbHOe OIMcaHue 6oJesHU M OMOIMOTeKa ITyOIMKALIVIA.
IMoceture f-sma.ru

HNuTepHeT-pecypcsl

TogetherInSMA —MesknyHapOAHbI Be6-caiiT, CO3MaHHbIN IJ1s1 MHMOPMMUPOBAHMS TAI[MIEHTOB CO
CMA u ux cemeri.

IMocetute togetherinsma.com
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ITpunoskenue I'l1 -I'N. llIkanbl oLieHKM, BOIPOCHUKU
U Jpyryie OeHOYHbIe MHCTPYMEHTbI COCTOSIHUS
IMAlVeHTa, IIpUBeeHHbIe B KIIMHUYEeCKUX
peKOMeHOaIusIX

1. HazBaHue Ha pyccKoOM si3biKe: KiitoueBbie 3Talbl ABUraTeIbHOM
aKTUBHOCTHU (pasnen 2)*

* mkasa B PO He BaMIUpPOBaHa, IJIsl €e UCTI0Ib30BaHMST He0OXOIMMO CrelnaabHOe 00ydyeHne
OpurnHanbHOe Ha3BaHMe (eciu ecTb): Hammersmith Infant Neurological Exam -

VcTounnk (0pUIMaIbHbIN CaiiT pa3paboTuMKOB, mybnukanus ¢ Banuaamnueit): Bishop KM, Montes
], 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.

Tum (TogYepKHYTh): IIKaJIa OLleHKU

Ha3HaueHme: oOIIasi OIlEHKAa [BUTATENIbHOM aKTMBHOCTM Y pebeHka co CMA I, moxer
JICIIOTb30BAaThCS IJISI OLIeHKY 9P HEKTUBHOCTY Teparnun

ConepykaHue (11a6JI0H):

JOEHb BU3UTA: __
KJ/TIOYEBbIE STAMbI ABUTATE/TbHON
NMa nauveHTa -
WMHunumanel naumeHTa
[aTa Bu3uTa /
an MM rrrr
¥epsane HE Y PEORHBART [OACEY Hanasian nonoss! n: ¥ BasT ronoey Chpeta:
ranoest BBEDTISARSHOM CTOPCHB] BCTOPOHY BCE B B BEpTIF-
NOACECTS RN (Hopea 0.4 mecaga) HASIBHOM NS
{Hopea < 3 mecauen) (Mopea v 5 mec)
Boapact:
CtoBHoCTE HEMHET ST YR CIORAEpoe CHGAT CONDROTT ST yepere GEs & nonmeerser g | Oueecy;
cHgET oo FODOPIIMBAETEA
Boopacr:
[Hopuia b 4 mecaga) (wopras b uecayes) | (Hopess B 7 mecauen) | (Hopess s 10 wecauss)
ComarenHed TCYTCTER  3axSaTa HETOALIYET BORY b saxear CIVIGHLE SAXBAT [T Y
JANBAT RAAOHE Py YRASATE NGB
M BONBURRATIANBAMS Boapacr:
CRocofHOCTS HETErBoOGOETI Horv o 0 IS MBACATHEN | AOMETIRMICATECR | Oupsecy:
GpuikaThcn BpamATHER r noep | 1] KHOrE K MU
(mnancoEHE
nexa)
Boapacr:
(ropmsa b 3 mecmin) | (ropwa o 4- 5 mecagen) | (ropean 5- 6 mecaien)
CrnocolHocTs HEmEET NOBCPAMNBAETCA MCEOpEMHBIETER NOBOpA‘SIEIETEN Oueraca:
aGos ©HIBOTA H CIBMY BB | GO CIIIHG HA HMBOT
T ne ,
Boapacr:
[Hopuan 4 mecmg) | (wopuanfascnes) | (Hopes s 7 mecauen)
CnocofHoeTe HE AT JRpHATE DOAIAST HAROKTID. | MOANET HABSITAHYTLE. | NOAIAET HANMBOTE nomaet ka pyan | Oessa:
NONIATE Famcey e T
Boopact:
[Hopuas 3 mecmgs) | (opeand- 5 pecagen) | (Hoped 8 B vecapes) | (Hopea e 10 wecAuen)
CrocobocTe "e Bec | moweT aThBET | CTOMT CROAAERRR | CrouT EeanocToporew Duereca;
CTORTE cHoeroTEn coBCTBEHMOND TR ORI
(Hopess o 4- 5 ascaa) | (o s B secaes) | (nopuas 12 meceyes) Boapacr:
CnocolHocTs LsATARTCR B L Chetaia
XOATE MEPEMEETCS
(oeperace 33 4o maio) Boopacr:
(Hopran s 6 mecres) | (HOpea 8 11 mechues) | (Wopwas 15 mecsyes)

Kitou (MHTEpIIpeTanys): oleHKa KauecTBeHHas (He 6ayuibHast), B Tabnuie 06BOAUTCS TOT HABBIK,
KOTODBIN ecTh y pe6beHKa Ha MOMEHT OCMOTPA, TO K& caMoe JeJIaeTcs MPU OCMOTPE B AVMHAMUKE.
CTaHOBSITCSI OUEBUIHBIMY MPUOOPETEHNE/ PErPecCc OCHOBHBIX MOTOPHbBIX HABbIKOB.


https://www.ncbi.nlm.nih.gov/pubmed/?term=Bishop%20KM%5BAuthor%5D&cauthor=true&cauthor_uid=28556387
https://www.ncbi.nlm.nih.gov/pubmed/?term=Montes%20J%5BAuthor%5D&cauthor=true&cauthor_uid=28556387
https://www.ncbi.nlm.nih.gov/pubmed/?term=Finkel%20RS%5BAuthor%5D&cauthor=true&cauthor_uid=28556387
https://www.ncbi.nlm.nih.gov/pubmed/28556387

2.Ha3BaHue Ha pycckoM si3bike: IlIkasa oleHKM MOTOPHBIX (DYHKIIMI IIPU

CMA*

* mKkasa B PO He BauaupoBaHa, [IJIsl ee MCII0/Ib30BaHMsI HeOOX0IIMO CIIelMaIbHOe 00yueHme

OpurnHanbHOe HasBaHme (ecau ectb): The Hammersmith Functional Motor Scale Expanded

(HFMSE)

Vcrounnk (oduuyanbHblii caiiT pa3paboTUMKOB, MyOaMKanus ¢ Banupammeii): 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_], 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.

Tur (ITOAYepKHYTH): 1IKaJa OLleHKU

HasHaueHue: CIJYHKLU/IOHHJ'[])HBH OlLleHKa JABUTATEeJIbHOM aKTMBHOCTU Yy nmanyueHTa Cco CMA , MOXXeT

MCIIOJIb30BATHCS [IST OLEHKYU 3(PGEKTUBHOCTU TEPATIUN

CopmepskaHue (11abjI0H):

LUKAJIA OLIEHKW MOTOPHbIX ®YHKLIUIA MPU CMA BOJSIbHULIbI XAMMEPCMUT (HFMSE)

[7e]
[laTta oueHkun

Hata onepaunn Ha NO3BOHOYHUKE

Hata poxaeHns

Bpemsi, 3aTpayeHHoe Ha obcnenoBaHue
OueHMBaLWNIK cneunanncTt

7. CnocobHocTb
nepeBepHyTbCS C
XUBOTa Ha
CrnuHy Yyepes
neBbilt 60k

NoATAHYTb cebst

Mpoba UHCTpyKUns 2 1 0 OK b= KommeHTapumn
B = 6ann
1. CnocobHocTb Tbi MOXellb MoxeT cuaetb 6e3 Heobxoanma Heobxoanma oneMeHT 1
cnaetb Ha cupetb Ha onopbl  Ha  pyku, onopa Ha oaHy | ornopa Ha obe MNpeobnapatowiee
ckambe/ cTyne ckambe/cTyne 6e3 rnoka Bpay cuutaet pYyKy Ans pyku ans nonoxexve
MoxeT  cuaeTb | ornopbl Ha pykwu, no 3 v bonee yAepxaHus yAepxaHus MO3BOHOYHMKA
Ha Kpal cKaMbw oKa 51 cYnTar 40 6anaHca, noka 6anaHca. Mpeobnapatoliee
WKW Ha ckaMmbe/ 3? (be3 omnopel Bpay cyuTaert go 3 He crnocobeH rnonoxexHve
nony 3anuwute | oA crinHy/c cnaeTb HWKHUX
nyywmi ornopoii unn 6es KOHeYHocCTeW
YBUAEHHbIN oropsl Horamu) O6segute
BapuaHT npeobnagarujee
ros10)xeHne
r03BOHOYHMKE U1
2. CnocobHocTb | Thbl Moxews | MoxeT cuaeTb Ha MoxeT cupeTb Ha MoxeT cuaetb ¢ HWKHUX
cnaetb c | cupers Ha nony/ | nony/ckambe [« nony/ckambe [« BbINPAMIEHHbIMU KOHeYHoCTe
BbINPAMIEHHbIMU ckambe ¢ BbINPSAMIEHHbIMU BbINPAMIEHHbIMU HoraMmu ¢ onopoi
Horamu Horun BbIMPSIMIEHHLIMU Horamu 6e3 onopbl HoramuM C onopoi Ha ob6e pyku,
npsimble = Horamm 6e3 Ha  pyku, noka Ha  OHY  pyky, noka Bpay
KOJIEHU MoryT | oropel Ha pyku, Bpay cuuTaet 4o 3 rnoka Bpay cuuTaeT | cyuTaert 4o 3.
6bITb  COMHYTbI, | MoOKa s cyuTar Ao no 3 Wnn He
HO KONEeHHble 3? cnocobeH cnaetb
Yalleukmn c
[OSKHBI 6bITb BbINPAMIEHHbIMU
obpalleHbl Horamu
BBEPX, NOAbDKKM
LODKHbI 6bITb
pacronioxeHbl He
fpanblle, 4eMm B
10 cm apyr ot
Apyra
3. CnocobHocTb Tbi MOXeLUb MoxeT MoxeT He MOXeT Mp/Nn
KOCHYTbCS KOCHYTbCSI OAHOM | BOTPOHYTbCS [0 | AOTPOHYTbCA no | nocratb no
ronoBbl oAHoOMN PYyKOU ronossbl, He rosioBbl oAHON ronoBbl pykon rofioBbl  PYKOW,
pykou B | HaksoHsis pyKkoi. [onoBa M | TONAbKO HaKIOHWB | Jaxe [«
nosioXeHnn cuas | rososy? Tynosuie ronosy NMoMOLLbIO
Pyka [OJIKHa ocTatoTcs B ZBVXEHUS
KOCHYTbCS cTabunbHOM ronoBbI "
rosioBbI Bbllle MOM0XEeHUN TynoBuwa
YPOBHS yLuewn
4. CnocobHocTb Tbi MOXXelllb MoXeT  MonoXuTb MoxeT  nonoXuTb He MOXeT
KOCHYTbCS KOCHYTbCSl KMCTU obenx pyk KUCTM  pYK  Ha NoAHECTN KUCTU
rofioBbl  ABYMSi | rosoBbl obesmu | Ha TONOBY uYepes ronoBy, HO Tolbko | obeumx pyk K
pykamu B | pykamu CTOpOHbI. ['0510Ba U HaK/IOHVWB TroOJIOBY, ronose
MOMIOXXEHUN cuasi | O4HOBPEMEHHO, TynosuLle HakK/IOHMBLUMCE B
Pyku [OMKHbI | He HaKJ/IoHsis | ocTaloTcs B CTOPOHY,
KOCHYTbCS ronosy? cTabunbHoM nepebupas pykamu
ronoBbl Bbllle MNonoXeHnn WM N0 OAHOWM
YPOBHS yLUEW.
5. CnocobHocTb Tbi MOXellb MoxeTt MoxeTt He MOXeT Mneun
NMOBEPHYTbCS CO | MOBEPHYTbCSI CO | MOBEpPHYTbCA CcO | MoBepHyTbCA CcO | noBepHyTbCS HU neprneHAVKYsipHbI
CMUHbI Ha 6ok CnuHbI Ha 60K B CNWHbI Ha 60K B | CNWHbI TOMbKO Ha Ha oAuH 6ok MOBEPXHOCTU
oboux o6e CTOpOHbI oaunH 6ok (Mp/1) marTa.
HarpasaeHnsax? Tynosuwie [
loctapatica  He 6enpa Ha oaHoON
MCrosb308aTh NMHUM
pyku
6. CnocobHocTb | Tkl Moxews | lNepeBopauynBaeTcs MepeBopaunBaeTcs He MoXeT
nepeBepHYTbLCA C | MepeBepHyThCs C | Ha ChWMHY Yepes Ha CnuHy, nepeBepHyTbCA
XMBOTa Ha | xwuBoTa Ha crnmHy | npaBblli 6ok 6e3 ncnonb3ys  pyky, Ha CruHy
CruHy uyepes | B obounx noMoLm pyk 4TO6bI
npasblit 60k Harnpas/ieHnsix? OTTONKHYTbCS/



https://www.ncbi.nlm.nih.gov/pubmed/?term=Pera%20MC%5BAuthor%5D&cauthor=true&cauthor_uid=28231823
https://www.ncbi.nlm.nih.gov/pubmed/?term=Coratti%20G%5BAuthor%5D&cauthor=true&cauthor_uid=28231823
https://www.ncbi.nlm.nih.gov/pubmed/?term=Forcina%20N%5BAuthor%5D&cauthor=true&cauthor_uid=28231823
https://www.ncbi.nlm.nih.gov/pubmed/?term=Mazzone%20ES%5BAuthor%5D&cauthor=true&cauthor_uid=28231823
https://www.ncbi.nlm.nih.gov/pubmed/?term=Scoto%20M%5BAuthor%5D&cauthor=true&cauthor_uid=28231823
https://www.ncbi.nlm.nih.gov/pubmed/?term=Montes%20J%5BAuthor%5D&cauthor=true&cauthor_uid=28231823
https://www.ncbi.nlm.nih.gov/pubmed/?term=Pasternak%20A%5BAuthor%5D&cauthor=true&cauthor_uid=28231823
https://www.ncbi.nlm.nih.gov/pubmed/?term=Mayhew%20A%5BAuthor%5D&cauthor=true&cauthor_uid=28231823
https://www.ncbi.nlm.nih.gov/pubmed/?term=Messina%20S%5BAuthor%5D&cauthor=true&cauthor_uid=28231823
https://www.ncbi.nlm.nih.gov/pubmed/?term=Sframeli%20M%5BAuthor%5D&cauthor=true&cauthor_uid=28231823
https://www.ncbi.nlm.nih.gov/pubmed/?term=Main%20M%5BAuthor%5D&cauthor=true&cauthor_uid=28231823
https://www.ncbi.nlm.nih.gov/pubmed/?term=Lofra%20RM%5BAuthor%5D&cauthor=true&cauthor_uid=28231823
https://www.ncbi.nlm.nih.gov/pubmed/?term=Duong%20T%5BAuthor%5D&cauthor=true&cauthor_uid=28231823
https://www.ncbi.nlm.nih.gov/pubmed/?term=Ramsey%20D%5BAuthor%5D&cauthor=true&cauthor_uid=28231823
https://www.ncbi.nlm.nih.gov/pubmed/?term=Dunaway%20S%5BAuthor%5D&cauthor=true&cauthor_uid=28231823
https://www.ncbi.nlm.nih.gov/pubmed/?term=Salazar%20R%5BAuthor%5D&cauthor=true&cauthor_uid=28231823
https://www.ncbi.nlm.nih.gov/pubmed/?term=Fanelli%20L%5BAuthor%5D&cauthor=true&cauthor_uid=28231823
https://www.ncbi.nlm.nih.gov/pubmed/?term=Civitello%20M%5BAuthor%5D&cauthor=true&cauthor_uid=28231823
https://www.ncbi.nlm.nih.gov/pubmed/?term=de%20Sanctis%20R%5BAuthor%5D&cauthor=true&cauthor_uid=28231823
https://www.ncbi.nlm.nih.gov/pubmed/?term=Antonaci%20L%5BAuthor%5D&cauthor=true&cauthor_uid=28231823
https://www.ncbi.nlm.nih.gov/pubmed/?term=Lapenta%20L%5BAuthor%5D&cauthor=true&cauthor_uid=28231823
https://www.ncbi.nlm.nih.gov/pubmed/?term=Lucibello%20S%5BAuthor%5D&cauthor=true&cauthor_uid=28231823
https://www.ncbi.nlm.nih.gov/pubmed/?term=Pane%20M%5BAuthor%5D&cauthor=true&cauthor_uid=28231823
https://www.ncbi.nlm.nih.gov/pubmed/?term=Day%20J%5BAuthor%5D&cauthor=true&cauthor_uid=28231823
https://www.ncbi.nlm.nih.gov/pubmed/?term=Darras%20BT%5BAuthor%5D&cauthor=true&cauthor_uid=28231823
https://www.ncbi.nlm.nih.gov/pubmed/?term=De%20Vivo%20DC%5BAuthor%5D&cauthor=true&cauthor_uid=28231823
https://www.ncbi.nlm.nih.gov/pubmed/?term=Muntoni%20F%5BAuthor%5D&cauthor=true&cauthor_uid=28231823
https://www.ncbi.nlm.nih.gov/pubmed/?term=Finkel%20R%5BAuthor%5D&cauthor=true&cauthor_uid=28231823
https://www.ncbi.nlm.nih.gov/pubmed/?term=Mercuri%20E%5BAuthor%5D&cauthor=true&cauthor_uid=28231823
https://www.ncbi.nlm.nih.gov/pubmed/28231823

Mpoba UHCTpyKumns 2 1 0 OK B= KomMmeHTapumn
b = 6ann

MepeBopaunBaeTcs MepeBopauunBaeTcs He MOXeT
Ha CMWHYy 4Yepes Ha CnuHy, nepeBepHyTbCA
nesbli 6ok  6e3 ucnonb3ys  pyky, Ha CruHy
nomoLm pyk 4TO6bI
OTTONKHYTbCS/
noATAHYTb cebs

8. CnocobHocTb Tbi MOXEeLUb MepeBopaunBaeTcs MepeBopaunBaeTcs He MOXeT
nepeBepHyTbCS rnepeBepHyTbCS Ha >KWMBOT uyepes Ha XWBOT, | NepeBepHYTbCS
CO CMWHbI Ha | co cnuHbl  Ha | npasblii 6ok 6e3 | ucnonb3ys  pyKy, | Ha XuBOT
XUBOT yepes | xuBoT B 060MX nomoLum pyk 4TO6bI

npasblit 60k Harnpas/eHnsx? OTTONKHYTbCS/

noATAHYTb cebst

9. CnocobHocTb MNepeBopayvBaeTcs MNepeBopayvBaeTcs He MOXeT
nepeBepHyTbCA Ha XKMBOT uepes Ha XWBOT, nepeBepHyTbCA
CO  CMWHbI  Ha neeblii 6ok  6e3 ucnonb3ys  pyky, Ha XUBOT
XUBOT yepes noMoLm pyk YTO6bI

nesbli 60k OTTONKHYTbCS/

NnoATAHYTb cebst

20. CnocobHocTb Tbi MOXellb CnocobeH caenatb CnocobeH caenatb HeBbinonHumMo
X0ANTb Xo0AnTb 6e3 6onee 4 waros 6e3 oT 2 fgo 4 waros
MOCTOPOHHEN MOCTOPOHHEW 6e3
nomowm u  6e3 rnomoLum NOCTOPOHHEN
rnomoLwmn nomMoLum
BCroMorarte/ibHbIX
yCTpOKCTB?
[Mokaxwn,
rnoxanyvcra
OLIEHKA Kon-Bo oueHok 2 Kon-Bo oueHok 1 Kon-Bo oueHok 0 WTOro = /40

Kintou K mikase: 06Be,llI/ITe HaMBbICILINIA YPOBEHDb CaMOCTOATE/IbHbIX IBVDKEHUIA B HACTOSsIIee BpeMsa
" 11pn AMHaMM4eCKOM OCMOTpe. basibHasg o1leHKa OTYeT/IBee AEMOHCTPHUPYET IO3UTUBHYIO MIN
HeraTMBHYIO AVMHAMMKY ABUTATEJIbHOI'O PA3BUTHUA.

OK = orpaHnueHO KOHTPAKTypOi

3. HazBaHue Ha pycCcKoM si3bIKe: IlepecMOTpeHHbIV MOY/Ib OLleHKU
MOTOPHOM (PYHKIIMM BEPXHUX KOHEUHOCTe ™

* mkana B PO He BaMIMpPOBaHa, IJIsl €e UCTI0Ib30BaAHMST HE0OXOIMMO CIelMaabHOe 00yJyeHne
OpurnHanbHOe Ha3BaHMe (eciu ecTh): Revised Upper Limb Module (RULM)

Wctounnk (obuUMaNbHBINA CcaiT pa3paboTuMKOB, MyOGAMKAIMS C Bajmupanueit): Mazzone
ES, Mayhew A, Montes ], 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 (mogYepKHYTDH): LIKajla OLeHKU

HasHauenne: QpyHKIMOHATbHAS OIl€HKA ABVSKEHMI B PyKax y meTeit u B3pocibix co CMA ITu CMA
I1I, MOSKeT MCTI0Tb30BATHCSI AJ1sI OTIeHKY 3(DPEeKTUBHOCTHU Teparnmn

ConepykaHue (11a6JI0H):

LWKANA RULM ANA UCNOJIb30BAHUA MPU CMA

[ata oueHkn: / / Bpems Hauana (4Y4:MM): H
2 roa (24-yacoBo¥i ¢popmar)

JoMuHupyowas pyka: nms/va. HOMep naumeHTa:
O Mpasas O J1eBasi O AMBUAEKCTD | ittt e e e

HoweHwne opTe3a no3soHouHMka: O [a* O Het
(*Ecnu pa, 10O yKaxute Tvr)

KoHTpakTypa npasoro nokTtesoro cycrasa: O [la O Het

KoHTpakTypa nesoro noktesoro cycrtasa: O la O Het

CanbbyTtamon: O [la O Het



https://www.ncbi.nlm.nih.gov/pubmed/?term=Mazzone%20ES%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Mayhew%20A%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Montes%20J%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Ramsey%20D%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Fanelli%20L%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Young%20SD%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Salazar%20R%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=De%20Sanctis%20R%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Pasternak%20A%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Glanzman%20A%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Coratti%20G%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Civitello%20M%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Forcina%20N%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Gee%20R%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Duong%20T%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Pane%20M%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Scoto%20M%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Pera%20MC%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Messina%20S%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Tennekoon%20G%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Day%20JW%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Darras%20BT%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=De%20Vivo%20DC%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Finkel%20R%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Muntoni%20F%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Mercuri%20E%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/27701745

Onepaumnsa Ha no3sBoHouHuke: O Aa O Het

OueHnBaemas ctopoHa: O lMpasas O JleBast

KommeHTapum:
A 0 1 2 3 4 5 6
BxoaHoe
TecTupoBaHue
OTcyTcTBUE MoxeT aepxaTb MoxeTt MoxeTt MoxeTt MoxeTt MoxeTt
nosiesHomn KapaHpaLl noaHecTn NnoAgHeCTM KO | OAHOBpPEMEHHO O/lHOBPEMEHHO 0/lHOBPEMEHHO
byHKUMM WU NMOAHATb 1 wwm 2 pTY noaHATb obe NnoAHATb obe oTBecTu B
pyK MOHETY/>KETOH pyKku Ko CTaHAapTHbIV pyku pyku CTOPOHbI
WNn ynpaBnsTb pTy, HO He | MNNacTUKOBbIA 10 YPOBHA nney Haz ronoson, obe pyku
PYHKLMOHaNbHbLIM MOXeT CTaKaH4mK C c HO cokpaljaeT C pa3orHyTbiM1
Kpecnom, NOAHSATL KO 200- KoMMeHcauvei TpaeKkTopuio JNIOKTAMU
nosnb3oBaTbCs pTy rpamMMoBbIM unu 6es Hee. ZBVKEHUS, onucaTtb
KHOMKaMu cTakaH4umK rpysom, npu Pyka  corHyTta crnbas pyky pyKaMu MosiHbIi
TenedoHa c HeobXoAnMoCTH unm B JIOKTEBOM Kpyr, cBegs
200- ABYMSA pyKamu pasorHyTa B cycTase nafoHu
rpamMMoBbIM nokTe (ucnonbsyet Haj ronoson
rpysom LIOMONHUTENbHY0
MyCKynaTypy)

PaCH.II/IpeHHaH IIKaJaa:

Kittou (MHTEepIIpeTalys): OlleHMBAeTCs B 6ajiax Ha MOMEHT OCMOTpa U TIOTOM, B IMHAMMKe.

4. HazBaHMe Ha PycCKOM si3bIKe: TecT geTcKoi 60mbHUIbI Punagenbdum
IIJISI OLIEHKM ABUTATENbHBIX (PYHKIMI MAIIMEHTOB C HEPBHO-MbIII€UHbIMM

3a00/IeBaAaHUSIMU

OpurnHanbHOe Ha3BaHue (ecin ecthb): the Children’s Hospital of Philadelphia Infant Test 104 of

Neuromuscular Development (CHOP-INTEND)

Wctounnuk (opuIMaabHbIA CaiiT pa3pabOTYMKOB, My6nuKaius ¢ Bamumaumeit): Glanzman AM,
McDermott MP, Montes ], Martens WB, 730 Flickinger ], Riley S, et al. Validation of the Children’s
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Nms: AnarHos:

N2 UcTopumn 6onesHun: ecTauMoHHbIV BO3pacT:

[aTta noctynnexus: Bpems oueHku: Bpems oT nocneaHero KOpMNeHus:

[aTta poxaeHus:  Tekyllee COCTOsIHWE 3A0POBbsi: NHMEKLUS BEPXHUX AblXaTesbHbIX MyTel o XKenyaouHblil 30HA o

BeHTUNAUMUS C ABYMS YPOBHAMU MOMOXUTENBHOrO AABNEHNS B AbIXaTesbHbIX NyTAX o YacoB/AeHb

Yacos 6e3 BEHTUIALMU C ABYMS YPOBHAMU MOJSIOXUTENBHOIO AaB/ieHUs B AblXaTe/bHbIX NYTAX BO BPEMS UCMbITaHUSA




Mokasatenb MonoxeHne Mpoueaypa ucnbiTaHus OueHunBaeMblil 0TBET Bbann
1 Jlexxa Ha crnnHe HabniopatoT B TeuyeHue AHTUrpaBUTaLMOHHOE n Nyywas
CnoHTaHHOe ncnbiTaHns MoxHO | ABMXEHWe nnedya (oTpbiBaeT CTOpOHa:
ZABUXEHne CHATb Harpysky C | NoKOTb OT MOBEPXHOCTH)
(BepxHsis KOHEYHOCTY mnmn
KOHEUYHOCTb) ucnonb3oBaTb  CTUMY,
yT06bI AHTUrpaBUTaLMOHHOE
noslyunTb OTBET ABWXeHWe nokTs (oTpbiBaeT n
KUCTb WM MpeAnsieybe OT
NoBEPXHOCTN)
CocTosiHue:
[B/xeHne 3anacTbs
[BwxeHune nanbua
OTcyTcTBUE ABUXEHUst
KOHeYHoCTew
2 JNlexa Ha cnuHe Habniopator B TeyeHue AHTUrpaBUTaLMOHHOE n Nydwas
CrnoHTaHHoe ncnblTaHus MoxHo | ABWXeHue 6eapa (oTpbiBaeT cTopoHa:
ABUXEHne CHATb Harpysky Cc | cTymHu n  KoneHwn  oT
(HuxHssa KOHEYHOCTY NoBEPXHOCTM)
KOHEYHOCTb) nnm MCnonb3oBaTh
cTumyn, 4TO6bI
noslyunTb OTBET AHTUrpaBuTaLMOHHas
aanyKuns/BHYTPEHHee
BpalleHne 6eapa (konewu
oTpbIBatoTCA oT n
NoOBEPXHOCTH)
CocTosiHuMe:
BbipaxkeHHoe ABVXEHne
KoneHa, orpaHu4eHHoe
npeojoneHnem cunbl
TAXECTU
[IBVXXEHUS NIOABIKKN
OtcyTcTBue ABWXEHUS
KOHEYHoCTei
3 JNexa Ha cnuHe Cuna 3axBaTa: CoxpaHsieT  3axsaT npu n Nyywas
3axBaT pyKoii nomewjaT  naney B NoAHSATAN nieyesoro n CTOpOHa:
NajoHb M NoAHMMAOT A0 | cycTaBa C MOBEpPXHOCTU
Tex nop, noka mnneyo He KOBpUMKa
oTopBeTcs oT
NMoBEpXHOCTH,
HabniopatoT, Koraa CoxpaHsieT ~ 3axBaT  npu CocTosHue:
MnazeHew, ocnabur NOAHSATAN NOKTS C KOBPUKa
3axBar. (nneyn Ha NOBEpPXHOCTM)
Onsa nerten 6onee
cTaplero BO3pacTa
MOXHO  ucronb3osaTh | COxpaHser 3axeaT, Koraa
UIPYLKY aHanornyHoro npeanneybe MOAHATO c
avametpa KOBpMKa (@ IOKOTb OCTaeTcs
Ha NMoBepXHOCTU)
CoxpaHsieT 3axBaT TOJIbKO
npu OTCYTCTBUM TATU
OTcyTcTBME nonbITKN
COXpaHsiTb 3axBaT
4 MonoxeHne BusyanbHas MoBOPOT OT MakcUManbHOro n>n Nyywas
MNpuBeaeHve nexxa Ha CnuHe | CTuMynsuus npu noBopoTa K CPeAUHHOMY cTopoHa:
rosioBbl C rosioBoit noMoLM  UrpyLuKkun. pu NosIoXKEHNIO
B CpeAnHHOe B CPeAVIHHOM | yAep)KuBaHUM rosoBbl
nosioxeHune NosIoXeHNn B cpeanHHOM
npu nomoLLmn r1os10xeHnn B TeqeHne 5 | YactuuHo nosopavunBaeT
BU3yanibHOro cekyHa: KnapyT ronosy ronosy Hasaz K
CTUMYNMpoOBaHua* Tak, 4TO O6bl  6bLIO | CPEAMHHOMY MONOXEHUIO
BO3MOXHO MaKCHUMasibHO
[IOCTyNHOe BpalleHne un
MCMonb3ytoT BU3yanbHoe
CTUMYNUpoBaHue ans
Toro 4tobbl obecneuntb
pacronioXXeHne rosnoBbl
B CcpeAVHHOM
NOSIOKEHNUN.
Mopaepxusaetr  cpeanHHoEe
nosioxeHve B TeyeHne 5
ceKkyHA n 6onee
n>n CocrosHue:
MoanepxvBaeT  cpeanHHoe
nosioXkeHne MeHee 5 cekyHz
[onoBa napjaeT B CTOPOHY W
He OTMevyaeTcsi MOMbITOK
CHOBa [JepXaTb rO/f0BY B
CPeAVHHOM MONOXEHUN
5 Jlexxa Ha cnuHe, Horun COrHYTbI B OTpbiBaeT KONeHo oT n Nyywas
Mpusoasimne 6e3 noarysHuka TasobeapeHHOM NoBEPXHOCTM KpoBaTH CTOpOHa:
MblLWLbl 6eapa cycTaBe M MOATSHYTbl K | Ha > 5 cekyHA waun
CPeAVHHOW NUHUM Tena. oTpbiBaeT cTony oT
Horun Ha wnpuHe NnoBepxXHOCTU n
6enep, 6eapa CocTosiHue:
pacnonoxeHbl
napannenbHo,  KosneHu OtpbiBaeT KONIEHO oT
Ha HebosbLIOM NMOBEPXHOCTM KpOBaTU  Ha

paccTosHum apyr ot
Apyra

1-5 cekyHA




CrnbaeT pyKky B JIOKTEBOM
cyctaBe rnocsie Toro,  Kak
OTpbIBAET PyKy OT Tena

Mokasatenb MonoxeHne Mpoueaypa ucnbiTaHus OueHunBaeMblil 0TBET Bbann
HeT nonmbITkM  COXpaHWUTb
KOSIEHO Ha NOBEPXHOCTMN
6 Jlexxa Ha cnuHe 1. YaepxuBas HWXHIOW0 Mpun NpUMeHeHUn Bnpaso Nyywas
CnocobHocTb (pyku no | vactb 6eapa MnazeHua, BbITSDKEHUS B KOHLe CTOpoOHa:
nepeBopaynBaThCs: bokam); crubatot Hory B MaHeBpa,
3a cuet Hor* CTOpPOHa, TaszobeapeHHOM cycTaBe
PyHKUMIO M KONEHHOM cycTaBe MU
MbILLL, KOTOPOIA NoOATSrMBalOT kK | nepesopauusaercs Ha
oLeHUBaloT, CpeANHHOW NnHWUK Tena, KMBOT  C  BbINpsiMIEHMEM
pacronaraetcs TEM CaMbIM NpuBOASA Ta3 ronoBbl
cBepxy; B BepTMKanbHoe
nepesopaymBaThb nosioxeHwue,
HayuMHaT co npoAo/HKaT TAHYTb W uepes 6ok
CTOPOHbI, AenawT naysy B 3TOM
PYHKUMIO MbILLL, r0/I0XKEeHUN
KOTOpoM 2. Ecnun MnageHel
oLieHMBaloT nosopaynBaeTcs Ha 60k, MoBopaunsaeTcs "3
TO ero TAHYT Mo yriom MOSIOXEHUSI flexa Ha BoKy
45° gmaroHanbHo K Teny Ha >XMBOT rosI0BOI BHK3, 6e3
1 AenatoT naysy, uYTobbl BbINPSIMIEHUS TONOBbI
Mo3BONUTb MnageHuy | uyepes 60K,  MOMHOCTbIO
nonbITaTbC  MOBEPHYTb NepeHoCcUT BEeC C OMOpHOM
Teno Hasaa pyku, 4yTO6bl 3aBEpWMUTb
nepeBopoT
Bneso CocTosiHue:
MoaHuMaeT Tas, TynosuLle 1
pYKY c OnopHoM
NMOBEPXHOCTU, MOBOpayMBaeT
rofloBy M MOBOpayunBaeTcs
Ha 60K, npu 3TOM pyka
nepemellaeTcs K nepeaHeit
CTOpoHe Tena
MoaHMMaeT Tas u Tynosulle
C OMOPHOWN MOBEPXHOCTU U
rnosopayvBaeT  rosioBy B
CTOpoHy. Pyka ocTaetcs
noA TynoBuLLEM
Ta3s naccvBHO OTOpBaH oOT
OMOPHOI NOBEPXHOCTU
7 Nlexxa Ha cnuHe 1. [Jepxat pyKy MNoBopaunBaeTcs Ha XWBOT, Bnpaso Nyywas
CnocobHoCTb (pykm no MnajeHua 3a JIokoTb U BbINPSAMASAS rONoOBy 4Yepes CTOpOHa:
rnepesopavnBaTbCs: bokam); TAHYT K 60k
3a cueT pyk* CTOpOHa, NPpOTUBOMOMIOXHOMY
PYHKUMIO MblILLY nnevy,
KOTOpOi Koraa nneyu MoBopaymBaeTcs Ha XWBOT,
OLIeHMBaIOT, pacrionaratoTcst nexa 6e3 BbiNpsMaeHUS
pacnonaraeTcsi BEepTUKAJILHO, ronosbl Yepes 60k; ybupaer
CBepXxy; ocTaHaB/vBaloT BEC C OMOPHOW PyKM, 4TOGbI
nepesopaymBaTh [BVXXEHUe, TNpu  3TOM nepeBepHyTbCA
HauyuHaloT co pyka pebeHka ocTaetcs
CTOPOHbI, B BbITSIHYTOM
PyHKUMIO MOJIOXKEHNMN, MO3BONSIOT
MbILLL, KOTOPOW pebeHKy  MOBepHYyTbCs
oLieHMBalT Ha >XMBOT.
2. Ecnm Ttas pocrturaet
BEpTMKaNbHOIo
NosIoXeHus, TO
npozosKaT TAHYTb CocrosHue:
pebeHka
MoBopaumBaeTcs Ha 60K,
nomMorass  Tasy  MpuUHATb
BEpTMKanbHOE  MOJIOXEHNE
BbIABMXEHWEM HOTW Briepes
1 ee npuseaeHnem
MNoBopaumBalT ronosy B Bneso
CTOPOHY " nogHumaeT
nneyo M Tynosuuwe c
NOBEPXHOCTN
MoBopauvBaeT rosoBy B
CTOPOHY; Teno  ocraetcs
BASbIM WJIN M1€40 NMacCMBHO
nogHuMaeTcs
8 MonoxeHne NobyxaatoT pebeHka OTpbiBaeT nafoHb oT n Ny4was
CrnbaHune pykun B | nexa Ha 6oky, [OTSIHYTbCS no NoBEPXHOCTN CTOpOHa:
nne4yeBoM cycTaBe | pyka, UrpyLiKm, KoTopas aHTUrpaBUTaLIMOHHbIM
4 NoKTe " pacrnonoxeHHas HaxoauTcs Ha | ABMXeHWEeM pyku
ropu3oHTasbHoe cBepxy, pacCTOsiHUW  BbITSHYTOM
oTBefeHne pasorHyTa B pYKM Ha ypoBHe mjeva
nieyeBom (MoXHO  wcnonb3oBaTb | MoxeT crubaTb pyky B
cycrtase ] CTUMYNSILMIO) [ nieyeBoM cycTtaBe Ha 45°,
corHyTa B HabnoaaoT croHTaHHoe | 6€3  aHTUrpaBMTaUMOHHOIO n
JIOKTEBOM ZBVXEHNe ABWXEHUs pyK
cycTtase Ha 30° un
noaaepxvBaeTcs
Ha Tene (nmpu
HeobxoanMocTH
yAepXxusatoT .
PYKY, CocTrosiHue:
pacronoXeHHyto
CHU3Y)




MokasaTtens MonoxeHne Mpoueaypa ncnbiTaHns OueHnBaeMblin oTBET Bann
MoxeT oTopBaTb pyKy OT
Tena
OTCyTCTBME MOMbITKM
9 Cuas Ha PacnonaratoT cTuMyn Ha OTBOAWT Mieyo unm crubaet n Jlyuwas
CrubaHue pyku B KOJIEHSIX WM Ha | cpeAHel NUHUM U Ha pyKy B Mje4yeBOM cycTaBe CTOpoHa:
nne4yeBoM cycTaBe | KOB- pvke c | ypoBHe nneva Ha °©
1 nokTe noaaepxKon paccTosiHumn
rosioBbl BbITAHYTOW pyKku (MOXHO
v Tynosuwa (c | wcnonbsosatb OTBOAMT Nneyo unm crubaet
HakK/I0HOM Moz CTUMYNSILNIO) " pyKy B Mje4yeBOoM CcycCTaBe
yrnom 20°) HabnoAaloT CNOHTAHHOE Ha 30°
LBUXEHNe n
Noboe crubaHve pykun B
nneyesoM  cycrtaBe  Wau
oTBefeHne
Tonbko crubaetr pyky B CocTosiHue:
JIOKTEBOM CyCTaBe
He npeanpuHUMaeT NonbITKK
NOAHSATb PYKY
10 Cuas Ha LLleko4yT NOAOLIBEHHYIO Pasrnbaet Hory B KONEHHOM n Nyywas
PasrnbaHue Horn B KONEHSIX WK Ha NoBepXHOCTb cTonbl | cycTaBe Ha > 45° CTOpOHa:
KONIEHHOM CycTaBe Kpalo KOBpUKa C | waM  cnerka  WunaoT
noAAepXKOMn nanew
ronossbl M | HaHore Pasrn6aeT HOry B KONEHHOM
Ty/oBULA (c cycTase Ha 15-45°
Hakno-
HOM MOA YrjioM
20°), 6eapo n
pacnonoxeHo
rOpU30HTasIbHO
K MOBEPXHOCTU
3eMnn
No6oe Bnanmoe pasrubaHve
HOTU B KOJIEHHOM CyCTaBe
CocTosHue:
OTcyTcTBUE Kakoro-nun6o
BMAMMOro pasrmbaHus Horu
B KOJIEHHOM CyCTaBe
11 [epxat MposBoasiT  pykon  no Crunbanune HOrn B n Nyywas
CrubaHue HoOrv B MnazeHua, CTynHe WAM  WunatTt TasobeapeHHOM cycTtaBe CTOpOHa:
TazobeApeHHOM npwxumas K | naneu Horu WM B KOJIEHHOM cycCTaBe >
cyCTaBe W TblIbHOE cebe, nnuom 30°
crnbaHune cronbl Bnepes, co CBO-
60aHO
CBUCaOLLMMK CrunbaHve HorK B
Horamu. TasobeapeHHOM cycTase
MopnepxusatoT nnn B KOJIEHHOM cycTaBe n
MnageHua B noboi cTteneHn
paiioHe xwuBoTa,
npu 3TOM ro-
noBa HaxoauTcs
MeXAy pykoun
" rpyAHoW .
KneTKoi CocTosHue:
B3pPOC/Oro,
KOTOPbI ero
LepXxuT
Tonbko ThbifbHOE crubaHue
rONEHOCTOMHOro CycTaBa
HeT akTuBHOro ABWXEHUS
6enpa, KoneHa wnmn
rO/IEHOCTOMHOro CycTaBa
12 B MosIoOXKeHUN MomelyatoT MnageHua Ha M3 nonoxeHus ¢ onyLieHHOM Bannbi:
YaepxaHue cnas Kpyrroe cupeHbe C | rosioBoi MOAHMMAET rosioBy
ronoBbI* C noaaepXKon 3a NoAHSATON ronoBoi, n AepXuUT ee B CocTosiHue:
nneyn " npuaepxusas 3a nneyn BEPTUKaNbHOM MOMOXEHUN,
npsiMbIM (cnepean a TaKxe nosopaymsaeT
Tynosuiem " c3aamn) (MOXHO | ronoBYy U3  CTOPOHbI B

OT/IOXUTb OUEHKY 1 1 4
A0 KOHL@ MUCrbITaHns)

CTOpOHY

YnepxuvBaeT ronosy B
BEPTUKANbHOM  MOIOXEHUN
6onee 15 cek. (npwm
nojeprmBaHuy  rosioBbl  3a
ucnblTaHne «yaepxaHue
ronosbl» cTasaT 2 6anna)

YaepxusaeT — rosiosy no
cpefHen nuHMM  >5  cek,
npu 3TOM ronoBa HakJoHeHa
A0 30° Bnepea unu Hasapg




NOBEPXHOCTH

OTBeT OTCYTCTBYET

Mokasatenb MonoxeHne Mpoueaypa ucnbiTaHus OueHunBaeMblil 0TBET Bbann
AKTUBHO MOAHUMAET  WIn
nosopayvBaet ronosy
ABaXxAbl c MOMEHTa
crnbanus B TeyeHne 15
cekK. (He 3acuyuTbiBalOT,
ecnu ZABWXEHne
NMPOUCXOANT  OAHOBPEMEHHO
C AbIXxaHnem)
OTcyTcTBME OTBeTa, ronosa
BUCUT
13 Nexa Ha cnuHe OTBeT Ha BbITArMBaHME: CrnbaeT pyky B JIOKTEBOM n Nyywas
CrubaHue pyku B TAHYT  MiageHua B | cyctaBe CTOpoOHa:
NIOKTEBOM CyCTaBe, MosioXKeHWe Ccuas, pyku
OLEeHKa Mo MyHKTY fepxaT nog yrnom 45°
14 10 TOYKK, KOraa rosnosa Buaumoe cokpalleHue n
NOAHVMMAETCH M NOYTW | npyrnaBoit  Mbiwubl  6e3
OTpblBaETCs OT crnbaHus pyku B NIOKTEBOM
NoBEpPXHOCTN cycTaBe
CocTosHue:
OtcyTcTBue BUANMOrO
coKkpalleHuns
14 JNlexa Ha cnuHe OTBeT Ha BbITArMBaHue: MoaHumaet ronosy [« Bannbi:
CrubaHue wewn, TAHYT  MiageHua B KpoBaTu
OLleHKa Mo NyHKTY nosioXKeHne cuas, pyku
13 aepxat
noa yrnom 45° 0 | Bugumoe cokpalueHue CocTosHue:
TOYKM, KOraa ronosa PYAVHO-KIKOUNYHO-
NOAHWMMAETCH U MOYTW [ cocLeBUAHOW MbILLLbI
oTpblBaeTcs oT
NOBEPXHOCTN
OTcyTCTBUE MbILLIEYHOro
coKpalleHus
15 Mpoba c MpoBoasT pykoW BAONb Ecnu mnapeHeu yaepxusaet Bannebl:
PasrnbaHue BEHTpasnbHOW MO3BOHOYHMKA OT Luen rofoBy Ha OAHOM YpOBHE C
rosioBbl/LWen NnoAAEpXKON: K KpecTLy. TYNOBULLEM WIN Bbille
(Nanpay) MAageHeL, NexuT ®OpoHTanbHas
Ha XuBOTE, Bpay NIOCKOCTb TOIOBbI  MpY
npunogHnMaeT pacrnonoxeHuu Ecnn ronosa YacTUyHo CocTosiHKe:
ero oAHoW pyKoW napannenbHo YAEPXWBAETCs, ~ HO He A0
B obnactu NMoOBEpPXHOCTU KOBpUKa = rOPU30HTaNIbHON MNOCKOCTH
BEpXHen  yvactu 0° (ropusoHTanbHa)
XMBOTa
He BbITArMBaET ronosy
16 Mpo6a c MposoasT pykon MNoBopaumnsaeTt Tas no n Nyywas
M3rn6 BEHTpasibHOW CHauana C  npaBoWi HampaBneHnto K CTUMyny CTOpOHa:
MO3BOHOYHMKA noAAepXKOiA: CTOpPOHbI, a 3aTeM C BHe ocun
(FanaHT) MNageHel, nexuT NIEBOV CTOPOHbI
Ha uBoTe, Bpay no  MOSICHNYHO-TPyAOit
npunogHuMaeT obnactu Baonb Buanmoe CcokpalieHue n
ero oAHoOIN pyKoiWi NO3BOHOYHMKA, unm napasepTebpanbHo
B obnactu LEeKOUYT XWUBOT MUSn MbILLLbI
BepxHeil yvactu CTYMHIO, UJIN HaK/OHSIOT
XWBOTa MiazeHua, nposepss
pednekc TanaHTa. Y
MAaZeHUeB C  BECoM
6onee 10 Kkr KoneHn wu
rofoBa MOryT KacaTbCst CocTosiHme:

O6wmit 6ann, Ny4ywmnin 6ann ¢ Kaxaow CTOPOHbI MO KaxaoMy napameTpy (Makcumym 64 6anna):

Kirou (I/IHTepHpEETaLU/IH)I OLI€HMBAETC B 6ajtax Ha MOMEHT OCMOTpa " I1I0TOM, B IMHAMUKE




