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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

[OPD - TlonmuMopdu3M IJIVH PEeCTPUKIVIOHHBIX (ParMeHTOB (CIOCO6 MCCaeTOBaHUSI T€HOMOIA
JITHK)

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)



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 (aHrn. Auto-CPAP) — sTto CHIIAII (cM. fanee) ¢ aBTOMAaTMUecKoOil HACTPOIKOIL
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 - npyxdasHas BeHTUISIMS 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 HEMHBA3MBHBIN METOZ, orpenejleHnd MI/IHepaJ'[bHOI;'I TUIOTHOCTYU KOCTHO
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 KOHEUHOCTM WM CerMeHTa KOHEYHOCTM — 3TO I1aTOJOTMYeCcKoe
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.

CulIAIl (or anrn.Constant Positive Airway Pressure, CPAP - MOCTOSHHOEe IIONOXMUTENbHOE
JlaBleHMe B [bIXaTeNbHbIX IYTIX) — O9TO MHAMBUAYAAbHBI MeIULMHCKMII ammapar ajs
aBTOMAaTU3MPOBAHHON JJIUTEIbHOI BCIIOMOTaTeNbHOM MHTpPaHA3albHOM BEHTWISLMM JIETKUX
TIOCTOSTHHBIM TOJIOXKUTENbHBIM JJaBlIeHMEeM, IPMMEHSIeMbli 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
KUCIOpoga). B pesynbraTe MCKIIOYaeTCs PUCK BHE3alIHOM CMEPTM OT OTCYTCTBUSI BO3[yXa B
IbIXaTeTbHBIX Y TSIX, & TAK)KE 06eCreunBaeTcsi HOPMaIbHBIN COH.

CKOJI1O03 — 9TO TPEXIUIOCKOCTHAs ehopMalys MO3BOHOUHMUKA.

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



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,.

DHTepajbHOE MUTAHNE — 3TO BBeIEeHMe MUTATENbHbIX BEIIeCTB B KeMYTOYHO-KUIIEUHbIN TPAKT
(TIepopasibHO, Yepe3 30H[IbI ¥ CTOMBI) C IeJIbI0 TTOIIePSKaHUSI ¥ KOPPEKIIUM HYTPUTUBHOTO CTATyCa
B COOTBETCTBUM C TEKYIIMMMU TOTPeOHOCTIMM OOMBHOTO B 3HEPTMU, Oesike, BUTAMMHAX,
MUHepasiax U MUKPO3JIEeMEeHTaX.



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



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

IIpokcuMasbHasl CIMHAJIbHAsE MbleyHass atpodust 5q (CMA) - 3TO TsDKesloe ayTOCOMHO-
peleccuBHOe HepPBHO-MbIIIEUHOe 3ab0/ieBaHMe, XapaKTepu3ywoleecs: IMTPOrpeccUpyoIMu
CUMIITOMAaMM BSUIOTO Tapajiuya ¥ MbIIIEYHOV aTpoduu BCIeNCTBME JereHepauuu o-
MOTOHEPOHOB IlepegHNX POTrOB CIIMHHOTO Mo3ra [1].



1.2 OTuonorus u naTtoreHes 3a0ojieBaHMs WIN _
COCTOSIHMSI (TPYIIIBI 3200/I€BaHUIT MJIM COCTOSTHMIA)

Pa3BuTHE TPOKCUMAIBHOM CIIMHAIBHOM MBIIIEUHOI aTpoduu 5q 06yCIOBIEHO MYTallMSIMI B T€HE
SMN1 (cokpaw,. oT auria, survival motor neuron), KOOZMPYHIOIIeM O6€I0K BbIKMBAEMOCTHU
moTtoHelipoHoB. T'en SMNI kapTupoBaH Ha Xpomocome 5 B jokyce 5ql2.2-q13.3 u umeer
LleHTpoMepHylo Komuio (SMNZ2). Oba reHa cocTosST u3 AeBATH 3k30HOB (1, 2a, 2b, 3-8) u
pasIMyuaroTcs IMIThI0 HyKIeoTuaamu B rnociaepoBatenbHoctu JHK [1, 2]. Kputndeckoil TOUKoi
SIBJISIETCS] 3aMeHa LMTO3MHA Ha TUMMH B 9K30He 7 reHa SMNZ2 (c. 840C>T), cosparomias caiT
CBSI3BIBAHMSI JJISI perpeccopa CIulaiicMHra. BcimencTBue 3TOro pasianMumsi B HYKIEOTUIHONM
10C/IeIOBaTe/IbHOCTY OCHOBHOW TpaHCKpUIT reHa SMNZ He CONEpXUT 3K30HA 7 U SIBIASETCS
(byHKUIMOHATBPHO HeMoMHOLeHHBIM [3]. OnHako reH SMN2 Takoke MPOAYLMpPYeT TOTHOPa3MepHBbIi
(byHKIIMOHATBbHBIN O€JTOK, HO B OTHOCUTEIHHO MaIbIX KommdecTBax (1o 10%).

K BOo3HMKHOBeHMIO TpoKCcuMaibHOV CMA npuBOIST MyTalluM B TeJIOMepHOI Konuu reHa (SMNTI).
OCHOBHBIM TUIIOM MYTalMii B 3TOM TeHe SIBJISIIOTCSI TOMO3UTOTHbIE Aelelyun 3K30HOB 7 uian 7-8,
KOTOpbIe BBISIBISIIOTC Yy 95% maumeHToB. OcCTanbHble 5% TalMEeHTOB SIBJSIIOTCS KOMIIAyH-
reTepo3UroTamMu 1o Jenenuy B ofHOM konuy reHa SMNI 1 TOUKOBOV MyTallMy B IPYroii, KpaiiHe
penKo — KOMIayHA-reTepo3UroTaMy Mo ABYM MUHOPHBIM MyTauuaMm [4]. Myrauyun rena SMNZ He
MOTYT ObIThb IpuuMHoii CMA, OmHAKO UMCIO €ro KOIMII Ha CErofgHsl SB/SIETCS OCHOBHBIM
MomuduKraTopom 3aboseBanus. [IpubausuTenbHo y 80% mromeit B momynsiiuuy HabmomaeTcs: 1-2
koru. st 5-10% 3mOpOBBIX JIIOIEN OmMMcaHbl cayday meenny reHa SMNZ2 B rOMO3SUTOTHOM
cocrossHuM. Y mauyeHToB co CMA pasHoo6pasue umcia Konuii reHa SMNZ2 ropasgo 6ombiie u
MOXKET BapbupoBaTh OT 1 [0 6 Komwmii. To HeOGO/MbIIOE KOAMYECTBO (PYHKIMOHAJIBHOTO OesKa,
MPOAYLIMPYEMOr0 I[€HTPOMEPHOI Komueir reHa SMN, CIOCOOHO CMSTYaTh TSKECTh TEUEHUS
3a60eBaHMs y MAIMEHTOB, MMEILIMX YBeJIMUYeHHOe YICI0 Konuit reHa SMN2 [5-8].

ITpogykTrom reHa SMN sBisieTcsl 0O€JIOK, COCTOSIIMIT M3 294 aMMHOKMCIOTHBIX OCTAaTKOB, C
MOJIEKYJIIPHBIM BecoM 38 k/la. Beslok QYHKIIMOHMPYET KaK B SIApaxX, Tak U B I[UTOILIasMe. B sapax
6eok  SMN  jokammsyeTcss B ChepoONomOOHbIX  CTPYKTYpaX, Ha3bIBa€MbIX TIeMaMu,
acCOLMMPOBAaHHBIX C TelbllamMyu Kaxass, BoBieueHHbIX B Metabomusm PHK. Benok SMN wurpaer
BaXKHYIO poJib B crutajicuure rpe-pPHK u 6roreHese MasbIX siiepHBIX PUOOHYK/IEOIPOTEVHOB, B
TeHHOJ 3KCIIPeccuM Ha YpOBHE TPAHCKPUIILMM, & TaKKe YyYaCTBYeT B aKCOHaJIbHOM TPaHCIOPTe
MPHK B anbda-moToHeipoHax [9].

CHukeHMe ypoBHS Oeyika SMN IpMBOOUT K aKCOHA/JIbHBIM JedeKTaM IBUraTeIbHbIX HEIIPOHOB,
BKJIIOUAsl yCeueHue 1/uin Ype3MepHOoe pa3BeTB/ieHMe aKCOHOB, 3aMeljieHl e POCTa, HapylleHUsIM
B HEPBHO-MbIIIEUHbIX CHHAICAX: HAKOIJIEHUI0 HeipoduIaMeHTOB B IPeCHMHAINTUYECKUX
TepMUHAISIX, GOPMUPOBAHNMIO HE3PEJIbIX MMOCTCMHANTUYECKUX TepMUHasei ¥ GYyHKIMOHATbHBIM
aHOMa/MsM, HapylleHuIo Ipolecca sHgounTosa [10, 11].

Moduguxamopsl  KauHUueckoz0 — meueHust  3abonegaHus.  KinuHuueckoe — pasHoobpasue
npokcuManbHoii CMA 5q MOXeT OObBICHITHCS HaIuMuMeM MOAUGUIMPYOINX (HaKTOpPOB.
MopauduKkaTopbl MOKHO pasfeiUuTh Ha B OCHOBHbIE TPYIIIIbI: BIMSIONIYE HA YPOBEeHb 6esika SMN
U, COOTBETCTBEHHO, HE OKa3bIBAOIIeE BIMSIHNMS Ha KOJM4yecTBo 6enka SMN.

@aKkTopbl, BAMSIOIIYE Ha ypoBeHb Genka SMN. Ha ceromHsi OCHOBHBIM MOAUMDUIIMPYIOIIUM
akropom CMA cuutaercs reH SMN2 - 41CJIO €ro KOTUIA U pa3/inuHble BHYTPUTE€HHbIE BAPUAHTBI.
VimMeroTcs JaHHbIe O KOPPEJIAIVY TSDKECTU TedueHus 3aboieBaHMs U ymcia Konuii reHa SMN2 [12].
Yem Gosnbliiie Komuii reHa SMN2, TeM, KaK MPaBUIO, MEHEE BbIPAXKEHbI KIVMHUYECKME CUMIITOMbI
CMA. Opnako ycraHoBieHue tuna CMA TO/NIBKO Ha OCHOBaHMM umciaa Konuii reHa SMNZ2

HEeIONTyCTMMO ¥ IIPOBOAMTCSI BPauyOM Ha OCHOBAaHMM BCeil COBOKYIIHOJ MHQOpMauum o
3a60/1eBaHMY Y KOHKPETHOTO TaiueHTa [12].

Eme omuu mMomuduumpytomuii gakrop CMA, cBSI3aHHbINI HENIOCPEICTBEHHO C I[EHTPOMEPHOI
komueii reHa SMN, - 3T0 ofHOHYKIeOTHAHAas 3aMeHa €.859G>C B 3k30He 7 reHa SMN2, KoTopast
MPUBOAUT K 06pPa30BaHMIO HOBOTO IHXAHCEP-CBSI3bIBAIOIIErO CaiiTa CIUIACMHTA, Pe3yJbTaTOM
Yyero SIBJISIeTCS BK/IIOUeHMe B TPAHCKPUMNT ¢ reHa SMNZ sk30Ha 7. [JaHHBIV BapMaHT acCOLMMPOBAaH
C yBeJIMUYEeHreM B KPOBM KOJIMYECTBa MojHOpasMepHoro 6enka SMN y maryeHnToB co CMA II-I11
tuna [13].



Ipyrue daxkTopsl, BIKSIONIKE HAa YpoBeHb Oesika SMN, mpuBemeHsb! B Tabnmuiie 1.
Ta6muua 1

IoronmHuTeabHbIe (AKTOPHI, BAMSIIONIE Ha YPOBEHb O0eyika SMN

®dakTop SddekT
CnnaitcuHr-perynupytolive Gaktopsbl Tra2p 1 YBENUUYMBAET BK/IOYEHME 3K30Ha 7
| NPUBOANT K 3K30H-CKUMMUHIY 3K30Ha 7
SF2/ASF 1 YBEIMYMBAET BKJIIOYEHME IK30Ha 7
hnRNPA1 1 MHrMBMPYeT BKOYEHNE 3K30Ha 7 reHa SMN2
dakTopbl, perynvpytowue CREB1 1 yBenuumBaeT TpaHckpunuuio 6enka SMN
TpaHCcKpuUnuuio
STAT3 1 CcnocobCTBYET poCTy akCOHOB
IRF-1 1 yBenuumBaeT ypoBeHb 6enka SMN
PRL 1 yBENMYMBaET NPOAOIKUTENBHOCTb XU3HU Y Tsxenbix CMA-Mblwein
MeTunuposaHue 1 CHMXaeT ypoBeHb 3KCrnpeccun reHa SMN2
npoMoTOpHON  obnactu
reHa SMN2
Crabunusaums MPHK U1lA 1 yMeHbluaeT ypoBeHb 6enka SMN
HuR/p38 1 yBENUYMBaET NPOAOIKUTENBHOCTb XU3HW Y Tsxenbix CMA-Mblwein
®dakTopsbl, BAnsawowme Ha PKA 1 MHrMbupyet gerpagauunio 6enka SMN
NOCTTPAHCASLMOHHYI0 MOANDUKALINIO
GSK3 | YMEepeHHO yBenn4MBaeT BbKMBAEMOCTb
DK30reHHble paKTopbl FonopaHune 11| Oka3biBaeT MoSIOXKUTENIbHOE BIUSIHVE Ha BbDKMBAEMOCTb
'mnokcus Il YBenuumBaeT ypoBeHb nonHopasMmepHoro 6enka  SMN.
[bixaTenbHas noaaepxka yfyylaeT CUMITOMaTUKY.
OKCnAaTUBHbIW CTpecc 11l YeunueaeT nporpeccuposaHue 6onesHmn

O,ZLHaKO, BJIMSIHME OOJBIIMHCTBA U3 3TUX Cl)aKTOpOB OLIE€HMBaAJIOCh in vitro. B skxuBom opranmsme
MeXaHM3Mbl B3aMMOAEICTBUS HAMHOTO CJIOXKHEee U Tpe6y}oT I‘.HYGOKOI‘O n3ydyeHums.

@aKTopkI, He BAUSONIME Ha YPOoBeHb 6eaka SMN. MonnudukaTopos, He acCOIMUPOBAHHBIX C TEHOM
SMN u ero mpomyKToM, Takke OueHb MHOro. C KaXKIbIM TOJOM OTKPBIBAETCS BCe Oosblie

MeXaHM3MOB. B IociemHee BpeMsl MHTEpeC MPUKOBAH K Psoy OeIKOB, YAYUIIAIOIIMX ITPOILECC
SHAOLUTO3a B CUMHAICAX, T. K. HEIABHO ObUIO YCTAHOBJIEHO, YTO MMEHHO 3HJOIUTO3 SIBJISIETCS
OJTHVIM U3 KJTIOUEBBIX HapyIIaeMbIXx MeXaHu3MoB mpy CMA. DTy 6eJIKU IpeCTaBIeHbl IJIACTMHOM
3 (PLS3) u xoponmHom (COROIC) [14], wueiipokanpiiuaom penbra (NCALD) [15] wm
KaJIbLIMITHEBPMHOIION00HBIM 6enikoM (CHP1) [16].

Oco0blit MHTepec mpeacTasisieT MeTuaupoBanue THK, kak Hanbosee cTrabuibHas MOAUGUKALINS,
U3MEHSIONAsl XapakTep SKCIIPecCUM TreHOB. Bbla BbISIBIEHA CBSI3b METWJIMPOBAHMUS Psiia TEHOB
(SLC23A2, NCOR2, DYNCI1H]I), KoTOpble MOTYT OBbITh BOBJ€UeHbI B naToreHes CMA, U TSIKECThIO
3aboneBanus [17-19].



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

PacrpocTpaHeHHOCTh ITPOKCUMAIbHOM CIIMHAIBLHOI MBIIIEUHOI aTpodum coctaBiseT 1 Ha 6000 -
10 000 HOBOpOXRAeHHBIX [20]. [laHHBIE 10 pacIpOCTpaHeHHOCTH 3a60eBaHusT B PO OTCYyTCTBYIOT.
Yacrora HOcuTenbcTBa 3abonmeBanusi — 1/40 — 1/50 B momynsaiuu B uenom [21,22]. Tlo maHHbIM
OI'BHY MI'HII mmenu akamemuka H. I1. BoukoBa yacToTa HOCUTe/NIbCTBA MyTaliunu B reHe SMNI B
Poccunm - 1/36 denoBeK M pacueTHas 4YacToTa pOXAeHus pebenka co CMA 1 nHa 5184
HOBOPOXXIEHHBIX [23].



1.4 Oco6eHHOCTY KOAMPOBaHUS 3a00/IeBaHUS VI

COCTOSTHMSA (IPYIIIbI 3a00/1eBaHMIL MM COCTOSTHUI)

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

G12.0 Jerckas criMHaabHasI MbltiieyHas atpodusi, I tum [Bepmaura-Tobdmana]

G12.1 Ipyrue HacaeACTBEHHBIE CITMHAIbHbBIE MbITIIEUHbIE aTPODNUM



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

Knuanueckast kmaccuduranusi 3aboieBaHMsT OCHOBBIBAETCSI HA BO3pacTe [ebioTa, TKeCTH
TeueHUs 3a00/1eBaHMST U MPOIODKUTENbHOCTY X13HM [20]. (Tab. 2)

Ta6nuia 2.

Knuandeckas kiaccudukaius MpoOKCMMAaIbHOM CIIMHAIBHOM MbIIIEYHOI aTpodun 5q.*

Tun CMA BospacT nebrota Oxupaemass nNpoOAOIKUTENBHOCTb [BuratenbHble HaBblkn**
XKU3HU

CMA 0 BHYTPUYTPO6HO Ao 6 MecaueB Het
CMAI no 6 mecsaues Ao 2-X net HecnocobHoCTb Aepxatb ronosy,
(OMIM#253300) nepeBopaynBaThCs, cuaeTb 6e3

noAzep>KM
CMA II 6-18 mMecsues 70% poxusatoT Ao 25 net CcrnocobHoCTb cnaeTb 6e3 noaaepxKn
(OMIM#253550)
CMA III crapwe 18 mecsues 10-40 net nocne MaHudecraumm CrMocobHOCTb  CTOSTb W X0oAWUTb  6e3
(OMIM#253400) noaAepXKu

*cymectByetr 1 CMA IV Tuma, HO Ipy 3TOM TuUIlle 3a6o/ieBaHue MaHUGECTUPYeT BO B3POCIOM
BO3pacre

**[pu ecTeCTBEHHOM TeUeHUY 3a00IeBaHUsI



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

IpokcuMasnbHasl CIMHAAbHAST MblmeyHass artpodust 0 Tuma, winm BpoxmeHHas CMA ¢
IMOCJIEPOIOBOI achuKCHeil — Hanbosiee TSKeNbI BapMaHT TeueHus 3a6oneBanus. Ha 30-34 Heperne
6epeMeHHOCTY OTMEYAIT MaJIOMOJBIIKHOCTb Tuiona. [Tocsie poKAEeHUs NBVKEHMS MPAKTUYeCKU
OTCYTCTBYIOT, HaJIMuyMe KOHTPAKTYpP, TPYOHOCTU C TVIOTAaHMEM U AbIxaHUeM — 6e3 obecrieueHust
JIbIXaTeIbHOI MOAIEePKKM pebeHOK rmorubaet [24].

ITpokcuMasbHasT CIIMHAAbHAS MbIlleyHass aTpodust [ tmma, i 6one3Hs Bepaunra — F'obdmana
BO3HMKAET B BO3pacTe OO 6 MeCsIeB UM XapaKTepU3yeTCs TSDKeNON MBIIIEeYHON C/1aboCThio.
BonmbHble [1eTM He CIIOCOOHBI J€pKaTh TOJOBY, TEPEeBOPAYMBATHCS, CUIETh 0e3 TMOIIePXKKIU.
[TpokcuMaspHasl, CMMMETPUYHASI MbIIIEUHAs] CJ1ab0CTh, OTCYTCTBME MOTOPHOTO Pa3BUTUS U
MbIIlIeYHAs] TUTIOTOHUS SIBJISTIOTCSI OCHOBHBIMM KJIMHMUYeCcKUMU fpusHakamu CMA 1 tuna. Yacto
OTMEeUaloT HajMuMe KOHTPAKTYP B KOJEHHBIX U JIyue3arsiCTHbIX CyCTaBaX, pexke — B JIOKTEBbIX. B
HeOHAaTaJbHOM IIepuoJie MM B TeueHMe IepPBbIX TPeX MecsleB KM3HU JIeTU CO CMepTelbHbIM
MMPOTHO30M MCITBITBIBAIOT TPYAHOCTM C COCaHMEM M IJIOTAaHMEM U YacTO JeMOHCTPUPYIOT
ImnadparmanpHoe npixaHyue. Cama amadparma He BOBJEKaeTCs B IATOJOTMYECKUil IMPOIecc A0
nocieqHeit craguy TedeHus 3aboneBaHus. HapymieHusi IOTaHMS MOTYT TPUBOIUTH K
acMmMpanyoOHHON THeBMOHUY U JIeTAJIbHOMY MCXOMy. YV TAI[MeHTOB HaOMonaoTCsT (hacuKyIsaInun
MBIIIII SI3bIKA U TTOCTYPaTbHBIN TPEMOD IableB. BOMbIIMHCTBO 60/MbHBIX AeTeit co CMA I Tuma 6e3
MeIMUIITHCKOTO COTIPOBOKIEHMS ¥ 0COO0ro yxoza rnmorunbaeT B BO3pacTe 10 ABYX JjeT [25].

ITpokcuMasbHasl CIMHaAbHAs MbllneuyHass arpodwust II tmuma mam xpoHuueckass CMA (6onesHb
Iy6oBuiia) umeeT Gosiee MO34HEe Havyalo B Bo3pacTe 6-18 MecsieB U MeHee TSKeloe TeueHMe.
Takue IeTy COXPaHSIOT CIIOCOOHOCTD CUJIETh U YIePXKMBATh TOJIOBY CAMOCTOSITeTBHO. Y MMalyieHTOB
co CMA II uab6mopatoTcs (GacMUKYISIINY MBI, SI3bIKA, TPEMOpP IaablieB BBITIHYTHIX PYK,
dacuyxynsipable M GUOPUIUISIPHBIE TIOAEPTUBAHMST MBIIIL TPOKCHMATbHBIX OTJI€I0B KOHEUHOCTE!,
BBIPAKEHHBIN CKOJMMO3, (JIAOOCTh MeXpebGepHOil MYCKylIaTypbl, nuadparMaibHOe AbixaHue. Y
JleTeil BO3HMKAIOT TPYIHOCTY TMPU Kallyie ¥ TIyOG0KOM ABIXaHUM BO BpeMs CHA ISl MO PsKaHusI
HOPMAaJIbHOTO YPOBHSI KMUCI0POJA U OMOKCUIA yriepona [26, 27]. Pa3BuBawTCS U NMPOrpeccupyoT
ckejieTHbIe medopMarnyiu. XapakTepHbl TaKKe IJI0OX0V COH HOUbIO, YCTAJIOCTh MOC/IE HOYHOTO CHA,
COHJIMBOCTb B ITHEBHOE BpeMsI, BO3MOXXHO Pa3BUTHME YTPEHHE rUrnepTeH3un, (Te ke M3MeHeHusl,
HO B Gosiee cTapiieM Bo3pacTte, passusaiorcst npyu CMA III tuma).

Hauano mpokcumanbHOl CIMHAMBHONM MbIieyHo# atpoduu III tTuma (roHOmIeckass dbopma), Uiau
6onesnu Kyrenbbepra-BenaHep, BapbupyeT B BO3pacTe HauUMHas ¢ 18 Mecs1ieB 1 0 IOHOIIECKOTO
Bo3spacra. IMaunenTtbl co CMA III coXpaHSIOT CIIOCOOHOCTh MePeaBUraThCs CAMOCTOSITEIbHO, HO
MOTYT YacTO MafaTh WIM MCIIBITHIBATH TPYAHOCTM IIPU TOIAbEME U CIyCKe IO JIeCTHuIile, Oere,
HaKJIOHE, TTObeMe M3 TONOKEeHUS Cupsl. HyskHMe KOHEeYHOCTU IMpU JaHHOM Tuile 3a60eBaHus
TopaskeHbl CuIbHee, yeM BepxHMe. Y nauyeHToB co CMA III Takke coxXpaHsSIeTCs TpeMop IaiblieB
BBITSIHYTBIX DYK [26-28].

IMpu Bcex Tumax CMA MOryT MmopakaTbCs OCHOBHbIE TPYIIIbI AbIXaTeJbHbIX MBIIIL, BK/IIOYAsI
MBIIIIIBI BAOXa ¥ BbIIOXa M OylIbOApHYI0 MYCKYJATypy, MPM ITOM CTeIeHb IOPaKeHUs U
MeXaHM3Mbl, BeAylye K HapyIIeHNIO ObIXaHMs, MOTYT Pa3jauJyarbcsl B 3aBUCUMOCTU OT Tuna CMA
u craguyu 3aboneBaHus. [lepBOHAYATbHO TMIIOBEHTU/ISIUM, OOYCJIOBJIEHHAS HAapyIIeHWEM
JbIXaHMS Pa3BMBAETCs BO CHe, HO IIOTOM U B THEBHO€ BpeMsl. [MITOBEHTUISILIMS BO CHE IPUBOAUT K
pasBUTMIO atHO3. HapylleHus: ObIXaHUS — OCHOBHAsI NMPUYMHA BO3HMKHOBEHMSI OCIOKHEHMI U
cvepTHOCTU TauueHTOB co CMA I m CMA II; kpome TOro, OHM TakKe MOTYT pPa3BUBATBHCSI Y
HeOO0IbIIOoN Joau MmauueHToB co CMA III.

ITpu Bcex Tmmax CMA MOXKeT BBISB/ISITbCS KapOMOJOTMUecKasl MaToNorusl (HapylleHus puUTMa
cepara, KapauoMUOIIATHS U T.J.).



2. IuarHoCTUKA 3a00/1€eBaHUS UV COCTOSIHUS
I'PYIIIbI 3200/IeBaHUI UJIM COCTOSTHIIT)
MeAUIMHCKME IIOKa3aHus ¥ MIPOTUBOIMOKAa3aHUS K
MIPUMEHEHNIO METOd0B JMarHOCTUKU



2.1 J)Kanoo0b1 M aHaAaMHe3

OcHOBHbIE Xaj00bl ¥ aHAMHe3 OIMCcaHbl B paszene «KianmHuueckas KapTuHa». Huske mpuBemeHbl
3KaJ1006b1, TPEOYIOIIME OTAENTBHOTO YTOUHEH NS :

¢ PekoMeHAyeTCSA YTOUYHUTH >Kajobbl HAa Xpall M 4YacTbie MPOGYKIEHWUS BO CHe, yTpPeHHUue
rOJIOBHbIE 6OJIM, COHIMBOCTb B TeUeHMe IHS, y poauTeneil mauyeHtToB co CMA 5q crapiuero
BO3pacTa [Jis1 paHHeli IMarHoCTUKY TMIIOBeHTW/ISILIMY M allHO3 CcHa [29].

VpoBeHb yoequTerbHOCTU peKoMeHAaIMii B (ypoBeHb JOCTOBEPHOCTH TOKAa3aTeTbCTB — 3)

¢ PekomeHAayeTcsI YTOUHSITh YaCTOTY MH(PEKIVIOHHBIX 3a00eBaHMII M aHTUOMOTUKOTEpanum 3a
noutenHue 6 - 12 MecsieB (B 3aBUCMMOCTM OT KPaTHOCTM HAOMIOOEHMUS) Y POIUTeNeit
nanyeHToB co CMA 5q 11t afieKBaTHO OI[eHKY COMAaTUYeCcKOoro cTatyca naiueHTos [30].

VpoBeHb yoeauTenbHOCTH pekoMeHaaiuii C (ypoBeHb TOCTOBEPHOCTHM JOKA3aTeIbCTB — 5)

¢ PekoMeHAyeTCS YTOUHSTD XKa00bl HA HAPYIIEHUS [IOTAHMUS SKUIKOCTU /WU TBEPHAON TTUIIN,
OIIyIIeHMe 3aCTpeBaHMsI MUILM B TOPJie BO BpeMsI IIOTaHMs, KallleJb UM TolepxuBaHue 10, BO
BpeMd MM 1ocJie IIOTaHus, HAJIMuue XpUILJIOoro MM «BJIAXKHOI'0» IrojiocCa Iocjie akTa IJioTaHu#d,
a TaKke BIMSHME Mpolecca Mpyrema MUIIY Ha KauyeCTBO XMU3HU Y pofuTeneli nanyueHToB co CMA
5q pnst uckmovuennst nucdarum [20].

VpoBeHb yoeauTeabHOCTY pekoMeHaanmii C (YpOBeHb JOCTOBEPHOCTH OKA3aTENbCTB — 5)



2.2 dusuxKajJbHOe 00cjIegJoBaHue

Knunuueckoe o6cnedosarue CMA skniouaem 6 ce6s1 npogedeHue Qu3UKAIbHO20 0CMOMPA ¢ akyeHnom
Ha KOCMHO-MbIWEUHYI0 CUCMeEMY, U CBS3AHHBbIX C Hell (YHKYUOHANbHBIX HapyuwleHuli. Bwlioop
ucnonws3yemoix 06csedosaruti 6ydem 3asucems om acnekmos, Komopole 60yee akmyaibHsl s Kaicooli
cmeneHu msxecmu. JlaHHble (QU3UKATLHO20 00C1€008aHUS ONUCAHBL 8 paszdene «KAUHUUECKAS
kapmuHa». Huxce ompaxceHst 0c06eHHOCMU U3UKAIbHO20 00CN1€008aAHUSA:

¢ PeromeH[yeTcst o1jeHKa (GM3MYECKOTO Pa3BUTHSI (M3MepeHe MacChl TeJla U POCTa) B AMHAMUKE
ranyeHTy co CMA 5q A1 O1leHKY HyTPUTUBHOTO cTaTyca [31].

VpoBeHb yoenuTenbHOCTU pekoMeHaaiuii C (ypoBeHb TOCTOBEPHOCTHM IOKA3aTeIbCTB — 4)

KommenTapumn: YV naineHToB co CMA 4acTo OTMeuarTcsl U3MeHeHUSI B HYTPUTUBHOM cTaTyce. Y
JeKaunux IMalMeHTOB U MalMeHTOB C aucdarueil MOBBIIIAETCS PUCK HETOCTATOYHOCTY ITUTAHMS.
Cupnsiume M Xo[suue TalMeHThI MTOIBEPKEHbI PUCKY M36bITOYHOI MacChl TeIa/0KUPEHNIO B CBSI3U
CO CHVDKEHMEM SHEProTpaT 13-3a YMEHbIIEeHNSI aKTUBHOCTY TIPU yTPaTe CIIOCOOHOCTY K XOnb6e.
IMocne ycranosienusi guardo3a CMA BceM mainyeHTaM PEeKOMEHAYeTCs KOHTPOJIMPOBATb POCT U
Maccy Teja C MepMOAMYHOCTbIO He MeHee 1 pasa B 3-6 MecsleB y JeTeil MJIaAllero Bo3pacra u
€XeroJHO y ieTel crapIiero Bo3pacra U uaille 1Mo MoKa3aHUsIM.

¢ PekoMeH[IyeTCs olleHKa (QYHKIMM KeBaHUS U IJIOTaHus nanyeHTy co CMA 5q Ijist MCKITIOueHUST
nucdarum [20, 32].

VpoBeHBb yoenuTersHOCTU pekoMmeHganuii C (YpPOBEHb JOCTOBEPHOCTH KOKA3aTENIbCTB —4)

KommenTtapum: OThesnbHOe BHMMAaHMe IPU OCMOTPE YesieTcs] BO3MOXKHBIM HapyIIeHMSIM
[JIOTAHMSI TIPM KOPMJIEHUM — CHMKEHWIO M OTCYTCTBMIO TJIOTOYHOTO ¥ HeOGHOro pediieKkcos,
0CabIeHHOMY COCAHMIO Y MaJIeHbKOTO pebeHKa, TPYLHOCTSIM C JKeBaHMEeM U IPOIIaThbIBAHMEM
TIATIA, YBETMYEHNUIO JTUTEIbHOCTY ee TIpyeMa, HAJTMYMIO KOHTPAKTYPbI UeTI0OCTHOTO CYCTaBa.

¢ PekomeHAyeTcs1 KIMHMYECKas] OlleHKa AbixaHusl manueHTy co CMA 5q Ajisi MCKIIOUeHMS
Ha/IMuysl ObIXaTe/lbHbIX HapylleHui [33].

VpoBeHb ybenuTenbHOCTU pekoMeHAaluii C (ypoBeHb TOCTOBEPHOCTHM OKA3aTEIbCTB — 4)

KommenTapuu: [leprogMUHOCTb MPOBeNEHMS OLIEHKM M MOHUTOPUHTA JbIXaTeTbHbIX
(byHKIIMIT 3aBUCUT OT KIMHMYECKOTO COCTOSTHMSI Y CTETIEHM ITPOTPeCCUPOBAHMS O0TIE3HN Y KasKIOTro
607pHOr0. YacToTa IPOBEIEHMSI OLIEHKM COCTaBJIsSeT B CpemHeM OOMH pa3 B 3-6 MeCsIeB y
HeTsDKebIX mainueHToB co CMA II u CMA III. JIpixaTenbHble (QYHKIMM OLIEHMBAIOTCS PeEXe Y
MMalieHTOB, CIIOCOOHBIX K CaMOCTOSITEIbHOMY IIepenBMKEHII0, B CTAOWJIBHOM COCTOSIHUM, C
6OoJIbIlIeli YACTOTOI Y JIesKaIMX TaI[MeHTOB, C HECTAOWIbHBIM TeueHreM 3aboneBaHus. C 4aCTOTOIA
1 pa3 B 3 mecsilia MOXeT MPOBOAUTCS OlLleHKa IbIXaHUs y MalMeHTOB, MMOTYYaIluX MHBA3UBHYIO
BEeHTWISILMIO JierKux. 15 neteii, Haxopsyxcs Ha HVBJL, skenaTesibHO MPOBOAUTD OLIEHKY 1 pa3 B
mecsil. I[pu CMA I, eciu pe6eHOK He HaxomuTcss Ha HUBJI, mpixaTeibHble HapyLIeHMS MOTYT
HapacTaThb OYeHb GBICTPO, ¥ MHOTHA TpebyeTcs emie Gojee vacTtas Mx oleHKa. OlieHKa BKIIOYaeT
orpefiesieHe I[BeTa KOXKHBIX TOKPOBOB, 3(M(MEKTMBHOCTM OTKANUIMBAHMSI, YACTOTHI IbIXaHUS,
U3MepeHre OKPYKHOCTU TPYAHOV KJIETKU, ONpeaeeHe S5KCKYpCUM TPYIHON KIeTKM, TPpU3HAKOB
IVCHYHKIMY ObIXaTeIbHOV MYCKYJIATYPhl (HaJlMUMe MapagoKCaTbHOTO IbIXaHMsI, MCIIOTIb30BaHME
BCIIOMOTaTe/IbHOV AbIXaTeIbHOV MYCKY/IaTyPBhI).

¢ PeKoMeHJyeTCs OCMOTD II03BOHOYHMKA MauueHTy co CMA 5q /sl MICKITIOUeHMsT CKOMMO03a U
kudo3a [34, 35].

VpoBeHb yoenuTebHOCTI pekoMeHatuii C (ypoBeHb JOCTOBEPHOCT TOKA3aTeNbCTB — 4)

KommenTapunu: Ilpu Bcex dopmax CMA pa3BMBaIOTCS CKeJleTHbIe Hedopmanyiu.
VickpuBiieHMe II03BOHOYHMKA, C IIOHV)KEeHHBIM MbILIEYHBIM TOHYCOM, HeIIPePbIBHO IIPOTPeCcCUpPyeT
Ha TPOTSDKEHUM Bceii sku3HM. Takke y GOMBIIMHCTBA MAllMEHTOB Pa3BUBAETCS KUQO3 TPYyIHOTO
OT/[e1a N0O3BOHOYHMKA Pa3HOV CTelleHY BbIPaKeHHOCTU.

e PekomeHayeTcss oOlleHKa (YHKIMOHATBHOTO [JBUTATEIBHOTO CTAaTyca II0 peIeBaHTHBIM
(byHKUMOHATBHBIM MIKAJIaM M BpeMeHHBIM TecTaM maiueHTy co CMA 5q mjisi orpezeneHust



MCXOMHOTO CTaTyca MalyeHTa, a Takke [ MOHMTODMHIA IBUTaTeNbHbIX (QYHKUMI U IJis
oneHKM 3 GeKTUBHOCTY MaTOTeHeTMYECKO Tepanuu [36-39].

VpoBeHb yoeauTenbHOCTH pekoMeHaaiuii C (ypoBeHb TOCTOBEPHOCTHM JOKA3aTeIbCTB — 4)

KommenTapun: Illkanbl npusenens! B [Ipuioskenuu I'l. JKenmatenbHo, UTOObI OIIEHKY I10
[IKajaMm TMpOBOAWIN CepTUGUIIMPOBAHHBIE CIIELMANIUCTBI PEryISIpHO KaskAble IIeCTb MecsiieB
MPOBOAUTb OOCIeIOBaHUS, €C/IM HEeT OCOObIX OOCTOSITENbCTB, TPEOGYIOMIMX OPYroifi YaCTOTI
Hab6moaeHus1. [JuHaMuueckoe o6cienoBaHye pebeHKa 1o CreuaabHbIM IIKaaaM 0COOEHHO BaXKHO
mpu  omeHke 3G(EKTUBHOCTM  IOMyYaeMO}  TapreTHOV  Tepamuu. IIpM  OTCYTCTBUU
cepTUGUIMPOBAHHOTO CIELIMATNCTA KeJaTelbHO HAMpPaBUTh MAlMEHTa B TOT LIEHTD, TOe TaKue
CIIeLMaICThI eCTh.

¢ PekoMeHAyeTCsI OIEHUTh IIOTpebjieHMe U BbIBEIEHMEe U3 OpraHuM3Ma MUKPOIJIEMEHTOB,
0COOEeHHO Kaibliusl M BuTamuHa D, manyentam co CMA 5q ¢ HapyluieHUSIMU HYTPUTUBHOTO
cTaTyca IJig KOHTPOJS 3a COCTOSIHMEM KOCTHOV TKaHu [20].

VpoBeHb yoeauUTeNbHOCTY pekoMmeHaanmii C (YpOBeHb JOCTOBEPHOCTH OKA3aTENbCTB — 5)

¢ PekomeHIyeTcsl yCTAaHOB/IEHVE TUIA CIIMHAIBHOM MbIIEUHON quctpodun 5q HA OCHOBaHWUM
KIVHUYECKO} KapTUHBI 3a00/IeBaHMsI B COOTBETCTBMM C KiIaccuduKalyeii BceM MalMeHTaM C
MOATBEPKAEHHBIM (KIVMHUYECKY U/UIM TeHeTUYEeCKN) OVAarHO30M i OIpeleseHts MPOoTrHO3a
3a6omneBanust [20].

VpoBeHb yoemuTenrbHOCT pekKoMeHaanuii C (YpOBEHb JOCTOBEPHOCTY TOKA3aTEIbCTB — 5)

KommenTtapun: Tunsi CMA 5q (CMA 1, CMA 2 u CMA 3) cmoTpeThb B pasfmene 1.5
Knaccudnkaiiys 3a601eBaHmUsT MM COCTOSTHUS (TPYIIITBI 3a00I€BaHMIi UV COCTOSTHUIA)



2.3 JIabopaTOpHbIe TMArHOCTUYECKHUE
UCCIeA0BaAHUSA

e PekomeHayeTCs1 MOJIEKY/ISIPHO-TEHETUUYEeCKoe MUccaegoBaHue MmyTtanuii B reHe SMNI Bcem
rmamyeHTaMm ¢ rogospeHueM Ha CMA 5q c 1LieJibi0 BBISIBJIEHMS OeJely 5K30HOB 7 wiu 7-8 u
MOJIEKY/ISIPHO-TeHETUYECKOro MOATBepXKaAeHus auarnosa [40].

VpoBeHb yOeauTelbHOCTM peKoMeHAalMii B (YpoBeHb JOCTOBEPHOCTH TOKA3aTeIbCTB — 2)

KommenTapum: «30/10TbIM CTaHAAPTOM» MOJIEKY/ISIDHO-TEHEeTMYEeCKOro ucciaenosanus npu CMA
5q sB/ISIeTCSl KOJMMYECTBEHHBIN aHaAM3 — aHaau3 uuciaa Komuit reHoB SMNI u SMNZ2. JlaHnHOe
uccienoBaHue npoBoauTcs metogamu TP B peajibHOM BpeMeHM WM KojimuecTBeHHOro MLPA-
aHanM3a. [IMarHo3 TMOATBEPXKOAeTCsl Npyu OOHAapY)KeHMM [ejelyuyu 95K30HOB 7 win 7-8 B
TOMO3UTOTHOM COCTOSTHVM (T.€. B 00€MX KOTIMSX reHa).

e He pexomenpayetrcsi ucnonb3zoBarh [ILP-TIIP®-aHanmn3 M gpyrMe KavyeCTBEHHbIE MeETOHbI
MCCIemOBaHMs KaK MeToma BbIGOpa malyeHTam cC romospeHmeM Ha CMA 5q ¢ 1enbio
MOATBepXKAeHMs quarHosa [41].

VpoBeHb ybenuTenbHOCTU pekoMeHAaluii C (ypoBeHb JOCTOBEPHOCTHU I0KA3aTENbCTB — 3)

e PekOMeHJyeTCsI BbIMOJHSITh IMOUCK TOYEUYHBIX MyTaluii B reHe SMNI MeTOOOM MPSIMOTO
aBTOMAaTUYECKOro cekBeHMpoBaHus mo CoHrepy malyeHTaM C BbISIBJIEHHON Jenelnyeir B
reTepo3UroTHOM COCTOSIHMM C LieJIbI0 YCTAHOBJIEHMS AyiarHosa [42].

VpoBeHb yoeauTenbHOCTU pekoMeHaaluii C (ypoBeHb TOCTOBEPHOCTHM TOKA3aTEeIbCTB — 2)

KommenTapunu: Hainune nenenyy B reTepO3UTOTHOM COCTOSIHMM OIIpelesisieTcsl Kak Hajauuue
onmHoii kommu reHa SMNI. O6GHapyskeHMe MAaTOT€HHOI MyTalMy BO BTOpPON Komuu reHa SMNI
noaTeepxkpaet nyario3 CMA.

e He pekomeHpayeTcsi ycTaHOB/IeHMe ayarHosa CMA 5q maumeHTaM € OTCYTCTBMEM Jeleluiu
9K30HOB 7 win 7-8 rena SMN1 [20].

VpoBeHb yoenuTenbHOCTH pekoMeHaaiuii C (ypoBeHb TOCTOBEPHOCTHM OKA3aTeIbCTB — 4)

KommenTapun: OTcyTCcTBME Ienieluy 9K30HOB 7 min 7-8 reHa SMN1 onpepensieTcsl Kak Haauuue
2 u 6onee komnmii reHa SMNI mertomamu TP B peaJibHOM BpeMeHM WK KoinuecTBeHHOro MLPA-
aHa/mM3a. B cayyae KPOBHOPOACTBEHHBIX OGPAKOB PEKOMEHYeTCs IPOBECTM IMOMCK TOUEUHBIX
myTauuii B reHe SMNI MeTOAOM MPSIMOTO aBTOMAaTUYeCKOTO0 CeKBeHMpoBaHusi o CaHTepy Aaxke B
cydyae OTCYTCTBUS Jiesiel[M 9K30HOB 7 unu 7-8 reHa SMN1.

e PekomeHayeTcsl onpepeneHne uyuciaa Konmii reHa SMNZ y mauyeHTa C MOATBEPKIEHHbIM
reHeTuyeckuM auarHosom CMA 5q AJig onipeiesieHust TPOrHO3a TeueHus 6oesun [43].

VpoBeHb yoenuTenbHOCTU pekoMeHAaluii C (ypoBeHb JOCTOBEPHOCTHU IOKA3aTEeNbCTB — 5)

KommeHnTapumn: Heo6xoqumMo moMHUTH, 4YTO THIT CMA y KOHKPETHOTO TalyieHTa He MOXeT ObITh
YCTAHOBJIEH T10 YMCIy KOt TeHa SMNZ2, OH omnpezensieTcsl TOJIbKO KIMHUUYeCKU. PeKomMeHayeTCst
YUMTBIBATh UMCJIO KOMMII reHa SMNZ mpu TPOrHO3e TedeHMs] 3a60/ieBaHMSI, IMOCKOIbKY 3TO
BAKHBIN (DaKTOp, OMpenesiomuii TSKeCTh KIIVMHNYECKO KapTUHbBI. PEKOMEHyeTCcs OrTOBapUBATh
MpY KOHCYJIbTUPOBAHUM MALMEHTOB U UX CeMell, YTO HeCMOTPSI Ha CUJIbHYIO CBSI3b KOIMYECTBA
Kkonuit SMNZ ¢ IPOTHO30M, UMEIOTCSI UCKITIOUEHMSI.

e PekoMeHIyeTCsI MOJIEKYISIPHO-TeHeTUUYecKoe MccliefoBaHMe wyrtauuii B reHe SMNI
pOOMTeNSIM TTallieHTa C TeHeTUUeCKUM Mo TBepkaeHneM Haanunsi CMA 5q KommyecTBeHHbIMU
metonamu (TILIP B peanbHOM BpemeHu unu MLPA-aHanmu3oMm) IJjis TIPOTHO3a OEeTOPOXKAEHMUS
[44].

VpoBeHb yOeauTeTbHOCTY peKOMeHAalMii A (YpOBEHb TOCTOBEPHOCTHM OKA3aTeIbCTB — 1)

KommenTapumu: MonekynsipHO-TeHeTUYeckoe McciefoBaHue MyTanuii B reHe SMNI Taxkxke
I0KAa3aHO pPOAUTENSIM YyMepliero pebGeHKa C TMpeAroNoKUTEeNbHbIM auarHo3om CMA wu
OTCYTCTBMEM €ro Guosormyeckoro marepuana ajas JHK-guarHoCcTMKM, B TMOBTOPHBIX Gpakax



poauTeneit 6GONbHBIX JeTell — UX HOBBIM CyIIpyraM (ec/Iu IJIAaHUPYETCS AeTOPOKAeHMe), CYTIpyram
B3pOC/IbIX ManyeHToB ¢ CMA mpu IUIAaHUPOBAHUM NETOPOXKAEHMUS; OIU3KUM DPOACTBEHHUKAM
(cMOChI TIALIMEHTOB M CUOCHI POAUTENEN TAIMHTOB) [Jisi MPOTHO3a MX IMOTOMCTBA; JOHOpPaM
CliepMbl U SMLEKIETOK MpPU  SKCTPAKOPIOPAJIbHOM  OMOJOAOTBOpeHMM. MOseKyIsipHO-
reHeTMYecKoe ucciaefoBaHue Mmytaunuii B rene SMNI, Kak ¥ NPy psife OIPYTrUX 4acThIX ayTOCOMHO-
peleccuBHbIX ~ 0OOJie3Heil,  peKOMeHJyeTcs  IIpu  IUIaHMpPOBaHMM  OGEpeMEeHHOCTM B
KPOBHOPOZCTBEHHbIX GpakaxX. Heo6xomMMo MHGOPMMUPOBATh POAMUTENEN OeTeil C MOJIEKYISIPHO
Bepu@UIIMPOBAHHBIM IMATHO30M), a TakoKe Tapbl, B KOTOPBIX KaskAblii M3 MMapTHEPOB SIBISIETCS
MOATBEPKAEHHbIM TeTepO3UTOTHBIM HOCUTeneM paeneuuu 7 uau 7-8 3k30HOB reHa SMNI, o
BO3MOXXHOCTU MIPOBEeAEHNS peHaTaabHOM (BO Bpems 6epeMeHHOCTH) 170,071
NpeaUMIUIAaHTALMOHHOM (C MCIIOAb30BaHMEM SKCTPaKOPMOPaJIbHOTO oruiogoTtBopeHust) JHK-
IuarHocTuky (cm. pasmen IlpodpmirakTuxa).

e He pekomeHAyeTcsi MCKIOUaThb auarHo3 CMA y MalyeHTOB C HETUIIMYHON KIMHUYECKOI
kaptuHoii CMA 5q Ha OCHOBaHMM YMePEHHO TTOBBIIIEHHOV aKTMBHOCTY KpeaTUHKMHA3HI [45].

VpoBeHb yoeauTeabHOCT pekoMmenainii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTelbCTB — 3)

KomMmeHTapum: YpoBeHb KpeaTMHMHA3bl (KpeaTudocdokmHasza, KOK) 0O0bIYHO HOPMAaJIEH WIN
TOBBIIIEH He3HAUMUTEIbHO, TEM He MeHee ONMCAaHbl efVMHMYHbIe c/ydyau C BbICOKMM (B 10 pas)
TIOBBIIIEHVEM YPOBHS aKTUBHOCTY (hepMeHTa. Takum 06pa3om, MOBLINIEHE YPOBHS (hepMeHTa He
00613aTeIbHO MCKIIouaeT nuarto3 CMA.

° PEKOMEHI[yeTCH nmanyeHTaM C YCTAaHOBJIEHHBIM OMAarHO30M CMA 5q, 0COOGEeHHO InanyeHTam Cco
CMA I, ucciaegqoBanmne KMCGIOTHO-OCHOBHOTIO COCTOAHMA M ra30B KPOBM IJII OHEHKM CTEIIEHU
KOMITIeHCal M ObIXaTe/IbHbIX HapyI.HEHI/H‘/JI n onpeneneHns TaKTUKN pechpaTopHOﬁ OO € PXXKU
[46].

VpoBeHb yoemuTebHOCTM pekoMeHaanuii C (YpOBeHb JOCTOBEPHOCTY TOKA3aTEIbCTB — 4)

KommeHTapum: V3MeHeHMSI B KUCJIOTHO-OCHOBHOM paBHOBeCMM BO3HMKAIOT Ha [JaJieKo
3alleflIMX CTaAMSAX [bIXaTelbHOM HeJOCTaTOYHOCTM. JKenmaTelbHO [/ CBOEBPEMEHHOM
JUArHOCTMKY MCIIONb30BaTh 60Jiee MHPOPMATUBHbIE MHCTPYMEHTATbHbIE METOMIbI MCCIeJOBAHIS
(KarmTHOMeTpPHUIO U ApP. - CM. HVWXKe). JleKOMIeHcalys AbIXaTe/lbHbIX HapylIeHUlA KOHCTAaTUPYeTCS
MIpY HAIMYNY TUTIePKAaTHMUY U alliA03a.

* PekomeHpyeTcsl BCeM IallMeHTaM C YCTAaHOBJeHHbIM auarHosom CMA 5q ompeneneHue
coziepsKaHMsl IMIOKO3bI B KPOBU JJIS1 UCKJIIOUEHUS] TUTIOTTIMKeMuM [47].

VpoBeHb yoemuTenbHOCTH peKoMeHaanuii C (YpOBeHb JOCTOBEPHOCTH TOKA3aTEIbCTB — 4)

KOMMEHTapI/lI/IZ IIpY HAJIMYUN IIPU3HAKOB KeTOoala03a AOIMOTHUTE/IbHO ITOKa3aHO OoIlpeaeieHne
KeTOHOBBIX TeJl.

¢ PekomeHpayercsi ucciefoBanue ypoBHS 25-OH ButammuHa [l B KpoBM BCeM Mal[MeHTaM C
YCTaHOBJIEHHbIM AuarHo3oM CMA 5q 1Sl MCKITIOUeHMsT BO3SMOYKHbBIX HapyllleHMii ero o6MeHa u
nowienyoiein koppexkunu [20].

VpoBeHb ybenuTenbHOCTU pekoMeHaaluii C (ypoBeHb JOCTOBEPHOCTHM IOKA3aTeIbCTB — 5)

KoMMeHTapum: CyiiecTByeT KOHCEHCYC IO TIOBOAY HEOOXOAMMOCTM TIPOBeAeHUs HAHHOTO
MCCIeIOBaHMSI TIO MeHbIleli Mepe 1 pa3 B rof.



2.4 THCTpyMEeHTa/IbHbIE JUAarHOCTUYEeCKMe
VICCIeNOBaHUA

2.4.1 lncTpyMeHTaAbHbIE MccIeqoBaHus aasa nuarHoctTuku CMA 5q

¢ PekomeHayeTCs aJIeKTpoMuorpadmst UTOJbYaTast u 3JIeKTpOHeipoMumorpadus
CTUMYJISIIIMOHHAS (OJHOBpEMEHHO) TalieHTaM C pa3BUTHEM CUMIITOMOB IPOKCUMAaIbHO
MBIIIEYHOM C1ab0CTM, C OTCYTCTBMEM WMIM CHIDKEHMEM CYXOKMIbHBIX pediekcoB mocie 18
MecsiieB (xapakrepHo ayist CMA III), a Takske mpu 6ojiee paHHEM Pa3BUTUY ITUX CUMIITOMOB, HO
6e3 TUIMMYUHBIX KIMHUYecKux mnposiBiennii CMA I u II Tuna c 1ebio yCTaHOBJIEHMS JMarHosa
[48, 49].

VpoBeHb yoenuTenbHOCTU pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTHU TOKA3aTeNbCTB — 4)

Kommenrapumn: [Ipu obcremoBanHmy manyeHTOB co CMA [OMKHBI MPUMEHSITbCS MTONbYaTast
anektpomuorpabust  (BMI) U CTUMYISIIMOHHAs  37eKTpoHelipommorpabmst  (SHMI).
CtumynsgumonHas OHMI mo3BosisieT OLEHUTh OTBET MOTOHEMPOHOB CIIMHHOIO MO3ra Mpu
nccinenoBauuu F-ponmH. Ilpu ctumynsuuonHoin JDHMI onpepensitotcs u3MeHeHust F-BOmH:
M0SIBJIEHMe TUTaHTCKMX F-BOJH, MapHbIX 1 TOBTOPHBIX F-BO/IH, My pacceinaHHbiX F-BOMH min ux
orcyrcTBre (670ku F-BomH). CKOPOCTM TIPOBEIEHMSI MMITY/IbCA UM aMIUTUTYAbI M-OTBETOB IO
neprdeprueckuM OBUTATEIbHBIM BOJIOKHAM MOTYT ObITh KaK HOPMAaJbHBIMMU, TaK M HEMHOTO
CHIDKEHHBIMM 3a CYeT BTOPUYHBIX aKCOHJIbHBIX M3MeHeHMil. Wrompuatas OMI mossossieT
MCCIeA0BaTh KOHKPETHYIO MBILILY M OINpENeJUTb CTelleHb AeHepBalMOHHON akTMBHOCTU. [Ipu
uroapuaToit OMI  xapaKTepHO: YyBeJlMUeHMEe aMIUIUTYAbl MHTepPepeHLIIOHHOM KPUBOIA,
pa3peskeHHOCTh  MHTep(EepeHIMOHHO  KPMBOIi, TMOSIBJIEHMS]  PA3AMYHBIX  IOTEHIMAJOB
CIIOHTaHHOJ aKTMBHOCTH, CKJIaIbIBAIOIIVXCSI B TAK Ha3bIBa€MBblil «PUTM YaCTOKOa» [49].

¢ PekoMeHAyeTCI MarHUTHO-PE30HAHCHAs TOMOTpadus MBIIIEYHO CUCTEMbI TAIlMEHTaM C
MMPOKCUMAJIbHOM MBbIIIEYHO! TUIIOTOHME! ¥ MBIIIeYHOM CIab0CThlo, HEe MMEeIIUM
reHeTUYeCKOro IMOATBePKAeHNS I1MarHo3a, ¢ 1ebio auddepeHnmanbHoi guarHoctuku CMA 5q
M OPYTMX HepBHO-MbIIIEYHbIX 3a60meBanmit [50].

VpoBeHb yOequTeIbHOCTU peKOMeHAAIMIi A (YPOBEHD IOCTOBEPHOCTHU IOKA3aTEIbCTB — 2)

Kommentapuyu: MPT  Mbll — BbISIBIASIET JKMPOBOE  3aMeleHMe  MBbIIIEYHOW  TKaHU.
Busyanmusupyercs XapaKTepHBII IMaTTEPH TOPAKEHUSI — TUTIEPTPOPUS ¥ OTHOCKUTENbHAs
coxpaHHocTh m. adductor longus (OJMHHOJ TOJOBKY aAIyKTOpPa), KOTOPBIA SIBJISIETCSI TOBOJIBHO
crienMUUYHBIM [IJIT CIMHAJbHOM MbIlIeuHOi aTpoduu. OmHAKo crenuduueckuii IaTTepH
MOpaskeHMsl TIPOSIBJISIETCST Ha TO3OHel cTamuy 3abojieBaHMsI, B caMOM Hauajie 3a60JIeBaHUS U Y
MajIeHbKUX JieTeli BbISIBUTD ero JOBOIbHO TPYLHO.

¢ PekoMeHAyeTCcs OUOINCUMS MBIIIIbI TAlMeHTy C aTUIMYHBIM BapMaHTOM CIIVHAIbHOA
MbllleuHoi atpodun, ecau auarHo3 CMA 5q He TOATBEPKIEH TE€HETUUYECKU, C IIeJbio
nuddepenumanbaoro auardoda CMA 5q 1 ApyruxX HEPBHO-MBbIIIEYHBIX 3a601eBaHmii [51].

VpoBeHb yoeauTenbHOCTH pekoMeHaalmii C (YypoBeHb TOCTOBEPHOCTHM OKA3aTeIbCTB — 4)

¢ PekoMeHAyeTCS MaTOJIOTOAHATOMUYECKOE WCCIeNoBaHMe OUOTICUITHOTO (OTIepaIMOHHOTO)
MaTepuasa MbIIIIEYHO TKAHY C TPUMEHEHVEeM MMMYHOTUCTOXMMUYECKUX METO/IOB MalMEeHTY C
aTUMMYHBIM BapMaHTOM CIIMHAJbHOIM MbIIIeYHOol aTpoduu, ecmm auarHo3 CMA 5q He
TOATBEPsKIeH reHeTMYeCK!, ¢ Leblio auddepeHianbHoro auartosa [51].

VpoBeHb ybenuTenbHOCTU pekoMeHAaluii C (ypoBeHb JOCTOBEPHOCTHU IOKA3aTEIbCTB — 4)

Kommenrtapum: IIpu mopdonornueckoM MCCIeAOBaHMM OMOTTAaTa MBI Yy TAIMEHTOB CO
CIIMHAJBHOM MBIIIEYHO! aTpodueli BBISBISIOTCS Hecmenuduyeckue TMPU3HAKU ITyYKOBOI
aTpoduu U TPYNMMUPOBKY MBILIEUHBIX BOJIOKOH. BOTBIIMHCTBO YBeTMUYEHHBIX MBIIIEUHbIX BOIOKOH
oTHOCsATCT K | Tumy. Bce MMMYyHOTMCTOXMMMYECKVE MapKepbl OYyAyT HOPMAaIbHBIMMU.
VAbTPaCTPYKTYPHbIE U3MEHEHUS TAKKE OYAyT HecrenupuaeckKuMu

2.4.2 lucTpyMeHTalbHBIE UCCIE0OBAHUS JJI JUATHOCTUKY KaPAUOJIOTUIECKUX
ocnoxkaennii CMA 5q




e PeromeHpmyeTrcsi peructpanus snekrpokapavorpammbl (OKI) Bcem maumentam co CMA 5q ¢
4acToToi 1 pa3 B rop, a Takke Ilepes OlepaTMBHBIM OPTOIleIMYECKMM BMeIlaTeIbCTBOM IJIsI
MCKITIOUEeHWST HapyIeHuii putMa cepaua [52].

VpoBeHb yOemUTeNTbHOCTH PeKOMEH ANt B (ypoBeHb TOCTOBEPHOCTY OKA3ATENIbCTB — 3)

Kommenrapunu: YV mnaumeHtoB ¢ CMA 1 Tuna mnpeBaiMpyIOT BPOXKAEHHBbIE CTPYKTYpHbIE
HapymeHus (medeKkTbl Meperopofok, AedeKTbl BBIHOCSIIMUX TPAKTOB). Y TaIMeHTOB C MeHee
TspkeapiMu popmamy CMA mpeBasMpyioT IpMoGpeTEHHbIE HApYIIeHUsT pUTMa, HanuboJiee yacTo —
HapyIIeHMs WHULIMAUUY PUTMA. [Ipy TOSBAEHWM >KaJod WMIM KIMHUYECKOV CUMITTOMATUKU
MMOpPakeHMs] CepIeYHO-COCYAMCTOM CUCTEMbI BOMIPOC KpPaTHOCTY HAOMIOOEHUIT pelraeTcs
UHIUBUAYAIbHO Y KaXXA0TO MalieHTa.

¢ PeromeHpayercs sxokapauorpadus (9XO-KI') maimeHTy ¢ ycTaHOB/IeHHBIM AyarHo3zom CMA 5q
He pexxe 1 pasa B rof Jjisl UCKIIOUEHUS WIM OLEHKM CTeleHM TSDKeCTM M MOHUTOPUHTA
BPOKAEHHON WM TPUMOOPEeTEHHO maTonorun cepua [53].

VpoBeHb yoenuTebHOCTI pekoMeHatuii C (ypoBeHb JOCTOBEPHOCTY TOKA3aTeNbCTB — 4)

KommeHTapumn: BpoxneHHble NOpOKM cepAna wuHorma BerpevawTces npu  CMA L.
Kapamnommonartus yaiie HabII0mAaeTCs y MAMEHTOB CO CIIMHAIBHON MBbIIIEYHOI aTpodueit 1 u 2
TUIIOB M IIpOTeKaeT II0 TUIIY AWUIATAUMOHHOM. B TSDKeNbIX Caydasix MOXKET pa3BUBAThCS
Klaccuyeckass KapTUHa JIETOYHOM TIuIlepreH3suu (OApIIKa, LMAaHO3, TeMOLMHaMUYecKue
HapylleHus: BIUVIOTb IO OTeKa JIerKUMX M3-3a COaBJAeHMS DaClIMpPeHHbIMM MPaBbIMM OTHeNaMU
JIEBOT'O SKeJyIOUKa M CHMKeHMsI 9BaKyaTOPHOI CIIOCOGHOCTH JIeBOTO Xenmymouka). OXO-KI' Takske
peKoMeHIoBaHa MalyeHTaM ¢ MeHee TsprenbiMu opmamvy CMA 5q mpyu Hamuuum KIMHUYECKUX
CUMIITOMOB, a TaKke BceM nanyeHTam CMA 5q B kauecTBe 06CIeJoBaHUS Mepe]] XUPYPruuecKum
BMeLIaTeIbCTBOM.

2.4.3 THCTPyMEHTaJIbHbIE MCCIeTOBAHUS AJIs JUATHOCTUKY ocnoxkHenuii CMA 5q co
CTOPOHBI ONIOPHO-ABUTaTEIbHOI CUCTEMbI

¢ PeroMeHZAyeTCsA PEHTTeHOAEHCUTOMETPHUS (TIOSICHUYHOTO OTHesa TT0O3BOHOYHMKA TMAIMeHTY C
nuarHo3oMm CMA 5q crapiie 6 JieT ¢ 4acTOTOJ 1 pa3 B Tof, /sl MCKJIIOUEeHMSI OCTeoInopo3a. Takke
pEeKOMeHIyeTCsl TIpOBelleHMe OTOro MCCAefOoBaHMSI TPU TIOATOTOBKE K OPTOIEANYeCKOMY
XUPYPIrUYeCKOMY BMeIIaTeabCTBY [54].

VpoBeHb yoenuTebHOCTI pekoMeHaluii C (ypoBeHb JOCTOBEPHOCT TOKA3aTeIbCTB — 4)

KommenTtapumu: Ilpyu o6GHapyskeHMM OCTeOIOpO3a B IIOSICHMYHOM OTAee I103BOHOYHMKA
II0Ka3aHa PeHTTeHOAeHCUTOMeTpus Bcero Tena. [nasg mauyeHToB co CMA XapakTepHa BbICOKAs
YacToTa IepesioMOB M OCTeoleHMM. JlaHHble DPUCKM OOYCJIOBAEHbl HEe TOJIbKO MBbIIIEYHOMN
€1a60CThI0 M HM3KOJ MOABMKHOCTBIO MAILMEeHTOB, HO U TeM, UTO TeH SMN urpaet omnpezeneHHYIO
poJib B MeTabonu3Me KOCTHOM TKaHu [54].

¢ PekomeHayeTcs1 peHTreHOrpadusi MO3BOHOYHMKA, CIIeIVa/IbHbIe UCC/IeIOBAHMS U TTPOEKIUHA C
usmepenuem yria Ko66a manmenty co CMA 5q ¢ HapylieHMeM OCAaHKU W/WUIU BUAVMBIMU
medopManusiMu TPYOHON KIETKM ¥ TIO3BOHOUHMKA ISl UCKIIOUeHMS KU(OCKONIMo3a u
orpeneseHs fajibHeIeli OpToneIMuecKoi TaKTUKM BefeHus nanyueHTa [55].

VpoBeHb yoemuTenbHOCT pekKoMeHmanuii C (YpOBEHb JOCTOBEPHOCTY TOKA3aTEIbCTB — 4)

KommenTapunu: PeHTreHorpaMma MO3BOHOUHMKA (LI€/HOTO, TPYJIHOTO M MOSICHUYHOTO OTHE/I0B
IMO3BOHOYHMKA C 3aXBaTOM Ta3a ¥ Ta300eJpeHHbIX CYCTABOB) BBITIOJHSIETCSI B IepeaHe3agHeil 1
GOKOBOJ MpoeKuusax. McciemoBaHue IPOBOAUTCS B Haubojgee BO3MOXKHOM BePTUKAIbHOM
MOJIOKeHMM TalleHTa, TPUMHMMAaeMOM He3aBUCUMMO OT BCIIOMOTATelbHbIX YCTPOWCTB (T.e. CUAS Y
JeTeli, KOTOpble MOTYT CUIETb CaMOCTOSTeNbHO, cTosI ipu CMA 111, nexka y nexkaunx MnamjeHTOB)
IJIST OMpemeeHNUs] M KOJMYECTBEHHON OIEHKM CTermeHM medopMalyy [MO3BOHOYHMKA KaK BO
(bpoHTaNbHO, TaK ¥ B CAarMTTAJIbHOI IUIOCKOCTSIX. PeHTreHorpaMma Ta300elpeHHBIX CYCTaBOB
HeoOXomyMa NP KIMHMYECKO) MaHudecTauuu IIPU3HAKOB, TaK KaK y MaiueHToB ¢ CMA
pacrmpocTpaHeHa HeCTabMIbHOCTh Ta306epeHHOTOo cycTaBa [53]. PeHTreHorpadusi mo3BOHOYHMKA
rmpoBoauTcs mamueHTaMm co CMA I u CMA II co ckonnosom >20° (peHTreHorpadus mo3BOHOUHMKA
B IIPSIMOJ MPOEKLMY B TIOJIOKEHUU CUIS M Jiexka) 1 pa3 B 6 Mec., M 3aTeM e3KeroHO ocje MOTHOTO
pasBUTHUS CKeJieTa JJIST KOHTPOJSI 3a AMHAMMKONM KM(OCKOIMO3a ¥ OIpeneeHNusT IajabHeien
OpTOIenNYeCcKOoil TaKTUKM BeAeHUs MalyeHTa. [Ipy OTHeNbHbIX MOKa3aHUsIX (TOSIBJIeHe HOBbIX



KIIMHNYECKUX l'IpOHBJ'IEHI/II;'I MaToJaoOIrMm "M MuX OTpULlaTE/IbHasA ,ELI/IHEIMI/[Ka) ucciaegoBaHmue
IIPDOBOOUTCS dYallle. HpI/I 3TOM 4YaCTOTa OCMOTPOB OO/DKHa OBITh orpenesieHa l'IpOCl)I/IJ'IbeIM
CrieqaInCTOM UM MYJIbTUAVCIUIVIMHAPDHBIM KOHCUMIIMYMOM.

2.4.4 IHCTpyMEeHTAJbHbIE UCCIEeAOBAHUS N1 TUArHOCTUKY ocaokHeHnit CMA 5q co

CTOPOHbLI JbIXaTeJIbHOI CUCTEMbI

e PekomeHayeTcs NpulleIbHAsT PeHTreHOTrpadusi OPraHOB TPYIHON KIETKM BCEM IMAlMeHTaM CO
CMA 5q Kak MMHMMYM pa3 B 2 rofia Ajisl UCKJTIOUeHusT aTesiekTa3os [30].

VpoBeHb yoeauTenbHOCTH pekoMeHaauii C (YypoBeHb TOCTOBEPHOCTHM JOKA3aTeIbCTB — 5)

¢ PekomeHAyeTcs1 TIpoBeleHMe KarmHOMeTpuu mnamyeHtam co CMA I Tuma mjis onpeneneHust
HaJIMYMST Y OLEHKYU TUITOBEHTWISALIY [56].

VpoBeHb yoenuTenbHOCTU pekoMeHAaluii C (ypoBeHb JOCTOBEPHOCTHU TOKA3aTENbCTB — 5)

KoMmMmeHTapum: [jis1 JieXkauux IALMEHTOB 3TO 00C/IemoBaHMe OO/DKHO IPOBOAUTHCS 1 pas B 3
MecsIIIa, 1T MeHee TSDKeJIbIX TallIEHTOB — PeXe.

¢ PeKOMEHIyeTCsI UPeCKOXKHbBIi MOHUTOPUHT MaplMaJIbHOTO JaBIeHMs KUCIOPOZAa BO BpeMs
HOYHOIO CHA B CTAI[MOHAPHBIX YUIOBMsSIX manuentam co CMA 5q I Tura, a Tak ke y maiyeHTOB
co CMA II Tuma rnpyu MUHUMAaJIbHBIX MO03PEHMUSIX AJ1s1 BbISIBJIEHMSI HOYHOM I'MIOBEHTUISILIY U
OGCTPYKTUBHOTO aItHO? CHa [56].

VpoBeHb ybenuTenbHOCTU pekoMeHAaluii C (ypoBeHb JOCTOBEPHOCTHU IOKA3aTEIbCTB — 5)

KoMmmenTapum: Vcronb30BaHue OKCUMETPUY B KaueCTBe eIMHCTBEHHOTO CII0c00a MOHUTOPMHTA
HOYHOJ TUIMOBEHTUISILIUM CYUTAETCS [OOMYCTUMMBIM, KOrJa HeT BO3MOXKHOCTM BBIMIOIHSTD
KamHorpaduio. B HopMe 1mokasaTenu caTypamnum HaxoasTcs B peaenax 95-100%. Ipu SpO; Huske
90% HeoO6XOAMMO TIPUHSTH HEOTIOKHbIe Mepbl. Carypaumust mexmy 94-90% cuuraetcs
MOrpaHMyHoiA. [TaneHTaM ¢ TMITIOBEHTUIISILVEN PEKOMEHJ0BaHO MMETh 1OMa ITy/IbCOKCUMETP.

¢ PekomeHayeTcs1 MCCIeIOBaHNE HECIPOBOIMPOBAHHBIX IbIXATEJbHBIX O0OBEMOB U ITOTOKOB
nanyeHtam co CMA 5q crapuie 5 yier mjig ompeneneHus] CTEIEHW TSKECTU IbIXaTebHbBIX
HapylieHuit 1 BpIOOpa BUAA PeCITMPATOPHON MOAAEePKKH [56].

VpoBeHb yoenuTenbHOCTH pekoMeHaaluii C (ypoBeHb TOCTOBEPHOCTHM OKA3aTeIbCTB — 5)

KomMmeHTapum: PekoMeHTyeTCs BBITIOMHSTD UCC/IeN0BaHMe HeCIPOBOLIMPOBAHHBIX JIbIXaTeTbHBIX
06beMOB ¥ TOTOKOB mauyeHtam co CMA crapiie 5 JieT, CIIOCOOHBIM BBITIOHUTDL JTaHHOE
uccinenoBanue, 1 pas B 6 mecsieB mjisi CMA II turna u 1 pa3 B 12 mecsue ajasgs CMA III tuna.
CaMpblii Jy4Iiuii M MPOCTON MapameTp IJis OTCIAEXMBAHMSI CWIbl JObIXaTeIbHOI MYCKYJaTypbl Y
nmeteii-manyeHToB co CMA (CITOCOOHBIX BBITTONIHUTL MCCAEAOBaHME) - 3TO (GOpCUpOBaHHAS
KM3HEeHHast eMKOCTh Jjierkux (®XKEJI). IlaumeHTtsl co cHmskennem OXKEJI ot 20% mo 50% ot
IOJKHOTO TOJIBEP>KEHBI MTOBBIIIEHHOMY PUCKY JIETOYHBIX OCJIOKHEHMI, a mauyeHTbl ¢ DXKEJT <20%
— ele 60siee BBICOKOMY PUCKY. [IJist manyeHToB ¢ ®XKEJI >60% xapaKTepeH HU3KUIT pUCK HOYHOI
TMTIOBeH TSN, VicciemoBanye BAVSIHMS (YHKIUY IBIXaTeTbHOI MYCKY/IaTypbl, B TOM YKCIIe Ha
MaKCMMajabHOE [aBjleHMe BJ0Xa, Ha3aJbHOE pecnypaTOpHOe J[aBleHMe WM MaKCUMaabHOe
JlaBJIeHNe BBIJOXA, HE AAET MOCTATOUYHOI MU IOMOJHUTETbHON MHGOPMAIUK MPU CPABHEHUU C
@®XXEJI y nauyeHTOoB co CMA.

¢ PekoMeHAyeTCsA KapayoOpecnypaTOPHbIA MOHMTOPMHT (OMCTAaHIMOHHOE HaOMIofeHne 3a
MMOKAa3aTesIMM  YaCTOThl CEpHEYHBbIX COKpAIleHMii ¥ [OUCTAaHIMOHHOEe HaOmomeHue 3a
(byHKUMOHATBHBIMM HApYIIEHUSIMY TIOKa3aTesieil BHEIIHETo [bIXaHMs) B CTAl[MOHApPE BCEM
maiyedTam co CMA I u manmentam co CMA II crapiie 5 jieT co cHIsKeHueM (GopcrupoBaHHOTO
Bbioxa Ha 45% u OGosmee 1 pas B 6 MecsleB MAJjid KOHTPOJIS HaJ TPOTPeCCUPOBAHNEM
IIbIXaTe/IbHBIX HapylIeHuit [57].

VpoBeHb ybenurenbHOCTU pekoMeHAaluii C (ypoBeHb JOCTOBEPHOCTHU TOKA3aTEeNbCTB — 5)

KommenTapuu: Ha KoHeln, 2019 roma ucciegoBaHue AOCTYITHO IJIs1 MAlUMEHTOB, HAXOASIIVXCS B
CrenMaaM3MpPOBaHHbIX 10 HEPBHO-MBbIIIEUHBIM 3a60/I€BaHMSIM HEBPOJIOTMYECKUX OTHeIeHMSX.
KoHeuHoO, kelaTebHO BHEIpPEHNME 3TOT0 METOIa M B APYTMX HEBPOJIOTMUECKUX OTAENEHMSX, U B
IIOMOIIb Ha OOMYy. IIpy HEBO3MOKHOCTM ITPOBEIHEHMSI KapaAMOpecIMpaTOPHOTO MOHWUTOPWHTA,



MOKHO BOCITO/Ib30BaThCsl  Goliee IIpoOCTbIM, HO MeEHeEe CHELU/IQJI/I‘«IHBIM METOJOM HOYHOI
IIyIbCOKCMMETPUN.

e PekoMeHAyeTCsl TIpOBeleHMe MomucoMHorpaduy manueHTam co CMA 5q, ecimn ecThb
Mofo3peHne Ha Haayuye TUIOBEHTWIILIUM sl YTOUHEHMSI ee XapakTepa U VCKIIOUEHMS
COHHBIX arHo3 [57].

VpoBeHb yoenuTenbHOCTU pekoMeHaalmii C (ypoBeHb TOCTOBEPHOCTHM OKA3aTeIbCTB — 5)

Kommenrapumu: [Marmentsl co CMA mopBepskeHbI HAPYIIEHUIO bIXaHUs BO CHe, HanboJiee 4acTo -
TUTIOBEHTUJISIIMM U3-3a YMEHbIIEHUS AbIXaTeJbHOTO 06beMa, HapylieHus: paboTsl quadparmel,
CHUKeHUST (QYHKIMM MeXKpebGepHbIX UM  BCIIOMOTATeIbHBIX MbIII. Takke OTMedaeTcs
OOGCTPYKTMBHBI/ CMHIPOM M3-32 (JA6OCTM MBI, TOPTaHM W IJIOTKK, OOGYCIOBIMBAIOLIVIIA
NpeJpacIioNoXeHHOCTh K KOJUIAIICY [ bIXaTe/lbHbIX ITyTe.



2.5 uble MarHoCTUYeCcKye uccjaegJoBaHus

KOHCYJ'IIJTHLU/II/I CIIenuaJIMCTOB MOIYT OKa3bIBATbCA IMAIMEHTAM Ha Pa3HbIX 3TalaX OKa3aHMs
MeOULIMHCKO MMOMOIIIM, B TOM UM(CJie€ B Iepmoa AMarHOCTUKA 3aboieBaHMS.

¢ PekomeHayeTcsi TipyveM (OCMOTP ¥ KOHCYJIbTallMsl) Bpada-HEBPOJOTa TI€PBUUHBIN BCeM
ranyeHTaM c rnojo3penuem Ha Hannume CMA 5q ¢ 1enbio moaTBepxkaeHust guarHosa [20].

VpoBeHb ybenuTenbHOCTU pekoMeHAaluii C (YypoBeHb JOCTOBEPHOCTHU I0KA3aTEIbCTB — 5)

KommenTapum: Eciu Bpau-HeBPOJIOT TOATBEPKIaeT BePOSITHOCTh HAIMUMS 00/Ie3HN, OH JO/DKEH
HampaBuUTh pebeHKa Ha TeHeTUYecKoe obcieoBaHme.

¢ PekomeHAayeTcss IpueM (OCMOTpP M KOHCY/IbTAllMsl) Bpadya-HEBPOJIOTa IIOBTOPHBIA BCeM
rMamnyeHTaM ¢ Togo3peHueM Ha Haimuume CMA  5q, mpomieAuiMM OOTIOTHUTEIbHbIE
obctenoBaHys (B TOM 4YMC/Ie TeHEeTMUYECKYIO IMarHOCTMKY) C Le/TbI0 IMOATBEPKAeHNMS AyarHosa
[20].

VpoBeHb ybenuTenbHOCTU pekoMeHaaiuii C (ypoBeHb TOCTOBEPHOCTHM IOKA3aTeIbCTB — 5)

¢ PekomeHayeTcs rpueM (OCMOTP ¥ KOHCY/IbTalysl) Bpaya-reHeTuKa IMepBUYHBII MalMeHTaM C
nomo3peHem Ha Hamuuume CMA 5q, e OHUM HampaBJeHbl Ha KOHCY/IbTAllMI0O BPavyoM-
MeJuaTpoOM WK BpauoM-HEBPOJIOTOM C LIeJIbI0 TIOATBEPKAeHMS AuarHo3sa [20].

VpoBeHb yoemuTenbHOCTH pekKoMeHaanuii C (YPOBEHb JOCTOBEPHOCTY TOKA3aTeIbCTB — 5)

KOMMeHTapI/H/I: HepBI)IM criegmancToM, K KOTOpOMY Bpau-reamaTp HallpaBUT ITallMeHTa, MOXKeT
0OKa3aTbCs He Bpauy-HEeBPOJIOI, a MMEHHO Bpau-TeHeTUK.

e PekomMeHayeTcsa 1mpueM (KOHCY/IbTallusl) Bpaua-TpaBMAaToOra-opTorena  IepBUYHBIM
MalyMeHTy ¢ TOATBepKAeHHbIM mauarHo3om CMA 5q [ OLEHKM HaJIUUYUST CKeJeTHBIX
nedopmanuit, GYHKIMOHAJIBHBIX BO3MOXKHOCTEI pebeHKa, HeOo6XOmMMOCTM U obbeMa
opTe3upoBanus [20].

VpoBeHb ybenuTenbHOCTU pekoMeHAaluii C (ypoBeHb JOCTOBEPHOCTHU IOKA3aTENbCTB — 5)

KommeHTapuy: OCMOTp CHelanucTa BKIIOUAET OIIeHKY 00bEMa IBVKEHMII B CyCcTaBaxX U HATUYMS
MCKPUBJIEHWI TIO3BOHOYHMKA, a Takke OIIeHKY MbIIIeUYHON CWiIbl M  (YHKIMOHATBHBIX
BO3MOXXHOCTEIl TI0 KakIOi KOHEUYHOCTM U CyCTaBy. PemraroTcsi BOMPOCH HEOOXOAVMOTO
OpTe3MpPOBaHMUSI.

e PekomeHayeTcss mpueM (KOHCYIbTalusl) Bpayva-TPaBMaTOJNOTa-OpTOIefa  IOBTOPHBIN
ManyeHTy ¢ TOATBePKOeHHbIM Ararao3om CMA 5q 1j1s1 OLleHKM ITPOTPecCUPOBAHMS CKeeTHBIX
nedopmanuii, BpIOOpa TEXHONOTUII OPTE3UPOBAHMS U MMOCTYPATbHOTO KOHTPOJS, & TAakKe IS
peleHust BOTIPOca O MOKA3aHUSIX K XUPYPTUUECKOMY OpToIequyeckomy geuennio [20].

VpoBeHb ybeauTenbHOCTU pekoMeHaaluii C (ypoBeHb TOCTOBEPHOCTHM OKA3aTEeIbCTB — 5)

e PekomeHpayeTrcsi IpueM (OCMOTP M KOHCY/IbTalMsl) Bpada-MyJIbMOHOJIOra I[€PBUYHBIN
ManyeHTy ¢ TOATBEePXIeHHbIM mauarHo3omM CMA 5q c 1enbio OOGHapyKeHUS! JbIXaTeTbHbIX
HapyIleHuit U onpeeneHNs] TAKTUKM PeCriupaTOPHOL MoAAepsKKu [57].

VpoBeHb yoenurTenbHOCTU pekoMeHAaluii C (ypoBeHb JOCTOBEPHOCTHU IOKA3aTEeNbCTB — 5)

KommeHnTapumn: Bpau-mynbMOHONOT —oOmpefenseT, HYXKHbl JM TALUMeHTy [IOINOIHUTeIbHbIe
o6ceoBaHMsl ¥ Kakye MMEHHO (aHajau3 Ta30BOTO COCTaBa KPOBM, peHTreHorpadwmsi rpymHO
KJIETKY, KapAMOPeCIMPaTOPHbI/ i MOHUTOPUHT, CTUPOMETPUSI)

¢ PekomeHayeTcsi TipueM (OCMOTP ¥ KOHCY/IbTAllMsl) Bpaua-IyJIbMOHOJOTa ITOBTOPHBIA
MalyeHTy ¢ MOATBEPXKIEeHHbIM muarHo3oM CMA 5q c 1eyibio OGHapyKeHUSI AbIXaTeIbHbIX
HapyluIeHuit 1 oIpesiesieHNs JajibHeliIeli TaKTUKY pecriMpaToOpHOi ogaepskku [57].

VpoBeHb yoemuTenbHOCT peKoMeHaanuii C (YpoBeHb JOCTOBEPHOCTH TOKA3aTeIbCTB — 5)



e PekomeHpayeTcsi TipyeM (OCMOTp, KOHCY/IbTallMs) Bpaua-racTPoOIHTEPOsoTa IepBUUHbBIN
mamyeHTy co CMA 5q mpu HaauMuMy COOTBETCTBYIOIIMX Kajob (cM. pasmen >KayioObl) mjst
HasHaueHMs 06cIeloBaHMs U iedeHust [57].

VpoBeHb yoemuTenbHOCT pekKoMeHaanuii C (YpOBeHb JOCTOBEPHOCTY TOKA3aTEIbCTB — 5)

e PekomeHpyeTcs1 mpueM (OCMOTD, KOHCY/IbTalMs) Bpada-racTpOdHTEpOoora IMOBTOPHbIN
nanyeHty co CMA 5q mpM Hadu4Myu COOTBETCTBYIOIIMX Kajo6 (cM. pasmen >Kajao6bl) mjist
JIMarHo3a OCIOKHeHU i 1 onpeneneHus 3GdeKTUBHOCTY JeueHust [57].

VpoBeHb ybenuTenbHOCTU pekoMeHAaluii C (ypoBeHb JOCTOBEPHOCTHU IOKA3aTeIbCTB — 5)

e PexomeHpayeTcs mnpueM (OCMOTD, KOHCY/IbTAlMSI) Bpada-AMeTOoJIora MePBUYHbBIN MalMeHTy CO
CMA 5Qq, KOTOpBI/i MMeeT HapylIeHMs HYTPUTUBHOTO CTATyCa WM YIPOXKaeM IO Pa3sBUTUIO
HEJIOCTaTOUYHOTO WM U30bITOYHOTO MTUTAHMS, C L[ETbI0 AVeTUYecKoii Koppekiuu [20].

VpoBeHb yoeauTenbHOCTH pekoMeHaauii C (YypoBeHb TOCTOBEPHOCTHM JOKA3aTeIbCTB — 5)

¢ PekomeHayeTcs1 TIpyieM (OCMOTP, KOHCY/IbTallMsI) Bpaya-qMeTosIoTa MOBTOPHBIN MaIlMEeHTy CO
CMA 5q c HapylIeHreM HYyTPUTUBHOTO CcTaTyca Ijist olleHKY apderTuBHOCTM nueTsl [20].

VpoBeHb ybenuTenbHOCTU pekoMeHAaluii C (ypoBeHb JOCTOBEPHOCTHU IOKA3aTENbCTB — 5)

e PekomeHayeTcss mpueM (OCMOTD, KOHCYJIbTAllMs) Bpaya-ZeTCKOTO KapAMoyioTa IepBUYHBIN
maruenTy co CMA 5q mpy o6Hapy>KeHuM matonormdecknx msMmeHennit Ha DKI' u 9X0-3C s
HasHaueHwus Tepanumu [57].

VpoBeHb yoenuTenbHOCTU pekoMeHaaimii C (ypoBeHb TOCTOBEPHOCTHM IOKA3aTEIbCTB — 5)

e PekomeHayeTcsl mpueM (OCMOTD, KOHCYIbTAl[Msl) Bpaya-JeTCKOTO KapAMOoJora IHMOBTOPHbIN
nanyeHTy co CMA 5q, kKoropomy O6BUIO Ha3HayeHO JieyeHue, C Ielbl0 OLEHKM €ero
sabdekrtuBHOCTH [57].

VpoBeHb yoemuTenrbHOCT pekKoMeHaanuii C (YpOBEHb JOCTOBEPHOCTY TOKA3aTeIbCTB — 5)

o PeKOMeH,I[yIOTCH IIepBUYHbIE KOHCyJIbTaLU/II/I Bpaqeﬁ U MHBIX CIIeMaJIMCTOB U3 Me,[[V[HV[HCKOf;[
OpraHM3aluuy WIX ee CTPYKTYPHOTO IOApasfiesieHts, OKa3bIBAIOIIero Crelnaan3poBaHHYI0
Ma/UIMAaTUBHYI0O MEOMIMHCKYIO TOMOIIb metsamM co CMA 5q, mpM HaIuumuy ITOKasaHWit, IJis
ompezeneHus: o6beMa Heo6X0IMMOIt Ma/TMaTUBHON oMoy [57].

VpoBeHb yoeauTeabHOCTY pekoMmenainii C (ypoBeHb JOCTOBEPHOCTH N0Ka3aTelbCTB — 5)

KommeHnTapuy: KoHCy/nbTalusi OTHOCUTENBHO TMAJIMATUBHOM MMOMOIIM MOXKET OKa3bIBaThCS Ha
BCex 3Tamax BemeHus maiueHta co CMA: Mpu TMOCTAHOBKE OMarHo3a, BO BpeMs MPUHSITHS
K/IIOUEBBIX TepareBTUUYECKUX PelleHN, Py BO3HUKHOBEHUN KM3HEYTPOKAIOIINX COCTOSTHUA, a
TaKKe B TEPMMUHAJIbHOI (a3e 3a60eBaHNUs.

¢ PeKOMEHAYIOTCS TTOBTOPHBbIE KOHCY/IbTALIVM Bpaueil ¥ MHBIX CITEIMaTMCTOB U3 MeIUIIMHCKO
OpraHM3aluy WM ee CTPYKTYPHOTO ITOApasieeHNs], OKa3bIBAaIOIIEro CIelyaIu3MpPOBAHHYIO
MaZIMaTUBHYI0 MEOUIMHCKYIO TOMOIb meTsM co CMA 5q, mpu HaIuM4MM ITOKa3aHWUIiA, MIJis
ompeneneHus ob6beMa HeOOXOMMMOI IMa/UIMATUBHOM ITOMOLIM U OIeHKM ee 3(PGheKTUBHOCTU

[57].
VpoBeHb yoemuTerbHOCT pekoMeHaanuii C (YpOBEHb JOCTOBEPHOCTY TOKA3aTEIbCTB — 5)

¢ PekomeHyeTcs rpuem (OCMOTP, KOHCY/IbTallMsI) Bpaya I10 Jieue6HOi (pU3KYIbType, HalueHTy
co CMA 5q 111 otipeenieHust o6bema 1 TuiaHa peadbvumranyu [20].

VpoBeHb ybenuTenbHOCTU pekoMeHAaluii C (YypoBeHb JOCTOBEPHOCTHM IOKA3aTEIbCTB — 5)

¢ PeromeHAyeTcs mpyeM (OCMOTP, KOHCY/JIbTAIVSI) Bpaya 110 JieueOHO (M3KYIbType MOBTOPHBIN
nanyeHTy co CMA 5q mis oueHkM 3G(eKTUBHOCTY peabWIUTAMU U OTpelelieHUsT TaKTUKU
manpHermero gedenus [20].

VpoBeHb ybeauTenbHOCTH pekoMeHaalmii C (ypoBeHb TOCTOBEPHOCTHM OKA3aTeIbCTB — 5)



e PekomeHayeTcss TmpueM (OCMOTpP, KOHCY/JIbTAlMsI) Bpaua—@uauoTepareBTa IePBUYHBIN
nanyeHTty co CMA 5q ajig onipefienieHust TaKTUKY (pr3noTepaneBTrUUeckoro jgeuenus [20].

VpoBeHb yoeauTenbHOCTH pekoMeHaaiuii C (ypoBeHb TOCTOBEPHOCTHM JOKA3aTeIbCTB — 5)

¢ PekomeHayeTcss TMpueM (OCMOTp, KOHCY/IbTalMs) Bpadya—(Gu3MoTepaneBTa TMOBTOPHBIN
marueHTy co CMA 5q g1t onpenienieHust TakKTUKM GusuoTeparneBTnyeckoro jeyeHus [20].

VpoBeHb ybenurenbHOCTU pekoMeHAaluii C (ypoBeHb JOCTOBEPHOCTHU I0KA3aTeNbCTB — 5)



3. JleueHne, BK/IIOYaAsi MeAVMKAaMEHTO3HYIO U
HeMeOVKaMeHTO3HYIO Tepalnu, JMeToTepanuio,
00e300/1MBaHNe, MeOUIIMHCKME ITOKa3aHus U
IMIPOTUBONOKA3aHMSA K IPMMEHEHNIO METOIOB
JIeUeHUS

3.1 MegukamMeHTO3Has Tepanusi

Meduxamenmo3sHnas mepanuss CMA 5q mogpasfensieTcsl Ha IBa HAINpaBJIeHMSI: MaTOTeHeTUYecKast
Teparnusi, HalpaBJeHHas Ha KoppeKuuio neduiura 6eaka SMN, M cuMITOMaTUYeCcKas Teparmst
(KOppEeKLMS OTIeTbHBIX CUMITTOMOB 3a60/I€BaHMS).

3.1.1 IlaToreHeTuvyeckasa MeAMKaAMEHTO3Has Tepanus

CyliecTByeT HeCKOJIIBKO TOIXO0B K IMAaTOTeHeTUYeCKO Tepanuu: MpuMeHeHre MoguduKaTopoB
criajicuHra  (TeHeTuMueckoit Mopudukainuu) reHa SMN2, yBeIMUMBAIOMIVIX SKCIIPECCUIO
TOJIHOPa3MePHBIX (YHKIVMOHAIbHBIX OEJIKOB, BEKTOpa [JisSi T€HHOI Teparnuu s AOCTaBKU B
kaeTku TeHa SMNI [56-58]. IlpemapaT Ha OCHOBe aHTMCMBICJIOBOTO OJIMTOHYKIEOTHAA
HyCUHepCeH** (mperapatr BBOAUTCS MHTPATEKAJIbHO) ObUI 3aPETMCTPUPOBAH [IJIST JIEUEHUS BCEX
tunoB CMA B CIIIA B meka6pe 2016 roma, omo6peH a1 rnpumeHeHus B EBporne B mae 2017 roga, B
Poccuiickoit ®enepauun 3aperucrpuposad ¢ 2019 roga [58,59]. IIpemapar — manasi Monexysia
pucaumiaM (ITyTh BBeIEHMs IIperapaTa-1epopaabHblii) 6b1 3apeructpupoBad B CIIIA B aBrycre

2020 roma u B Poccuu B mexabpe 2020 ropa.

Jlromb6anbHasi TYHKIMS MOKET ObITh BBIIIOJIHEHA ITOJ MECTHOM uaM oOlieii aHecTe3Meil Ha
YCMOTpeHMe Bpaya, TPOBOAVBIIETO MPOLIEIYPY, Y TPAaBUI OOTbHULIBI.

e PexoMeHAyeTCsI IaTOreHeTHUYEeCKYIO Teparyio HauMHaTh KaK MOXKHO paHbIlle BCeM MalyeHTaM
co CMA 5q mocie MOCTAaHOBKM KIMHMUYECKOTO AMAarHo3a C 00s13aTeNbHbIM TI'eHeTUYECKUM
nopTeepxkaeHuem [60].

VpoBeHBb yoeOUTEeIbHOCTY PEKOMEeHanuii A, ypoBeHb JOCTOBEPHOCTH JOKAa3aTeIbCTB — 2.

KommeHTapunu: He pekomeHayeTcsi IpMMeHeHMe  eOMHOBDEMEHHO 2  MperaparoB
MaTOTeHeTNYEeCKOi Tepanuy ¢ OOMHAKOBBIM MEXaHM3MOM JeiCTBUS (Harpumep, HyCMHepceH™* u
pucauriam). Takske He peKOMEH/IyeTcs IpMMeHeHe TpeIapaToB HycMHepceH™ ™ 1 pucauIuiaM Ha
060t craguu CMA 5q maiyeHTaM ¢ reHeTMYecky MOATBePKIeHHbIM auartHo3om ¢ 0 u 1 kommeit
reHa SMNZ2 B KaueCTBe [TaTOTeHeTUYECKO Tepanuy 3a00IeBaHMs.

e PekomeHAayeTcss TIpMMeHeHMe IIperapaTta HyCMHepCeH™* mauyueHTaM C TeHeTUYecKu
MoATBePKAeHHbIM amarHosom CMA 5q ¢ 2 u OGonee KomusMyu reHa SMN2, KIMHUYECKU
coorBercTByIOIMM CMA 1 Tuma, B KauecTBe MaToreHeTUYeCKoii Tepanuu 3a6oneBanus [61].

VpOBEHI: Y6EI[I/ITEJII>HOCTM pexome}maum‘/i A, YPOBE€HDb JOCTOBEPHOCTU JOKa3aTe/JIbCTB — 2.

KommeHnTapumn: IIpuMeHeHMe TIIperapaTa HYCMHepCeH™  ObUI0 M3YYeHO Y IallMeHTOB,
coorBeTcTByIOmMX CMA 5q 1 Tuma, B Bo3pacTe oT 1,7 mo 8 MecsiiieB Mpu IMePBOM BBEIEHUM B
uccnenoBanuu ENDEAR; mpopeMoHCTpUpOBaHbl yoenurenbHasi 3Q()eKTUBHOCTh U 6e30TacHOCTh
rperapara B 5TOJ BO3pacTHOI rpymne [61].

e PekomMeHAyeTcs IIpMMeHeHMe IIperapara pPUCAUIUIAM ManyeHTaM C TeHeTUYeCKu
MMOATBEPKAEHHBIM nuarHo3om CMA 5q ¢ 2 u Gomnee KomusiMu TeHa SMNZ2, KIMHUYECKU
cootBeTrcTByOmyUM CMA 1 Tuma B KauecTBe MaToreHeTHYecKoii Tepanuu 3aboneBanus [62].

VpoBeHb yoeauTeIbHOCTY PEKOMeHJanuii B, ypoBeHb J0CTOBEPHOCTH JOKA3aTeIbCTB — 2.

Kommenrapuu: IIpumeHeHMe TIpemapaTta pUCOUILIAM ObJI0 M3YYeHO Y TAI[MEHTOB,
coorBercTByOIMXx CMA 1 Tuna, B Bo3pacTe oT 2,2 no0 6,9 MecsieB IIpy BKJIKUYEHUU B
uccnenoBanuu FIREFISH; mpogeMoHCTpUpoBaHbl yoenutenbHast 3 (OeKTMBHOCTh M 6€3011acHOCTb
rperiapara B 3TOJ BO3pacTHON rpyrmne. He pekomeHayeTcsl MpMMeHeHMe IperapaTra B Bo3pacTe
MJIafiiie 2 MecsiieB BBUIY OTCYTCTBUSI JaHHBIX 00 3 PeKTMBHOCTY 1 6€30MacHOCTH Mperapara B
9TOJ BO3PACTHOI rpymme [62].



e PekomeHayeTcs1 TIpUMMeHeHMe TIperiapara HyCMHepCeH™ malyeHTaM C TeHeTUUYecKu
MMOATBEPKAEHHBIM IuarHo3oM CMA 5q, KIMHMYecKu cooTBeTcTByomuM CMA 2 uau 3 tuma B
KauecTBe MaTOreHeTHYeCcKoii Tepanuu 3aboneBanus [63].

VYpoBeHb YOeaUTEILHOCTY PEKOMEHIALNi A, YypOBEHDb JOCTOBEPHOCTH JOKA3aTEIbCTB — 2.

Kommenrapum: IlpumeHeHMe  IipermapaTa  HYCMHEpPCeH™  M3ydeHO y  MAIMeHTOB,
coorBeTcTBYIOIMX CMA 2 mim 3 Tuma, B Bo3pacTe OoT 2 A0 9 JieT Npu IepBOM BBeIeHUM B
uccinenoBanuy CHERISH; mpomeMoHCTpupoBaHbl yoenuTenbHast 3h(eKTMBHOCTh 1 6€30TacHOCTh
rperiapara B 3TOI Bo3pacTHOV rpymre [63]. [IpumeHeHMe mperiapata HyCMHEpPCeH™* M3ydeHO Y
MMaIeHToB, COOTBeTCTBYOMMX CMA 2 win 3 Tuma, B Bo3pacTe OT 2 A0 15 jieT mpu IepBOM
BBemeHun B ucciaemoBanuym CS2/12; mpomeMOHCTPUPOBaHbl 3G(EKTUBHOCTL M 6e30IacHOCTD
rperiapata B 3TOI BO3PaCTHOI Tpymme (YpOBeHb YOeqUTeTbHOCTM peKOMeHanuii A, ypoBeHb
JOCTOBEPHOCTU I0Ka3aTeNbCTB — 3) [64].

e VHTpaTeKaJbHOEe BBeIEeHNE HYyCHMHEpPCeHa** MOKeT COIPOBOXKIATHCS HEXKeIaTeTbHbIMM
SIBJIEHUSIMY, CBSI3AHHBIMM C TIPOBEJIeHNeM JIIOMOATbHOI ITYHKIMN: TIOBBILIEHME TeMIIepaTyphl
Tena, ToJI0BHAs 60k, 6OJIb B CIIMHE, PBOTA, MOCTITYHKUVOHHBIN CUHIPOM.

e BbpirmonHeHMne MHTpaTeKaIIbHOﬁ IMYHKIOUNM MOXKeT 6bITb 3aTPyOAHEHO IIpU HaJIUMUYUU TSKeJIoN
IedopManyy TO3BOHOUHMKA WM YCTAHOBJIEHHOV MeTaZIOKOHCTPYKIMM. TSsKeNblii CKOM03 U
YCTaHOBJIEHHAs] META/UVIOKOHCTPYKIMSI 06e3 OKHA [Jis BbIMIOJHEHMS JIOMOAIbHON IMYHKIUK
SIBJISTEOTCSI OTPaHMYEHMSIMY K IIPYMMEHEHUIO IIperapaTa HyCMHepceH ™,

e [locme BBemeHUSI HyCcMHepceHa** MOryT HaOmMIOOATbCsl TPaH3UTOPHBIE M3MeHEeHUS:
TPOMOOIIUTOIIEHMSI, HAPYIIIeHVe CBEPThIBAEMOCTU KPOBU U HEDPOTOKCUYHOCTD. [Tpyu Hammumm
KIMHUYECKUX TI0Ka3aHUif, PEKOMEHZOBAHO BBIMOJHITh JaOOPATOPHBII  MOHUTOPUHT
C/IenyoMMX IoKas3aTeseil: KOIMYecTBO TPOMOOLIMTOB, MOKAa3aTelny CBEPThIBAEMOCTU KPOBH,
KOJINUECTBEHHOE OTpefiesieHne 6eika B Moue [63-64].

e PekomeHAyeTcs1 TIpUMMeHeHMe Tperapara pUCIAUILIAM TalMeHTaM C TeHeTUUYeCcKu
MOATBEPKAEHHBIM MuarHo3oM CMA 5q, KaMHu4ecku cootBeTcTByommuM CMA 2 mau 3 tuma B
KayecTBe NaTOreHeTHYecKoii Tepanuu 3aboneBanus [65].

VpoBeHb yoeaIUTeTbHOCTY PEKOMEeHgaluii A, ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 2.

KommenTapum: IIpuMeHeHMe Tipernapara puUcaMIUIaM ObUIO  M3y4eHO Y TAlMEeHTOB,
cooTBeTcTByIOMMUX CMA 2 win 3 Tuma, B Bo3pacrte OT 2 0 25 JieT pu CKPUHUHTE B UCCIETOBAHUN
SUNFISH; mpoaeMOHCTPUPOBAHbI CTATUCTUUECKM HOCTOBepHas 3G(EeKTUBHOCTD IO TepBUYHONM
KOHEUYHO! TOUKe U [JocTaTouHas G6e30MacHOCTh MperapaTa B 3TOi BO3PACTHO TrpyIe
VccenoBaHne TMPOIEMOHCTPUPOBAIO [TOCTIDKEHME CTATUCTUYECKM 3HAYMMBbIX KIMHUYECKUX
yayJineHuii 3a 12 mecsitieB Tepanuu 1o mkanam MFM-32 u RULM [65].

Hawubosnee vacteiMu 1mo6ouHbIMM d(deKTaMu PUMEHEHUs PUCAUTIIAMA MOTYT ObITh MH(PEKLIUN
BepPXHMX JbIXaTelbHbIX ITyTell, THEBMOHUM, TUTIePTEPMUS, 3a110Pbl, Ha30apUHTUT [65].

¢ PekomeHAyeTcsl IIpMMEHEHME MpelapaTta HyCMHepCceH™* Ha MOKIMHMYEecKoi ctamguu CMA 5q
NalyeHTamM C TeHeTUUeCK!M IMOATBepPXXAeHHbIM AMarHo3om ¢ 2 mwiu 3 konussmu reHa SMNZ2 B
KavecTBe MaTOTeHeTHUeCKO Tepanuy 3ab6oeBaHus [66].

VpOBEHb YGEJII/ITEIILHOCTM pexomeﬂ,uaum‘/’[ C, YPOBE€Hb JOCTOBEPHOCTM NOKa3aTeJIbCTB —

¢ PekoMeHAyeTCs NPUCTATbHOE HAGMIONeHEe 32 BOSHUKHOBEHMEM CHMIITOMOB Y TAIIVIEHTOB C
TreHeTUYECK!M TOATBepXKIeHHbIM auarHo3om CMA 5q ¢ 4 wim 6omnee xomusiMu reHa SMN2 u
MpUMeHeHNe TIIperapata HyCMHEpCeH™* rocte MaHudecTaluy MEPBbIX IMPU3HAKOB
3a00/1eBaHMS B KAUECTBE OCHOBBI IIATOTEHETUUYECKO Tepanuu [67].

VpoBeHb yoeaquTeIbHOCT pekoMeHganmii C (ypoBeHb JOCTOBEPHOCTH TOKa3aTe/IbCTB — 5)

3.1.2. CumMnToMaTuyeckass MeJUKaMEeHTO3Hasl Tepanus

¢ PekomeHAyeTCs MpyeM Kajblus ITIOKOHATa™* 1 KoeKajbludeposa BceM manyenTam co CMA
5q, ecu BBISIBJIEHBI TIPU3HAKM OCTEOTIEHMM MJIY HM3Kasi KOHIEHTpalus BuTaMuHa D B KpoBH,
JIJISI KOPPEKU MY CHMKEeHUSI TVIOTHOCTY KOCTHOM TKauu [68, 20].

VpoBeHb yoenuTenbHOCTU pekoMeHaaluii C (ypoBeHb JOCTOBEPHOCTHU TOKA3aTEeNbCTB — 5)



e PexomeHpyercss mnpuem 6GucdochoHaToB Bcem maumeHTam co CMA 5q ecnu BbISBIIEHBI
MIPU3HAKM OCTEOIeHUM MUJIU YaCThble IepeJOMbl [JjIs1 KOPPeKLUNUM CHVYSKeHUS TNIOTHOCTY KOCTHO
TKaHu [20].

VYpoBeHb YoeauTeIbHOCTY peKoMeHAanuii C (YypoBeHb JOCTOBEPHOCTH AOKa3aTeIbCTB — 5)

¢ PekomMeHAyeTCs TIpMeM I[pPernapaToB MHTMOMTOPOB IIPOTOHHOTO HAacoca [JjIsl JIeUeHMsI
ractpos3zodaraabHOro pediokca (omMerpason*™ u s3somernpason™*) scem namueHtam co CMA 5q
B COOTBETCTBMM C BO3PACTHBIMM TOKA3aHUSIMU, €CJIM BbISIBJIEHBI TIPU3HAKMA COOTBETCTBYIOIINX
3abomeBaHuit [57].

VpoBeHb yoeauTeabHOCT pekoMmenmainii C (ypoBeHb JOCTOBEPHOCTH N0Ka3aTelbCTB — 5)

¢ PekomeHAyeTcs1 IIpUMeHEeHe OPOHXOOMIATUPYIOIIEr0 CPeaCcTBa KOMOMHMPOBAHHOrO (beTa2-
aIpeHOMMMETUK CEJeKTUMBHBI + M-XOIMHOOJIOKATOp) mJis HeOy/Iaii3epHOil Tepamuu
nanyeHtam co CMA 5q rmpu BeIsIBJIeHMM GpPOHXOCIIa3Ma Jjisl ero JuKBuaauu [57].

VpoBeHb yoeauTenbHOCTH pekoMeHaaluii C (ypoBeHb TOCTOBEPHOCTHM JOKA3aTeIbCTB — 5)

e He pekomeHAayeTcsi [JUTelbHOE TIpMMEHEHME MYKOIUTUUECKMUX TIperapaToB Jis
HeOyaiisepHoi Tepanuu, 3% u 7% rUIepTOHNYECKOTo pacTBOpa HATPUS XJI0OPKUAA Y MalieHTOB
co CMA 5q 13-3a OTCYTCTBUSI JOKAa3aTeabHOM 6a3bl ¥ B CBSI3Y C PUCKOM YCUJIEHMSI CEKPETOPHOI
Harpysku [57].

VpoBeHb ybenuTenbHOCTU pekoMeHaaluii C (ypoBeHb JOCTOBEPHOCTHU IOKA3aTEIbCTB — 5)

KommenTapum: Vcronb3oBaHyue TUIEPTOHMYECKOTO pacTBOpa HaTpus xjopuaa  6es
TepareBTUYECKMX [TOKa3aHMiT MOKET IIPUBECTM K PasKIDKEHNIO CEKpeTa HOPMaJIbHOM BI3KOCTU U
YCUIEHUIO CEKPETOPHOI HAarpy3Kiu.

¢ He pexkomMeHAyeTCs SMIIMPUUECKMII TpUeM aHTUOMOTMKOB maiueHTam co CMA 5q s
MpemoTBpameHnsT MHGEKIMOHHBIX OCAOKHEHMIT 6e3 Haduuusi OCOOBIX TIOKasaHuii K
aHTHbaKTepuanbHON Teparuu [57].

VpoBeHb yoeauTenbHOCTU pekoMeHaaiuii C (ypoBeHb TOCTOBEPHOCTHM IOKA3aTeIbCTB — 5)

KomMmenTapumu: B To ke BpeMs y maiueHToB co CMA I 1 yacTo 60/1eIomuX MaieHToB APYyTux
tunoB CMA ¢ ouaraMy XPOHMYECKOM MHQEKIMUM paHee Hauvajo aHTUOMOTUKOTepammu IMpu
MHGEKUIVOHHBIX 3a60/IeBaHMIX MMeeT IPUHIMITMATbHOE 3HAUeHNe.

e PeKOMEHIYIOTCSI VHDBeKIMM OOTYyIMHMYECKOTO TOKCMHA TuIla A B CIIOHHBIe >Keje3bl
nauuentam co CMA 5q, cTpafamouiuM OT TUIlepcanuBalyy, ¢ Lelbl0 YMeHbLUIEHUS! CTelleHU
BBIPaKEHHOCTU 3TOr'0 CUMIITOMA [69].

VpoBeHb yoeauTenbHOCTH pekoMeHaaiuii C (YypoBeHb TOCTOBEPHOCTHM JOKA3aTeIbCTB — 5)

KommeHTapuu: nauueHTam C ruriepcajmpalyent Takke rnokasaHa caHauys noaoctu pra [70].

3.2 Xupypruueckoe jieueHue

Xupypeuueckoe JneueHue nayueHmos co CMA 5q, 8 O0CHO8HOM, 3AKJIHUAEMCA 6 BbINOJHEHUU
KOppeKkmupyowez0  UHCIMPYMEHMAAbHO20 — 8MEWAmensCcmea Ha  NO380HOUHUKE,  NOCKOJIbKY
UCNoNb308aHue opmoneduueckux usdenuli umeem NAJIUAMUSHDIL Xapakmep U He N03607sem
ocmanosums  depopmayuio. TlayueHmam maxk xe Moxcem nompebo8amvcsi Xupypeuueckoe
8MewamensCcmeo 6 Cesa3u ¢ 0oneéviM CUHOPOMOM KAK Npu Namojiozuu O0NnopHO-08U2amMesbHOL
cucmembl, mak u 6 csi3u ¢ NepenaoMamul.

¢ PeKOMEHAyeTcss pacCMOTPeTh  BO3MOXKHOCTh  XMPYPTMUYECKOTO  BMEIIATeNbCTBA  Ha
M03BOHOYHMKe maiueHTam co CMA 5q ¢ TsokenbiM ucKpuBiieHreM (yrona Ko66a mjist 60/bIioi
KpuBU3HBI >50°) WM BBICOKOJM CKOPOCTBIO MporpeccupoBanus (>10° B rom) AJisE COXpaHEHUS
6ayaHca TYIOBUINA, KOppeKIuu gedopMaluy rpygHON KIETKU U YIydlIeHUs OOLIero KauecTsa
skusHm [20].

VpoBeHb ybenuTenbHOCTU pekoMeHAaluii C (ypoBeHb JOCTOBEPHOCTHM IOKA3aTEIbCTB — 5)



KommeHnTapumu: IIpy NpUMHSATUM pellIeHUSI O XUPYPIMUeCKOM BMeIIaTelIbCTBE PEKOMEHAYETCs
YUUTHIBATh CHIDKEHME GYHKIMU [bixaHus, Oedopmauuio pebep, runepkudos, BAUSHUE HA
MOOWIBHOCTh ¥ (YHKUMOHMpDOBaHME TMalIMEHTa, HAKIOH Ta3a U AucbajsaHC TY/IOBUIIA.
PekomeHTyeTCsSI OTJIOKUTD BBITIOJIHEHME XUPYPTUUECKOTO BMeIIaTelbCTBa Y IeTelt 10 4-X JIeTHero
Bo3pacra [20].

¢ PekoMeHAyeTcsI pPacCMOTPETb BO3MOXKHOCTb MCIIOIb30BAHMSI He IIPENSITCTBYIOIIEr0 POCTY
MHCTpyMeHTapusi y mnanueHToB co CMA 5q c HesaBeplIeHHBIM pOCTOM CKejeTa [t
cTabunmM3anum No3BOHOUYHMKA [71].

VpoBeHb yoemuTenmbHOCTH pekKoMeHganuii C (YpOBeHb JOCTOBEPHOCTY TOKA3aTEIbCTB — 4)

e PekomMeHIyeTCsI pacCMOTPETb BO3MOXXHOCTb BBIIIOJHEHMSI 3aJHEro CIOHAWIoLe3a C
MCIIOb30BaHMEM TEXHOJIOTUM AMHAMMYECKON GUKcAUUM IO TUIY <«IBOWMHBIX CTEPSKHEN»,
TOJIVICErMEHTHbBIE KOHCTPYKIMU ¢ Win 6e3 dhuKcalmu Ta3a B 3aBUCUMOCTY OT BOBJIEUEHMSI Ta3a
B CKOJMIMOTUYECKMIT M3TKnb y manyeHToB co CMA 5q AJisI MCITpaB/ieHus CKeJIeTHBIX JedopMalmii
[72].

VpoBeHb ybenuTenbHOCTU pekoMeHaaiuii C (ypoBeHb TOCTOBEPHOCTHM OKA3aTEeIbCTB — 4)

¢ PekomeHAayeTcsI OCTaBUTb CBOOOMHBIMM OAVIH WJIM JIBA YPOBHS B CPEAHEIOSICHUYHOM OT/ese
10 cpefHelt MMHUK y manyeHToB co CMAS5Q Ipu TJIaHMPOBAHUY OTepaluy Ha MMO3BOHOYHUKE
JI7IS1 BBITIOJTHEHMST JIIOMOATbHBIX ITyHKIMI [20].

VpoBeHb yoemuTerbHOCTH pekKoMeHaanuii C (YpOBEHb JOCTOBEPHOCTY TOKA3aTEIbCTB — 5)

e He pekomeHAayeTcsi NpUMeHeHMe CUCTEM AMHAMMUUECKOi (uKkcanum cC BO3HeiCTBMEM Ha
MMO3BOHOYHMK 1 pebpa (cokpaii. VEPTR ot anmt. Vertical Expandable Prosthetic Titanium Rib
U ero aHajoru) y mauyeHToB co CMASQ ¢ 1enbio Koppekiun nedopmainuy pedep Mo TUITY
«CJIO’KeHHOTO 30HTa» BBUAY HU3KOI 3(hPeKTUBHOCTU ITUX MEeTOZOB [73].

VpoBeHb yoenuTebHOCTI pekoMeHatuii C (YpoBeHb JOCTOBEPHOCT TOKA3aTeNbCTB — 4)

¢ PeKOMeHIyeTCsI DPacCMOTPETh BO3MOXKHOCTb XUPYPIMUECKOTO JIeUeHUS] HeCTaGMIbHOCTU
Ta306eIpeHHOrO0 CycTaBa y manueHToB co CMA 5q, cTpamaommx ot 601eBOro CMHAPOMA, IJIs
o6neruenusi 6ommu [20].

VpoBeHb yoemuTebHOCT peKoMeHaanmii C (YpOBEHb JOCTOBEPHOCTY TOKA3aTeIbCTB — 5)

¢ PeKOMEHAyeTcsa pacCMOTPeTbh BO3MOXKHOCTb XUPYPIMUECKOTO JIEUeHMs] KOHTPAKTyp Y
maiuedToB co CMA 5q, crpagamommux OT 60/€BOro CHMHApPOMA, IJs oOjerdeHus 6omu u
yBenmyeHust o6bema aBrokeHuii [20].

VpoBeHb ybenurenbHOCTU pekoMeHAaluii C (ypoBeHb JOCTOBEPHOCTHU IOKA3aTEIbCTB — 5)

¢ PekoMeHAyeTcsI pPacCMOTPeTb BO3MOXXHOCTb MHTPaMeAY/UISIDHOTO  WIM  HAgKOCTHOTO
ocTeocuHTe3a y naumeHToB co CMA 5q Ha am6y/naTOpHO cTaguy Ipy IMepeaoMax IIMHHBIX
TpyOUaThIX KOCTEif, a Takke y MAILMEeHTOB, He CIIOCOOHBIX CaMOCTOSTEIbHO XOAMUTb, IIPU
nepenomax 6enpa, Ajsl cTabuniM3alyy OTIOMKOB M BO3MOXKHOCTel paHHel BepTMKaIu3aluiu,
peabunutauuy u yckopeHus KoHcompauum [20].

VpoBeHb yoemuTerbHOCT pekKoMeHaanuii C (YpOBeHb JOCTOBEPHOCTY TOKA3aTEIbCTB — 5)

KommenTapun: [lepesoMbl BO3HMKAIOT Yy ManyeHToB co CMA, He CITOCOOHBIX CaMOCTOSITEIIbHO
XOIMUTDb (PaHHel ¥ TO3AHell HeaMOYJIaTOPHONM CTanuu), MPU He3HAUMTETHHOM TPaBMAaTUYECKOM
BO3JENCTBUM, C HU3KOM Harpyskoit Ha CKelneT Ha (oHe orpaHMueHMs] BepTMUKAIM3ALUMY,
oCTeornopo3a ¥ BO3MOXHOrO nedwunura BurammHa D. IIpu BbIGOpe KOHCEPBATUBHOTO MYTU
JIeYeHUsI C TUIICOBAaHMEM CJIeflyeT 130eraTh JIUTeNbHON MMMOOWIN3aIN.

e PekomMeHyeTCsI YCTAHABIMBATh FaCTPOCTOMY M KOPMJIEHME Yepe3 racTpoCTOMy y IMalMeHTOB
co CMA 5q nocsie yCTaHOB/IEHVSI HEBO3MOXKHOCTHM TPOIIAThIBAHMS TIUIIM, TIPU GOJTBIIIOM pUCKe
aCMUpaLMOHHOrO CMHAPOMA U MPY HYyTPUTUBHOM HELOCTaTOYHOCTH [74].

VpoBeHb ybenuTenbHOCTU pekoMeHAaluii C (ypoBeHb JOCTOBEPHOCTHU TOKA3aTENbCTB — 4)



KoMMmeHTapumu: [0 YCTAaHOBKM TacCTPOCTOMBbI PeKOMEeHAyeTCs BpeMeHHOe KOpMJieHMe uepes3
HaA30racTpajabHbIi MJIM HA30€IOHAJbHBIN 30HA. Y MalMEeHTOB CTapIIero BO3pacTa, Y KOTOPBIX
BO3MOXHO IIpOBelleHMe CIOMPOMEeTPUM, [0 HaJOKeHMS TacTPOCTOMBI pPeKOMEHIYeTCs
onpenenenne ®XXEJI, koTopast AO/KHA ObITh He MeHee 50% OT HOKEHCTBYIOIIEH. BO3MOKHO 1
YCTaHOBKA TracTPOCTOMBbI Tipu Oonee Hu3Kkoi JXKEJI, omHaKO pUCK OCJIOXKHEHUI Oymer
YBEJIMUMBATBCS, 110 Mepe CHMKeHMs IoKaszareneil crnupomerpum. CienyeTr MOMHUTh, YTO Y
nauueHToB g0 7 ner wuccaemoBaHme JKEJI m ®XKEJI moxkeT ObITh OIIMOG0OYHO, BC/IEICTBME
HeIpaBWIbHOM TaKTUKM AbIXaTeIbHOTO MaHeBpa.

¢ PekomMeHAyeTCsI pPAacCMOTPETbh BO3MOKHOCTb BBIMTOMHEHMS GyHOOIUIMKAIMKU 1o Hucceny
(KenaTenbHO YHIIOCKOMMYECKUM crioco6om) manyeHTam co CMA 59 tum 1 ogHOBpeMeHHO ¢
YCTAaHOBKOJ TaCTPOCTOMBI IIPM HaJMUMM OCIOKHEHMI racTpodsodareanbHoit peduiroKCHOM
60JIe3HY U JKU3HEYTPOKAIOIIMX COCTOSTHUI (aITHO3, OpafyKapaus, aCMpalyioHHast THEBMOHMS)
[75]-

VpoBeHb ybenuTenbHOCTU pekoMeHAaluii C (ypoBeHb TOCTOBEPHOCTHM IOKA3aTEeIbCTB — 4)

¢ PekomeHAayeTcsI TOCTAHOBKA TpaxeocTOMbl TeM marueHTaMm co CMA 5q, y KOTOpBIX
HEeVHBA3MBHASI BEHTWISIIVS JIETKUX HEIOCTAaTOYHO 3P deKTUBHA MM HEBO3MOXKHO TOH06paTh
MAaCOYHbII HTEpdeTic, IJI OCYIeCTBIeHNS] MHBA3MBHOI BeHTWISIY JeTkux [20, 76].

VpoBeHb yoeauTenbHOCTH pekoMeHaaimii C (YypoBeHb JOCTOBEPHOCTHM OKA3aTeIbCTB — 5).

KommenTapunu: PenieHue 0 mepexole Ha TPaxeoCTOMY OOJDKHO OCYLIECTBJISITBCSI C YYETOM
MHTEpPeCcoB MallyeHTa M CeMbM, KIMHUUECKOTO CTaTyca, ITPOrHO3a M OYAyIero KavyecTBa >KU3HMU.
TpaxeocToMa He [O/DKHA HAKIaAbIBAaThCS TOJABKO C ILE/bI0 CaHAMM [bIXaTeNbHBIX ITyTeiA.
TpaxeocToMy CTaBSIT TOTHAa, Korga pebeHoK Hyxkpaercss B HVBJI monbiie 18 uacos. Borpoc o
BEHTWISIMM TIOCPEACTBOM TPAXeOTOMMY MOXKET OBITh PACCMOTPEH B CJIydae YaCThIX [THEBMOHMIA Y
Jiekauux TalMeHTOB, OOHAKO CjefAyeT MMeTb B BUIY, YTO 3TOT MOIAXOJ He BCeraa MPUBOOUT K
YIIYUIIEHNIO KauecTBa KM3HM M YMEHbIIEHWIO KOJMMYeCTBa TOCIMTaNM3aImii. B mo6oM ciydae,
TpaxeoTOMMsI TIPOBOAUTCSI B IUIAHOBOM IIOps/iKe (He B OCTPBIX CUTyauusix). IIpuMeHeHUe
TPaxeoTOMMUM Y CUASUMX MALMIEHTOB He SIBJSIeTCS] ONPaBAaHHbBIM.

3.3 Hnoe 1eueHue

3.3.1. lueroTrepanusa

¢ PekoMeHAYyeTCsI KOHCY/IbTAllMsI Bpadya-AMeTosnora Kaskaslie 3-6 MecsieB namuyentam co CMA 5q
paHHEro OEeTCKOrO0 BO3pacTa M €XEerogHO - OCTAJbHBIM MalMeHTaM [Ajisi OLlEHKU COCTOSTHUS
nurtaHus gereii [20].

VpoBeHb yoenuTesbHOCTH pekoMeHaanuii C (YpOBeHb JOCTOBEPHOCTY TOKA3aTeIbCTB — 5)

e PekomeHAyeTCsI pacyeT KaJOPUIMHOCTM [OMeTbl (KOPPEeKUMs  KaJOPUIMHOCTUM MUY,
MOTpe6IeHNsT KUIKOCTU, MAaKpO- ¥ MUKPO3JIEMEHTOB) ManyeHtam co CMA 5q ¢ HapyleHusIMu
HYTPUTUBHOI'O CTATyCa C LieJIbX0 KOHTPOJIS 38 YpOBHEM IuTaHus [77].

VpoBeHb yoequTenbHOCTU peKoMeHAaIMii B (ypoBeHb JOCTOBEPHOCTH TOKA3aTETbCTB — 3)

KoMMeHTapum: Tmpy COCTaBJIeHMM pallOHa OUTaHus MamyeHTam co CMA 5q oleHMBaeTcs
MOTPeOHOCTh B KaJoOpusiX (C TMOMOIIBIO pacyeTa pacxofa SHepPruM B IOKOe C KOppeKIueil 1o
YPOBHIO aKTMBHOCTM), MaKpO- ¥ MMKPOHYTPUEHTOB M XUIAKOCTU [77]. s pacuera NUTaHUS
MCIIOJNB3YIOT O0IIMe CTaHAAPTU30BaHHbIe (hOpMYIIbI [78].

¢ PekomeHyeTcsI 1360eraTh rojiofanus y nanyenTos co CMA 5q 1yis mpefynipeskneHns pa3BUTHUS
MeTaboMMuecKmx HapyIeHui [79].

VpoBeHb ybenuTenbHOCTU pekoMeHaamii C (ypoBeHb JOCTOBEPHOCTHM IOKA3aTeIbCTB — 5).

Kommenrapum: y manyeHtoB co CMA MOIyT pas3BMBaThCs MeTabOIMUYECKMe HapyIleHMus,
OCOOEHHO MPY HEOTIOXKHBIX COCTOSHMUSIX: MeTabO0MMUeCKMii alia03, HapylleHye o6MeHa SKUPHbIX
KUC/IOT, TUIEPAUIIMOEMUS, [UIepP- WIA T[UIOIIMKeMMUs, MbIIIeYHas MUTOXOHIpUaJIbHAs
IuchyHKims. HapyieHHbI MeTabomn3M ITI0KO3bl OTMEeUeH Y HeKOTOPbIX maineHToB co CMA u
OXMpeHMeM. B cyuae OCTpbIX COCTOSIHMII HEOGXOOMMO 00ecreuuTb aJeKBaTHOe IMOTpebiieHie



SKUAKOCTU, MWHUMM3UPOBATh [IUTENbHOCTh TOJMOJAaHMS. B TedueHMe 6 4YaCOB IIpeAJiaraeTcst
UTaHue, copepskaiiee 6enku. PeKOMeHIyeTCs1 KOHTPOJIb YPOBHSI 3JIEKTPOIUTOB, TJIIOKO3bI U, TIPU
HeOoOXOAVMOCTH, POBEAEHME KOPPEKIIUN.

e PekomeHayeTcss TI0A00p OOIIEro MOJMOKEHWUS, a TAaKKe TOMOBbl M DPYK JJIST IOCTUKEHUS
BO3MOXKHOCTM CaMOCTOSITeTbHOTO TUTAHMs, B TOM YNC/Ie C MCIIOMb30BAHMEM CITeLMATbHbBIX
nipucrocobnenuit, mauyentam co CMA 5q st yayuienusi 6e3omacHOCT U 3G HeKTUBHOCTU
riotanus [20].

VpoBeHb yoeauTenbHOCTH pekoMeHaaiuii C (YypoBeHb TOCTOBEPHOCTHM JOKA3aTeIbCTB — 5)

¢ PexomeHAyeTcs M3MeHeH)e KOHCUCTeHIIMM MTUIIY B [I0/Ib3Y NOMYTBepAoii nauueHtam co CMA
5q, crpapamomumM myucdarmeif, C Ieabp0 KOMIIEHCMPOBAHMUSI >KeBaTeNbHO} C1abocTu u
YMeHbLIeHNS TPOJO/DKUTENbHOCTY IIpuema nuiy [20].

VpoBeHb yoemuTenbHOCTH peKoMeHaanmii C (YpoBeHb JOCTOBEPHOCTH TOKA3aTEIbCTB — 5)

KommenTapum: I'ycTble KUIOKOCTM Ooyiee Ge30ITacHbI B OTHOIIEHMM acHupanyu, 4eM Oosee
Tekyuue. PeKOMEH/IyeTCsl MCIO/b30BaHKe Ooiee TUIOTHBIX MUTATEIbHBIX CMECed, skesieo6pasHbIx
dopm muIIM, KUOKUX MOpe. MOXKHO MCIIOIb30BaTh CIEIMalbHble 3aTyCTUTENN SKUIKOCTY Ha
OCHOBe MaJIbTOJIEKCTPUHA ITPOMBIIIJIEHHOTO ITPOU3BO/ICTRA.

e He pekomeHAyeTcsl MPUMEHSITh PYTMHHO CMeCU Ha OCHOBE aMMHOKMCIOT WM BBICOKOTO
ruaponu3a 6enka marnyentam co CMA 5q st yaydiieHusi HyTpUTUBHOTO cTaTyca [80].

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

KoMMeHTapumu: mNpeuMyInecTBO Ha3HAuUeHMs] AMMHOKUCIOTHON (opMynbl B OTIMYME OT
MCIIONIb30BaHMSI MHTAKTHOTO Oeyika mamyeHTtam co CMA mepBoro roja >KM3HM, a TaKkKe HEeTsIM,
cTapiie ropa, MOJy4YalOUIMM MMUTaHMe dYepe3 HA30TACTPaJbHbBI 30HA WIM TacTPOCTOMY, He
MMEIOIIMM ajIepTuy K OeKaM KOPOBBbETO MOJIOKA, He SIBJISIeTCS MOKa3aHHbIM. [lMeTuuecKkue
PEeKOMEHIallM OCHOBBIBAIOTCS Ha WHAMBUIYAJIbHOW TmepeHocumocTu. Ilamyentam co CMA
pPeKOMeHIyeTcsl MUTaHMe CMeCcsSMM Ha OCHOBe GeKOB KOPOBBEro MOJIOKA C yYeTOM BO3pacTa.
KopmieHne cmecsiMy Ha OCHOBE BBICOKOTO TMAPOIM3a OenKa WIM aMMHOKMUCIOT IIOKa3aHO
ranyeHTaM C ajuleprueil K 6eKaM KOPOBbero MOJIOKA, B IOC/IeONepalMOHHBIN Tepuojn u
KPUTUYECKNE COCTOSIHUSI C SIBIEHMSIMM HApPYIIEHHOTO MMIIeBapeHMs, a Takke IMOTYJIaIOIMM
MUTaHVe Yepe3 Ha30MHTeCTMHAIbHBIN 30H/, UV SHTEPOCTOMY.

¢ PekoMeHAyeTCsI KOPMJIEHME CIeIMaTbHBIMM CMECSIMU JJIsl SHTePaIbHOTO MUTAHMS MaleHTOB
co CMA 5q, monyyalmollMM KOpPMJIEHMEe dYepe3 30HZ, M TacTPOCTOMY it oGecriedyeHust
c6aTaHCMPOBAHHOCTM TTUTAHYSI IO OCHOBHBIM ITMIIEBbIM BerecTBam [20].

VpoBeHb ybenuTenbHOCTU pekoMeHAaluii C (ypoBeHb JOCTOBEPHOCTHU IOKA3aTeIbCTB — 5)

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

¢ PekOMeHAYIOTCS CMeCH, Ccomepskallye TMHIIeBble BOJOKHA, IMamueHTam co CMA 5q,
CTpaamIMX 3armopamu, st oonerueHus gedexarmu [20].

VpoBeHb ybenuTenbHOCTH pekoMeHaaimii C (ypoBeHb TOCTOBEPHOCTHM OKA3aTeIbCTB — 5)

KommenTapum: 115 KOppeKUuy 3all0POB MUCIOAb3YETCS KOMILJIEKCHBIV MOAXO[, C MPOBeLeHNeM
IMeTOoTepaIuu; Ipy Heo6XOOMMOCTH - JJeKapCTBEHHOI Tepanuy U MeXaHUUeCKOTO OIOPOKHEHMS
KuUIIeyHuKa. [Ipy HaJMuuu IJI0OTHOTO CTY/Ia MepopabHO HAa3HAYAIOTCS CIabMTeIbHbIe TIPernapaThl
C OCMOTMYECKMM JeiCTBMEeM: IIperapaThl JIAKTYA03bI** (C Tlepuoma HOBOPOKAEHHOCTU) WK
Makporoia** (c 6 MecsieB). ITom6op 103 MpernapaTtoB OCYIIECTBASETCS MHIMBUAYAJIbHO [0
IOCTVDKeHUS] KIMHM4YecKoro 3ddekra. IIpomomKUTEebHOCT JIEUEHMSI: OT KypCOBOTO IO
TOCTOSTHHOTO Mpyuema.

¢ PexomeHAyeTcs1 YCTAHOBKA Ha30TacTpaabHOIO 30Ha mauyeHTam co CMA 5q ¢ HapylieHUsSIMA
IJIOTAaHUS A0 YCTAHOBKM TacTPOCTOMbBI UM MOCIeAYIOIIEero MOCTOSIHHOTO KOPMJIeHUsS 4Yepes
racTpoCTOMY AJist TPOMMIAKTVKY acIUPay 1 obecrieueHust afeKBaTHOTO muTaHus [77].



VpoBeHb yOemUTEeNTbHOCTM PEKOMEH AT B (YpOBeHb TOCTOBEPHOCTY TOKA3aTENIbCTB — 3)

¢ PekoMeHAyeTCsl KOPMJIEHME dYepe3 Ha30racTPaIbHBIA 30H[, TSKeT000MbHOTO MAIMEHTAa CO
CMA 5q c HapymeHMSIMM DJIOTAaHUSI i1 MPOQWIAKTUKM acOupauuu U 0obecreyeHmst
aeKBaTHOIO nuTanug [77].

VpoBeHb y6eauTeIbHOCTU peKoMeHAaIMii B (ypoBeHb JOCTOBEPHOCTH TOKA3aTeTbCTB — 3)

3.3.2. PecnupaTopHas noaaepxKa

Oyenka u noddepiika pecnupamopHoll YHKYUU OONHCHbI UMeMb Hau8blCUIUL hpuopumem 6 gedeHuu
nayuenma co CMA 5q. B nocnedHee 8pems NpuHyun JjeueHus JiezouHslx nposiesieduti CMA 5q
U3MEHUICS 0Mm peakmusHozo noodxodd, npedycMampueaowez0 Hauaio Meponpusmuii no ouucmke
JblxamesbHblX Nymeli U UX GeHMUIAYUU MOJbKO Npu  HAAUYUU  SIBHBIX NOKA3AHUL, Ha
npogunakmuueckuti nodxo0 ¢ 6HeopeHueM 3Mux Memodosé mepanuu Ha 00jee PAHHUX IMAnax
3abonesanus. ITnan neueOHbIX Meponpusmuli onpedensiemcss CNEYUAJIUCIIOM NO PecnupamopHoli
mepanuu, 8 ormeuecmeeHHoll npakmuke 3mo 0080JIbHO WUPOKULI Kpye pa3HbIX CNeYyUaIUCcimog — 8pauu-
aHecmesuo02u-peaHumMamosiozu, 8padu-nyJbMOHON02U, a MAaKxe 8paul-Hesposozu U epauu-
neduampol, 0pUEHMUPOBAHHbIE 8 B0NPOCAX HEPBHO-MbIUIEUHDBIX 3A007€8aAHULL.

Kniouesvimu npobnemamu, cési3amHbiMu ¢ OvixamenwvHoli cucmemoti y demeti co CMA, senswomcs
cedyowjue: HapyuleHue OmKawiueanusl, npueodsujee K He0OCMAMOUHOU O4UCMKe HUNHUX
JdblxameJsibHbIX Nymeti om cekpema, 2uno06eHMuUNAYUSL 80 8pemMsl CHA; Hedopa3zsumue 2pyoOHOUl KiemKu u
JIe2KUX, NOBMOPHble UH(peKyuU, KOmopsle YCUAUBAM MbluleuHyto cnabocms. OCHOBHbIMU NymMSMU
peuleHus amux 3a0ay s18ASI0MCs OUUCMKA 0bIXAMEIbHBIX Nymeli U HeUHBA3UBHAS. BEHMUISIYUS JI€2KUX
(HUBJI). Cnedyem cob1100ams 0CHOBHble NPUHUUNGI OUULEHUS ObIXAMENbHbIX NYMeli:

e Pyunbie u MexaHuueckue 8CNOMOzamenbHble Cpeocmed 60CCMAHOBEHUS Kawiesoli (GyHKYuu
peKomeHO08aHbl 0Nl exe0OHe8H020 UCNOIb308aHUsL Yy 0oJee msaxcenvlx nayueHmos. Jluya,
ocywjecmensgiowjue yxod 3a NayueHmom, O0omxHsl Oblms 00yUeHbl N0JIb308AMbCS  IMUMU
cpedcmeamui;

o Jluya, ocywiecmessiowjue yxo0 3a nayueHmom, OOJIHCHbl MAaKxe 61adems MeXHUKol yoaneHus
JIe204H020 Ccekpema, 6KIUAS NOCMYPANbHblll OpeHax:, u OblMb UHHOPMUPOBAHBI O Memodax
KuHe3uomepanuu 2pyoHoti Kiemku (OpeHupyowuti Maccaxc);

o JlaHHble OKCUMeMPUU 6JI10MCA noKkazamesnem 3 gexkmusHocmu mepanuu. Omcocst mozym 0bims
nonesust 0711 yoaaeHus cekpema nocie mozo, Kak 0Ka3aHda Nomoub 8 OMKAULIUBAHUU.

¢ PekoMeHAyeTCsI OTCACBIBaHMeE CIM3M U3 POTOINIOTKM, HOCA ¥ BEPXHUX AbIXaTeNbHbIX IyTel U
MCIIONb30BaHMe MeXaHN4yeckoro MHcydsiTopa-acnuparopa jgexkaunm nauyeHtam co CMA 5q u
cupsiuuM manyedTam co CMA 59 ¢ pecnupaTOPHBIMM HapylIeHMSIMM [T MPOQUIaKTUKA
JIETOYHBIX OCJIOKHEHMI! U TUTIOBEHTUISIMK [57].

VpoBeHb yoemuTenbHOCT pekKoMeHmanuii C (YpOBeHb JOCTOBEPHOCTY TOKA3aTEIbCTB — 5)

KommeHTapum: OnekTpuueckasi acmmpauusi M UCIONb30BaHMe WMHCydsiTopa-acnupaTopa
JIOJDKHBI TIPOBOAMUTBCSI Y KaXKIOTO ManyeHTa ¢ Hea@deKTUBHBIM OTKaluiMBaHueM. OCHOBHbIe
METOIbl [PEHMPOBAaHMUS MOKDOTBI [JIS JIeKauMx M CUOSIYMX IALMeHTOB — 3TO COYeTaHue
MCIOMb30BaHMS HECKOJIbKUX METOJIOB: MeXaHUYEeCKOTo mHcydsiTopa-acnpaTopa
(oTKamIMBaTens) M PYYHBIX KOMIIPECCUI TPYIHOV KIETKM WIM TOCTypPaJbHOTO [ApPEHa)ka B
COUeTaHMM C OSNEKTPUUECKMM aclmMpaTopoM. Y MaJleHbKMX ¥ HEKOHTAaKTHBIX [JeTelt
PEKOMEHIOBaHbl MHCYQISITOPbI-aCIMpaTopbl €  (GYHKIMEN Tpurrepa BAOXa, YTOOBI He
TPaBMMUPOBAThb JIerKue, eCciayM Takue JeTu 3aJepKUBAIOT [OblXaHMe U  COIPOTUBIISIIOTCS
OoTKanuiMBaHuioo. OTHOCUTETbHBIM IPOTUBOTIOKA3aHMEM K MCIIOJAb30BaHMIO MHCY(IsTOpa-
acmMparopa  SBJSIIOTCS  XpOHMYecKue  3aboyeBaHusl JIeTKUMX  (Hampumep, asMmdbusema).
Hcrmonb3oBaHMe MHCYQIISTOpa-acmmMpaTopa B TaKOi CUTyalMi OOKHO OBITh B3BeLIEHO IPOTUB
BO3MOJKHBIX PMCKOB ITHEBMOTOpaKca.

Opyrue MeTOmbl MPOMWIAKTUKMA TMIOBEHTWISLUMM (IIOCTYPaJbHbIN OpeHaXX M MePKyCCUOHHBbIN
Maccax — cM. Pasmen 4. 1.1. PeaGuinTtaiys)

¢ PexomeHAyeTCs1 HEMHBA3MBHAsI BEHTUISILMS C ABYXYPOBHEBBIM IOJIOXUTENIbHBIM JaBJIeHUEM
(BiPAP) Bcem marmenTaMm co CMA 5q ¢ cumIniroMaMy AMCHYHKIMYU ObIXaTeIbHO MYCKY/IaTyphl
I TPOGUMIAKTUKY TUMIOTPOGUM TPYOHON KIETKM, OOJerdyeHus ONBIIIKM U OOpPBOBI C
TUTIOBEHTUIsILME [57, 76].



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

KommenTapun: Perienne 06 mcronab3oBanuy HVBJI mpuHMMaeTcs MHAVBUIAYAIbHO B KaskKIOM
KOHKpeTHOM ciay4yae. OHa 6e3yC/I0BHO HEOOXOAMMa TP HaJAM4IMM TUTIepKAITHUY B JTHEBHOE BpeMs.
Hounas HHMBJI ymeHblIaeT CUMMIITOMbBI HapylIEeHHOTO [bIXaHMSI BO BpeMs CHa M y/aydllaeT
KauecTBO ku3HM. HVBJI momskHA KOMOMHMPOBATHCS C TEXHMKOM OUMCTKY IbIXaTeNbHBIX ITYTEIA.
Vicnonb3oBanme HUBJI ¢ 6OjbINOi pasHuUIleli HaB/eHUi Oake B TeueHMe KOPOTKMUX THEBHBIX
MepuofoB, MOXKEeT YAYUIIUTb pasBUTHUE TPYOHOM KJIETKM U JIeTKMUX, a Takke YMeHBIIUThb
nedopmanuio pebep ¥ TIPYOVHBI y JIeKauuMX M CUASYMX TalMeHTOB. O6sI3aTeNbHO Cilelyer
TIPOBECTY UHAVBUIYATbHBIN mog6op Macok ajst HABJI. UHAMBUIYa bHbIN 060D MPOBOIUTCS 110
pe3ysbTaTy OCMOTpa pebeHKa C BO3MOXKHOCTbIO BbIOOpA M3 HECKOJBKUX TUIIOB MacOK Pas3sHBIX
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 OCYIIECTBASITBCS TIOHN KOHTPOJIEM
rokasaTtejieii ra3oobMeHa (HOYHAs MY/IbCOKCMMETPHUS, KallHOMETpPUs, KarHorpadus win
JCCIIeIOBaHME KUCIOTHO-OCHOBHOIO COCTOSIHMS M Ta30B KPOBM), C YIETOM PabOThI JbIXaTeIbHBIX
MBIIIIIL ¥ CyObeKTMBHOTO KOMOPTa MalljieHTa.

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

VpoBeHb ybeauTenbHOCTH pekoMeHaalmii C (ypoBeHb TOCTOBEPHOCTHM OKA3aTeIbCTB — 5)

¢ PekomeHayeTcss obecrieueHyue pecrIvMpaTOPHbBIMM MOHUTOPAMM U aHECTEe3MOJIOTUYECKUMU
cucremamu (armaparamu BiPAP-Tepanun) nanuentoB co CMA 5q ¢ cummromaMy quchyHKITUN
JIbIXaTeJIbHOM MYCKYJIaTyphl IJIs1 OCYLIeCTBIEHNSI HEMHBA3UBHOM BEHTWISILUU JIETKUX Ha IOMY
[57, 76].

VpoBeHb ybenuTenbHOCTU pekoMeHaaluii C (ypoBeHb JOCTOBEPHOCTHU IOKA3aTEIbCTB — 5)

Kommenrapun: Ponutenu manmMeHTOB  JODKHBI  ObITh — ObOecriedeHbl  MeIMIIMHCKUM
000pyIOBaHMEM — MEIIKOM JIbIXaTeJbHbIM peaHMMAIMOHHBIM TUIla AMOY, TP HEOOXOOMMOCTH
9JIEKTPOOTCOCOM C aKKyMY/ISITODHOI 6artapeeii M um3genuMeM MeIUIVHCKAM ISl ObIXaTelbHOM
Teparmuyu (anmnapatom BiPAP-Tepanuu) mjisi momalllHETO MOHUTOPUPOBAHMUSI PeCIMpPaTOPHbIX
dbyuxumii. Pogytenu KOMKHBI ObITH 00YYEHbI TPABUIAM UX TTPUMEHEHUSI.

e PexomeHAyeTcs HeMHBAa3MBHAsl BEHTWISLMS JIETKMX B COYETAHUM C TEXHUKON OUMILEHUS
JIbIXaTelbHBIX TyTel XOmsumM ¥ cupsuum manueHTam co CMA 59 B OCTpPbIX CUTyamusix
(vHbEKIINS TbIXaTeTbHBIX MyTei) C IesIbl0 TPOMMIAKTUKM PA3BUTHUS OCTIOKHEHN [57].

VpoBeHb yoenuTenbHOCTU pekoMeHAaiuii C (ypoBeHb TOCTOBEPHOCTHM IOKA3aTeIbCTB — 5)

KomMmenTapun: Eciv B OCTPBIX CUTYaLMSIX BO3HMKAeT HeOOXOAMMOCTh mpumeHenust HUBJI, To
IOJKEH OBITh PACCMOTPEH BOIIPOC O HAIMUMM CPEeNCTB A1 mpoBeneHus HVIBJI moma.

3.3.3. lTannmnaTyuBHAs MeOUIMHCKAs IIOMOIIb

IannuamuseHas nomowe — N00X00, Uebl0 KOMOpozo seJslemcs yJayuuleHue Kauecmed MHU3HU
nayueHmMos u ujieHo8 ux cemeli, OKa3asuwuxcsi neped JUUOM YePOXaowez0 #U3Hu 3abonesanus. dma
uenp odocmuzaemcs nymem npedynpexcoeHuss u o0nezueHuss cmpadamuii 061azodaps paHHemy
8bls18/1€HUI0, MUWAMENbHOLU OyeHKe U KynupoeaHuw O6oau U Opysux ms20CmHbIX (HuU3UUeCKUX
CUMNMOMO8, d MAKi#e OKA3AHUK NCUXOCOYUANbHOU U OyxoeHol noddepxcku [81]. I'masHas 3adaua
naniuamueHoli nomowju — docmudceHue, noddepicka, COXpaHeHue U NOGbluleHUe, HACKONBKO 3MOo
803MOMCHO, Kauecmea xu3Hu nayueHma. OOHAxko onpedenums, UMO MAKOe <«KA4eCMe0o MHCUIHUY»,
MOXem mMoneKo cam nayuemm, Hyxoaowulica 6 nariuamueHoli nomowu [82]. BaxcHo He
npomueonocmasisims akmueHoe (UHMep8eHYUOHHOE) JieueHue NaAIUAmMu8Holl NOMowU, a 83auMHO UX
00NO0JIHAMD.

Omcymcmeue KOHCEHCYyca U HAAuuue pAacXowodeHull 60 8327190aX HA NALIUAMUBHBIL U
UHMEPBEHYUOHHBITI N00X00 K JieueHulo nayueHmos co CMA npusnaemcs 8 psde NnpozpammHbIX
dokymeHmos no darHomy 3abonesanuto [83]. [lpu omcymcmauu 6one3Hs-moduduyupyoweti mepanuu
CMA, psad cemeli 60CNPUHUMAIU UHIMEPBEHUUOHHDL N00X00, 0COOEHHO MPAXeomMoMUL, KAK co30aHue



KOH@AUKmMa mexdy Kauyecmeom MCU3HU U ee NpOo0OnMUMeNbHOCMbl0, KAaK npodjieHue cmpadanul
nayuenma 6 6Gonvuleli mepe, uem obnezueHue OpemeHu e20 3abonesarus [84]. KoHceHcyc axcnepmos
Ob1 docmuzHym 6 mom, umo npu eedeHuu nNAayueHmos co CNUHAIBLHOU MbluleyHoli ampogueti
Heo0Xo0umo NONHOYEHHO 0003Hauumey 07 HUX Ouand3oH mepanesmuueckux 603MOXCHOCMeEl U
KOppPeKMHO  npouHgopmupogams, umo  6bl00p  NAJAUAMUEHOU  UAU  UHMEPBEHYUOHHOU
noddepxcusaroujeti mepanuu He s611emcsk MOAbKO NUllb OUHAPHBIM 8bl160pOM (8b100pOM 00HO20 U3
08yx) [84]. Takum o6pa3zom, mexdyHapooHas pabouas epynna 8 2007 200y He cmoznd npuiimu K
coznacuio 8 OMHOWEHUU NAAAUAMUBHOLU NOMOWU U MO2]d MOALKO NPU3HAMb CyujecmeeHHble
amuueckue npobiemsl, KOmopvle OOJHHbL YUUMBIBAMbC NPU NPUHAMUU peuleHuss 0 NOMOWU 8
koHmexcme CMA, 8 0aHHbIll MOMEHM Makxice ¢ yuermom nociedHux mepanesmuueckux n100xo0os [83].
Iocnedyowue nybnukayuu maxxie He npueeau K KOHCEHCYCYy OMHOCUMENbHO CmaHdapmos
nannuamugHoti nomowju npumeHumensHo K CMA [85].

Hanuuue 803moxcHoCmu namozeHemuueckux mMemodos JieueHus daem cyujecmeeHHsle 0CHO8aHus 0Jisl
Haodexcd Ha uameHeHuUe NPOo2HO3d, 00HAKO HEKOMOopble NPoOaeMbl Hy#Oaomcs 6 danvHeliuiem usyueHuu,
npexcde uem MoxHo 6ydem paspabomams CmaHoapm naanuamueHoli nomowju 8 omuouwieHuu CMA,
8KJII0Uas1 He0OX00UMOCMb Pa3ssiCHeHUSl 3HAUeHUs NaaauamueHoli nomowu oas nayuermos co CMA
[57]. MexOyHapoOHsiMu 3KChepmamu Npu3Haemcs, 4mo Kawuegoli 3adaueli signsemcss omkaz om
Juxomomuueckoli Modenu, Komopas npomueonocmasnsiem —axkmueHoe JieueHue 8 paMKax
naniuamugHoli noMowu, 8 NoJib3y Mooesiu 83auMH020 0onoaHeHUs [57].

¢ PerkoMeHAyeTCsI MHBAa3WBHASI BEHTUJISIIMS JIETKMX MarmeHTaMm co CMA 5q ¢ HaJIo)KeHMeM
TPaxeoCTOMBI ITpU OTCYTCTBUM 3¢ dekTa oT HVBJI 1M HEBO3MOXKHOCTH €€ OCYIIECTBIEHMST TSI
MO lepP>KaHysl )KM3HU auyeHTa [86].

VpoBeHb yoeauTenbHOCTH pekoMeHaamii C (ypoBeHb TOCTOBEPHOCTHM OKA3aTeIbCTB — 5)

KommenTapuu: PelleHre OTHOCUTENBHO MCIIONb30BAHUS TOITOCPOYHON  MCKYCCTBEHHOI
BeHTWIsSIMK jierkux (VIBJI) mpeprionaraeT COIMOCTaB/e€HME MHOTOUMCIEHHBIX (DaKTOPOB «3a» U
«IIPOTUBY, SIBJIIETCS CYyObEKTUBHBIM ¥ HE MOXKET IIPUHMMAThCSI CAMOCTOSITE/IbHO OJHOI CTOPOHOIA
(TOJIbKO MAIMEeHTCKOM MM TOJIbKO Bpaue6HOI). DTUUHBIM B JAaHHOM CTy4yae OyaeT TaKoi MOaXOoI,
MpY KOTOPOM YaCTHbIe MHEHUS U YOeKIeHMs] Bpaua MOTYT ObITb IIpeCTaBeHbl CEMbe BMeCTe C
NpeJIOKeHHbIMY BapuaHTaMmy jiedeHus [87]. Pe3ynbTaThl HECKOMBKUX MCCAEL0BAaHNIT YKa3bIBAIOT
Ha CylleCTBeHHbIe Pa3januusi B OTHOLIEHMM U MPaKTUUECKOM TOAXOMe Bpaueit K pecnmMpaTOpPHOI
nopnepsxkke rnauueHToB co CMA 1-ro tumna [88-89]. Poourtenn u gpyrue nauuna, OCyLeCTB/sSIONIe
YXO[l, CYUUTAIOT, UTO Y HUX IOO/KHO OBITH IPaBO BbIOOpA B IOJIb3Y WJIM MPOTUB MCIIOTH30BAHMS
JMCKYCCTBEHHOM BEHTWJISILIMM JIETKUX Ha noMy. CTpecc 1 BOJTHEeHMe Y poJiuTesieli B TaKoi CUTyaluun
BbI3bIBAJIa HEJOCTATOYHAS TOAJEPKKa ((PUHAHCOBAs, MCUXOJOTMYECKAs M MpakTudeckas) [89].
HeobxomyMo IMpusHaTh, YTO, K COXKAJEHMIO, B PeajbHO CIOKMBIIEHCS KIMHUUYECKOI 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 OTPAaHNYMBAIOT BO3MOXXHOCTb IIPMHATHS peleHnii [86].

e PekomeHyeTCsI BK/IIOUEHME B IPOLECC NMPUHSATUS PeLIeHuii M0 NMa//IMaTUBHOM MOMOILM Ha
BceX 3Tarnax 3a60/ieBaHMS C IPeAOCTaBAEHMEM ITOJHOI M KOPPEKTHOV MH(POPMAIUY POAUTEIE
nanyeHToB co CMA 5q [jist TOro, YT06bI TOMOYb 3aKOHHBIM IMPEACTaBUTENISIM pebeHKa CAeaTh
MH(POPMUPOBAHHbIN BHIOOP B MMOJIb3Y OKa3aHMS €My Ma//IMAaTUBHOI TOMOIIY B COOTBETCTBUM C
MX YOeXIeHUSIMU U TTpearnouTeHnsMu [89].

VpoBeHb ybenuTenbHOCTU pekoMeHaaluii C (ypoBeHb JOCTOBEPHOCTHU IOKA3aTEIbCTB — 5)

e PexkOMEeHIYyeTCs OKa3aHue AOCTYITHONM MNaJIMaTUBHON MEeOUIIMHCKOV MOMOIIM HalyeHTaM CO
CMA 5Q, KOMIUIEKCHO OCYILIECTBJISIEMOI COTPYTHMKAMM MEIUIIMHCKMX OPTaHM3aUMii U UX
Mo paseseHni, OKa3bIBAUIMX CIIeHMaAN3MPOBAHHYIO NAJIMATUBHYIO MeIULMHCKYIO IOMOILb
JIeTSIM, B PETYJIIPHOM B3aMMOJIEIICTBUM C CEMbeIi [yisi o6ecTieueHns MOTpe6GHOCTel MareHTa u
€ro 3aKOHHBIX MPEe/ICTaBUTENIEl Ha Pa3IMUHbIX 3Tanax 3aboneBauus [57].

VpoBeHb yoenuTenbHOCTH pekKoMeHaanuii C (YpOBeHb JOCTOBEPHOCTH TOKA3aTeIbCTB — 5)

KommenTapuu: ITaummaTuBHas IOMOIIb MOXKET OKa3bIBaThCsS Ha BCEX STalax BeJeHus IalyeHTa
co CMA: ipu IIOCTaHOBKE IMarH03a, BO BpeMs IIPUHATHS KIIOUEBbIX TepareBTUUYeCKIX PelleHnii,
MpM BO3HMKHOBEHMM JKUSHEYTPOKAIOIIMX COCTOSIHMIA, a Takke B TepMUHAIbHON (ase
3a00/1eBaHMs.



¢ PeKoMeHIyeTCsl BKIIOUEHME ITAHOBOW OLIeHKM GOJIM COMIACHO LIKajaaM, COOTBETCTBYIOIIUM
BO3pacCTy ¥ YPOBHIO HEPBHO-TICMXUYECKOTO Pas3BUTHs pebeHKa, maumeHTam co CMA 5q s
non6opa obeszbonmBanms [91].

VpoBeHb yoemuTerbHOCT pekKoMeHaanuii C (YpOBEHb JOCTOBEPHOCTY TOKA3aTEIbCTB — 4)



4. MeaunHcKas peaouanTanus, MeguIMHCKUe
IMOKa3aHus ¥ IMIPOTUBOIOKA3aAHMS K IPMMEHEeHUIO
METOI0B peaoVInTanumn

B Hacmosuwjee spems doKazaHo, umo pezyasapHas ¢usuueckas mepanus u peabuaumayust NayueHmos
CNOCcoOHbl UBMEHUMb KPUBYH ecmecmeeHH020 meueHuss CMA 5q: nossicums npodosimumensHoCcms u
Kauecmeo MHU3HU NayueHmos, YIyuuums GyHKYUOHANbHBbLU U COYUansHolii cmamyc. Peanusayus amoli
KOHUYenyuu B803MOMCHO MOJILKO 8 (QopmMame Uyelb- OpueHmuposaHHoli peabunumayuu. Taxk,
peabunumayus nayuenmos co CMA 5q cmasum neped co6oii ciedyowue uyeau: y8eauuums
MOOUNBHOCMb  NAYUeHIMos8; 3amediums npoepeccuposaxue ampoguii Mmulwy; npedomepamume
paseumue 8MOPUUHbIX Opmoneduueckux ocnomHeHull. ILlenu donmHbel cmasumcs Kak npu
noecedHesHoll pabome ¢ peGeHKOM (peabunumayusi 006pa3oM MU3HU — mozda Mo CO8MeCmHas
paboma @usuueckozo mepanesma-kypamopa, pooumeneli U uHoz0a camozo peGeHKa) — 0osee
00J120CpoUHble  UYenu, mak U C KaxoolM npuxodom pebeHka Ha Kypc peabuiumayuu 6
peabunumayuoHHsLi YyeHmp — KpamxkocpouHbvle U OMCPOUeHHbLe Yell.

o TIpoyecc docmudieHus NOCMaeJieHHbIX yeseli peabunumayuu onpedeasiem ciedyroujue 3a0auu:

* He donycmums OPMUPOBAHUSI NPUBBIUHO20 NOPOUHO20 NOJOMEHUS KOHEUHOCMEL U UX Ce2ZMEHMO8,
u, Kak cnedcmeue, paHHUX KOHMpPAaKkmyp;

e 3amednums npoyecc ampoguu moiuiy om 6e3deticmeus;

* npensmcmeosams 0ezeHepamusHOMy yKOPOUeHUIO MblULEUHbLX B0JIOKOH;

* NpoonumMb GYHKYUOHANLHYIO AKMUBHOCMb NAYUEHN08;

* npensamcmeosams pazsumuio KOHIMpaxkmyp cycmasoe KoHeuHocmei;

* y8euUUmMs NOOBUNCHOCMb NAYUEHIN08 (COXPAHUMB/N0BbICUMDb 00BeM U aMNaumyoy 08usieHuls);

e Jdamb 803MOMHOCMb (PU3UOTOZUUECKOMY PA3BUMUIO U (YHKYUOHUPOBAHUIO BHYMPEHHUX 0P2AHO8 U
cucmem.

Memodet peabunumayuu CMAS5q Odensmcs Ha HemexHuweckue (K HUM OMHOCAMCA (Qu3uueckas
mepanus: JieyebHas QU3KYAbMypa, MAccax;; pacmsieHdue Moy U 0p.) U MexHUYecKue
(opme3uposanue u KopcemuposaHue myno8ulya u KOHeuHocmetl), BKAHOUASL XUPYPZUUECKYHO KOPPEKYUIO
opmoneduueckux npobyiemM, NPensimcmeywux Ux pe3yasmamusHoMy 6blNOJHEHUN, A makxce opyaue
MemoOos! (HalOKeHVe IVPKYISPHBIX TUTICOBBIX MOBSI30K; p0O0OMU3UPOBAHHAS MeXaHOmepanust npu
3a0071€8aHUSX nepupepureckoli Hep8HOTU cucmeMsl, NPUMEHEHUE MPEHAIepos8 peadunumayuoHHbIX;
niasavve u Gusuomepanus).

IIpu nposedeHuu peadbunumayuoHHsIx Meponpusimuii He06xo0o0uMo:

* cmapamscs 86cmpoums (GuU3UUECKYI0 mepanur U pezysspHble YNpaxcHeHus. 8 N08CeOHEeBHYH
aKmueHocms pebeHKd, chopmuposams Ha ux 0CHOBE 00PA3 €20 HCUZHU;

* yuumoleamos, umo OOMUHUPYOWUM CUMNMOMOM Yy Oemell s6asemcsi ycmanocme, a 3Hauum
pacnpedensime puuUecKyo Hazpy3Ky Ha 6ecb deHb — «<NOHEMHOZY, HO HACMO0»;

e udmu "Ha waz snepedu” — cMasuMo yeu peaduaumayuu Ha oauxcatiuiue HeckobKo mecsyes anepeo
C yHermom mexyujezo cKeJiemHo-moliledHo20 cmamyca nayueHma u npo2Ho3upyemoix yxyoueHuti;

® BAXHO, UMoObl 8 N0BCEOHEBHOI HU3HU Y pebeHKa ObLIU 3adelice08aHbl 8ce CKeemHble MblYbl U
HUKaKue He 0cmasanuce 8 bezdeticmauul.

Hexomopvie pekomeHOayuu no peabuiumayuu Hocsm o0wulli xapakmep, U OHU OQOJIMHHbL
ocyujecmensmucs 0ns ecex nayueHmos co CMAS5q. Ho, 2060ps o peabunumayuu nayueHmos co
CMASq, Gonee sepHbiM NOOX000M 58JII€MCsl He PAHMCUPOBAHUE NAYUEHIMO08 HA munsl 3a00ne8aHust
(CMA I, CMA II, CMA III), a pa3deneHue HA yHKYUOHANbHbIE KNACCH (CM. 8blUIE):

o Jsiexauue (n030HA HeambynamopHas cmaousl);
* cudauue (pamHss HeambyramopHas cmaous);
e xoo0suue (ambynramopHas cmaousi).

JanHas QYHKYUOHANbHAA KAaccugukayus no3eonsem KOHKpemusuposams 3adauu peabunumayuu
071 onpedenieHH020 NAYUEHMA C yuemoM e20 803MOoxcHocmell (cm. pasdenst 4.1, 4.2., u 4.3. Hudice)

¢ PekomeHayeTcss OCMOTp (KOHCY/JIbTAIMsI) Bpaya IO jede6HOM (U3KyIbType BCeM MalleHTam
co CMA 5q st cocTaBieHMs TIaHa 3aHSITUIA 110 TeueOHOoI uskymbType [92].



VpoBeHb ybenuTenbHOCTU pekoMmeHaaluii C (ypoBeHb TOCTOBEPHOCTHU TOKA3aTEeIbCTB — 5)

e PekomeHayeTcs OCMOTP (KOHCY/IbTaIMsI) Bpaua-¢u3nuoTepanesTa Bcem namnmueHtam co CMA 5q
IS cocTaBiieHus miana dusmoteparnuu [30].

VpoBeHb yoeauTeabHOCT pekoMmenainii C (YypoBeHb JOCTOBEPHOCTH N0KAa3aTelbCTB — 5)

¢ PexoMeHAYIOTCS MpoleNyphbl MO afanTalyy K YCAOBMUSIM MaKpOCpeAbl BCeM MalyieHTaM CO
CMA 5q, MMeIoIIKM JBUTATEe/IbHbIE HAPYILIEeHMUS], JIJIST TIOBBILIIEHMST KauecTBa ku3Hu [20].

VpoBeHb yoeauTenbHOCTH pekoMmeHaaimii C (ypoBeHb TOCTOBEPHOCTHM JOKA3aTeIbCTB — 5)

KommenTapun: HeoOXomyMbl MepONPUSITHS 10 afanTalyuy AOMAaIIHei (M Ap. OKPYXKalolieit)
06CTaHOBKM 11151 06ecrieyeHnst MaKCMMaJIbHOI He3aBMCUMMOCTY TAlMEHTOB 3a cyeT 6e301acHOCTU
U TOCTYITHOCTY BCEX HEOOXOAMMBIX M CPEJICTB.

e PekomeHayeTcss jeueOHasi (QU3KyIbTypa TMpu 3aboneBaHUSIX Mepudepuyeckoil HepBHOI
CUCTEMBI U CyCTaBOB BceM manueHTaM co CMA 5q ¢ 1iebio yBeuyeHus 06beMa U aMILTUTYbI
IBVDKEHMIA U TPOMUIAKTUKY Pa3BUTUSI KOHTPAKTYP [92].

VpoBeHb yoenuTenbHOCTU pekoMeHAaluii C (ypoBeHb JOCTOBEPHOCTHM TOKA3aTEeNbCTB — 5)

KommenTapum: BakHO GOpOThCS 3a COXpaHEHME TexX IBVIKEeHM, KOTOpble eCcTh y pebeHKa B
HacTosiee BpeMsl. [IJist 9TOro XOPOIIO MCIIOIb30BaTh KMHE3MOTEPANIeBTUYECKIII UTPOBOI TIOAXO,
MIpY BOBJIeYeHUM pebGeHKa B YIIPaskKHEHMSI.

¢ PekoMeHAyeTCS MacCaXk TPYAHOI KIeTKM MeAUIMHCKMUII BceM marueHtam co CMA 5q c
pecrnupaTopHbIMM ~ HapymIeHUsIMM U IS OpPOPUIAKTUKM JIETOYHBIX OCIOKHEHU U
runoBeHTMIAIMHA [30].

VpoBeHb yoemuTenbHOCTH peKoMeHaanmii C (YpOBeHb JOCTOBEPHOCTH TOKA3aTEIbCTB — 5)

KommenTapum: Maccak HOCUT TEPKYCCMOHHBIM XapaKTep M OCHOBHONM ero ILelbl0 SBJSeTCs
JIpeHVpPOBaHNe BepPXHUX AbIXaTelIbHbIX MyTell. ExkelHEeBHbIe MEePKYCCHMOHHBbIE MacCaXky TPyIHOI
KJIeTKY (TIOCTYKMBAHMSI/BUOpALIMM TI0 X0y PaclpOCTpaHeHMs] TPaxeoOPOHXMAIBHOTO JepeBa OT
HIDKHMX OTIEJIOB JIETKUX K BEPXHMM) COUETAIOT C ITOCTYPAIbHBIM JPEHaKOM C Lie/IbI0 OTBeLeHUs
CKaIUI/BAIOILENiCsl MOKPOTBHI.

¢ PekomeHayeTcs1 neueOHast GU3KyJIbTYpa NMpM 3a060/I€eBAaHUSX BEPXHUX [bIXaTeIbHBIX ITyTel
(KMHe3MOoTepanus TPyIHOM KIETKM VJIM ITOCTYPaIbHBIN ApeHax) BceM mamyenTaMm co CMA 5q ¢
pecnMpaTOpHbIMM ~ HApyIIeHUSIMM U [  TPO(QWIAKTUKM JIETOYHBIX OCIOXKHEHUN U
runoBeHTHUIANMHA [20].

VpoBeHb yoeauTenbHOCTU pekoMeHaauii C (ypoBeHb TOCTOBEPHOCTHM JOKA3aTeIbCTB — 5)

e PekomeHAayeTcsi MexaHOTepanusi mpu 3aboyeBaHUSIX Tepudepruyeckoil HepBHOI CHUCTEMBbI
Bcem manueHTaM co CMA 5q c Liefblo yBequMuyeHus oObemMa M aMIUIUTYAbl JIBVDKEHUIA U
NpodUIaKTHUKY Pa3BUTUSI KOHTPAKTYD [92].

VpoBeHb ybenuTenbHOCTU pekoMeHAaluii C (ypoBeHb JOCTOBEPHOCTHU I0KA3aTEIbCTB — 5)

KommenTapumn: IlanyeHTaM peKOMEHAYETCS NMPOBefeHNe PacTsKeK, COIPOBOXKAAEMbIX JIETKUM
maccaxkeM (pasorpeBawlee nelicTBue). MuHMManabHasi 4YaCTOTa 3aHATUI [JISI PACTSDKKU U
yBenuueHus o6beMa JBVDKEHMIA NJIST JieKauuX IMalMeHTOB COCTaBiseT 3-5 pa3 B HeNemo, s
CUASTYMX TIALMEHTOB 5-7 pa3 B Heflemo0. [IIMTenbHOCTD 3aHITUI 17151 3 ()EeKTUBHOrO PaCTSKeHUS U
yBenuueHus: o6beMa JIBVDKEHUS 3aBUCSAT OT KOHKPETHBIX MOTPeOHOCTel MalMeHTa, COCTOSTHUS
CYCTaBOB U IieJielt peabuanTaum.

¢ PeromeHAyeTcs jeuebHOe IaBaHMe B 6acceiiHe BceM manyeHTam co CMA 5q tvm 2 u 3 miis
obneryeHus NBYDKeHMI [93].

VpoBeHb ybenuTenbHOCTU pekoMeHaalmii C (ypoBeHb TOCTOBEPHOCTHM IOKA3aTEIbCTB — 4)

KommeHTapuu: 3aHSaTus TIJaBaHMEM T[I0Jie3Hbl UM MNpPUITHbI mnauueHtam co CMA. Bopa
HeTpanu3yeT NeiicTBME CWIbl TPABUTALVM Ha TeJ0 pebeHKa, UTO MO3BOJISIET €My IO-IPyromy
TOYYBCTBOBATh CBOe TeJio. [iaBaHue — xopoiasi a3pobHasi TPEHMPOBKA. DTO BapUaHT aKTUBHOTO
JIOK niis pebenka co CMA. Kpome Toro, IjiaBaHue MOBbILIAeT SMOLMOHANIbHBINM (OH meTeii. MeTo,



He UMeeT abCOTIOTHBIX MpoTMBOIIOKazauuit npu CMA. PexomeHayemasi TeMriepaTypa BOIbI B
6acceitie 30° - 33° (omTMMasbHbIE TeMIlepaTypHble pPaMKMU [Jis HauIydilero meTtaboiaus3ma
Mmblii). [lepBble HECKONbKO 3aHSATUI JO/DKHBI MPOXOAUTH HE TONbKO C POOUTENSIMU, HO U C
MHCTPYKTOPOM, KOTOPbINi 06yuuT pomureneit. [lepen KaxkIbIM 3aHATHEM HEOOXOIMMO OIE€HUTD
comMaruyeckoe 6rarornonyuye pebeHKa.

¢ PekomeHayeTcs1 eue6Hass (GU3KyIbTypa C MCIOAb30BAHMEM amlapaToB M TPEHaskepOB IpU
3a00eBaHUIX Iepudepnueckoii HEpPBHOI cucTeMbl BceM IaiueHTam co CMA 5q njs
oA IeP>KaHNST IBUTATEIbHOV aKTUBHOCTU Y MPOMUIAKTUKY Pa3BUTUSI KOHTPAKTYP [92].

VpoBeHb yoemuTerbHOCT pekKoMeHaanuii C (YpOBeHb JOCTOBEPHOCTY TOKA3aTEIbCTB — 5)

KommeHTapuu: s jexxauux IallMeHTOB BIIOJIHE MOSKET IIPUMMEHSITbCSI TpeHaskep-Beaocure],
(BesoTpeHaxep)

e PekomeHAayeTcss 030KepuTOTeparusi 3aboneBaHuii mnepudeprueckoit HEPBHOV CHUCTEMbI
nanyeHtam co CMA 5q ¢ dopmupoBaHMeM KOHTPAKTyp IJisl YMEHbIIEHMS CTENeHU WX
BpIpakeHHOCTHU [30].

VpoBeHb yoenurenbHOCTU pekoMeHaaluii C (ypoBeHb JOCTOBEPHOCTHU JOKA3aTeNbCTB — 5)

¢ Pekomenpayercsa TmapaduHoTepanus 3abojeBaHuii rnepudepuveckoii HEPBHOM CUCTEMbI
manedTam co CMA 5q ¢ dopmupoBaHMeM KOHTPAKTyp MJis YMEHbIIeHUs CTeleHuU
BBIPaKEHHOCTY KOHTPAKTYp [30].

VpoBeHb yoeauTeIbHOCTY pekoMmenainii C (YypoBeHb JOCTOBEPHOCTH JO0KA3aTelbCTB — 5)

¢ PekomeHAyeTCsI TPEHVPOBKA C OMOMIOTUYECKOI 0O6PATHOI CBSI3BIO IO 3NIEKTpOMMOrpadum mpu
3aboseBaHMUsIX MepudepruecKoil HepBHOI CUCTEMbI (MUOCTUMYISILIVS) TTauueHTam co CMA 5q
LIS TIoAiepskaHust GYHKIMOHAIBHBIX BO3MOKHOCTEN MBbIIIII [94].

VpoBeHb yoemuTebHOCTH pekKoMeHaanmii C (YpOBeHb JOCTOBEPHOCTY TOKA3aTeIbCTB — 5)

e PekoMeHAyeTCsl MeXaHoTepamnusi ¥ poOOTM3UPOBAHHAS MexaHOTepamusl Ipu 3a60JIeBaHMSIX
neprdepnueckoii HePBHOI cucTeMbl BceM mauyeHTamM co CMA 5q 1 coxpaHeHuss o6bema
IByokeHui [20].

VpoBeHb ybenuTenbHOCTU pekoMeHAaluii C (ypoBeHb JOCTOBEPHOCTHU IOKA3aTEIbCTB — 5)

KoMmeHTapum: 17151 1eXaunx MalMeHTOB MOXKET MPUMEHSITbCSI TPeHaskePbl peadINTaAIIOHHbIE
(BesmoTpeHaxkep), ISl CUOSYMX TIANMEHTOB - HAO0p peabMIUMTALMOHHBIX W3HENuil Tpu
HapyIIeHUsIX OTIOPHO-ABUTATENbHOTO arlapara, IeJuaTpUUecKuii U Jpyrue TpeHasKepbl
peabwIUTallIOHHbIe, MJIST XOOSYMX — BCE BbIIIe TEPeUMCIEHHOe TIUTIOC JOpPOKKa Oerosas
CTaHAAPTHASI MEXaHWUeCKast U C 3JIEKTPOTTUTAHUEM.

¢ PekoMeHAyeTCSA HAJOXKEHMe LVPKY/ISIPHON TMIICOBOM IMOBSI3KM mamueHtam co CMA 5q c
KOHTPAKTypaMy B KOJIEHHBIX U TOJIEHOCTOITHBIX CYyCTaBax JIsl yBeIMUeHNsI 06beMa ABVKeHU B
Hux [20].

VpoBeHb yoeauTenbHOCTH pekoMeHaaimii C (ypoBeHb TOCTOBEPHOCTHM OKA3aTeIbCTB — 5)

KommenTapum: Oco6eHHOCTY HAJIOKEHUS IUPKY/ISIPHOM TUIICOBOI MOBSI3KM Y ManyeHToB co CMA
- TUTICOBaHMe KOPOTKMMM Kypcamu (Ha 5 AHeit uepes 2 AHs).

¢ PeKOMEHAYIOTCS YCUIYTY 10 MEOVIIMHCKOM peabuauTaluMm IeTeil ¢ Heiipo-opToIeanyuecKoii
MaTOJIOTMEl MeTomaMy JIeUeOHOro TeimMpoBaHus mmaiyeHTam co CMA 5q tum 3 c 1enbio
YMEHbIIEeHUS HAarpy3Ky Ha MbIIIIIbI [95].

VpoBeHb yoenuTenbHOCT pekKoMeHaanuii C (YpOBeHb JOCTOBEPHOCTY TOKA3aTeIbCTB — 4)

KommenTapun: [laHHas MeTOAMKA MOXET MCIOMb30BaThesl y Aeteit co CMA. Teiin croco6eH
MIPMHMMATD Ha ce6s1 YaCTh HArPy3KM MBIIIIIbI, TEM CAMBIM JATh [TOUYYBCTBOBATH MAlMEHTY PaboTy
cBoeli MbImipl. [IpeAroyTeHue OTHAETCSI MOHOTEMNMPOBAHUIO (TEMNMPOBAHUIO OLHOM
KOHEUHOCTM), UTO ITIO3BOJIIET PEOEHKY «COCPeHOTOYUTHCS» HA KOHEYHOCTY, ITOYYBCTBOBATH
MBILIEYHBIV TPUTTEP TEMNMPOBAHHOV KOHEYHOCTU.



4.1. Peabuaurauys jJekauymux ManyieHToB

OCHOBHOE NosoeHUe IMUX NAUUEHMO08 8 JOMAUHUX YCI08USX — NOJIOHCEHUE «JIeX(a», KOMOopoe 0NAacHO
Gopmuposaruem npusbIUHbIX (3ANOMUHAIOWUXCS) NOPOUHBIX YCINAHOBOK KOHeuHocmeli U ux
ceeMeHmMo8 6 eudy Oelicmeusi Cul epdsumayuu Ha KOHEUHOCMmu U 0mcymcmeus cnocoOHocmu
nayueHma K aHMU2pasuMayuoOHHbIM OBUMEHUSM, d MAKX#e B03HUKHOBeHUEeM O0C0xHeHull. Taxk,
xapakmepHas ons makux demeti (8 cuny crabocmu mvludy-addykmopos 6edep) no3a «jiexica Ha CNUHe ¢
NnogEPHYymMbIMU Hapyxcy 6edpamu» cnocobcmeyem He MOAbKO (HOPMUPOBAHUID NAPATUMUUECKUX
8b18UX08 MA300€0pPeHHBIX CYCMABO8, HO U B03HUKHOBEHUID MSMENbIX NpoJieXcHell Ha 60blux
sepmenax 6edep. OueHb BANCHO 8 IMOM KOHMeKcme, umo0Obl NojoxeHue peGeHKa 6 nocmeau u Ha
060t Opyeoli nosepxHocmu 06bL10 QYHKUUOHANIBHO 6bl200HbIM U NPedomMepawano 603MONCHOCIND
peanudayuu NOPoUHsIX YCMAaHOB80K U UX ocnoxcHeHuil. C 3moti yenvio peKoMeHIYIomcs uacmeole CMeHbl
NoJoXeHUs1 mesia 8 NoCMeJiu; UCNONb308aHUe NOOPYUHBIX Cpedcma, KOmopble MO2ym JiezKo U3MeHsmMb
€801 (opMy U NPUHUMAMB 8€C KOHEUHOCMU HA Ce0s, MeM CaMbiM UMUMUPYS AHMU2pasumayuoHHoe
delicmeue (Hanpumep, mMampac, HanoaHeHHsili npocom). Cmumynayus no8ceOHe8HOl aAKMUBHOCMUL:
uzpsl U Opyeue akmuegHsle 3aHImMus Kax ¢ UCNONb308aAHUEM CNeYUANbHbIX NPUCNOCcobieHuli (Hanpumep,
o6J1ecueHHble UepYWKU), Mak u 6e3 Hux 0JIHCHbI NPUMEHAMbCA 8 MAKCUMANBHO B03MOMCHOLL CeneHuU.

Lenu peabunumayuu nexcauux NayueHmos:

e ygesuueHue 00semMa U amnaumyosl aKMueHsIX/NACCUBHBIX 08UMEHULI 8 H0O0M cezMeHme mena u
KOHeuHocmeil;

* yiyuuwleHue cmeneHu KOHMPOs 207108bl/08UNCEHUL 8 MPAHCBEP3ATBHOL NJIOCKOCMU 8 NOJIOMEHUU
«J1eXCA HA CNUHE»;

o yayuuweHue pyuHoti MaHUNyaayuu;

e co30aHue ycao8uti 01 pazeumust U HOPMAanbHo20 QYHKYUOHUPOBAHUS 6HYMPEHHUX 0P2AHO8;

* 3amedneHue pazsumus UCMUHHbIX ampoguii melwiy u ampoduti 6e3deticmeus;

* paspabomxa cycmasos u npoQuiakmuka 06pasosaHust KOHMPAKMyp.

4.1.1. HeTrexHuYeCcKye METOAbI PEAOUIUTAIIUHA JIEXKAUNX MANUEHTOB.

e PeroMeH[IyeTCsT yIIpasKHEHUSI eue6HO07 (GU3KYIbTYPbI C UCIIONIb30BAHNMEM IOIBECHBIX CUCTEM
nexxaunm manuenta co CMA 5q c menbio yBennueHus o6beMa M aMIUIMTYIbl IBVDKEHUIT U
NPOGUIAKTUKY Pa3BUTHSI KOHTPAKTyp [20].

VpoBeHb yoeauTenbHOCTH pekoMeHaaluii C (ypoBeHb TOCTOBEPHOCTHM OKA3aTeIbCTB — 5)

Bo Bpems 3aHATMIT (M3UUECKON Tepamueil ¢ JieskauMMy IalMeHTaMy YAoOGHO MCIIONb30BaTh
PEe3MHOBBIE VI TPSIIMUHbIE JIEHTHI /IS TOABEIIMBAaHNUS CETMEHTOB KOHeUHOoCTe. Takoit criocoo
TOAXOAUT AJie TIPUMMeHeHMs KaK Ha BepxHuX (Tieun), TaK ¥ Ha HMKHUX KOHEYHOCTSIX (6empo-
KOJIeHO-TOj/IeHb). Hampumep, [noag coxpaHeHUs GYHKIMOHAJIBHOM aKTMBHOCTM  BEPXHUX
KOHEUYHOCTel MOXKHO MCIOAb30BaTh METOJ, YCTPAaHEeHUs CUJI TPaBUTALUMU MyTeM IOABeIIBaHMS
MMPOKCYMMAaJIbHbIX CErMEHTOB BepXHMX KOHEUHOCTeii Ha JIeHTaX, TeM CcaMbIM 06ecreuns
BO3MOXHOCTb [BVDKEHMI BCell BepxHell KOHEUYHOCTM U, KpOMe TOro, STUM [OOIOTHUTH
IVATHOCTUYECKUII TTOMCK «paboTaloyX» MBIIII] B IYOOKO ITapeTMYHOM CErMEHTe BepXHeit
KOHEUHOCTM (TaK, ITOABELIEHHBIM Ha JIeHTe IUIeYOM peOGeHOK MOKEeT OBUTaTh, HAIpUMeEp, B
TPaHCBEP3aJIbHOI/(QPOHTAIBHOI IIOCKOCTSIX, UTO IIOMOTaeT OOHApPYKUTb <«KUBBIE» TMOPLIUU
MBIIIII, YacTO Ha IUledye 5TO MOPLUM [eJbTOBUIHBIX MBIIII]). ITOT Ke CII0COO0 IOMOTaeT
06ecreynTh Urpy WY MaHUIYJSIIMIO PYKOIi (Hampumep, /IS )KecTa «yKasbIBaHMs» Ipy pabore
KapTouKaMu).

Jnsa docmudiceHuss nOCMAagneHHsIX yesiell peabuaumayuil Ucnoib3yemcs cmpozas NpueepieHHoCms
NPUHYUNAM  NOCMYPANbHO20 — MEHeOHMeHmd, KOmopolii — ekaouaem 8 ce6s  NpasuibHoe
NO3UYUOHUPOBAHUE (8 NONOMEHUU «CMOS» - BEPMUKAIUIAYUS, MAK}e NpedbleaHue 8 meueHue OHS 6
NPAasuIbHOM NONOXCEHUU «CUOSI») U OPME3UPOBAHLE TMYI08ULYA U KOHEUHOCMeLL.

e PekomeHayeTcs1 BepTMKaIM3anus jgexkaunx mnanueHToB co CMA 5q ¢ menpio mpoduaakTuku
OPTOMEANYECKMX OCIOXKHEHUI OCHOBHOTO 3a0oieBaHMsS ¥ CO34aHUST (PU3MOIOTMYECKUX
YCJIOBMIA 71T HOPMAJIBHOTO Pa3BUTUS U (PYHKIVOHUPOBAHNS BHYTPEHHUX OpraHoB [20].

VpoBeHb yoenuTerbHOCTH pekKoMeHaanuii C (YpOBeHb JOCTOBEPHOCTH TOKA3aTeIbCTB — 5)



KommenTapum: BepTukanmsanys mayeHTa B Orope Ijisl CTOSHNUS PeKOMEHIYeTCsl CYMMAapHO He
MeHee 1 yaca B IeHb B 3aBMCMMOCTM OT BO3MOKHOCTel peGeHKa. [Iisl MAlMeHTOB, KOTOPbIE
HMKOI/IA He MOIJIM CUIEeTh, MOKET ObITh PEKOMEHI0BaHa BePTUKaIM3alsl, HauuHas ¢ Bo3pacra 14
MeCSILEB.

¢ PerkomMeHAyeTCsI peabWINTALOHHBIE M aJalTMPOBaHHbIE IJISI MHBAIMOOB M3Ienus (3amHe-
OIIOPHBIE OITOPBI /IS CTOSIHMSI C BO3MOXKHOCTbIO Hak/IoHa oT 90° mo 1800), JieykKauum maiieHTa
co CMA 5q st 6e30macHOrO ¥ KOM(GOPTHOTO pa3MelleHus M BepTuKaam3aiuu pebenka) [96].

VpoBeHb yoeauTenbHOCTH pekoMeHaaimii C (YypoOBeHb JOCTOBEPHOCTHM OKA3aTeIbCTB — 4).

Kommenrapun: Omopbl [AJi1 CTOSHUSI [OO/DKHBI MMETb (YHKIMOHAIbHbBIN IOJTOJIOBHUK,
obecrieunBaoIii 60KOBYIO U IepeqHe3agHIOn CTabMIM3alMI0 TOJOBbl M He OTPaHMYMBAIOLINI
BO3MOSKHOCTY IBMKEHMUSI TOJIOBOIi; (DMKCATOPbl KOPIyca Ha YpOBHE TPyaM M Tasa; (PUKCATOPBI
HIKHMX KOHEUHOCTEV Ha ypOBHe HVDKHUX TpeTeil 6efep M KOJIEHHBIX CYCTaBOB; TOACTABKY IS
CTONI C PEeryIuMpoBKOJM IO yIIy HAKJIOHA; MPUCTABHONM CTONMK. HemanoBakKHBIM [JI JI€XauMx
MMalieHTOB SBJSIETCS BO3MOXKHOCTb BepTUKaAM3aLMM B ONOpe sl CTOSHUSI B TIOJOKEHUM
"pa3BeeHHBIX Oemep" (HOMOMHMUTENbHAS GYHKUMS Y OMOp IJIST CTOSIHMSI), UTO ITOBBIIIAET
KOHTPYSHTHOCTh CYCTaBHbIX ITOBEPXHOCTEIi, CIIOCOOCTBYeT (HOPMUPOBAHMIO Ta300eIpeHHbIX
CYCTaBOB, TPOMWIAKTIKE BBIBMXOB Ta300€APEHHBIX CYCTaBOB.

¢ PexoMeHAYIOTCS OpTe3bl [JiS1 KOHEYHOCTEN M TYJIOBMIA, a TakoKe ClelMalu3UpPOBaHHbIE U
aJarTUPOBaHHbBIE IUISI MHBAIUIOB IMPUCIIOCOOTEHMUST [JIS1 MO3UIIMOHUPOBAHUS (CUCTEMBI IS
OPTOCTATUYECKO! TMOMAJEePKKY, BKIIOYAIOIMe B ceOs Bamuky, (OPMOBAHHbIE TOAYIIKU
Pa3IMYHOI SKECTKOCTU ¥ KOHMOUTYpaLM, UTPYIIKK) JekauuM manyeHTam co CMA 5q ¢ menpio
MPUIAHUST TIPUIIOAHSITOTO, (QYHKIMOHAIBHOTO IIOJNIOKEHUSI € Heobxomumon dukcaimei
TYJIOBUILA U TIONE€PKKOI TOJIOBBI M [JIST MOOYKAEeHUsT pebeHKa K ABUTATeIbHON aKTUBHOCTYU
[96].

VpoBeHb yoemuTebHOCTH pekoMeHaanuii C (YpOBEHb JOCTOBEPHOCTY TOKA3aTEIbCTB — 4)

KommeHTapum: Opre3bl MPeICTaBISIIOT C000ii TeXHMYECKMe CpelcTBa peabuInTaluu,
MCIIONb3yeMble [Jii M3MeHEeHMsSI CTPYKTYPHbIX U (YHKIMOHATbHBIX XapaKTepPUCTUK HepBHO-
MBIIIEYHOM ¥ CKEJIETHBIX CUCTEM M OGecreuyuBaiolye, B 3aBUCUMOCTY OT MeIUIMHCKUX
TIOKa3aHN, OPTOTEeIMUeCKYI0 KOPPEeKIINIo, PasrpysKy, (Gpukcaimio, akKTMBMU3AIMIO IBUTATETbHBIX
dyukmmit. CyMmMapHOe BpeMsl HaXOXIEHMSI B opTe3ax A0 8-12 vacoB B AeHb. MUHMMAaJIbHAs
YacToTa MPUMEHEHMs] OPTe30B [JISl JeXauuX ManyeHToB — 5 pa3 B Hememo. duKcauusi TpymHOIA
KJIeTKY PEKOMEH[IYeTCST [JIsl CTAabwiM3aumuy TOJOKeHMs], MPOPWIAKTUKY CKOIMO03a U [Jis
CTUMYTSITIMY (PYHKUIVOHAIBbHON aKTUBHOCTU. OUKCAIUS [IIeU YaCTO UCIIONb3YeTCs IJIS IO/ Ie PIKKY
TOJIOBBI JIJII MUHMMM3AIMM DPUCKA YAYIIbS B BEPTUKAJBHOM TIOJIOXKEHMM, TaK KakK (YHKIUS
KOHTDOJISI TOJIOBBI YaCTO OTCYTCTBYET Win ociabieHa.

¢ PeKOMEHAYIOTCS Kpewla-KOMSICKM C PYYHBIM IIPUBOAOM C [OMOJTHUTENbHON (uKcammeii
(Iom e p>KKO¥1) TOJIOBBI M TeJIa, B TOM UMcyIe Ijist 60mbHbIX O1IIT, mporynouyHbie (IJ1s1 MHBaIMUIOB U
IeTeil-MHBAIMAOB) CUASUMM U JieskauuMm mamyeHTaM co CMA 5q mjisg obecrieyeHust oO1Ieit
Mob6uIbHOCTH [96].

VpoBeHb yoemuTenrbHOCT peKoMeHmanuii C (YpOBEHb JOCTOBEPHOCTY TOKA3aTEIbCTB — 4)

KommeHnTapuu: [IJiT MOOGMIBHOCTM M TPAHCIIOPTUPOBKM PEKOMEHIYETCS! MCIIONb30BaTh Kpecia-
KOJISICKM C PYYHBIM IIPUBOJOM C JOTOJHUTENbHON (ukcammeii (MOLNePsKKOi) TOMOBBI U Tena,
KOMHATHbBIE U IPOTYJIOUHbIE M KPecaa-KOJMSICKM C OOIOMHUTENbHOM (uKkcamyeii (TOAmepsKKoii)
TOJIOBBI U Tela C 3MeKTporpuBopoM. OHM M3TOTABIMBAIOTCS MHIMBUAYAIBHO TIO OOBEMHOI
TPEXMEepHOVi MOJieN! 3aiHeli TOBEPXHOCTU Tea, 3TO - JIOKEMEHTDI, yCTAaHOBJIEHHbIE Ha KOIECHYIO
6a3y Kpecia-KoSICKM COOTBETCTBYIOILIEro pa3Mepa 1 HazHaueHus. [Ipu mogbope Kpecia-KosICKU
¥ (YHKUIMOHATBLHOTO Kpeciaa CIeNVaNCT IO/KeH yYecTb HeoOXOAMMOCThH [TOTIOMHUTETbHBIX
3JIEMEHTOB [JIS IO LeP>KaHMSI peKOMEeHyeMOVi I103bl M BHECTU 3TO B PeKOMEeHALMM 10 U3EINI0.
Cnemyer y6eouTbCsi B MaKCUMAIbHOW (DYHKUMOHAIBHON HE3aBUCUMOCTYM ¥ KOMGMOPTHOCTU
NpeObIBaHMS B Kpecyie-KoJsCKe.

¢ PekomeHayeTcs1 IpeObIBaHME B IMOJIOXKEHUN «CUIST» Jiexkaunm mainuenta co CMA 5q ¢ 1menbio
NpoUIAKTUKM OPTONENMUYECKMX OCJIOKHEHUII OCHOBHOIO 3ab0jeBaHMs M CO3LAHUS
dbusmonornyeckux ywIOBUi AJIS HOPMAJbHOTO PasBUTHS U (QYHKUMOHMPOBAHMSI BHYTPEHHUX
oprasos [20].



VpoBeHb ybenuTenbHOCTU pekoMeHAaluii C (ypoBeHb TOCTOBEPHOCTHU TOKA3aTEeNbCTB — 5)

KommenTapun: [Ijist TpeGbIBaHMS B TIOJIOXKEHUY «CUJISI» VUCTIOTb3YIOTCSI OIIOPBI JJISI CUAEHUS WK
Kpecsa-KoJISICKM KOMHATHbIE C TOTIOTHUTEIbHOM huKcalmert (TIoaaepskKKOi) TooBbI 1 Tena. Takke
TIOJIOKEHNME «CUJISI» B TeUeHMe JHSI JOCTUTAeTCs MpeObIBaHMEM B ITPOTYIOYHOM Kpecse-KOJsICKe.
CupeHue B TeXHMYECKOM CpefCTBe OO/DKHO MPOBOAUTCS B TYTOpaxX Ha TOJMIEHOCTOITHbIE CYCTaBbl.
[Ipe6GbIBaHME B MPABWIBHOM ITOJIOKEHUU «CUJIS» PEKOMEH0BAHO CYMMAapHO JI0 6 4YaCOB B JI€Hb.

B kauecTBe JOTMOMHUTENbHBIX (YHKIMSI B CpencTBe ST CUIEHUS [O/DKHBI BBICTYTIATD:
(byHKIIMOHAIBHBIN TOATOIOBHUK (JIMOO0 MO3MILIMOHUPOBAHE IOJIOBbI C IIOMOIIIbIO ITeT/IN [I1MCCoHa),
obecreunBamIINii OOKOBYIO M MepemHe3aqHIO CTaOMIN3aIMI0 TOJIOBBl M He OTpaHMYMBAIONINIL
BO3MOSKHOCTY IBVDKEHMSI TOJIOBOII; CUIIEHbE C PETyAMPYEeMbIMM IITyOMHOM, MIMPUHON U YIJIOM
HaK/I0HA. KOHCTPYKTMBHO CHUIeHMe pasfeieHO Ha Ta30BYI0 M OelpeHHbIe YacTu, YTO IO3BOJISIET
MaKCMMAaJIbHO IIOJTHO peIlaTh MMelolluecs y pe6bEHKa MmpobyieMbl ¢ 6aJlaHCOM M CUMMETPUENi,
BbI3BAHHbIE BTOPUYHBIMM OPTONEIUUECKUMU OCIOKHEHUSIMU. Perynupyemasi o BbICOTE U Yy
HaKJIOHA CIMHKA; (UKCATOP TYJAOBUIIA(KUIET), TIPEIOXPAaHUTENbHBI Ta30BbIi  IOSIC,
peryupyemMbie TOJIOKOTHUKY; PasfeibHble, PEryaupyeMble MOTHOXKM C (PUKCATOpaMM CTOII;
TIPUCTABHOI CTOJMK; MMPOTUBOIIPOJIESKHEBAS MTOIYIIKA.

¢ PekoMeHAyeTCsA JCIOJIb30BaHME oOpTesa TYIOBUIIA ((PYHKIMOHATbHO-KOPPUTHUPYIOIIETO
KOpceTa), M3TOTOBJAEHHOTO MJia pebeHKa MHOMBUAYAJIbHO IO CJIENKYy C MCIIOTb30BaHUEM
BBITSDKEHMS TeT/IeN [mccoHa 3a rojoBy MM B TOPU3OHTAABHOM ITOJIOKEHUM C YCTpaHEHMEeM
medopmanmii gexkauum mnaiyedta co CMA 5q B IOJIOKEHMM CUIOS C IIeJbI0 IIPEmsTCTBUS
06pa30BaHMI0 CKOIMOTUYECKOH gedopMalum Mo3BOHOUHMKA [20)].

VpoBeHb ybenuTenbHOCTU pekoMeHaaluii C (ypoBeHb JOCTOBEPHOCTHU IOKA3aTEIbCTB — 5)

KommenTapun: Kopcet mjst manyeHToB co CMA ncnonb3yeTcss GyHKIMOHATbHO-KOPPUTUPYIOITIA
«C OIOpOo¥ Ha Ta3d», COXPAHSONMII O6ajgaHC ITO3BOHOYHOTO CTO0a, IIpemOTBpaIIAONIii
KOJIOKOJIOOOpasHy0 fedopMaunio TPyIHON KIETKM M He Hapylmamluii (YHKIVI BHEIIHEro
IbIXaHMsI. BO3MOKHO MOTPeOyeTCs] «OKHO JIJIST ABIXaHWST» Y OTBEPCTHUE MJIS TaCTPOCTOMBI (TIpU eé
Hamumy). CyMMapHOe BpeMsl HaXOXKIeHMsI B KopceTe BO3MOKHO 10 6-8 4acoB B [JeHb.

¢ PexomeHAyeTcs1 eXeJHEBHOe MCIOAb30BaHME OpPTe30B Ha HIDKHME KOHEYHOCTH,
M3TOTOBJIEHHBIX MHAVBUAYaAlIbHO (HAIIpUMeEpP, TYTOPbl Ha TOJE€HOCTONHBbIE CYCTaBbl — [JIS
CUIIeHMSI, TYTOPbI HA BCIO HOTY — [IJIST CHA) JiekaunM manyenTa co CMA 5q [j1s1 mpeoTBpaiieHust
U 3aMeZJIeHNst Ipoliecca 06pa3oBaHMsI KOHTPAKTYP CYCTaBOB KOHEeYHOCTeIi [96].

VpoBeHb ybenuTenbHOCTH pekoMeHaaluii C (ypoBeHb TOCTOBEPHOCTHM JOKA3aTeIbCTB — 4)

4.2. Peabuauranysi CUAIYNX MTALMEHTOB

JIna cudsuux nayueHmos 8ax)cHo Kaxk cobodeHue npuHyuna 0o3uposanust u3uueckoli Hazpy3ku, max
U NPUHYUNA 8HedpeHuUs u3uueckoti mepanuu 8 06pa3s HusHu pebeHKa.

O0Ho u3 eedywux u JOUMBIX NOJIOMCEHULl makux demell - NOJIOXMeHUe «cuds», Komopoe 8 CUIy
OCHOBHO20 ~cumnmoma 3aboniegaHust  (crabocmu — CKeJlemHslX — Mbly), HeCnocobHocmu K
€amocmosmesibHOMY U3MEHEHUI NOJIOMNEHUs Mena/no3sl (Nepemexcamscs 8 NOoNOMEHUU «Cuds») U
N02ZpewHOCMsxX NOCMypanbHo20 KOHMPOJs CNOCOOHO (popmuposams HeCUMMEMpPUYHslil nammepH
noCcaoku ¢ HepasHoMepHslM pacnpedeneHueM ONopyl HA KOCMU masa (chpasa/cnesa) ¢ nepekocom
masa (Hadmasos020 3a cuem CKOJU03d 2eHe3d) U OblCMPo NPOBOYUPO8ANd pa3eumue CKOAUOMUUEecKol
depopmayuu NO360HOUHUKA. B 83U ¢ 3mum 0cob0e BHUMAHUE OONHHO NpuUdaAsamucs
CUMMEMPUYHOMY PA3BUIMUI0 MEJIOCIOMEHUS. NAYUEHTNO08 U NPABUILHOMY NO3ULUOHUPOBAHUIO.

Llenu peabunumayuu cuds4ux NAYUEHMOo8:

* nossluleHUe MOOUTLHOCMU NAUUEHMO8;

* 3amedneHue npozpeccuposamuss MoululeyHoli crabocmu, nomepu @QyHKYuu u @GopmuposaHus
ampoqguti 6e3deiicmaus;

* yiyuuwleHue pyuHoli MaHUNYaAAyuu;

e co30aHue yca08uli Ona passumus U HOPMAanbHO20 (PYHKYUOHUPOBAHUS BHYMPEHHUX 0P2aHO8;

e paspabomka cycmasos u NpoQuiakmuxa o6pazoeaHust KOHMpakmyp;

* (hopmuposanue u noddepicarue CUMMEMPUUHOCMU NO3bl;



e npedynpexcdeHue CKonUOMuUUecKoli depopmayuu n0360HOUHUKA U nNepeKoca masa;
e ob6yueHue OblMOBbHIM HABBIKAM U HABBLIKAM CAMOOOCIIYHUBAHUS 8 Cpede.

Ocob6oe 3HaueHue 6 (usuueckoli mepanuu yoensemcst GOpMUPOBAHUI) CUMMEMPUUHOCMU NO3bl U
MUHUMUAYUU PA3IUMUL 8 pA38UMOCmu U GyHKYUU Mexdy NPasslmMu U 1e6slMu KOHeUHOCMUL

¢ PeromMeHAyeTCs MCIIONb30BaHME CIIEMaJM3UPOBAHHBIX OpPTE30B — OPTOIEINUECKUX
anmnapaToB Ha HIDKHME KOHEUHOCTM M TYJIOBHMINE CcuAAuMM maiyeHtam co CMA 5q 6es
KOHTPAaKTyp [IJs1 TOAAepskaHus BepPTMKAJbHOI II03bI M CIIOCOGHOCTM K IE€pPEeABMKEHUIO C
TIOMOILBIO CPEZICTB NOMOMTHUTENbHOI onopsI [20].

VpoBeHb yoeauTeabHOCTY pekoMmenmainii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTelbCTB — 5)

KomMeHTapumu: Anmnapat CKOHCTPYMPOBaH CHELMAJbHO JJIS1 MalMeHTOB C BSIIBIM IapaauyoM,
CUJIOV MBI HUKHUX KOHEUHOCTel MeHee 2-X 6a1oB. OCOG€HHOCTBIO TAHHOTO OPTEe3a SIBIISIETCS
BO3MOXXHOCTh MEXaHUUYECKU aCCUCTUPOBATb YCUJIUAM peOEHKA, B3aMMHO TepeMelnasl HYDKHME
KOHEUYHOCTY, B CMMMeTPUYHOM mno3e. Takoil amnmapar MO3BOJSIeT HaXOAUTBbCSI B BEPTUKAIbHOM
TIOJIOKEHMM U TIePEMEIAThCSI C OTIOPOIt Ha XOMYHKM 6€3 TOAAepsKKM POAUTENIEN, IPU TOCTaTOYHOI
cwie B pyKax. JTa BO3MOXKHOCTb MMeeT OrpOMHOe BiusiHMe Ha (opmupoBaHMe pebeHKa Kak
HEe3aBUCUMOI JIMYHOCTY, 00J1aal0IIell BO3MOXHOCTBIO K ITPSIMOCTOSTHUIO U TIepeMeleHIIO B 3TOM
MOoNoXKeHMM. BepTukanbHas 1o3a He IMO3BOIUT Pa3BUBATHCS 3aCTOMHBIM SBIEHMSIM B JIETKUX, YTO
CHU3UT PUCK Pa3BUTUSI OCIOXKHeHMIT nipu OPBU, yiydymuT Maccak Mo >KeTygoYHO-KUIIEUHOMY
TPaKkTy M MOUYEBBIIENUTENbHOI cucTteme. OceBasi Harpy3ka Ha CKejeT MpefoTBPaTUT Pa3BUTHE
0CTeoIopo3a 1 BTOPUYHBIX eopMatiyit KoCcTeit U CyCTaBOB.

IIpebbiBaHME B CTOSTYEM IIOJIOKEHMM TOJIKHO ITOOLIPSIThCS. IloAmepsKuBaeMoe IOJI0KeHNMe CTOSI
IIOJKHO COCTaBJISATH 10 60 MUHYT, a MMHMMAaJIbHAs 4acToTa - 3-5 pa3 B HeJes0, ONTUMasIbHas 5-7
pas B HEZEITIO

¢ PeKOMEHAYIOTCSI OpTe3bl TYAOBMINA — KOpceTbl (PYHKUMOHAIBHO KOPpUTHMpYIOUMe (TPyZo-
MIOSICHMYHO-KpecTLoBble — Tuna TSLO) cupsuum nanyeHTam co CMA 5q mis ynydiieHus
OCaHKM U JBUTraTelbHbIX QyHKIMIL [96].

VpoBeHb ybenuTenbHOCTU pekoMeHaaluii C (ypoBeHb TOCTOBEPHOCTHU IOKA3aTENbCTB — 4)

KommenTapun: CraTtudeckue, OMHAMUYeCKye M (QYHKIMOHAIbHbIE OPTE3bl MCIIOIb3YIOTCS MIJISt
M3MeHeHMs] TIOJIOKeHMSI U TepeBofla B BepTMKaAbHOE TOJOXKeHMe TMaluyueHToB. s
BepTUKa/IM3alUMM  BO3MOKHO  MCIIO/Ib30BaTb  KPewIO-KOMSICKY C  9JeKTPOIPUBOAOM  C
BO3MOSKHOCTBIO TIEPEBOZA TAllMEHTa B ITOJIOKEHME «CTOs». IIpucIiocobneHus sl TOOIEepsKKM B
BEPTUKAIBHOM ITOJIOKEHUI BasKHBI JIJIST 00/IeTUeHNsT PACTSIKKY HUKHUX KOHEUHOCTE, a TaKKe [IJIs
yaydmeHuss QYHKIW OpraHM3Ma ¥ O3[0POBJIEHUS KOCTHOW TKaHM, [jis1 obGecreveHust
BEPTUKAJIIbHOTO TIOJIOKEHMSI WM  YJIY4II€HMSI TIOJOKeHUsI I[I03BOHOYHMKA M BCEero Tesa.
PexkomeHTyeTCsI TPOaKTUBHBIE UCIIONb30BaHMe QYHKIIMOHATBHO — KOPPUTUPYIOIINX KOPCETOB Y HE
cuasiumx nauueHToB co CMA, monmyvyamlyx NaTOreHeTUUeCKyl0 JIeKapCTBEHHYIO Tepanuio, IS
npepoTBpalieHus gedopmaruii 1 yBeanueHust akTuBHOCTH [97].

¢ PeKOMEHAYIOTCA OpTOINeauMuecKue armapatbl — OOJerdyéHHbI almapaT Ha HIDKHIUE
KOHEUHOCTM ¥ TYJOBMINE MM allapaThl Ha TOJEHOCTOMHbBIN ¥ KOJEHHBI CYCTaBbl, WK
arrmapaThl Ha BCIO HOTY, WIM anmapaT Ha HYSKHME KOHEUHOCTM U TYJIOBUIIE [IJIsT PeIMITPOKHOM
xoabbbl (RGO) - cupsumm maipyentam co CMA 5q, o6iamarmoimMM AOCTaTOYHON CUIION, st
06JIeryeHmst CTOSTHYS M XOAbOBI C TOMOIIbIO ApyruX jmir [20].

VpoBeHsb yoeauTeasHOCTU pekoMeHganuii C (YPOBEHb OCTOBEPHOCTH KOKa3aTENIbCTB — 5)
KomMmenTapum: MyuHMMaabHAsI YaCTOTa ITPeOBIBAaHMS B OpTE3ax 5 pas B HEAEIIO.

¢ PekoMeHAYIOTCS Cpe[CTBA IlepefBIKeHUs] aJalTUpPOBaHHble (MHIMBUIYaIN3MPOBAHHbIE
Kpecsa-KoJSICKM C PYYHBIM IIPUBOAOM C JOTIOTHUTENbHO duKcaiyeit (ToaIepskKoit) TOMOBbI U
Telna, KOMHATHble M TIPOTYJIOYHbIE ¥ WM3TOTOBJIEHHbIe WHAMBUAYATbHO IO O0OBEMHOI
TPEXMEpPHO! MOopenu 3afHeli MOBEPXHOCTU Tejla JIOKEMEHTbI, YCTAHOBJIEHHbIEe Ha KOJIECHYIO
6a3y Kpecsia-KOSICKM COOTBETCTBYIOIIETO pa3mepa M Ha3HAUEeHMS) CUOSYMM ITalyieHTaM CO
CMA 5q st obecrieuenust 061ieit MOOUIBHOCTHM [96)].

VpoBeHb ybeauTenbHOCTU pekoMeHAalmii C (ypoBeHb TOCTOBEPHOCTHM IOKA3aTEeIbCTB — 4)



Kommenrapumu: Ilpu mopbope KOMSICOK —ClelyeT PYKOBOJACTBOBATHCSI MaKCUMATbHOM
(yHKUMOHATBHOM HE3aBUCUMOCTBIO U KOMQOPTHOCTbIO TMPEOBhIBAaHUS B Kpecie IalyueHTa;
TpeATIOUTEHNE CIeIyeT OTAABATh KOJISICKAM aKTVMBHOTO TUIIA U KOJISICKAM C 3JIEKTPOIIPUBOAOM.

¢ PerkomeHAyeTcs1 sprotepanus cuasuuM mainueHtTam co CMA 5q [Oas oKasaHMsSI TIOMOIIN
MaleHTy B MOBCEIHEBHO XKM3HM, Pa3BUTUS U MOAAEPKaHUS eXeIHEBHO MUCIOIb3yeMbIX UM
HaBbIKOB [20].

VpoBeHb yoeauTenbHOCTH pekoMeHaaluii C (ypoBeHb TOCTOBEPHOCTHM TOKA3aTeIbCTB — 5)

KommeHnTapum: PekoMeHIyeTcsl TIPUBJIEKATh CIEIMAINCTA [0 3ProTepanuy Kak Mpu momgdbope
MporpaMMbl QU3NUECKMUX YIPAKHEHWUI Y PACTSKEHUST, TaK U /i1 PEKOMEHIalii OTHOCUTEIbHO
COLIMAJIbHBIX B3aMMOJECTBII, TaKMX KaK MOCelleHye yYeOHbIX 3aBefieHNii, BIOOp rpodeccun u
yJacTye B COIMATbHBIX aKTUBHOCTSIX.

4.3. PeabuimuTanus Xooaumnx MarieHToOB

Jna xodsauux nayueHmos (ambyiamopHas cmaous) COXpausiemcss NpuopumemHocms NPUHYUNOS
003UpoBaHUsl (u3uUecKoli Hazpy3Ku u 8HeOpeHUs (uauueckoli mepanuu 8 Nn0B8CeOHE8HYI0 XM(U3Hb
pebeHka.

Jemu 0aHHoll 2pynnel cmpemsamcst K akmueHoMYy nepedsuiceHuro U xo0bbe, 00HAKO, 8 8udy cnabocmu
CKeNeMHOU MYCKYAamypbl U HU3KOU 8bIHOCAUBOCMU UMEIOM UaCmy NOMpeOGHOCMb 8 0mobixe, K020a
npuHUMAarm Hepeoko Oe)eKmHoe noJioxceHue «cuds». B uenom onsa xodsuux demeli 8 cpasHeHUU C
cudsuumu demoMu XapakmepHo 0Gosiee MszKoe meueHue 8MOPUUHBIX OPMONEOUUECKUX OCTOMCHEeHULL
(Kak paseumusi KOHMPAKMyp 8 cycmaeax KoHewHocmell, max u (opmuposausi CKOAUOMUUECKOLl
dehopmayuu no3eoHOUHUKA) U UX npozpeccuposanus. Llenu peabunumayuu xo0suux nayueHmos
NpuMepHo me e, umo u y cudauux nayuenmos ¢ dobassieHuUemM Uyeau NoebluleHUs 8bIHOCAUBOCMU/
MOoJIepaHMHOCU K (U3UUECKUM HAZPY3KAM.

¢ PexomeHpayeTcs1 MCIIOIb30BaHME CPENCTB IlepelBIDKeHUs aJalTUPOBAHHBIX (TPOCTU U
MHOTOOIIOPHO¥ TPOCTM, XOMYHKOB KOJIECHBIX M APYIMX CPeJCTB, Haubosiee IOHO OTBeYaroIiX
MOTPE6GHOCTSIM TMalMeHTa, ammapaToB RGO (CM. y cuaSUMX MAIMEHTOB) XOASYMM MTallMeHTaM CO
CMA 5q, TpeGyiomuM [IOIMOJHUTEIbHOM OIMOpbl IpM XOmbbe, C IeJbl0 COXpaHEeHUS
JIBUTATEIbHOV aKTUBHOCTU [97].

VpoBeHb ybeauTenbHOCTU pekoMeHAalmii C (ypoBeHb TOCTOBEPHOCTHM OKA3aTeIbCTB — 5)

Kommenrapum: Co BpeMeHeM ITOAJepsKaHMe CIIOCOOHOCTM XOOMUTh IJis IauyueHToB co CMA
IOCTUTAEeTCSI C IIOMOIIbI0O CPEICTB HOMNOJHUTENbHOM OIOphl. B wIyuyae mombopa CpemcTB
JIOTIOJTHUTETIbHOM OTMOPbI C 1IeJbI0 TPOAJIEHNUS XOAbObl y TainueHToB co CMA Heo6Xomumo
OMMpaThCsl Ha TEeKYLMII CTaTyC IalnueHTa (COXpaHss aKTUMBHOCTb M COLMAJbHBIN CTaTyC
JUYHOCTM), a He Ha IMPOTHO3MpyeMOe TeueHue, TeM CaMbIM Iipemjaras mjis pebeHka Gosee
VHBAIMIU3UPYIOIIVE PUCITOCOOIeHNS.

¢ PekomeHOyeTcsi opTonemuyeckas OOyBb XoasumMm IaiyeHTam co CMA 5q, MMeoUm
nedopMaiyu cTorl, ¢ 1e/ibio 06/IerueHns ABUTaTebHOI aKTUBHOCTH [98].

VpoBeHb yoemuTerbHOCT pekoMeHmanuii C (YpOBEHb JOCTOBEPHOCTY TOKA3aTeIbCTB — 5)

¢ PekomMeHZAyeTCs JCIOAb30BaHME OPTE30B - alllapaToB MM TYTOPOB Ha TOJIEHOCTOITHbIE
CyCTaBbl COBMECTHO C 00YBBIO XOAAuMM TanyeHTam co CMA 5q, uMmeoonium medopmManym CTOII,
IU1s1 oGeryeHust XoabosI [99].

VpoBeHb ybenuTenbHOCTU pekoMeHAalmii C (ypoBeHb TOCTOBEPHOCTHM TOKA3aTEIbCTB — 4)

¢ PexomeHAyeTcs MCIOAb30BaHME CPEACTB MepelBIOKeHMS afallTUPOBAHHbBIX - Kpecia-KOISICKA
aKTUBHOTO THUIA XOAsuMM mauueHTam co CMA 5q Tum mpu OrpaHUYEeHHOI BbIHOCIAMBOCTU
pebeHKa MIM HEOOXOMMMOCTU TepeABMKEHUS] HA OOJbIIMe PACCTOSTHUS IJisl YBEJIVYEeHUS
MoOwIbHOCTY maruenTa [100].

VYpoBeHb YoeauTeIbHOCTY pekoMeHAanuii C (YypoBeHb JOCTOBEPHOCTH AOKa3aTeIbCTB — 5)



¢ PekomeHAayeTcsI MCIIOIb30BaHNE PEAOWIMTAIIMOHHBIX ¥ aANTUPOBAHHBIX IJIsI MHBAIUIOB
u3meNnuii - Omop il CUIEHUS, OTBEYAIIIMX BCeM TpebOBaHMSIM IPAaBWJIBHOTO
MO3UIMOHMUPOBAHMS (JOIOJIHEHHBIX OOKOBBIMM (DUKCATOpaMM KOpITyca Ha YPOBHE TpYyIu,
peryyisiTopoM HaKJIOHA CIMHKM, TOAJIOKOTHMKAMM C MEXaHM3MOM DPeryauMpoBaHUs BBICOTHI,
TOACTABKOM [T CTOT C MeXaHM3MOM DPeTyIMPOBaHUS yI/ia HaKJIOHA) XOHSIUMM TalyeHTaM Co
CMA 5q piist mpodutakTuky ckonmosa [20].

VpoBeHb ybenuTenbHOCTU pekoMeHAaluii C (ypoBeHb TOCTOBEPHOCTHU I0KA3aTeIbCTB — 5)

¢ PekomeHayeTcs MpMMeEHEHME OpTe3a TYJI0BUINA - QYHKIMOHATBHO-KOPPUTUPYIOLIEro KopceTa
xomsauuMm TanyeHtam co CMA 5q mpu Hammuuy yoia gedopManuy  ITO3BOHOYHMKA,
u3MepeHHOro 1Mo metony Ko66a, 15 u 6osmee rpagycoB, M3TOTOBIEHHOTO T10 CJIETKY C IPYTHOMN
KJIETKM pebeHKa, 7151 coxpaHeHus1 6anaHca [20].

VpoBeHb yoeauTenbHOCTH pekoMeHaalmii C (ypoBeHb TOCTOBEPHOCTHM JOKA3aTeIbCTB — 5)



5. ITpodmunakTuKa U AUCIIaHCEPHOE HAO/II0AeHMe,
MeIMIMHCKNE IIOKa3aHUA U IPOTUBOIIOKAa3aHMUA K
IMIPUMEHEHNIO METOLO0B MPOPMIAKTUKU

¢ PekomeHayeTCsI BaKLMHAVS MIPOTUB pecnpaTopHO-CUHIUTUAIBHOTO BUpYCa
naauBuaymabom™* Bcem nanyeHtam co CMA 5q B TeueHue MepBbIX JBYX JIeT KM3HM, a TaKke
eXerofHasi BaKUMHALMS TPOTUB TpUIIA M ITHEBMOKOKKA (Mocie 6 MecsieB KM3HM) st
npodunakTuky 3Tux nHbeKuui [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 KaJIeHapIo.

e PekomeHIyeTCsI MOJIEKY/ISIPHO-TeHeTUUYeckoe MCCIegoBaHMiI myTtauuii B reHe SMNI y
IJI0f1a, ¥ MIpeMMIIaHTalMOHHAsl reHeTrYecKasl OMArHoCTHKa SMOpMoHa (C MCIIOAb30BaHMeM
9KCTPAKOPIOPATHHOIO OIIOJOTBOPEHMST) poauTensM mamueHta co CMASqg, 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: IlpoBeneHne mnpenaranbHOV THK-nmuarHoCTMKM BO3MOXKHO Ha Pa3HbIX CPOKax
6peMeHHOCTH: 8-12 Hemenb (BOPCUMHBI XOpUOHA), 15-18 Hemenb (aMHMOTHUYECKAS JKUIKOCTD), 20-24
Heneny (MyMOBMHHAsI KPOBb). ONTUMAaTIbHBIM SIBJISIETCS] MCCIEOBaHNME OMOMTAaTa XOPUOHA: MPU
HeOMaronpusITHOM ITIPOrHO3e OepeMeHHOCTb MOKeT ObIThb IpepBaHa B CPOKU OOBIYHOTO
MeIUIMHCKOro abopTa.



6. Opranmsauysi oKasaHuUs MeIUIIMHCKOM ITOMOII

6.1 ITokazaHus K rOCOUTAIU3ALN:

6.1.1 TToxasaHuu4 Jjs NJIAHOBOV TOCIUTAJN3ALUA B IeTCKOe HEBPOJOTrMyeckoe

oTHeneHne:

e Bce mamyeHThl co CMA 5q 1 pas B ronm mjst (QYHKIIMOHAJIbHO! OBUTaTeIbHON OIEHKH,
06cenoBaHMs Ha HaJaMuMe OCIOKHEHM 3a00IeBaHMS — PeCIIMPATOPHBIX, KOCTHO-CYCTaBHbBIX U
racTPOIHTEPOTOTUUECKUX, & TAKKE [IJIST TPOBEIEeHMST PeadITaLVIN.

e Bce maiyeHTsl co CMA 5q /11 MHTpaTeKaJIbHOTO BBEIEHMST HyCMHEepCceHa ™ ,

KoMmMmeHTapum: B MEKIYHAPOAHON MPAKTUKe HYCMHEPCeH™* MOKeT GbITh BBEIEH B YCIOBUSIX
JIHEBHOTO CTaIMoHapa.

¢ Bce mauueHTsl co CMA 5q, TpeGyiolye 06cien0BaHNs epe]] XUPYPruueckuM OpTOIeIuIeCKUM
BMeEIIIaTeTbCTBOM.

[TokasaHus K BBIMMCKE MAI[MEeHTa IT0C/e IJIAaHOBO TOCIUTANIN3alI B IeTCKOe HEeBPOJIOrMUecKoe
OTIe/IeHne:

e BBIMIOJIHEHNME IUIaHA O00wIefoBaHMS TAlMeHTa, B TOM 4YMCIe OIleHKA PecrypaTOpPHbIX
HapyIIeHWIA;

* TpOBe/ieHNe PeadMINTAIMOHHBIX MEPOTIPUSITHIA;

* YeTKMe PeKOMEH/IALVU I10 JaTbHeNIeMy HabTI0IeHUIO U JIEUeHUIO.

[ToxkazaHus OJ1s1 MIaHOBOM TOCIIUTAIN3ALMN B IeTCKOe XUPyprumueckoe oTaejeHmne:

¢ maimenTsl co CMA 5q, Tpe6yroiiie TOCTAHOBKY raCTPOCTOMBI;
e manyeHTsl co CMA 5q, Tpe6yloliye yCTaHOBKM TPaXeoCTOMBI,

KoMMeHTapuu: MHOTIA TPaxeoCToMa YCTaHaBIMBAETCS 110 SKCTPEHHBIM ITOKa3aHMSIM, i pe6eHOK
TpebyeT SKCTPEHHOJI TOCIIUTAIN3aIIUNA

6.1.2. TTokasaHus O S9KCTPEHHOV TOCIUTAIN3ALUN:

e Passutme y mamueHTa co CMA 5q «0OBIUYHBIX» 3abo0yieBaHMit (OCTpasi BUPYCHas MHGEKIMS,
OPOHXUT, TACTPOIHTEPUT C 06€3BOKMBAHMEM, ANIMIEHIULIUT U JPyTUe OCTPble BOCMAINTEIbHbIE
MpOLIecChl), HeMpeIBUAEHHbIe IepeloMbl, 3allJIaHMPOBAHHbIE XUPYPrUUeckue MIPoLeaypbl
(HampuMep, YCTAaHOBKA 3KEJYILOYHOTO 30HJA, OCTEOTOMUSI Gesipa), HO MPOTeKAIUIMX TsIKeJo,
YUUTBIBASI OCOGEHHOCTY GOIE3HM.

Kommenrtapum: llenpio yxoma 3a MauyeHTaMM B OCTPO¥ CUTyal[MM SIBJSIETCS HOPMAasIM3aLIMsI
razoobMeHa MyTeM MpenyIpekIeHNs] aTeJeKTa3upOBaHMSI U OUMINEHMS] IbIXaTeTbHbIX MyTeil. B
OGONBIIMHCTBE CJIyyaeB, IO BO3MOXHOCTM, 3TM 33[lauM [O/DKHBI PEIaTbhCs C TOMOIIBIO
HEVHBA3MBHOI BEHTWISIIVY JIETKUX.

e PasBUTHE TSKEIbIX KM3HEYIPOKAIONIVX AbIXaTeNbHBIX HAPYLIIEHW C TUIIOBEHTWIALMENR U
amHo3, 0e3 COIMYTCTBYIOMIMX 3a00jeBaHMIf, IIPUM STOM [ObIXaTeJIbHble HAPYIIEHUSI TPeOYIoT
peaHuMAaIMOHHBIX MEPOIPUITH, MMOKa3aHa FOCTIUTAIMU3AINS B MEAUIIMHCKIE OPraHM3alNM,
MMeIoIIe B CBOEI CTPYKType OTHe/ieHVe aHeCTe3MOJOTMM peaHuManuyu iy OIoK (ranarty)
peaHMMalMM M VHTEHCUBHOI Tepamuu U 06ecreuynBalie KPyrIOCYTOUHOE MeIUIIHCKOe
HabII0IeHNe U JIeueHte JIeTell.

KommenTapum: IIpy BBITIOJHEHUM ITPOTOKOJIOB HEOTIOKHONM TMOMOIIM HeoOXOIMMO
CBSI3BIBATHCSI C MYJAbTUAUCHUILIMHAPHON OpUramoit (HEBPOIOTMYECKO U MYIbMOHOIOTMYECKO),
BKJIIOUasl Bpaya, KakK IIpaBMJIO, HEBPOJIOra WM JLETCKOTO HeBpOoJora, KOTOPBII OCBeLOMJIEH O
TeueHUM OOJIE3HM U MMOTEHIIMATBbHBIX TTPOOIeMaxX KOHKPETHOTO maryeHnTa. Kuaiopos y mamnueHToB
co CMA [o/mKeH TPUMEHSITbCSI C OCTOPOXKHOCTBIO. BTOpMUHAs TUIOKCEMUS, OOYCIOBIEHHAS
TUTIOBEHTUJISIIIME, MOKeT ObITh CITyTaHa C TUIIOKCEMME, 00YCIIOBIEHHONM PYTUMY IPUYMHAMMA,
TaKMMM KaK 3aKylopKa CAM3bI0 WM aTrenekras. KanmHomeTpus wiam UCCIefOBaHME KUCIOTHO-
OCHOBHOTO COCTOSIHMSI M Ta30B KPOBM IIOMOXET BbIOPATh MPaBUIbHBIN DPEXKUM MPUMEHEHUS
KUCIOPOJaA.



6.2 IIpyHOMITBI OpraHMU3an My MeIUIIMHCKOM MoMoIy nanyueHrtam co CMA
5q

IMocmanoeka duazHoza CMA cmasum MH020 80npoco8 heped podCmeeHHUKaMu nayueHma u nepeo
cneyuaiucmamu, — pabomarnwumu ¢ mMakumMu — nayueHmamu. MHozouucneHHble  npobJieMbl,
803HUKaioujue npu 00HapyxceHuu u pazeumuu 3adonesarus CMA, 0na peuieHus Komopusix mpedyemcs
2PAMOMHAs. 0p2aHu3ayuss npoyecca NOMOWU Npu yuacmuu MyasMuoUCYUNJIUHAPHOL KOMAaHObl
cneyuanucmos u coontodeHue 0CHOBHbIX NPUHYUNOS8 U N00X0008 K ee 0KA3aHU.

JanHple npuHyunsl 00JX#HbL COONI0AMbC HA JII060M Imane 0Ka3aHus MedUuyuHCKoli noMowu, Kax 8
MOMEHM NOCMAHO8KU OUAZHO3d, MAK U Ha 11060M s3mane Hab00eHUs. nayueHmad.

e [lauyeHT U ero MpeacTaBUTENNM TO/DKHBI TIOMyUYaTh MTOHYI0 MH(POpMAaINio 0 3a60/IeBaHNN, €ro
TeueHIU, MaToreHese, MPOTrHO3ax, OCJIOKHEHMSIX M MeTOIaX BO3MOXKHOI Tepanmi.

e JIlmarno3 CMA moppasymeBaeT BO3MOKHOCTb OKa3aHUSI MEPBUYHOM, CIELMaIN3UPOBAHHON U
Ma/IMaTUBHOJ ITOMOIIM Ha BCeX STarax 3a001eBaHusl.

¢ [Ipu nmocraHoBKe AuarHo3a CMA, ceMbst JO/KHA ObITh HAIMIPABIEHA K CIEIUATCTY, MUMEIOIeMy
ombIT PaboThl ¢ mamyeHtamu co CMA, o6afaioIlero COBpeMeHHO nHbopMalueil 0 TedeHnn
3a60/1eBaHMST ¥ BO3MOXKHOCTM Y4YacCTUSI B KJIMHUYECKUX MCITBITAHMSIX (HOBBIX JIEKAPCTBEHHBIX
MpernapaToB ¥/WIN TeXHUYECKUX YCTPOMCTB). Takke BaKHBIM SIBJsieTCS] MHGOPMMUPOBaHME
ceMeii O CYIIeCTBYIOMIMX OOGINEeCTBEHHBIX OpraHM3anusaxX, paboTaluuMX C 3TON TPYIIION
MaleHToB.

e K na6miomennio 3a mauyeHToM co CMA mo/bkHa ObITh IIpUBJIeYeHa MY/IbTUAMCHUIUIMHAPHAS
KOMaHJa CHelnuaJucToB B COCTaBe: Bpau-HEBpOJIOT, IleauaTp/TepareBT, Bpau-TeHEeTUK,
CITeIMaauCT MO peclupaTOpPHOI MoAAepkKe (Bpauy-myJIbMOHOJIOT U/WUIM Bpauy-aHeCTe3MOJor-
peaHMMaToJIOT), Bpady-KapAMOIOT, Bpauy-TPaBMaTOJOT-OpTOMNeN, Bpau-XMpypr, Bpau II0
MeIVIIVHCKOM peabuauTaiuy 1 Bpau-GusnoTepaneBT, Bpau-AMeToIOr, Bpau-racTpOIHTEPOJIOT,
a TakkKe COTPYOHMKM MeOUIMHCKMX OpraHmsauuii (M ux ToApaspaeneHuit), okasbpiBaroliye
CIeuMaaM3upPOBaHHYI0 MAVIMATUBHYI0 MEeOUIIMHCKYIO MOMOIb OeTsM. [Ipyrue crieumnanucThbl
JIOJKHBI IIPUBJIEKATHCS IT0 Mepe BO3SHMKHOBEHMS Crienduueckux mpoodsiem.

KommeHTapum: Bpau-HeBposior, KaK CIENMaINUCT B 06/1aCTM HEPBHO-MBIIIEYHBIX 3a00/1€BaHUA,
OCYIIECTB/ISIET OCHOBHOE HabOmomeHue 3a mauueHTamu co CMA. B kpyr oGsi3aHHOCTeli Bpaua-
HeBpOJIOra BXOAMT 0OOCaenoBaHMEe W I[IOCTAHOBKA [AMarHosa, WHQGOPMUPOBaHME CEMBU O
3a60eBaHNY, COCTaBI€HME T7IaHA MHOTOMIPOMMUIBHOIO HAGIIOAEeH NS, OCYLIECTBISITh HabmoneHne
3a TALUMEeHTOM, OI€HMBAThb [AWHAMMKY M CTeleHb IIPOrPeCcCUPOBaHUSI 3aboeBaHus TIPU
peryisipHbpIX OCMOTpax, HasHayaeT MOJJepXKMBawIlyl Tepanuioo. Ha srane oxasaHus
CIIelMan3MPOBAHHONM MeIMIMHCKOM ITOMOLIYM Bpay-HEBPOJIOT MPUHMMAET ydacTue B OLleHKe
(byHKIMOHATBPHOTO COCTOSIHMS TalyeHTa (OlleHKa IO IIKajaM HepPBHO-MBIIIEUHbIX HapyIIeHui
npu CMA). IIpu cocTaBlieHMM IUIaHa MHOTONPOGUIBHOTO HAGMIONeHMs, Bpauy-HEeBpPOJIOT
ompenesnsieT KPaTHOCTb HAOMIOOeHMs] y APYTUX CHeMaauCTOB MHOTOMPO(IIbHONM KOMAaH[IBbI,
COOTBETCTBEHHO TeKYIIeMy COCTOSIHMIO TaiueHTa. I[IpyM KakgoM OCMOTpe Bpauy-HEBPOJIOT
OCYILIECTBIISIET MEePEOLIeHKY TEeKYIIEero COCTOSIHUSI MalMeHTa U B COOTBETCTBMM C STUM BHOCHUT
KOPPEKTUPOBKM B TUIAH MHOTONPOMUIBLHOTO HabmomeHus. B cBOMX peKOMeHIanusix Bpau-
HEBPOJIOT YKa3bIBaeT HEOOXOMMMble TMAlMEHTy TEeXHUYECKMe CpPeacTBa peabuauTanum,
MeOUIMHCKYIO anraparypy, CpencTBa OpTOIeanyeckoil KOppeKLy, JeKapCTBEeHHbIe Ipernaparhl,
u3genuss MeOUIIMHCKOTO Ha3HAuYeHWUs] M JP. B COOTBETCTBUM C BbISIBJIEHHBIMM TOTPEOHOCTIMMU
nauyueHTa.

e CoOmioleHre TPUHIUIIA «PAaHHEr0 BMEIIATeIbCTBA», YTO IOApa3yMeBaeT MPOMUIAKTUKY
Hen36eKHO BO3HUKAIOIINX OCJIOKHEHMIT Ha (DoHe pa3BUTHUS 3a060/IeBaHMS U paHee TIpUMeHeHe
TEXHUYECKUX CPEJICTB peabuaInTalmuy, MeAUIIMHCKONM annapaTypbl M JPYTUX METOIOB Teparuu.



7. JonmonmHuTenbHasA HGopmauus (B TOM 4ucie
¢dakTOpHI, BANSIONIIME HA UCXOJ, 3a00/1eBaHUS U
COCTOSIHUS)

HomnomHuTenbHast MHOOPMAIMS OTCYTCTBYET



Kpurepun onieHKM KaueCcTBa MeIUIIMHCKOM
IIOMOIIA

KpI/ITepI/II/I OLIEHKM KadyeCTBa MeOUIIMHCKON IMOMOIIM IOJI’KHBI OBITH PasnIMYHBIMM Ha PaA3HBIX
YPOBHAX OKa3aHUS MeOULIVMHCKO ITOMOII

1. [TepBMuHass HEBPOJIOTMYECKAs TIOMOIIb (OKa3bIBAETCSI BPauOM-HEBPOJIIOTOM JETCKOro KabuHeTa

TIOJIMKJIMHUKMN)
Ne Kputepum kauectsa OueHKa BbINOJIHEHUA
MposeneHo HanpaBneHne Ha Oa/Het

MOJIEKYISIPHO-TeHeTUYEeCKoe nccneaoBaHe Mytaunn B reHe SMNN1

MpoBeaeHO HanpaBneHne Ha KOHCY/IbTaluio Bpada-reHeTnka [a/Het

2. OkasaHue MOMOIIN B YCIOBUAX AETCKOTO IICMXOHEBPOIOTMYECKOT O OTOeJIeHUS

Ne Kputepum kauectBa OueHka
BbIMNOJIHEHUA

1. MpoBeneHo MONeKysapHO-reHeTMYeckoe UccneaoBaHne Mytaumin B rede SMN1, Bkntovas onpepenexve [a/Het
uncna Konmin reHa SMN2

2. MpoeeaeH npueM (OCMOTP M KOHCyNbTauMsa) Bpayva-reHeTuka MNepBUYHBbIA W/UNM Bpava-HeBposiora [a/Het
(cneumanucrta Mo HeEpBHO-MbllEYHbIM 3aboneBaHUsiM) MEPBUYHbLINA, MPW OTCYTCTBUW TaKOBbIX, AAHO
HanpaBfieHNe Ha KOHCYNbTaUuio K HM

3. MpoBeneHa oueHKa YHKLMOHaNbHOro ABUraTesibHoOro crtatyca pebeHka [a/Het

4 MpoBeaeHa oueHka MYHKUUN XXEeBaHUSA U rNoTaHusa [a/Het

5 I'Ipose,qu OCMOTPp rpyAHOro M NOACHUYHOro OoTAeNa MO3BOHOYHWMKa Ha MpeaMeT Hauyua CKoNmosa U ,Cl,a/HeT
kucosa

6. MpoBeAeHa KAMHUYECKas OLEeHKa AbIXaHWUsa AN UCKIIYEHUS Hannuus blXaTeNbHbIX HapyLWeHWi [a/Het

7 MpoBeaeH npuem (OCMOTP, KOHCY/bTauMs) Bpava-racTpo3HTEPOsiOra MNEepBUYHBIA MPU  HaNU4uMm Ja/Het

COOTBETCTBYIOLMX Xanob*

8 MpoBeaeH npuem (0CMOTP, KOHCYNbTaLMsa) Bpava-AMeTosiora NepBuYHbIA nauneHTy co CMA 5q, KoTopblii Ha/Het
MMEeeT HapyleHWs HyTPUTUBHOrO cTaTyca WAW yrpoXaeM Mo PpasBUTUIO HEAOCTAaTOYHOro Wau
M36bITOYHOrO NUTaHUA*

9. MpoBeaeH npuem (KOHCyNbTauuMsa) Bpada-TpaBMaTosiora-opronesa nepBUYHbIN NpU HaNUYMK CKENETHbIX Ja/Het
Aedopmaunii ans obecriedeHns nauveHTa TyTopamMu M opTe3aMu, a Npu Heo6XOAMMOCTU — KPecsioM-
Konsckon *

10 MpoBeaeH npuem (KOHCyNbTauusa) Bpaya-TpaBMaTofOra-opToneaa NOBTOPHLIA NPU Hanuuuu ckenetHoix | [da/Het

Aedopmaumii Npyu NOBTOPHOM rocnuTanusauumn*

11 MpoBeaeH npueM (OCMOTP W KOHCy/nbTauus) Bpaya-nysibMOHOMOra MEPBUYHbLIA MPU  KIIMHUYECKUX Ja/Het
npu3Hakax HapyLlleHnin abixaHmua*

12 MpoBeaeHa NepBUYHAs KOHCY/IbTaLUKW Bpayen U UHbIX CNeunannucToB U3 MeANUMHCKON opraHusaumm unm [a/Het
€€ CTPYKTYPHOro NoApasAeneHus, OKasblBaloWero Cneunani3npoBaHHyto NaaiuaTMeHyo MeamunHCKYIo
nomollb AeTam co CMA 5q, npy HanMuum nokasaHuin*

13 MpoBeaeH npvem (0CMOTP, KOHCY/IbTaumMs) Bpaya no neyebHoi puskynbType nepBUYHbIN Ja/Het
14 MpoBeaeH npuem (0OCMOTP, KOHCYNbTauuMs) Bpaya — GusnotepanesTa NnepBUYHbINA [a/Het
15 BbinosiHEHO onpeaeneHne coaepXXaHusa raoKo3bl B KPOBU ANS UCKIOYEHUS TMMOMIMKEMUN Ha/Het
16 BbINonHeHo uccnenoBaHe KUCIOTHO-OCHOBHOIO COCTOSIHUSA U ra3oB KpoBu* [a/Het
17 BbinonHeHo uccnenosaHue yposHs 25-OH ButamuHa A* [a/Het
18 BbinonHeHa perncrpaums an1ekTpokapAnorpaMMmbl € YacToTol 1 pas B rog Oa/Het
19 BbinosiHeHa peHTreHorpadus NMo3BOHOYHMKA, CneunanbHble UCCNefoBaHWs M NPOEKLUUN C U3MepeHneM Ha/Het

yrna Ko66a naumeHTy C HapyLleHWeM 0CaHKN U/unv BUAMMbIMKU AedopMaLnsiMuU rpyAHON KNeTKn

20 BbinosHeHa peHTreHOAEHCUTOMETPUSI MOSCHUYHOrO OTAeNa MO3BOHOYHWMKA MNauuMeHTy cTapwe 6 neT ¢ Ja/Het
yactoToi 1 pas B rog *

21 BbinonHeHa npuuenbHas peHTreHorpadus opraHoB rpyAaHoOi KneTku Bcem naumeHtam co CMA 5q kak Ha/Het
MWHVMMYM pas B 2 roga

22 BbINoNHEHO oTcacbiBaHWe CM3U U3 POTOr/IOTKM, HOCA U BEPXHUX AblXaTeNIbHbIX NyTel U UCNOoNb30BaHne [a/Het
MexaHW4ecKoro MHcydnaropa-acnvpatopa nexadmm naumeHtam co CMA 59 v cuasumm naumeHtam co
CMA 5q ¢ pecnmpaTopHbIMW HapyLIeHUsIMU NpU HeaPHEKTUBHOM OTKaLLIMBAHUN

23 BbINO/HEH YPECKOXHbIA MOHUTOPUHI NapuManbHOro AaBlEHWs KWCNopoAa BO BpeMsi HOuHoro cHa | [a/Her
naunerHtam co CMA 5q I tuna, a Takxe y naumeHtos co CMA II Tvna npu NoAO3peHUsaX Ha HOYHYIO
rMNOBEHTUNALMIO N OBCTPYKTUBHbIE anHo3 CHa*

24 MpoBeaeHa nevebHan puskynbTypa npu 3aboneBaHunsx nepudepuyeckoin HepBHON CUCTEMbI U CYCTaBOB [a/Het
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25 MpoBeaeH Maccax rpyAHoMR KNeTKn MeAVLMHCKUIA NPU HaNMYMn pecnupaTopHbIX HapyLeHWii Ha/Het

26 MpoBeaeHa neyebHasa buU3KybTYpa Npu 3a6oneBaHUNAX BEPXHUX AblXaTesbHbIX NyTel [a/Het

27 MpoBeaeHa MexaHoTepanus nNpu 3aboneBaHnAX nepudepnuyeckot HEpBHOM CUCTEMBI Ja/Het

28 MpoBeaeHa o30KkepuToTepanusi 3aboneBaHnit nepudepuyeckoi HEepBHOW CUCTEMbl MauueHTaMm C [a/Het
KOHTPaKTypamu

29 MpoBeaeH npueM KanbLMsi rAOKOHaTa M Konekanbuudepona, ecnv BbisiBAEHbl MPU3HAKM OCTEOMNEeHUU [a/Het

NN HU3Kasa KOHUeHTpauus BUTaMuUHa Ds KpoBu

30 BbinonHeHa ycTaHOBKa Ha3oracTpaibHOro 3oHAa nauneHtam co CMA 5q ¢ HapyLleHUsaMU rNoTaHus [a/Het

31 BbINOMIHEHO KOpMJIEHME Yepe3 HasloracTpasibHblii 30HA TshkenobonbHoro nauveHta co CMA 5q ¢ [a/Het
HapyLUeHUAMW FN0TaHNs

* ecnu IOAHHOTO CIIeMaaucTa WAXM MeTOOA OMArHOCTUKM U JiedeHMs HeT B MeOUIIMHCKON
OopraHnmsanmnu, HEO6X0,Z[I/IMO AaTb HallpaBJIEHME B OPyIrme MeOMUIMHCKME yUYpeXIeHMd, Ie TakKue
CIIeqMaJnCThbl MJIM MeTOObI CYIHECTBYIOT

eIy MeOUIIMHCKOE YYpeXIeHMe He pacriosaraeT peabuIuMTalMOHHBIMM BO3MOKHOCTSIMU,
TanyeHT JO/DKeH ObITh HAIIPABJIEH B TO yUpEKAeHMe, TIe peadyinTaius BO3MOKHA

3. OkazaHue MOMOILM B YUJIOBUSX JETCKOTO MCUXOHEBPOJOrMUYeCKOro oTneneHus: OenepaabHOTO
YPOBHSI ¥ Pecy6IMKaHCKOTO YPOBHSI, a TAKKe B YCJIOBUSIX CIIEI[MaIM3MPOBAHHBIX KOEK 110 HepPBHO-
MBIIIEYHBIM 3a60/IeBaHMUSAM ™

Ne Kputepum kauectsa OueHka
BbINOJIHEHUA

1. MpoBeseHO MoONeKynsipHO-reHeTUYecKkoe uccrnefoBaHve MyTauuii B reHe SMN1, Bknouas onpepeneHue [a/Het
uncna konmin reHa SMN2

2. MpoBeneH npuem (OCMOTP M KOHCy/NbTaLWa) Bpava-reHeTvka MepBUYHbIA W/WAK  Bpada-HeBposora Aa/Het
(cneumanucta no HepBHO-MbIWEYHbIM 3aboneBaHVAM) NEPBUYHBIA, MNPU  OTCYTCTBUM TaKOBbIX, [AaHO
HanpaBsfieHMe Ha KOHCY/bTaluio K HUM

3. MpoBeneHa oueHKka GYHKLWOHANbHOro ABUraTeflbHOro cratyca pebeHka Mo pesieBaHTHbIM LiKanaMm wu [a/Het
BpPEMEHHbIM TeCTaM

4 MpoBeaeHa oueHKa MYHKLUW XEBAHUA U IMOTaHUS fa/Het

5 MpoBeaeH OCMOTP FPyAHOrO M MOSICHUYHOrO OTAesNa MO3BOHOYHMKA Ha MpeAMeT Hanuuua ckonuosa u | [Ja/Her
Kkundgosa

6 MpoBeaeHa KNMHMYECKas OLeHKa AbIXaHus [a/Het

7 MpoBeaeH npuem (OCMOTP, KOHCY/bTauus) Bpava-racTposHTeposiora MepBuUYHbIA npu  Hanuuuu | [a/Het

COOTBETCTBYIOLUMX XKanob**

8 MpoBeseH npuem (0CMOTP, KOHCynbTauus) Bpaya-AveTosiora NepBuYHbI nauneHTy co CMA 5q, KoTopbii [a/Het
VMMeeT HapyLUeHUs HYTPUTUBHOIO cTaTyca Wn YyrpoXaeMm Mo pasBUTUI HEAOCTaTOYHOrO MU U3BbITOYHOrO
nuTanmns**

9. MpoBeaeH npueM (KOHCynbTauusi) Bpaya-TpaBMaTonora-opTonesa MEPBUYHBIA MPU HaNMMUYUU CKENETHbIX fa/Het

,ClerOpMaLU/II‘/'I ansa obecneyeHus nauveHTa TyTOpaMm U oOpTe3aMun, a npu H806XOAVIMOCTM - Kpecsiom-
KonsACKon **

10 MpoBeseH npuem (KOHCyNbTauus) Bpaya-TpaBMaTosiora-opTonesa MOBTOPHbIA NPWU HanUYMU CKeNeTHbIX [a/Het
nedopmaLmnii Npy NOBTOPHOM rocnuTanusaumm**

11 MNpoBeneH npueMm (OCMOTP W KOHCY/bTauus) Bpava-nysbMOHOMOra MEepBUYHBbIA MNpu  KIMHU4Yeckux | [da/Her
npusHaKax HapyLlleHWin AblIxaHna**

12 MpoBeAeHa NepBUYHAs KOHCYNbTaUWMU Bpayel U UHbIX CNELUanucToB U3 MEAWULMHCKON opraHusaumu unn | [da/Het
ee CTPYKTYPHOro nojpasfesieHus, OoKa3blBalowero crneuuannm3vpoBaHHYy MaiiMaTUBHYO MeAULMHCKYH0
nomoub Aetam co CMA 5q, npu Hannumm nokasaHun**

13 MpoBeaeH npueM (0CMOTP, KOHCY/IbTaLMs) Bpaya no nevyebHoi GusKkynbType nepsuyHbIn** [a/Het
14 MpoBeaeH npuem (0OCMOTP, KOHCYNbTauus) Bpaya—duanorTepanesTa NepBUYHbIi fa/Het
15 BbinonHeHo onpeaeneHne coaepxaHusa rnoKo3bl B KPOBU AN UCKIIOYEHUS TMNOrInKeMnm [a/Het
16 BbinonHeHo nccnepoBaHne KUCNOTHO-OCHOBHOMO COCTOSIHUSI U ra30B KpoBu* [a/Het
17 BbinofHeHo uccnenoBaHue ypoBHa 25-OH ButamMmHa [** [a/Het
18 BbiNnoNHeHa perncrpaunsi aNeKTpokapanorpaMMbl € YactoToi 1 pas B roa Ja/Het
19 BbinonHeHa peHTreHorpacduvs No3BOHOYHMKA, CreuuanbHble UCCIefoBaHWs U MPOeKUUn C U3MepeHueM [a/Het

yrna Ko66a naumeHTy C HapyLlleHWeM OCaHKu U/unn BUANMbIMK AedopMaumaMm rpyaHON KNeTKn

20 BbinonHeHa PEHTTrEHOAEHCUTOMETPUA MOACHMYHOIO OTAENa MNO3BOHOYHMKA MNauUeHTy CcTaplle 6 net c .Ela/HeT
yactoToi 1 pas B rog **

21 BbinonHeHa npuuenbHas peHTreHorpadus opraHoB rpyAaHolM KieTku BceM nauveHTam co CMA 5q kak [a/Het
MWHUMYM pa3 B 2 roja

22 MpoBeneHo nccneaoBaHne HECMPOBOLIMPOBAHHBIX AblXaTesbHbIX 06bEMOB M MOTOKOB MauveHTaMm crapuwe 5 fa/Het
ner**
23 MpoBeseH KapAMOpecnuMpaTopHbIi MOHUTOPUHT (AMCTaHUMOHHOE HabnogeHne 3a nokasaTensamu yactoTbl | [Jda/HeT

CepAeYHbIX ~COKPAWeEHWii W  AMCTaHUMOHHOe HabniojeHne 3a  dYHKUMOHAbHBIMU  HapyLleHnaMu
rnokasaresnei BHeLWHero AblxaHus) B cTauMoHape BceM naumeHTy co CMA I u naumeHTy co CMA II ctapwe 5
JIeT CO CHUXeHneM pOopCUpoBaHHOrO Bblaoxa Ha 45% u 6onee**
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24 BbIiNONHEHO OTCacbiBaHWe CAM3KU W3 POTOrIOTKM, HOCa WM BEPXHUX AblXxaTesbHbIX MyTei u ucnonb3osaHue | [Ja/HeT
MexaHW4Yeckoro MHcydbnsTopa-acnuparTopa fiexaynm nauveHtam co CMA 5q v cuasuum nauveHtam co CMA
5@ Cc pecnmpaTopHbIMW HapyLIeHNsIMU NPU He3PhEKTUBHOM OTKaLLIMBaHUN

25 BbINONHEH YPECKOXHbI MOHWUTOPUHI MNapuuanbHOro AaBIEHWS KUCIOpoJa BO BPEMS HOYHOrO CHa fa/Het
nauveHtam co CMA 5q I Tuna, a Takxe y naumeHtoB co CMA II Tuna npu MoAO3peHMSX Ha HOYHYIO
FUNOBEHTUAALMIO U O6CTPYKTUBHbIE anHo3 cHa**

26 MpoBeneHa neyebHas GuskynbTypa npu 3abonesaHnsx nepudepuyeckoin HEpBHOW CUCTEMbI U CYCTaBOB [a/Het

27 MNpoBeaeH Maccax rpyAHoON KNeTKM MeAUUMHCKUIA NPU HaNn4ymMmM pecnupaTopHbIX HapyLlleHui Ja/Het

28 MNpoBeneHa neyebHasi GuU3KynbTypa Npu 3aboneBaHUSX BEPXHUX AbiXaTeNbHbIX MyTeNn MNpU Hanuyum Ja/Het
PecnMpaTopHbIX HapyLUEeHWU

29 MpoBeneHa neyebHas GusKynbTypa npu 3abonesaHnsax nepudepmuyeckoin HEpBHOW CUCTEMbI [a/Het

30 MNpoBeneHa MexaHoTepanusi Npu 3abonesaHnsax nepudepnyeckoin HEpBHOW CUCTEMbI [a/Het

31 MpoBeaeHa o30kepuToTepanus 3aboneBaHuii nepudepuyeckolt HepBHOM CUCTEMbl NauueHTaM C [a/Het
KOHTpaKTypamu

32 MpoBeseHa 6ecena c poaMTensiMM nauueHTa O CyTu 3aboneBaHMsi, BO3MOXHbIX OCMOXHEHMAX u ero | [Oda/Her
nporHose.

33 MNpoBeneH npueMm Kanbuusi FAOKOHaTa** n konekanbuudepona, ecnv BbIIBNEHbl NMPU3HAKU OCTEOMEeHUN Ja/Het
WM HU3Kasi KOHLeHTpauusi BuTamnHa D B KpoBu

34 MposeaeH npnem 6ucchocdoHaToB, €Cn BbisIBAEHbI MPU3HAKKN OCTEONEHUW UM YacTble NepenoMbl Ha/Het

35 BbinonHeHa ycTaHoBKa Ha3oractpasbHOro 3oHAa naumveHTam co CMA 5q ¢ HapyLleHUAMU rnoTaHus [a/Het

36 BbINnONHEHO KOpMNeHWe 4Yepe3 HasoracTpasnbHbll 30HA TsxenobonbHoro naumeHta co CMA 5q c Ja/Het
HapyLleHVsMU ToTaHust

37 BbINONHEHO paccMoTpeHWe Bompoca 06 yCTaHOBKE racTpOCTOMbl W KOPM/IeHMe Yepes racTpocTomy y
nauueHTa c (akToM HEBO3MOXHOCTW MPOrnaTbiBaHUs MULLM, NpW 60/bLWIOM PUCKE acMMpaLMOHHOro
CMHAPOMa M NPU HYTPUTUBHOW HELOCTaTOYHOCTU

38 BbINONHEHbI pasbACHEHMS O MPOrHo3e AETOPOXAEHWS U HeobXOAMMOCTU reHeTuyeckoro obcrneaoBaHus Ja/Het
camux poautenei

39 BbINOSIHEHO MPUMEHEHWEe MpenapaTta HycMHepceH** BceM nauueHTaM C reHeTuyecku MnoATBepxAeHHbiM | [a/Het

AvnarHosom CMA 5q npu Hanuumu nokasaHui n obecneyeHnn AoCTyna K npenapary

*Ecnu [uarHocTUyeckast Wiy jgeueOHast mpoleaypa Oblia MpoBefeHa paHee B JeKpeTupyeMblie
CpPOKM, TO OHAa He [O/DKHA ITOBTOPSThCS. ECaM MeOuIIMHCKOe YUpexkIeHue He pacroyaraer
PeabMIUTAlIOHHBIMY BO3MOKHOCTSIMM, TTALIMEHT JTO/DKEH OBITh HAMPABJIEH B TO YUPEXIEHME, THe

peabunuTalys BO3MOKHA

** ECcM OAHHOIO CIIeLMAa/IMCTa WM MeToda OMArHOCTMKM M JIedeHMsI HeT B MeOUIMHCKOI
OopraHmu3alyy, HeoOXOOMMO IaTh HalpaBjeHNe B Ipyryue MeOULVHCKNUE YUPEXKIeHMs, IIe TaKue

CIIeqMaIMCThbl MJIM ME€TOObI CYIHECTBYIOT
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neavatpun uM. 10.E. Benbtuinersa ®rAOY BO «<PHUMY VM. H.U.IIMPOTOBA» M3 P®, kanauaat
Mej. HayK

Bonbckuii I'puropuit BonnciaBoBuy, Bpau TpaBMaTtosor-oprornen, opresuct OO0 «TroMeHCKUit
peadbMIMTaIMOHHBIN LIEHTP»

Tepmanenko Ombra IOpbeBHa, yupenuTenb U TpelcenaTesb MpPaBJeHNST OJIaroTBOPUTEIbHOTIO
donma «Cembyu CMA».

I'posHoBa Onbra CepreeBHa, BeOylMii HAay4YHbIMI COTPYIHMK OTAENA NETCKOV KapAMOJIOTUM U
Hapymenuii putMma cepana OCIT HayyHo-uccnemoBaTenbCkuii KMMHUYECKNUI MHCTUTYT MeguaTpun
umM. 10.E. Benbtuiera ®I'AOY BO «PHUMY M. H.U.ITMPOT'OBA» M3 P®, n.m.H.

I'y3eBa BaneHntuHa MiBaHOBHA, HEBPOJIOT, 3aBeAyIOIIas Kadheapoit HEBPOJIOTWY, HEIPOXUPYPTUN U
MenuuuHcKoi reHetuku ®IBOY BO CaHKT-IleTepOyprckuii rocymapCTBeHHbIN MeauaTpuIecKuii
MeIUIVHCKMII YHUBEPCUTET, JOKTOP Me[. HayK, mpodeccop, 4ieH-KOPPeCcIoHIeHT Poccuiickoii
Axkagemun EctecTBOo3HaHMS, [T1aBHBIN BHEIITAaTHBIN crieyannuct M3 PO.

3a6HeHKOBa BuKkTopMs BraguMupoBHa, Bpad J1ab0paTOPHbIA reHeTUK, K.M.H., CTapIINii HaAyYHbIii
corpynuuK ynaboparopun OHK mmarHocturu nabopatopum OHK auarHoctuku OTI'BHY Mennko-
reHeTHYECKMII HayIHbIN eHTp MMeHM akagemyka H.I1. Boukosa., K.0.H.

WxeBckas Bepa JleoHMIOBHA, TeHETUK, 3aMeCcTUTeNb IOupekropa mno Hayke @®IBY Menwuko-
reHeTUUeCKMi HaydHbIli LeHTp umMmeHu akagemuka H.I1. BoukoBa, BOKTOp Me[. HayK, IipefcenaTesib
Poccuiickoro obiecTsa MegUIMHCKMX [ HeTUKOB.

Unpnna Enena CremaHoBHA, HEBPOJIOT, 3aBefymlollasi OeTCKUM [ICMXOHEBPOJIOTMYEeCKUM
otmenenneMm OCII «Poccuitckas meTckas KiIuMHuYeckas 6onpHuna» ®TAOY BO «PHUMY UM.
H.N.ITMPOT'OBA» M3 P®, K.M.H.

Kenuc Bnagumup MapkoBuy, 3amectutenb aupekropa @I'BY «HayuyHo-uccaeqoBaTeabCKuit
OeTckuii oproneauyeckuii MHCTUTYT umeHu [.U. TypHepa» Mwuu3sgpaBa Poccum, r. CaHKT-
[leTep6ypr, PYKOBOOMUTENb OTHOEIEHUS TaTOJOTUM CTOIbI, HEPOOPTONENUN U CUCTEMHBIX
3a00eBaHMii, O.M.H., WieH EBpomeiickoro o6IecTBa HOeTCKUMX OPTONEemOB M AMepUKaHCKOI
akazieMuu 1epebpaabHOTO Tapaanya.

KuceneB AHTOH BsiuecsiaBoBUMY, 3aBeAyIOIINii JabopaTopyeii MOJIEKY/ISIPHO TeHETUKM U T€HHOI
Tepanuu HayuyHo-1CC/Ie10BaTe/IbCKOr0 MHCTUTYTA aKylepCTBa, TMHEKONIOI MU U PeTIPOAYKTONIOI U
uMm. [1.0. Orra. r. Cankr-IleTepbypr, K.6.H., acCOUMMPOBAHHbBIN y4aCTHUK EBpOMeiicKoro
koHcopumyma TREAT-NMD.

Kokopuna AHHa AnekcaHapoBHa, Bpau HeBposor 'AY3 TO IITH JIPII «<Hanmexnpa», . TomeHb.

Konecos Cepreii BacuibeBuy, pyKOBOAUTENb OTAEJIeHMS TaTONOTUM 1103BoHOUHMKA PI'BY « HMUILL
TO um. H.H. I[TpuopoBa» Mun3sapasa Poccun, r. MOcKBa, I.M.H., mpodeccop

KomapoBa Okcana HukonaeBHa, Bpau meauaTrp, raCTpOIHTEPOJIOT, IMETOJOT, CTaplinii HayuHbIi
COTPYOHMK oTHena racTpoanTeponorunu OCIT HayuHo-1ccnenoBaTenbCKMUit KTMHUUECKUT MUHCTUTYT
neguatpun um. 10.E. Benpruiera ®TAOY BO «PHUMY M. H.M.ITMPOTOBA» M3 P®, K.M.H.



KysenkoBa JlromMuna MuxaiijioBHa, HEBPOJIOT, HAaUYaJIbHUK lleHTpa [eTCKOV MCUXOHEBPOIOTUH,
3aBelymolas OTIeJeHMeM IICMXOHEBPOJOTUM U TICcMXocoMaTudeckoyi maronorun OTAY M3 PO
«Ha1oHaIbHbII MeAVLIMHCKII McclemoBaTenbckuii LieHTp 3mopoBses JeTeii», 1.M.H., Tpodeccop

Kypb6atoB Cepreit AnekcaHAPOBUY, Bpau HEBPOJIOT, T€HETUK, (QYHKIMOHAIbHOI IMArHOCTUKMU,
K.M.H., AY3 BO «BopoHeXKCKMIT 006aCTHOM KIMHUYECKNUI KOHCYIbTAaTUBHO-IMATrHOCTUYECKUIA
LIeHTp», T. BopoHex

Kyues Cepreii MiBaHOBUY — reHeTUK, aupektop ®TBHY Menuko-reHeTMYeCKuii HayIHbI LEHTP
uMeHn akagemuka H.IT. BoukoBa, 3aBeqyonuii Kademapoil MOJIEKY/ISIPHOM M KJI€TOYHO TeHeTUKNU
OI'BOY BO «Poccuiickuii HAaMOHAIbHBIV MCCIeA0BaTEeNbCKUIT MEOUIMHCKUI YHUBEPCUTET MUMEHU
H.N.[Muporosa» Mun3gpasa Poccum, O.M.H., 4ieH-KoppecrnoHaeHT PAH, ryaBHBIV BHEIITATHBIN
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 IemuaTpuyeckoro ¢axynbrera ®rAQOY BO PHUMY wumenu H.U.Iluporosa, mI.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 otpeneHueM «HaydHO-NPaKTUMYeCKOTO LeHTpa
CrenuaaM3upoBaHHON MeOMIMHCKON momoum getsav» uM B. ®@. BoiiHo-SceHenikoro
IemapTraMeHTa 3IpaBOOXpaHeHMs T. MOCKBbI, K.M.H.

Pymenko [mutpmit WropeBmu, 3amectuTenb miaBHoro Bpaua CII6 TBY3 «Topopackas
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 OneroBuy, 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
00111eCcTBa TPaBMaTOJIOIOB-OPTOIEIOB.

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

CaBuH [OmMmutpuit MuxainioBud, HEMpOXUPYpPr, TPaBMaTOJIOr-OPTOIE ], 3aB. 3aB. TPaBMAaTOJIOTO-
opromneanveckuM otaeneHveM N29 KIMHUKYM TATOIOTUY MO3BOHOYHMKA U PeOKMUX 3a00/eBaHmi



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

Canero Enena IOpreBHa, Bpau HEBPOJIOT, OTAe/ieHMe Ta/UIMaTUBHONM momoniu getsm I'AY3 CO
«ObnmacTHas AeTcKast KIMHNYecKast 00bHNIIA», T. EKaTepuHOypr

CycioB Bacwimit MuxaiijioBud, HEBPOJIOT, acCUCTeHT Kadenpbl peabwaurtonmoruu @I m IO,
@®I'BOY BO «Caukr-IleTepOyprckmii  rOCyJapCTBEHHbIN  MeauaTpPUYeCKUil  MeIuUIVHCKMIA
yHUBepcuTeT» Munsapasa Poccun.

Tosnuan Enena BacuibeBHa, Bpau AeTckuii sHmokpunHosor, OCII Hay4yHo-uccinemoBaTenbCKuit
KIMHU4Yecknii uMHCTuUTyT nenuatpum wum. HO.E. Benprumesa @OIAOY BO «PHUMY UM.
H.M.IIMPOT'OBA» M3 PO, k.M.H.

TpeTbsikoBa AHacTacusi HuKomaeBHa - aHeCTe3MOJNIOr-peaHMMATONIOr BbICIIEll KaTeropum,
PYKOBOIIUTENb CITYKObI IETCKOI aHecTe3uonoruu u peaHumatonornu OIBY «HayuHblil 1meHTp
BOCCTaHOBUTEJIbHON TPaBMaToa0Tuu 1 opronenumn» uMm. I'A. Unuzaposa M3 PO, r. Kypran

QexnucroB  JImutpuii  AnmekcaHAapoBu4, Bpaud TpaBmatosor-opronern; OCII  HayuHo-
WCCIIeNOBaTeNbCKUI KIMHMYECKMit MHCTUTYT nepuatpun um. HO.E. Benptumesa ®I'AOY BO
«PHUMY M. H.N.ITNPOT'OBA» M3 P®

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

[lITabuunKMiT Bacunuii AHApeeBUY, Bpau-MyJIbMOHOJIOT, AOLeHT Kadenpbl mynbMoHororny OO0
®TrAOY BO «PHUMY UM. H.U.ITMPOT'OBA» M3 P®, K.M.H., 9KCIIepT 671aroTBOPUTEIbHOr0 GoHma
«KuBmu ceituac»

llykmmua Jlapuca AHaTo/ibeBHA, MeauaTp, 3aBeAywolias OTAeleHMeM Ma/UIMaTMBHOM IMOMOILM
nmetssm O6IacTHOI IeTCKOM KIMHMYeCKOi 60bHUITBI, I. EKaTepuHOYpT

KoubmukT naTepecos:

ApTembeBa CBeTnaHa BpoHucnaBosHa O6pa3oBaTesibHble FPaHTbl M FOHOPapbl 3a IEKUMM OT KOMMaHwuit SHceH Cunar,
Pouw, PTC no npo6sieMaMm HepBHO-MbILLEYHbIX 3a6osieBaHuin

YperynupoBaHve KOHGAWKTa - He WMeeT (UHAHCOBbIX WHTEPECOB B
YKa3aHHbIX KOMMaHunAx, He ydacTtBoBana B HanucaHum pasgena
«MaToreHeTnyeckas Tepanua»

Benoycosa EneHa AMutpuesHa [oHOpap oT KoMnaHuu fAAHceH Cunar 3a nekuunto
YperynuposaHue KOHMNUKTa - B JleKUMM 06Cyxaanncb TOSbKO BOMPOCHI
AnarHoctnku CMA

Bnoaaseu [AMnTpuii Bnaanmmposuy [naBHbIVi MccnenoBaTeslb B MeXAYHAPOAHbIX KJIMHWYECKMX MpOTOKonax 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 KOHMAUKTa - He WUMeeT (UHAHCOBbIX WHTEPECOB B
yKasaHHbIX  KOMMaHusiX, He y4yacTBoBaJi B  HanucaHuM  pasgena
«[laToreHeTnyeckas Tepanus»

Bonbckuii Mpuropwuii Bonncnasosuy Het
FepMaHeHko Onbra lOpbeBHa Het
[po3HoBa Onbra CepreeBHa Het

ly3eBa BaneHTnHa MBaHOBHa

WMxesckas Bepa JleoHnaosHa Het
WnbuHa EneHa CrenaHoBHa Het
3abHeHkoBa BukTopusa BnaanmumposHa 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
Kyp6aTtos Cepreit AnekcaHapoBuy Het
JNeonuyk 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
®unatos 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 OI€HKM KauyecTBa 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 COOTBETCTBUM C PETUHTOBOM CXeMOI1 (CxeMa MPUIaraeTcs).

MeTozbl, UCIIO/Ib30BaHHBIE JJISI aHAIN3a J0KA3aTe/IbCTB:

L4 O630pr OHY6HI/IKOB3HHBIX MeTa-aHa/In30B;
¢ CuUcreMaTudyeckmue O630pr C Ta6J'H/ILLaMI/I JA0Ka3aTe/IbCTB

OnucaHue MeTO/I0B, MCII0Ib30BaHHbIX JIJISI aHA/IM3a TOKa3aTeJlIbCTB

[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, NMPUCBAMBAEMbIN IMyOGIMKalMM, 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 Vepapxus An3aiHOB KNMHUYECKUX UCCNEA0BaHMI No y6biBaHUIO YPOBHS AOCTOBEPHOCTU 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 NPUMEHEHMeM MeTa-aHanumsa

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 KIMHUYeCKoro ciyyas nnv 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 ompemenennst YYP 1  OMarHOCTUYECKUX, JIEUEOHBIX M IMPOGMIAKTUUECKUX

MepOTIpUSTUIL™.
YYP Pacwndposka
A CunbHas pekoMeHzauus (Bce paccMaTpuBaeMble KpUTepun 3heKTUBHOCTM (MCXOAbl) SIBAISIOTCS BaXHbIMWU, BCE UCCNEA0BaHUS

NMEKT BbICOKOE WM YAOBNETBOPUTE/IbHOE METOA0I0rMYecKoe KavyecTtBo, MX BbiBOAbI MO MHTEPECYHLWMM UCXO04aM SABAKOTCS
COrnacoBaHHbIMK)

B YcnoBHas pekoMeHaauusi (He BCe paccMaTpuBaeMble KpUTepun 3MHEKTUBHOCTU (UCXOAbl) SBASIOTCS BaXHbIMU, HE BCe
MCCNEA0BaHNS UMEIOT BbICOKOE MW YAOBIETBOPUTENbHOE METOAOOMMYECKOe KaYeCcTBO U/UW UX BbIBOAbI MO UHTEPECYIOLUM
ncxoaam He sBNATCA COI'J'IaCOBaHHbIMVI)

C Cnabas pekomeHzauusa (OTCYTCTBME [0Ka3aTeNnbCTB Haa/Jexallero Kadectsa (BCe paccMaTpvBaeMble KpuUTepuu
3¢CbeKTVIBHOCTI/I (I/ICXO,ElbI) ABNAKTCA HEBaXXHbIMW, BCE WUCCNeAOBaHUA WMMEKT HU3KOE MEeTOAO0JIOrMYecKoe KayeCTBo U UX
BbIBOAbl MO UHTEPECYOWMM NCXOAAM HE ABAAKOTCA COI’ﬂaCOBaHHbIMVI)

* 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

IIpnnoxkenmne A3. CripaBo4YHbIEe 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 MuHucrepcTBa 3apaBooxpaHenyst PO or 7 oktssops 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. VIHCTpYKIMSI TI0O IIPMMEHEHMIO JIeKapCTBEHHOTO Iiperapata 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. AiropuTmsl 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 JleTeli U SBJSIeTCsl Befylleli B Mype reHeTUUeCcKoV MPUUMHOM CMepTU AeTeit A0 2 ner3,
He3aBMUCUMO OT TSKECTH, Bce oy co CMA TepsiioT IBUraTebHbIe GyHKIym L.

CMA 00BIYHO MOApa3aeIsaioT Ha 4 OCHOBHBIX tumad:

% | _

CMA 1 Tuma

CMA 2 Tuna
Ilpoapaierca B Bospacte Ao 6 Mec. Ilposenaerca B Bozpacte or 6 go 18

IlpH ecTecTEEHHOM pasBHTHH 3a00IcBaHHA
mecauee.  Ilpu  ecTecTBeHHOM — pazBEHTHH

HETH HE AOCTHIAKOT cnocobHOCTH ~
3a00IeBAHHEA JETH HE AOCTHTAT

INEPEEEPHVIECA HIH CHIETE, 4 OEHITACMAaA f fe
P PH] ° CIIOCODHOCTH XOJHTE, MOZEET TPEOOEATBCA

IIPONOTEHTEIRHOCTE FHIHH COCTAEIAST =2

HCOOIE20EAHHE MOTOPH20BaHHOH
J'IE’I‘3 - 1
HHEATHIHOH KOLACKH
CMA 3 tuna CMA 4 Tuna
Jyaruos MOEET BO3HHEKHYTB BILTIOTH Juaruos oOBIMHO VCTAHABIHEASTCA B
oo OAPOCTEOEOTO BEOZpacTa. Ilpm | spemom  Bozpacte. Ilpm  ecTecTEeHHOM

ECTECTECHHOM Pa3BHTHH 3a000eBAHHAT [IOCIHE PAaIEHTHH 3aDoneEaHns JIEQOH MOTVT
NEPHOIA HOPMATBHOTO  PasEHTHA IHOH | HCIEITRIEATE YMEPEHHEIC JEHTATEIEHEIC
IIOCTENEHHO TEPAOT MOABHEHOCTE, HHOIIA H | HAPYIIEHHA H MEINIETHVED C.]IESOCIBI

crI0co0HOCTE XOgHTE!

IIpu CMA Bo3HMKaeT AMCHYHKUMS WIM TUGEIb o-MOTOHEPOHOB!. 0-MOTOHEIIPOHBI
CIIMHHOTO MO3Ta MHHEPBUPYIOT CKEJIETHBIE MBIIIIIBI ¥ OTBEUAIOT 32 COKPAII€HMe MBbIIIILI,.

CnuHHO#M
MO3r Mbiwus!

HopmaneHbIn
‘ a-MOTOHEMPOH |

-\'-._

W3-3a HemocTraTKa oco6oro Oenka — Oeinka SMN - mpu CMA Bo3HMKaeT rubenb a-
MOTOHEPOHOB



CnUHHOW \ MbILLLY
MO3r

o-MOTOHEHWPOH
npu CMA /

Benok SMN Heo6xoauM 11 PYHKIVIOHMPOBAHMSI MOTOHEIPOHOB B CIIMHHOM Mo3Te !

B cummTese Demka SMN

yaacteytoT 2 rema’

o HcToumnk Manoro
OcHOEHOI HCTOYHHK

KOTHIECTRA
oensa SMN

bVHEIHOHATEHOTO OemKa

IIpu CMA KoamuecTBO cHHTe3upyemoro Geinka SMN HeZOCTAaTOYHO [JjiI BbDKMBAHMS
HEepOHOB

«3aboneBanne CMA BbI3BaHO Aesenyeil wiy mytamyeii reHa SMN1, 4TO NPUBOAUT K CHUKEHUIO
ypoBHs 6enka SMN*

eEciu ren SMN1 He paboTaeT, eIMHCTBEHHBIM MCTOYHMKOM Oeyika SMN craHOBUTCS TeH SMN2,
OIHAKO OH IMPOMU3BOIUT HEJOCTATOUYHO (PYHKIIMOHAIBHOTO 6eKa SMN®

CHumeHHe axcnpeccud SMIN CHuMeHWe KonuvecTea

Kaxk nposiBisieTcsi ciMHa/IbHAasI MbIIeyHasi aTpodus y peGeHKa?

V KaX[IOoro maiueHTa CO CIMHAIbHOM MbIINIeYHOV aTpodueil MMEITCS WHIUBUIYaJIbHbIE
HapyluieHus, a CMMIITOMbI MOTYT pasjn4aTbCs B 3aBUCMMOCTM OT BO3pacTa Havyajla U TSHKECTU
3a6oseBaHMs. [IeTH MOTYT UCIIBITHIBATh ITPOTPECCUPYIONIYIO CJIa60CTh B MBIIIIIIAX, PACTIOIOXKEHHbBIX
6mke K IEHTPY Teja, TakKuMX Kak Ivieum, O6empa M Ta3. MOryT TakKe IMOPaskaTbCsl MBbIIIIIIBI,
Y4acTBYIOIIME B IbIXaHUU U rotanun.

CrimHaIbHas MBIIIeYHas aTpodust He BIMsieT Ha HejipOHbI, OTBeTCTBeHHbIe uHTemekT.” 1011

YTo HY>XHO 3HaATh O reHe SMN2?

V Bcex OOJIbHBIX CITMHAIBHOI MBIIIEYHOI aTpodueii MMeeTcs: XOTsI 6bI OfVH «pe3epBHbIN TeH»,
KOoTOpbIil HasbBaOT SMNZ2. CTpykTypa reHa SMNZ2 momobHa CcTpykType reHa SMNI, HO TOJBKO
HebosIbIIIast YacTh mpoxyuypyeMoro um 6enka SMN (10%) sBisteTcs MMOMHOCTbI0 (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

[TockonbKy 3a6ojeBaHNe MPOSIBISETCS CAaMbIMM Pa3HbIMM CMMIITOMaMM, TI0 YMCTy Koruii 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 3a001eBaHMe, TO eCTh PUCK 3a6071eTh
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». Hocurenu 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 Bpauy-HEBPOJOT MOTYT HAa3HAUUTh F€HETUUYECKMII aHa/M3, KOTOPbIA TTO3BOIUT
MMOATBEPINUTD MO0 UCKIIOUUTD 3a60/IeBaHMe.

C 1m0 TIOATBEPKAEHMS [MATHO3a TPOBOIAT MOJIEKYISPHO-TeHeTHYecKuii aHamm3 KpoBu. OH
MIOKA3bIBAeT, MMeeTCsl /M Y MalMeHTa MyTauus B reHe SMNI. Kpome TOro, HYXKHO OIpeennThb
w10 Kormuii reda SMIN2.17

Moryr 6bITh Ha3HAUeHbl M [ApPYTMe [OMATHOCTMYECKNME MCCIefOBaHWS, B TOM  4UMC/Ie
JOTIOJTHUTEbHBIN TeHeTUUECKIIT aHamn3, SeKTpoMuorpadust nian aHanus KpOBU I U3MEPEHMUs
YPOBHSI KpeaTMHKMHA3bl. DTU MCCIENOBAaHMS HE MOIYT C BBICOKOJ TOYHOCTBIO MOATBEPAMUTD
nvaruos CMA, omHaKO MO3BOJISIIOT MCKIIOUUTD APYTHE TIOX0K1e 3a601eBaHMSI.

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

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
KOMAaHIbl U CTeleHb MX BOBJIEUEHHOCTVM MOTYT MEHSIThCSI B 3aBMCHMOCTM OT TOTpeOGHOCTEN M
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),
obecreynBaeT 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 6Ge30MacHylo 1Mojavy BO3oyXa B
JIeTKMEe 4Yepe3 SHAOTPaxeajbHYI0 TPYyOKy, BBEJIEHHYIO Uepe3 POT MalyeHTa (MHTYOarus), Win
HEIOCPEeICTBEHHO B TPaxero uepe3 HeGOJbIoe pacceyeHue B 1ee (TPaxeoToMuUs).

Opronenus. CKonMo3 (MCKpUBJIeHVE TI03BOHOYHMKA) — PacIpocTpaHeHHas pobiema y eTeit co
CIIMHAJIbHOM MBIIIeYHO! aTpodueit, o6ycIOBIeHHAasT MbIIIEUHO €1a6ocThio. OpTores MOKeT



IIOPEKOMEHO0BATDb IIpMMEHEHNEe CpencCTB nogaep>KaHumst II03bI (OpTESI/IpOBaHI/[e) 78)04
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XUPYPTrUUeCcKy0 KOPPeKLMI0 CKOINO3a.

IIutanme. 3-3a MbImeuHoit cmaboctu met co CMA MOTYT TepsSThb CIIOCOOHOCTh KE€BAThb U
I710TaThb. BO3HMKAaeT PUCK BABIXaHMS MUILM UM XKUAKOCTM B JIETKME BO BPeMS e[bl U Da3BUTUS
pecniMpaTopHbIX MH(eKuuit. Pomurenm M BpauM MOTYT NPUHSITH pellieHre 00 YCTaHOBKe
BPEMEHHOTO MJIM TIOCTOSTHHOTO 30H7A C Iebl0 obecrieueHnst pebeHKa HeOOXOIMMBIMU TTUIIEeN 1
XUAKOCTBIO.'® 30HIBI GBHIBAIOT ABYX TUIIOB: Ha3albHble M abmOMMHaIbHbIe. HaszoracTpambHble
30HIbI BBOISATCS Yepe3 HOC; MUINA ITOCTYMaeT HEeNOCPEeICTBEHHO B JKemymoK. OObIYHO OHU
YCTaHABIMBAIOTCS, e 30HL TpebyeTcss Ha KOPOTKoe BpeMsi. lacTpocToMmueckue TpyoKM
YCTaHABIMBAIOTCSI XUPYPIUUECKUM ITyTeM 4yepe3 GPIOLIHYI0 CTEHKY B JXKelymoK. OHU JTOCTaTOYHO
MPOCTbI B OGCAYKMBAHMUM M SIBJSIIOTCSI XOPOILIMM BapMaHTOM i JIeTeil, KOTOpPbIM TpebyeTcst
JIOJITOCPOYHAs MTOAAePsKKa [PV KOPMJIEHUH.

®usuorepamus. Jletu co CMA MoryT 6bITh Uepecuyp CJIaObIMU IJisI COBEPILIEHUS IBVKEHUIT B
TOJIHOM 00beMe. Bo3HMKaeT PUCK pa3sBUTUS KOHTPAKTYP, KOTOPbIE B JaJIbHENIIEM MOTYT CTaTh
TOCTOSIHHBIMM ¥ OTPaHMYMBATH [JBVOKEHMs. JleueGHasi (U3KYJIbTypa MOXKET COCTOSITh U3
YIPaKHEHMI TI0 BOCCTAHOBJEHMIO TMOKOCTM ¥ O0mMX (YHKIMOHAIbHBIX BO3MOKHOCTEN. B
OIlpefielIeHHbIX C/Iy4asiX BepPTMKAAM3aTOpP IO3BOJSIeT YIYYIIUTh I[IPOYHOCTb KOCTE M MOXKeT
JICTIONBb30BATBCS B JOMAIIHMUX YCIOBMSIX.

Kpome Bblllle mepeuncyieHHbIX CIEMaINCTOB, B COCTAaB KOMAaH/Ibl MEAVIIMHCKOI MTOMOIIM MOTYT
TaKKe BXOOUTb ¥ JIpyruMe CIeluajucTbhl, B TOM YNCIe, BpauM U WHbIE CIEIMATIUCTBI U3
MeIMIIMHCKOM  OpraHM3auyuyu WM ee  CTPYKTYPHOro IIofpasfiefeHyus, OKa3bIBaIoIIero
CIIeMaaM3UPOBAHHYIO MATMATUBHYIO MEAUIIMHCKYIO [TOMOIIb.

Bakable pecypchl. CylllecTBYIOT MEXIYHApOOHbIe UM POCCUIICKME OpTraHM3amuy, MPOEeKThl U
COO00IIIeCTBa, MPK3BaHHbIE IOMOYb OOJIErYNTD KI3Hb MaieHToB co CMA 1 ux ceMmeit.

IManeHTCKMe OpraHm3anuu

SMA Europe—EBpomeiickasi mamnmeHTCKasi opraHusanus, cosgaHHas B 2006 ropmy, Koropasi
o0beIMHSIeT MALMEeHTCKMe ¥ JMCCIeIoBaTelbCKMe OpraHmM3aluy Bceil EBpOIIbI, IOCBSIEHHbIE
CIIMHATBHOM MbIIIeuHoi atpoduy (CMA).

[Toceture Sma-europe.eu

Cembu CMA - Poccuiickast maieHTCKast opranmsanms, yactb SMA Europe, cosmana B 2015 romy.
[IpennaraeT MHOKECTBO IMPOEKTOB [JiS MallMeHTOB M UX CeMeli, TaKUX Kak ropsiuasi JUHUS, U
Mo/Ie3HO# MHGOpMaIMK, TaKoi Kak JeTaJbHOe OIycaHue 6oJesHU M OMOIMOTeKa ITyOIMKALIVIA.
IMoceture f-sma.ru

HNHTepHET-pecypcsl

TogetherInSMA —MeskIyHapOAHbBI Be6-caiiT, CO3MaHHbINM /11 MHMOPMMUPOBAHMS TAIMIEHTOB CO
CMA u ux cemei.

IMocetute togetherinsma.com

JIurepaTtypa
1. CureSMA.org. Voice of the Patient Report. [UuTepHeT]:
http://www.curesma.org/documents/advocacy-documents/sma-voice-of-the-patient.pdf. Iarta

obpamuenust: saBapb 2020.

2. Verhaartl EC, Robertson A, Wilson IJ, et al. Prevalence, incidence and carrier frequency of 5q-
linked spinal muscular atrophy- a literature review. Orphanet ] Rare Dis. 2017;12(1):124.

3. FarrarMA, KiernanMC. The genetics of spinal muscular atrophy: progress and challenges.
Neurotherapeutics. 2015;12(2):290-302.

4. Lefebvre S, BiirglenL, Reboullet Set al. Identification and characterization of a spinal muscular
atrophy- determining gene. Cell. 1995 Jan13;80(1):155-65.

5. Farrar MA, Park SB, Vucic S, et al. Emerging therapies and challenges in spinal muscular atrophy.
Ann Neurol. 2017;81(3):355-368.



6. Hamilton G, Gillingwater TH. Spinal muscular atrophy: going beyond the motorneuron. Trends
Mol Med. 2013;19(1):40-50.

7. Rubin LR. Predicting Systemic Defects in SMA. [IuTepreT]: http://www.smafoundation.org/wp-
content/uploads/2012/03/SMA-Overview.pdf JlaTa obpamienusi: saBapb 2020

8. Finke IR, et al. 209th ENMC International Workshop: Outcome Measures and Clinical Trial
Readiness in Spinal Muscular Atrophy7-9 November2014, Heemskerk, The Netherlands.
Neuromuscul Disord. 2015;25(7):593-602.

9. Cure SMA. At School. 2016. [MuTepHert]: http://www.curesma.org/support-care/living-with-
SMA/daily-life/at-school/. TaTa npocmorpa: 9 ssuBaps 2017 .

10. National Organization for Rare Disorders. Werdnig-Hoffman Disease. 2012. [MHTepHeT]:
https://rarediseases.org/rare-diseases/werdnig-hoffmann-disease/. [laTa ob6paienns: saBapb 2017
I.

11. Iannaccone ST. Modern management of spinal muscular atrophy. ] ChildNeurol.
2007;22(8):974-978.

12. Cure SMA. Cure SMA Medical Provider Information Kit. [VHTepHerT]:
http://www.curesma.org/documents/support--care-documents/2016-sma-awareness-mpak.pdf.
Hata obparienus: suBapb 2017 T.

13. Cherry JJ, et al. Identification of novel compounds that increase SMN protein levels using an
improved SMN2 reporter cell assay. ] Biomol Screen. 2012;17(4):481-495.

14. Darras BT, Roydenjones H Jr, Ryan MM, DeVivo DC, eds. Neuromuscular DisordersofInfancy,
Childhood, and Adolescence: A Clinician’sApproach. 2nd Ed. London, UK: Elsevier; 2015.

15. Genetics Home Reference. SMN1 gene. 2012. [MiaTepHeT]: https://ghr.nlm.nih.gov/gene/SMN1.
Hata obparmienus: suBapb 2017 T.

16. Prior TW. Perspectives and diagnostic considerations in spinal muscular atrophy. Genet Med.
2010;12(3):145-152.

17. Wang CH, et al. Consensus statement for standard of care in spinal muscular atrophy. J Child
Neurol. 2007;22(8):1027-1049.

18.National Organization for Rare Disorders. Spinal Muscular Atrophy. 2012. [MHTepHer]:
https://rarediseases.org/rare-diseases/#causes. JlaTa obpamiennsi: sHBapb 2017 1.

19. Mercuri E, Finkel RS, Muntoni F et al. Diagnosis and management of spinal muscular atrophy:
Partl: Recommendations for diagnosis, rehabilitation, orthopedic and nutritional care.
Neuromuscul Disord. 2018 Feb;28(2):103-115.

20. Finkel RS, Mercuri E, Meyer OH et al. Diagnosis and management of spinal muscular atrophy:
Part2: Pulmonary and acute care; medications, supplements and immunizations; other organ
systems; and ethics. Neuromuscul Disord. 2018 Mar;28(3):197-207.


http://www.smafoundation.org/wp-content/uploads/2012/03/SMA-Overview.pdf

ITpunoskenue I'l1 -I'N. llIkanbl oieHKM, BOIPOCHUKU
U Jpyryie OeHOYHbIe MHCTPYMEHTbI COCTOSIHUSI
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 -

VcTouHnk (opuIMaabHbIN CaliT pa3paboTUMKOB, TyOIMKALIVS C BaIUaanyeit):
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 (mog4epKHyTh): IKaJla OLleHKU

Ha3HaueHme: oOIIasi OIlEHKAa [BUTATENIbHOM aKTMBHOCTM Y pebeHka co CMA I, moxer
MCIIOTb30BaThCS IJISI OLIeHKY 3P HEKTUBHOCTY Teparnun

ConepykaHue (11a6JI0H):

OEHbBM3MTA:
KMIOYEBBLIE STAMb
JBUMATENBHOW AKTVBHOCTU:

LLIKANA HINE PA3OEN2

Hma nawerta

MHMLMENE NaLMeHTA

Jara emzmTa J J
A0 MM mrr
Yaegaamme e YACpEMRAeTIORy | Hadaen nomcmiuy VereamaeT roaoey Duerec:
ronoms B BepTIsANbOM CTOPOHS! 0 CTOPOHY BCE BPENA B BEPTH
nonEEE [Mopesa b 4 wecAa) | HAILHOM NOREHEN
[ropena < 3 suecrgen) [Mopesn 5§ mec)
BopacT:
Cnecofinocts HEMCRET STy T NP CHIRT COMSPOR Dy yRepeo et B noaketse oA | Oy
CHLETE anops NOBOPASIBAETCA
Bozpacr:
[ropand wocna) | (wopuan wecayen) | (Hopuan 7 mecies) | (Hopuas 10 necages)
Coanarenssnd arcyre a EnanEEET BE T p— G samat Oujeraca:
SanBaT R P ASATE b
W GO AN AR Boxpacr:
CnocofHocTe HET CNOCOGHOCTH HOCH HE MOAMAKTCR Honar W BCR ARETIPNIACATOOR | Dyerscc
GpuEaThen BpuaTcR TP OOHTANGHD Boepx [Bepmeanso) KHOME H FRABLAMHOr
(BRoNoEHE
nexa)
Bozpacy:
(Hopeia & 3 meciua) | (HOpWE B - 5 seCrueE] | (HODRA B 5- 6 mechyes)
CnecolaecTe e T NEBOPAHHEIETEA MOBORAYMBAETER NOBOPAMEARTER O
bEA | MepeBopa HaboHK © OBOTA A CIUHY W | 0 T 1A BT
5 i A WHBOT 02 HEBOTE HE T
Boapacr:
[Hopea B 4 wacnya) (Hopuae 6 meciuges) | (Hopua B T wecea)
CecofHcTe HE AT JEpATE DONSAET HANOHTIX | MOMIAET HABSMIYTLD. | NOMIAET HAMKIBOTE NOMIAET HA Pyhax | Oueria:
nanaark OBy pywax HRAne
Boxpacr:
(Hopraae 3 wecaua) | (opuasd-5 secagen) | (wopuan B wecaups) | (mopes s 10 wecagen)
Cocobocmy HE BRIEEHHEBACT BEC | MOHET BIGETHITE BEC | CTOMT CrKpyIepenadl | cTouT BeanocTopoiesdi Ouerena;
croaTs cooero e colicraereoraTem ocep
(Hopsian 45 wsecaun) | (iopes s 8 uecues) | (Hopa n 12 sechugn) Bospact:
CnoCoGnocT WATACTCR MG MY Ouperac;
HOMTh NERAEURETCR
{mepmacn 2a ro-meia) Boapacr;
(ropran d mecaen) | (mopea o 11 mecayen) | (wopua w15 mecaues)

Kiou (MHTepIipeTalys): olleHKa KauecTBeHHas (He OaslibHast), B Tabmuile 06BOAUTCS TOT HABbIK,
KOTOPBIN ecTh y pe6eHKa Ha MOMEHT OCMOTPA, TO K& caMoe JeJlaeTcs MPU OCMOTpE B AV HAMUKE.
CTaHOBSITCSI OUE€BUIHBIMY MMPUOOpPETEHNE/ Perpecc OCHOBHBIX MOTOPHbBIX HABbIKOB.
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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*

* mkasa B PO He Ba/IMAMPOBAHA, AJIs €€ MCII0/JIb30BaHUS HEO6XO,E[I/[MO CrieMaJibHOeE o6yquI/1e

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

(HFMSE)

VcTouHnk (obuLIMaNbHbI CaiiT pa3paboTUMKOB, MyOIMKaLus ¢ Bajauaalmeii): Pera

MC, Coratti G, Forcina N, Mazzone ES, Scoto M, Montes ], Pasternak A, Mayhew A, Messina

M, de Sanctis R, Antonaci L, Lapenta L, Lucibello S, Pane M, Day J, Darras BT, De Vivo DC, Muntoni
F, Finkel R, Mercuri E. Content validity and clinical meaningfulness of the HFMSE in spinal

muscular atrophy. BMC Neurol. 2017 Feb 23;17(1):39. doi: 10.1186/s12883-017-0790-9.

Tur (ITOAYepKHYTh): 1IKaJa OLleHKU

HasHaueHnne: yHKIMOHAIbHAS OLIEHKA IBUTATEIbHOM aKTUMBHOCTYM Y mauyeHTa co CMA , MoxKeT

MCIIOJIb30BATHCS [IST OLEHKYU 3(PGEKTUBHOCTU TEPATIUN

CopmepskaHue (11abjI0H):

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

oNo
[aTa oueHkun

Hata onepaunn Ha NO3BOHOYHUKE

Hata poxaeHns

Bpems, 3aTpayeHHoe Ha obcnenosaHue
OueHvBaoWNi cneunanuct

7. CnocobHocTb
nepeBepHYTbCS C
XMBOTa Ha
cnunHy yepes
nesbIvi 60k

NOATAHYTb cebs

Mpo6a UHCTpyKumns 2 1 0 OK B= KommeHTapum
b = 6ann
1. CnocobHocTb Tbi MOXeLlb MoxeT cuaetb 6e3 Heobxoanma Heobxoanma OneMeHT 1
cnaeTb Ha cupeTb Ha onopbl  Ha  pykH, oropa Ha oAHy | omopa Ha ob6e MNpeobnapatouiee
ckambe/ cTyne ckambe/cTyne 6e3 | mnoka Bpay cuuTaer | pyky Aans pyKu ans nonoxeHne
MoxeT  cuaeTb | ornopbl Ha pyku, no 3 v bonee yAepxaHus yaepxaHus NO3BOHOYHMKaA
Ha Kpal ckaMbh r1oKa s1 cumTaro A0 6anaHca, noka | 6anawca. Mpeobnapatoliee
Wnu Ha ckambe/ | 3? (be3 ornopsl Bpay cuuTaer o 3 He crnocobeH nosioXxeHne
nony 3anuwwute | nog crinHy/c cuaeTb HWKHUX
nyylmnin ornopovi unn 6e3 KOHeYHocTeW
YBUAEHHBIN oropsl Horamu) Obsegute
BapuaHT npeobnagarllee
rios10)xeHne
103BOHOYHMKE U1
2. CnocobHocTb Thi MOXellb MoxeT cuaeTb Ha MoxeT cuaeTb Ha MoxeT cuaetb ¢ HUXKHUX
cnaetb c | cupers Ha nony/ | nony/ckambe c nosy/ckambe c BbINPAMIEHHbIMU KOHEeYHoCTesi
BbIMPSIMJIEHHBIMU cKkambe ¢ BbIMPSIM/IEHHBIMU BbINPSAMJIEHHbIMU Horamu ¢ onopoi
Horamu Horu | BbinpsimneHHbiMn Horamu 6e3 onopbl Horamu C orfopoi Ha o06e pyku,
npsiMble = Horamm 6e3 Ha  pyku, moka Ha  OO4HYy  PyKy, noka Bpay
KONeHU MOryT | onopbl Ha pyku, Bpauy cunTaet Ao 3 noka Bpay cyuTaeT | cuuTaert Ao 3.
6bITb  COTHYTHI, noka si cyntaro 40 no 3 Nnn He
HO KOJIEHHbIE 3? cnocobeH cnaeTb
Yalleukmn c
LOJSIKHBI 6bITb BbINPSMIEHHBIMU
obpatyeHbl Horamu
BBEPX, NOAbDKKK
[OSKHBI 6bITb
pacrnonoxeHbl He
fpanblle, 4YeM B
10 cm ppyr oT
Apyra
3. Cnoco6HocTb Tbi MOXELLb MoxeT MoxeT He MOXeT MNp/N
KOCHYTbCS KOCHYTbCSI OHOW | AOTPOHYTbCS [0 | [OTPOHYTbCA no | mocraTb no
rofioBbl  OAHOW | pyKO/ rosoBbi, He ronoBbl oAHOMN rosioBbl pykon rofioBbl  PyKoW,
pykon B HaK/I0HSAs pykoi. [onoBa u TONbKO  HaKJIOHUB naxe c
nosoXeHnn cuas | rososy? TynoBuLLe ronosy MOMOLLbIO
Pyka AOSIKHA ocTatoTcs B LBVDKEHUS
KOCHYTbCS cTabunbHom ronosbl "
ronoBbl BblllE NonoXeHUn Tynosuwia
YPOBHS yLueWn
4. CnocobHocTb Tbi MOXellb MoxeT  nonoxuTb MoxeT  nonoxuTb He MOXeT
KOCHYTbCS KOCHYTbCS KMCTU o0benx pyk KUCTU  PpYK  Ha NMOAHECTU KUCTU
rofioBbl  ABYMsi | rosioBbl 0beumMy | Ha TONOBY uYepes rosloBy, HO TO/bKO obenx pyk K
pykamu B | pykamu CTOpOHbI. ['0noBa u HaK/I0HWB rONOBY, ronose
NOMIOXEHUN cuas | OAHOBPEMEHHO, Tynosuie HaK/IOHMBLUMCL B
Pyku LOSKHBI He HaK/IOHsIs | ocCTatloTCs B CTOPOHY,
KOCHYTbCS rosnosy? cTtabunbHoM nepebupas pykamu
rosioBbI BbllLE MoMoXeHUn WM MO OAHOWM
YPOBHS yLIeW.
5. CnocobHocTb Tbi MOXelllb MoxeTt MoxeTt He MOXeT Mneun
NOBEpPHYTbCS CO | MOBEPHYTLCSI CO | MOBEPHYTbCH CO | MoBepHyTbCA CO | noBepHyTbCS HU nepneHANKYNsipHbI
CNUHbI Ha 6ok CnuHbI Ha 60K B CnuHbI Ha 6ok B CMWHbI TOJIKO Ha Ha oauH 6ok NOBEPXHOCTH
oboux obe CTOpOHbI oauH 6ok (Mp/h) marta.
HarpasaeHNsIX? Tynosuie "
lMocrapavicsi He 6egpa Ha oaHoM
Mcnosib30BaTh NVHUK
12%2
6. Cnoco6HocTb Tbi MOXelLlb MNepeBopauvBaeTcs MNepeBopauvBaeTcs He MOXeT
nepeBepHYTbCS C | rMepeBepHyThCs C | Ha CrMHY Yepes Ha CnuHYy, nepeBepHyTbCS
XuBOTa Ha | xwBoTa Ha crnmHy | npaBblli 6ok 6e3 MCnonb3ys  pyky, Ha CruHy
CnunHy yepes | B oboux | momowm pyk 4YTO6bI
npasbiii 60k HanpasaeHusx? OTTONKHYTbCS/
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Mpo6a WHcTpykuymns 2 1 0 OK B= KomMmeHTapumn
b = 6ann

MepeBopaunBaeTcs MepeBopaunBaeTcs He MOXeT
Ha CMWHYy 4Yepes Ha CnuHy, nepeBepHyTbCA
nesbli 6ok  6e3 nucnonb3ys  pyky, Ha CruHy
nomoLm pyk 4TO6bI
OTTONKHYTbCS/
NnoATAHYTb cebs

8. CnocobHocTb Tbi MOXellb MepeBopaunsaeTtcs MepeBopaunsaercsa He MoXeT
nepesBepHyTbCA rnepeBepHyTbLCS Ha XKMBOT uepes Ha XWBOT, nepeBepHyTbCA
CO  CMWHbI  Ha CO  CnuHbLI _ Ha npasblii 6ok 6e3 ucnonb3ys  pyky, Ha XUBOT
XUBOT yepes | xuBoT B 060MX nomoLm pyk 4TO6bI

npasblit 60k Harnpas/eHusix? OTTONKHYTbCS/

NoATAHYTb cebst

9. CnocobHocTb MNepeBopayvBaeTcs MNepeBopayvBaeTcs He MOXeT
nepeBepHyTbCA Ha )KMBOT uepes Ha XWBOT, nepeBepHyTbCA
CO  CMWHbI  Ha neeblii 6ok  6e3 ncnonb3ys  pyky, Ha XUBOT
XUBOT yepes noMoLm pyk 4YTO6bI

nesbli 6ok OTTONKHYTbCS/

NnoATAHYTb cebst

20. CnocobHocTb Tbi MOXXellb CnocobeH caenaTb CnocobeH caenaTb HesbinonHumMo
X0ANTb Xo0AnTb 6e3 6onee 4 waros 6e3 oT 2 fo 4 waros
r10CTOPOHHEN MOCTOPOHHEW 6e3
nomowm u  6e3 rnomoLum NOCTOPOHHEN
rnomowymn nomMoLum
BCroMoraTte/ibHbIX
yCTpOKCTB?
lMokaxw,
noxanyvcra
OLIEHKA Kon-Bo oueHok 2 Kon-so oueHok 1 Kon-Bo oueHok 0 NTOro = /40

Kontou K mikase: 06Be,llI/ITe HaMBbICILINIA YPOBEHDb CaMOCTOSATE/IbHbIX IBIDKEHUIA B HACTOsIIIee BpeMs
" 1Ipy AMHaMM4eCKOM OCMOTpe. basibHasg o1leHKa OTYeT/IMBee AEMOHCTPHUPYET ITO3UTUBHYIO MIN
HeraTMBHYIO AVMHAMMKY ABUTATEJIbHOI'O PA3BUTHA.

OK = orpaHnuyeHO KOHTPAKTypOi

3. HazBaHue Ha pycCKoOM si3bIKe: IlepecMOTpeHHBbIV MOY/Ib OLL€eHKU
MOTOPHOM (PYHKIIMM BEPXHUX KOHEUHOCTe ™

* mkana B PO He BaMIMPOBaHa, IJIsl €e UCTI0Ib30BaHMST HE0OXOMMO CrIel[MaabHOe 00yUyeHne
OpurnHanbHOe Ha3BaHMe (eciu ecTh): Revised Upper Limb Module (RULM)

Wctounnk (obuuMaNbHbBINA caiT paspaboTuMKoB, MyOGAMKAIMS C Banupanuei): Mazzone

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.

Twun (mogYepKHYTDH): [IKajla OLeHKU

HasHauenne: QyHKIMOHATbHAS OII€HKA ABVSKEHMI B PyKax y meTeit u B3pociabix co CMA ITu CMA
I1I, MOSKeT MCTI0Tb30BATHCSI AJ1s1 OTIeHKM 3(D(PEeKTUBHOCTYU Teparum

ConepskaHue (11a6JI0H):

LWKANA RULM ANA UCNOJIb30BAHUA MPU CMA

[aTa oueHku: / / Bpemsi Hauana (Y4:MM): :

2 roa (24-4acoBoii popmar)
[loMnHupyiolas pyka: Nms/na. HoMep nauueHTa:
O MpaB.as O JleBasi O AMBMAEGKCTP
HoweHwne opTesa no3soHouyHuka: O [la* O Het ®.1.0. Bpayva:

(FEC/N 1@, TO YKAXKUTE TUI) et ettt e e

KoHTpakTypa npaBoro noktesoro cycrasa: O [la O Het

KoHTpakTypa nesoro nokresoro cycrasa: O [la O Het

CanbbyTtamon: O [la O Het

Onepaumns Ha no3sBoHoYHuke: O Aa 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

OueHuBaemas ctopoHa: O lMNpasas O Jlesas

KommeHTapuu:

A 0 1 2 3 4 5 6
BxoaHoe
TecTupoBaHue
OTcyTcTBME MoxeT aepxaTb MoxeTt MoxeTt MoxeTt MoxeTt MoxeTt
nonesHom KapaHzal noAHecTn noAHecTn KO | OAHOBPEMEHHO O0AHOBPEMEHHO OZIHOBPEMEHHO
dyHKUMN VNN MOAHATL 1 wm 2 pTy noAHATb obe noaHATL o6e pyku 0TBECTU B
pyK MOHETY/>KETOH pyKku Ko CTaHAapTHbIV pyku Haj rosioBow, CTOPOHbI
WNN yNpaBnsTh pTy, HO He | MNacTUKOBbIV [10 YPOBHA nney HO cokpalyaeT obe pyku
PYHKLMOHaNbHbLIM MoXeT CTaKaH4mK C C KOMMeHcauuei TpaekTopuio C pa3orHyTbiMK
Kpecnom, NOAHATb KO 200-rpaMMoBbIM nnun 6e3 Hee. ABUXEHUS, NOKTSIMU [
nosb30BaTbCs pTy rpy3om, npu Pyka corHyta | crubas pyky onucaTtb
KHOMKaMu cTakaH4mK HeobXxoAnMoCTH unm B JIOKTEBOM pyKaMmu NosHbIin
TenedoHa c [BYMsi pyKamu pasorHyTa B | cyctase Kpyr, cBeas
200- nokTe (vncnonb3yet napoHn
rpamMMoBbIM AOMOSTHUTENBHYIO Haj rosoBon
rpysom MyCKynaTypy)
PaCH.I]/Ip(EHHaH HIKaJia:
OnucaHune 0 1 2 OLIEHKA
n n
MepemelleHne pyk C KosieHel Ha CTon He MoXeT nepemectutb Ha MonHocTblo MonHocTblo
CTO1 HUW OAHY W3 pyK nepemellaet oflHY nepemelyaeT Ha
pyKy Ha cTton cton obe pyku,
nuéo obe BMecTe,
nn6o CHavana
OAHY PyKy, MOTOM
Apyryto
MauneHT  oTcnexusBaeT NyTb He MOXeT yaepxaTb MoxeT HayepTUTb MoxeT HauvyepTuTb
npuBOAUT MalWHy K (uHuMwy  6e3 KapaHaaLl B pyke uam nyTb, HO c nyTb 6e3
OCTaHOBKW WAM He oTpblBas kapaHzalw | caenaTb 0TMeTKY OCTaHOBKOW WM | OCT@HOBOK MM He
oT bymaru bymare oTpbiBas KapaHzaw | oTpbiBas
oT 6ymaru KapaHaaL oT
6ymarun
Cnoco6HocTb cobupatb MOHeTbI/ He MOXeT NoAHATb HU OAHY MoXeT MoAHATb OfHY MoxeT noaHATb 1
KETOHbI MOHETY/>XeTOH MOHETY/ >XEeTOH yaepxaTb B pyke
nse MOHeTbI/ABa
XKeToHa
MoMelleHne  MOHETbI/)KEToHa B He MOXeT NoNoXUTb MoxeT NofoXuUTb MoXeT  MOoMoXUTb
CcTakaHumK MOHETY/ XeTOoH MOHETY/>KETOH B | MOHeTy/XeToH B
i CrakaH4YMK MoMeLalT Ha CTaKaH4MK, nexawuin | cTakaHuuk,
e Hacrone: ropusoHTansHo CTON B TFOPWU30OHTANbHOM | FOPM30HTaNbHO pasMeLleHHbI  Ha
MoMoXeHUN Ha pacctosiHun | CTakaHuMK MoMellaloT | ypoBHe nieva
e Ha ypoBHe nsieya: BepTUKasibHO [0 3ansCTbsi Bbl- TSHYTOW Ha cron B | CrakaHumk
pyku, nieyo  KOTOPO¥i rOPU30HTaNIbHOM yAepXuBatoT
COrHyTO noa yraom 90° NoIoXeHNN Ha | BepTMKanbHO  Ha
paccTosiHnm no | paccrosiHum
3anscTba Bbl- BbITSHYTOW  pyKM
TAHYTOM pyKM, Mnneyo nauueHTta, nnaevyo
KOTOPOI COTHYTO MOA | KOTOPOro COrHyTO
yrnom 90° noa yrnom 90°,
npy _3TOM BepXHWUW
Kpall cTakaHuvka
HaxoauTcs Ha
YypOBHe nsey noj
KWUCTbIO MauneHTa

Cnoco6HoCTb Lenb: lMnedyo orBeaeHO Ha Uenb: OtBeageHune nneya Ha 90°, Uenb: OTBEegeHne
noTsHyTbCca  BOOK M 90°, MoHeTa / JKEeTOH MOHEeTa / XeTOH pacrosaraeTcsi Ha nne4a Ha 135°,
poctaTb  MoHeTy / | pacrionaraetcs Ha | pacctosHuu  ANMHBI  pYKU [0 JKETOH Ha
KETOH. paccTosiHun — AJIMHbI - PyKW | 3arnscrbs paccrosiHum
CnocobHocTb [0 3anscTbs MoaHWMaeT KWUCTb Ha  ypOBEHb AZMHBI - pyKU A0
MOAHATb KUCTb  Ha He MoxeT mnoaHsTb KUCTb nneya, pyka MOXeT 6bITb COrHy- Ta | KOHYMKOB
ypoBeHb myeya Ha ypoBeHb nieva WM pa3orHyTa B JIOKTEBOM CycCTaBe nanbuyes
BbilLE naymeHTa
MoaHMMaeT KWCTb
Bbllle YPOBHS
nney, 10KOTb Npu
3TOM MOAHAT Kak
MUHVUMYM no
YPOBHs rnas
BknioyeHne He MOXeT BK/IIOYNTH MoxeT 3axeyb CBETWIbHUK Ha MoxeT BKIYUTL
CBETU/IbHUKa oa- CBETUSIbHUK OAHOW pyKoW MrHOBEHME HaxaTueM nanbues W/ CBETU/IbHUK
HOW pyKoW vnn 6onbWKMM nanbueM oA-  HOW HaxaTtnem
pyku nanbues  wu/unm
JIokoTb He MOXeT ObiTb Bbille 60/bWNM
YPOBHSI 3arsiCTbs nanbLUeM  OAHOW
pykun
JIokoTb He MOXeT
6bITh BbiLIe

YPOBHSI 3aMsICTbs1

npu- as ero kK cebe

Pa3pbiBaHue bymaru He moxeT pasopsaTtb nucTt | PaspbiBaeT nmcr bymaru, Pa3pbiBaeT  nuct
6yMaru, CnoXxeHHblii BABOE CNOXEHHbIW BABOE, HauyuHas co 6ymaru,
CNOXXEHHOro Kpas CNOXEHHbIV

BUYETBEPO,
HaunHas co
CNOXXEHHOro kpas

OTKpbIBaHWe He cnocobeH oTKpbITh OTkpbiBaeT KOHTeliHep,

KPbIWKN KOHTElHepa PacnosnioXeHHbI Ha cTone, uan

Cnoco6HocTb
nogHecTn Ko pTY
CTaKaH4ynK C rpysom
maccoit 200 r

He MoXeT
CTakaHuyuK KO pTy

nogHecTn

MoxeT noAHecTn KO PTy CTaKaH4yuk
c rpy3som 200 r oByMs pykamu

MoxeT noaHectn
KO pTy CTakaH-
4ukK c rpysom 200
r OAHON pyKoi

MoaHuMaeT rpys u
nepemellaer ero u3
OAOHOIo Kpvra B

HesbinonHnmMo

MoxeT rnepemMecTUTb rpy3 Maccoii
200 r no NoBepXHOCTH cToNa

MoxeTt
nepemMecTuTb rpys




Apyrow o Kpyr maccorn 200 r,
yAepXuBas Ha Becy. MOAHSB ero
Mexay Kpyramm,
pacnosioXXeHHbIMK Mo
rOpU30HTaNN.
LEEHTPAJIbHOIO
KPYTA BO,
BHELWWIHWW KPYI Ha
oueHMBaeMoit
CTOpOHe

MoaHWMaeT rpy3 u HesbinonHumo MoxeT nepeMecTUTb rpy3 Maccoi MoxeTt
nepemellaeTr ero wus 500 r no NOBEPXHOCTH cTONa nepemMecTuTb rpys
OflHOr0  Kpyra B maccon 500 T,
Apyrow Kpyr NoAHSB ero
yAepxuBas Ha Becy.
Mexay Kpyramu,
pacnosioXXeHHbIMKU No
ropu3oHTann.

13 LEHTPA/IBHOrO
KPYFA BO,
BHELWWHWW KPYI Ha
TECTUPYEMOii CTOpoHe

MoaHuMaeT rpy3 u HesbinonHumo MoxeT nepeMecTUTb rpy3 Maccoi MoxeTt
nepemellaeTr ero wus 200 r no NOBEPXHOCTH cTONa nepemMecTuTb rpys
OHOro  Kpyra B maccorr 200 T,
Apyrov Kpyr MOAHSAB ero
yAepXxuBas Ha Becy.

Mexay Kpyramm,

pacrosfioXXeHHbIMK Mo

AnaroHanu.

YEPE3 CPEAHIOIO
JINHAUIO n3
LEEHTPAJIBHOIO
KPYTA BO
BHELLUHNN KPYT,

HaxoAsLwmincs Ha

MPOTUBOMONOXHON

CTOpOHE

Mepemewaet He mMoxeT nepemectuTb MoxeTt nepemMectuTb MoxeT  noAaHAaTb
MelloYyeKk C MeckoM rpy3 Ha cTon [ByMS rpy3 Ha CTON ABYMs pyKamu rpy3 Ha ypoBeHb
Maccor 500 r c pykamu rnas AByMA
Kone- HeW Ha cTon pykamu

VAU MOAHUMAET  Ha
YPOBEHb rnas

Moavem HeBbINoNAHMMO MoxeT noaHsTb 0be pyku Haa Moxet
BbINPAMIEHHbIX PYK 0AHOBpPEMEHHO
oTBecTu
Han rosioBoit - rosi0B0/i  OAHOBPEMEHHO  TOJIbKO B CTOpOHbI 06e
OTBegeHune rnneya crubasi ux B JIOKTEBbIX CycTaBax pyKu c
(ncrosnb3ys KoMneHcawmro) PasorHyTeIMu
JIOKTSIMM u

onucatb  pyka-
MU MOSIHbIN KPYT,
cBess NafoHn

Haz ro/108o/

OueHka 5 6annos 3a BxogHoe OueHka 6
6annos 3a
BX0AHOE

TectuposaHune TectuposaHune
Moabem rpysa He m™oxeT noaHATb rpy3s MoxeT noaHaTb rpy3 maccorn 500 r MoxeT  MnoAHATb
maccoii 500 r Bbiwe maccoi 500 r paxe ¢ C KOMMeHcauuemn rpy3 maccor 500
YPOBHS nney — KOMMeHcaunei r 6e3
OrseseHmne nneya KOMMeHcauum
Moabem rpysa He m™oxeT noaHATb rpy3s MoxeT NoAHATL rpy3 Maccon 1 kr ¢ MoxeT  noAaHATb
Maccor 1 Kkr Bbllle Maccon 1 Kr paxe c KOMMeHcauunemn rpy3 maccoi 1 kr
YPOBHS nney - KOMMeHcauuei 6e3 KoMneHcaumm
OTBeseHne nneya
MoabeM KUCTU Bbille HeBbinonHMMo BbINosHMMO € KOMNeHcauueit BbinonHumo  6e3
YPOBHS nney  — KOMMeHcauum
CrubaHune nneya
Moavem rpysa He MoxeT noAHATb rpy3 MoxeT noaHaTb rpy3 maccori 500 r MoxeT  noAHATb
maccoit 500 r Bbiwe maccom 500 r paxe ¢ C KOMMeHcauuemn rpy3 maccor 500
YPOBHS nney — KOMMeHcauuei r 6e3
OrseseHune nneya KOMMeHcauum
Moabem rpysa He mMoxeT noaHATb rpys MoXeT NoAHATL rpy3 Maccon 1 kr ¢ MoxeT  noAHATb
Maccoit 1 Kr Bbllle Maccon 1 Kkr paxe ¢ KOMMneHcaumen rpy3 maccoi 1 kr
YPOBHS nney - KOMMeHcaLuei 6e3 KoMneHcaumm
OTBeseHne nneya

nToro

Kirou (I/[HTepHI)ETaLU/IH)Z OLI€HMBAETCA B 6ajtax Ha MOMEHT OCMOTpa " I10TOM, B IMHAMUKE.

4. HazBaHMe Ha PyCcCKOM si3bIKe: TecT geTcKoit 60abHUIBI Punagenbum
IIJISI OL€HKM JIBUTATEeNIbHBIX (DYHKIMI MTAIlMeHTOB C HEPBHO-MbIIIIE€YHBIMM
3a00/1IeBaHUSIMMU

OpuruHanbHOe Ha3BaHue (ecyu ectb): the Children’s Hospital of Philadelphia Infant Test 104 of
Neuromuscular Development (CHOP-INTEND)

VicTrouHMK (obuIMaNbHBIA CaiiT paspaboTUMKOB, MybnuKalus ¢ Bamupammeir): Glanzman AM,
McDermott MP, Montes ], Martens WB, 730 Flickinger ], Riley S, et al. Validation of the Children’s
Hos731 pital of Philadelphia Infant Test of Neuromuscular Disorders 732 (CHOP INTEND).



Pediatric Physical Therapy: The official 733 publication of the Section on Pediatrics of the
American 734 Physical Therapy Association. 2011;23(4):322-6

Twun (MOKYepKHYTH): HIKaJla OLeHKU

Hasnauenmue: Vcronb3yeTcsl [JIs1 OLIEHKM ABUTATENbHbIX (GYHKIMII y manueHToB co CMA, He
CITOCOGHBIX K CAMOCTOSITE/IbHOMY TI€PeIBVKEHNIO

Copepskanue (11abaoH)

Nmsa: [narHos:

N2 Uctopuun 6onesHu: [ecTauMOHHbIN BO3pacT:

[ata noctynneHus: Bpems oueHku: Bpems oT nocneaHero KOpMneHus:

[ata poxaeHus: Tekylee cocTosiHWe 3740poBbA: WHMEKUMs BEpXHWX AbIXaTeNbHbIX MyTeid o

XKenyaouHblit 30HA O

BeHTunauusa c ABYMS YPOBHSAMU MOJIOXUTENBHOIO AaBNEHUSA B AblXaTeNbHbIX MYTAX O l‘IaCOB/,CLeHb

YacoB 6e3 BeHTUNALUMM C ABYMA YPOBHAMU MOJSIOXKUTENBHONO AaBNeHUA B AbIXaTENbHbIX MNYyTAX BO BpeMsA

ncnbITaHWs
MokasaTtenb Monoxexne Mpouenypa ncnbiTaHnsa OueHunBaeMblli OTBET Bann
1 Jlexxa Ha cnuHe HabnwopaiT B TeuyeHune AHTUrpaBuTaLMOHHOE 4 n Nyywas
CrnoHTaHHoe MCrbITaHWs MoxHO | ABWXeHue nneva CTOpOHa:
ABWXEHne CHSITb Harpysky c (oTpbiBaeT NIOKOTb ~ OT
(BepxHsis KOHEYHOCTU mnn NOBEPXHOCTM)
KOHEYHOCTb) ncnonb3oBaTb  CTUMYN,
YTO6bI
nosy4nTb OTBET AHTUrpaBMTaLIMOHHOE 3 n
ZBWXEHMe NoKTs (OTpbiBaeT
KUCTb  WAW Mpeansieybe oT
NoBEpPXHOCTN)
CocTosHue:
[BXxeHne 3anacTbs 2
[iBueHne nanbua 1
OTcyTCcTBUE LABUXEHUS 0
KOHEeYHoCTew
2 Jlexxa Ha cnuHe HabnwopaiT B TeuyeHune AHTUrpaBuTaLMOHHOE 4 n Nyyvwas
CrnoHTaHHOe MCMbITaHWA MoXxHO | ABWXeHUue 6enpa CTOpOHa:
ABWXEHne CHSITb Harpysky c (oTpbiBaeT CTYMHU ¥
(HuxHssa KOHEYHOCTU KOJSIEHU OT MOBEPXHOCTY)
KOHEYHOCTb) nunu MCnonbL30BaTh
cTUMyn, 4TO6bI
nosy4nTb OTBET AHTUrpaBMTaLMOHHAs 3
aanyKuuns/BHYTpeHHee
BpalleHne 6Heapa (koneHu
oTpblBatoTCs oT n
NoBEpPXHOCTN)
CocTosHue:
BbipaXxxeHHoe ABWXEHne 2
KofeHa, orpaHu4eHHoe
npeojoneHnem cunbl
TAXECTU
[IBUXXEHUSI NOABIXKKN 1
OTcyTCTBUE ABUXEeHUs 0
KOHeYHocTeln
3 Jlexxa Ha cnuHe Cuna 3axBaTa: CoxpaHsieTr  3axBaTt npu 4 n Nyywas
3axBaT pyKoii noMewaT naney B NoAHATUM nne4yesoro n CTOpoHa:
NafiloHb 1 NMOAHUMAIOT 0 | cycTaBa C MOBEpPXHOCTU
Tex nop, moka njaeyo KOBpMKa
He oTopseTca oT E—
MOBEPXHOCTH,
HabntogatoT, Koraa CoxpaHsieT  3axBaT  npu 3 CocTosiHue:
MnazgeHew ocnabut NOAHSATUM JIOKTS C KOBpUKa
3axBar. (nneuyn Ha NoBepXHOCTY)
Ans neten 6onee I
cTapLiero BO3pacTa
MOXHO  wcnonb3osatb | CoxpaHsieT 3axsaT, Kkorga | 2
WUIPYLLKY aHanormyHoro npeanneyse MNOAHATO c
nvameTpa KOBpMKa (@ JIOKOTb OCTaeTcst
Ha NMoBepXHOCTU)
CoxpaHseT 3axBaT TOJIbKO 1
npu OTCYTCTBUM TSTU
OTcyTCcTBUE nonbITKK 0
CcOXpaHsTb 3axsBaT
4 MonoxeHne BusyanbHas [MoBOpPOT OT MaKCMMasnbHOro 4 n>n Nyywas
MNpuseaeHve niexka Ha CrnuHe ¢ CTUMynALUUs npu noBopota K CpeAVHHOMY CTopoHa:
rosioBbI ros0BoA noMoLWM  Urpywku. lpu MOMOXEHNIO
B CpeAnHHoe B CPeAMHHOM | yAepuBaHu1 ronosbl
nosioxeHune NosIoXeHnn B cpeanHHoOM
rnpv nomoLum M0J10)KEHUN B TeYeHne 5 YactuuHo rosopayunBaeT 3
BU3YyasibHOro cekyHa: KnagyT ronosy rosioBy Hasaz K
CTUMYNMpoBaHna* TaKk, 4to 6bl  6bINO CPEeANHHOMY MOJSIOXEHMUIO
BO3MOXHO MaKCUMasibHO




Moka3zaTenb MonoxeHune Mpouenypa ncnblTaHus OueHnBaeMsblli oTBET Bann
[OCTYyMNHOE BpalleHve u
MCMONb3YIoT
BU3yanbHOE
CTUMynupoBaHue  Ans
TOro 4tobbl obecneynTb
pacrosioXXeHne rosioBbl
B CpeANHHOM
MOMOXEHUN.
MopnepxuBaeT cpeanHHoe
nonoXeHne B TeyeHne 5
cekyHA u 6onee
n>n CocTosHue:
MopnepxuBaeT cpeanHHOe
MosIoXeHNe MeHee 5 CceKyHA
FonoBa najaeT B CTOPOHY U1
He OTMeYaeTcsi MoMbITOK
CHOBa JepxaTb rofoBy B
CpeIMHHOM MOJIOXEHUN
5 Jlexxa Ha cnuHe, Horu COrHYTbI B OTpbiBaeT KOJIeHO oT n Nyywas
MpuBoasmne 6e3 noArysHuka TazobeapeHHOM NMOBEPXHOCTM KpoBaTH CTOpOHa:
MblwLbl 6eapa cycTaBe M MOATAHYTbI K | Ha > 5 cekyHa wmm
CpeAVHHOW NWHWM | OTpbIBaeT cTony oT
Tena. Horm Ha WUpuHe | NOBEPXHOCTM n
6enep, 6enpa CocTosiHue:
pacrosioxeHbl
napannenbHo,  KONeHu OTpbiBaet KOJIEHO oT
Ha He6osbLLIOM NMOBEPXHOCTM KpoBaTW  Ha
paccTostHumn apyr ot 1-5 cekyHA
Apyra
HeT nombITkn  coxpaHuTb
KOJSIEHO Ha MNOBEPXHOCTN
6 Jlexa Ha cnuHe 1. YaepxuBas HUXHIO0 Mpun NpUMEHeHUn Bnpaso Nyywas
Cnoco6HocTb (pyku no 6okam); yacTb 6espa MnageHua, BbITSDKEHUS B KOHLe CTOpoHa:
nepeBopaYMBaThCs: CTOpPOHa, crubatoT Hory B | MaHeBpa,
3a cyet Hor* dyHKUMIO TazobeapeHHOM cycTase
MbILLL, KOTOPOA N KONEHHOM cycTaBe W
OLIeHMBaIOT, NnoATArnBaT K | nepesopauunBaetcs Ha
pacrionaraetcs CpeAVHHOW NNHWUK Tena, XWBOT C  BbINpAMIEHUEM
cBepxy; TeM caMbIM NpuBOAS Ta3 ronosbl
nepesopaymBaTh B BepTMKanbHoe
HaunHaloT co nonoxeHune,
CTOpOHbI, npoao/XalT TAHYTb M | 4epes 6ok
PYHKUMIO MblILLY AenawnT naysy B 3TOM
KOTOpOi 10710XKeHNMN
OLEeHMBaT 2. Ecnn MnageHeL,
nosopaunsaeTcs Ha MoBopaunBaeTcs u3
60K, TO ero TAHYT MOA | nonoxeHus nexa Ha 6oKy
yrnom 45° guaroHanbHO Ha >KMBOT TrOMIOBOM BHW3,
K Tefly 1 AenaioT nayay, 6e3 BbINPSMNEHNUS FO0BbI
YTO6bI no3Bo/MTb | uyepes 60K,  MOJIHOCTbIO
MnazeHuy  MonbITaTbCs nepeHoOCMT BeC C OMopHOM
NnoBepHyTb Tes10 Hasaz pyK#, 4yTO6bl 3aBepLINTb
nepesopoT
Bneso CocTosHue:
MoaHuMaeT Tas, TysnosuLle U
pyKy c OnopHou
NOBEPXHOCTK,
nosopaynBaeT  rosoBy U
nosopaumBaeTcs  Ha 60K,
npu 3TOM pyka
nepemellaeTcs K nepeaHen
CTOpOHe Tena
MogHuMaeT Tas3 u Tynosuile
C OMOpPHOW MOBEPXHOCTU W
rnoBopaunBaeT ronoBy B
cTopoHy. Pyka ocraetcs
noA TynoBULIEM
Ta3 naccuBHO OTOpBaH oOT
OMOPHOW MOBEPXHOCTU
7 Nlexxa Ha cnuHe 1. Jepxat pyKy [MoBopauMBaeTcs Ha XWBOT, Bnpaso Nyywas
Cnoco6HocTb (pyku no MnaZeHUa 3a JIoKoTb WU BbIMPSIMAIAS FOMI0BY uYepes CcTopoHa:
nepesopayvBaTbCs: 6bokaM); CTopoHa, TAHYT K 6ok
3a cyet pyk* PYHKLMIO MbILL NPOTUBOMOSIOXKHOMY
KOTOpOi nnevy,
OLIeHMBaIOT, Korga nneun MoBopaunBaeTcs Ha XWBOT,
pacrionaraetcs pacronaratTcs nexa 6e3 BbINpAMAEHUs
CBepXxy; BepTUKasbHO, ronosbl yepes 6ok; ybupaer
nepesopaynBaTh ocTaHaBuBaloT BEC C OMOPHOW pyKK, YTO6bI
HayMHaloT co ABWXEHWE, npu  3TOM nepesBepHyTbCsA
CTOPOHbI, pyka pebeHka ocTaertcs
PyHKUMIO B BbITSIHYTOM
MbILLL, KOTOPOIA MOMIOXXEHUN, MO3BOSAIOT
oLieHMBaloT pebeHKy  MOBEPHYTbCS
Ha XXMBOT.
2. Ecnu Tas pocturaet
BepTVKanbHOro
NonoXeHns, TO
NPOAO/KAIOT  TSHYTb CocrosiHue:
pebeHka

MoBopaunBaetcs Ha 60K,
nomorasi  Tasy  MNpWHATb
BepTUKanbHOe nonoxeHue
BblABMXXEHMEM HOIMM Briepes
n ee npueBegeHnemM




Mokasatenb MonoxeHne Mpoueaypa ucnbiTaHus OueHnBaeMbIli 0TBET Bbann
MoBopaunsawT ronoBy B Bneso
CTOPOHY " nogHMmaeT
nneyo M TynoBuwe c
NMOBEPXHOCTN
MoBopaunBaeT ronfoBy B
CTOpPOHY; Teno ocTaercs
BASIbIM nunn nnevo
naccMBHO NOAHMMaEeTCA
8 MonoxeHne nexa MobyxaatoT pebeHka OTpbiBaeT nafoHb oT n Nyyvwas
CrubaHue pyku B Ha 6oky, pyka, | AOTAHyTbCA no NMOBEPXHOCTN CTOpOHa:
nne4yeBoM cyctaBe | pacrnonoxeHHas UTpYLIKH, KoTopas aAHTUrpaBUTALMOHHBIM
" nokTe n | ceepxy, HaxoamuTcs Ha | ABMXEHWEM pYyKM
ropusoHTasnbHoe pasorHyTa B paccTosiHUM  BbITAHYTOM
oTBefeHne nneyesom pyKM Ha ypoBHe mnneva
cyctaee " (MOXHO  Wcnonb3oBaThb MoxeT crubatb pyky B
corHyTa B | CTuMynsauuio) " nne4yesoM cycrase Ha 45°,
JIOKTEBOM HabnoaalT CnoHTaHHoe 6e3  aHTUrpaBUTALMOHHOIO n
cyctase Ha 30° un ABWXEHNEe ABVKEHUA pYK
noaaepXuBaeTcs
Ha Tene (npwu
HeobxoaAnMocTu
yZepXxusatooT
KY, .
PacronoXeHHYto Cocroshne:
CHU3Y)
Crnbaetr pyky B JIOKTEBOM
cycTaBe nocsie Toro, Kak
OTpbIBAET pyKy OT Tena
MoxeT oTopBaTb pyKy OT
Tena
OTCyTCTBME NOMbITKK
9 Cnas Ha KoneHsx PacnonaratoT cTUMyn Ha OTBOAUT NNeyo unm crubaer n Nyyvwas
CrubaHue pyku B WM Ha  KOB- cpeAHel JIMHUM U Ha pyKy B MJeYeBOM CycTaBe CTOpOHa:
nne4yeBoM cycTaBe puke [¢ ypoBHe nneva Ha Ha 60°
1 nokTe noaAepXKon paccTosiHum
ronosbl BbITSIHYTOM pykmn
n Tynosuwa (c (MOXHO MCMoNb30BaThb OTBOAUT Nneyo nnu crubaet
Hak/I0HOM Moz CTUMYAISLNIO) 7 pyKy B MjeyeBOM cCycTaBe
yrnom 20°) HabnoaaloT CNoHTaHHOe Ha 30°
ABUXeHne n
Noboe crubaHne pyku B
nne4yesBoM CcycTaBe WM
oTBefeHne
Tonbko crubaetr pyky B CocTosiHue:
JIOKTEBOM CyCTaBe
He npeanpuHuMaeT
MOMbITKN MOAHSTb PYKY
10 Cnaa Ha KoneHsx Lleko4yT MOAOLBEHHYO Pa3rnbaeT Hory B KONEHHOM n Nydwas
PasrnbaHue Horn B UM - Ha Kpato NOBEPXHOCTb cTonbl | cycTaBe Ha > 45° CTOpoOHa:
KO/IEHHOM CycTaBe KOBpUWKa c | wam cnerka wunaoT
noAAepXKon nanew
ronoesbl “ | HaHore Pasru6aeT HOry B KONEHHOM
Ty/noBUA (c cycTaBe Ha 15-45°
Hakno-
HOM Mo yriiom
20°), 6eapo n
pacnonoxeHo
rOpU30HTaNIbHO
K MOBEpPXHOCTN
3eMnn
Noboe B/MAMMOE
pasrubaHve Horu B
KONEeHHOM cycTaBe
CocTosHue:
OTcyTcTBUE Kakoro-nun6o
BMAMMOrO pa3rnbaHua Horu
B KOJIEHHOM CyCTaBe
11 [Oepxat MpoBoasiT  pykoi  no CrubaHue Hormn B n Nyywas
CrubaHue HoOrv B MnazeHua, CTynHe Wnu  WunawoT TazobeapeHHOM cycTtaBe CTOpoOHa:
TazobeaApeHHOM npwxumas K | naneu Horu WM B KOJIEHHOM cycCTaBe >
cycTaBe W TblibHOE cebe, nMuom 0°
crnbaHune cronbl Bnepes, co CBO-
60aHO
CBUCaOLLMMK CrubaHue Horum B
Horamu. TazobeapeHHOM cycTase
MopaepxusatoT WIX B KOJIEHHOM CycCTaBe n
MnageHua B nobon cteneHn
pavioHe >uMBOTa,
npu 3TOM ro-
noBa  HaxoguTcst
MeXAy pykon
" rpyaHom .
KneTKoi CocTosHue:
B3pOC/Oro,
KOTOpbIi ero
nepXxuT

Tonbko ThbiNbHOe crubaHune
FONEeHOCTOMHOro cycraBa




Mokasatenb MonoxeHne Mpoueaypa ucnbiTaHus OueHnBaeMbIli 0TBET Bbann
HeT aKTMBHOro [ABMXEHUS
6enpa, KoneHa wnun
rOJIEHOCTOMHOrO CycTaBa
12 B MONOXEHUN MomewatoT MnageHua ns NONOXEHUSA C Bannbi:
YnaepxaHue cnas Ha Kpyrjioe cuaeHbe C | onyLleHHoW rosioBoit
ronoBbI* C NoaAepXKoW 3a noaHATON ronoBoiA, nogHumaet ronoBy CocTosHue:
nneyn U npsiMbiM npuaepxusas 3a njaeyn | AepXWUT ee B BEPTUKaSbHOM
Tynosuwiem (cnepeau nosioXeHnn,  a Takxe
] c3aaun) (MOXHO nosopayvMBaeT rosioBy Wu3
OTJIOKMUTb OLEeHKY 1 n 4 CTOPOHbI B CTOPOHY
A0 KOHL@ UCTbITaHWs)
YnepxvBaet rosioBy B
BEPTUKANbHOM MONOXEHNMN
6onee 15  cek. (npwm
noAeprMBaHUM  ronoBbl  3a
ucnbiTaHne «yfepxaHue
ronosbI» CTaBsAT 2 6anna)
YaepxuBaer  ronosy  no
cpeaHen nuHuKM >5 cek,
npu 3TOM roJloBa Hak/IOHeHa
no 30° Bnepes unu Hasaa
AKTVBHO MOAHWMaeT Wn
nosopaynBaeT ronosy
ZABaXzbl c MOMEHTa
crnbanmss B TeyeHne 15
CekK. (He 3acuyuTbIBaloOT,
ecnu ZABWXEHUe
NPOVCXOAUT  OAHOBPEMEHHO
C AbIXaHneM)
OTcyTcTBME OTBETA, ronosa
BUCUT
13 JNexa Ha cnuHe OTBET Ha BbITArMBaHUE: CrubaeT pyKy B JIOKTEBOM n Nyywas
CrubaHue pyku B TAHYT  MiafeHua B | cyctase CTOpOHa:
JIOKTEBOM CyCTaBe, MoMoXeHNe cuas, pyku
oueHKa Mo MyHKTY AepxaTt nog yriom 45°
14 A0 TOYKM, KOrga ronosa Buaumoe cokpalleHue n
MNOAHWMMAETCH WU MOYTU | npyrnasoit  Mblwubl  6e3
OTpbIBaETCs OT crnbaHns pyku B JIOKTEBOM
NOBEPXHOCTN cycrase
CocTosHue:
OTcyTcTBUE BUAVMMOTO
coKpalleHus
14 Jlexxa Ha cnuHe OTBET Ha BbITArMBaHUE: MogHumaer rosoBsy [« Bannbl:
CrubaHue wewn, TAHYT  MnajeHua B KpoBaTH
oLeHKa Mo NyHKTY NosIoXeHne cuas, pyku
13 Aepxar
noa yrnom 45° 10 | Bygumoe cokpalueHue CocTosHue:
TOuKM, KOrfa rosiosa IPYAMHO-KIKOUNYHO-
MOAHUMAETCA U MOYMTU | cocLeBMAHON MbllWLbI
oTpblBaeTcs OT
NOBEPXHOCTN
OTcyTcTBME MbILLIEYHOrO
COKpaLleHnst
15 Mpoba [ MpoBOAST pyKoOi BAOb Ecnun mnapeHeu yaepxusaet Bannbl:
Pasrnbarue BEHTpasbHOW MNO3BOHOYHMKA OT Lieun rofioBy Ha OJIHOM YpOBHE C
rofioBbl/LWwen noAAepXKOMn: K KpecTLy. TYNOBULLEM WX Bbille
(Nanpay) MNageHeL, nexuT ®poHTanbHas
Ha >XMBOTe, Bpay MJIOCKOCTb FO/I0Bbl  MpU
npunogHuMaeT pacrnosioxeHnn Ecnu  ronoBa  4acTWU4HO CocTosiHue:
ero ofHol pyKou napannenbHo YAEPXMBAETCS, ~ HO HE A0
B obnactu NOBEPXHOCTN KOBpUKa = rOPU30HTAsIbHOM MIOCKOCTH
BEpXHel  vactu 0° (ropu3oHTanbHa)
XMBOTa
He BbITArMBaeT ronosy
16 Mpoba [ MposoasAT pykoi MoBopaunsaet Tas3 no n Nyywas
N3rné BEHTpanbHOM CHayana C npaBsoi HanpaefieHuio K CTUMyny CTOpoHa:
NMO3BOHOYHMKaA noAAepXKOM: CTOPOHbI, @ 3aTeM C | BHe ocu
(FanaHT) MNaAeHeL, NexuT NEeBOW CTOPOHbI
Ha XMBOTe, Bpay Mo  MOSICHUYHO-TPYAOW
npunogHuMaeT obnactu BaoNb Buanmoe CcokpalleHue n
ero_0flHoOi pyKoit NO3BOHOYHMKA, mnu napasepTebpanbHoOK
B obnactu LLEKOYYT XUBOT 1N MbILLLbI
BEpXHEN  4acTu | CTYMHIO, UM HaKJIOHSIOT
XMBOTa MnazeHua, nposepsisi
pednekc TanaHTa. Y
MnajeHUeB C  BECOM
6onee 10 Kr KoneHu u
rofioBa MOryT KacaTbCst CocTosiHme:

MOBEPXHOCTU

OTBeT oTCyTCTBYET

06wmin 6ann, nyywuii 6ann ¢ Kaxaon CTOPOHbI N0 KaXxaoMy napameTpy (MakcMmyMm 64 6anna):




Kirou (I/[HTepHp(-ZTaLU/IH)Z OLI€HMBAETCA B 6ajtax Ha MOMEHT OCMOTpa " I1I0TOM, B IMHAMMUKE



