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KioueBsie cjioBa



CIIMCOK COKpalueHuMn

BuIIAII - ot anrs. Biphasic Positive Airway Pressure, BPAP, BiPAP
BAIII bopra — Bu3yaJbHO-aHaJIOTOBAs LIKaia bopra

IOH - gpixaTenbHasi HELOCTATOUHOCTb

IOHK — me30KcuMpuOOHYKIeMHOBAsI KUCIOTa

JKEJI - >ku3HeHHasi eMKOCTb JIETKUX

VATI® — yHrnouTOp aHTMOTEeH3MH-ITpeBpallaoiero gepmeHTta
WBJI — nuBa3uBHAas1 UCKYCCTBEHHAS BEHTUJISILIMS JTIETKUX

kJa — KujaogaabTOH

KT - kommbloTepHasi Tomorpadus

KO®K - kpeatuHbocdhokmHaza (CMHOHMM — KpeaTMHKMHA3a)
JIIAT' — nakratoernaporeHasa

MPT - MarHUTHO-pe30HaHCcHast ToMmorpadus

HUBJI — HemHBa3uBHasI BEHTW/ISLMS JIETKUX

O®B1 - o6bem GOpPCUPOBAHHOTO BbIIOXa 3@ TIEPBYI0 CEKYHIY
dhopcupoBaHHOTO BbIIOXA.

IIJE — moTeHIMabl ABUTraTeIbHbIX €OUHUIIL

[OP® - Tlonumopdu3M IJIMH  PeCTPUKIMOHHBIX  (parMeHTOB
MCCIIeNOBaHMS

(https://ru.wikipedia.org/wiki/%D0%94%D0%9D%D0%9A))
[1CB — nukoBasi CKOPOCTh BbI0Xa

[1CK — nmKroBas CKOPOCTb KalLIs

[1®M - mporpamma (pu3uveckoro MeHeaKMeHTa

[TLP — nonumMmepasHas LierHas peakius

PHK - puboHyk/1eMHOBast KUCJIOTa

CullIAITI - ot anri. Constant Positive Airway Pressure, CPAP
CMA - cniHanbHas MbIlIegHast aTpodus

CMA I - ciuHanbHas MbllieyHast aTpodust, T I

TCP — TexHu4eckue cpeaCcTBa peabuUIUTaALINU

MaHeBpa

(croco6

TeHOMHOM
(https://ru.wikipedia.org/wiki/%D0%93%D0%B5%D0%BD%D0%BE%D0%BC)

JOHK


https://ru.wikipedia.org/wiki/%D0%93%D0%B5%D0%BD%D0%BE%D0%BC
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@®XXEJI — dhyHKIIMOHAIbHAS KM3HEHHAS] eMKOCTD JIETKUX
VVP — ypoBeHb yOeaUTEIbHOCTY PEKOMEH AN

Y1, — ypOBEHDb IOCTOBEPHOCTY 10KA3aTE/IbCTB

OKT - snexkTpokapauorpadus

OMI - snekTpomuorpadust

OHMTI - snekTpoHeiipoMuorpadus

9XO-KT - sxokapayuorpadus

MLPA - mynbTUIieKCHas aMIinbuKaius IMrMpoBaHHbIX 30HA0B (0T aHT. Multiplex
Ligation-dependent Probe Amplification)

NIPPV — HeuHBa3MBHasl BEHTUJISILMUS JIETKUX ITOJIOKUTEbHBIM [1aBJieHVeM (OT aHIJI.
Noninvasive Positive Pressure Ventilation)

SpO2 — carypauus KMCIOPOAOM apTepuajbHOM KPpOBU, M3MepPEeHHAs1 HEMHBA3VMBHBIM
CIIOCOO0OM C TIOMOIIIBIO MY/IbCOKCHMMETpUM (aHmI. mean nighttime oxyhemoglobin
saturation)



TepmMuHBI U OorIpeaeeHus

ABTOCUTIATI (arrn. (http://dic.academic.ru/dic.nsf/ruwiki/6161) Auto-CPAP) — 3To0
CUITIAIT (cm. panee) ¢ aBTOMATUUYECKOM HACTPOMKOM [aBjleHUS HarHeTaemoro
BO31yxa, OIpedesiolie YPOBeHb He0OX0AVIMOrO IaBaeHNSsI, TTOAI0IINe BO3TYIIHbBIIA
MOTOK TOJIBKO B MOMEHT OCTAaHOBKM [IbIXaHWSI, ITIOCTEIIEHHO YBEJINYMBASI €ro 10 TeX
0P, IO0Ka He MPOM30iaeT BLOX;

BullAIl (or aurn. (http://dic.academic.ru/dic.nsf/ruwiki/6161) Biphasic Positive
Airway Pressure, BPAP, BiPAP - pnByxdasHas BeHTWISINSI C TOJOKUTETbHBIM
IaBJeHMEeM B AbIXaTelbHbIX ITyTSIX — 3TO almapar, CO34aloliuii Ha BIOXe U BBbILOXE
MalMeHTa gaBjieHre pa3jIndHOro YPOBHSI.

I'mnepTpodus MuoKapaa — 3TO IMaTOJOTMUECKOe YTOIIeHe CTEHOK Cepalia.

JeHCcUTOMeTpUS — 3TO HEMHBA3UBHbBIN METO/, OTpeie/leHUsI MUHePaJIbHO MJIOTHOCTU
KOCTHOJ TKaHMU.

Ounartauyus KaMep cepana — 5TO IIaTOJOrmuyeCKoe yBejamndeHmue obbemMa Kamep cepalia.

OuchyHkumMst Mmuokapaa — 3TO HapymieHue ero (QyHKuuu; AMCHYHKIUS ObIBaeT
CUCTOJIMYECKON (CHMKEHME COKPATUMOCTU MUOKAp/a), AMaCTOJIMUECKO (3amMe[JjieHe
pacciabmeHuss MbIIIIbI CepAlla) UM 3IeKTPUUeCKoil (HapylleHue pacripoCTpaHeHUs
UIEKTPUUECKON Aenosipu3aluy U penoysipusanum 1o CepevyHol MbIlile).

Kapauomuoriatuss — 3TO TeTeporeHHas TpyIllla acCOIMMPOBAHHBIX C MMOKapAOM
3a00/1€BaHMIi,  CONPOBOXKJAIOUIMXCS  MEXaHMUYeCKOM  WM/WIM  3JeKTPUUECKOi
nucdyHKIMei, 06bIYHO (HO He BCeraa) MPUBOAAIIMX K TUIIEPTPOGUM MU OuiaTalluu
Y UMEIOIIMX Pas/MYHbIe (UaCTO TeHeTuUYeCKye) IPUIMHBI.

KanmHomeTpust ¥ KamHorpadusi - 35TO u3MepeHue U IudpoBoe OTOOpakeHue
KOHIIEHTpAIMM WM TapUyaJbHOTO AABJIE€HMS YIJIEKMCIOrO Ta3a BO BIbIXaeMOM U
BBIJIBIXa€MOM ra3e BO BpeMsI JbIXaTeJIbHOIO IMK/IA MalIeHTa.

KMCIOTHO-OCHOBHOE COCTOSIHME (KMCIOTHO-IEN0YHOM 6anaHc, KUCIOTHO-IET0YHOe
coctosHue, KIIC) — 35TO COOTHOLIeHMe KOHIEHTpaluii MOHOB Bomopozma H+ mu
IUAPOKCWIBHBIX TPy OH B 6M0/TI0TMYeCKMX KUIKOCTSIX OpraHmM3Ma.

KoHTpakTypa — 3TO oTpaHMuUeHMe aCCUBHbIX IBUKEHUI B CyCTaBe.

[TaTosornyeckass yCTAaHOBKA KOHEYHOCTM WM CerMeHTa KOHEUYHOCTM — 3TO
[1aTO/IOTMYeCKOoe ION0KeH e KOHEYHOCTY M/ ee CerMeHTa, BO3HMKIIee B pe3yabraTe
M3MeHEeHMs MbIIIEYHOTO TOHYCa IIPY COXpaHEHHOM 00beMe ABIDKEeHUI B CycTaBe(ax).

[TynbcokCMMeETpUsL — 3TO MeTO[, MO3BOJSIOLINIA ONpenennuTb cogepkanue O2 B KpOBU
M YaCTOTY ITyJIbCA B MUHYTY.

CepmevyHasl HeJOCTATOYHOCTb — 3TO CHIKEHME CITOCOOHOCTM cephlla obecreumBaTh
HacoCHYI0 QYHKIIMIO. BbhIBaeT 0CTPOit M XpOHUUECKOIA.


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

CullAIl (ot anrn. (http://dic.academic.ru/dic.nsf/ruwiki/6161) Constant Positive
Airway Pressure, CPAP - mOCTOSSHHOe TOJIOKUTeIbHOEe AaBjeHVe B AbIXaTelbHbIX
MyTSIX) — 3TO MHAMBUIYAIbHBI MeIUIIMHCKUIA anrapaT [IJisi aBTOMaTU3MPOBaHHOM
IVINTEJIbHOM BCIIOMOTATEeIbHOM MHTpPaHa3aJbHOM BEHTWISLMU JIETKUX ITOCTOSTHHBIM
MOJIOKUTE/NbHBIM [IaBJ€HMeM, IpPUMeHsIEMbIi IallMeHTOM BO BpeMsi HOYHOTO CHa
(http://dic.academic.ru/dic.nsf/ruwiki/13943). CUIIAII  mpencraBisieT  coboit
HeOOJbIIION KOMITpeCcCOp, KOTOPBI TOmaeT IIOCTOSIHHBIN IIOTOK BO3Oyxa IIOf,
orpefleJIeHHbIM JaBJieHMeM B [bIXaTe/ibHble IIyTU uepe3 TUOKyl0 TpyOKy u
repMeTMUHYI0 HOCOBYIO MM POTO-HOCOBYIO Macky. Takum oOpa3om, OH He HAET
IObIXaTeJIbHBIM TIYTSIM CMBIKaTbCSI ¥ OJIOKMPOBATh IIOCTyIUIEHME Bo3gyxa (U
Heobxommumoro oprauusmy kuciopopa (http://dic.academic.ru/dic.nsf/ruwiki/6482)). B
pesy/ibTaTe WCKIIOUAeTCsl PUCK BHe3aIllHOM CMepTu OT OTCYTCTBUS BO3Oyxa B
I bIXaTeIbHbIX MyTSIX, a TaKxke obecrieunBaeTcs HOPMAaJIbHbI COH
(http://dic.academic.ru/dic.nsf/ruwiki/13943).

CKOJIMO03 — 9TO TPEeXIJIOCKOCTHAs Aedopmaliys T03BOHOYHMKA.

CyOMaKCMMaabHbBIVi pPEXUMM HArpy3ku — 3TO PEXKUM, MJisI KOTOPOTO XapaKTepHbI
OTCYTCTBME OJBILIKY, UyBCTBA YTOMJIEHMS 1 OOV B MBIIIIIIAX.

Onexkrpomuorpadus (OMI, OHMI, muorpadus, snekrpoHeiipomuorpapusi — MHUO -
MBIl ¥ ...rpado - NMUIIY) - 3TO METOHd WMCCIeJOBaHUS OMO3TEeKTPUUECKUX
MOTEHIMAMO0B, BO3HMKAIOUIMX B CKEJeTHBIX MBbINIIAX YeJOBeKa M >KMBOTHBIX IIpU
BO30Y>KIEHMM MBbILIIEYHbIX BOJIOKOH; PpErucTpauusi 3JIeKTPUUecKoil aKTUBHOCTU
MBIIIILI.


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

1. KpaTkas nadgopmanus

1.1 OnpepeneHue 3a60/1eBaHNS VIV COCTOSSTHUS (TPYIIIIbI
3a00/1eBaHUI WIU COCTOSTHUI)

[lpokcumanbHas cOMHaAbHas MbiieyHass atpodus 5q (CMA) - 3To TsKenoe
ayTOCOMHO-pPeIeCCMBHOE HEepPBHO-MbIlIIeYHOEe 3abo0/ieBaHMe, XapaKTepu3ylolieecs
MPOTPeCcCUPYIONMMIM  CUMIITOMaMy BSUIOTO Tlapajiyya ¥ MBIIIEUHON aTpodun
BC/IE[ICTBME AereHepalyi o-MOTOHEIPOHOB MepegHMUX POroB CIIMHHOrO Mo3ra [1].

1.2 9THo/I0rUs M IaTOreHes 3a00/IeBAHUS VUM COCTOSIHUS
(rpynibl 3a00/1eBaHU VI COCTOSTHUI)

Pa3BuTMe MPOKCUMAJIbHOM CIIMHA/JIBHOM MbIlIeuHO artpodumu 5q 00yCI0BIE€HO
MyTainusiMu B reHe SMNI (cokpaw. OT aHII, survival motor neuron), KoaupymoIieM
6eJI0K BBDKMBAEMOCTM MOTOHepoHOB. 'eH SMNI KapTMpOBaH Ha XpPOMOCOME 5 B
noKyce 5q12.2-q13.3 u umeeT ueHTpoMepHYI0 Koruio (SMNZ2). O6a reHa COCTOSIT U3
neBaTM 95K30HOB (1, 2a, 2b, 3-8) m pasnuuaioTcsd TMSIThIO HYKIEOTUIAMM B
nocnenosarenbHoct JHK [1, 2]. Kputnyeckoi TOYKOI SIB/ISIeTCS 3aMeHa LUMTO3MHA
Ha TUMMH B 3K30He 7 reHa SMNZ (c. 840C>T), co3marias CaiT CBS3bIBAHUS IJISI
peripeccopa CIuialicMHra. BoiencrBue  3TOro  pasauMuus B HYK/IEOTUIHOM
IOC/Ie[0BaTE/IbHOCTM OCHOBHOM TpaHCKpUNT reHa SMNZ2 He COmEepKUT 3K30HA 7 U
aByiseTcss (QYyHKUIMOHAAbHO HemNoJHOIeHHbIM [3]. OpgHako reH SMNZ2 Takke
MPOAYLIMPYET MOJIHOPa3MePHbIV QYHKIMOHATbHBIN 6€/T0K, HO B OTHOCUTE/IbHO MaJIbIX
KosmuectBax (4o 10%).

K BO3HMKHOBeHMIO NPOKCcUManbHOVi CMA npuBOAAT MyTaliMy B T€IOMEPHOM KOIUU
reHa (SMNI1). OCHOBHBIM TMIIOM MYyTalii B 3TOM Te€HE SBJISIIOTCS TOMO3UTOTHbIE
nenenyy 5K30HOB 7 uiau 7-8, KOTopble BBISBISIOTCS y 95% maineHToB. OcTanbHbie 5%
MalVMEeHTOB SBJSIOTCSI KOMIIAYHA-TE€TePO3UTOTaMM T10 Ieely B OJHOV KONUM reHa
SMN1 vt TOUKOBOM MyTalUX B APYroi, KpaliHe pegKo — KOMIIayH/I-reTepo3uroTamu 1o
IBYM MMHOPHBIM MyTarusm [4]. Myrauumu reHa SMNZ2 He MOTYT ObITb HMPUUYMHON
CMA, omHAKO YMCJIO €ro KOIMii Ha CEromgHs SIBJSIETCS OCHOBHBIM MOAMMUKATOPOM
3a6omeBanus. [IpubausurenbHo y 80% miomeil B MOy HabmogaeTcss 1-2 KOMun.
st 5-10% 3m0pOBBIX JItOMEl OMMCcaHbl ciayuan neneliuyu reHa SMNZ2 B TOMO3UTOTHOM
coctosgHuu. YV manyeHToB co CMA pa3HooOpasue uucia konuit reHa SMN2 ropasmo
Oojbllle M MOXET BapbupoBaTh OT 1 1m0 6 Kommit. To He6GO/IbIIOEe KOJIMUYECTBO
GbyHKIMOHAMBHOTO 6eKa, MPOAYLUMPYEMOro IIeHTpOMepHOi Komuelt reHa SMN,
CIIOCOOHO CMSITYaTh TSDKECTh TeueHMs 3abosieBaHMSI Y IMAlMEHTOB, MMEIONINX
yBeIM4YeHHOe UncIo Konuit rena SMN2 [5-8].

[Iponykrom reHa SMN sBisieTcs 0enoK, cocTosIuit u3 294 aMMHOKMCIOTHBIX
OCTaTKOB, C MOJIEKY/IIpPHbIM BecoM 38 k/la. benok GyHKIMOHMPYeET KakK B SiApax, Tak U
B uuToruiasMme. B simpax 6enok SMN snokanmsyetcss B cheporofgoOHbIX CTPYKTYypax,
Ha3blBaeMbIX TeMaMl, aCCOUMMPOBAHHBIX C TenbliaMu Kaxanisi, BOB/JI€UYEHHBIX B
metabomm3am PHK. Bemok SMN urpaer BaskHyiO poib B cruiaiicuare mpe-pPHK n



OuoreHese MaJibIX SiJepHbIX PMOOHYK/IEONIPOTENHOB, B T€HHOI 9KCIIpeCcCuy Ha ypOBHE
TPAHCKPUIILIMM, & TakKe y4dacTBYeT B akcoHajapbHOM TpaHcriopre MPHK B anbda-
MOTOHeNPOHax [9].

CHmskeHMe ypoBHST 6enka SMN IpUBOAUT K aKCOHa/IbHBIM AedeKTaMm IBUTraTelbHbIX
HEpPOHOB, BKJIKWOUAasl YyCeueHUe W/UaM Ype3MepHOe pa3BeTBIeHMe aKCOHOB,
3aMe[jieH)e POCTa, HapylIeHUSM B HEPBHO-MbIIIEUHbIX CHMHAICAX: HAKOIIJIEHUIO
HelipoduIaMeHTOB B MpPeCUHANTUUYECKUX TepMMUHAAX, GOPMUPOBAHUIO He3pesbIxX
MMOCTCUHANITUUECKUX TEpPMMHANIEN M (QPYHKIMOHAJIbHBIM aHOMAIMSIM, HapyIIeHUIO
npouecca sHgouurosa [10, 11].

Moduguxkamopel knuHuueckozo meueHus 3abonesavus. KnuHudeckoe pasHoobpasue
npokcumanbHoii CMA 5q MoskeT OOBSICHATBCS HaauumeM MOAUPUUIMPYIOMINX
(dakTopoB. MomuduKaTOpbl MOXKHO pa3AeUTh Ha JBeé OCHOBHbBIE I'PYTIIbI: BAUSIOINIME
Ha ypoBeHb Oenka SMN U, COOTBETCTBEHHO, He OKa3bIBaWIMe BAUSIHUS Ha
Ko/nyecTBo 6esika SMN.

dakTopbl, BAudiouIMe Ha ypoBeHb Oenka SMN. Ha cerogHsi OCHOBHBIM
Mmoaubunupytonum ¢pakropom CMA cumtaetrcsi reH SMNZ2 - 4UCJIO €ro KOMUiA U

pas/iinyHble BHYTPUTEHHbIE BapuaHTbl. VIMEKTCSI NAaHHbIE O KOPPEISUUU TSDKECTU
TeueHUs: 3a0oymeBaHMs U uMcia komuit reHa SMN2 [12]. Uem OGonbille KOMuMii reHa
SMNZ2, TeM, KaK MpaBUI0, MeHee BbIpaskeHbl KaHu4Yeckue cumntombl CMA. OgHako
ycrtaHoBieHue Tturma CMA TO/JIbKO Ha OCHOBaAaHMM uYnuEia Komuii reHa SMNZ2
HeJIOIMyCTUMO U ITPOBOJIMUTCSI BpauOM Ha OCHOBaHMM BCei COBOKYITHOI MHMOpMaLum o
3ab601eBaHMM Y KOHKPETHOTrO MnaiyueHTa [12].

Eme omuu momuduuypyommuii dakrop CMA, cBSI3aHHbBIV HENOCPEICTBEHHO C
LleHTpOMepHOit Komueii reHa SMN, - 3TO OgHOHYK/IeOoTHMOHas 3ameHa €.859G>C B
9K30He 7 reHa SMN2, KoTopasi HPMUBOAUT K OOpa30BaHMIO HOBOTO SHXAHCEp-
CBSI3bIBAIOLIETO CalTa CIUIAMiICMHIA, pe3yAbTaTOM Yero SBJSIeTCS BKIIYEHNUe B
TPAHCKPUIIT ¢ TeHa SMNZ2 5Kk30Ha 7. [IJaHHBI BapMaHT aCCOLMUMPOBAH C yBeJIMYEeHUEM
B KPOBM KOJIMUecTBa IoaHopasmMepHoro 6enka SMN y nanyenToB co CMA II-11I tumna
[13].

Ipyrue dhakTopsl, BAKUSIONME Ha YpOBeHb 6e1ka SMN, nipuBefeHbl B Tabuie 1
Ta6nuua 1

HormonHuTenbHbIE HAKTOPBI, BAMSIONIME Ha YPOBeHb 6eka SMN

dakTop SddekT
CnnaicuHr-perynupyolume Tra2B 1 yBENMUYMBAET BK/IIOYEHNE IK30HA 7
dakTopbl | MpMBOAUT K 9K30H-CKUMMUHIY 3K30Ha 7

SF2/ASF 1 yBENMUYMBAET BKJIIOYEHNE 3K30HaA 7

hnRNPA1 1 MHrMBMpyeT BKIOYEHWe 3K30Ha 7 reHa SMN2
®dakTopbl, perynvpytoLiune CREB1 1 yBenuMumBaeT TpaHckpunuuio 6enka SMN
TPaHCKpUNUno

STAT3 1 CNoCco6CTBYET pPOCTYy aKCOHOB

IRF-1 1 yBenuumsaeT yposeHb 6enka SMN

PRL 1 YBE€NMUYMBAET MNPOAOIKUTENBHOCTb JXU3HWU Y TAXEsNbIX

CMA-MbiLwen




MeTunuposaHue 1 CHUXaeT ypoBeHb 3KCrpeccumn reHa SMN2
NpOMOTOPHOM
obnactun reHa SMN2

Crabunuzaums MPHK UlA 1 yMeHbluaeT ypoBeHb 6enka SMN
HuR/p38 1 yBenMuMBaAeT NPOAOKUTENBHOCTb JXU3HW Y TAXenblX
CMA-MbIWwemn
®dakTopbl, BAusiowme Ha PKA 1 MHrM6UpyeT Aerpagjaumto 6enka SMN
NOCTTPaHCAALNOHHYIO
MoAndUuKaumio
GSK3 | yMepeHHO yBennumBaeT BbIXXMBAEMOCTb
SK30reHHble dhakTopbl FonoaaHue Ll OkasblBaeT NoNOXUTENbHOE BAMSHNE Ha
BbI)KMBAEMOCTb
'mnokcmsa LIl YBennuusaeTt ypoBeHb nonHopasmepHoro 6enka SMN.

[ObixaTenbHas nogaepxka yayyllaeT CUMATOMaTHKY.

OKCuaaTUBHbBIN 11| YcunusaeT nporpeccupoBaHue 60ne3Hun
cTpecc

OpHako, BAMSHME OONBIIMHCTBA U3 3TUX (PaKTOPOB OIEHMBAIOCH in vitro. B skuBom
OpraHmusMe MEXaHM3Mbl B3aMMOMENCTBMUSI HAMHOIO CJIOXKHEe M TPebyIoT IITy6OKOro
MU3YYEHMUSI.

dakTopbl,  He BAuUgIONIME Ha ypoBeHb 6Oenka SMN. MopudukatopoB, He
accouuMpoBaHHbIX ¢ reHOM SMN 1 ero mpomykTom, Takke oueHb MHOro. C KaskIbIM

rOZIOM OTKpPBIBAETCS BCe OOJIbIle MeXaHM3MOB. B mmocienHee Bpemst MHTepeC MPUKOBaH
K psny 6enKkoB, YIyYIIaIIMX MPOIecC SHAOLMTO3a B CMHATCAX, T. K. HeJaBHO ObLIO
YCTAHOBJIEHO, UTO MMEHHO 3HIOLMTO3 SIBJISeTCS OOHMUM M3 KJIIOUeBbIX HapyllaeMbIX
MexaHu3MoB npu CMA. 3Tu 6enKku mpeacTaBieHsl iactuHoM 3 (PLS3) M KOpOHMHOM
(CORO1C) [14], meiipokanbiinaom menbra (NCALD) [15] v KaablMitHEBPUMHOTIOJOOHBIM
6enkom (CHP1) [16].

OcoObIit MHTEpec mpexacTaBiasgeT metwiupoBanue [HK, kak Hambojee crabuibHas
MoauduKauus, M3MeHSOIAsT XapakTep 3KCIpeccuy reHOB. Bplia BbIsIBI€HA CBS3b
MeTUIMpOBaHus psifa reHOB (SLC23A2, NCOR2, DYNCIHI), KOTopble MOTYT ObITb
BOBJIeueHbI B TatoreHe3 CMA, u TsikecTblo 3ab6oneBanus [17-19].

1.3 dnuaemMmmnosorus 3a00/J1eBaHUSI WJIN COCTOSTHUS (TPYIIITbI
3a00/1IeBaHUI VIV COCTOSTHUII)

PacrpocTpaHeHHOCTb MPOKCUMAa/IbHOM CIIMHAIbHOV MBIIIEYHOM aTpoduu cocTaBiseT
1 Ha 6000 - 10 000 HoBOpOxzmeHHbIX [20]. [laHHbBIe IO pPaCIPOCTPAHEHHOCTU
3aboneBanusa B PO orcyrcrBytoT. YacTora HocuTenbcTBa 3aboneBanust — 1/40 — 1/50 B
nonyasauuu B uenoMm [21,22]. Ilo gauneim ®I'bBHY MIHII umenu akamemuka H. II.
BoukoBa yactora HocuTenbCTBa MyTauuu B reHe SMNI B Poccum — 1/36 denoBek u
pacueTHas yacTtoTa poxaeHust peberHka co CMA 1 Ha 5184 HOBOpOXKIeHHBIX [23].

1.4 Oco0eHHOCTY KOAMPOBAHMS 3a00/IeBaHVS UJIM COCTOSTHMUS
(rpymniibl 3a00/1eBaHU VIV COCTOSTHMIT) IT0 MeKIyHapOaHOM
CTAaTUCTUUYECKONM KaccuduKaumm 601e3Hel U mpooieM,
CBSI3aHHBIX CO 3J0POBHEM

G12.0 [Jerckasi cnuHaibHas MbllieyHast atpodwus, I Tum [Bepauura-fobdmana]

G12.1 Ipyrue HacneACTBEHHbIE CIIMHATbHbBIE MbIIIeUHbIe aTpopun



1.5 Knaccudukanmsa 3a60/1eBaHUS WIM COCTOSSHUS (TPYIIIIbI
3a00/1IeBaHUI VWJIN COCTOSTHUII)

KnuHnueckasi knaccudukanyms 3aboneBaHMsI OCHOBBIBAeTCsS Ha Bo3pacTe geboTa,
TSKECTU TeueHUs 3a0601eBaHMsI U TPONOKUTeNbHOCTH sku3HM [20]. (Tab. 2)

Tabnuua 2.

KinuHnueckas kinaccuburanys ITPOKCHMMAJIbHOM CIIMHAABHOI MBIIIEYHON aTpodum
5q.*

Tun CMA BospacT aebtoTa Oxunagaemas [BuraTtenbHble HaBbIKU**
MPOAOIIKUTENBHOCTb XU3HU

CMA 0O BHYTPUYTPO6HO no 6 mecsaues Het

CMAI no 6 mecsaues no 2-x net HecnocobHoOCTb AepXxaTb FOJIOBY,

(OMIM#253300) nepeesopaymBaTbCcs, cuaeTb 6e3
noaaepxKu

CMA II 6-18 Mecsues 70% poxkuBatT Ao 25 net CMoco6bHOCTb cuaeTb 6e3

(OMIM#253550) NoAAEPXKKMU

CMA III cTaple 18 mecsiues 10-40 ner nocne CNoCO6HOCTb CTOATb U XOAUTbL 6e3

(OMIM#253400) MaHudecTaumm noaaepxKu

*cymectByeT 1 CMA IV Tuma, HO mipu 3TOM TuIle 3aboneBaHue MaHUbECTUPYET BO
B3POCJIOM BO3pacTe

**IIpU eCcTeCTBEHHOM TeueHMM 3a00/ieBaHMsT

1.6 Kimmanueckass KapTuHa 3a00/IeBaHVS UJIM COCTOSTHMUS
(rpymibl 3a00/1€BaHUI VMJIM COCTOSTHMI)

[TpokcuMmasnbHasl CriMHaAbHAsI MbllieuyHasi atpodus 0 tuma, uam BpoxkaeHHasi CMA c
IOCIepOIOBOJ achuKcueit — Haubosiee TSDKeNIblii BAapMaHT TeueHust 3abomeBanust. Ha
30-34 Hepnene 6epeMeHHOCTY OTMEeUaT MajOIOABIKHOCTD Iiona. Ilocae poskaeHMst
IBVDKEHMS TTPAKTUYECKM OTCYTCTBYIOT, HAJMUME KOHTPAKTYP, TPYAHOCTH C IJIOTAaHUEM
" IbIXaHMeM — 6e3 obecIieueHnst JbIXaTeIbHO ITOAAEPSKKY pebeHOK rmornbaet [24].

ITpokcuManbHas COMHaAbHAs MbllleyHas atpodusa I Tuma, wim 6one3Hs BepoHura —
Fodbdmana BO3HMKAeT B BO3pacTe 10 6 MeCSlleB U XapaKTepu3yeTcs TssKeaoi
MBIIIEUHO  1abocThi0. bBojbHBIE OeTHM He CIIOCOOHBI  AepKaTb  TOJIOBY,
repeBOpaunBaThCs, CUIETh 06e3 TMogaepskku. [IpokcuMasibHasl, CUMMETPUUYHAS
MbIIlIeyHast €J1ab0oCTb, OTCYTCTBME MOTOPHOTO Pa3BUTUSI M MbIIIeUHAs] TUIIOTOHMS
SIBJISIFOTCSI OCHOBHBIMM KIMHMYeCKuMM Ipu3Hakamyu CMA I tuna. YacTo oTMedaroT
Ha/JIMuye KOHTPAKTYP B KOJIEHHBIX U JTy4ye3ansiCTHbIX CyCTaBax, peke — B JIOKTEBBIX. B
HEOHaTaJIbHOM Iepuofie WM B TeueHMe TMepPBbIX Tpex MecCsIlieB >XMU3HU OeTU CO
CMepTe/IbHbIM ITIPOTHO30M MCIBITBIBAIOT TPYOHOCTU C COCAaHMEM U IJIOTaHMEM U 4acTO
IeMOHCTpUpPYIOT nuadparmanbHoe apixaHue. Cama auadparma He BOBJIEKAeTCS B
MaTOJIOTMYECKMIA TIpollecC A0 MOC/IeIHel cTaauu TeueHus: 3aboneBanusi. HapyreHus
[JIOTaHUSI MOTYT IMMPUBOOUTD K aCIIMPALMOHHOM THEBMOHUM U JieTalbHOMY ucxony. Y
MaIeHToOB HaOMoaaTcs GacuUKy/ISIMM MBI SI3bIKa U TOCTYPAJbHbBI TPEMOP
rmajplieB. BoJabHMIMHCTBO Oo0nbHBIX neteit co CMA I Tuma 6e3 MeOMIMHCKOIO
COIIPOBOKAEHMS 1 0COO0r0 yxofa morubaeT B Bo3pacrte 40 ABYX jeT [25].



[TpokcumasnbHas crMHaAbHAs MblnieuyHast atpodust 11 Tuma mnm xpoHudeckas CMA
(6onesHb [lyboBuiia) MMeeT Gosiee TO3HEE HAUYAJIO B Bo3pacTe 6-18 mMecsiieB 1 MeHee
TsKeoe TeueHue. Takue AeTU COXPaHSIOT CIIOCOOHOCTb CUAETh U YIePKUBATh rOJIOBY
camocTosiTesibHO. Y marmeHToB co CMA II Ha6momaroTcss ¢GacuyKy/IsSIuyM MbIIIIT
SI3bIKa, TPEMOp Ia/JbIIeB BBITIHYTHIX PYK, (GaCHUKYISIpHbIE U (UOPWILISPHbIE
MOJEepPTrUBaHMSl MBIIIL ITPOKCMMAJbHBIX OTHE/NOB KOHEYHOCTEN, BbIpayKEeHHbIN
CKOJIMO03, CIab0CTh MeXpebepHOoii MyCKY/IaTyphl, AuadparmagbHoe abixaHue. Y nereit
BO3HMKAIOT TPYAHOCTM TIpM Kaljle UM DIyOOKOM [bIXaHMM BO BpeMsI CHa [JIs
NoAepkKaHusT HOPMAaJIbHOIO YPOBHS KUCIOpPOAA M IOMOKCHZA yrieponma [26, 27].
Pa3BMBaIOTCS U MPOTPECCUPYIOT CKeeTHbIe AedopMaliui. XapaKTepHbl Takke TI0X0i
COH HOYbIO, YCTJIOCThb IMOCJIe HOYHOI'O CHA, COHJIMBOCTDL B JHEBHOE BpeMsi, BO3MOXXHO
pa3BUTHE YTPEHHEN TUIIepTeH3uH, (Te )Xe M3MeHeHMsI, HO B 6oJiee cTapiieM BO3pacTe,
pa3sBuBatorcs nmpu CMA III Tuna).

Havano mpoKCMMa/IbHOV COMHAIbHOI MbllieyHoi aTpodum III Tuma (:oHOIIECKas
dbopma), i 6onesnu Kyrennbepra-BemaHnmep, BappupyeT B Bo3pacTe HauuHas ¢ 18
MecsI1IeB U JI0 I0HOIecKoro Bo3pacta. ITauyenTsr co CMA III coxpaHSIOT ClIOCOOHOCTD
repeaBUraTbCsl CaMOCTOSTEIbHO, HO MOT'YT YaCTO MaJaTh UM UCIIBITBIBATb TPYLHOCTU
TIpU MOTbEME U CITyCKe TI0 JIeCTHMIlEe, Oere, HAK/IOHE, TTOABEME U3 TIOJIOKEHUST CUIS.
HiokHMe KOHEUHOCTM IIpM JAHHOM TuIle 3a00/ieBaHMS TOpaskeHbl CUIbHEe, 4eM
BepxHue. Y nauneHToB co CMA III Takke coOXpaHsSIeTCsI TPEMOP IalIbLIEB BBITSHYTBIX
pPYK [26-28].

ITpn Bcex TMmax CMA MOryT IOpakaTbCsl OCHOBHbIE T'PYIIbI AbIXaTeJbHbIX MBbIIIIII,
BKJIIOUAsI MBIIIIIbI BAOXA M BbIAOXa M OyIbOApHYI0O MYCKY/JIATypy, IIPU 3TOM CTEIleHb
MopakeHUsl ¥ MeXaHM3Mbl, Befylliyie K HapylleHUIO IbIXaHMs, MOTYT pasjindarhbCs B
3apucumoct or Tuna CMA u cragum 3aboneBaHusi. IlepBoHaAuaJbHO
TUITOBEHTUJISIIINM, OOYC/IOBJIEHHAsT HapylIeHWeM [bIXaHMsI pa3BUBAETCSI BO CHE, HO
IMOTOM U B JHEeBHOe BpeMs. [MIMOBEHTU/ISIIMS BO CHe MPUBOAUT K Pa3BUTUIO AITHOI.
HapyiieHust pObIxaHusi — OCHOBHAsl IIPMUYMHA BO3HMKHOBEHMSI OCIOXKHEHMIA U
cmeptHocT manueHToB co CMA I m CMA II; kpome TOro, OHM TaKXe MOTYT
pa3BMBATHCS Y HEOOJBINOI Moy naueHToB co CMA III.

[Tpu Bcex Tunmax CMA MOXeT BBISBJISITbCS KapAMOIOTUYECKas [IaTOM0rUs (HapyLueHUs
puTMa cepla, KapaMOMMUOIIaTHS U T.[.).



2. IvarHoCcTuka

2.1 JXKano6s1 M aHaMHe3

OcHOBHbIE XaJI00bI M aHAMHe3 OIMMcaHbl B paszene «KnmHnueckast KaptuHar. Hiske
TIpMBEEHbI 3Kaj00bl, TPeOyIoll/e OTAeTbHOTO YTOUHEeHNS :

e PekoMeHAayeTCsl YTOUHUTH KaJOObl Ha Xpaml M 4YacTble MPOOYXKIeHUsI BO CHe,
yTpeHHMe TOl0BHbIe 601, COHIMBOCTD B TeUeHMe JHS, Y POAUTeiel naluueHTOB Co
CMA 5q crapuiero Bo3pacTa [Jis1 paHHel IMarHOCTUKY TMIIOBEHTWISIMU U alHOd
cHa [29].

VpoBeHb  yOemUTENbHOCTM  peKkoMeHzanuit B  (YypoBeHb  TOCTOBEPHOCTU
JI0Ka3aTeNIbCTB — 3)

e PekomeHAyeTCsI  yTOUHSITb  YacTOTy  MHGEKUMOHHBIX  3aboneBaHuUit U
AHTUOMOTUKOTEpANUM 3a mociegHme 6 - 12 mecsieB (B 3aBUCUMOCTY OT KPaTHOCTU
HaOmomeHus1) y poxuTeneii mnauyeHToB co CMA 5q mJis ageKBaTHOM OLleHKMU
COMaTMUYeCKOro CTaryca nauueHros [30].

VpoBeHb  ybenuTenbHOCTM  pekomeHpauuii C  (ypoBeHb  JOCTOBEPHOCTU
JIOKa3aTelbCTB — 5)

e PeKOMEHAYETCSI YTOYHSTh Kaj00bl HA HAPyIIeHMS] TIOTAaHMS SKUIKOCTU U/WIN
TBepHOil TMIM, OUIyIleHMe 3acTpeBaHus NUIIM B TOpje BO BpeMs IJIOTaHUS,
Kalllesib WK MoTepXuBaHKe 10, BO BpeMsl Wi Moc/ie IIOTaHusl, Haauuyue XpUIioro
VI «BJI&KHOTO» TOJI0Ca MOCJIe akTa [TIOTaHMsl, a Takoke BAMSHMe Mpoliecca mpuemMa
NUIIYM HAa Ka4eCTBO KM3HU Yy poruTeseit nmanueHToB co CMA 5q 11l MCKITIOUeHUST
nucharum [20].

VpoBeHb yOeguTeNbHOCTM pekoMeHganuii C (YpOBeHb [JOCTOBEPHOCTU
OKa3aTeJIbCTB — 5)

2.2 ®dusukajgbHOe 00c/IeoBaHue

Knunuueckoe ob6cnedosarue CMA exniouaem 6 cebs nposedeHue (QU3UKAIBHOZ0
ocMompa ¢ aKyeHmom HA KOCMHO-MbIWEUHYI0 Cucmemy, U CB853aHHbIX C Hell
(DYHKYUOHANIbHBIX HapyuwleHUli. Boibop ucnons3yemuvix obcnedosaruti 6yoem 3asucems
om acnekmos, Komopewle 6ojiee akmyaavHsl 07151 Kaxcdoti cmeneHu msiyxcecmu. JlavHoie
(u3ukanbHozo0 00C1€008aHUS ONUCAHbI 8 paszdenie «KJAUHUUeCKass KapmuHa». Huxce
ompaxyceHsl 0c06eHHOCMU (PU3UKAIbHO20 00C1e008aHUA:

e PexomeHmyeTcs olieHKa (PU3MUecKOoro pasBuUTus (M3MepeHue Macchl Tejia U poCTa)
B AMHaMuKe nanyeHTy co CMA 5q /15 o1leHKM HyTPpUTUBHOTIO cTaTyca [31].

VpoBeHb  ybemuTenbHOCTM  pekomeHpauuii C  (YpOBeHb  JOCTOBEPHOCTU
JlOKa3aTe/bCTB — 4)



KommeHnTapunu: YV nauueHToB co CMA yacTo OTMevawTCsi M3MEHEHMS B
HYTPUTUBHOM CTaTyce. Y JiekauuMx TalMeHTOB U TMalUMeHTOB ¢ Jucdarueit
TOBBIIIAETCS PUCK HENOCTATOYHOCTM mnuTaHus. Cupsgume M XonasiuMe MNarMeHThbI
TTO/IBEP)KEHBI PUCKY M3OBITOYHOIN MAaCChl TeIa/OXVUPEHNIO B CBSI3U CO CHMKEHUEM
SHEpProTpaT 13-3a YMEHbIIeHMS] aKTMBHOCTM TP yTpaTe CIIOCOOHOCTM K XOAbOe.
[Tocme ycranoBienuss nauarHo3da CMA BceM mnanyeHTaM PeKOMEHOYeTCs
KOHTPOJIMPOBATh POCT U MacCy Teja C MepUOAUYHOCTbIO He MeHee 1 pasa B 3-6
MecsIeB y JeTeil MiIaAllero Bo3pacra U eXerogHo y AeTeli cTapilero Bo3pacTa U
yalie Io IMOKa3aHUsIM.

PexomenayeTcs ouieHKa QYHKIMM KeBaHMS U IMoTaHus nauueHTy co CMA 5q aig
uckmouenns agucdaruum [20, 32].

VpoBeHb yOeauTelIbHOCTM pekoMeHzanuii C (YpoBeHb IOCTOBEPHOCTU
I0Ka3aTeIbCTB —4)

Kommenrapumn: OToenbHOe BHMMAaHME IPU OCMOTpE YOENSIeTCS BO3MOXKHBIM
HapYIIeHMSIM IIOTaHUS TIPU KOPMJIEHUY — CHMKEHUIO M OTCYTCTBUIO IJIOTOYHOTO U
HeOHOTO pediekcoB, 0C/IabJeHHOMY COCAaHUIO Y MaJIeHbKOTO pebeHKa, TPYAHOCTSIM
C KeBaHMEM U IIPOIVIAThIBAHMEM MUY, YBEIIMUEHUIO IJIUTETbHOCTU ee TpueMa,
HaJIMYMIO KOHTPAKTYPhI YETFOCTHOTO CYCTaBa.

PekomeHayeTcs KIMHMYECKasl OlleHKa MObIxaHus maiueHty co CMA 5q nias
VICKJIIOUEH S HaMuys ObIXaTelbHbIX HapyleHun [33].

VYpoBeHb  ybemuTesbHOCTM  pekoMmeHparnuii C  (YypOBeHb  JTOCTOBEPHOCTU
JOKa3aTe/IbCTB — 4)

KommeHnTapun: IlepMoOOMYHOCTD  TMPOBENEHMSI OLIEHKM U MOHMTOPUHTrA
IbIXaTeIbHbIX (QYHKINMIA 3aBUCUT OT KIMHUUYECKOTO COCTOSIHMSI M CTeIleHU
TIpOrpeccupoBaHMsl OOJIE3HM Y KaskIoro 60yibHOro. YacTtora mpoBemeHUsI OLeHKMU
COCTaBJISIET B CpeHEM OAVH pa3 B 3-6 MecCs1eB y HeTsDKebIX MmauyeHToB co CMA 11
un CMA III. [IpixaTe/nbHble (PYHKIIVM OLIEHMBAIOTCS pPeXKe Y MalieHTOB, CIIOCOOHBIX K
CaMOCTOSITEJIbHOMY TEPeABISKEHUIO, B CTAOMJIBHOM COCTOSIHMM, C OOJIbIIeit
YaCcTOTOM Yy JIeKalIUX IalMeHTOB, C HeCTaOMJIbHBIM TeueHueM 3abojeBanmsi. C
yacTtoToil 1 pa3 B 3 mecsiia MOXeT IPOBOAMUTCS OLleHKA AbIXaHMS Y TalMeHTOB,
MOJYYaKIINX MHBA3MBHYIO BEHTWISLUMIO JIeTKUX. [ OeTeil, HaXOOSIIMXCS Ha
HUBJI, skenaTebHO MPOBOAUTH OIleHKY 1 pa3 B mecsil. [Ipu CMA I, ecin pebeHOK
He Haxomutcsa Ha HUMBJI, npixaTe/lbHble HapylleHUs MOTYT HapacTaTb OYe€Hb
ObICTPO, M MHOTHA TpebyeTcs emie Oojiee yactass uX olleHKa. OIleHKa BKIIIOYAEeT
orpefiesieHe 1IBeTa KOXKHBIX MTOKPOBOB, 3()(EeKTMBHOCTY OTKAIIMBAHMSI, YACTOThI
ObIXaHUS, M3MepeHMue OKPYKHOCTU TPYAHOM KJIETKU, OIpene/ieHune 3SKCKYypCUm
TPYIHONM KJIEeTKM, IPMU3HAKOB AMCOYHKUIMM ObIXaTeIbHOW MYCKYIATyphl (HaJudme
MapagoKCaJIbHOTO JbIXaHUSI, MCIIOJb30BaHME BCIIOMOraTeJbHOM ObIXaTeJIbHON!

MYCKYJIaTyphI).

PekoMeHayeTCs OCMOTpP ITO3BOHOUHMKA MaiueHTy co CMA 5q ISt MCKIIOUeHMsI
ckonmmo3sa u kudosa [34, 35].

VpoBeHb  ybemuTenbHOCTM  pekomeHpauuii C  (YpoBeHb  JOCTOBEPHOCTU
JlOKa3aTe/bCTB — 4)



KommenTapun: Ilpu Bcex dhopmax CMA pasBMBaIOTCS CKeJeTHbIe medopmalyun.
VickpuBiieHMe TT03BOHOYHMKA, C TTOHMKEHHBIM MbIIIIEUHbIM TOHYCOM, HEIPEePbhIBHO
IIpOTpeccUpyeT Ha MPOTSIKEHUM BCeii KM3HMU. Takke y OOJNBIIMHCTBA IMAI[MEHTOB
pasBuBaeTcsi Ku@o3 TPyAHOTO OTHeNa TO03BOHOYHMKA pa3HOV  CTEeIeHUu
BBIPAKEHHOCTU.

e PekomeHayeTcsi oOlleHKa (QYHKIMOHAJIBHOTO [BUTaTeIbHOTO CTaTyca 110
peeBaHTHBIM (PYHKIMOHAJIbHBIM IIIKAJIaM ¥ BpeMEHHBIM TecTaM IaiueHTy co CMA
59 mns ompemeneHuss MCXOMHOIO CTaTyca IAaIlMeHTa, a TakKkKe IS MOHUTOPUHTIa
IBUTATENbHbIX (YHKUMI ¥ [ OLEeHKM 3G(PeKTUBHOCTM TMaTOreHeTUUeCcKOoi
Tepanuu [36-39].

VpoBeHb  ybemuTenbHOCTM  pekomeHpauuii C  (YpOBEHb  JOCTOBEPHOCTU
JIOKa3aTeylbCTB — 4)

KommenTapun: IlIkansl ipuBenensl B [Ipunoskenun I'l. XKenatenbHo, 4TOOBI OLIEHKY
M0 MIKaJlaM IMPOBOAUIU CepTUMUIIMPOBAHHbIE CIEIMATUCTbl PErylIsipHO KaXK[ble
IIeCTb MecCsilleB MPOBOAUTH 00CIefOBaHMS, €CIM HeT OCOObIX OOCTOSITeNbCTB,
TpeOyIIMX APYTroii UacTOThl HabmogeHus. IuHaMmyeckoe obcienoBaHme pebeHKa
10 CITeIMaJIbHBIM IIKaJaM OCOOEHHO BaXHO IIpM oreHKe 3G eKTUBHOCTU
MoJlyyaemMoii TapreTHOV Tepanuu. IIpu OTCYTCTBUM CepPTUPUIIMPOBAHHOTO
CrlellMaquCTa KelaTeJbHO HalpaBUTh MallleHTa B TOT LEeHTpP, [Oe Takue
CIIeLIMaJINCThI eCTh.

e PekoMeHAayeTcsl OLIEHUTb I[OTpeOieHMe U  BbiBeleHMEe U3  OpraHusma
MMKPO3/IeMEeHTOB, 0COOEHHO KanabLiysi UM BuTammHa D, manyeHtam co CMA 5q c
HapyleHUsIMM HYTPUTMBHOIO CTaTyca [Ji KOHTPOJIS 3a COCTOSIHMEM KOCTHOM
TKaHu [20].

VpoBeHb yOeauTelIbHOCTM pekoMeHzmanuii C (YpoBeHb IOCTOBEPHOCTU
I0OKa3aTe/IbCTB — 5)

e PekomeHAyeTCsl YCTAaHOBJIEHME TUIIA CIIMHAJIbHOM MbIIIeUHOM mucTpobumn 5q Ha
OCHOBAaHMM  KJIMHMUYECKON  KapTuMHbBI  3abosieBaHMsSI B  COOTBETCTBUU C
KlaccuduKalyeir BceM MalMeHTaM C IIOATBEPKIEHHbIM (KJIMHUUYECKU W/UIU
reHeTHYeCKi) JMarHo30M J,isl oIipesesieHNs IporHo3a 3abonesanus [20].

VpoBeHb  ybOemuTesbHOCTM  peKoMmeHparnuii C  (YypOBeHb  JTIOCTOBEPHOCTU
JIOKa3aTe/bCTB — 5)

KommenTapunu: Tunst CMA 59 (CMA 1, CMA 2 u CMA 3) cmoTpeTh B paszene 1.5
Krnaccudukanmst 3abomeBaHMsS MAM  COCTOSTHMSI (TPYNIIbI  3a00yieBaHuMit  WIN
COCTOSIHMIN)

2.3 JlabopaTOpHbIe JUAarHOCTUUYECKNE MCCIeTOBaHMS

e PekomeHAyeTCs MO/IEKY/ISIPHO-TeHeTHUUECKOe VMCcle0OBaHe MyTaluii B reHe
SMN1 BceM nauyeHTaMm c nofgospenneM Ha CMA 5q c 11ebl0 BbISIBIEHUS e/leliny
9K30HOB 7 MM 7-8 Y1 MOJIEKY/ISIDHO-TeHeTUUeCKOro NoATBepKaeHus nuarsosa [40].

VpoBeHb  yOEmIUTENIbHOCTM  peKOMeHmauuii B  (ypoBeHb  JOCTOBEPHOCTU
IIOKA3aTeIbCTB — 2)



KomMmeHnTapumn: «30JI0ThIM CTaHApPTOM» MOJIEKYJISIDHO-T€HEeTUYECKOT O
uccienoBanus npu CMA 5q sIBiisieTCSl KOJIMYECTBEHHbBIM aHaIM3 — aHa/U3 4uuciia
Koruit reHOB SMN1 n SMNZ2. JlaHHOe uccienoBaHnue rmpopoagutcs metogamu TP B
peaJibHOM  BpeMeHM  WIM  KoauuyecTBeHHOro  MLPA-ananmusa.  [luarHos
TIOATBEPXKIAETCS MPY OOHAPYKEHUM IeIeln SK30HOB 7 uau 7-8 B rOMO3UTOTHOM
COCTOSTHUM (T.€. B 00eMx KOMMSIX TeHa).

He pexomenpayetcs yucronb3oBath [IIP-ITI[IP®-aHanu3 u Opyrue KauyeCTBEHHbIE
MEeTOMbI MCC/IeIOBAaHMSI KAaK MEeTO/Ia BbIOOpa maiyeHTaM ¢ rmogospennem Ha CMA 5q
C LeIbI0 TTOATBEepKIeHNs1 fuaruosa [41].

VYpoBeHb  ybOemuTesbHOCTM  peKoMmeHpanmii C  (YypoBeHb  JTOCTOBEPHOCTHU
JI0Ka3aTeJIbCTB — 3)

PekomeHayeTCsl BBINOJIHAThL MOUCK TOYEUHBIX MyTauuii B reHe SMNI meTonoMm
IIPSIMOTO  aBTOMATMYECKOTO CeKBeHMpoBaHusl 10 CoHrepy mnanyeHram C
BBISIBJIEHHOJ [esenyieili B reTepO3UrOTHOM COCTOSIHUM C Lelbl0 YCTaHOBJIEHUS
IuarHosa [42].

VpoBeHb  ybemuTenbHOCTM  pekoMmeHpanuii C  (YypoBeHb  JTOCTOBEPHOCTHU
IIOKa3aTeIbCTB — 2)

KommeHTapuu: Hannune geneuuu B reTepo3UrOTHOM COCTOSIHUM OIpeNessieTcst
KaK Hajauuue ofgHoit Koruu reHa SMNI1. O6HapykeHMe IAaTOT€HHOV MyTaluu BO
BTOpOV Komiuy reHa SMN1 noaTBepxkaaeT auarHos CMA.

He pekomeHzayeTcs: yctaHOBiIeHMe nuarHo3a CMA 5q maiyeHTaM € OTCYTCTBMEM
Ieneuyu 5K30HOB 7 unu 7-8 reHa SMN1 [20].

VpoBeHb  ybemuTesbHOCTM  pekoMmeHpanuii C  (YypoBeHb  JTOCTOBEPHOCTU
IIOKa3aTeIbCTB — 4)

KommenTapumn: OTCyTCTBME [eneuunu 35K30HOB 7 wuianm 7-8 reHa SMNI
ompenensercs Kak Haauuue 2 u Oonee Kommii reHa SMNI metomamu IILIP B
peaJlbHOM BpeMeHM WM KoinudectBeHHOro MLPA-aHanusa. B wiydae
KPOBHOPOJACTBEHHBIX OPAKOB PEKOMEHIYETCS IPOBECTU ITOMCK TOUEUHBIX MYyTaLIMii
B reHe SMNI MeTOIOM MpSIMOrO aBTOMAaTUMUYECKOTO CeKBeHMpOoBaHMs 10 CaHrepy
Jlake B CJlydae OTCYTCTBUS Jeeluy 3K30HOB 7 unu 7-8 reHa SMN1.

PekomeHayeTcsi omnpeneneHue uyuciaa Kommi reHa SMNZ y mnauueHTa C
MOATBEPXXIEHHbIM TeHeTuueckmum amarHo3om CMA 5q [jis onpenesieHust TporHo3a
TeueHUs1 6one3Hu [43].

VpoBeHb  ybemuTenbHOCTM  pekomeHpauuii C  (YpOBeHb  JOCTOBEPHOCTU
IIOKa3aTeNnbCTB — 5)

KommeHnTapum: Heo6xogumo moMHUTB, UTO TUIl CMA y KOHKPETHOIO MalyeHTa
He MOXeT ObITh YCTAHOBJIEH T10 YMCTy KOmuit reHa SMNZ2, OH OoIpeiensieTcsl TONbKO
KIMHUYeCcKU. PekoMeHiyeTCsl YUUTBIBATh YMUCIO KOIU reHa SMNZ ripu porsHose
TeueHMs] 3a00/ieBaHMsI, TTOCKOJIBKY 3TO BaXkKHbIN (DaKTOp, ONpenensitounii TSKeCTb
KIVHUYECKON KapTUHBbI. PekOMeHIyeTCs OroBapuBaTh IMPU KOHCYJIbTUPOBAHUU
MalMEeHTOB U UX CeMeli, UTO HeCMOTPS Ha CUJIBHYIO CBSI3b KOMM4YecTBa Konuii SMN2
C IPOTHO30M, MMEIOTCS UCKITIOYEeHUSI.



e PekoMeHAyeTCS MOJIEKYISIPHO-TEHeTUUYeCKoe MWCCIefOBaHKe MyTaliuii B TeHe
SMNI1 poouTensiM MalieHTa ¢ reHeTUYeCKUM MoATBepskaeHneM Hamnuust CMA 5q
KomuyectBeHHbIMU Metogamu (IILIP B peanmbHOM BpeMeHu miau MLPA-aHannsom)
JLJISI TIPOTHO3Aa AeTOpOoXaeHus [44].

YpoBeHb  yOenUTEeNbHOCTM  peKoMeHganmii A  (YpOBeHb  JOCTOBEPHOCTU
JI0Ka3aTeJIbCTB — 1)

KomMmeHTapumn: MosekyasapHO-reHeTU4YeCKoe MCCIefoBaHue MyTaluii B TeHe
SMNI1 Takxke IIOKa3aHO POOUTENSIM YMEpIIero peOGeHKa C IPeao0KUTeTbHbIM
muarHo3om CMA u OTCyTCTBMEM ero Omosjormueckoro matepuana mias JIHK-
IMAaTHOCTMKM, B TIOBTOPHBIX Opakax poauTesneil OOJbHBIX [eTeii — UX HOBBIM
cynpyram (eI IUIAaHUPYETCS OEeTOPOXAEeHMeE), CYIIpyraM B3POC/IbIX MALMEeHTOB C
CMA 1mipu IUIaHMPOBAaHUM [ETOPOXKIAEHUS; OJIU3KUM POACTBEHHMKAM (CUOCHI
MaleHTOB U CUOChI pPOAMTeNel MalyMHTOB) JJIs1 POrHO3a UX IOTOMCTBA; AOHOpaM
CliepMbl M SMLUEKJIeTOK TP 3KCTPAKOPIIOPAJbHOM  OIIOJIOAOTBOPEHUMN.
MorstekynsipHO-TreHeTu4YeCKoe UCCaeloBaHue MyTauuii B reHe SMNI1, Kak U Ipu psifie
OPYIMX YacThIX AayTOCOMHO-PEIeCCMBHBIX Ooje3Heil, pPeKOMEeHIYeTCs Ipu
IJIAaHMPOBAaHUM OepeMeHHOCTM B KPOBHOPOICTBEHHBbIX Opakax. Heobxommumo
MHGOPMMUPOBATh poOAUTENel [eTeii C MOJIEKYISIPHO BepupUUMPOBAHHBIM
IMarHo3oM), a TakKe TIapbl, B KOTOPBbIX KaXXIblii M3 IapPTHEPOB SBISETCS
MO TBEPKIEHHbIM reTepO3UTOTHBIM HOCUTeNIeM Jenenuu 7 uin 7-8 3K30HOB reHa
SMN1, 0 BO3MOXHOCTY TTPOBEEeHMS ITPeHATATIbHON (BO BpeMsi 6epeMeHHOCTI) U
NpeaMILIaHTalMOHHOM (c UCIOJIb30BAHMEM SKCTPaKOpPIoOpaIbHOTO
ormomorBopennst) [IHK-gmarnoctuku (cm. pasgen IlpoduirakTuka).

e He pekomeHayeTcss MCKIwYaTh auarHo3 CMA y MalyeHTOB C HETUIIMUYHOIN
KIMHMYeckoii kaptuHoii CMA 5q Ha OCHOBAaHMM YMEpPEHHO MOBBIIIEHHO
aKTMBHOCTM KpeaTUHKMHa3bI [45].

VpoBeHb  ybemuTenbHOCTM  pekomeHpauuii C  (YpOoBeHb JOCTOBEPHOCTU
JIOKa3aTeybCTB — 3)

KommeHnTapum: YpoBeHb KpeaTuHMHAa3bl (KpeaTudochokmuasza, KOK) o06bIYHO
HOpMaJieH WIM TIOBbIIIEH He3HAUUTEJbHO, TEM He MeHee OIMMCAHbl eIVHUYHBIE
caydau ¢ BoICOKMM (B 10 pa3) moBbINIEHMEM YPOBHS aKTUBHOCTU (pepmeHTa. TakuM
o6pa3oM, TMOBbIlIEHME YPOBHS (depMeHTa He 00s13aTeTbHO MCK/IIYaeT OMarHo3s
CMA.

e PekomeHpayeTcs maiyeHTaM C YCTaHOBJeHHbIM auarHo3om CMA 5q, ocobeHHO
naumedtaM co CMA I, ucoiemoBaHue KUCIOTHO-OCHOBHOI'O COCTOSIHMSI UM Ta30B
KPOBM [JisI OLIEHKM CTelleHM KOMIIEHCALMM [bIXaTe/NbHbIX HapylIeHU u
orpeneneHus: TAKTUKU PeCIIMPaTOPHOI OAAePKKY [46].

VYpoBeHb  ybemuTenbHOCTM  pekoMmeHmarnuii C  (YypOBeHb  JTOCTOBEPHOCTMU
IIOKa3aTeNbCTB — 4)

KoMmmeHnTapum: VsMeHeHUsI B KMCIOTHO-OCHOBHOM PaBHOBECHM BO3HUKAIOT Ha
JAJIeKO 3allefIIMX CTagusX ObIXaTeJIbHOM HeZOoCTaTOUHOCTU. JKenaTelbHO [IJIs
CBOEBPEMEeHHO1 IVarHOCTUKU MCIIO/Ib30BaTh 6oree nHpOpMaTUBHbIE



MHCTPYMEHTAJ/TIbHbIE METOObl MCCIEedJOBaHMS (KaHHOMeTpI/II-O n agp. - CM. HI/I)Ke).
HexomrieHcalus [ObIXaTeJIbHbIX HapymeHI/uZ KOHCTATUPYETCAd TIIpM HaJINYUN
TUIepKalmHM 1 auua03a.

e PekomeHAayeTcsi BCeM IalYieHTaM C YCTaHOBJIEHHbIM auarHo3om CMA 5q
oIpeznesieHye ComepsKaHMs II0KO3bl B KPOBY 151 UCK/IIOYEHMS ITUTIOIIKeMuu [47].

VpoBeHb  ybemuTenbHOCTM  pekoMmeHpanuii C  (YypoBeHb  JTOCTOBEPHOCTMU
IIOKa3aTeIbCTB — 4)

KOMMeHTapI/II/I: IIPpU HAJIMYUU IIPU3HAKOB KeTOoala03a JOIIOTHUTE/IbHO ITOKAa3aHO
oripene/sieHe KETOHOBLIX TeJl.

e PekomeHpayercs ucciegoBaHue ypoBHs1 25-OH BurammHa [ B KpOBU BCeM
nalyeHTaM C yCTaHOBJeHHbIM AuarHo3oM CMA 5q [7s1 MCKIOYeHMS] BO3MOKHBIX
HapyleHui ero o6MeHa 1 rocenyoueit koppexkunu [20].

VpoBeHb  ybemuTesbHOCTM  pekoMmeHpanuii C  (YypoBeHb  JTOCTOBEPHOCTMU
IIOKa3aTeIbCTB — 5)

KOMMeHTapMI'I: CymeCTByeT KOHCEHCYC IIO ITOBOAY HeOGXO,E[I/IMOCTI/I IIpoBeaeHUA
IAHHOTO UCCIeI0BaHMS 110 MEeHbIIIei mepe 1 pa3 B rof.

2.4 "HCTpyMeHTAaJIbHBbIE AVarHOCTUYeCKe UCCIeS0BaHua

2.4.1 IHCcTpyMeHTaJIbHbIE MCC/IeA0oBaHus Aas auarHoctuku CMA 5q

e PekomeHpayeTcsi sneKTpoMuorpadus wuronapyaTtas M 3MeKTpoHelipoMuorpadus
CTUMY/ISIIVIOHHAs (OLHOBPEMEHHO) MalyeHTaM C pasBUTHMEM CUMIITOMOB
IIPOKCUMAJbHOI MBIIIEYHO C1aboCTH, C OTCYTCTBMEM WM CHIDKEHMEM
CYXOXXKMJIbHBIX peduiekcoB mocie 18 MmecsiieB (xapakrepHo s CMA III), a Takke
pyu 6oree paHHEM pPasBUTUM I3TUX CMMIITOMOB, HO 6€3 TUIMUHBIX KIMHUYECKUX
niposiBiienunii CMA I u II Tumna ¢ uenpo ycTaHOBJIeHUs fuaruosa [48, 49].

VpoBeHb yOemuTenbHOCTM peKomeHpaiuii C  (YypoBeHb IOOCTOBEPHOCTU
IIOKa3aTeIbCTB — 4)

KommeHnTapum: Ilpu obcienoBanum mnaimeHToB co CMA MO/MKHBI TTPUMEHSIThCS
UroJbyaTast anekTpoMuorpadpus (BMI) " CTUMYISALMIOHHAS
anextpoHeiipomuorpadus (QHMI). CtumynsaiyonHas DHMI 1o3BosiseT OLieHUTb
OTBET MOTOHEMPOHOB CIMHHOIO MoO3ra Imnpu wucciegoBanuu F-pomH. Ilpu
ctumynsuvodnHon  JOHMIT  ompenensitorcsi  mu3MeHeHuss F-BOIH:  TOsIBIeHUe
IMraHTCKUX F-BOJIH, MapHBIX U MOBTOPHLIX F-BOMH, MM pacchillaHHbIX F-BOIH MIn
uxX oTcyTcTBUe (6710KM F-BoH). CKOpOCTM MPOBEIeHMSI MMITY/IbCA M aMIUTUTY bl M-
OTBETOB TII0 IepudepuuecKkuM [IBUTATeIbHBIM BOJIOKHAM MOTYT OBbITh KakK
HOPMaJIbHbIMM, TaK U HEMHOI'O CHVMKEHHBIMM 33 CYeT BTOPUYHBIX aKCOHAJbHbIX
usMeHeHnm. Uronpuatasgs OMI' 1mosBoisgeT uCCIeZOBaTh KOHKPETHYIO MBIIILY U
OIpenenuTb CTelleHb [eHepPBallMOHHON aKTUBHOCTU. [Ipu wuronpuatom OIMI
XapaKTepHO: yBenu4yeHue aMIUIUTYIbI mHTepbepeHIIMOHHO KpPUBOIA,
paspeskeHHOCTb  MHTep(EepeHIMOHHOVW  KPUBOW,  TMOSBJIEHUSI  Pa3JIMUHBIX
TOTEHLMAJIOB CIIOHTAHHOM aKTUBHOCTHM, CKIA[bIBAIOIIMXCSI B TaK Ha3bIBaeMbIil
«PUTM YacToKo1a» [49].



e PekomeHayeTcss MAarHMTHO-PE30HAHCHAsi ToMorpadusi MbIIIEUHON CUCTeMbl
nanyeHTaM C MPOKCHMMAa/IbHOI MbIILIEYHON TUIIOTOHMEN M MBIIIEUHOI C1aboCThio,
He VMEWIIMM TeHeTUYEeCKOro  IOATBepXKIEeHMsI AuarHosa, C  LeJblo
ouddepenumnanpHoii  auarHoctuku CMA 59 ¥ JOpyrux HepBHO-MbIIIEYHBIX
3aboneBaHmii [50].

VpoBeHb  yOemUTENbHOCTM  peKoMeHmanmii A  (YpOBEeHb  JOCTOBEPHOCTU
JIOKa3aTeJIbCTB — 2)

KommeHnTapuu: MPT MBIl BBISIBJISIET XMPOBOE 3aMellleH)e MbIIIeUHOM TKaHN.
BusyanusupyeTcss XapakTepHbIii TMaTTepH IopaxkeHUs — Tureprtpopuss u
OTHOCUTeJIbHAsI coXpaHHOCTb m. adductor longus (OaMHHOI TOMOBKM aJayKTOpa),
KOTOpPBI SIBJSIETCS [OBOJIBHO CHenM(MUUHBIM [JIsI CIIMHAJIbHOM MBIIIEUHOI
arpodun. OpHako cnenududecKuii maTTepH MOpaskeHUs IIPOSIBISIETCS Ha MO3gHel
cTaguy 3a6oseBaHMs, B CaMOM Hauasie 3a60/ieBaHUS U Y MaJIEHbKUX JIeTelt BbISBUTD
ero JOBOJIbHO TPYAHO.

e PekomeHayeTcss OMOICMS MBIIILbl TALMEHTy C AaTUIMYHBIM BapMaHTOM
CIIMHAJIbHOM MbIIIeUHO atpodun, eciu nmarHo3 CMA 5q He IOATBEpPXKIeH
reHeTHYeCku, C 1eabio nuddepeHianbHoro amarnosa CMA 5q u Ipyrux HepBHO-
MbIIIeYHbIX 3a00meBaHmii [51].

VYpoBeHb  ybemuTenbHOCTM  pekoMmeHpanmii C  (YypOBeHb  JTOCTOBEPHOCTU
JI0Ka3aTeJIbCTB — 4)

e PekomeHayeTcs MaTOJIOTOAHATOMUYECKOE uccaenoBaHue OMOTICUITHOTO
(oTepalMOHHOTO) marepuana MBIIIIEYHO TKaHU C IpUMeHeHVeM
MMMYHOTMCTOXMMMWYECKMX METONOB IIallMeHTy C aTUIIMYHBIM BapuaHTOM
CIIMHAJIBHOJM MBbIIIeUHOM arpodun, ecnmu nuarHo3 CMA 5q He IOATBepXKIeH
reHeTMUYeCkH, C Lenbio auddepeHnanibHOTO AuarHosa [51].

VpoBeHb  ybemuTeNbHOCTM  peKoMmeHpaiuii C  (YypoBeHb  JTOCTOBEPHOCTHU
IIOKa3aTeIbCTB — 4)

Kommenrapumu: IIpu mopdonornyeckoM MCCIeqOBaHUM OMONTATAa MBI, Y
MAlMEeHTOB CO CIMHATBHOM MBIIIEUHOM aTpodueit BhISIBASIOTCS Hecreuubuyeckme
MIPU3HAKY ITYYKOBOI aTpOoGUM U TPYIIIIMPOBKY MBIIIEYHBIX BOJIOKOH. BOTBIIMHCTBO
YBEJIMUEHHBIX  MBIIIEYHbIX  BOJIOKOH  OTHOcSTCcsT K I Tummy.  Bcee
MMMYHOTUCTOXMMMUUECKME MapKepbl OyOyT HOPMAa/IbHBIMMU. YIBTPACTPYKTYpPHbIE
M3MeHeHMs TaKkke OyayT HecrenpuyeckumMm

2.4.2 HNHCcTpyMeEeHTaIbHbIE UCCIeJ0BaHUS OISt JVAarHOCTUKU
KapamoIormyeckux octokaeHniin CMA 5q

e PexomeHayeTCs perucrpauusi nekrpokapauorpammsel (OKI') Bcem mainmeHTam co
CMA 5q c yactoToit 1 pa3 B rofi, a Takxke Iepep, OlepaTUBHBIM OPTOMEANIECKUM
BMeNIaTeIbCTBOM JJ1s1 UCKII0UeHMST HapylileHui putMa cepaia [52].

VYpoBeHb  yOemUTENIbHOCTM  peKoMeHaanuit B  (ypoBeHb AOCTOBEPHOCTU
JI0Ka3aTeJIbCTB — 3)



KomMmenTapumn: V mauueHtToB ¢ CMA [ Tuna InpeBaJiMpylOT BpOXAEHHbIE
CTPYKTYpHbIe HapylieHUs (HedeKTbl Teperopoiok, 1edeKTbl BBIHOCSIINX TPAKTOB).
V nauyueHToB ¢ MeHee TspkenbiMu dopmamy CMA TpeBaliMpyIOT NPUOOPETEHHbBIE
HapylmieHusT puUTMa, Hauboliee YacTO — HApyHIeHMS MHULMAUUM putMma. Ilpu
TOSIBJIEHMM 3Kajlo0 WMIM KIMHUYECKON CUMIITOMATUKM ITOpaKeHUs CepredHO-
COCYIMCTOJ CHUCTEMbBI BOIIPOC KPaTHOCTY HAOMIOAeHN pentaeTcss MHAMBUAYAJIbHO Y
Ka’kK[IOTO TaleHTa.

Pekomenayercsa sxokapauorpabusi (3XO-KI) maumueHTy C YCTaHOBIEHHBIM
auarHosom CMA 5q He peske 1 pasa B rof IJis MCK/IIOUEHUS] WIVM OLIeHKM CTeIeHM
TSDKECTM M MOHUTOPMHIA BPOKIEHHON MM NPUOOPETEHHON ITaTOJOTUM cepilia
[53].

VpoBeHb  ybemuTesbHOCTM  pekoMmeHpanuii C  (YypoBeHb  JTOCTOBEPHOCTHU
JIOKAa3aTeIbCTB — 4)

KommeHnTapumu: BpoxaeHHble TTOPOKM CepAlia MHoraa Berpevarores npu CMA L.
KapouommonaTus yaiie HabmogaeTcsl y MalyMeHTOB CO CHMHAJIbHOM MbILIEYHOM
atpodueit 1 1 2 TUTIOB U TIPOTEKaET IO TUITY AMUIATAllMOHHON’. B TsKembIX crydyasx
MOXeT pas3sBMBATLCS KjacCHUuecKasi KapTUHA JIeTOYHOM TIunepreH3uu (OIbIIIKa,
LIMaHO3, reMOAVIHaMMUeCKye HapylIeH!s BIUIOTh IO OTeKa JIeTKUX 13-3a COaBJIeHUs
pacluIMpeHHbIMM  IpPaBbIMM  OTHEeIaMM JIEBOTO JKeayJouka UM CHUXKeHUS
9BAKyaTOPHOI CIOCOOHOCTM JieBOoro kemynouka). DXO-KI' Takke peKoMeHJ0BaHa
namyeHTaM ¢ mMeHee TspkeqbiMu dopmamMyu CMA 59 mpu HaIMUMM KIMHUYECKUX
CUMIITOMOB, a Takke BceM maiueHTaM CMA 5q B kauecTBe 0o06cC/iefoBaHMS Tepeq,
XUPYPrUYECKUM BMeIlaTeJTbCTBOM.

2.4.3 VIHCTpyMeHTaJIbHble WCCIAeJOBaHUA [JisI OUArHOCTUKMU OCIOKHEHUN
CMA 5q €O CTOpPOHBI ONIOPHO-ABUTATEILHOM CUCTEMBI

PexoMeHayeTCS peHTTeHOAEeHCUTOMEeTPpUsl (IOSICHUYHOTO OTAeNa MO3BOHOYHMKA
nainueHTy ¢ amuarHosom CMA 5q crapiie 6 JjieT ¢ yacTtotoii 1 pa3 B rom mAjst
VICK/IIIOUEHMSI  OCTeornopo3a. Takke  peKOMeHIyeTCs  I[poBeleHMe  3TOro
UCCIenoBaHUs  IIpU  IIOATOTOBKE K  OPTOINEAUYECKOMY  XUPYPrUUyecKOMy
BMeNIaTeabCTBY [54].

YpoBeHb  ybOemuTesbHOCTM  peKoMmeHpanmii C  (ypoBeHb  JTOCTOBEPHOCTHU
IIOKa3aTesIbCTB — 4)

KommenTapum: IIpu oOHapy>keHUM OCTeOIopo3a B IIOSCHMYHOM OTHAele
I03BOHOYHMKA TTOKa3aHa PEHTreHOAeHCUTOMETPHS Bcero Tena. sl rmaluyeHToB COo
CMA xapakTepHa BBICOKAsl 4aCTOTa IIepeOMOB M OCTeoleHuM. [JaHHble PUCKU
00yC/IOBJIEHBI HE TOJNIBKO MBIIIEUHON CIa00CTbI0 M HU3KOM ITOABUKHOCTBIO
MaIMeHTOB, HO U TeM, 4To reH SMN urpaet oIpe[esieHHYIO po/ib B MeTaboIM3Me
KOCTHOJ TKaHu [54].

PekomMmeHayeTcss peHTreHorpadus mo3BOHOUHMKA, CIiel[aabHble UCC/IeIOBaHUS U
npoekiuu ¢ usmepenmem yriaa Ko66a mammenty co CMA 5q ¢ HapyIieHreM OCaHKMU
/UMM BUAUMBIMU JedopMauusIMu TPYAHOV KIETKUM U TI03BOHOYHMKA [JIsT
UCKIIOUeHnsT KMU(OCKOAMO3a ¥ OIpenesieHus] TajlbHeNIneil opToneanyecKoit
TaKTUKU BeJleHUs naiueHTa [55].



VpoBeHb  ybemuTeNbHOCTM  pekoMmeHpanuii C  (YypoBeHb  JTOCTOBEPHOCTHU
IIOKa3aTeIbCTB — 4)

KommeHnTapunu: PeHTreHorpaMMa ITIO3BOHOYHMKA (LI€{HOrO, TPyIHOIO U
MTOSICHUYHOTO OT/IeJIOB IT03BOHOYHMKA C 3aXBAaTOM Ta3a U Ta300eJpeHHbBIX CyCTaBOB)
BBITIOJTHSIETCS B TlepeHe3aHelt 1 60KOBOI MpoeKIusx. ViccmemoBaHue TpOBOANUTCS
B Hambojiee BO3MOXHOM BePTUKAJIbHOM IIOJIOKEHUM IalMeHTa, MPUHMMaeMOM
HEe3aBMCUMO OT BCIIOMOTATe/IbHbIX YCTPOMCTB (T.e. CUAS Y IeTel, KOTOpble MOIYT
CUIETh CaMOCTOsITeNbHO, cTosl mpu CMA III, nmexa y jexxaumMx NanUeHTOB) IJIs
ompenesieHUs] M KOJMMYECTBEHHON OIeHKM CTereHU nedopMaluy MO3BOHOYHMKA
Kak BO (POHTaJIbHOI, Tak M B CAaruTTaJbHOI IUIOCKOCTSX. PeHTreHorpamma
Ta300e/lpeHHbIX CYCTaBOB HeoOXoAuma IIpU KAMHUUYECKOM MaHudecTauun
NIpM3HAKOB, TaK KakK y mauyeHToB ¢ CMA pacnpocTpaHeHa HeCcTaOMIbHOCTh
TazobenpeHHoro cycraBa [53]. PenTreHorpadusi IMO3BOHOYHMKA ITPOBOAMUTCS
naiueHtaM co CMA I m CMA II co ckommo3om >20° (peHTreHorpadus
T03BOHOYHMKA B MPSIMOJ IMPOEK UM B MOJOXKEHUM CUAS U jiexka) 1 pa3 B 6 mec., u
3aTeM eKerofHO IoCIe MOJHOIO PasBUTUS CKejleTa [JIsi KOHTPOJIS 32 OUMHAMUKOM
KM(OCKoaM0o3a U oIpeneneHus] OaabHenIeir opToneauyeckoil TaKTUKM BeIeHMUSs
nauvieHTa. [Ipu OTHenbHBIX IIOKA3aHUSX (MOSIBJIEHME HOBBIX KIMHUYECKUX
MPOSIBJIEHUIA TATOJOTMM U WUX OTpUllaTe/lbHas OUHAMMKA) WUCCIefOBaHue
nmpoBoauTCsl yaie. [IpyM 3TOM YacTOoTa OCMOTPOB [JO/KHA OBITH OIpeneneHa
MTPOGMIbHBIM CHEUMATVUCTOM WIN MYTbTUOUCUUTIIMHAPHBIM KOHCUTMYMOM.

2.4.4 VIHCTpyMeHTaJIbHble WMCCIAeAOBaHUA OJisI AUArHOCTUKM OCIOKHEHUM
CMA 5q co CTOPOHBI AbIXaTeTbHOM CUCTEMBbI

PekoMeHayeTcss Mpuiie/ibHAsi peHTreHorpadus OpraHoB TPYAHON KJIETKU BCEM
namnyeHTam co CMA 5q KaKk MMHMMYM pa3 B 2 Tofa ISl MCK/IIOUeHUST aTeleKTa30B
[30].

VpoBeHb  ybemuTenbHOCTM  pekomeHpauuii C  (YpoBeHb  JOCTOBEPHOCTU
JIOKa3aTeNnbCTB — 5)

PekomeHayeTcsi MnpoBelieHMe KamHoMmeTpuu ImauyeHtam co CMA [ tuna pjs
ompefieieHUs] HAIMYUS U OLIeHKU TUTIOBEHTU I [56].

YpoBeHb  ybOemuTesbHOCTM  peKoMmeHpanmii C  (ypoBeHb  JTOCTOBEPHOCTHU
IIOKa3aTeNnbCTB — 5)

KOMMEHTapI/II/IZ AJI JIeKauuX IMalMeHTOB 3TO O6CJ'I€,Z[OB8.HI/IQ JO/DKHO IMPOBOAUTLCA
1 pa3 B 3 Mecs1a, OJIs MeHee TSyKeJIbIX ITallMeHTOB — pexe.

PexkomeHayeTCs1 UpeCKOXKHbIM MOHUTOPMHI MapUyaabHOIO JaBJIeHNS KUCIOPOAa
BO BpeMsI HOYHOTO CHa B CTallMOHAPHBIX yCIOBMSIX ManyeHTam co CMA 5q I tuma, a
Tak ke y nauyeHtoB co CMA II Tuma mpyu MMHMMAaJAbHBIX IOLO3PEHUSIX MAJI
BbISIBJIEHMSI HOUHOV TUTTOBEHTU/ISILIMM 1 OOCTPYKTMBHOTO aIllHO3 CHa [56].

VpoBeHb  ybemuTesbHOCTM  pekoMmeHpanuii C  (YypoBeHb  JTOCTOBEPHOCTU
IIOKa3aTeIbCTB — 5)

KOMMeHTapI/II/I: Ucrionb3oBaHue OKCMMETPpNM B KaueCTBe eAMHCTBEHHOI'O criocoba
MOHUTOPHMHTIa HOYHOM TUIIOBEHTWISILUNM CUYUTAETCS OOITYCTMMBIM, KOI'Ja HET
BO3MOXXHOCTHM BbBIITOJIHATD KanHorpa(bmo. B HOpMeE TIIOKa3aTeau caTypaluun



HaxojsATcsl B mpepenax 95-100%. Ilpu SpO9 Hmke 90% HeoO6XOAMMO NPUHSITH
HeOT/IOKHble Mepbl. Carypauust Mexpny 94-90% cumraeTcs MOTPaHUYHOMN.
[TaneHTaM C TMUIIOBEHTW/ISILIVIEN PEKOMEHJOBAHO MMETh IOMa MYJIbCOKCUMETD.

PekoMeHIyeTCs MCC/IeOBaHNMe HECIIPOBOLMPOBAHHBIX [IbIXaTeIbHbIX 00HEMOB U
MOTOKOB maiueHTaMm co CMA 5q crapiiie 5 et ajis onpeeneHus CTeeH! TSKeCTU
IbIXaTeJIbHBIX HAPYIIEHM ¥ BbIOOPA BMIA PECTIMPATOPHOI MOAIepsKKu [56].

VpoBeHb  ybemuTesbHOCTM  pekoMmeHparuii C  (YypoBeHb  JIOCTOBEPHOCTU
JIOKa3aTelbCTB — 5)

KommMeHTapumn: PekoMeH1yeTCsl BBIIIOJIHATD UCC/Ief0BaHe HeCIIPOBOLIMPOBAHHbBIX
IbIXaTeJbHbIX 00bEMOB U ITOTOKOB marnyeHTaM co CMA crapiie 5 jieT, CrtocOGHbIM
BBITIOJIHUTD JaHHOE ucciieqoBanue, 1 pa3 B 6 mecsiies aj9 CMA II tumna n 1 pas B 12
mecsueB gnsg CMA III tuma. Camblil Jaydyminid M OPOCTOV IapameTp st
OTCJIEXXMBAHUS CUJIbl [ObIXaTeIbHOVM MYCKYJIaTypbl y OeTeii-nanueHToB co CMA
(CITOCOOHBIX BBITIOJIHUTD UCCI€I0BaHME) - 3TO (popcupoBaHHAsI KM3HEHHAsS] eMKOCTh
nerkux (®XKEJ). IMauuenTtsr co cHinkeHuem ®XXEJI ot 20% mo 50% oOT mOMKHOrO
TOJIBEePyKeHbI TOBBIIIEHHOMY PUCKY JIETOYHbBIX OCIOKHeHUi, a nauueHTbl ¢ OXKEJI
<20% — eme 60mee BricOKOMY puCKYy. s mauyeHToB ¢ ®XKEJI >60% xapakrepeH
HU3KMIT PUCK HOYHOI TUIOBEHTWISLMMU. MccaenoBaHue BAMSHUS QYHKIUU
IbIXaTeJIbHOM MYCKYJATypbl, B TOM 4YMCIe€ Ha MaKCMMaJbHOe AaBJieHMe BAO0Xa,
Ha3aJbHOE pecnupaToOpHOe OaBjeHMe MM MaKCMMa/IbHOe OaBjeHue BblgoxXa, He
IlaeT IOCTaTOUHOM WM MOMOMHUTeNbHOM nHpopmaliuy npu cpaBHeHun ¢ ®XEJT y
nanueHToB co CMA.

PexomenayeTcs KapauopecnMpaTOpPHbI MOHUTOPUHT (AMCTaHLMOHHOE
HaOomeHe 3a  IOKasaTeasSMM  YacTOThl  CepAedyHbIX  COKpallleHuit U
IVUCTAHIMOHHOE Hab/ogeHne 3a GYHKIMOHAJbHBIMY HapPYIIEHUSIMU TTOKa3aTesieit
BHEIIIHEro ObIXaHMs) B CTalMOHape BceM IamueHtam co CMA I u mauueHTam Co
CMA 1I crapmre 5 et co cHmKeHMeM GOPCUMPOBAHHOTO BbIIoOxa Ha 45% u 6onee 1
pa3 B 6 MecsLeB 711 KOHTPOJIS Haf, IIPOrpecCupoBaHeM IbiXaTe/lbHbIX HapylLIeHUM
[57].

VpoBeHb  ybemuTenbHOCTM  pekoMmeHpanuii C  (YypoBeHb  JTOCTOBEPHOCTHU
JIOKa3aTeIbCTB — 5)

KommenTapunu: Ha koHen 2019 roma wucciaemoBaHMe OOCTYITHO s TAIMEHTOB,
HaXOASIIMXCS B CIEIMaIM3UMPOBAHHBIX 0 HEPBHO-MbIIIEYHBIM 3a00J/IeBaHMUSIM
HEBPOJIOTMUECKUX OTHe/eHMusIX. KoHeuHo, skejlaTelbHO BHeIpeHNe 3TOro MeToda U
B [APYIMX HEBPOJIOTMUYECKUX OTHAENeHMUSIX, M B TIOMOIIb Ha maomy. Ilpu
HEBO3MOKHOCTM TIPOBEIEHMSI KapAMOPeCHMPaTOPHOIO MOHUTOPUHTA, MOKHO
BOCITOJIb30BAThCS 00jiee IIPOCTBIM, HO MeHee CIeuu@UYHbBIM METOAOM HOYHOI
Ty/IbCOKCUMETPUMN.

PexomeHpyeTcs mpoBefeHye nonucoMHorpaduy naunuentam co CMA 5q, ecnu ectb
IIOA03PEHNe Ha Hajauuye TIUIIOBEHTUIALUMM [JIs1 YTOYHEeHMSI ee Xapakrepa U
MCKJTIOUeHMSI COHHBIX aIltHO3 [57].

VpoBeHb  ybemuTenbHOCTM  pekomeHpauuii C  (YpOBeHb  JOCTOBEPHOCTU
JIOKa3aTelbCTB — 5)



KommeHnTapumn: [lauyenTtsl co CMA noaBepykeHbl HapyllleHUIO bIXaHUS BO CHe,
Haubosiee 4aCTO - TMIIOBEHTW/ISIMM M3-3a YMEHbILEeHUs AbIXaTeIbHOrO0 0O0beMa,
HapymieHust paboThl auadparmbl, CHMKeHUMS GYHKIOUM MeKpeObepHbIX U
BCITOMOTATeMbHBIX MbIIII. Takke OTMeuaeTcs OOCTPYKTMBHBI CUHAPOM W3-3a
C71a60CTY MBIIII] TOPTAHM ¥ TJIOTKM, OOYCIOBIMBAIOIINIA TTPEAPACIIONIOKEHHOCTh K
KOJIIATICy O bIXaTeIbHbIX MyTeN.

2.5 VlHple JMarHocTudYeckKue uccjaesoBaHusI

KoHCy/bTaly CIIeLMaJINCTOB MOTYT OKa3bIBaThCs MAllMeHTaM Ha pas3sHbIX 3Talax
OKasaHus MeOUIMHCKO/ TIIOMOIIYM, B TOM 4YMCJIe B IEepPUon IUarHOCTUKMU
3a60/1eBaHMSI.

e PexomeHnyeTcs npueM (OCMOTP M KOHCY/IbTaLMsI) Bpauya-HEBPOJIOTa MepPBUUYHbIN
BCEM MaleHTaM C Mopo3peHMeM Ha Haiuume CMA 5q C 1ebl0 MOATBEPKIOEeHUS
Iuardosa [20].

VpoBeHb  ybemuTesbHOCTM  pekoMmeHpanuii C  (YypoBeHb  JTOCTOBEPHOCTU
JIOKa3aTelbCTB — 5)

KommenTapumu: Ecau Bpau-HEBPOJIOr ITOATBEPKOAET BEPOSTHOCTb HaTMUMS
00J1€3HM, OH IO/DKEH HAIlpaBUTh pebeHKa Ha reHeTuueckoe obcienoBaHue.

e PekomeHayeTcsl 1npueM (OCMOTDP M KOHCY/bTalMsl) Bpaua-HeBPOJIOTa [MOBTOPHBIN
BCeM MalMeHTaM C Togo3peHueM Ha Hamumume CMA 5q, mOpomenmmum
IOIOJIHUTEIbHbIE 00C/IeOBaHMs (B TOM UMC/Ie T€HETUUYECKYI0 IMAardHOCTUKY) C
11eJIbI0 TIOATBEePXKAeHs nuarnosa [20].

VYpoBeHb  ybemuTenbHOCTM  peKoMmeHparnuii C  (YypoBeHb  JTOCTOBEPHOCTU
JIOKa3aTebCTB — 5)

e PekomeHayeTcsl mnpuem (OCMOTP M KOHCY/IbTalLlMs) Bpaya-TeHeTUKa IePBUUYHBIN
nalyeHTaM C Topo3peHueM Ha Haamume CMA 5q, eciu OHM HallpaBjieHbl Ha
KOHCYJIbTAlIMI0  BpauyoOM-IIeAMaTpPpOM WM  BpPavyOM-HEBPOJIOTOM C  LeJbl0
NOATBepKIeHus nuarsosa [20].

VpoBeHb  ybemuTenbHOCTM  pekomeHpauuii C  (YpOoBeHb  JOCTOBEPHOCTU
IIOKa3aTelbCTB — 5)

KommeHTapumu: IlepBbIM ClelMaauCTOM, K KOTOPOMY Bpau-TieAuaTp HaIlpaBUT
ManMeHTa, MOXKeT 0Ka3aThCsl He Bpau-HeBPOJIOT, @ MUMEHHO Bpav-TreHeTHK.

e PexkomeHayeTcsi rnpuem (KOHCY/IbTAL M) Bpaya-TpaBMaTo/ora-opromnesa
NepBUUHBI/ MaleHTy C MOATBepXKAeHHbIM auarHosom CMA 5q 1S OLieHKU
Haauuusl ckeleTHbIX Aedopmaunii, (QyHKIMOHAJIbHBIX BO3MOXKHOCTEN pebeHKa,
HeobxomuMocTy 1 o6bemMa opresupoBanus [20].

VpoBeHb  ybemuTeNbHOCTM  pekoMmeHpamuii C  (YypoBeHb  JTOCTOBEPHOCTMU
IIOKa3aTeIbCTB — 5)



KommeHTapumu: OCMOTp CIIEMalINCTAa BKIIOYAET OLIEHKY O0bEMA IBVDKEHMII B
cycTaBaxX M HaJM4Ms VCKPUBJIEHMII TTO3BOHOYHMKA, a TAKKe OILEHKY MbIIIEUHOI
cwibl M (YHKIMOHATBHBIX BO3MOXKHOCTEl IO KaXKI0/ KOHEUHOCTM U CYCTaBy.
PemniaroTcst BOMPOCh HEOOXOAMMOTO OPTE3MPOBAHMSI.

PexomeHnayetcs rnpuemMm (KOHCYJIbTAL M) Bpada-TpaBMaToJIora-opTomneaa
TIOBTOPHBIN TallMEeHTy C MOATBEPXKAeHHbIM namarHo3om CMA 5q mjs1 olleHKuU
IIPOrPeCCHpPOBAHMS CKeJIETHBIX JedopMaliuii, BBIOOpa TEXHOJOTUI OPTEe3UPOBAHMS
M TIOCTYPaJbHOI'O KOHTPOJS, a TaKXke [OJs pelleHus BOMpoca O TOKa3aHUSIX K
XUPYPruyeckoMy opronenuyeckomy jeyeHuo [20].

VYpoBeHb  ybemuTenbHOCTM  peKoMmeHmanmii C  (ypoBeHb  JTIOCTOBEPHOCTMU
IIOKa3aTelbCTB — 5)

PekomeHnayerca mnpuemM (OCMOTP M KOHCYJbTalMs) Bpauya-MyJIbMOHOJIOra
TepBUYHBIN TALMEHTy C IIOATBEPXKIEeHHbIM auarHosom CMA 5q ¢ 1enbio
OoOHapy>KeHUsI IbIXaTelbHbIX HapYIIeHUI U orpeaeseHNs] TAKTUKMA PeCIMpaTOPHOI
noaiepskku [57].

VpoBeHb  ybemuTenbHOCTM  pekoMmeHpanuii C  (YypoBeHb  JTOCTOBEPHOCTHU
IIOKa3aTeIbCTB — 5)

KommeHTapuu: Bpau-nyJibMOHONOr  OIpefdesnsieT, HYXHbl JIM  IalUeHTy
IOTOJIHUTEebHbIe 00C/IeqoBaHMs M Kakue MMEeHHO (aHajJiu3 Ta30BOro COCTaBa
KPOBU, peHTreHorpadusi IrpyaHOl KIEeTKM, KapAMopecnupaTopHbIii MOHUTOPMHT,
CIIMPOMETPUS)

PexomeHayercsa 1ipueM (OCMOTP M KOHCYJbTalMsl) Bpaya-IyJbMOHOJIOTa
TOBTOPHBIV TallMEHTy C TOATBepKIeHHbIM nuarHo3om CMA 5q c¢ 1enbio
OOHapY>KeHUST AbIXaTeNbHBIX HAPYIIEHUI U OIpeAeeHus MaJbHeNIeii TaKTUKU
pecnupaTopHO mogaepxku [57].

VYpoBeHb  ybemuTesbHOCTM  peKomeHpanuii C  (YypOBeHb  JTOCTOBEPHOCTMU
IIOKAa3aTeIbCTB — 5)

PekomeHnayetrcsi 1npueM (OCMOTpD, KOHCY/IbTalMsl) Bpada-racTpOdIHTEpPOJora
nepBUYHbIN mainueHTy co CMA 5q mpu HaaMuMy COOTBETCTBYIONIMX Kalob (CM.
pasgen XKano06bl) Aj1s1 Ha3HauUeHus 06cmenoBaHus U ieueHus [57].

VYpoBeHb  ybOemuTesbHOCTM  pekoMmeHpanuii C  (YypoBeHb  JIOCTOBEPHOCTHU
JIOKa3aTeNIbCTB — 5)

PekomeHayeTcss Ipuem (OCMOTD, KOHCy/IbTalMsl) Bpauya-racTposHTeposora
MOBTOPHBIV mauyeHTy co CMA 5q mpu HaJIuM4uM COOTBETCTBYIOIIMX 3Kaaob (CM.
pasgen XXamo6wl) AJiS OuarHo3a OCIOXKHeHUi U ornpeneneHus: 3d@GeKTMBHOCTU
nevyeHus [57].

VpoBeHb  ybemuTenbHOCTM  peKoMmeHpanuii C  (YypoBeHb  JTOCTOBEPHOCTHU
IIOKa3aTeIbCTB — 5)

PekoMeHayeTcsl mpueM (OCMOTpP, KOHCY/JbTAI[Ms) Bpaua-IMeTosora TepBUYHBIN
nauyeHty co CMA 5q, KOTOpbIii MMeeT HapylleHWUsI HyTPUTUBHOIO CTATyca WU



yrpoxkaeM MO Pa3BUTMIO HEIOCTATOYHOTO MM M36BITOYHOTO NMUTaHUS, C LieJbI0
Iyuetuyeckoin koppexuuu [20].

VpoBeHb  ybemuTeNbHOCTM  peKoMmeHpanuii C  (YypoBeHb  JTOCTOBEPHOCTHU
II0Ka3aTeIbCTB — 5)

PexomeHayeTcs npyeM (OCMOTD, KOHCY/IbTaLMsl) Bpauya-[yeTosora IOBTOPHbIN
nagyeHty co CMA 5q c HapylleHueM HYTPUTMBHOTO CTaTyca JIJsl OLIeHKU
sabdexTBHOCTM AVeTHI [20].

VpoBeHb  ybemuTeNbHOCTM  peKoMmeHpanuii C  (YypoBeHb  JTOCTOBEPHOCTU
JIOKa3aTeIbCTB — 5)

PekomeHnayercs rnpueMm (OCMOTpP, KOHCY/IbTalMs) Bpada-AeTCKOro KapAuosiora
nepBUYHBIN nauueHTy co CMA 5q npu oOGHapy>keHUM MaTONIOTMUYEeCKUX MU3MeHeHMI
Ha JKT u 9X0-2C nj151 Ha3HaueHus Tepanuu [57].

VpoBeHb  ybemuTesbHOCTM  peKoMmeHparuii C  (YypoBeHb  JTOCTOBEPHOCTU
IIOKa3aTeIbCTB — 5)

PexkomeHnayercs mnpueMm (OCMOTpP, KOHCY/IbTalMs) Bpada-LeTCKOro KapAuosiora
MOBTOPHBIN maineHTy co CMA 5q, KoTopomMy 6bIO Ha3HAYEHO JIeueHue, C IeJIbI0
o1eHKM ero apdexTuBHOCTH [57].

VpoBeHb  ybenuTenbHOCTM  pekomeHpauuii C  (ypoBeHb JOCTOBEPHOCTU
JIOKa3aTebCTB — 5)

PeKOoMeHayIOTCS IlepBUYHbIe KOHCY/IbTAllMM Bpauell M MHBIX CIIeLMaaUCTOB U3
MeIMUVHCKOM  opraHmsauuy  WiIM  ee  CTPYKTYpPHOIO  IMoApasleleHus,
OKa3bIBaIOIero Crenuaa3MpoOBaHHYIO MMA/UIMAaTUBHYI0O MEAVIIMHCKYI ITIOMOUIb
mersm co CMA 5q, mpu Hanuumy T[OKasaHuit, IJjsi ompedeneHus obObeMa
Heo6XoaMMO¥ Na/IMaTUBHO oMo [57].

VYpoBeHb  ybOemuTeNbHOCTM  pekoMmeHpanmii C  (YypOBeHb  JIOCTOBEPHOCTHU
JIOKa3aTelIbCTB — 5)

KommenTapun: KoHCynbTalMsg OTHOCUTENBHO MA/UVIMATUBHOI IIOMOIIM MOXKET
OKa3bIBaThCsS Ha BcCex Jramax BegeHus nauyeHTta co CMA: mpM MOCTaHOBKe
IMarHo3a, BO BpeMsl IIPUHSITUS KJIKUYEBbIX TepalieBTUYECKUX pelleHUuil, Npu
BO3HMKHOBEHUM XU3HEYTPOXKAIOIINX COCTOSTHUI, a TakKKe B TepMMUHa/IbHOV (ase
3a00/1eBaHMsI.

PeKOMEHIYIOTCSI TIOBTOPHbIE KOHCY/IbTAIlMM Bpadyeil M MHbIX CIELMaIMCTOB U3
MEIVIIMHCKOV  OpraHM3aluy  WIXM  €ee  CTPYKTYpPHOrO  ITOApa3esieHus,
OKa3bIBAIOIIEr0 CIEIMAIM3UPOBAHHYI0 Ma/UIMATUBHYI0 MEIMUIIMHCKYIO ITOMOIIb
mersm co CMA 5q, npu HamumumMyu IIOKA3aHMIA, [JIST OIpemesieHus] oO0beMa
HeOoOXOAMMO¥ Ma/UTMAaTUBHO MTOMOIIM U OlleHKM ee 3ddeKkTuBHOCTH [57].

VYpoBeHb  ybemuTesbHOCTM  peKoMmeHpanmii C  (ypoBeHb  JTOCTOBEPHOCTMU
IIOKa3aTelbCTB — 5)

PekomeHayercsi 1ipyeM  (OCMOTpP, KOHCYJAbTallMsI) Bpadya II0 JieueOHOI
buskynapType, manueHty co CMA 5q pans ompepeneHuss obbema M IUIaHA
peabunurtanum [20].



VpoBeHb  ybemuTeNbHOCTM  pekoMmeHpanuii C  (YypoBeHb  JTOCTOBEPHOCTHU
JI0Ka3aTeIbCTB — 5)

PekomeHpyeTcsl IipyeM (OCMOTP, KOHCY/IbTAlMs) Bpaya 110 Jieue6Hoi pusKynbType
MOBTOPHBIV nauueHTy co CMA 5q mis oueHku 3¢dekTUBHOCTU peabunuTtauumu u
oIpeneseHVs] TAKTUKY JasibHeero gseuyeHus [20].

VpoBeHb  ybemuTenbHOCTM  pekoMmeHpanuii C  (YypoBeHb  JTOCTOBEPHOCTMU
IIOKa3aTeIbCTB — 5)

PekomeHayeTcsi 1ipueM (OCMOTp, KOHCY/JAbTalysl) Bpauda-dusmoTeparneBTa
nepBuYHbIi  maumeHty co CMA 5q [na  omnpepeneHus — TaKTUKU
dbusmorepamneBTryeckoro geuenus [20].

VpoBeHb  ybemuTesbHOCTM  pekoMmeHpanuii C  (YypoBeHb  JTOCTOBEPHOCTMU
IIOKa3aTeIbCTB — 5)

PekomeHayercsi 1ipueM (OCMOTp, KOHCYJAbTalysi) Bpada-dusmoTeparneBTa
MOBTOPHBIV  mauueHTy co CMA 5q [aa  omnpeneneHMsT  TaKTUKU
dbusmorepamneBTryeckoro geuenus [20].

VpoBeHb  ybenuTenbHOCTM  pekomeHpauuii C  (YypoBeHb JOCTOBEPHOCTU
JIOKa3aTebCTB — 5)



3. JleueHue

3.1 MegukaMeHTO3Hasl Tepanus

Meduxkamenmo3Has mepanus CMA 5q nodpasdensemcs Ha 08a HANPAeIeHUs:
IaTOreHeTHYecKas Tepamnus, HalpaBjaeHHas Ha Koppekiyio geduimra 6enka SMN,
M CUMITTOMAaTUYeCKas mepanus (KOppekyus omoeabHblX CUMNIMOMO8 3a00e8aHUs).

3.1.1 IlaToreHeTnyeckass MeAMKaMeHTO3Has Tepanms

Cywecmeyem HeCcKONMbKO Nnodx0008 K hamozeHemuueckoli mepanuu: npumeHeHue
AHMUCMBICTI08020 0JIUZOHYKTIeomuda (npenapam HYCuHepceM), eekmopa Ol 2eHHOl
mepanuu ons docmasxku 6 kjaemku zeHa SMNI1, moduguxamopa cnaaticuHea
(ceHemuueckoti  moduguxkayuu) 2eHa SMN2, yeenuuusarnwezo  3IKCNPeccur
NOJIHOpA3MepHbIX  (YHKYUOHATbHLIX — Oenkos  [56-58]. IIpenapam Ha  OcHoge
AHMUCMBICTI08020 OJIUZOHYKNIEOMUOA HYCUHepCeH OblLl 3ape2ucmpupos8ad s JieueHust
scex munos CMA e CIIIA 8 dexabpe 2016 200a, 0006peH 015 npumeHeHus 8 EC 8 mae
2017 200a, 8 Poccutickoti @edepayuu 3apezucmpuposat ¢ 2019 200a[58,59].

3.1.1.1 IIaToreHeTnuyeckas MeJuKaMeHTO3Has Tepanus nocie
maHudecTauyuy 3a001eBaHNUS

e PekomeHpayeTcsi IIpMMeHeHMe IIpelriapaTa HYCMHEpCeH BCeM IIallMeHTaM C
reHeTUYeCcKky MOATBepkIeHHbIM nuarHo3om CMA 5q c 2 u 6osee KONUSIMU reHa
SMN2 B KaueCcTBe OCHOBBI [TATOTeHeTMYEeCKO Tepanuu 3aboneBanus [60].

YpoBeHb yb6eouMTeNbHOCTM peKOMeHAanuii A (ypoBeHb JOCTOBEPHOCTU
JIOKa3aTesIbCTB — 2)

KommeHnTapum: 1 [OCTVMOKEHMS — NALVEHTOM  JIy4lllero  BO3MOXKHOIO
KJIVHUYECKOrO OTBeTa PeKOMEHJYeTCsl HauMHaTh [1aTOTeHeTUUYeCKYI0. Tepalnuio B
CaMblil KOPOTKUI1 CPOK I10C/Ie [TIOCTaHOBKM IyarHosa [61].

3.1.1.2 IlaToreHeTnyeckass MeAMKAaMEHTO3Has Tepanus A0 MaHudecTauuu
3a00/IeBaHUA

e PekomeHayeTcsl TIpMMeHeHMe TperapaTa HyCMHepCeH Ha JTOKIMHMUYECKONM CTagum
CMA 5q mamueHTaM C Te€HeTHMYeCKM ITOATBEPXKIEHHbIM IMarHo3oM C 2 wiu 3
Konusimy reHa SMN2 B KaueCcTBe OCHOBBI IaTOTeHEeTUUECKO Teparny 3a00/1eBaHMs
[62].

VpoBeHb  ybemuTesbHOCTM  pekoMmeHparuii C  (YypoBeHb  JTOCTOBEPHOCTMU
IIOKA3aTeIbCTB — 4)

e PekomMeHayeTCsl IpUMeHeHMe IpernapaTa HyCMHepCeH Ha OOKJIMHUYECKON CTaauu
CMA 5q nanyeHTaM C reHeTUUeCKM MOATBEePKIeHHbIM AMarHo3om ¢ 1 Komueit reHa
SMN2 B KauecTBe OCHOBBI ITATOT€HETUYECKOI Tepanuu 3aboeBaHus B CIydyae, ecin
y alyeHTa UCTUHHAs [IpeACcUMIITOMaTnyeckas craaus [63].



VpoBeHb  ybemuTeNbHOCTM  pekoMmeHpanuii C  (YypoBeHb  JTOCTOBEPHOCTHU
IIOKa3aTeIbCTB — 5)

KommeHTapumu: peiieHue o Tepanuu nauyenTa co CMA c¢ 1 komnmeii reHa SMNZ Ha
JOKIMHUYECKOV CTaauy IpUMHUMAEeTCs 10 YCMOTPEeHMIO Bpaya.

PekoMeHayeTcs TIpUCTaJIbHOE HAOMIOIEeHNMe 3a BO3HMKHOBEHMEM CUMIITOMOB Y
TallJIeHTOB C TeHeTUUYeCcKy MOATBepkKAeHHbIM aAuarHozom CMA 5q ¢ 4 wiu 6osee
KormusiMu reHa SMIN2 u ipuMeHeHue TperapaTa HyCMHepPCeH Imocie MaHudecTammn
TIepBbIX MMPU3HAKOB 3a001eBaHMsSI B KAUeCTBE OCHOBBI ITATOr€HETUUYECKON Tepannum
[63].

VpoBeHb  ybenuTenbHOCTM  pekomeHpauuii C  (ypoBeHb JOCTOBEPHOCTU
JIOKa3aTelbCTB — 5)

3.1.2. CumnToMaTuuyeckasi MeAuKaMeHTO3Has Tepanus

PekoMeHayeTcs TIpueM KalbliMsl IJMIOKOHATa™* M Kojekanblivdepona BceM
nanyedTaM co CMA 5q, ewin BbISIBJ€HbI NPU3HAKM OCTEONEHMM WMIM HU3KAs
KOHIIeHTpanusi BUTaMMHa D B KpOBU, OJ KOPPEKLUUM CHIDKEHUS TIJIOTHOCTU
KOCTHO TKaHu [64, 20].

VYpoBeHb  ybemuTesbHOCTM  peKoMmeHparnuii C  (YypOBeHb  JTOCTOBEPHOCTU
JIOKa3aTe/bCTB — 5)

Pekomenpayercsi tipueM 6OuchochonaTtoB Bcem mnamyeHtam co CMA 5q ewm
BbISIBJIEHbI IIPM3HAKM OCTEONEeHMM WIM YacTble TepeloMbl [Ji1 KOPPeKLuu
CHVDKeHMS TVIOTHOCTY KOCTHOM TKaHu [20].

VpoBeHb yOeaUTENBHOCTM pekoMeHgauuii C (YpOBeHb JOCTOBEPHOCTU
I0OKa3aTeIbCTB — 5)

PekoMeHayeTcsa IIpyeM IIperapaTtoB MHIMOMTOPOB IIPOTOHHOIO Hacoca mIjIsl
JeuyeHus1 ractpoasodarasbHoro pediokca (oMernpason™* u 33omenpason™®) Bcem
nanyeHTaMm co CMA 5q B COOTBETCTBMM C BO3PACTHBIMM ITOKA3aHMUSIMM, €CIU
BBISIBJIEHBI IIPY3HAKM COOTBETCTBYIOIIMX 3a00meBanmit [57].

VpoBeHb  ybemuTenbHOCTM  pekomeHpauuii C  (YpoBeHb  JOCTOBEPHOCTU
JIOKa3aTelbCTB — 5)

Pexomenayetcst TIpUMEHeHe OPOHXOAMIATUPYIOIIETO cpencTBa
KOMOMHMPOBAHHOTO (6eTa2-aipeHOMMMETHUK CEJIEKTUBHBIN + M-XOJIMHOBI0KATOP)
I HeOynaiisepHoi Tepanuyu TmainueHTam co CMA 5q 1pu  BbIIBI€HUMU
OpoHxocIa3ma Jjisl ero JMKBugauum [57].

VpoBeHb  ybemuTesbHOCTM  pekoMmeHparuii C  (YypoBeHb  JTOCTOBEPHOCTMU
IIOKa3aTeIbCTB — 5)

He pekomeHayeTCsl IJIMTENbHOE [IPVMEHEeH)e MYKOIUTUUYEeCKUX IperapaTroB [JIs
HeOysaii3epHoOii Tepanuu, 3% u 7% rurnepTOHMUECKOrO pacTBOpa HaTPus XJIopuaa y
naiueHToB co CMA 5q 13-3a OTCYTCTBMS TOKa3aTeIbHOV 0a3bl U B CBSI3U C PUCKOM
yCUJIeHUSI CeKPeTOPHOI Harpy3Kku [57].



VpoBeHb  ybemuTeNbHOCTM  pekoMmeHpanuii C  (YypoBeHb  JTOCTOBEPHOCTHU
IIOKa3aTeIbCTB — 5)

KommenTapum: Vcronb30BaHKue TUMIIEPTOHMYECKOTO PACTBOpa HATpuUsSl XJIOPUAA
6e3 TepameBTMYECKMX IIOKa3aHMI MOXET IIPUBECTM K Pas3KMKEeHUI0 ceKkpeTa
HOPMAaJIbHO¥ BSI3KOCTU U YCUJIEHUIO CEKPETOPHOM HATrPy3KM.

e He pekoMeHIyeTCsI SMIIMPUUECKUI ITpMeM aHTUOMOTUKOB nanyentam co CMA 5q
o751 TpenoTBpaileHus MHGEKUMOHHBIX OCIOKHEHMIT 6e3 Haauumusi OCOOBIX
TIOKa3aHui K aHTMOaKTepmaabHOt Tepanuu [57].

VpoBeHb  ybemuTesbHOCTM  peKoMmeHpanuii C  (YypoBeHb  JTOCTOBEPHOCTU
JIOKa3aTebCTB — 5)

KommeHnTapumn: B To ke BpeMs y mainmeHTOoB co CMA I m yacto 6Gomeroumx
naiueHToB Apyrux TUoB CMA c ouaramu xpoHuueckoi MHbeKIM paHee Havyauio
AHTUOVOTUKOTEpAIn npu MHOEKIMOHHbIX 3a601eBaHMSIX uMeet
MIPUHLUIIMATIBHOE 3HaUeHMe.

e PekOMEHAYIOTCS WMHBEKIMM OOTYJIMHUYECKOTO TOKCMHA TUIA A B CIIOHHbBIE
kese3pl mauyeHTam co CMA 5q, cTpamamomum OT TUIIEPCaaMBALIM, C IEIbIO
YMEHbIIIeHMS CTelIeHU BhIPasKeHHOCTH 3TOT0 CMMITOMA [65].

VYpoBeHb  ybemuTenbHOCTM  peKoMmeHparnmii C  (ypOBeHb  JTOCTOBEPHOCTMU
IIOKa3aTelbCTB — 5)

KommeHTapmu: nauyeHTam C rumnepcaayuBanmesi Takke IokasaHa caHalys I0JIOCTH
pra [66].

3.2 Xupyprudeckoe JjieueHue

Xupypeuueckoe neuenue nayueHmos co CMA 5q, e 0CHO8HOM, 3aknwuaemcs 6
8bINOJIHEHUU — KOPPEKMUpYowWezo  UHCMPYMEHMAJIbHO20 — 8Meamenscmed  Ha
N0380HOUHUKE, NOCKOJIbKY UCNO0Jb308aHUE opmonedudeckux u3deauti umeem
naniuamueHslli Xxapakmep u He no3gossem ocmauvosums degopmayuio. Ilayuenmam
mak e Moxcem nompeb6o8amuvcs Xupypeuueckoe emMeuiamesibCmeo 8 cés3u ¢ 601e6bim
CUHOPOMOM KAk Npu Namoyiozuu 0NnopHO-08U2amenvHol cucmemsl, maxk u 8 c8s3u C
nepenomamul.

e PekoMeHayeTCsI pacCMOTPeTb BO3MOXXHOCTb XMPYPTrM4eCKOro BMeIlaTe/bCTBa Ha
TT03BOHOUHMKe nanyeHTam co CMA 5q ¢ TskenbIM McKkpuBieHuem (yroa Kob6a mjist
60mb1107 KpMUBMU3HBI >50°) WM BBICOKOI CKOPOCTbIO IporpeccupoBanHusi (>10° B
rom) IJiT coxXpaHeHus OGajaHca TY/IOBMUINA, KOPpeKUuuu medbopMaiuyu TPYTHONM
KJIETKM U YITydIIeHusT 0611ero Kauectna sku3am [20].

VYpoBeHb  ybenuTenbHOCTM  pekomeHpauuii C  (YypoBeHb  JOCTOBEPHOCTU
JIOKa3aTebCTB — 5)

KommeHTapum: [Ipy TpUHSITUM pelleHUss O XUPYpPruyecKoM BMelllaTelbCTBe
PEKOMEH/TYeTCSl YUUTHIBATh CHIMKeHMe (YHKUMM IObIxaHus, aedopmainio pebdep,
runepkudo3, BIUsIHME Ha MOOWIBHOCTD M (QYHKIIMOHMPOBaHME TMalieHTa, HAaKJIOH



Taza ¥ aAucOGajaHC TYJIOBUIA. PeKOMEHIyeTcs OTIOKUTb  BBITIOJTHEHMUE
XUPYPruueckoro BMelaTeabCTBa y feTeil 10 4-X jeTHero Bo3pacra [20].

PekoMeHAyeTCs paccMOTpeTh BO3MOSKHOCTh MICIIOTb30BaHMSI He
MIPEISITCTBYIOIIEr0 POCTY MHCTpYMeHTapus Yy IamueHToB co CMA 5q c
He3aBepIIeHHbIM POCTOM CKeJleTa /il CTabuIn3auyy Mo3BOHOYHMKA [67].

VpoBeHb  ybemuTenbHOCTM  pekoMmeHpanuii C  (YypoBeHb  JTOCTOBEPHOCTMU
IIOKa3aTeIbCTB — 4)

PexkomeHayeTcs1 pacCMOTPETb BO3MOXXHOCTD BBITIOJIHEHUS 33[JHEr0 CIIOHAUIIONEe3a
C MCIIOJIb30BaHMEM TEXHOJIOTUM OUHAMMUYECKOV (UKcauuyu MO TUITY <«IBOVHBIX
CTepkHelt», TOMMCEeTMeHTHbIe KOHCTPYKIMM C win 6e3 ¢Qukcauum Tasa B
3aBYCYMOCTYM OT BOBJIEUEHMS Ta3a B CKOJIMOTUUYECKUI M3rnb y mainueHToB co CMA
5q o5 ucripaBieHMs CKeleTHBIX Aedopmannii [68].

VpoBeHb  ybemuTesbHOCTM  peKoMmeHparnmii C  (YypOBeHb  JTOCTOBEPHOCTU
JIOKa3aTeNIbCTB — 4)

PekomMeHAyeTCSI OCTaBUTb CBOOONHBIMM OOMH WM/IM JBa YPOBHS B
CpeqHeNnosICHUUHOM OT[esie 10 cpenHeil JuHuM y mnanueHToB co CMASqQ mpu
IJIAHMPOBAHUM OIEepalyy Ha TO3BOHOUYHMKE JIsI BBITIOJHEHMUS JIIOMOATbHBIX
ryHKkuuit [20].

VpoBeHb  ybemuTenbHOCTM  pekomeHpauuii C  (YpoBeHb  JOCTOBEPHOCTU
IIOKa3aTeNnbCTB — 5)

He pekomeHayeTcsi TMpMMeHEHMe CUCTEM JOMHAMMYECKON uKcanmum C
BO3/Ie/iCTBMEM Ha TO3BOHOUHMK uau pebpa (cokpam. VEPTR ot anmi. Vertical
Expandable Prosthetic Titanium Rib 1 ero anasoru) y mamuentoB co CMA5q c
1IeJIbI0 Koppekuuu nedopmaiyy pedbep IO TUITY <«CJIOXXEHHOTO 30HTa» BBUIY
HU3KOV 3P DEeKTUBHOCTM ITUX METOMOB [69].

YpoBeHb  ybOenuTenbHOCTM  pekoMmeHpanuii C  (ypoBeHb  JIOCTOBEPHOCTU
JI0Ka3aTeJIbCTB — 4)

PekomeHayeTcd  pacCMOTPeTbh  BO3MOXXHOCTb  XMPYPIMYECKOro  Jie4eHUs
HeCcTabMIbHOCTM Ta300eAPEHHOro CcycTaBa y nmamyeHToB co CMA 5q, cTpagamommux
oT 60sieBOTO CMHApPOMa, 1151 oberyenust 6omu [20].

VpoBeHb  ybemuTenbHOCTM  peKoMmeHmarnuii C  (YypOBeHb  JTOCTOBEPHOCTU
JIOKa3aTe/bCTB — 5)

PekomeHayeTcd  pacCMOTPeTb  BO3MOXHOCTb ~ XMPYPIMYECKOro  Jie4eHUs
KOHTpakTyp y maiueHToB co CMA 5q, cTpagaionmmx OT 60eBOro CMHApPOMA, IJIst
obsierueHus: 601u 1 yBenuueHus: oobema aBvkeHuit [20].

VpoBeHb  ybemuTenbHOCTM  pekoMmeHparnmii C  (YypOBeHb  JTOCTOBEPHOCTMU
JIOKa3aTe/bCTB — 5)

PekomeHayeTcsi  pacCMOTPETh  BO3MOXHOCTb  MHTPAaMEOY/UISIPHOTO WU
HAJIKOCTHOTO OCTEOCHHTe3a y naiueHToB co CMA 5q Ha aMOy/IaTOPHO CTaauy Ipu
nepeoMax IJIMHHBIX TPyOuaThIX KOCTEi, a Takke Yy IMAaIlMEHTOB, He CIIOCOOHBIX
CaMOCTOSITe/TbHO XOJUTh, NPU TepeaoMax 6eapa, Ojsi CTabMUAM3alM OTIIOMKOB U



BO3MOXHOCTe}l paHHell BepTUMKaliM3aluM, peadunIuTaumuu U  YCKOPEHUs
KoHconmupanuu [20].

VpoBeHb  ybemuTenbHOCTM  pekomeHpauuii C  (YpoBeHb  JOCTOBEPHOCTU
JIOKa3aTelbCTB — 5)

KommeHnTapum: IlepesomMbl BO3HMKAIOT y IaiueHTOB co CMA, He CIOCOOHBIX
CaMOCTOSITeJTbHO XOAUTh (paHHe M To3aHelt HeaMOYJIaTOPHON cTamuu), IMpu
HEe3HAuUUTEeJIbHOM TPaBMAaTUUYECKOM BO34elCTBUM, C HU3KOM HArpy3Koil Ha CKejeT
Ha (oHe orpaHMueHMs BepTUKaIM3alMM, OCTEOINOpo3a M BO3MOKHOTO debuiimuta
ButamuHa D. ITpu Beibope KOHCEPBATUBHOTO ITYTH JIEUEHMS C TUTICOBAHMEM CJIeAyeT
136eraTh IJIUTEIbHON MMMOOMIMU3AIIMN.

PekomeHAyeTCsI YCTaHABIMBATh TaCTPOCTOMY M KOPMJIEHME Uepe3 racTpoCTOMY Y
nainueHToB co CMA 5q mocie yCTaHOBJIEHMSI HEBO3MOXKHOCTM MPOIJIATbIBAaHUS
UL, TIPY OOMBIIOM PUCKe aCHMPalMOHHOTO CUHAPOMA M TPU HYTPUTUBHOM
HenocTaTouyHocTu [70].

VpoBeHb  ybemuTenbHOCTM  pekomeHpauuii C  (YpoBeHb  JOCTOBEPHOCTU
JIOKa3aTesbCTB — 4)

KomMeHTapum: [0 VYCTAaHOBKM TaCTPOCTOMBbI PEKOMEHOYeTCs BpeMeHHOe
KOpMJIEHME 4Yepe3 Ha30TaCTPaJIbHBbIA WIM HAa30€HHANbHbIM 30HI. Y MalMEeHTOB
CTapuiero BO3pacTa, y KOTOPbIX BO3MOXKHO IIpOBeIeHue CIMPOMETPUM, OO0
HaJIOKeHUsI racTpoCTOMbl pekoMeHayetcs onpenenenue ®XKEJI, kotopas nomkHa
6bITh He MeHee 50% OT MOKEeHCTBYIOIIE. BO3MOKHO 1 yCTaHOBKA racTPOCTOMBI
nipu 60see Hu3Kovi JKEJI, omHAKO PUCK OCTIOKHEHM OYIET YBEIMUMBATHCS, ITI0 Mepe
CHMKeHMs ToKa3arTesieli crimpomeTpun. CienyeT MTOMHUTb, YTO Y MALMEHTOB 10 7
netr wuccnegoBanue JKEJI u ®XEJI MoxkeT OBITH OIIMOOYHO, BC/IEICTBME
HeITPaBUIbHOM TaKTUKM AbIXaTeJIbHOrO MaHeBpa.

PekoMeHAyeTCS pacCMOTPETh BO3MOSKHOCTb BBIMOJIHEHUS (DYHIOIUIMKALMU 10
HucceHy (skesaTesibHO 3HAOCKOIMMYECKUM CIiocobom) marmeHtam co CMA 5q tum 1
OMHOBPEMEHHO C VYCTAHOBKOJ TaCTPOCTOMBI IIPM HAJIMUYMUM  OCIOKHEHMIA
racTpossodareaysbHoii pedUIIOKCHOM O00Je3HM U >KM3HEYIPOKAIOIINMX COCTOSHMIA
(arrHO3, 6pagMKapAVsi, acMpaIMOHHas MTHeBMOHMS) [71].

YpoBeHb  ybOemuTenbHOCTM pekoMmeHpaumuit C  (YpoBeHb  IOOCTOBEPHOCTU
JI0Ka3aTe/IbCTB — 4)

PekoMeHayeTcsI TOCTAHOBKA TPaxeoCTOMbI TeM MnaiyeHTam co CMA 5q, y KOTOpbIX
HeMHBa3WBHasI BeHTWISLMS JeTKUX HeJOCTaTOYHO 3(PdeKTHBHA WIX HeBO3MOKHO
1og06paTh MaCOYHbBIN MHTepdEC, AJIST OCYIEeCTBIEHNSI MHBA3MBHOM BEHTUJISILIUMA
nerkux [20, 72].

VYpoBeHb  ybOemuTenbHOCTM  peKoMmeHmanmii C  (ypoBeHb  JTOCTOBEPHOCTMU
IIOKa3aTeIbCTB — 5).

KommMeHTapum: PenieHne 0 nepexojie Ha TPaxeoCTOMY AOJDKHO OCYIIECTBIISIThCS C
YyUYeTOM MHTEpeCcOB IlaliMeHTa M CeMbM, KIMHMYECKOTO CTaTyca, IIPOTHO3a U
Oymymiero kKauecTBa >KU3HM. TpaxeocToMa He MO/KHA HAK/IAbIBAThbCSI TOJMBKO C
1IeJIbI0 CaHAIMM JIbIXaTeNbHBIX MyTelt. TpaxeocToMy CTaBsIT TOTAA, KOTAa pebeHOK
Hyxkpaercas B HUBJI ponpiie 18 uvacoB. Bompoc 0 BeHTUISILMM IIOCPELCTBOM



TPaxeoTOMMUM MOXKeT ObITh PAaCCMOTPEH B CTydyae YacThIX IMTHEBMOHMUIA Y JIesKaumx
MaleHTOB, OLHAKO CleAyeT UMeTb B BUIY, UTO 3TOT MOAXO[ He BCerna MPUBOIUT K
YAYULIEHUIO KauyecTBa KM3HU M YMEHBUIEHMIO KOJIMYecTBa rochuTaamsanuii. B
MI060M CTy4yae, TpPaxeoTOMMSI TTPOBOAUTCS B IUIAHOBOM IOpsiiKe (He B OCTPBIX
cutyanusx). [I[pyMeHeHMe TPaxeoTOMMUM Y CUIOSUYMX IALIMEHTOB He SIBJISETCS
OTpaBAaHHbIM.

3.3 Hoe n1eueHue

3.3.1. IueroTepanus

e PekomeHAyeTCcsl KOHCYJIbTallMsl Bpada-AMETONOra Kaxkable 3-6  MecsieB
nanyedtaM co CMA 5q paHHero AeTCKOro BO3pacTa U €KerogHoO - OCTaJbHbIM
nainyeHTaM JJ1s1 OLleHKM COCTOSTHUSI uTaHus neteit [20].

VpoBeHb  ybemuTenbHOCTM  pekomeHpauuii C  (YpoBeHb  JOCTOBEPHOCTU
JIOKa3aTelbCTB — 5)

e PekomMeHayeTCs1 pacueT KaJIOPUITHOCTU AMEThbI (KOPPEKLMS KAJIOPUINHOCTU TIUIIH,
MOTpe6IeHnsT KUIKOCTU, MAaKpO- M MMUKpO3JeMeHTOB) mauyeHtam co CMA 5q c
HapyLUIeHUSIMM HYTPUTUBHOTO CTAaTyca C 1[eJIbl0 KOHTPOJSI 32 YPOBHEM MUTAHUS
[73].

VpoBeHb  yOeouUTeNbHOCTM  peKkoMeHJanuit B  (YypoBeHb  TOCTOBEPHOCTU
IOKa3aTeIbCTB — 3)

KoMMeHTapumu: Ipyu COCTaBJAeHMM paliMoHa NuTaHus namueHtam co CMA 5q
OIIeHMBAETCsI TIOTPEOHOCTh B KaJIOpUSIX (C MTOMOIIBIO pacueTa pacxoja SHepTruu B
IIOKOE C KOpPpPEeKLMeN I0 YPOBHIO aKTUBHOCTU), MAaKpO- UM MUKPOHYTPUEHTOB U
Kugkoctv [73]. s pacdyeTa MUTAHUS MCIIONB3YIOT 00IMeE CTaHIAPTU30BAaHHbBIE
dbopmyibl [74].

e PekomeHpayeTcss wu3beraTb TrojomaHus y IauueHToB co CMA 59 mia
TIpenyTpeskaeHNs] pa3BUTHUS MeTaboaMueCcKux HapyieHuii [75].

VYpoBeHb  ybemuTenbHOCTM  peKoMmeHpanuii C  (YypoBeHb  JTOCTOBEPHOCTMU
IIOKa3aTeIbCTB — 5).

KommenTapum: y mnanyueHToB co CMA MOTryT pa3BMBaThCS MeTAbOIMYECKME
HapylIeHusl, 0COOEHHO TMPU HEOTIOXKHBIX COCTOSTHUSIX: MeTab0oNIMUYeCcKMii aIuio3,
HapylieHue oObMeHa JKMPHBIX KUCIOT, TUIEPAUNINAEMUS], TUIep- WIn
TUTIOTVIMKEMMSI, MbIIIeYHas] MUTOXOHApPUaAbHas AuchyHKUMS. HapyleHHbI’
MeTab0MM3M IJTI0KO3bl OTMEUeH Y HeKOTOPbIX MaiueHToB co CMA 1 oxkxupeHnem. B
cIydae OCTPbIX COCTOSIHMII HeOOXOAMMO 00ecreunTh afeKBaTHOe IOTpebieHne
XUIKOCTY, MMUHMMMU3MPOBATh [JIUTENbHOCTb TOJIONaHMs. B TeueHme 6 yacoB
npejJiaraeTcsl MuUTaHue, copepskailee Oenku. PeKOMeHAyeTCS KOHTPOIb YPOBHS
3JIEKTPOJIUTOB, IJIIOKO3bI U, IPY HEOOXOAMMOCTHU, TTPOBeleH e KOPPEeKIMUMA.

e PekomeHpayeTcss 1OmOOp OOIIEro TMOJOKEHMSI, a TakKke TOJOBbI M PYK IS
OOCTVSKEHMSI BO3MOXKHOCTM CaMOCTOSITETbHOTO IMTaHUS, B TOM UUCIE C
MICTIONIb30BaHMEM CIEeLMAIbHBIX TMpuUcocobnennit, nmauuentam co CMA 5q mias
yayutieHust 6esonacHocTy U 3pdexTuBHOCTY rioTanus [20].



VpoBeHb  ybemuTeNbHOCTM  pekoMmeHpanuii C  (YypoBeHb  JTOCTOBEPHOCTHU
IIOKa3aTeIbCTB — 5)

PekomMmeHayeTcs M3MeHeHMe KOHCUCTeHUMM IMUIIM B IIOAb3Y I10TYTBEpL oM
nauyeHtam co CMA 5q, crpajaouum aucdarueit, ¢ 1en1bl0 KOMIIEHCUPOBAHUS
’KeBaTeJIbHOM C1ab0CTM 1 YMeHbIIeHUS TPOJO/DKUTEIbHOCTY pueMa nuiiu [20].

VpoBeHb  ybemuTenbHOCTM  pekoMmeHpanuii C  (YypoBeHb  JTOCTOBEPHOCTMU
IIOKa3aTeIbCTB — 5)

KommenTapum: I'ycTbie KUIKOCTU Gosiee 6e30IacHbl B OTHOIIEHUM acIupannm,
yeM Oosee TeKyuue. PeKOMeHAYeTCs UCIIONIb30BaHMe 60Jiee MIOTHBIX MUTATETbHbIX
cmeceit, >kemeo6pa3Hbix GOPM MUINM, KUAKUX Iope. MOXKHO MCIIONb30BATh
crenyajabHble  3aryCTUTENM  SKMIOKOCTM  HA  OCHOBE  MajbTOIEKCTPUHA
ITPOMBIIIVIEHHOTO TTPOM3BOACTBA.

He pexomeHayeTcCsi MPUMEHSITb PYTMHHO CMeCUM HAa OCHOBE aMMHOKMUCIOT WJIN
BBICOKOTO TMApoin3a 6eska maimeHtam co CMA 5q s yiydiieHus HyTPUTUBHOTO
craryca [76].

VYpoBeHb  ybOemuTesbHOCTM  peKoMmeHparnmii C  (ypoBeHb  JTOCTOBEPHOCTMU
IIOKa3aTesIbCTB — 4)

KoMMeHTapumu: MOpeuMyllecTBO Ha3HAueHUs] aMMUHOKUCIOTHON GOpMynbl B
OT/IMYMe OT UCIOAb30BaHMSI MHTAKTHOrO Oesika mamyeHTam co CMA mepBoro roga
KM3HM, a Takke [AeTsIM, Ccraplie roja, MOoJydallUuM [OUTaHUe yYepes
Ha30racTpayibHbI 30HJ WM TacTPOCTOMY, He MMEIOUIMM a/ulepruu K Oenkam
KOpOBBbEI'O MOJIOKA, He SBJSIeTCSI NOKa3aHHbIM. [lMeTuuyeckue peKoMeHAAluu
OCHOBBIBAIOTCSI HA UHAMBUIYaIbHO TepeHOCUMOCTH.

PekomeHayeTcs1 KOPMJIEHME CITELVMATIbHBIMY CMECSIMMU [1J151 SHTEPaTbHOTO MUTAHUS
naiueHToB co CMA 5q, nonyyawiyuM KopM/IeHe yepe3 30H[, M racCTPOCTOMY st
obecreueHMs cOATAHCMPOBAHHOCTY MUTAHMSI II0 OCHOBHBIM ITMIIEBBIM BeIIECTBAM
[20].

VYpoBeHb  ybemuTenbHOCTM  pekoMmeHpanuii C  (YypOBeHb  JTOCTOBEPHOCTU
JIOKa3aTelIbCTB — 5)

Kommenrapun: CoBpeMeHHble CMeCM i1 OSHTEPaJbHOTO  MUTAHUS
c6ajlaHCMPOBAHbI TI0 COCTABY OCHOBHBIX ITMIINEBBIX BELIECTB - OEIKOB, KMPOB,
VIJIEBOIOB, COMAEPKaT BUTAMMHbBI, MAKpO- ¥ MUKPOHYTPMEHTbI. PasiauuHbl I10
KaJIOPMYECKOii TNIOTHOCTYU — TUIIO-, HOPMO- ¥ TUIIEPKAJIOPUYECKIE U COMEPSKaHMIO
6enka. CMecu s SHTEPAJbHOTO IUTAHUS TOAOUPAIOTCS WMHAMBUAYAIbHO B
3aBUCUMOCTH OT ITOTPEOHOCTEA.

PekoMeHAYIOTCS CMecH, coAepKalliye MullleBble BOJIOKHA, nauueHTam co CMA 5q,
CTpaJalonvx 3aropamu, st oonerdenus medexanym [20].

VpoBeHb  ybemuTesbHOCTM  peKoMmeHparuii C  (YypoBeHb  JTOCTOBEPHOCTMU
JIOKa3aTebCTB — 5)



KommeHTapum: [I7s1 KOppeKIIuu 3ali0poOB UCIIOIb3yeTCs KOMIUIEKCHBIM TTOAXO, C
MpOBeIeHNEeM MeTOoTeparuu; Mpu HeoOXOAMMOCTU - JIeKapCTBEHHONM Tepamnuu u
MEXaHNYECKOTO OMOPOKHEHMSI KMUINeUyHMKa. [Ipy HaIumuuu IUIOTHOTO CTyjia
IepopabHO Ha3HAYAIOTCS CJIa0MTeIbHbIE ITperapaThl C OCMOTUYECKUM JIeICTBUEM
Tperaparthl JaKTY/I03bl** (C mepuoma HOBOPOXKIEHHOCTM) MAM Makporonaa™ (c 6
MecsitieB). Ilombop [m[03 TMpenapaToB OCYIIECTB/ISIETCS MHAMBUOYAJIbHO [0
IOCTISKEeHUS KMHMYeckoro 3¢ dexra. IIpogo/mkKuTeIbHOCTD JTI€YEHMS: OT KyPCOBOTO

OO ITIOCTOSAHHOTIO ITpueMa.

PekoMeHayeTCs yCTaHOBKAa HAa30TacTpaJibHOrO 30HAA maimeHTam co CMA 5q c
HapylIeHUsIMM IJIOTaHMS A0 YCTAaHOBKM TaCTPOCTOMBI ¥  MOC/IEeAYIOIIero
TTOCTOSTHHOTO KOpMJIEHUMSI yepe3 TacTpoCTOMY Jisi MpOMWIAKTUKM acrupauyuu u
obecrieueHMs aleKBaTHOTO MUTaHusI [73].

VpoBeHb  yOeouUTeNbHOCTM  pekoMeHIanuit B  (YypoBeHb  TOCTOBEPHOCTU
I0OKa3aTe/IbCTB — 3)

PekOMeHyeTcsI KOPMJIEHME uepe3 Ha30TacTPalbHbI 30HA TKeI000IbHOrO
naiuenta co CMA 5q ¢ HapyleHUIMY TJIOTaHus Iyist TPOMUIAKTUKY acliupanyuy u
obecrieueHMst aleKBaTHOTO MUTaHusI [73].

VpoBeHb  yOEmUTENIbHOCTM  peKOMeHmaluii B  (ypoBeHb  JOCTOBEPHOCTU
IOKa3aTeyIbCTB — 3)

3.3.2. PeciupaTopHas noaaep;kKa

OyeHka u noddepika pecnupamopHoli (GyHKYuu OO0JIHCHbI UMeMb HAUBbICUIULI
npuopumem & gedeHuu nauueHma co CMA 5q. B nocnedHee 8pems npuHyun JjeueHust
Jie2ouHblx  nposeneHuti CMA 5q u3MeHWncss 0m  peakmueHozo hodxooa,
npedycmampueanujezo Hauaio meponpusmuti no ouucmke dbIxamenvHulx nymeti u ux
8EHMUIAUUU MOJIBKO NPU HAUYUU S8HbIX NOKA3AHULL, HA npodurakmuueckuti nooxoo ¢
8HedpeHUeM 3Mmux mMemodos mepanuu Ha 6ojee paHHux amanax 3abonesanus. Ilnau
JleueOHbIX Meponpusmuii onpedensiemcst Cneuuaiucmom no pecnupamopHoli mepanutu,
8 omeuecmeeHHOl Npakmuke 3Mo 0080JIbHO WUPOKULL Kpy2 PA3HbIX CNEYUAIUCMO8 —
8pauU-aHecme3uon02u-peaHuMamonozu, 8pauu-nyJibMoOHON02U, d mMakxe epauu-
HeeposiozUu U 8pauu-neouampsl, OpueHMuUpoB8aHHvle 8 80NPOCAX HEPBHO-MbIUIEUHDIX
3abonesaHuti.

Kniouesvimu npobnemamu, C83aHHbIMU C ObixamenvHoU cucmemoti y demeti co CMA,
aenawmcs cnedyrowjue: HapyuleHue OmxauliugaHusl, npusoosujee K Hed0CmamouHot
ouUCMKe HUMCHUX OblXameJibHblx nymeli om cekpema, 2un08eHMUAUUS 80 8PeMs CHA;
Hedopasgumue 2pyOHOUl KaemKu U JieeKux, Nno8mopHsle UHPeKyuu, Komopovle
ycunusawm MmolileyHyr caabocms. OCHOBHbIMU NYMSIMU PpeweHuss 2mux 3adau
A6JII0MCA  ouUCMKa OblXamesbHblXx Nnymeli U HeUHBA3UBHAS BEHMUNAUUS J1e2KUX
(HUBJI). Cnedyem cobnrodams 0CHOBHble NPUHUUNBL OUULEHUS 0bIXAMENbHBIX NYymeti:

Pyunsle u mexaHuueckue ecnomozamesibHvle Cpedcmea 80CCMAHOBNEHUS Kaullegol
(yHKYUuu pexomeHO08aHbl 0Nl excedHeBHO20 UCNONb308AHUSL Y 0osee MAXeNbIX
nayuenmos. Jluya, ocywecmensawoujue yxod 3a nayueHmom, 0oixcHul 0blmeb 00yUeHb!
n0J1b308AMbCS IMUMU CPeACMBamu;

Jluya, ocywecmenswoujue yxod 3a nayueHmom, OOJHCHbl Makxie 61ademv MexHuxol
yoaneHus Jlee04HO20 CeKpema, 6KIOUAs NOCMYypanvHolli OpeHax, u 0Oblmby



uHgopmuposaHsl 0 memodax KuHe3uomepanuu 2pyoHoli Kaemxu (OpeHupyrowuli
maccax);

JaHHble okcumempuu 81s10mMcs nokazamenem aggexmusHocmu mepanuu. Omcocol
Mozym Oblmb none3Hsl 01 yoaseHust cekpema nocjie mozo, Kak oKa3ama nomows
OMKAWNUBAHUU.

PekomMeHAyeTCsI OTCacblBaHME CAM3M M3 POTOIJIOTKM, HOCA ¥ BEPXHUX
IbIXaTeJbHBIX ITyTEI M UCIIOIb30BaHME MEXaHNUYECKOr0 MHCY(ISTOpa-acompaTopa
aexkauum mamueHtramM co CMA 59 u cupgsguumM nanmeHtam co CMA 5q ¢
pecrnmpaTopHbIMM HApPYIIEHUSIMU IJIs1 TIPOMUIAKTUKM JIETOUHBIX OCIOKHEHUI U
TUIIOBEHTUISILMY [57].

VpoBeHb  ybemuTenbHOCTM  pekomeHpauuii C  (YpOBeHb  JOCTOBEPHOCTU
IOKa3aTeNnbCTB — 5)

KomMmeHTapum: DieKkTpuyeckas acnupanyss M MCIONb30BaHue MHCydsTopa-
acrMpaTopa JO/IKHBI TMPOBOAUTBCS Y KaXAOro rmnaiyeHTa C Hedh@eKTMBHBIM
oTKalMBaHueM. OCHOBHble MeTOAbl APEeHMPOBAHMS MOKPOTHI [IJIsl JIeXKauuX WU
CUIOAYNMX TALMEeHTOB — 3TO COYEeTaHMe MCIO/Ib30BaHMS HECKOIbKUX MeTO[OB:
MeXaHMYeckoro  MHcyduisiTopa-acnupaTtopa  (OTKalUIMBATeNs) U PYYHbIX
KOMIIPECCUIM TPYLHOM KIeTKM WIM TOCTYPaJIbHOIO [peHa’ka B COYeTaHuu C
NeKTPUYECKUM  aCuMpaTopoM. Y  MaJIeHbKMX U  HEKOHTAKTHBIX [JieTel
peKoMeH/I0BaHbl MHCYQUISITOPbI-aCIMPaTOPbl ¢ GYHKLMEN TpUrrepa BOXa, YTOOBI
He TpaBMMpPOBAaThb JIerkue, eciau Takue [eTU 3aLepXMBAlT [bIXaHue U
CONIPOTUBIISIIOTCA  OTKAUUIMBaHMIO. OTHOCUTENBLHBIM IIPOTMBOIIOKAa3aHMeM K
MCTIONIb30BAaHMIO MHCY(ISITOpa-acmmuparopa SIBSIIOTCSI XpOHMUeCcKe 3aboeBaHus
nerkux (Harpumep, sMmdbusema). Mcmonb3oBaHue MHCYyDAATOpa-acoupaTopa B
TaKoi CUTyalluM [AO/DKHO OBITh B3BEIIEHO IIPOTMB BO3MOXKHBIX PUCKOB
ITHeBMOTOpaKca.

Ipyrue MeTombl TMPOOWIAKTUKMA TUMIOBEHTWISIMM (TIOCTYPaabHbBI [peHax WU
TIepKyCCMOHHBIN Maccaxk — cM. Pasmen 4. 1.1. PeadGuamrarims)

PekomeHayeTcs HeMHBa3MBHAsI BEHTWISLIMS C IBYXYPOBHEBBIM ITOJIOXKUTEIbHBIM
naBinenuem (BiPAP) Bcem manmeHTam co CMA 59 ¢ cuMmmnTomMamy OUCHYHKIUU
IbIXaTeNbHOM MYCKY/IATypbl IJISI TPOMUIAKTUKM TUIIOTPODUM TPYIOHON KIIETKHU,
o6neryeHust OIbILIKM ¥ 60PBOBI ¢ rMNIOBeHTMsIIMel [57, 72].

VpoBeHb  ybemuTeNbHOCTM  pekoMmeHpanuii C  (YypoBeHb  JTOCTOBEPHOCTU
IIOKA3aTeIbCTB — 5).

KommeHnTapumn: Pemenne 0060  ucnonb3oBauuyu ~ HUBJI  mpuHuMMaeTcs
VHIVBUIYATbHO B KQXXIOM KOHKpeTHOM ciaydyae. OHa 6e3ycJIOBHO Heob6XomyMma Ipu
Ha/IM4YUU TUTIepKaNHuM B AHeBHOe BpeMs. Hounas HUBJI ymeHbliaeT cMMIITOMBI
HapYIIeHHOTO ObIXaHMs BO BpeMs CHa U yiyullaeT KauecTBo xXusHu. HUBJI nomkua
KOMOMHMPOBATBHCSI C TEXHMKON OUMCTKM [AbIXaTeIbHbIX IyTeii. Vcmonb3oBaHue
HUBJI c Oonbloit pasHuileii OaB/JeHMII Oake B TeueHMe KOPOTKMX JHEBHBIX
IepuoAoB, MOXET VYAYUYIIUTb pa3BUTHE TPYOHON KIETKU U JIETKUX, a TaKxKe
YMeHbIIUTb Nedopmalio pedbep M TPyAMHBI Y JeXauux U CUASUMX TMAllMeHTOB.
O6s13aTesIbHO C/IemyeT TPOBECTM MHAVBUAYAIbHbIN Mombop macok myiast HUBIJL
ViHguBuayanbHbIii IMOOOOP MPOBOOUTCS II0 pPe3yabTaTy OCMOTpa pebeHKa C
BO3MOYXHOCTBIO BbIOOpA M3 HECKOJbKMX TUIIOB MAaCOK pa3HbIX pa3sMepoB C yUeTOM



aHaTOMMUECKUX OcobeHHOCTelt cTpoeHusi Jjuia. OO6s3aTelbHO WMeETb U
MCIIO0/Ib30BaTh MOMEpPeMEeHHO ABe pa3Hble MacKu OFHOBPEMEHHO, YTOObl CHU3UTH
PUCK pasBUTUS ITpoJieskHelt 1 nedopmaliym JuieBoro ckejaeta. TUI MacKyu 3aBUCUT
OT BO3pacTa pebeHKa, ero MpeaIlouTeHMIi M MHBIX 00CTOSITENbCTB. ONTUMMAaIbHO
MCIIO/Ib30BaTh ¥ HOCOBYID MAacKy, ¥ HOCO-pOTOBYI0 Macky. [Tombop mapameTpoB
HUBJI mosskeH OCYIIECTBSIThCS IO, KOHTPOJIEM TTOKa3aTesel ra3oooMeHa (HOUHasI
ITyJIbCOKCUMETPUSI, KallHOMeTpusl, KarmHorpadus mam ucciegoBaHue KUCTIOTHO-
OCHOBHOT'O COCTOSIHMSI U Ta30B KPOBU), C YUYETOM PabOThI JbIXaTeJbHBIX MBIIIL U
CyObeKTMBHOrO KomdopTa nauyeHTa.

He pexkomMmeHayeTcsi HeMHBAa3MBHAas MWMCKYCCTBEHHAsl BeHTWISALMUS JIETKUX C
noctosiHHbIM naBieHneMm (CiPAP) mnauuentam co CMA 5q ¢ cumMmnToMamu
IUCHYHKIMM IbIXaTeTbHOV MYCKYJIATypbl IJIsSI OOJerYeHus] OIbIIIKM U 6OpbOBI C
TUTIOBeHTUIsILMe [57].

VpoBeHb  ybemuTesbHOCTM  pekoMmeHmarnuii C  (YypOBeHb  JTOCTOBEPHOCTU
JIOKa3aTebCTB — 5)

PexomeHnayetcst obecreueHue pecrpaTopHbIMU MOHUTOpPaMU "
aHeCTe3MOJIOTMYeCKMMU cucteMaMmu (anmnapartamu BiPAP-Tepanun) manyueHTOB CO
CMA 5q c¢ cuMmnromamu JOUCHYHKIMM [ObIXaTeJbHOVM MYCKYIaTypbl IJs
OCYILleCTB/IEHMSI HEMHBA3MBHOV BeHTU/ISALMM JIETKUX Ha oMy [57, 72].

VYpoBeHb  ybemuTenbHOCTM  peKoMmeHparnmii C  (ypoBeHb  JTOCTOBEPHOCTMU
IIOKa3aTelbCTB — 5)

KommenTapumn: Ponyreny manyeHTOB JAO/DKHBI ObITh 00ecriedeHbl MeOUIIMHCKUM
000pyIOBaHMEM — MEIIKOM [IbIXaTeJbHbIM peaHMMAlMOHHBIM Tura AMOy, mpu
HeOOXOAMMOCTM 3JIEKTPOOTCOCOM C aKKYMY/ISITOPHOW ©OaTapeeit M wusgennem
MEeIUIIMHCKUM I ObIXaTelbHON Tepanuu (ammapatoMm BiPAP-tepanumu) npas
IIOMAaITHET0 MOHUTOPUPOBAHMSI pecnMpaTOPHbIX (QYHKIMIL. PoauTenu MOMKHbI
ObITh 0OYUEHBI ITPaBMU/IaM UX IPUMEHEHMS.

PekomMmeHayeTC HeMHBA3MBHAsl BEHTWISIMS JIETKUX B COYETAHUM C TEXHUKON
OUMIIEHMST AbIXaTe/NbHbIX IMyTel XOOSYMM M CUAsSIMm marnueHtam co CMA 5q B
OCTPBbIX CUTyalUUsX (MHQEKLMS ObIXaTe/JbHbIX ITyTei) C Iebi0 IPOPUIaAKTUKNA
pa3BUTUS OCJIOKHEeHUIE [57].

VYpoBeHb  ybemuTesbHOCTM  peKoMmeHpanuii C  (YypOBeHb  JTOCTOBEPHOCTMU
IIOKA3aTeIbCTB — 5)

KommenTapumu: Ewim B OCTPBIX CUTyallMsIX BO3HMKAeT HeOOXOIMMOCTb
npumeHeHus:t HYBJI, To momkeH GbITh PACCMOTPEH BOIIPOC O HAJIMUUM CPEICTB IJIsI
nposenenus HMBJI moma.

3.3.3. IlanamaTUBHAsI MeaUIIMMHCKass IIOMOIIIb

IMannuamusHas nomouib — NO0X00, Yeabio KOMopozo A6Jislemcs yayuuleHue Kauecmea
HUBHU NAYUEeHMOo8 U ujleHO08 UX cemell, OKa3aswuxcs nepeod JUYOM Y2pOarouiezo
HU3HU 3a0osesaHus. dma yeab docmuzaemcss nymem npedynpexcoeHus u obsezueHus
cmpadaHuii 61a200apsi paHHeMy 8bisl8JIeHUI0, MUWAMeNsHOU OyeHKe U KYNUpOoB8aHur
6onu U Opyeux ms20CMHBIX (QU3UYECKUX CUMNIMOMO8, a mMakxe OKA3AaHUuio
ncuxocoyuanvHoti u 0yxoeHoti noddepxcku [77]. I'masHas 3adaua naniuamueHol



nomowu — docmuxceHue, N000ePHKA, COXpAHEHUEe U NO0BbllUeHUEe, HACKOJIbKO MO
803MOXCHO, Kauecmea #u3Hu nayueHma. OOHAKo onpedenums, 4mo maxkoe «Kauecmeo
HCUBHU», MOXEm MOJbKO Cam nayueHm, Hyxoaroujutics 6 naniuamugHotli nomowu [78].
Baxcho He  npomueonocmaensime  akmuéHoe  (UHMEpP8EeHUUOHHOEe)  JleueHue
NAJMUAMUBHOL NOMOWU, a 83AUMHO UX OONOJIHSIMb.

Omcymcmeue KOHCeHCyca u Haaudue pacxoxo0eHuti 80 832110ax HA NAIUAMUBHBLU U
UHMepBEHYUOHHbILI nodxod K JjeueHuto nauueHmos co CMA npu3Haemcs 8 psde
Npo2pammHuslx OOKyMeHmos no daHHomy 3abonesamuro [79]. Ilpu omcymcmeuu
oonesHb-modupuyupyroweti  mepanuu  CMA, psd  cemeil  8ocnpuHumaiu
UHMepPBEHYUOHHBITI 1n00x00, 0COOEHHO Mmpaxeomomur, Kaxk coszdavue KoHpaukma
MeX0y Kauecmeom MU3HU U ee NPOOONHUMENbHOCMbI0, KAK NpooneHue cmpadauuti
nayuexHma e 6oavuleli mepe, uem obnezueHue 6pemeru ezo 3abonesarus [80]. Korcencyc
2aKcnepmos Obl1 docmuzHym 6 mom, umo npu éedeHuu NAyueHmos €O CNUHAILHOL
MbluleyHoli ampodgueti Heo6X00UMO NOJHOUEHHO 0003Hauumey Ons HUX Ouanas3oH
mepanesmu4ecKux 803MOMHOCMEL U KOPPEKMHO NpOoUuHGopmuposams, umo 8sl60p
NAUAMUBHOL UnU UHMepB8eHUUOHHOL noddepxcusaiowjeli mepanuu He 56Jsemcs
MOJILKO UL OUHAPHBIM 8b100pOM (8b100pOM 00HO20 u3 d8yx) [80]. Takum obpasom,
MexcoyHapooHas pabouas zpynna e 2007 200y He cMozna Nputimu K C02nAcuio 8
OMHOUWIEHUU NAIUAMUBHOU NOMOWU U MO2l1a MOJNbKO NPU3HAMb CyUulecmeeHHble
amuueckue npobsemsl, KOmopbsle OONHHbl YHUMbIBAMbCS NPU NPUHAMUU PeweHUsl 0
nomowiu 6 KoHmexkcme CMA, 6 OaHHbIli MOMEHM mMaxkxe ¢ yuemom nocjiedHux
mepanesmuueckux nodxodos [79]. Iocnedywwue nybaukayuu maxxe He npuseenu K
KOHCEHCYCy OMHOCUMENbHO CMAHOAapmos NALIUaAmMuU8HOl NOMOWU NPUMEHUMENbHO K
CMA [81].

Hanuuue 803M0OXHOCMU namozeHemuueckux memooos JieueHust daem cyujecimeeHHsle
OCHOBAHUSL O/ HAOeXO HA U3MeHeHUe NPOzHO3d, OOHAKO HeKomopwle npobiembl
Hy#Oaiomcs 8 dajbHelileM u3yueHuu, npexcde uem MoOxHO Oydem paspabomame
cmandapm  naanuamueHoli nomowju 6 omHoweHuu CMA [60], exknouas
HeoOx00UMOCMb PaA3sICHEHUS 3HAYEHUsl NAJIUAMUBHOU NOMOWU O NAUUEeHMOo8 Co
CMA [57]. MexcOyHapoOHbiMUu 3Kcnepmamu Npu3Haemcs, umo Kjawouesoll 3adauet
aensemcsi omkaz om oduxomomuueckoli modenu, Komopas npomusonocmasjisiem
aKmueHoe JieueHue 8 pamKax NALIUAmueHoll nomouwju, 8 noaws3y modeau 83aumMH020
dononHeHus [57].

PekomeHAayeTcs1 MHBa3MBHAs BEHTWISLMS jerkux mnamyeHtam co CMA 5q c
HaJIO)KeHMeM TpaxeoCcToMbl Tipu OTcyTcTBuM  3ddekra ot HUBI wnun
HEBO3MOKHOCTY ee OCYILeCTBIeHV )14 IToAAepyKaHys KM3HY NauyeHTa [82].

VpoBeHb  ybemuTesbHOCTM  peKoMmeHparnmii C  (YypOBeHb  JTOCTOBEPHOCTU
JIOKa3aTe/bCTB — 5)

KommenTapuu:  PelieHne  OTHOCUTENBHO  MCIOJB30BAHUS  TOJATOCPOYHOM
UCKYCCTBeHHOM BeHTunAuuu Jjerkux (MBJI) mpeprnosnaraetr CcomocTaB/ieHUe
MHOTOYMCIEHHBIX (PAKTOPOB «3a» M <«IIPOTUB», SIBJISIETCSI CYOBEKTMBHBIM U He
MOXeT IIPUHUMATBCSI CAMOCTOSITEILHO OJHOV CTOPOHO (TOJIBKO MalMeHTCKON Wi
TOJILKO BpauebHOIi). DTUYHBIM B [JAaHHOM CJlyuyae OymeT Takoil TMOAXOHd, Ipu
KOTOPOM YaCTHbIe MHEHUS U YOeskIeHMUs Bpaua MOTYT ObITh MpeACTaBIeHbl CEMbe
BMeCTe C IpelJIOKeHHbIMM BapuaHTaMu jeueHus [83]. Pe3ynbraTbl HECKOIbKUX
JICCTIeNOBAaHMI YKa3blBAalOT Ha CYIIeCTBEHHble pas3auuus B OTHOLIEHUU U



IIPaKTUMYEeCKOM II0[IXOJle Bpaueil K pecnupaTOPHON Mmoaaepskke nauyeHToB co CMA
1-ro tuna [84-85]. Ponutenu u npyrue auiia, OCyuieCTBSIONME YXO/I, CYMTAIOT, UYTO
Yy HMX [O/DKHO OBbITh IIPAaBO BbIOOpAa B TIOAb3y MM TIPOTUB MCITOJIb30BaHMS
MICKYCCTBEHHOJ BEHTWISIIMM JIeTKUX Ha AoMy. CTpecCc U BOJIHEHME Y pOOUTENeN B
TaKOil  CUTyalluM  BbI3bIBaJia  HeAOCTATOUHas Ioajepkka (¢puHaHCOBasd,
NICUXONIOTMYecKasi ¥ TmpakTuueckasi) [85]. HeobxonMmo mpu3HaTh, UTO, K
COXaJIEHMIO, B peaslbHO CJIOKMBILENCSI KIMHMYECKOM MpaKTUKe pellleHue O Havajie
MIVBJI MoskeT ObITh IMPUHSITO 0e3 cornacusi 3aKOHHBIX IpeICcTaBuUTeNell pebeHKa.
OTtcyrcTBMe MHGOPMMPOBAHHOTO BbIOOpA ¥ IMIAOJOHHBIN TIOAXOHA, K JIeYeHUIO
MPEISITCTBYIOT T[UVIAHMPOBAHUIO U  OTPAHUYMBAIOT BO3MOXXHOCTb MPUHSTUS
peweHuit [82].

PekoMmeHayeTCsI BK/IIOUEHME B IPOLLECC TNPUHATUS pPeLIeHUil M0 IalyIMaTUBHOM
ITOMOIIM Ha BCeX 3Tarax 3aboyieBaHMsI C TIPeNOCTaBAeHNEM ITOTHOM ¥ KOPPEKTHO
nHbopMauuyu poputeneit maiueHToB co CMA 5q mast Toro, 4roO6bl MOMOYb
3aKOHHBIM TIpefCcTaBUTeNSIM pebeHKa caenaTh MHPOPMUPOBAHHBI BbIOOD B MOb3Y
OKasaHus eMy Na/UIMaTUBHONM TMOMOIIM B COOTBETCTBUM C UX YOEKAEHUSIMU U
npennoytTeHusamu [83].

VpoBeHb  ybemuTenbHOCTM  pekoMmeHpanuii C  (YypoBeHb  JTOCTOBEPHOCTMU
IIOKa3aTeIbCTB — 5)

PexomeHnpnyeTcs oOkasaHue [OCTYIIHOM Ia/UIMATUBHOM MeOUIIMHCKOM IIOMOILIN
nauyentaMm co CMA 5q, KOMIUIEKCHO OCYIIECTB/ISIEMO COTPYAHUKaAMU
MeIMUVHCKMX  OpraHmsaumy M UMX  IOJpasfesleHui, OKa3bIBaOIIVX
CIIeLMaNM3MPOBAHHYI0 [MA/UIMAaTUBHYI0 MEOMLMHCKYIO IIOMOILIb JeTAM, B
peryyisspHOM B3aMMOJENCTBUM C CEMbeli IS 0becTiedeHnst TOTpebHOCTe N mayeHTa
1 er0 3aKOHHBIX ITpe/iCTaByUTeNelt Ha pa3IMUHbIX dTanax 3aboneBanus [57].

VYpoBeHb  ybemuTesbHOCTM  peKoMmeHparnmii C  (YypOBeHb  JTOCTOBEPHOCTMU
IIOKa3aTeIbCTB — 5)

KommenTapum: [layimaTvBHAS TOMOIIb MOXXET OKa3bIBaTbCS Ha BCeX IJTarax
BemeHus: manyeHta co CMA: Mpy MOCTAaHOBKE OMarHo3a, BO BpeMS IPUHSTUS
K/TIOUEBBIX TEPAIIeBTUYECKUX PENIeHUIA, TTPY BOSHMKHOBEHUM SKU3HEYTPOKAIOIINX
COCTOSTHUIA, a TaK)Ke B TEPMUHAIbHOI (ha3e 3a60/1eBaHMS.

PekoMeHAyeTCsI BK/IIOUEHME IIJIAHOBOW OIeHKM OO0/MM COIIAacHO —INKajaM,
COOTBETCTBYIOLIMM BO3PAacCTy M YPOBHIO HEPBHO-IICMXMUECKOTO Pa3BUTHS peGeHKa,
nauyeHtam co CMA 5q nyist mogbopa o6e36onmBanms [87].

VpoBeHb  ybemuTesbHOCTM  pekoMmeHpanuii C  (YypoBeHb  JTOCTOBEPHOCTU
IIOKa3aTeIbCTB — 4)



4. PeaOwanraumus

B Hacmoswee 8pems 00KA3aHo, umMo pezyiapHAs (u3uueckas mepanus U
peabunumayusi NAyueHmos cnocoOHbl U3MEHUMb KPUBYH eCclecmeeHH020 MmeueHUsl
CMA 5q: nossicums npodoNIKUMENbHOCMb U KA4eCme0 HU3HU NAyueHmos, yayuiiums
(PYHKUUOHANBHBILL U coyuanvHolli cmamyc. Peanusayus 3moti KoHyenyuu 803MOMCHO
MoJIbKO 8 (hopmame uesib- OpueHmuposaHHoli peabunumauyuu. Tak, peabunumayus
nayueimos co CMA 5q cmasum neped cob6oii cnedyowue uenu: yeeaudums
MOOUILHOCMb —~ NAYUEeHmMOo8; 3aMedNums Nnpozpeccuposadue ampoguii  Mwiliy;
npedomepamums paseumue 8MopUUHbIX 0pMoneouUecKUxX 0C0xcHeHuti. Lleau 0osxcHbl
cmasumcs Kak npu noscedHesHoli pabome ¢ pebeHKoM (peabunumayus o06pa3om
HU3HU — mozda 3mo cosmecmuass paboma @u3uueckozo mepanesma-Kypamopa,
podumeneii u uHozda camozo peberka) — 6osnee 00J120CPOUHbBIE Yeau, MaK U C KaHObIM
npuxodom pebeHKa Ha Kypc peabuaumauuu 68 peaburumauyuoHHslli yeHmp -—
KpamxocpouHble U 0MCpPoUeHHble UelU.

e [Ipouecc docmuceHuss NOCMAaseHHbIX yeJeli peabunumauuu onpedessem ciedyrouiue
3adauu:

* He donycmums (opMuUpo8aHus NPUBbIYHO20 NOPOUHO20 NONOMHEHUS KOHEUHOCmell U UX
cezmMeHmMo8, U, Kak cnedcmaue, paHHux KOHMpakmyp;

* 3aMeonums npouecc ampoguu muiuiy om Ge3deticmeus;

* npensmcmeosams dezeHepamueHoOMY YKOPOUEHUIO MbIULEUHBIX BOJIOKOH;

* NpoonuUMs PYHKUUOHANBHYI0 AKMUBHOCMb NAUUEHMO8;

* nNpensmcmensams pazeumu0 KOHMpAakmyp cycmasos KoHeuHocmeli;

* ygequUUUmMb NOOBUXCHOCMb NAYUEHIMO08 (COXPAaHUmMb/nosvicums 00seM U amniaumyoy
dsuxceHull);

* Jamb B03MOXHOCMb  (Pu3uosO2UUECKOMY pazeumurd U  (QYHKYUOHUPOBAHUIO
BHYMPEHHUX 0P2AHO8 U CUCIEM.

Memoowsl peabunumayuu CMAS5q denamcs Ha HemexHuuecKue (K HUM OMHOCAMCS
(usuueckas mepanusi: neueOHas GusKyabmypa, Maccaxic; pacmsxeHue moluy u op.) u
mexHuuecKue (opme3uposaHue U KOpcemuposaHue myaosuuwia u KOHeuHocmell),
BKJIIOUASL XUPYP2UUECKY0 KoppeKuu opmoneduteckux npobiem, npensimcmeyouux ux
pe3y/ibmamueHoMy  8bINOJIHEHUIO, a makxie Opyeue memoodsl (HaJOXKeHUe
LIMPKYJISIPHBIX TUIICOBBIX TIOBSI30K; pPOoOOMU3UPOBAHHASL MexaHomepanusi npu
3abonesaHusix nepugepuueckoli HepeHOU cucmemsl, NpUMEHEHUe  MPEeHAaIepos
peadbunumayuoHHsIX; N1asamse u usuomepanus).

IIpu nposedeHuu peadunUMayuoOHHbIX Meponpusmuii Heo6xXoouMo:

* cmapamecsi 8CMpoOUMb (PU3UUECKYI0 mepanuio U pezyasipHble YNPAXCHEeHUs 8
Nn08ceOHe8Hy akMu8HOCMb pebeHKa, Chopmuposams Ha UX 0CHO8e 00pA3 e20 HU3IHU;

* yyumoleams, umo OOMUHUPYOWUM CUMNMOMOM y demell s811emcs ycmanocms, a
3Hauum pacnpedensims pu3uuecKyo Hazpy3Ky Ha 8ecb 0eHb — «NOHEMHO2Y, HO UACIMO0»;

e udmu "Ha waz enepedu’ — cmasume yeau peabuaumayuu Ha Oauxcatiwiue HecKoabKO
Mecsyes 8neped C yuemom meKyuiezo CKeJemHO-MbluledH020 cmamyca nayueHma u
NpPOzZHO3UPYEMbIX YXYOUleHUL;

* B}CHO, UMO0Obl 8 N0BCEOHEBHOL HU3HU Y pebeHKa OblLU 3a0elicmeo8aHsl 8ce CKeslemHble
MblUYbl U HUKAKUE He 0CMAasaiucy 8 Ge3deticmauu.



Hexomopbie pexomeHOauyuu hno peabuaumayuu Hocam o6wuli xapakmep, U OHU
00JCHbL  Ocywecmenamoeca 011 8cex nauueHmos co CMAS5q. Ho, zoeops o
peabunumayuu nayueHmos co CMAS5q, 0onee 8epHboIM NOOX000M A6J]1€Mcs He
paHxcuposavue nauyueHmos Ha munst 3abonesavus (CMA I, CMA II, CMA III), a
pasoeneHue HA YHKYUOHANbHBIE KAACCHL (CM. 8bllle):

Jiexcauue (n030HAA Heamby1amopHas cmaous);
cudsauue (paHHAA Heamby1amopHas cmaous);
xo0suue (ambynamopHas cmaous).

JaHHas @yHKUuoHanvHas Kaaccuguxkauus no3eosiiem KOHKpemusuposams 3aoauu
peabunrumauuu 0ns onpedeieHH020 NAYUEHMA C YY4emoMm €20 803MOMCHOCmell (cm.
pasdenvt 4.1, 4.2., u 4.3. Huxce)

PekoMeHayeTcss oCMOTpP (KOHCY/IbTAlLMsI) Bpaua I10 JieueOHOoM (U3KyJIbType BCEM
namuedntTam co CMA 5q [ag cocTtaBjieHMsl IIaHA 3aHSITUI 110 JIe4eOHO¥
dbuskynapType [88].

VpoBeHb  ybemuTenbHOCTM  pekomeHpauuii C  (YpOBeHb  JOCTOBEPHOCTU
JIOKa3aTeNnbCTB — 5)

PekomeHIyeTcs OCMOTpP (KOHCY/IbTallysl) Bpadya-(u3nuoTepaneBTa BCeM MalyeHTam
co CMA 5q st cocraBieHust iaHa dusmorepanuu [30].

VpoBeHb  ybemuTenbHOCTM  pekomeHpauuii C  (YpoBeHb JOCTOBEPHOCTU
IIOKa3aTeNnbCTB — 5)

PekoMeHAYIOTCSl TpOLieAYpbl II0 afanTalyuy K YCIOBMSIM MaKpocCpeIbl BCeM
nauyeHtam co CMA 5q, uMeoUMM IBUraTelbHble HapylIeHMUs, OJIS MOBbIIMIeHNS
KauecTBa xxu3Hu [20].

VpoBeHb  ybemuTeNbHOCTM  peKoMmeHpanuii C  (YypoBeHb  JTOCTOBEPHOCTHU
ZIOKa3aTeIbCTB — 5)

KommenTapum: Heob6xomymbl MepoONpUSTHUS II0 ajamnTalyuy OoMallHeil (M mOp.
OKpYy)KaloIleit) OO6CTAaHOBKM [JIsi ObOecrieyeHMs] MaKCMMajabHON He3aBUCUMOCTU
TAIMeHTOB 3a CYeT 6€30IMaCHOCTM U AOCTYITHOCTY BCeX HEOOXOIMMBbIX MM CPEeZCTB.

PekomeHayeTcst jeyebHass GU3KyabTypa Npu 3aboneBaHUSIX mepudepuyeckoi
HEepBHOJ CUCTEMBI U CyCTaBOB BceM manyeHTaM co CMA 5q c Lenbio yBeIuyeHust
o6beMa M aMIUTATYIbI ABVSKEHNH Y TPOPUIAKTUKY Pa3BUTHUSI KOHTPAKTyp [88].

VpoBeHb  ybemuTesbHOCTM  pekoMmeHpanuii C  (YypoBeHb  JTOCTOBEPHOCTU
JIOKa3aTebCTB — 5)

KomMmeHTapum: BaxkHO 60pOThCS 3a COXpaHeHMe TeX NBUKEeHMUI, KOTOpbie eCTh y
pebeHKa B  HacTosiiee Bpemsi. IS 3TOTO  XOpOILIO  WMCIIOJNIb30BAaTh
KMHEe3MOTepaneBTMYeCKNii WUTPOBOJ TIOAXOJ, TIIpY BOBJIeUeHMM pebeHKa B
YIIpasKHEHMUSI.

PexomMmeHayeTCsI MacCax IPyIHON KIeTKU MeOULIMHCKUI BceM mauueHTam co CMA
50 ¢ pecnupaTOpHbIMM HapyUIeHUSIMUM U O TPOOUIAKTUKM JIETOUHBIX
OCIOKHeHUM U runoseHTUIsumMu [30].



VpoBeHb  ybemuTeNbHOCTM  peKoMmeHpanuii C  (YypoBeHb  JTOCTOBEPHOCTHU
JI0Ka3aTeIbCTB — 5)

KommeHnTapum: Maccak HOCUT NePKYCCMOHHBIN XapaKTep ¥ OCHOBHOI €ro 1Liejblo
SBJISIETCSI  JPEHMpPOBAHME  BEpXHUX  [ObIXaTeJbHbIX nyTeil. ExkemHeBHBIE
MepKyCCMOHHbIE MacCasky TPYAHON KIeTKM (IMOCTYKMBaHUS/BUOpAILMM TI0 XOOy
pacIpoCcTpaHeHUs] TPaxeoOpOHXMATbHOIO JepeBa OT HMKHMX OTHENIOB JIETKUX K
BEPXHMM) COYETAT C IIOCTYPaJbHBIM JIpPEHaXOM C 1IeJbl0 OTBeIeHUS
CKaIUIMBAOUIEeCI MOKPOTBI.

PekomeHayeTcst jiedebHast  GU3KyJAbTYypa ITIpM  3a00/€eBaHUSAX  BePXHUX
IbIXaTeJbHbIX MyTeil (KMHe3uoTepanus TIPYSHOM KIeTKU WU TOCTYpPaIbHBIN
IpeHax) BceM manyeHTam co CMA 5q ¢ pecrnupaTOpPHbIMM HapyIIEeHUSIMU U [JIsSI
MpOGMITIaKTUKY JIETOUHBIX OCIOKHEHU U runoBeHTWISIUMM [20].

VpoBeHb  ybemuTenbHOCTM  pekomeHpauuii C  (YpOBeHb  JOCTOBEPHOCTU
IIOKa3aTeNnbCTB — 5)

PekomeHAyeTCs1 MexaHOTeparnusi Mpyu 3aboneBaHUSIX Tepudepnveckoit HepBHO
cucTeMbl BceM maryeHTam co CMA 5q ¢ 1enbio yBeimyeHust oobemMa M aMIUIUTY/IbI
IOBVDKeHUI M TpOOWIAKTUKM Pa3BUTHS KOHTPaAKTYp [88].

VpoBeHb  ybemuTenbHOCTM  peKoMmeHpanuii C  (YypoBeHb  JTOCTOBEPHOCTHU
IIOKa3aTeIbCTB — 5)

KommenTapumn:  [laumeHTaM  peKOMEHAyeTCsl  TpoBefeHMe  pacTsKek,
COIPOBOXKIAAeMbIX JIeTKMM Maccakem (pa3orpeBaroliee eiicTBue). MuHMMaIbHAs
yacToTa 3aHSITUI OJISI PACTSDKKM M YBeJIMUEeHUsT 00beMa ABVDKEHWIA IJISl JIesKaumx
MaleHTOB COCTaBJIsIeT 3-5 pa3 B HeOeNo, IJIS CUASYMX IalyeHToB 5-7 pas B
Hememo. InTeNbHOCTh 3aHATUI Ij1s1 3(DGEKTUBHOTO PACTSDKEHUS U YBeIMYEHUS
o6beMa JOBVDKEHMS 3aBUCSIT OT KOHKPETHBIX MOTPeOHOCTel MmalyeHTa, COCTOSTHUS
CYCTaBOB U 1ieJieli peabMInTalNn.

PekomeHayeTcs jieue6HOe MyIaBaHue B 6acceitHe BceM mamyenTam co CMA 5q tun
2 1 3 njist obneryeHus: aBukeHmit [89].

VYpoBeHb  ybOemuTenbHOCTM  peKoMmeHpanmii C  (ypoBeHb  JIOCTOBEPHOCTMU
JI0Ka3aTeJIbCTB — 4)

KoMmmeHnTapum: 3aHaTus IlaBaHMEM I0JIe3Hbl U NMPUITHBI nanueHTam co CMA.
Bopa HeliTpanusyeT OeiicTBMe CUJIbl TPaBUTALIMM Ha Telo pebeHKa, YTO MO3BOJSIeT
eMy IIO-ZI[pyromMy IIOYYBCTBOBaTh CBOe Teno. I[lnaBaHue — xopoimias aspobHast
TpeHMpPOBKa. DTO BapuaHT akTtuBHOro JI®K mas pebenka co CMA. Kpome Toro,
IIJIaBaHMe MOBBIIIAEeT SMOLVMOHAIbHBIN (OH JIeTeil. MeTop He yMMeeT abCOMIOTHBIX
npotuBoIriokasanuit mpu CMA. PekoMmeHayeMas TeMIlepaTypa BOObI B 6acceitHe 300
- 339 (omTMMaJIbHbIe TeMIlepaTypHble paMKM [JisS HawIydliero meTtabonnsma
MbI). IlepBpie HECKOMBKO 3aHSATUI JOIKHBI IPOXOAUTD He TOJIBKO C POAUTEIISIMU,
HO M C MHCTPYKTOPOM, KOTODbIVi 00yuuT poputesneii. Ilepen KaskAbpIM 3aHSITHEM
HeoOXOIMMO OLIEeHUTh cOMaTuyeckoe Oarornonyuue pebeHka.

PekomeHayeTcs1 JieueOHass (U3KYJAbTYpa C MCIOAb30BaHMEM allllapaToB WU
TPeHaXXepoB IIpM 3aboeBaHUSIX mepudepmuueckoii HEPBHOM CUCTEMbBI BCEM



naiuedntTaM co CMA 5q paag 1moafepskaHusi JBUTATe/NIbHOM aKTUBHOCTM U
PO MIAKTUKY Pa3BUTHUSI KOHTPAKTYD [88].

VpoBeHb  ybemuTeNbHOCTM  peKoMmeHpanuii C  (YypoBeHb  JTOCTOBEPHOCTHU
II0Ka3aTeIbCTB — 5)

KommenTapum: [I151 1exaunx NalnMeHTOB BIIOJIHE MOXKeT [IPUMEHSThCSI TPeHaXep-
Bejiocurier, (BeJoTpeHaxep)

PekomeHIyeTcs 030KepuUTOTepanusi 3aboneBaHuit mepudepmuyeckoii HepPBHOI
cucteMbl naiueHtTam co CMA 5q ¢ popmupoBaHeM KOHTPAKTYP [Jis1 YMeHbIlIeHMs
CTerneHu ux BeIpaxkeHHOCTH [30].

VpoBeHb  ybemuTenbHOCTM  peKoMmeHpanuii C  (YypOBeHb  JTOCTOBEPHOCTMU
IIOKa3aTeIbCTB — 5)

PekomeHpayeTrcsi napaduHoTepanusi 3aboneBaHuii mnepudepuveckoil HepBHOM
cucremsl nanuentam co CMA 5q ¢ dopmupoBaHKeM KOHTPAKTYD [/ yMeHbIIeHUS
CTelleHy BbIpaKeHHOCTU KOHTPAKTyp [30].

VpoBeHb  ybemuTesbHOCTM  pekoMmeHpanuii C  (YypoBeHb  JTOCTOBEPHOCTU
IIOKa3aTeIbCTB — 5)

PekomeHAayeTCsI TpeHMpPOBKAa C OMOIOTMYECKOl OOpaTHOM  CBS3bIO  TIO
anmekTpoMmuorpabuu Tpu 3aboneBaHUSIX TepudbepuyecKkoit HEPBHON CUCTEMBI
(Muoctumyssaiusi) nauyeHtam co CMA 5q pjst mopaepskaHusi (GyHKIMOHATbHBIX
BO3MOXXHOCTe MbIiL [90].

VpoBeHb  ybemuTesbHOCTM  peKoMmeHmarnuii C  (YypOBeHb  JTOCTOBEPHOCTU
JIOKa3aTe/bCTB — 5)

PekomeHAyeTCsI MeXaHOTepamus ¥ pOOOTM3MPOBAHHASI MeXaHOTepamus Ipu
3a00/eBaHUSIX Iepudepnuueckoii HepBHOI cucTeMbl BceM manyeHTam co CMA 5q
1151 coxpaHeHMst oobema JByokeHmi [20].

VYpoBeHb  ybemuTenbHOCTM  peKoMmeHmarnmii C  (YypOBeHb  JTOCTOBEPHOCTU
JIOKa3aTeIbCTB — 5)

KomMeHTapum: s JiexXaunx IMalUMeHTOB MOXeT I[PUMEHSTbCS TpeHaXepbl
peabuUIMTaIMOHHbIe (BEJIOTPEHAKEp), IS CUASYMX TAlMEeHTOB - Habop
peabMIMUTAIMOHHBIX U3AeNNii IPYU HapYyIIeHUSIX ONOPHO-IBUraTeIbHOrO anmnapara,
neguaTpUYeCKuit U Apyrue TpeHaxkepbl peadMIMTALMOHHbIe, IJIST XONSYMX — BCe
BbIllle TIepeurcieHHoe TITI0C JOPOXKKa 6eropasi CTaHIapTHasE MeXaHuuyecKasi Uin C
3/IeKTPOINUTAHUEM.

PexkoMeHayeTCs HaJlOKeHMe UVPKYISIPHONM IMIICOBOM NMOBSA3KY nanueHTam co CMA
59 ¢ KOHTpaKTypamMy B KOJIEHHBIX M TOJIEHOCTOITHBIX CyCTaBaxX [JIsl yBeJlMUeHMUsI
ob6beMa nBukeHMi B HUX [20].

VpoBeHb  ybenuTenbHOCTM  pekomeHpauuii C  (ypoBeHb JOCTOBEPHOCTU
JIOKa3aTebCTB — 5)

KommeHTapum: OCOGEHHOCTM HaJIOKEHUSI IIMPKYJISPHOM TUIICOBOM TMOBSI3KU Y
naiyeHToB co CMA - rumncoBaHue KOPOTKMMMU KypcaMu (Ha 5 mHeit uepe3 2 gHS).



¢ PekoMeHAYIOTCA YCIYyTM 110 MEOMLMHCKOM peabunuTauuu aeTeiri ¢ Helipo-
OpTOIleAMUECKOi MaTojIorueii MeTogamMm J1eueOHOro TenmMpoBaHus alyeHTaM co
CMA 5q i 3 ¢ 11e/1bI0 YMEHbUIeHUST Harpy3Ky Ha MbILILbI [91].

VpoBeHb  ybemuTesbHOCTM  pekoMmeHpanuii C  (YypoBeHb  JTOCTOBEPHOCTU
IIOKA3aTeIbCTB — 4)

KommeHnTapum: [laHHas MeTOAMKA MOXeT UCIIOAb30BaThCs v geteil co CMA. Teiin
criocobeH TMpPUHMMATh Ha cebs 4YacTb HArpy3kuM MBIIIIbI, TeM CaMbIM [aTb
MIOYyBCTBOBATh IMAIMEHTy paboTy cBoeii MbIbl. [IpefmnoureHne OTHaeTCS
MOHOTENTIMPOBAHUIO (TEMTIMPOBAHMIO OJTHOV KOHEYHOCTM), UTO TTO3BOJISIET PEOEHKY
«COCpeqOTOUYUTHLCSA» HAa KOHEYHOCTM, II0OYYBCTBOBATb MBIIIEYHBIA TPUITEDP
TeMIIMPOBAHHO KOHEUHOCTU.

4.1. PeaOunuranuda jekauyux nanyieHToB

OcHOBHOE nonoxeHUe IMUX NAUUeHMo8 8 JOMAHUX YCI08USX — NOJIOMCEHUE «JIeX(a»,
Komopoe O0NnacHo (opMuUpoBaHUeM NPUBLIUHBIX (3ANOMUHAIOUWUXCS) NOPOUHBIX
yCMaHoB80K KOHeuHocmell U ux cezMeHmos 8 eudy delicmeus Cui zpasumayuu Ha
KOHEYHOCmu U omcymcmeusi cnocooHocmu nayueHma K aHmuepasumayuoHHsIM
08UXCEHUSIM, A MAKM#e 803HUKHOBEHUEM OCloxHeHull. Tak, xapakmepHasn 01 Makux
demeti (8 cuny crabocmu Mouiwiy-addykmopos 0edep) no3a <«lexa Ha ChuHe cC
NoBEpHymMuIMU  Hapyx#cy 0Oedpamu» chocobcmeyem He MOJNbKO (HOpMUpPOBAHUIO
napaiumuyecKux 8bl86UxX08 ma3o0eopeHHbsIX CyCmasos, HO U 803HUKHOBEHUID MSIHETbIX
npoJsexcHeti Ha Gonvluux eepmenax 6edep. OueHs 8aXMCHO 8 IMOM KOHmMeKcme, umoobol
nosoxeHue pebeHKka 6 nocmenu u Ha 60l dpyzoli nosepxHocmu  6bvLIO
(PYHKYUOHAIBHO 8bI200HBIM U Npedomepauiano 803MOXHOCMb peanu3ayuu NOPOUHbIX
YCMAaHoB80K U ux ocnoxcHeHuti. C 3moli Uenvld PeKOMEeHOYHMC Uacmele CMeHbl
NoJIO}eHUs mend 8 nocmesu; UCNOJIb308aHUe NOOPYUHBIX Cpedcme, Komopwle Mozym
J1e2zKO U3MEHSIMb €80 (POpMY U NPUHUMAMb 8eC KOHEUHOCMU Ha ceOs, meM CamblM
uMumMupys aimuzpasumayuoHHoe oeilicmeue (Hanpumep, Mampac, HANOJHEHHbLII
npocom). Cmumynsayusi noecedHesHOll aKmMueHOCMU: uzpbl U Opyzue axkmugHble
3aHamus KAk C UCNO/Nb308AHUEM CNEYUAIbHbIX NpuchocobneHull (Hanpumep,
obiezueHHble UZpYWKU), maxk u 0e3 Hux OOJHCHbl NPUMEHAMbCS 8 MAKCUMAIbHO
803MOMCHOLI CIeneHu.

Lenu pea6w1umauuu Jiexcadux nayueHmoes:

e ygenuueHue 00seMa U amnaumyosl AKMUBHBIX/NACCUBHBIX OBUMNEHULI 8 JIOOM
cezMeHme meJsid u KOHeuHocmeti;

* yaIyuuleHue cmeneHu KOHMPpOJA 20J108bl/08UNCEHULI 8 MPAHCEEP3AIbHOL NJIOCKOCMU 8
NOJIOMEHUU «J1eXa HA CNUHEe»;

* YayuuleHue PYyUHOU MAHUNYAAUUU;

e co3daHue ycnosuli 01 pazeumusi U HOPMAJIbHO20 (YHKUUOHUPOBAHUS BHYMPEHHUX
0p2aHo8;

* 3amednieHue pa3sumuis UCMUHHbIX ampouii mbiuiy u ampodguti 6e3deticmeust;

* paspabomka cycmasos u NpopuIakmuka o6pasosamus KOHMpPakmyp.

4.1.1. HeTexHUYeCKMEe METOAbI PEAOUINUTALINHY JIE)KAUMX MAIMEHTOB.



e PekomeHayeTcsl yNpakHeHUs] JieueOHOM (UKYAbTYpbl C MCIOIb30BaHMEM
MO/IBECHBIX CUCTEeM JeXXauuM nauueHTa co CMA 5q ¢ 1enbio yBennueHus: oobema u
aMIUIUTYIbI ABVOKeHWMI 1 TPOOWIaKTUKM Pa3BUTHUS KOHTpaKTyp [20].

VpoBeHb  ybemuTeNbHOCTM  pekoMmeHpanuii C  (YypoBeHb  JTOCTOBEPHOCTU
IIOKa3aTeIbCTB — 5)

Bo Bpemsi 3aHSTMII (PU3MUeCKOil Tepamueit C JiekauMMy TalyeHTaMUu YI0OHO
UCIIO/Ib30BaTh PEe3MHOBbIE WM TPSIIMUYHbBIE JIEHTBI [JIS1 IOABEIINBAHMSI CEIMEHTOB
KOHeuHocTeli. Takoii crioco6 MOoAXOANUT AJIsl MIPUMeHEHMsT KaK Ha BepXHUX (TU1eun),
TaK M Ha HMWKHMX KOHEUHOCTSX (Oempo-KojeHO-To/neHb). Hampumep, mis
coxpaHeHMs1 (YHKIMOHAIbHOI aKTUBHOCTM BEPXHUX KOHEUHOCTeN MOKHO
JICIIO/Ib30BaTh MeTO[, VYCTPaHeHUs] Cul TpaBUTALMUM IIyTeM IIOLBeLIVBAHUS
IIPOKCMMAJIbHBIX CEerMeHTOB BepXHMX KOHEYHOCTel) Ha JIeHTaX, TeM CaMbIM
obecrieu’B BO3MOXKHOCTb BMKEHMII BCell BepxHeil KOHEUHOCTM U, KpoMe TOTo,
S9TUM [IOTIOJIHUTbh IMAaTHOCTUUYECKUIA ITOMCK «paboTalomyx» MBbIII] B IITyOOKO
IIAapeTUYHOM CermMeHTe BepxHell KOHEYHOCTU (TaK, IOABEILIeHHbIM Ha JIeHTe
IJIeYOM pebeHOK MOKEeT JBUTaTh, HAIpMMep, B TpaHCBep3aJbHOI/(GPOHTATBHO
TIJIOCKOCTSIX, UTO TTOMOTaeT OOHAPYKUTh «KMBBIE» TIOPIIMM MBIIII, YACTO Ha TIjIeye
9TO MOPLMU AEJbTOBUAHBIX MBIIIIL). ITOT Xe CII0COO roMoraeT 0b6ecreunuTb Urpy
WM MaHMITYJSIIMIO PYKOM (HampuMmep, IJisl XKecTa «yKa3blBaHUsI» MpuU paboTe C
KapTOuKaMMn).

4.1.2 Texuudyeckue MeToabl/cpencTBa peadomwmuranuu (TCP) jekaumx
ManyeHToB.

JIna  docmuiceHuss NOCMaeseHHbIX Uesell peadbuaumayuu UCnonb3yemcs cmpozas
NpUBEPHEHHOCMb NPUHYUNAM NOCMYPANIbHO20 MEHEOHMEHMA, KOMOopblli 8Kouaem 6
cefs nNpasusibHoe NO3UYUOHUPOBAHUE (8 NOJIOMEHUU <«CMOsS» - eepmuKanu3ayus,
makxe npebvieaHue 6 meueHue OH 6 NPABUILHOM NOJIOMEHUU «CUds») U
opme3uposaHue myao8ulld U KOHeuHocmeri.

PekomeHayeTcs BepTUKaIM3alus jexaunx mainueHToB co CMA 5q c 1enbio
NMPpOPUIAKTUKM OPTOMEAMUECKMX OCIOKHEHMII OCHOBHOTO 3aboyieBaHUSI U
cosmaHus  (GU3MONIOTUUECKUX  YCAOBUIT  JII  HOPMAaJIbHOTO  PasBUTUSI U
(GYHKUMOHMPOBAHMS BHYTPEHHMUX opraHoB [20].

VpoBeHb  ybemuTeNbHOCTM  peKoMmeHpanuii C  (YypoBeHb  [TOCTOBEPHOCTHU
IIOKa3aTeIbCTB — 5)

KoMmmeHnTapum: BepTukanmsauys maiyeHTa B Orope AJ1s1 CTOSIHUSI peKOMeHAyeTCsI
CyMMapHO He MeHee 1 yaca B JieHb B 3aBMCMMOCTHU OT BO3MOXHOCTel pebeHKa. st
MalMeHTOB, KOTOpble HUKOTJA He MOIJIM CUIETh, MOXeT ObITh peKOMeHJOBaHa
BepTUKa/IM3alLMsl, HAUMHas C Bo3pacTa 14 mecsies.

PekoMmeHayeTcs peabunTalMIOHHbIE U aJaniTUPOBaHHbIE JJIs1 MHBAIUIOB U3Ie/INST
(3aHe-OMOpHbIE OMOPbI AJISI CTOSTHUS C BO3MOKHOCTbIO HAKJIOHA OT 90° o 1800),
nexxaunm maryenTa co CMA 5q s 6e30macHOro M KOMGOPTHOTO pa3MelleHus U
BepTUKaIM3auu pebenka) [92].

VYpoBeHb  ybemuTesbHOCTM  peKoMmeHparnmii C  (YypOBeHb  JTOCTOBEPHOCTU
IIOKa3aTeNbCTB — 4).



KommeHnTapum: Omopbl [y CTOSHUSI [JO/DKHBI MMeTh (DYHKIMOHAJIbHBIN
TOATOJIOBHUK, oOecreuMBamIuii OOKOBYI M TMepeqHe3agHIO CTaOWIM3alnio
TOJIOBbI ¥ He OTPaHMUMBAIONIMII BO3MOXKHOCTM IBUKEHMSI TOJIOBOV; (UKCATOPbI
KOpIlyca Ha ypOBHe Ipyayu U Tasa; GUKCcaTOpPbl HMKHUX KOHEUHOCTEeV Ha YpOBHe
HIDKHUX TpeTei 6efep 1 KOJIEHHBIX CYCTABOB; ITOACTABKY JIJISI CTOII C PEryJIMpPOBKOIi
10 YIJIy HAKJIOHA; IPUCTAaBHOM CTOMUK. HemManoBaskKHBIM [JISl JieKauuX IaleHTOB
SIBJISIETCSI BO3MOXXHOCTb BepTUKaIM3alMM B OMOpe [JIS CTOSSHUS B TIOJIOKEHUU
"pa3BelleHHBIX Oemep" (IOIMOMHUTEIbHASA (QYHKIMS Yy OMOP [IJISI CTOSIHUSI), 4YTO
TOBbIIIAET KOHTPY3HTHOCTb CyCTaBHBIX TIOBEPXHOCTEI, CII0COOCTBYET
dbopMMUpoOBaHMIO Ta306eIpeHHbIX CYCTaBOB, nmpoduaakTuKe BBIBUXOB
Ta300eIpeHHbIX CYCTaBOB.

PekOMeHAYIOTCA OpTe3bl Jid KOHEYHOCTeli ¥  TYJIOBUIIA, a TaKke
crenyaanM3MpoOBaHHbIe ¥ aalTUPOBAHHbIE JJISI MHBAJIMUIOB MPUCIIOCOOTEHMS IS
MTO3UILIMOHMPOBAHMUS (CUCTEMBI IJISI OPTOCTATUUYECKON TTOAIEPsKKY, BKIOYAIOIIE B
cebst BanmuKky, hOpMOBaHHbIE TOAYIIKM Pa3IMUHON KECTKOCTU M KOHPUIrypauumu,
UTPYIIKK) Jiexkauum TauyeHtam co CMA 5q ¢ 1enbio mpuaaHus MPUIIOTHSTOTO,
(GYHKIIMOHAMBHOTO TIOJNIOXKEHMSI C HeoOXomuMoil ¢ukcauyeit TyJIoBUIIA U
MOJIIeP>KKOI TOMOBBI U [JISl TTOOYKIeHMsT pebE€HKa K JBUTATeTbHOI aKTUMBHOCTU
[92].

VYpoBeHb  ybenuTenbHOCTM  pekomeHpauuii C  (ypoBeHb JOCTOBEPHOCTU
JI0Ka3aTe/IbCTB — 4)

KommeHnTapum: Opre3sl IPeICTaB/ISIIOT  cO00Ji  TeXHUYecKue  CpecTBa
peabwIMTaIMy, UCIIOIb3yeMble IJISI MU3MEHEHUST CTPYKTYPHBIX U (PYHKIIMOHATbHBIX
XapaKTEePUCTUK HEPBHO-MbIIIEUHOM U CKEJIETHBIX CUCTEM U OOecIieuuBaloliue, B
3aBUCUMMOCTM OT MEOMIMHCKUX II0Ka3aHMii, OPTOIeOMUECKYI0 KOpPPEeKIIUIo,
pasrpysky, puKcaluo, akTMBU3aIMI0 ABUTATEeIbHBIX QYyHKIMII. CyMMapHOe BpeMs
HaXOXIeHMs B opTesax g0 8-12 yacoB B JeHb. MUHMMaJIbHAs YaCTOTA IPUMEHEeHNS
OpTEe30B IJIS JIeKauMx IMalyeHTOB — 5 pa3 B Hememo. PuKcauusi rPyIHON KIETKU
PEKOMEHIYeTCST IJiSI CTAaOMIM3aluy ITOJIOKEHMsSI, TPOGWIAKTUKM CKOJIMO3a U IIJIS
CTUMYJISIIVY (PYHKUIMOHA/IIBHOM aKTUMBHOCTMU. OUKcaIMs 1€y YacTO MCIIOIb3yeTCs
IS TIOAAEPKKM TOJOBBI IJII MMHMMM3ALMM PUCKA YAYIIbSI B BEPTUKAIbHOM
MOJIOXKEHMM, TaK KakK (QYHKIMS KOHTPOJS TOJOBbI YacTO OTCYTCTBYET WU
ocyabeHa.

PekOMeHAyIOTCSI Kpeciaa-KOMSICKM C PYYHBIM IIPUBOAOM C JOTIIOJTHUTEIbHOM
dbukcanmeit (IMoamep>kKKOi) TOJOBbI M Telda, B TOM umciae Aias O6ombHbIX [IIITI,
MPOTy/I0YHbIe (OJI1 WMHBAIUOOB U JeTel-MHBAIUIOB) CUOSUMM U JIeXKAUyUM
namyenTam co CMA 5q my1st obecrieueHust obmieit Mo6uabHOCTH [92].

YpoBeHb  ybOenuTenbHOCTM  peKoMmeHfanuii C  (ypoBeHb  JIOCTOBEPHOCTU
JI0Ka3aTe/IbCTB — 4)

KommenTapum: [Ii91 MOOMIBHOCTM M  TPAHCIIOPTUMPOBKM  PEKOMEHIYETCS
UCIIONb30BaTh KpewIa-KOASICKM C PYYHBIM T[IPUBOLOM C [OIIOJHUTEIbHON
dbukcaimeii (moaaepkKoii) TOJIOBbI U Tejla, KOMHATHbIE U MPOTYJIOUHbIE U Kpecia-
KOJSICKM C JOIOJHUTEIbHON (QuUKcammein (MOOOepskKKOii) TOJMOBbI M Tejla C
anieKTpornpuBogoM. OHM M3TOTaBAMBAIOTCS MHAMBUAYAIbHO IO OOBEMHOI
TPEXMEpPHOJ MOZenyu 3aJHeil IIOBepXHOCTU Tejla, 3TO - JIO)KeMEHTHI,
yCTaHOBJIEHHbIE Ha KOJIECHYIO 6a3y Kpecia-KOJSICKM COOTBETCTBYIOIIEro pa3Mepa u



HasHaueHusi. Ilpu mopbope Kpecia-KOMSICKM U GYHKIMOHAABHOTO Kpecia
CHeLMaIUCT OOJKEH Y4ecTb HeOoOXOAMMOCTb HOTONHUTENbHBIX 3JIEMEHTOB [
NoAIepsKaHus peKOMeHyeMO IT03bl ¥ BHECTU 3TO B PeKOMeHJaluy 110 U3LeNNI0.
CnemgyeT y6emuTbCcs B MaKCMMAa/IbHOM (YHKIMOHAIbHOVW HE3aBUCUMOCTU U
KOMGbOPTHOCTY MTPeObIBaHMS B Kpecie-KOJIsSICKe.

PekomeHAyeTcs1 TTpeObIBaHME B ITOJIOKEHUM «CUAST» JekauuM Tanyenta co CMA
5q ¢ menbio MpoPUIAKTUKY OPTONEAUUECKMX OCTIOXKHEHMII OCHOBHOTO 3a00/1€BaHMSI
M co3maHusl (U3MOJIOTMUECKUX YCIOBUIA I HOPMAJIbHOTO PasBUTUS U
GYHKIMOHMPOBAHMS BHYTPEeHHMUX opraHoB [20].

VYpoBeHb  ybemuTenbHOCTM  peKoMmeHmanmii C  (ypoBeHb  JTIOCTOBEPHOCTMU
IIOKa3aTelbCTB — 5)

KommenTapum: [I1s1 mpeObIBaHMS B TTONOXKEHUM «CUJIST» VICTIONb3YIOTCST OTIOPBI ST
CUAEHUSI WAM Kpecaa-KOMsSCKM KOMHATHble C J[IOMOJHUTENbHONM dukcaumet
(monmepkKoi) ronoBbl M Tena. Takke IIOJIOXKEHME «CUIS» B TeyeHue [HS
OOCTUTAaeTCsl TpebbIBaHMEM B TIPOTYJIOYHOM Kpecie-komsicke. CupeHue B
TEXHUYECKOM CpeLCTBe [OO/DKHO IIPOBOAMTCS B TYTOpaX Ha TOJIE€HOCTOIHbIE
cycraBbl. [IpebbiBaHMe B MPABWJIbHOM IIOJIOKEHUM «CUAS» PEKOMEHIOBAHO
CyMMapHO 10 6 4acoB B [1€Hb.

B KayecTBe [OMOMHUTENbHbIX (QYHKLMS B CpeACcTBe [Jisl CUIEHUS HOOJIKHBI
BBICTYNATh: (QYHKIVMOHAJIbHBIN ITOATOIOBHMUK (JIMOO IMO3UILIMOHUPOBAHME TOJIOBBI C
IIOMOIIbI0 TeTaM I[NnccoHa), obecreuMBamwIIMii OOKOBYIO U IepeaHe3aaHIO
CTA0MIM3aIINIO TOJOBBI M He OTPAaHMUYMBAIONINIT BOSMOKHOCTY JIBVKEHMS I'OJIOBO;
CUIeHbe C DperyMpyeMbIMM DJIyOMHOJ, I[IMPUHON U YIJIOM HaK/IOHA.
KOHCTPYKTMBHO CHUAeHMEe pa3feleH0 Ha Ta30ByI0 M OegpeHHbIe YacTy, YTO
II03BOJIIET MaKCUMaJIbHO IOJHO pellaTh MMeIoIuecsl y pebEéHKa IpoO6aeMbl C
O6ajjaHCOM ¥ CUMMETpPMEl, BbI3BAHHbIE BTOPUYHBIMM OPTONEINYECKUMM
OCJIO)KHEHUSIMU. Perynupyemasi 1o BBICOTE€ M YINIy HAKJIOHA CIMHKA; (GUKcaTop
TYJIOBUILA(CKWJIET), MpeNOXpaHUTENbHbI/  Ta30BbI/A  IIOSIC,  peryjaupyemsble
TTOAJIOKOTHUKY; pasfie/ibHble, peryiuMpyembie TOTHOXKM C (uKcaTopamMu CTOIT;
IIPUCTABHOM CTOJIMK; [IPOTUBOIIPOJIEXKHEBAS MTOAYIIKA.

PekoMeHayeTcs  UCIOAb30BaHMe  opTe3a  TynoBumia  (QyHKIMOHAIbHO-
KOPPUTUPYIOIIET0 KOPCeTa), M3TOTOBJIEHHOTO sl pebeHKa MHAWBUIYATbHO II0
CJIETIKY C WCIIO/MIb30BaHMEM BBITSDKEHUS IeT/iéin I[nnccoHa 3a TOnoBy WIM B
TOPU30HTATbHOM IOJIOKEHMM C yCTpaHeHMeM Aedopmalinii ieskxauMm naieHTa co
CMA 5q B IOJIO’KEHMUM CUJISI C 11JIbI0 MPEISITCTBUSI 00pa30BaHMUIO CKOIMOTUYECKO
nedopmanyy mo3BoHoYHMKa [20].

VYpoBeHb  ybOemuTesbHOCTM  peKoMmeHpanmii C  (YypOBeHb  JTOCTOBEPHOCTMU
IIOKa3aTelbCTB — 5)

KommenTtapun: Kopcet pnsa maimeHToB co CMA mcronb3yeTcss (PyHKIMOHAIbHO-
KOPPUTUPYIOIINIA «C OTTIOPOI Ha Ta3», COXPAHSIOIMI 6a1aHC TTO3BOHOYHOTO CTOJ10a,
TIpeoTBpaNiaIuii  KOJIOKOJI000pasHy nOedopMalivio TPygHOV KIETKM U He
Hapymawimii QyHKINMI0 BHEIIHEro AbixaHus. BO3MOKHO MOTpedyeTcs] «OKHO MJIst
IbIXaHUSI» U OTBEPCTHE IJISI TaCTPOCTOMBI (TIpu e€ Hanmmuuy). CyMMapHOe BpeMs
HAXOXIeHMSI B KOpCeTe BO3MOXKHO [0 6-8 4acOB B JIE€Hb.



e PekoMeHayeTCsl exxeqHEBHOE MCII0/JIb30BaHME OPTE30B HAa HUKHME KOHEUYHOCTH,
MU3TOTOBJIEHHBIX MHAUBUAYAJIbHO (HAIlpUMep, TYTOPbl Ha OJIEHOCTOIIHbIE CYCTaBbl
— IJIS1 CUZIeHMsI, TYTOPbI Ha BCIO HOTY — JIJIs1 CHA) JieskauuM natyeHTa co CMA 5q nst
TIpeqoTBpaIleHnsT ¥ 3aMemJIeHus Iporecca o6pa3oBaHMsSI KOHTPAKTYp CYCTaBOB
KOHeuHocTei [92].

VYpoBeHb  ybemuTesbHOCTM  pekoMmeHparnuii C  (YypoBeHb  JTOCTOBEPHOCTU
JI0Ka3aTeJIbCTB — 4)

4.2. Peabunuraumus CUaASIUMX MalMeHTOB

Jns cudsauux nayuenmos 8aicHo Kak cobrodeHue npuHyuna 0o3uposanus pusuueckoli
Hazpy3Ku, mak u NPUHUUNA eHedpeHus uauueckoli mepanuu 8 06pa3s #u3Hu pebeHKa.

O0HO u3 8edywux u 100UMbIX NOJIOHCEHULI makux demeli - NoNoHeHUE «CUOST», KOMOpoe
8 CUIy OCHOBHO20 cumMnmoma 3abonesamus (c1abocmu CKeAeMmHbIX  Mblll),
HeCcnocoOHOCMU K CAMOCIMOSMENbHOMY — U3MEHEHUK)  NOJIOMEeHUST  MeJid/No3bl
(nepemexiamsCcs 8 NOJOXEHUU «CUOS») U NO0ZPewHOCMAX NOCMYypanbHO20 KOHMPOJs
CNOCco6HO (opmMuposams HeCUMMEMPUUHbILI NAMMePH NOCAOKU C HepaBHOMEPHbIM
pacnpedeneHuem Onopsl HA KOCMU masa (chpaea/cieéa) ¢ nepekocomM masa
(Ha0masoe020 3a cuem CKOAUO3A 2eHe3a) U Obicmpo NPoBOYUPOBAMb pdaszeumiue
CKoJIUOmuueckoli depopmauuu no3eoHOUHUKA. B ceéa3u ¢ amum ocoboe 8HUMAHUE
00/KHO NpudasamsCs CUMMEMPUYHOMY pPA36UMUI0 MENOCTIONEHUsT NAYUEHMO08 U
NpasunbHOMY NO3UYUOHUPOBAHUI.

Ilenu peabunumavuu cuda4ux NAYUEHMOo8:

* nosebllieHue MOOUTbHOCMU NAYUEHMO8;

e 3amedieHUe NpOzpPeccuposamusi MvluleyHoli cnabocmu, nomepu (GyHKYuu U
opmuposarus ampoguii 6e3delicmaus;

* yayuuleHue pyuHoli MaHUNYAayuu;

e co3daHue ycnoeuili 0711 paszeumusi U HOPMANbHO20 (DYHKYUOHUPOBAHUS BHYMPEHHUX
0p2amos;

e paspabomka cycmasos u npopuiakmuka 00pa3o8aHus KOHMpakmyp;

e (opmuposarue u noddepicarue CUMMEMPUUHOCMU NO3bl;

e npedynpexoeHue CKOIUOMUUecKoli depopmayuu no38OHOUHUKA U NepeKoca masda;

e o06yueHue OblMOBbIM HABBIKAM U HABBIKAM CAMOOOCYHUBAHUS 8 CPEDE.

Ocoboe  3HaueHue 8  (u3uueckoii mepanuu  ydensemcs  (HOpMUpPOBaAHUID
CUMMEMPUYHOCMU NO3bl U MUHUMU3AYUU PA3IU4Ull 8 pazsumocmu u QyHKyuu mexcoy
npassIMu U J1e8bIMU KOHEUHOCMSIMU.

e PexkomeHayeTcs1 JCII0JIb30BaHMe crieruaan3upoBaHHbBIX OpTe30B -
opTomenuuecKux amrapaToB Ha HIMKHME KOHEUHOCTM U TYJAOBUINE CUASIUM
namyenTam co CMA 5q 6e3 KOHTPaKTyp [JIs TTOAAEPsKaHMS BEPTUKAIbHONM O3Bl U
CIIOCOOHOCTM K TIepeABIKEHUIO C TIOMOIIbIO0 CPEICTB IOTIOTHUTENbHOI OmopsI [20].

VYpoBeHb  ybemuTenbHOCTM  pekoMmeHpanuii C  (YypoBeHb  JTOCTOBEPHOCTMU
IIOKAa3aTeIbCTB — 5)



KomMeHTapum: AnmnapaT CKOHCTPYMPOBaH CIeLMaabHO [JIS MAllMEHTOB C BSJIBIM
rmapajudyoM, CUJIOM MBI, HWKHMX KOHEYHOCTeii MeHee 2-X  0OasjioB.
Oco0eHHOCThIO  JTAHHOTO  OpTe3a  SBJISIETCS  BO3MOKHOCTb  MeXaHMUeCKMU
aCCUCTMPOBATh YCWIMSIM PebEHKA, B3aMMHO IepeMeniasi HIKHME KOHEYHOCTH, B
CMMMETPUYHOM I103e. Takoil amrmapar MO3BOJSIeT HAXOAUTbCSI B BEPTUKAIbHOM
TIOJIOKEHUM M TIepEMENIAThCS C OMOPOi HAa XOAYHKM 0e3 IOAAEPKKM pPOAUTENIEe,
IIPU AOCTAaTOYHOM Cuie B pyKax. JTa BO3MOKHOCTbh MMeeT OTPOMHO€ BJMSHME Ha
dopmupoBaHue pebeHKa KaK  HE3aBUCUMMON  JIMUHOCTM,  0OOjamaloleii
BO3MOXXHOCTBbIO K TMPSIMOCTOSIHUIO M IIepeMelleHUI0 B 35TOM IOJOKEeHUMU.
BepTukanbHas 1osa He II03BOJIUT Pas3sBUBATbCS 3aCTOMHBIM SIBJIEHUSIM B JIETKUX,
UTO CHU3UT PUCK pPas3sBUTUSI OUIOKHeHMM mnpu OPBHU, yaydymuT maccax IIo
JKeJTy0YHO-KUIIIEUHOMY TPaKTy M MOUYEBbIAENNTENIbHOM cucTeme. OceBasi Harpy3ka
Ha CKejleT MpPegoTBPAaTUT pasBUTHME OCTEOIIOpO3a ¥ BTOPUYHBIX medopMaiyit
KOCTei "1 CyCTaBOB.

[Ipe6biBaHME B CTOSYEM IIOJIOKEHUM [O/DKHO IOOWIpSAThcS. IlommepskuBaeMoe
TIOJIOKEHME CTOSI JO/DKHO COCTaBJISTh A0 60 MMHYT, a MMHMMAaJIbHAsI YacToTa - 3-5
pas B HeJIeJlo, ONTMa/IbHas 5-7 pa3 B HeJeslo

PeKOMEeHAYIOTCSI OpPTe3bl TYJIOBUIA — KOPCETHI PYHKIMOHAIBHO KOPPUTUPYIOIIIe
(rpymo-TosicCHUYHO-KpecTioBble — Tumna TSLO) cupsunmm mnanyeHtam co CMA 5q
IJ1S1 YIydllleHUs OCAaHKU U IBUTraTenbHbIX QyHKLMI [92].

VpoBeHb  ybemuTeNbHOCTM  peKoMmeHparuii C  (YypoBeHb  JTOCTOBEPHOCTU
IIOKA3aTeIbCTB — 4)

KommenTtapun: CraTuueckue, IOMHaAMuuyeckue U (YHKUMOHATbHbIE OPTE3bI
UCIIONB3YIOTCS [OJId M3MEHEeHUsI TIOJIOKeHUS U TIIepeBofa B BepPTUKAJIbHOE
IOJIOKeHMe MalMeHTOB. [ BepTUKaIM3auuy BO3MOXKHO MCIIOAb30BaTh Kpecio-
KOJISICKY C 3JIeKTPOIIPUBOLOM C BO3MOXKHOCTBIO ITepeBO/a IMaliMeHTa B IOJI0XKeHue
«cTosi». [TpucriocobeHus s MOAAEPKKY B BEPTUKAIbHOM ITOJOKEHMUM BasKHBI JIJIsT
obsieryeHMsT PACTSDKKM HUKHMX KOHEUHOCTEeH, a Takke [Jis yiaydiieHus QyHKIuii
OopraHu3Ma " O3[I0pOBJIEHMSI KOCTHON TKaHU, OJig obecrieueHus] BepTUKATbHOIO
TIOJIOKEHMS U YIyUIIeHMSI TI0JI0KeHM S TIO3BOHOYHMKA U BCero Tejia. PekoMmeHayeTcst
TIpOaKTUBHbBIE UCIIONb30BaHMe (QYHKIMOHATbHO — KOPPUTUPYIOIIUX KOPCETOB Y He
cupgsguux ranueHToB co CMA, monydammmux IaTOreHeTUUYeCKY JIeKapCTBEHHYIO
Tepanuio, IJis MpefoTBpalleHus nedbopmalinii U yBeluueHus akTUBHOCTH [93].

PeKoOMEeHYIOTCSI OPTOIIeAUecKye armnapaTbl — OOJIETYEHHBIN anlnmapar Ha HIDKHME
KOHEYHOCT! U TYJIOBUIIE WM amnmapaThl HA TOJI€HOCTOIIHBIN M KOJI€HHbIM CyCTaBbI,
WJIM aTlliapaThl Ha BCIO HOTY, WM amliapaT Ha HMKHME KOHEYHOCTU U TYJIOBUIIE AJIs
penunpokHoit xoabbbl (RGO) - cupgsguum maimueHtram co CMA 5q, obnagaoimyum
IOCTATOYHOW CUJION, AJIST OOJIETYEHMSI CTOSTHUSI M XOAbOBI C TIOMOIIBIO APYTUX JINIL
[20].

VpoBeHb yOeauTelIbHOCTM perkoMeHzamuii C (YpoBeHb IOCTOBEPHOCTU
JI0Ka3aTeJbCTB — 5)

KommenTapum: MuHuMaibHast 4aCcToOTa MpebbIBaHMS B OpTe3ax 5 pa3 B HeIeJio.

PeKOMeH,E[YIOTCH cpeacTrBa InepeaBI>KEeHM S aJalITMPOBaHHbIE
(I/IH,Z[I/IBI/I,ELYEUII/IBI/II)OBH.HHBIE Kpecdjia-KOJ/JIACKU C DPYYHbBIM IIpMBOAOM C



IOTIOMHUTENbHOV (uKkcainmeit (MOAAEPKKOI) TONOBbI M Tejla, KOMHATHbIE U
IPOTY/IOUHbIE ¥ WM3TOTOBJIEHHbIE WHAVBUAYAIbHO IO OOBEMHOI TPEXMEPHOI
MoJeNn 3aJHell TIOBePXHOCTH TeJla JIOKeMEHTbI, YCTaHOB/IEHHbIE Ha KOIECHYIO 6a3y
Kpecsa-KoJMSICKM COOTBETCTBYIOIIErO pa3Mepa ¥ Ha3HAUeHUs) CUISYMM MalyeHTaM
co CMA 5q s obecrieueHust 0611eit MOOMIbHOCTH [92].

VYpoBeHb  ybemuTesbHOCTM  pekoMmeHparnuii C  (YypoBeHb  JTOCTOBEPHOCTU
JI0Ka3aTe/IbCTB — 4)

KommenTapum: Ilpu  mopbope  KOMSICOK — ClAeAyeT  PYKOBOACTBOBATHCS
MaKCUMMaJabHOM  (YHKIMOHAIbHOI  HE3aBUCUMOCTbIO U  KOMQOPTHOCTHIO
npeObIBaHMSI B Kpecje TallyeHTa; IpenriodyTeHNe ClaeayeT OTHAaBaThb KOJSICKaM
aKTUBHOI'O TUIIA U KOJISICKAM C 5JIeKTPOIPUBOLOM.

e PekomeHpyeTcsl sproTepanusi cuasuuMm nauueHtam co CMA 5q pnst okasaHus
IIOMOLIY TMalMeHTy B [IOBCeIHEBHO XU3HY, Pa3BUTUS U MO JepKaHUS eXXeJHEBHO
VICII0JIb3yeMbIX MM HaBbIKOB [20].

VpoBeHb  ybemuTenbHOCTM  pekomeHpauuii C  (YpOBEHb JOCTOBEPHOCTU
JIOKa3aTeNnbCTB — 5)

KoMmmeHTapum: PekomMeHayeTCs MPUBJIEKATh CIIEIMAINCTA [0 IProTepanuy Kak
TIpM TIOA00pe MpPOorpamMMbl QU3MUECKUX YIIPAKHEHU M PACTSKEHMSI, TaK U IJIsI
peKoMeHJaluii OTHOCUTENbHO COLMAJbHBIX B3aMMOIENCTBUIA, TaKUMX Kak
rocellieHe y4eOHBIX 3aBeIeHMii, BbIOOp mpodeccuu M ydacTue B COLMATbHbBIX
AKTVBHOCTSIX.

4.3. PeaOuamnranmus Xoassuux ManyieHTOB

Jna xodsuux nayueHmos (ambyiamopHas cmaousi) COXpaHsemcs npuopumemHocms
NpUHYUN08 003uposaHus uauueckoli Hazpy3ku u 8HeOpeHUs (pu3uueckoli mepanuu 6
noecedHesHyH0 HU3Hb pebeHKa.

Jemu daHHOli 2pynnsl cmpemamcst K akmusHomy nepedsuxceHuro u xoov0e, 00HAKO, 8
8udy cnabocmu ckenemuoti MycKynamypwl U HU3KOU 8bIHOCIUBOCMU UMEM UdCmyH
nompebHocms 8 omovixe, K020d NPUHUMAIOM HepeoKo depekmHoe NoJIOHEHUE «CUOSI».
B yenom 0na xodauux demeili 8 CpasHeHUu C cudsaHuMu demsMu xapaxkmepHo 6oJiee
MsizKoe meueHue B8MOPUUHBIX OpPMOoneduveckux OCJNOM¥HeHUll (Kak paseumust
KOHmMpakmyp 8 cycmaeax KOHeuHoCmell, mak u (opmuposaHus CKOAUOMUUECKOUi
depopmauyuu no38OHOUHUKA) U UX hpozpeccuposaHus. Llenu peabunumauuu xoosauux
nayueHmMos NpuMepHo me e, Umo u y cudadux nayuedmos ¢ dobassieHuem uesu
N08bILUEHUS 8bIHOCIUBOCMU/MOIEPAHMHOCIMU K (U3UUECKUM HAZPY3KAM.

e PekomMeHayeTCs1 MCIIOb30BaHME CpPENCTB IepeaBVsKeHUsI afallTUPOBAHHbIX
(TPOCTM M MHOTOOIIOPHOM TPOCTU, XOAYHKOB KOJECHBIX M JPYIMX CpenCTB,
HauboJiee TIOJHO OTBEYAIONIMX MOTPeGHOCTSIM MalyeHTa, ammnapaToB RGO (cMm. y
CUIOSYMX TIAIMEeHTOB) XOomguMM maumeHTam co CMA 5q, TpeOyommum
IOIOJTHUTEIbHOM OIOpPhI IIPM XOObOe, C IeJIbI0 COXpaHEeHMS ABUTaTeIbHOI
akTMBHOCTH [93].



VpoBeHb  ybemuTeNbHOCTM  peKoMmeHpanuii C  (YypoBeHb  JTOCTOBEPHOCTHU
IIOKa3aTeIbCTB — 5)

KommeHnTapum: Co BpeMeHeM IofAaepskaHue ClIOCOOHOCTY XOIUTD IJIs1 MallIeHTOB
co CMA pocturaetcsi ¢ MOMOUIbI CPeACTB OOIOJHUTE/bHOM OIlopbl. B wiyuyae
rmombopa CpeacTB MOIOJHUTEIbHOM OIOPbl C ILIEJbI0 IPOAJIEHUS] XOObOBI Yy
nanyeHToB co CMA Heo6XOmMMO ONMPAThCS HA TEKYIIMIA CTaTyC IalyeHTa
(CoXpaHsg aKTUBHOCTb U COLMAIBHBIN CTAaTYC JIUYHOCTU), @ He Ha IIPOTHO3MpyeMoe
TeueHue, TeM CaMbIM IIpemjarasi mjsg pebGeHKa O0ojiee MHBAIUAM3UPYIOUINE
IIPUCIIOCOOIeHMS].

PekomeHayeTcss oproneguueckass o0yBb xomsuumm mnamueHtam co CMA 5q,
uMemuM gedopMaluy CTOII, C LIJbI0 O0JIeTYeHNs ABUTATeIbHOM aKTUBHOCTU
[94].

VpoBeHb  ybemuTenbHOCTM  pekomeHpauuii C  (YpOBeHb  JOCTOBEPHOCTU
IIOKa3aTeNnbCTB — 5)

PekoMeHayeTCS MCIIONb30BaHME OPTE30B - amlapaTroB WIM TYTOPOB Ha
TOJIEHOCTOITHbIE CYCTaBbl COBMECTHO C OOyBbIO XoasiuMm mauueHtam co CMA 5q,
MMelouM fJedopmalym CTom, 4151 obneryeHus: Xonbosl [95].

VpoBeHb  ybemuTenbHOCTM  peKoMmeHpanuii C  (YypoBeHb  JTOCTOBEPHOCTHU
IIOKa3aTeIbCTB — 4)

PekomMmeHayeTcs MCIIONb30BaHMe CPEACTB IepefBIVKeHNsI aNallTMPOBAHHBIX -
Kpecia-KOAsICKM aKTMBHOTO TUIA XOOAuMM mnaumeHtam co CMA 5q Tum mnpu
OTpaHMYEHHOV BBIHOWIMBOCTM pebeHKa UM HeOoOXOOMMOCTM IepenBMsKeHMS] Ha
Oosblive pacCTOSTHUS 1Sl yBeJIMueHNs MOOMIbHOCTY MalyeHTa [96].

VpoBeHb yOeauTeIbHOCTM perkoMeHzamuii C (YpoBeHb IOCTOBEPHOCTU
JI0Ka3aTeJIbCTB — 5)

PekomeHIyeTcs MCIIONb30BaHMe peabMIMTALMOHHBIX UM aJalTUPOBAHHBIX [T
MHBAIUJIOB M3JeNUil - ONOp [Jisg CUIEeHUS, OTBeYAIIIMX BCeEM TpeOOBaHMSIM
MPaBWJIBHOTO TMO3UIMOHMPOBAHUSI ([IOMOMHEHHBIX OOKOBbIMM (PUKcaTopamm
KOpITyca Ha YpPOBHE IDyIM, PEeryjssTOpOM HAaKJIOHA CIMHKM, MOAJIOKOTHUMKAMM C
MexXaHM3MOM DeTyIMpOBaHMsl BBICOTHI, MOACTABKOM [Jsi CTON C MeXaHU3MOM
peryauMpoBaHus yIja HakIOHAa) XoAsuMMm manyeHtam co CMA 5q gng
npoduiakTuku ckonnosa [20].

VpoBeHb  ybemuTesbHOCTM  pekoMmeHpanuii C  (YypoBeHb  JTOCTOBEPHOCTMU
IIOKa3aTeIbCTB — 5)

PekoMeHAyeTc  IMpUMEHeHMe opTes3a  TYJIOBMIIA -  (PYHKIMOHAJIbHO-
KOPPUTHPYIOIIEro KopceTa XoaguuM mairyentam co CMA 5q mpu HaJIuduy yIjia
JedbopMaly II03BOHOYHMKA, M3MepeHHOro 1o metomy Kob66a, 15 u Oonee
TPagycoB, M3TOTOBJIEHHOTIO IO CJIETIKY C TPYAHO KIeTKM peGeHKa, IJIsi COXpaHeHUs
6ananca [20].

VYpoBeHb  ybemuTesbHOCTM  peKoMmeHmanmii C  (YypOBeHb  JTOCTOBEPHOCTU
JIOKa3aTebCTB — 5)



5. ITIpodbunaxkTuka

e PekomeHAyeTCsl BaKIMHALMS IIPOTUB PECIMPATOPHO-CUHIIUTUAIBHOTO BUpYyCa
najuBusymabom™* Bcem marmeHtam co CMA 5q B TeueHMe IepBbIX [IBYX JieT
KMU3HM, a TAKKe eKeromHasi BaKIMHAIMSI IPOTUB IPUIIIIA ¥ ITHEBMOKOKKa (T1ocje 6
MeCSIIEeB KU3HM) 151 TPOMMIAKTUKY 3TUX MHBeKumi [57].

VpoBeHb  ybemuTesbHOCTM  pekoMmeHpanuii C  (YypoBeHb  JTOCTOBEPHOCTMU
JIOKa3aTebCTB — 5)

KommenTapunu: CoriacHO KajieHJapio BaKLMHALMM, MALMEHT JO/DKEH MONIYYUTh
repBble 3 M03bl BAaKUMHBI JIs1 MPOGMIAKTUKY ITHEBMOKOKKOBBIX MHMEKIMA 10
rona, 1 4-10 703y rnocie 12 mecsieB. Bce ocTasibHble BaKIMHBI BBOASTCS AETIM CO
CMA 5q cornacHo HauimoHa/ibHOMY ITPUMBUBOYHOMY KaJIeHIAPIO.

e PekoMeHayeTCs1 MOJIEKYJISIPHO-TeHeTHMYeCKoe MCCIeqOBaHuil MyTaliuii B TeHe
SMN1 y miiona, 1 IpeuMIUIaHTallMOHHAs reHeTuYecKasl IMarHocTuka 3MopuoHa (c
VICII0/Ib30BaHMeM 3KCTPAKOPIIOPAIbHOTO OIUIOAOTBOPEHMS) POOUTENSIM IalyeHTa
co CMA5q, a Takke ImapaMm, B KOTOPBIX KaX[blii M3 IapTHEPOB SIBJSETCS
MO TBEPKIEHHbIM reTepO3UTOTHBIM HOCUTeNIeM Jenenuu 7 uin 7-8 3K30HOB reHa
SMN 1, c 1e/ibI0 IpeaOTBPAIeHNSI [IOBTOPHOIO POKIeHMs pedbeHka co CMA B ceMmbe
[20].

VYpoBeHb  ybemuTesbHOCTM  peKoMmeHparnmii C  (YypOBeHb  JTOCTOBEPHOCTU
JIOKa3aTe/bCTB — 5)

KommenTapumn: IlpoBeneHmne rnpeHaranbHOi [HK-gMarHocTukM BO3MOXKHO Ha
pasHbIX CpoKax OpeMeHHOCTM: 8-12 Hemenb (BOPCMHBI XOpMOHA), 15-18 Hemenb
(aMHMOTMYECKas XUAKOCTh), 20-24 Hepmenu (IIyIOBMHHAS KPOBb). ONTHMMaIbHBIM
SIBJISIETCSI MCCleoBaHMe OMoITaTa XOpMOHA: TMpM He6JaronpusITHOM IPOTHO3€e
O6epeMeHHOCTb MOXeT ObITh IpepBaHa B CPOKM OOBIYHOTO MeIUIIMHCKOTO abopTa.

Opraumsanysa oKa3aHMUsI MeJUIIVTHCKOM
IIOMOII

IToxazaHnus K rociammra’Jindaninm:

IlokazaHus OJi IUIAHOBOWM TOCHOUTAAM3AIMUM B OETCKOe HEBPOJJIOTNYECKOE
OTOE/ICHUuE:

1. Bce manmeHtsl co CMA 5q 1 pa3 B rom mis (yHKUMOHAJIbHOV ABUTATeIbHOM
OLIeHKM, 006C/IefoBaHMsI Ha HaJuuye OCJIOKHEHMI 3a00/1eBaHus — PeCIIMpPaTOPHBIX,
KOCTHO-CYCTaBHbIX M TaCTPOSHTEPOJIOTMUYECKMX, a TakKkKe [OJs IIPOBedeHUs
peabuIMTann.

2. Bce mauyeHTbl co CMA 5q /11 MHTpaTeKaJIbHOTO BBeIEeHMSI HyCMHepCeHa.



KOMMeHTapI/IMZ B ME)KLLYHapOﬂHOVI NpaKTKe HYCMHEPCEH MOXKET OBIThH BBE€IEH B
YUIOBUAX THEBHOT'O CTallMMOHAPA.

. Bce mauyeHTbl co CMA 5q, Tpebyiouimue o6caemoBaHusI Iepel XUPYpPruuyeckKum
OpTOIEeANYECKMM BMeIIaTeTbCTBOM.

IToka3aHMs K BBINIMCKE ITallMeHTa II0C/e IIJIAaHOBOJM TOCIIMTANIM3alUU B OETCKOe
HEBPOJIOTMUYECKOoe OTHe/IeHMe:

. BBITIOJTHEHME TIJIaHa 00C/IeioBaHMs TTAlleHTa, B TOM UlC/Ie OlleHKa pecrnypaTOpPHbIX
HapylIeHU;

. IpOBeJieHMe peabUIUTALMOHHBIX MEePOTIPUSITHIA;

. YeTKMe peKOMeHIalMM 110 AalbHellieMy HaOlI0IeHIIO U JIeUeHUIO.

[TokazaHus [J1s1 IJIAHOBOM rOCIIUTANIU3ALUA B IETCKOe XUPYypIrmyeckoe oTaejieHne:

. maieHThl co CMA 5q, Tpe6yiolye MOCTaHOBKM raCTPOCTOMBI;
. maieHThl co CMA 5q, TpeGylolie yCTaHOBKY TPaXeoCTOMBI,

KOMMeHTapI/II/I: MHOTOa TpaxeoCToOMa YCTAaHABJ/IMBAETCA TII0 3SKCTPEHHbIM
ITOKa3aHUAM, U p66€HOK Tp86YET BKCTpeHHOﬁ TOCIIUTA/IN3alI NN

IlokazaHus 0jisa BKCTpeHHOﬁ rociimTaJm3anum:

. PazButne y maumenta co CMA 5q «006bIYHBIX» 3abojeBaHMil (OCTpasi BUPYCHAsI
MHpeKuusi, 6POHXUT, TACTPOIHTEPUT C 0OE3BOKMBAHMEM, AMMEHIULNUT U IOPyTHe
OCTpbIe BOCTIQ/INTEJIbHbIE ITPOIIECCHI), HeIpeaBUIeHHbIe TepeioMbl,
3alJIaHMpPOBAaHHbIE  XMPYpPTrMUecKMe  TIpoledaypbl  (Hampumep, yCTaHOBKaA
SKeJTyIOYHOTO 30HJIa, OCTeOTOMMS OGempa), HO IPOTEKAIOMINX TSIKEI0, YUMTHIBAsI
0C00eHHOCTH OO0JTe3HMA.

KommeHnTapumn: llenpio yxoga 3a HauMeHTamMM B OCTPOIl CUTyalUU SIBJISI€TCS
HOpMajaM3alusl Tra3000MeHa TyTeM IIPeayIlpekaeHus] aTeleKTa3supoBaHUSI U
OUMINEHMST AbIXaTeIbHBIX ITyTeil. B OOMBIIMHCTBE CJIy4aeB, MO BO3MOXHOCTH, 3TU
3a/1auM JOJIKHbBI PEIIAaThCs C TIOMOIIbI0 HEMHBA3MBHOM BEHTUISILIUMA JIETKUX.

. Pa3Butie  TSKeNbIX  JKM3HEYTPOXKAKILIMX  ObIXAaTeJAbHBIX  HapyLIeHUi  C
TUTIOBEHTU/ISILIVIEN M amHOo3, 6e3 COIMyTCTBYWIIMX 3aboneBaHMit, IpU ITOM
IbIXaTe/lbHble HapylIeHUs TPeOyIOT peaHMMalMOHHBIX MepPOMPUSITUIL, ITTOKa3aHa
rocrmTanu3anusa B MeOULMHCKME OpraHusaluy, UMeIlue B CBOeil CTPYKType
OoTHeseHe aHeCcTe3MOJIOTUM peaHMManuyu WA OJIOK (TajaTy) peaHMMaLuU U
MHTEHCUBHOJ Tepamuyu ¥ 00ecreunBaioniye KPyIJIOCyTOYHOE MeOUIIMHCKOe
HaO/MIeHe 1 JieueHye eTeil.

KommeHnTapumn: Ilpu BbINIOJIHEHUM  TPOTOKOJIOB  HEOTIOXKHON  ITOMOIIU
HeoOX0I MO CBSI3BIBATBCS C MYJIbTUAUCUUIUIMHAPHON 6puramoii
(HEeBPOJIOTMYECKOM ¥ IIyJIbMOHOJIOTMYECKONM), BKJIKOYAas Bpaya, KakK IIPaBUIIO,
HeBpPOJIoTa MM AeTCKOrO0 HeBPOJOTa, KOTOPhI OCBeIOMJIEH O TeueHUM Oone3HU U
MOTeHLIMAAbHbIX MPOO/ieMax KOHKPeTHOro mauyeHTta. Kuciaopon y maimeHTOB €O
CMA pomkeH TIPUMEHSITBCS C OCTOPOXKHOCTbIO. BTOpuYHas rurokcemus,
00yC/IOBJIEHHAs] TUITOBEHTUJ/ISIIIVEN, MOXeT OBbITb CIyTaHa C TUIIOKCEMMENA,



O6YCJ'IOBJ'I€HHO]71 APYyIMMHU TIpUMYMHaMM, TaKMMM KaK 3adKYyIIOpKa CIMn3bl0 WIN
daTeJIeKTas. KaHHOMeTpI/IH nwin mncciaenoBaHme KMCIOTHO-OCHOBHOI'O COCTOAHUA U
ra3oB KpOBM ITOMOXKeET BbI6paTb HpaBMJIbeIVI PEXMM IIpMMEHEHUsI KUCJ1opoaa.

ITpMHUIMIIBI OPraHU3ANNUM MEIUIIMHCKON MTOMOIIY MalMeHTaM CO
CMA 5q

ITocmanoska duazvoza CMA cmasum MH020 80npocos8 neped pPoOCMBEHHUKAMU
nayueHma u neped cneuuaiucmamu, pabomaruMu ¢ MAakumu hnayueHmamu.
MHmozouucneHHvle npobnemvl, B03HUKAOWUE Nnpu OOHApY#eHUUu U passumuu
3abonesavuss CMA, 0na peweHuss Komopwlx mpedyemcs zpamMomHas OpzaHu3auusi
npouecca noMowju npu yuacmuu mMyJasMuoUCYUNJIUHApHOL KoMaHdsl cneyuanucmos u
co0O.1100eHUe 0OCHOBHbIX NPUHUUNO08 U N0OX0008 K ee OKA3AHUI.

JanHble npuHyUnsl 00XHBI COO0IaMbCs HA J10OOM Imane oKA3aHusi MeOUYUHCKoL
noMouwU, Kak 8 MOMeHM NoCmMaHos8Ku dudzHo3a, mak u Ha J6om smane HAO0OeHUS
nayuexHma.

1. [TaneHT M ero MpeaCTaBUTeNM [OO/DKHBI IOMyYaTh IMOAHYI MHGOpPMAIMIO O
3abo/eBaHMM, €r0 TeUYeHWUM, MaToreHese, MPOTHO3aX, OCIOKHEHUSX M MeTomax
BO3MOXXHOI Teparnnu.

2. Inarno3 CMA  noppa3ymMeBaeT  BO3MOXKHOCTb  OKa3aHUsI  II€PBUYHOIA,
Crielaan3upOBAHHON U MTA/UTMATUBHOM IMOMOIIM Ha BCeX 3Tarnax 3aboneBaHMs.

3. IIpu nocraHoBKe auarHo3a CMA, ceMbsl JO/DKHA OBITh HallpaBjieHa K CIelaaucTy,
MMelolleMy OIbIT paboThl ¢ manyeHTamu co CMA, obnaparoiiero cOBpeMeHHO
mMHpopMaIeil 0 TedeHUy 3ab60eBaHMSI ¥ BO3MOXKHOCTY YUYaCTUSI B KIMHUYECKUX
UCIIBITAHUAX (HOBBIX JIEKAPCTBEHHBIX IIPeIapaToB U/WIN TeXHUUECKUX YCTPOMCTB).
Taxke BaXHbIM SBJsgeTcss MHGOpPMMpOBaHME CeMeli O  CYLeCTBYIOIIUX
00111eCTBEHHbIX OPTaHU3aLMSIX, PAOOTAIOIIMX C 3TON TPYIIIOi MAllMEeHTOB.

4.K Ha6mogeHuio 3a mnanueHToM co CMA [gomkHa ObITh MpUBJIEYEHA
MYJIbBTUAUCUUIIMHAPDHAS KOMaHJa CIIeLMaJuCTOB B COCTaBe: Bpaud-HEBPOJIOr,
rnenuarp/TepamneBT, Bpauy-TeHEeTUK, CIIELUAIUCT IO PeCIMpaTOPHON IOALepKKe
(Bpau-IyJIbMOHOJIOT M/WIY Bpady-aHeCTe3MoJ/Ior-peaHMaTosor), Bpay-Kapayuosor,
Bpau-TPaBMaTOJIOT-OPTOIIe, Bpau-Xupypr, Bpau M0 MeAUIIMHCKOV peabuinTannm
" Bpau-dusMoTeparneBT, Bpau-AMETOJOr, BpPau-TaCTPOIHTEPOOT, a TaKkKe
COTPYOHUKM MeOUUMHCKUX OpraHM3anuii (M UX IoApasfelieHuit), OKasblBarliue
CrelMaJN3UPOBAHHYI0 MaZIMATUBHYI0 MEOUIIMHCKYI0 IIOMOUIb neTsaM. [pyrue
CITeIMaICThl JOJKHBI TIPUBJIEKATHCSI IO Mepe BO3HMKHOBEHMS cIleludpuuecKux
mpoobeM.

KommeHTapum: Bpau-HeBposior, Kak CHeUMaINCT B 00JIaCTY HEPBHO-MbIIIEYHBIX
3a00/1eBaHMIi, OCYIIECTB/ISIET OCHOBHOe HabimofeHne 3a mamyeHtamu co CMA. B
Kpyr O0OSI3aHHOCTE) Bpaua-HEeBPOJOTa BXOAUT 0OCIemOBaHME U IIOCTAHOBKA
ouMarHosa, wuHOOpMMpOBaHME CeMbM O 3aboneBaHMM, COCTaBAeHMEe IIJIaHa
MHOTONpOGWIbHOIO HAOIIOAEHMS, OCYIIECTBJSATh HAOIIOAeHMe 3a MalIeHTOM,
OlleHMBaTh OMHAMMKY W CTeleHb IIpoTpeccupoBaHusl 3aboneBaHus IIpU
peryyiisipHbIX OCMOTpax, Ha3HauvaeT IOAAepXuBawIiny Tepanuto. Ha srtane
OKa3aHusl CIeUMaJN3UPOBAHHON  MEOUIIMHCKOV  TOMOIIM  Bpad-HEBPOJIOT
TIpYHMUMAEeT yuacTye B olleHKke (QyHKIIMOHAIbHOTO COCTOSIHMS TIal[ieHTa (OlleHKa I10
1IKaJlaM HepPBHO-MbIlIeuHbIX HapyweHuyi nipy CMA). Ilpu cocraBieHun IuiaHa



MHOTronpoGWIbHOIO HAOMIOJeHMs, Bpady-HEBpPOJIOr OmpeneiseT KpaTHOCTh
HaOMOOeHNs Yy  OPYyIrUMX  CIENMaJMCTOB  MHOTONMPOGWMIbHON  KOMaHBI,
COOTBETCTBEHHO TEKYIIEMY COCTOSHMIO TamyeHTa. [Ipy KakIoM OCMOTpe Bpau-
HEBPOJIOT OCYIIECTBJISIET TIEPEOIeHKY TEeKYIIero COCTOSHMSI TallMeHTa U B
COOTBETCTBMM C I3TMM BHOCUT KOPPEKTMPOBKM B IUIAH MHOTOIPO(UIBHOIO
HabmogeHns. B cBoux pekoMeHOALMSIX Bpady-HEBPOJIOT YKa3bIBAET HEOOXOOMMbIE
MalMeHTy TeXHUYEeCKue CpeicTBa peabuauTaiuy, MeIULVHCKYIO aIlapaTypy,
CpeACcTBa OPTONEOMYECKOV KOpPpPEeKLMM, JIeKapCTBeHHbIe IIpernapaThbl, M3Ieust
MEeOUIIMHCKOIO Ha3HauYeHMus] M Jp. B COOTBETCTBMM C  BbISIBJIEHHBIMU
ITOTPEOHOCTSIMM MaLIMEeHTA.

. CobniogeHe TMpPUHIMIIA «paHHEro BMeIIaTe/JbCTBAa», UTO IIOApasyMeBaeT
MPOWIAKTUKY HEM3O0EXKHO BO3HMKAIOUIMX OCAOKHEHMIT Ha (oHe pasBUTUS
3abo7eBaHMsSI ¥ paHee TMpPUMeHEHMEe TEeXHUUECKMX CPEICTB peadbuInTaimnm,
MeAULIMHCKONM anmnapaTypbl M APYTUX METOA0B Teparuiu.



6. JonnomHuurenbHasas mHGopmanus,
B/IVISIIONIAS HA TeUeHMe U MCXOI
3a00J/IeBaHMsI

HormonmHuuTenbHas I/IH(l)OpMaLU/IH OTCYTCTBYET



Kpurepumu oreHKM KauecTBa MeIUILIMHCKOM
TIOMOII

KpI/ITepI/[I/I OLIEHKM KauyeCTBa MeOULIMHCKOM MOMOIIM TOJIKHBI OBIThH pa3/indyHbIMM Ha
Pa3HbIX YPDOBHAX OKa3aHUSA MeIMIIMHCKO ITOMOIIN

1. TlepBMuHass HeBpojsOrMyeckas IMOMOILb (OKa3bIBaeTCsi BPavOM-HEBPOJIOrOM
IeTCKOTO KabyHeTa MOIUKIVNHUKN)

Ne¢ Kputepum kauecrtBa OueHka
BbINOJIHEHUS

lMpoBeaeHo HanpaBneHne Ha Na/Het
MONEKYNSAPHO-FreHETMYECKOE NccefoBaHne MyTaumni B reHe SMN1

MpoBeseHO HanpaBlieHWe Ha KOHCYbTaLuio Bpaya-reHeTuka Oa/Het

2. OkasaHue IIOMOIIA B YCIOBUAX OE€TCKOI'O IICMXOHEBPOJIOTMYeCKOTO OTAe/IeHM I

Neo Kputepumu kauectsa OueHka
BbINOJIHEHUA

1. MpoBeaeHO MOMEKYNsipHO-reHeTUYecKoe uccnefoBaHne MyTauui B reHe SMN1, Bknwo4as [a/Het
onpegeneHune yncna konuim reHa SMN2

2. MNMpoBeaeH npueM (OCMOTP M KOHCyJSibTauusl) Bpada-reHeTuka MepBUYHbIA U/unn Bpada- Oa/Het
HeBposiora (crneuuanucta Mo HEpBHO-MbIlEYHbIM 3a60sieBaHUSAM) MEPBUYHbIA, NpU
OTCYTCTBMM TAKOBbIX, AAHO HamnpaB/ieHNe Ha KOHCYNbTaUMIO K HUM

3. MpoBeaeHa oueHka QYHKUMOHaNbHOMO ABMIraTebHOro crtatyca pebeHka Oa/Het
4 MpoBeaeHa oueHka PYHKUUN XKeBaHUS U F10TaHUS Oa/Het
5 MpoBeneH OCMOTP rpygHOro M MOSICHUYHOrO OTAeNna MO3BOHOYHWMKA Ha NpeaMeT Hanuuus ONa/Het

ckonmosa u kndosa

6. MpoBefeHa KAMHMYECKAs OLEHKa [AblXaHWs AN UCKYEHUs Hanuuus abixaTenbHbix | [da/Het
HapyLlweHnin

7 MpoBeaeH npueM (OCMOTP, KOHCy/NbTauusi) Bpaya-racTposHTeposiora MnepBUYHbIA Mpu Oa/Het
HaNM4YUM COOTBETCTBYIOLWMNX XKanob*

8 MpoBeaeH npvem (OCMOTP, KOHCY/bTauus) Bpadya-AveTosnora NepBUYHbIA nauueHty co CMA [a/Het
5Q, KOTOpbIi WMEeT HapyLleHWs HYTPUTMBHOIO CTaTyca WM YrpoXaeMm Mo pasBUTUIO
HefOoCTaTOYHOro MM U36LITOYHOrO NUTaHma*

9. MposeseH npuem (KOHCY/NbTauua) Bpadya-TpaBMaTosiora-oproneaa nepBUYHbIA  npu Oa/Het
HaNW4yMmM ckeneTHbix gedopmaunin Ans obecnedyeHms naumeHTa TyTopaMm U opTe3amu, a npu
Heo6X0AMMOCTUN — KPeCcnoM-KONMACKON *

10 MposeaeH NpueM (KOHCYNbTauWs) Bpaya-TPaBMaToNora-opToneaa NoBTOPHbIA Npy Haauun | [a/Het
CKeneTHbIX AedopMaunii Mpu NOBTOPHON rocnmTanusaumnm™*

11 MNMpoBeaeH npuveMm (OCMOTP UM KOHCy/nbTauusa) Bpada-nysbMOHONMOra MNEPBUYHBIA  MNpU Oa/Het
KVMHUYECKMX NMPpU3HaKax HapyLlleHUi AbixaHua*

12 MpoBeaeHa MepBMYHAs KOHCYNMbTauMW Bpayei U WMHbIX CreuuanuctoB w3 MeauumHckon | [da/Her
OpraHu3aumm Uam ee CTPyKTYPHOro MOApasAe/eHns, OKa3biBaOLWEro Creumanm3mpoBaHHyio
NanavaTUBHYI0 MEAULIMHCKYIO MOMOLLb AeTsM co CMA 5q, Npy HaAWuMKU NoKasaHumn*

13 MNMpoBeaeH npuem (0OCMOTP, KOHCYNbTaLMs) Bpaya no neyebHor duskynbType NepBUYHbIN [a/Het
14 MpoBeneH npuemM (0CMOTpP, KOHCY/IbTaumsl) Bpaya — msmnoTepaneBTa NeEPBUYHbIN [Na/Het
15 BbINonHeHo onpeaeneHve coaepXxaHust roKO3bl B KPOBU AN UCKIHOYEHUS TUNOrINKEMUU Oa/Het
16 BbINONHEHO McCneaoBaHMe KMCIOTHO-OCHOBHOIO COCTOSIHUSI U ra3oB KpoBu* Oa/Het
17 BbinonHeHo uccnepoBaHue yposHs 25-OH ButammHa O* Oa/Het

18 BbinonHeHa perucrpauns 3neKkTpokapaMorpaMMbl ¢ YacToTol 1 pa3 B rog [Oa/Het




Neo Kputepumn kauecrsa OueHka
BbIMNOJIHEHUSA

19 BbinonHeHa peHTreHorpadus No3BOHOYHMKA, CreuuasnbHble UCCNefoBaHUs U NPoeKuMU C Oa/Het
nsmepeHvem yrna Ko66a naumeHTy ¢ HapyLieHMeM ocaHKku 1/unu BUAMbIMU Aedopmaumsamm
rPyAHON KNeTku

20 BbinonHEHa PpeHTreHOAEHCUTOMETPUS MOSICHUYHOrO OTAeNla MO3BOHOYHMKA MNauMeHTy Oa/Het
cTtaple 6 net c yactoton 1 pa3 B rog *

21 BbinonHeHa npuuenbHas peHTreHorpadusi opraHoB rpyAHOW K/IETKM BCEM NaumeHTaMm co [Na/Het
CMA 5@ kak MMHMMYM pas B 2 roga

22 BbINO/MHEHO OTCacbiBaHWE CAN3U M3 POTOM/IOTKM, HOCA M BEPXHUX AblXaTeSlbHblX MyTen u Oa/Het
MCNONb30BaHWe MexXaHMyecKoro nHcydnaTopa-acnupaTopa nexadvm nauveHtam co CMA 5q
M cnaaumm nauuneHtam co CMA 5q ¢ pecnvpaTopHbIMU HapyLleHUsIMU Npu He3IPPEeKTUBHOM
oTKaLLINMBaHUK

23 BbINONHEH YPECKOXHbI MOHWTOPWHI NapuuanbHOro [aBfeHUs Kucnopoaa BO BpeMs [a/Het
HOYHOro cHa nauuweHtam co CMA 5q I Tuna, a Takxe y naumeHtoB co CMA II Tuna npwu
NOAO03PEHMAX Ha HOYHYIO MMNOBEHTUNALMNIO N OBCTPYKTUBHbIE anHO3 CHa*

24 MNMpoBeaeHa neyebHas puskynbTypa npu 3abonesaHusix nepndepnyeckoin HeEpBHON CUCTEMBI [a/Het
1 CyCTaBoB

25 MpoBeaeH Maccax rpyAHON KNeTKu MeANLIMHCKUIA NPU Hanu4mMm pecnnpaTopHbIX HapyLleHWi Ha/Het

26 MpoBeneHa nedyebHas GuakynbTypa Npu 3aboneBaHMsaX BEPXHUX AblXaTeNbHbIX NyTen Ha/Het

27 MpoBeneHa MexaHoTepanus npu 3aboneBaHusix nepndepnyeckoin HepBHOM CUCTEMbI Oa/Het

28 MpoBeneHa o30kepuToTepanusi 3aboneBaHWin nepudepuyeckolr HEepBHOW  CUCTEMbI Oa/Het

nauneHTaM C KOHTpaKTypaMu

29 lMpoBeaeH nNpueMm Kanbuusa ralKoHaTa U KOJ'IeKaJ'IbLI,VchepOJ'Ia, €CNn BblABNE€HbI MPU3HAKU [Na/Het
OCTEONeEHUN NN HN3Kaa KOHUEHTPpauUuusa BUTaMUHa DB KpoBu

30 BbinonHeHa ycTaHOBKa HasoracTpanbHOro 3oHAa naumeHTam co CMA 5 € HapyweHusmu Oa/Het
rnoTaHms
31 BbINONHEHO KOpMeHWe Yepe3 HasoracTpasjbHblil 30HA TaxenobonbHOro nauneHta co CMA [a/Het

5q C HapyLIeHUsIMU rNoTaHus

* eC/lM [JAHHOI'O CIleIMalMCTa WIM MeToda MOUArHOCTUKU M JiedeHUsI HeT B
MeAUIIMHCKOM OpraHu3anym, Heo6XoaIMO JaTh HaIpaB/ieHle B APyrue MeaUIIMHCKIE
YUYpexXaeHus, rae Takue CrielaanucTbl UM MeTOAbI CYIeCTBYIOT

JORR

T e MeOMUIMHCKOe Vy4ypeXIeHKue He pacIliojlaraetT pea6I/IHI/ITaHI/IOHHbIMI/I
BO3MOXXHOCTAMM, IMaOMEHT MOOJ/IDKEH OBIThH HaIlipaBJIEH B TO Yy4YpeXaeHue, rae
pea6I/IJII/ITaU,I/I${ BO3MOXHa

3. OkaszaHue IIOMOIIM B YUIOBUAX OETCKOTO IMCUXOHEBPOIOIMUYECKOIO OTAOEIE€HUA
CDe,E[epaI[bHOI'O YPOBHA U DECHY6JII/IK8.HCKOI‘O YPOBHA, a TadKXKe B YUIOBUAX
CIIenIMaJIn3pOBaHHBIX KOEK ITO HEPBHO-MbIIII€YHbIM 3aboyeBaHUsIM™

N2 Kputepun kauecrtBa OueHka
BbINOJIHEHUA

1. MNMpoBeneHO MoOneKynsipHO-reHeTM4yeckoe wuccnefoBaHMe MyTauuin B reHe SMN1, Bkatouas [Oa/Het
onpeaeneHne yncna Konui reHa SMN2

2. MNpoBeneH npuveMm (OCMOTP W KOHCYyNbTauus) Bpava-reHeTuka MepBUYHbIN W/unn Bpada- Ha/Het
HeBposniora (cneuuanucta MO HEpPBHO-MbIWeEYHbIM 3abofieBaHUAM) MEpPBUYHbBIA, MpuU
OTCYTCTBMM TaKOBbIX, AAaHO HanpaB/eHNe Ha KOHCY/bTaunio K HUM

3. lMpoBeneHa oueHka beHKLl,VIOHaJ'IbHOI'O ABUraTesbHOro craTtyca pe6eHKa no peneBaHTHbIM Oa/Het
WwKanaM n BPpEMEHHbLIM TeCTaM

4 MpoBeaeHa oueHka PYHKUUN XKeBaHUSA U F0TaHUS Oa/Het

5 MNMpoBeAeH OCMOTP FPYAHOrO M MOSICHUYHOrO OTAEeNa MO3BOHOYHMKA Ha npeaMeT Hanwuuua | Oda/Het
ckonmno3sa m kudosa

6 lMpoBeaeHa KNMHUYeCKasa oueHKa AblXaHus Na/Het

7 MpoBeneH npueM (OCMOTP, KOHCY/MbTalMsl) Bpada-racTpo3HTEposiora MepBUYHbIA NpwU Oa/Het
Ha/IM4YnM COOTBETCTBYIOLMX XKanob**

8 MNMpoBeaeH npuem (OCMOTP, KOHCy/NbTauusa) Bpayva-AveTosiora nNepBuYHbIA naumeHTy co CMA [a/Het
5Q, KOTOpbIi MMeeT HapyleHWs HYTPUTUBHOrO CcTaTyca WAM YrpoXaem Mo pasBUTUIO
HEeAoCTaTOYHOro UM U36bITOYHOIrO NUTaHUa**




Kputepumn kauecrsa

OueHka
BbINOJIHEHUA

racTpocToMy y nauueHTa ¢ GakToM HEBO3MOXHOCTM MpornaTbiBaHWa MUK, MpU 60MbLLIOM
pUCKe acnupaumMoHHOro CMHAPOMa M NpW HYTPUTMBHOWM HEAO0CTaTOUYHOCTU

9. MpoBeneH npueM (KOHCYNbTauusa) Bpava-TpaBMaTosiora-opTonesa NepBUYHbIA NPU HaINUYUm Oa/Het
CKeneTHbIX AedopMauni Ana obecnedeHus nauuMeHta TyTopamu M opTe3amu, a npu
Heo6X0AMMOCTUN — KPEeCIOM-KOJISICKON **

10 MpoBeaeH npuem (KOHCy/nbTauusi) Bpada-TpaBMaTosiora-optoneAa MOBTOPHbIMA MpU HanMymuu Oa/Het
cKeneTHbIX AgedopMaumii Npu NOBTOPHOWM rocnuTanmsaunmn**

11 MpoBeaeH rpuem (OCMOTP W  KOHCyfbTauWs) Bpava-nynbMOHOMOra  MNEPBUYHbLIA  Npu Na/Het
K/IMHMYECKUX MpU3HaKaxX HapyLeHWin abiXxaHns**

12 MpoBeaeHa nepBMYHAs KOHCYNbTaLMUM Bpaveld UM WHbIX CMNeuuannuctoB M3 MeaULMHCKON Oa/Het
opraHusaumMmM UnnM ee CTPYKTYPHOro noapasAeneHusi, OKasbiBaloLWero cneunanmu3mpoBaHHyo
nananaTUBHY MeAULMHCKYI0 noMolb AeTam co CMA 5q, npu Hannunm nokasaHum**

13 MpoBeaeH npueM (0OCMOTP, KOHCYNbTaLMs) Bpaya no nedyebHol dusKynbType nepBUUHbIA** Oa/Het

14 MpoBeaeH npuemM (0CMOTP, KOHCYbTaumMs) Bpadya-du3moTepanesTa NepBUYHbIN Oa/Het

15 BbinonHeHO onpeaeneHne coaepXaHus riioKo3bl B KPOBU AN UCKTOYEHUS FMNOrIMKEMUN Oa/Het

16 BbINONHEHO nccneaoBaHMe KUCIOTHO-OCHOBHOMO COCTOSIHUA U ra3oB KpoBu* Oa/Het

17 BbinonHeHo uccnegoBaHue ypoBHs 25-OH ButaMmuHa O** Oa/Het

18 BbinonHeHa pervcrpaums anekTpokapanorpaMmbl € YactoTon 1 pas B rog Oa/Het

19 BbinonHeHa peHTreHorpadwusi NO3BOHOYHMKA, CreunanbHble UCCNefOoBaHUS M MpoeKuun c Oa/Het
n3MepeHveM yrna Ko66a naumeHTy C HapylleHWeM OCaHKW W/Unun BUAMMBIMKU AedopMaumsamu
rPyAHON KNeTku

20 BbinonHeHa PeHTreHOAEHCUTOMETPUS MOSICHUYHOMO OTAE/Na MO3BOHOYHMKA NaLUMEHTY cTaplie Oa/Het
6 net c yactoTon 1 pas B rog **

21 BbinonHeHa npuuenbHas peHTreHorpadwsi opraHoB FPyAHOW KMETKW BCEM MnauueHTaMm co Oa/Het
CMA 5@ kak MMHMMYM pa3 B 2 roja

22 MpoBeneHO uWccnefoBaHWE HECNpPOBOUMPOBAHHbLIX AblXxaTeslbHbIX O6BHEMOB W MOTOKOB Oa/Het
nauneHTam ctapwe 5 ner**

23 MpoBeaeH  KapAMOPECNWPATOPHbIA  MOHUTOPWHI  (AUCTaHUMOHHOe  HabnoaeHue  3a Ha/Het
nokasaTensaMyM 4acToTbl CepAeYHblX COKpalweHuid U AUCTaHUMOHHOe HabnaeHwe 3a
(bYHKLMOHaNbHBIMW HapyLeHUAMU foKasaTene BHELWHero AblxaHus) B CTauMoHape BCeM
naumeHTy co CMA I 1 naumeHTy co CMA II ctapwe 5 net co cHuxeHueM GpopcMpoBaHHOIO
BblAOXa Ha 45% un 6onee**

24 BbINonHeHO oTcacbiBaHWE CAM3W U3 POTOMNIOTKWU, HOCA UM BEPXHUX AblXaTeNbHbIX NyTen u Oa/Het
MCMNONb30BaHMe MexaHU4YecKoro MHcydasTopa-acnupartopa nexaymm naumeHtam co CMA 5q u
cnasumm naumentam co CMA 5q C pecnupaTopHbIMU HapyLlIeHUAMU Npu HeshPeKTUBHOM
oTKaLLInBaHUu

25 BbINO/THEH YPECKOXHbIA MOHUTOPUHI NapuManbHOro AaBfeHUst KUCIOpoAa BO BPEMS HOYHOIO Oa/Het
CHa nauuweHTam co CMA 5q I Tvna, a Takxe y naumeHToB co CMA II Tna npu noao3peHunsx
Ha HOYHYIO TMNOBEHTUNALMIO N O6CTPYKTUBHbBIE @anHO3 CHa**

26 MpoBeaeHa neyebHas dusKynbTypa Npu 3abosieBaHUsAX nepudepmnyeckoinn HEpBHOM CUCTEMBI Oa/Het
1 CcycTaBoB

27 MpoBefeH Maccax rpyaHON KNeTKn MeaNLMHCKUIA NPU HannYnmn pecnmpaTopHbIX HapyLlleHuin [a/Het

28 MpoBeaeHa nedyebHas uaKynbTypa npu 3ab6oneBaHUsaX BEPXHWUX AblXaTesbHbIX NyTei npu [Oa/Het
HaNM4YMM pecnnpaTopHbIX HapyLUEHWN

29 MpoBeaeHa nevyebHasa GpuskynbTypa nNpu 3aboneBaHnax nepndepmnyeckon HEPBHON CUCTEMBI Oa/Het

30 MpoBeaeHa MexaHoTepanus npu 3aboneBaHUsiX nepndepnyeckon HEPBHOWM CUCTEMbI Oa/Het

31 MpoBeneHa o30kepuTOoTEepanusi 3aboneBaHWin nepudepuyeckolt HEepBHOW  CUCTEMbI Oa/Het
naumeHTaM C KOHTpaKTypamu

32 MNpoBeneHa 6eceaa Cc poaATENnsaMM NauveHTa o CyTW 3abofieBaHus, BO3MOXHbIX OCNOXHEHUAX Oa/Het
1 ero nporHose.

33 MpoBeaeH npueM Kanbuusa TlOKOHaTa** u konekanbumdepona, ecniv BbiIsSIB/IEHbl NMPU3HaKK Oa/Het
OCTEONEHUM UM HU3Kasi KOHUEHTpauus ButamMmHa D B KpoBu

34 MpoBeneH npuem 6uchochoHaToB, €CM BbISIBNEHbl MPU3HAKWM OCTEOMEHUW WU 4YacTble Oa/Het
nepenombl

35 BbimoniHeHa ycTaHOBKa Ha3oracTpanbHOro 3oHga naumeHtam co CMA 5 c HapywweHusMu Oa/Het
rnoTaHus

36 BbinonHeHO kopMieHWe yepes HasoracTpasbHbli 30HA TsxenobonbHoro naumeHta co CMA [a/Het
5 ¢ HapyLeHUsAMMN rnoTaHms

37 BbinonHeHO paccMoTpeHue Borpoca 06 YyCTaHOBKE raCTpOCTOMbl M KOPMJIEHME 4Yepes




Neo Kputepumn kauecrsa OueHka
BbIMNOJIHEHUSA

38 BbINOMHEHbI pa3bsCHEHUA O MPOrHo3e AEeTOPOXAEHUS U Heob6XOAMMOCTM TeHeTUYecKoro Oa/Het
obcnepoBaHMs camux poauTenen

39 BbinonHEHO npuMeHeHWe npenapaTa HYyCUMHEpPCEH BCEM MauMeHTaM C FeHeTUYeCKu [Oa/Het
noaTBEpPXAEHHbIM anMarHosom CMA 5q npu HanuMyuu nokasaHui u obecnedeHun pocTyna K
npenaparty

*Ecnmu  gmuarHocTuueckass wiu JiedeGHasi Tipolienypa Oblia IIpoBeieHa paHee B
IeKpeTUpyemMble CPOKM, TO OHA He [O/DKHA TOBTOPSATbCS. EcamM meguumHCKOe
yUpeXkIeHe He pacrojaraeT peadMIMTAIMOHHBIMM BO3MOKHOCTSIMM, IIallMeHT
IOJIKeH ObITh HAaIIpaB/eH B TO YUpPEKAeHMe, IIe peabuanuTais BO3MOXKHA

£

EcmM pma”HHOro crnenmanucra WIM METOOA JOUArHOCTUKM UM JIe4eHUs HeT B
MeAUIIMHCKOM OpraHu3auym, Heob6XoaMO JaTh HAIlpaBIeHe B APyrue MeAUIIMHCKIE
yupexaeHusi, rae Takue CreuaaucTbl UM MeTOIbl CYIeCTBYIOT
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IIpunoxxenue Al. CocTaB padoueri rpyIminbl

AprembeBa CBerTnaHa DpoHMCIaBOBHA, HEBPOJIOT, 3aBedyloliasi OTAeleHueM
ricuxoHesponoruu u anunenrtonornu OCII HayuHo-ucoienoBaTebCKUii KIMHNYeCKUN
uHcTUTyT nepuatpum um. 0. E. Bemptumesa ®OIAOY BO «PHUMY UM.
H.N.ITMPOTOBA» M3 P®, kauaugaTt mef,. HayK

benoycosa Enena JImuTpueBHa, HeBpPOJIOT, 3aBeAyIOLIas OTAEI0OM IICUXOHEeBPOIOTUN U
smwientonorun  OCII HayuHo-uccienoBaTenbCKMii — KIMHUYECKUIT — MHCTUTYT
neguatpuu um. 10.E. Benbtuinesa ®IrAOY BO «PHUMY M. H.U.ITMPOT'OBA» M3 PO,
IOKTOP Mel. HayK, Ipodeccop

Bnopasen Imutpuit BiraguMmmuposud, HeBpOJIOT, CTapLINii HAYYHbBIM COTPYSHMUK OTAea
ricuxoHeBponoruu u smmierntonoruu OCIT HayyHo-nuccienoBaTenbCKMin KIMHUYECKUIT
uHCTUTYT Tneguatpun um. [O.E. Benpruimesa @OIAOY BO «PHUMY UM.
H.N.ITMPOT'OBA» M3 P®, kauaugaT me[,. HayK

Bonbckuit I'puropmii bonmcinaBoBuy, Bpad TpaBmaTojor-opromnen, opresuct OO0
«TroMeHCKUIi peabMINTaIMOHHBI LIEHTP»

lepmanenko Omnbra IOpbeBHa, yupenuTeab M  IIpeAcemaTelb  IpaBIeHUS
6marorBopuTenbHOro ¢poHma «Cemby CMA».

I'posHoBa Osnbra CepreeBHa, BenylMii Hay4dyHbIii COTPYAHUK OTHeNa [OETCKOM
Kapguosmormu ¥ HapymieHuii putma cepaua OCII HayuHo-uccienoBaTelbCKUI
KIMHNYecKuii UHCTUTYT neguatpum uM. 10.E. Benptuinesa ®rAOY BO «PHUMY UM.
H.N.ITMPOTOBA» M3 P®, 1.m.H.

I'yzeBa BaneHTMHa LiBaHOBHA, HeBpOJIOT, 3aBeayiomiasi Kadempoit HeBPOJIOTUH,
HEeMpOXUPYpruM U MeauiuHCcKoil reHetuku @OIBOY BO Caskr-IletepOyprekuii
rOCYZApCTBEHHBIN MefuaTpuYeckKuii MegUUVHCKU YHUBEPCUTET, JOKTOP Mel. Hayk,
npodeccop, wieH-KoppecroHaeHT Poccuiickoit Akagemun EctectBo3HaHus1, [71aBHbBIN
BHeIITaTHbIN crienuanmuct M3 P®.

3abnenkoBa Bukropmsi BrnagumupoBHa, Bpad JabOpaTOPHBI TeHETUK, K.M.H.,
CTapIIMii Hay4dHbINi COTpygHMK jabopatopumu JHK nuarHoctuku nabopatopum THK
IuarHoctukyu @®I'BHY Mennko-reHeTMUYeCKMiIT HAy4HbIM LIEHTP MMEHM aKaJeMuKa
H.I1. Boukosa., K.0.H.

WxeBckasi Bepa JleOHUOOBHA, reHETUK, 3aMeCTUTeNb OUpeKTopa 1o Hayke OIBY
Mepnuko-reHeTMYECKUII HAYUYHBI LeHTp uMeHu akageMuka H.II. boukoBa, moKTOp
Me[l. HayK, IIpeacenaTenb Poccuitckoro o6ImecTsa MeAMINMHCKUX TeHETUKOB.

WnbuHa Enena CrenaHOBHA, HEeBPOJIOT, 3aBeayoias IeTCKUM
rnicuxoHeBposornyeckum  otoenenneM OCII  «Poccuiickast meTckasi KIMHMYECKast
6onpHuLIa» PrAOY BO «PHUMY VM. H.U.ITMPOT'OBA» M3 P®, K.M.H.

Kenuc Bmagumup MapkoBuu, 3amecturtens gupekropa @IbBY  «HayuHo-
UCCIeI0BATENbCKU JEeTCKUI OopToreandeckuin MHetuTyT umenu [LU. TypHepa»
MunsnpaBa Poccum, r. CaHKT-IleTepbypr, pyKOBOAMTEIb OTHEIEHMSI IaTOIOTUU



CTOITbI, HepoopTONeAMM ¥ CUCTEeMHBIX 3aboneBaHuii, A.M.H., 4ieH EBporeiickoro
obOlIecTBa [JETCKMX OpPTOIEeJOB M AMEpPMKAHCKOM aKageMuu lLiepe6paabHOro
rnapaamnya.

KuceneB AHTOH BsiuecsiaBoBMY, 3aBeAyIOIINiT JTabopaTOpyeit MONEKY/ISIPHOM reHETUKA
M TeHHOM Tepanuu HayyHO-MCCIeoOBaTeNbCKOTO MHCTUTYTAa  aKylIlepcTBa,
rmHekonorun u pernpoaykronormu um. .0. Orra. r. Cankr-IleTepbypr, K.06.H.,
accouuMMpoBaHHbIi yuacTHUK EBpornerickoro koHcopunyma TREAT-NMD.

KokoprHa AHHa AnexkcaHapoBHa, Bpau HeBposior ['AY3 TO OITH JIPLL «Hanmexpna», T.
TiomMeHb.

KosnecoB Cepreit BacuibeBuu, pyKOBOAUTE/b OTHEN€HUS IMATOJOTUM IMO3BOHOYHMKA
OI'bY «HMUL TO wmm. H.H. IIpuopoa» MwunsgpaBa Poccum, r. Mocksa, O.M.H.,
npodeccop

Komaposa OkcaHa HukonaeBHa, Bpau nmeamuaTp, raCTPOSHTEPOJIOT, AUETOJIOT, CTapIInii
HAy4YHbI COTPYOHMUK oTHesia racTrposHTeponoruu OCII HaydyHo-uccienoBaTeabCKUit
KIMHUYeCKUT MHCTUTYT neauatpun um. 10.E. Benptuinesa ®TAOY BO «PHUMY VM.
H.N.ITMPOTOBA» M3 P®, k.M.H.

KysenkoBa Jliogmmia MwuxaiioBHa, HEBpOJIOr, HadajJbHUK lleHTpa [erckoit
TICUXOHEBPOJIOTUMU, 3aBeAyroias OTAe/eHueM TICMXOHEBPOJIOT UM "
rnncuxocoMmartmueckoit matonoruy GIAY M3 PD «HaimoHanbHbII MeOUIIMHCKUI Mcclie-
nmoBatenbckuit lleHTp 3mopoBbst [eTeii», I.M.H., IIpodeccop

Kyp6atoB Cepreit AjieKCaHIpPOBUY, Bpauy HEBPOJIOT, TeHeTUK, GYHKIMOHATbHO
OIMAarHoCcTuMKM, K.M.H.,, AY3 BO «BopoHeXCcKuii 00JaCTHOM  KJIMHUUYECKUIA
KOHCYJIbTaTUBHO-IMArHOCTUYECKUI LIEHTP», I'. BOpoHexXK

Kyue Cepreit BaHOBMY - reHeTuK, aupekrop PI'BHY Menuko-reHeTnuyeckuin
HAay4yHbIi 1IeHTp uMeHM akagemuka H.II. BoukoBa, 3aBemywmuii Kadempoit
MOJIEKY/ISIpHO U KiIeTOYyHO! reHeTuku DPI'BOY BO «PoccuitCkmii HalMOHAJIbHBIN
UCCIIenoBaTebCKUI MeIULIMHCKUI yHUuBepcuteT umenu H.M.IIuporosa» Muu3gpasa
Poccun, m.M.H., wieH-KoppecroHaeHT PAH, riaBHbIMA BHEILITATHBIN CIIELUMATIUCT 10
MeIULMHCKON reHeTuke MuH3sgpasa Poccum, mpepcenmartens dTudyeckoro Kommurera
MwuusnpaBa Poccun, mpesuaeHT Accoumanmy MeguUIMHCKIX TeHETUKOB Poccun.

JleoHuyk Cepreit Cepreesuy, TpaBMaTOJIOr-OpTOINeL, 3aB. TPaBMAaTOIOIO-
opromnenuueckuM otaeieHeM N2 6 kinMHuUKU Helpooptonenuu OI'BY «PHIL «BTO»
uM. akap. I'A. Unusaposa» Munszapasa Poccun, r. Kypras. K.M.H.

MepnBeneBa CsernaHa HwukonaeBHa, Bpau-HeBposior @OIBY «HayuHblil 1eHTp
BOCCTAHOBUTEJIbHOM TpaBMaTOJOTUM U opromenun» um. I''A. Unuszaposa M3 PO, ri.
IeTCKUI BHEIITATHBIN HEBPOIOT KypraHckoit 061acTu

Ounposa IlonvHa BsyecsaBOoBHA, Bpady TPaBMAaTOJIOr-OPTOIEe[, KIMHUKM ITATOJIOTUM
MMO3BOHOYHMKA U peaxux 3abomeBaunit otmenenus N2 1 ®I'BY «PHIl BTO um. Akan.
I'.A.Vinusaposa», r. Kypras, K.M.H.

IToneBuuyenko Enena BnagumupoBHa, mpodeccop kadeapbl OHKOIOTUM, FeMaTOIOT UM
M JIy4eBOil Tepanuu Tmemuarpuyeckoro @akynprera ®TAOY BO PHUMY wumenu
H.N.Iuporoga, A.M.H, nmpodeccop, uneH [IpaBnenus: Accormanuy mpodeccuoHaaIbHbIX



Y4aCTHUKOB XOCHMUCHOM TTOMOIIMN.

[TonskoB Anekcanap BrmamumupoBuy, reHeTuK, 3aBemylomuii yaboparopueit JHK
auarHoctukyu ®I'BHY Menuko-reHeTMUYeCKMii HAy4HbIM LIEHTP MMEHM aKaJemMuKa
H.II. boukoBa, wieH-KoppecnoHaeHT PAH, 1.6.H., mpodeccop.

[TorikoB [IMuTpuii ApHOJBAOBUY, TPaBMaTOJIOT-OPTOIEl, BBICIIEN KaTeropuu,
pPYKOBOOUTENb KIMHUKU Helpooproneguu OI'BY «PHI «BTO» wum. axkag. T.A.
WnuzapoBa» Mun3sgpaBa Poccum, r. KypraH, a.m.H., mpodeccop PAH, umeH-KOpD.
®paHIy3CKOI akageMuy HayK.

[TpokomnbeB 'eHHaguit l'epMaHOBMY, aHECTe3MOIOT-PeaHMMATOJIOT, NOLEHT Kadeapsl
IIeTCKOM aHecTe3UoJIoru U MHTeHCuBHOM Tepanuu OYB ®I'AOY BO PHUMY umeHnu
H. W. IluporoBa, Benyuiuii Hay4YHbIM COTPYOHUK U 3aBeOyWOLUNA OTOeleHueM
«HayuyHO-TIpakTMUeckoro LeHTpa CIelVaIu3MPOBAHHON MeIULIVHCKON [TOMOILIN
oetsm» uM B. @. BoiiHo-fceHenikoro [enapramMeHTa 3ApaBooXpaHeHUsl . MOCKBBI,
K.M.H.

Pynenko [Imutpuit MropeBuu, 3amectuTenb miaBHoro Bpaua CII6 I'BY3 «lopoackas
MHoromnpobwibHast 6ompHuIIa N2 2»  CaHkT-IleTepbyprckoro MeguIIMHCKOTO
YuuBepcuterta um. M.I1. [1aBnoBa. 1. M. H., mpodeccop

Ps6bix TaTbsiHa BukTOpOBHA, Bpau neguatp Bbicuieit kateropuyu ®I'BY «PHII BTO um.
Axan. I''A. Unuszaposa» M3 PO, r. Kypran

Psi6pix Cepreii OneroBuu, TpaBMaTOOT-OPTOIE, BbICIIE) KaTeropmuu, pyKOBOAUTEb
KJIMHUKM TIaTOJIOTUM MO3BOHOYHMKA U penkux 3aboneBanuit ®I'BY «PHIIL «BTO» mm.
akaz. I'.A. nuzapoBa» MunsnpaBa Poccun, r. KypraH, gupeKkTop 1mo o6pa3soBaHUIO B
HalpaBjIeHUU «OPTOIEenusi» POCCUMCKOTO TPenCTaBUTEIbCTBA MEXIYHAPOILHOM
accouManuy CIMHAIbHBIX XUpyproB AOSpine, A.M.H. WIeH acCOUMAUM 110 U3YYEHUIO
MeTona MnmusapoBa ASAMI Poccust, yieH BCepOCCHIACKOTO 001eCcTBa TPaBMaTOIOTOB-
OpTOIIe0B.

CaBBa Haranbsi HukonaeBHa, JOueHT Kadeapbl OHKOJIOTUM, T€MaTOMOTUM U JIy4eBOit
teparuu ['BOY BIIO «PHUMY um. H.U. [Inporosa Muusapasa Poccun», 3aMmeCcTUTENb
[JITABHOTO BHEILUTATHOTO CIIeUMaJIUCTa II0 Ta/UIMATUBHOM IIOMOILIM [EeTCKOMY
HaceJIeHUI0, K.M.H.

CaBuH [Imurpuii MwuxaiaioBuu, HeNpoOXupypr, TpPaBMaTOJIOr-OpTOIlel, 3aB. 3aB.
TPaBMAaTOJIOTO-OPTOIleAMYEeCKMM  oTaeneHMeM N2 9  KIMHUMKM  TIaTOJIOTUM
IO03BOHOYHMKA U peakux 3aboneBannii ®I'BY «PHII «BTO» um. akan. I'.A. nusapoBa»
Mwunspgpasa Poccun, K.M.H. I. Kypran

Camtero Enena IOpbeBHa, Bpau HEBPOJOT, OTAE/IeHMe Ta//IMaTUBHONM TOMOIIU OETIM
T'AV3 CO «Ob6macTHas meTcKast KIMHuYeckast 6oapHMUIa», T. EKaTepuHOypr

CyctoB Bacunmit MuxaiiioBud, HEBPOJIOT, aCCUCTEHT Kadempbl peadbvmitonorny OIT u
OI10, ®I'BOY BO «CaHkT-IleTepOyprckuii rocymapCTBEHHbBI TeaMaTpPUIeCcKuit
MeIVLIMHCKUI YHUBepcuTeT» MuH3apasa Poccnn.

Tosnussn Enena BacunbeBHa, Bpau getckuit 3sHAokpunHonor, OCII HaydHo-
UCCIIef0BaTeNbCKU  KIMHUYECKUI MHCTUTYT mnepuatpum uM. [O.E. Bembpruinesa
@®Tr'AOV BO «PHUMY UM. H.U.ITMPOT'OBA» M3 PO, K.M.H.



TpeTbsikoBa AHacTtacuss HukonaeBHa - aHeCTe3MOJIOT-peaHMMATOJIOr  BbICIIE
KaTeropuy, pPyKOBOOMUTENb CIYXXObl NT€TCKO aHeCTe3MOJOTMM UM peaHMMAaTONOTUU
OI'BY «Hay4HbIl LIeHTP BOCCTAHOBUTEIbHOM TPaBMAaTOJOTUM U opTorenum» um. I.A.
Wnusaposa M3 PO, r. Kypran

@exnucroB OIMutpuii AjiekcaHZpoBuY, Bpau TpaBMmarosior-opromen; OCII HayuHo-
UCCIIeN0BaTeNbCKUI  KIMHUYECKUI MHCTUTYT nemuatpum wuM. [O.E. Benbpruinesa
®I'AOY BO «PHUMY VM. H.U.ITMPOT'OBA» M3 PO

OuinatoB Erop [OpbeBuuy, Bpauy TpaBMaTOJOT-OPTONEN KIMHUKU I1ATOJOTUU
IO03BOHOYHMKA U peakux 3aboneBanniit ®I'BY «PHII «BTO» um. akan. I'.A. nuszapoBa»
Mwun3znpasa Poceny, r. Kypras.

[lITabuamukmuii  Bacunuit  AHOpeeBMu, Bpau-IyJIbMOHOJIOT, JOIEHT Kadempsl
mynbMoHonoruu G®AII0 ®rAOY BO «PHUMY MM. H.U.ITMPOT'OBA» M3 P®, K.M.H.,
9KCHepT 6arorBopuTenbHOro pouma «Kupu ceituac»

[llykmuHa Jlapyca AHaTOIbeBHA, IeAMATpP, 3aBeOVIOIIAS OTAeIeHMEM Ia//IMATUBHOM
riomoIny aetssm O671aCTHO IeTCKOM KIMHMUECKOM 60bHNUIIBI, I'. EKaTepmuHOypr

KoHGAMKT MHTepecoB:

ApTembeBa CeeTnaHa bpoHncnaBoBHa O6pasoBaTesibHble FpaHTbl M rOHOpapbl 3a JIeKUUKM OT KOMMaHWui
flHceH Cwunar, Pow, PTC no npobnemMaMm HepBHO-MbIEYHbIX
3aboneBaHnit

YperynnposaHue KOHMANKTa — HEe UMeeT PUHAHCOBbLIX MHTEPECOB B
yKasaHHbIX KOMMaHuWAX, He y4yacTBoBafsa B HanuWcaHwu pasgena
«MaToreHeTnyeckas Tepanusa»

Benoycosa EneHa MUTpreBHa FoHopap oT KoMnaHuu AHceH Cunar 3a nekuuio
YperynuposaHne KOH®AWKTA - B JNleKuuMuM 06CyXAanncb TObKO
BOMpPOCHI AnarHocTmkn CMA

Bnopaseuy, AMutpuii Bnagummnposuy FnaBHbIV  nccneposateNb B MEXAYHApPOAHbIX  KIMHUYECKMX
NnpoTOKOMaxX CO CMOHCOPCTBOM komnaHwwuin PTC Therapeutics, F.
Hoffmann-La Roche, Novartis, Biogen, NS Pharma, Sarepta
Therapeutics, Pfizer, Avexis.

[oHopap 3a nekuuu ot komnaHun PTC Therapeutics, F. Hoffmann-
La Roche, Janssen, Novartis, MNuk-dapma.

YperynuposaHue KOHbIMKTa — He MMeeT (PUHAHCOBbIX MHTEPECOB B
yKa3saHHbIX KOMMaHUsIX, He y4yacTBOBaj B HanucaHwu pasgena
«[aToreHeTnyeckas Tepanus»

Bonbckuin Fpuropuii bBonncnasosuy Het
FepmaHeHko Onbra tOpbeBHa HeTt
'po3HoBa Onbra CepreesHa Het

l'y3eBa BaneHTuHa ViBaHOBHa

Mxesckasa Bepa JleoHnaosHa HeTt
MnbnHa EneHa CrenaHoBHa HeTt
3abHeHkoBa Buktopus BnagummnposHa Het
KeHunc Bnagnmmp Mapkosuy Het
Kuncenes AHTOH BsAvecnasoBuy Het
KokopuHa AHHa AnekcaHapoBHa HeTt
Konecos Ceprei Bacunbesuy Het
KomapoBa OkcaHa HukonaesHa Het
Ky3seHkoBa Jllogmmna MuxannosHa Het
Kyp6atos Cepreii AnekcaHapoBuy Het
NeoHuyk Cepren Cepreesuy Het

MepnBenesa CeBeTnaHa HukonaesHa Het




Ouuposa MNonnHa BsiuecnaBoBHa Het
MonesnyeHko EneHa BnagmMmupoBHa Het

Monkos AMUTpuin ApHONbAOBUY Het
Monskos AnekcaHap Bnaammumposuny Het
Mpokonbes MeHHaann MepmaHoBUY Het
Pynenko Amutpuin Uropesny Het
Ps6bbix TaTbsiHa BukTopoBHa Hert
Psabbix Cepreit Onerosuy Het
CasBa HaTtanba HukonaesHa Het
CaBuWH OMuUTpuii Muxaiinosuy HeTt
Canero EneHa tOpbeBHa, Het
CycnoB Bacunuit Muxainosumy HeTt
To3nusaH EneHa BacunbeBHa Het
TpeTbsikoBa AHacTtacusa HukonaesHa HeTt
®deknucrtoB AMnUTpuii AnekcaHapoBuy HeTt
®unatos Erop lOpbesuy HeTt

LtabHuukuii Bacnnuii AHapeesny

[oHopap oT KoMnaHuu AHceH Cunar 3a nekuuio
YperynuposaHne KOH®AWKTA - B JleKuuMM 06CyXaanncb TONbKO
BOMPOCHI pecnnpaTopHOi noaaepxku npu CMA

LykwwnHa Jlapuca AHatonbeBHa

HeTt




IIpunoxxenue A2. MeTomo1orus pa3padoTku
KJIVMHUYECKUX peKOMeHJaluin

LeneBas AYAUTOPUSA JAHHBIX KIMHUYIECKUX peKOMEH,I[ﬂlMI‘;I:

1. Bpauu: HeBpOJIOTM, OPTOIMEAbI-TPABMATONOTY, HEBPOJIOTY, HENPOXUPYPIH,
neguaTpbpl,  aHECTe3MOJIOTU-PeaHMMAaTONIOT,  TaCTPOIHTEpPOJSIOTH,  IMEeTOJIOTH,
MyJIbMOHOJIOTM, [EeTCKMe KapAMOoIOTH, Bpauu JieueOHOV (GU3KYAbTYpbl UM Bpauu-
(dbusmorepareBThl.

2. CtygeHThl MegUUMHCKMUX BY30B, OpAMHATOPbI, aCIIMPAHTHI.

MeToapbl, UCIIOJIb3YEMBIEC JIsL c60pa/ceneKuMM AOoKa3aTeJbCTB: IIOMCK B
SJIEKTPOHHBIX 6asax JaHHBbIX.

OnucaHMe MeETOAOB, WCIOJb30BAaHHBIX [JiSI OIEHKM KadecTBa M CWIBI
JIOKA3aTeIbCTB: T0Ka3aTelbHOI 6a30ii 1Ji1 peKOMeHIaluii IBASIOTCS MyOInKaIun,
Bomiemae B KoxpelftHOBCKy0 61b6amoTeKy, 6a3bl manHbix MEDLINE 1 PubMed.

I'my6uHa nmomcka - 10 Jser.
MeToabl, UCIIO/Ib30BaHHBIE JIJISI OILeHKM KayeCcTBa U CUJIbI JOKa3aTeIbCTB:

* KOHCEHCYC 9KCIIePTOB;
* OIleHKa 3HAUYMMOCTMU B COOTBETCTBUMU C PEMTUHTOBOI CXeMOIi (CXemMa IpuiaraeTcs).

MeTonbl, MCIIOJIb30BaHHbIE JJISI aHA/JIM3a JOKa3aTe/IbCTB:

e 0030PbI OITyOJIMKOBAHHBIX METa-aHA/IN30B;
* cyucTeMaTUYecKyue 0630pbl C TAOIUIIAMU JOKA3aTEbCTB

OnmcaHue MeTOLO0B, MCIIOJIb30BAHHBIX JJIS aHA/IM3a J0Ka3aTe/IbCTB

[Ipy otbope mnyboAMKaLMif, KaK TOTEHIMAJIbHbIX VCTOYHMKOB J[OKa3aTe/bCTB,
MCITOIb30BaHHAS B KXKIOM MCC/IEJOBAHMM METOIONIOTHS U3yUaeTcs IJIsk TOTO, YTOOBI
yoequThCS B ee BaTMIHOCTU. Pe3ynbTaT M3yueHMs BANUSIET HAa YPOBEHbD OKA3aTe/lbCTB,
TpUCBaMBaeMblit MyoIMKaLMY, YTO B CBOIO OUYepe/b, BIMSIET HA CUITy peKOMeHIalluii.
I MUHMMM3ALMM TOTEHIMATbHBIX OMIMOOK KaXkJoe McciefoBaHMe OIeHMBAIOCh
He3aBuUCcKUMO. JItoOble pasanumsi B OLleHKaxX OOCY>XKIaaucChb BCeli IPyNIioii aBTOPOB B
IIOTHOM cocTaBe. [Ipy HEBO3MOXHOCTM [OOCTVIKeHMSI KOHCEHCyCa IIpUBJIeKaJICH
HEe3aBMCUMBIi 3KCIIepT.

B HmaHHBIX KIMHUYECKMX PEKOMEHAIMSIX BCE CBEIEeHMs PAaHKMPOBAHBI IO YPOBHIO
IOCTOBEPHOCTU ([OoKa3zaTelbHOCTM) wian Yl B 3aBUCMMOCTM OT KOJIMYECTBA U
KauecTBa MCC/IeIOBaHMI 110 JAHHOJ ITpobieMe (Tabnuiia 3 v Tabnuiia 4).

Tabnuia 3

IlIkana ouenkyu Y o1 [MarHoCTUYECKMX BMeIIaTeIbCTB™,

yaoa Mepapxusa An3aiHOB KIMHUYECKUX UCCNeA0BaHUIM No y6biBaHWIO YPOBHS AOCTOBEPHOCTU A0Ka3aTenbCTB oT 1 Ao
5




1 CuctemaTuyeckune 0630pbl UCCNIEAOBAHUIA C KOHTPONEM pedepeHCHbIM METOAOM WU CUCTEMATUYEecKUin 0630p
pPaHAOMM3MPOBAHHbIX KIMHUYECKUX UCC/IeA0BaHMM C NMPUMEHEHMEM MeTa-aHannsa

2 OTaenbHblE WCCNeAoBaHMA C KOHTPOSiEM pedepeHCHbIM MEeTOAO0M WM  OTAE/bHble PaHAOMU3UPOBAHHbIE
K/IMHMYECKNe MCCNeAoBaHUs M cucTeMaTMyeckme o63opbl MccreaoBaHui Nioboro AusaiiHa, 3a UCKIIIYeHneM
pPaHAOMM3MPOBAHHbIX KJIMHUYECKUX UCCIeA0BaHWiA, C MPUMEHEHWEM MeTa-aHanmsa

3 NccnepoBaHus 6e3 nocnefoBaTeNlbHOrO KOHTPOJA pedepeHCHbIM METOAOM WM UCCNER0BaHUS C pedepeHCHbIM
METOAOM, He SBASIOWWMCS HEe3aBUCUMbIM  OT  UCCNefyeMoro MeToAa WM HepaHAOMWU3MPOBAHHbIE
CpaBHUTENbHbIE UCCNEeA0BaHUsA, B TOM YMC/Ie KOrOPTHblE UCCneaoBaHus

4 HecpaBHUTENbHbIE NCCNEA0BAHNS, ONMCaHNE KITMHMYECKOro Cy4yas

5 NMeeTca nuwwb 060CHOBaHWE MexaHM3Ma AEeNCTBUS MU MHEHWE SKCMEpPTOB

Ta6nuia 4

[llkana onpenenenust Y1 ms meueGHBIX, peadMIUTALMOHHBIX, TPOGUIAKTUUECKUX

BMelIaTeJIbCTB™

yoa Nepapxusi AM3aiiHOB K/IMHUYECKUX UCCNeAoBaHUi No ybbiBaHWIO YPOBHS AOCTOBEPHOCTM AoKa3laTenbCcTB oT 1 Ao
5

1 CucrtemaTnyeckuii 0630p paHAOMU3UPOBAHHBIX KIIMHUYECKUX UCCNef0BaHUI C MPUMEHEHNEM MeTa-aHanusa

2 OTaenbHble paHAOMU3MPOBAHHbIE KAMHUYECKME WCCNeAOoBaHWsS W cucTemaTuyeckue 0630pbl McCCnenoBaHui
noboro AuszanHa, 3a UCKIOYEHMEM PaHAOMU3MPOBAHHbLIX KAWMHWYECKUX UCCNeAoBaHui, C NpUMEHeHWeM MeTa-
aHanusa

3 HepaHaoMU3npoBaHHbIE CpaBHUTENbHbIE UCCNIEA0BaHNS, B TOM YMNC/IE KOFOPTHbIE UCCNefoBaHus

4 HecpaBHWTENbHbIE MCCNEAOBaHUS, OMUCaHWE KJIMHWYECKOro Ciyyass WM Cepun CnyyaeB, WccneaoBaHue
«CNyYan-KOHTPOb»

5 NmMeeTca nuwb 06OCHOBaHME MexaHu3Ma [elCTBUA BMellaTenbCTBa (AOKIMHUYECKME WCCNeaoBaHusa) wau
MHEHMWe 3KCrnepToB

Hasee orpenensiicsl ypOBeHb yOeIUTENbHOCTY peKOMEHIaInit — Tabauia 5

Tabnuua 5

[lIkana orpenejieHns1 YVP nns ANArHOCTNYECKHMX, JIeUeOHBbIX U HpO(l)I/IJIaKTI/I‘IeCKI/IX

MepOoTpUsITUiL™.

Pacwundposka

CunbHas pekoMeHzauus (Bce paccMmaTpuBaeMble KpUTepun 3dEKTUBHOCTM (MCXOAbl) SIBASIOTCS BaXKHbIMMU,
BCE WCC/eA0BaHUs UMEIOT BbICOKOE UMW YAOBMETBOPUTESIbHOE METOA0N0rMYeckoe KayecTBo, UX BblBOAbI MO
MHTEpEeCyoLWNM UCX0AaM SBASIOTCS COrMacoBaHHbIMU)

YcnoBHas pekoMmeHpauusa (He BCe paccMaTpuBaeMble KpuTepun 3(PdeKTUBHOCTU (MCXOAbl) SABMAAOTCA
BaXHbIMW, HE BCE MUCCNefOBaHUA MMEIOT BbICOKOE WM yAOBNETBOPUTENbHOE METOAO0NI0rnYeckoe KayecTso u/
MWW X BbIBOAbI MO UHTEPECYIOLUMM UCXOAaM He SIBASIOTCS COrNacoBaHHbIMK)

Cnabasi pekoMeHAauus (OTCyTCTBME JOKas3aTeNnbCTB Haasexallero kadvectsa (Bce paccMaTpuBaemble
Kputepun  3dbdEKTUBHOCTU  (MCXOAbl) SABASIOTCA  HEBaXHbIMM, BCe WCCNEAOBaHUS WMET HuUsKoe
MeTOoA0/I0rnYeckoe KauecTBo M UX BbIBOAbI N0 UHTEPECYIOWUM UCXOAAM He SIBASIIOTCS COrnacoBaHHbIMM)

Marepuasibl im g paspaboTku KJIMHUYECKUX peKoMeHaI i

https://rosmedex.ru/kr/reco (https://rosmedex.ru/kr/reco)

HOpﬂ,Z[OK OOHOBJICHUSI KIMHUYECKUX peKomeHnam/u}i.

MexaH3M OOHOBJIEHUS KIMHUYECKUX pEKOMeH)laLU/Iﬁ nmpeagycMaTpmBaeT MX

CUCTEMATUYECKYIO aKTYya/IM3dlINI0 — HE PpEXKe YeM OAMH DA3 B TPU I'Old, d TAKXKe IIPU

TIOSIBJIEHMM HOBBIX JaHHBIX C TMO3UIIMM JOKA3aTeJIbHOI MEAVIIMHBI II0 BOIIPOCAM

OMAaTHOCTUKY, JIeYeHUSsT, TPOPUIAKTUKY ¥ peabMInTaIy KOHKPETHBIX 3a00IeBaHMIA,

HaJIMuuy 000CHOBAHHBIX IOTIOIHEHMIT/3aMeuaHmii K paHee yTBepskaeéHHbIM KP, HO He

yaie 1 pasa B 6 Mecs1ieB.


https://rosmedex.ru/kr/reco

IIpunokeune A3. CBsi3aHHBIE JOKYMEHTHI

1. IIpuka3 Munsgpasa Poccun (MuHMCTEPCTBO 3apaBooxpaHeHus PO) ot 13 okTs0ps
2017 r. N2804H "Ob YTBEPXIEHV HOMEHKJIATYPbI MEOIVUIIMHCKUX VCIIVT

2. ITIpuxka3 MunHMUcTepcTBa 3apaBooxpaHeHusi PO or 7 oxkrsg6pst 2015 r. N2 7001 "O
HOMEHKJIaType CIelMaJbHOCTeN CIenuaaucToOB, MMEKIMX BbICIIee MeOUIMHCKOe U
dbapMmauieBTMIUECKOE 0Opa3oBaHue”

3. I[Ipuka3 MuHucTepcTBa 3apaBooxpaHenust Poccuiickoii ®emepanym ot 14 gexaodbpst
2012 r. N2 10471 "O6 yrBep>kaeHnu [Topsimka oka3aHMs MeAVIIVHCKOI ITOMOIIU AETSIM
1o poduito "HeBpoIOTUs"

4. VHCTpYKUMS TI0 TIPMMEHEHMUI0 JIEKapCTBEHHOTO IIperapaTta HYCUMHEpPCeH OT
19.08.2019 JII1-005730, mocTymHO Ha BeO-moprase [0OCymapCTBEHHOIO peecTpa
JIeKapCTBEHHBbIX CpeACTB IO ccbuike: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=)


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

IIpunoxeHnne b. AJropuTmMmsl BegeHUS
manmMeHTa
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IIpunokenue B. Undopmarusa aist
MMalnMeHToB

UYTo Takoe CriMHaJIbHasI MbIIIeYHas! anOd)I/IH?

CrnuHanmbHasgs  MbllieyHass arpodus (mamee CMA) - 3TO  TeHETUMYECKOe,

1.
Mporpeccupyloliee, MHOTAA CMepTeIbHOe HEepBHO-MbIIIeYHOe 3aboseBaHue
HecmoTpst Ha TO, YTO HOBbBIE CJTy4yau BCTPEUAIOTCS JOCTATOYHO PEAKO, MHOTHME JTIIOIU

>kuBYyT co CMA. CMA nopaskaeT mpuMepHO OZHOro u3 6-10 TeIcAY geTeil U SIBIseTCS

BeNyIlleil B MUpe reHeTUYEeCKOM NMPUUYMHOI CMEePTU JeTei 10 2 neTZ’S.

OT TSDKeCTH, Bee oau co CMA TepsioT ABUraTelbHbIe q)yHKLU/[Ml.

CMA 00BIYHO MOAPA3AEISIOT Ha 4 OCHOBHBIX TUIIA

82

@

CMA 1 tama
ITpogenseTca E EOZpacTe Jo 6 Mec.
IlpE ecTecTEeHHOM pa3BHTHH 3a0D0NEBaHHA
IeTH HE  JOCTHTRIOT CTIOCOOHOCTH
NEPEBEPHYTHCA HIIH CHIETB, 3 OEHIaeMas
NPOJOICEHTENEHOCTE FHIHH COCTABAAET <2

ner?

CMA 2 Tuna
IIpogenaerca E BospacTe oT 6§ go 18
smecanes. IIpH  eCTECTEEHHOM  DAIBEHTHH
3a00/IeEaHN IeTH He JOCTHETAHOT
COOCOOHOCTH XOJHTE, MOEET TpehoBaThCA
HCOOAEZ0EIHHE MOTOPHZOEAHHOH

HEEATHAHOH KomackH!

i

CMA 3 Tuna

JHATHO? MOMET EO3HHKHYTE EIUIOTE
o0  TOOpOCTEOEOTO — EBo3pacta.  IIpH
ECTECTEEHHOM DAZEHTHH 2300MeEaHHA MOCTe
OepHOJA HOPMATMEHOTO PAiEHTHE  JEOOH
DOCTENEHHD TEPAKT NOEMKHOCTE, HHOTAA H

cooco0HOCTE XOAHTE!

®

CMA 4 tuna
JHarHo: 0ORMHO VCTAHARTHEAETCA E
spemoM  BOspacTe.  [IpH  ecTECTESHHOM
pasEHTHH  33007eBaEHA  HOOH  MOTVI
HCOBITEIEATE  VMEDEHHEIE — [JEHTATEIEHEIE

HApYIIeHHA H MEINETHYH clabocTs!

Hes3aBucumo

IIpuy CMA Bo3HuKaer AUCOYHKUMSI WIM TIHUOEIb a-MOTOHeI'/’IpOHOBl. a-
MOTOHEPOHbI CHMHHOTO MO3Tra MHHEPBUPYIOT CKeJIeTHbIE€ MBIIILbI ¥ OTBEYaIOT

3a COKpallleHue MBbIIIIIL,.



CnuHHO#W ,
Moar \ Muiwusi

\ HopmaneHein
N\ ot-MOTOHEHpPOH /

N3-3a HemocTaTKa 0co6oro 6enka - 6eqka SMN - npu CMA BO3HMKaeT rubeib
0-MOTOHEIPOHOB

2.
' Atpodun

CnMHHO#K "x, MbILLL

MO3r

a%

o-MOTOHEH POH
. npuCMA

Besok SMN HeoOGxoauM 111 (PYHKIMOHMPOBAHUS MOTOHEPOHOB B CIIMHHOM
Mosre1

B coETese bDemka SMN

1 y9acTEVEOT 2 rema’ B
' \ yd ~,
| osuN | G
N, _./’: “ /
OCHOEHOH HCTOYUHHEE HeTodHAk Manoro
bemka SMIN KOMHYECTEA
VHKIHOHATEHOTO DemKa

IIpy CMA KOIMYECTBO CHHTe3upyemMoro Oenka SMN HeZOCTAaTOYHO IJIst
BbDKMBaHMS HEIPOHOB

«3aboneBanne CMA BbI3BaHO menenueit uau mytaiueit reHa SMNI1, 4TO IPUBOIUT K
CHUXeHUIO YPOBHS Genka sMN*



eEciu ren SMNI1 He paboTaeT, eAMHCTBEHHBIM MCTOUYHMKOM Oenka SMN cTaHOBUTCS
reH SMNZ2, ogHaKO OH MPOU3BOAUT HEJOCTATOYHO (QYHKIIMOHATIBHOTO OeJika SMN6

CHuxenwne axcnpeccd SVIN CHMMEHHe KOAWYeCTBa

SMNI SMN2

| i

Kak mposiBiisieTcsi ciMHa/IbHasi MbIIeYHas1 atrpodus y pebeHka?

Y Kax[Ooro TIialiMeHTa CO CHOMHAJbHONI  MBbIIIEYHOI  aTpodueil  MMeIoTCs
VHAUBUAYAJbHbIE HAPYIIEHUS, & CUMIITOMBI MOTYT pa3jMyaTbCs B 3aBUCUMOCTU OT
BO3pacTa Havajla M  TsbKecTu  3abosneBaHusl. JleTM  MOTYT  MCIIBITHIBATh
MPOrpeccUpyoIly0 CJIaboCTh B MBbIIIIAX, PaCIONOXEHHBIX OMKe K IeHTpy Tesa,
TaKMX Kak Iuieun, 6empa M Tas. MOTryT Takke MOPaskaThCsl MBIIIIIbI, YIYACTBYIOIINE B
IbIXaHUU U [JIOTAHUMU.

CnouHanbHasl MbIIIeYHas anO(l)I/[H He BJ/IMseT Ha HEﬁpOHbI, OTBETCTBEHHbIE

]/IHTE]IJIEKT.g’ 10,11

Y10 HY)KHO 3HATh O reHe SVMN2?

YV Bcex OONbHBIX CIIMHAJBHOV MBbIIIEUHON aTpodueit umMeeTcsl XOTSI Obl OOVH
«pe3epBHbIN T'eH», KOTOpbIii Ha3biBalOT SMNZ2. Crpykrypa reHa SMNZ2 momgo6Ha
CTpyKType TeHa SMN1, HO TOJIbKO HeOOJIbIIast YacTh MPOAyIMPyeMOro um 6enka SMN
(10%) siBsieTCsT TIOMHOCTBIO (YHKIMOHAAbHOM. ODTOro KommdectBa Oenka SMN
HeLOCTAaTOUYHO AJIS NTOAgep>KaHus BbDKMBAEeMOCTU MOTOHeﬁpOHOB.12_14
KommuectBo reHOB SMNZ2 MOXKeT OBITh pasHbIM; Oosblliee 4UMIO Komumit SMN2
CBSI3BIBAIOT C 0Oojee HM3KOM TSOKECTbIO CUMMIITOMOB CIIMHAABHOVM MBINIEYHOM
anOd)I/II/I.14_16
[TockombKy 3abojieBaHMe TPOSIBISIETCS CaMbIMM Pa3HbIMM CUMIITOMAaMM, IO YMUCITY
komuit SMN2 cTeneHb TSKECTU MPOTHO3UPOBATh JIOXKHO. IIpM 3TOM CrienyanmcThl
PEKOMEHIYIOT TP MPUHSITUM pellleHMs] 00 OKa3aHMUM MOMOIIM YUYUTHIBATb HE TOJIBKO
yuciao konuit SMN2, Ho 1 GyHKIMOHATbHbIE CITIOCOOHOCTM pebeHKa.

Kak nmpoucxogut HacaemoBaHMe CIIMHAIbHOM MbIIIeYHOi aTpodumn?

CrnmHajbHas MbIlIeyHass aTpodusl - ayTOCOMHO-pelecCMBHOe 3aboyieBaHMe, TO €CTh
pUCK 3a0071eTh IMOSIBIISIETCS Y pebeHKa B TOM CjIy4yae, eciM OH YHAcJAeoyeT M0 OTHOMY
reny SMN1 ¢ MyTauusiMmmu OT Kaxkmoro pomutensi. Ecnu pebeHOK yHac/iemyeT BCEro
onvH nedekTHbIVi reH SMNI, oH cumMTaeTcs «HOcuTeaeM». HocuTenu He MMEIOT
CHMIITOMOB 3a60eBans. 1S
Ecnu B ceMeifHOM aHaMHe3e eCThb CIIMHabHAas MblllleuHast aTpodusi, To Baiy maHCchl
0Ka3aThCSl HOCUTEIeM OYAYT BhIle cpemHero. [Ipy NpuHATUM pelleHuii, CBSI3aHHbIX C
IUJIAaHMPOBAHMEM CeMbM, BaM IOje€3HO OyHeT ITPOKOHCYJIbTUPOBATHCSI CO CBOMM
BpPauyOM.



Kak nuarHoctupoBatb CMA?

Bpau-resHeTux uiay Bpau-HeBpPOIOr MOT'YT HA3HAUUTh T'eHeTUUEeCKUI aHaIn3, KOTOPbI
TTO3BOJIUT MOATBEPAUTD MO0 UCKITIOUNTD 3a00IeBaHMe.

C uenbio MOATBEPKIOEHNSI IMarHosa IPOBOASIT MOJIEKYISIPHO-TEHETUYECKUI aHan3
KpoBM. OH IOKa3bIBaeT, MMEEeTCs JIu Y nanyeHTa myrtanus B reHe SMNI1. Kpome Toro,
HY>KHO OTIpeAe/INTb YMCI0 KOoIuii reHa SMNZ.

MoryT ObITh Ha3HAU€Hbl M IPYyrMe OMarHOCTUYECKME MCCIeJOBaHMs, B TOM 4YuciIe
IOITOJIHUTEIbHbIN TeHeTUUYeCKUi aHaau3, JIeKTpoMuorpadus win aHaans KpoBu IJIs
M3MepeHMUs] YPOBHS KpeaTMHKMHA3bl. DTU MCCIEJOBAHUS HE MOIYT C BBICOKOI
TOYHOCTBIO TOATBEpAUTh AuarHo3 CMA, ogHaKO IO3BOJSIOT MCKIIOUUTh Opyriue
TOXOKMe 3a001eBaHusl.

KoMIuieKcHBIN TOAXO0A, K OKasaHMI MEeJUIIMHCKOM IIOMOIIM, B KOTOPOM
YYaCTBYIOT CITEI[MAJIMCThI CAMOTO Pa3HOTro IMpoduiIsi, MOKET ITOMOYb YIYUIIUTD 00IIee
COCTOSIHME 30POBbS ¥ BbDKMBAEMOCTDb ™

ACIIeKTOB MeOMIIMHCKOM IIOMOLIM MHOIO, U pPOOUTENSIM COBMECTHO C BpavyoM
MPeCTOUT TPUHMMATh pa3Hbie pelleHMs, TaK KaK y KaXIoro pe6beHKa CUMITTOMBI
MIPOSIBJISIIOTCS [10-CBOEMY. YUMUTBIBAsl, UTO KaxAblii mauyeHT co CMA mumeeTr pasHble
CUMIITOMBI M TIPOSIBJIEHMS], Y/IeHbl KOMaHIbl U CTelleHb X BOBJIEYEHHOCTU MOTYT
MEHSTBbCSI B 3aBUCUMMOCTM OT MOTpPeOHOCTeli M O0OCTOSITeNbCTB. PomuTensM Kak
[JIaBHBIM WIeHaM 5TOil KOMaHJbl PeKOMEHIYeTCS TEeCHO COTPYAHMYAThb C BPauoM
cBOero pebeHka, uToObI cOpPMUPOBATh KOMAaHAy IO OKA3aHUIO MOMOIIM, KOTOpas
JIy4iiie BCero MogoiaeT OJ1si HUX U UX CeMbMU.

OpixatenpHast QyHRuyus. [lomomp [y TOAAEPKKM IbIXaTeNIbHOM (QyHKIIMM
3aHMMaeT LeHTPaJbHOe MECTO B BefleHuM MaiueHToB co CMA. V3-3a c1ab0CTy MBIIIII],
TPYOHOV KAETKM MOXKET CHUXKATbCS CIOCOOHOCTh 3(PGhEKTMBHOTO IbIXaHUS U
OTKAalIUTMBAHMSI, OTYETO MTOBBIIIAETCS PUCK MHd)eKuMM.Z

HeunBasuBHasg uckyccrBeHHass BeHTuasauus Jyerkux (HUBJI) — merombl, KOoTOpble
MO3BOJISIIOT VICKIIOUUTh WIM OTCPOYUTH MHBA3MBHOE BMellaTenbCTBO. CrienyanbHast
anmnapaTrypa, Takasi Kak anmapaT AByX(da3HO! BEHTWISLUM C TIOJOXKUTETbHBIM
IaBjleHueM B pbixaTeldbHbIX MyTsax (BiPAP), ob6ecrieunBaeT MOCTOSIHHBIV IPUTOK
BO3/1yXa B JIeTKVe yepes3 MacKy, 3aKpbIBAIOLILYIO POT M/WIM HOC. B TOMaIIHUX yCI0BUSAX
MOYXHO TaKyKe UCII0/Ib30BaTh OTKALIUBATE/b.

MHBa3MBHAs MCKYCCTBEHHAS] BEHTWISIIMS JIeTKUX obecrieunBaeT 6e30MacHyI0 Mofavy
BO3[yXa B JIeTKMe uepe3 SHA0TpaxealbHYI0 TPYOKY, BBeJJeHHYIO uepe3 poT MallyieHTa
(uHTY6aLMsT), VIV HEOCPeCTBEHHO B Tpaxelo yepe3 HeOOJbIIoe pacceueHue B Iee
(TpaxeoToMus).

Opromegusi. Ckomo3 (MCKpUBJIEHME TI03BOHOYHMKA) — pacIpocTpaHeHHast
npobsemMa y eTeit co CIMHATbHOM MbIIIeYHO aTpodueit, 00yc/oBIeHHAs MbIIIEUHO
cmabocTpio. OpTormen MOKeT TTOPEKOMEHIOBATh NMPUMEHEHME CPEICTB MOAIepKaHMs
03Bl (OPTE3UPOBAHME) UIU XUPYPTUUECKYI0 KOPPEKIIMIO CKOMO3a.

IIntanme. V3-3a MblmeyHoit cmaboctu getu co CMA MOTyT TepsiTb CIIOCOOHOCTH
’KeBaTh ¥ IIOTATh. BO3HMKAET pMUCK BObIXaHMS UM U SKUIKOCTY B JIETKME BO BpeMst
efobl M PasBUTUS PeCHMpPaTOPHbIX MHbeKnit. Pogurenn M Bpauu MOTYT IPUHSITD



pelieHMe 00 YCTaHOBKE BPEMEHHOIO WIM ITOCTOSIHHOTO 30H[IA C LIeJIbI0 0OecIieueHunst
pe6eHKa HeOoOXOAMMBIMU TININEN U )KI/[,E[KOCTbIO.lg 30HAbI OBIBAIOT MBYX TUIIOB:
HasajJbHbIe ¥ abgoMuHaIbHble. Ha3oracTpaabHble 30HIbI BBOASATCS Uepe3 HOC; MuIla
MTOCTYITaeT HEIOCPEACTBEHHO B KeymoK. OOBIYHO OHM YCTaHABIMBAIOTCS, €CM 30H/
TpebyeTcsl Ha KOpPOTKOe Bpems. lacTpocTommueckue TPyOKM YCTaHABIMBAIOTCS
XUPYPruuecKUM MyTeM uyepe3 OPIOLIHYIO CTEHKY B JKelyaoK. OHM JOCTATOYHO ITPOCThI
B OOCJTY>KMBAHUM U SIBJISIIOTCSI XOPOIIMM BapMaHTOM [IJisl IeTei, KOTOPbIM TpebyeTcst
IOJITOCPOYHAs MOJIIepskKKa TPy KOPMJIEHUN.

dusuorepanus. [letu co CMA MoOryt ObITh uepecuyp IabObIMM IJISI COBEpIIEHUS
IBUKEHUI B MOJMHOM 00beMe. Bo3HMKAeT pUCK pa3sBUTUS KOHTPAKTYpP, KOTOpble B
IajibHeiIIeM MOTYT CTaTh MOCTOSIHHBIMM UM OTpaHMUYMBATh ABIOKeHUS. JleueOHast
(buU3KyIbTYpa MOXKET COCTOSITh M3 YIIPaKHEHUI II0 BOCCTAHOBJIEHUIO TUOKOCTU U
001MX (PYHKLIMOHAIBHBIX BO3MOKHOCTE. B oInpeme/ieHHbIX CTyYasx BepTUKAIM3ATOP
MO3BOJISIeT YAYUYIIUTb MPOYHOCTb KOCTeM UM MOXKEeT MCIIONb30BAThCS B OOMAIIHUX
YCIIOBUSIX.

KpOMe BbIIIIE€ II€peUMCI€HHbIX CIIelMnaJnCToB, B COCTaB KOMaHIObI MeIMIIMHCKOMI
IIOMOIINM MOIYT TaKXXe BXOOUTb U Apyrue CrnenmajancTtbl, B TOM 4UMC/I€, Bpaul M MHbIE
CeuaanuCTbl U3 MeOULIMHCKOM OpraHm3anum UJin ee CTPyYKTYPHOI'O Inmoapa3aceieHusd,
OKa3bIBaloOLIEero CrienaJIn3mMpoBaHHYIO ITAJIJIMATUBHYIO MEAUIIMHCKYIO ITIOMOIIb.

Bakubie pecypchbl. CylleCTBYIOT MeXIyHapoOHbIe UM POCCUIICKME OpraHu3aluu,
IIPOEKTHI ¥ COOOIIEeCTBA, IMPU3BaHHbIE ITIOMOYb 00JI€rYMUTH XM3Hb IalyeHToB co CMA
U UX ceMeii.

IManueHTCKUE opraHnmsanmnn

SMA Europe—EBporerlickas IalyeHTCKasi opraHmsanus, cosgaHHas B 2006 rogy,
KoTopasi o0beIMHSIeT MallMeHTCKMe U UCCIeIoBaTeIbCKIe opranu3anum Bceii EBporrb,
TMOCBSIIIIeHHbIE CITMHAIbHOV MbIlIeuHo aTpodun (CMA).

[Tocetute Sma-europe.eu

Cembu CMA - Poccuiickas mamueHTcKas opranusanusi, yactb SMA Europe, co3gaHa B
2015 rony. ITpenaraeT MHOXeCTBO ITPOEKTOB [IJIs TTAIMEHTOB U UX CeMei, TaKUX Kak
ropsiyast JIMHUSI, ¥ TI0JIe3HOJ MH(pOpMaLVi, TaKoi Kak JeTaJbHOoe oIycaHue 601e3Hn
1 6ubnmoTeka rmybnukanuii. [loceture f-sma.ru

NHTepHeT-pecypchbl

TogetherInSMA —MexTyHapOOHbI BeO-CailT, CO3MAHHBINA ST MHMOPMUPOBAHMUS
nauyeHToB co CMA u ux cemeii.

[Tocetute togetherinsma.com
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IIpunoxkenmne I'.

1. HazBaHuMe Ha pycCKOM fi3biKe: KiiroueBblie 3Tarbl
JBUTaTeJIbHOM aKTUBHOCTHU (pa3gen 2)*

* mKkajga B PO He BaIMAMpPOBaHa, /IS €€ MCIIONIb30BaHUSI HEOOXOAVMO CIelaJbHOe
obyueHne

OpuruHasibHOe Ha3BaHue (eciau ecTb): Hammersmith Infant Neurological Exam -

Hctounuk (opuimanbHbIi caiiT pa3paboTIMKOB, MyoamMKaumst ¢ Banumaimei): Bishop

KM (https://www.ncbi.nlm.nih.gov/pubmed,/?
term=Bishop%20KM%5BAuthor%5D &cauthor=true &cauthor uid=28556387), Montes
] (https://www.ncbi.nlm.nih.gov/pubmed/?

term=Montes%20]%5BAuthor%5D &cauthor=true &cauthor uid=28556387), Finkel RS
(https://www.ncbi.nlm.nih.gov/pubmed/?

term=Finkel%20RS%5BAuthor%5D &cauthor=true &cauthor uid=28556387).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. (https://www.ncbi.nlm.nih.gov/pubmed/28556387) 2018 Jan;57(1):142-146.
doi: 10.1002/mus.25705. Epub 2017 Jun 14.

Tun (moguepKHYTh): LIKaIa OLIeHKU

Ha3HaueHne: 001ast OIleHKA IBUTATEIbHOV aKTUBHOCTU Yy pebeHka co CMA I, moxeT
MCIIOTb30BaThCS JJ151 OLleHKM 3(PhEKTUBHOCTY Tepannumu

CopepskaHue (11abI0H):

OEHb BU3UTA: __ .
K/TKOYEBBIE TAMbI ABUTATE/IbHON AKTUBHOCTW: LUKANA HINE PA3AEN 2
MMsa naumnenTa -

MHuumanel nauueHTa

on MM rrrr

[aTa Bu3nTa / /
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VB i HE f ST BaeT My Karteasinn ronosed n3 VS TEBAET rOnOEY Oupestaa:
FanoBs B BEpTIEA ARG CTOPCE L] B CTORoHY B B B BEpTI-
MBS [mopwia p 4 mecaga) HANBHOAM KIS0
[Hopea < 3 echues) [Hopuam 5 mec)
Boopact:
CRocofnocTe HEMADONET CIETS CIPIT CRORQEposoET CHT € ONOpROT CT yBeperen Ses B nonmeesss oy | Ouerec;
CHOETH onopd NOBIMLETCA
Boapacr:
[Hopeda B 4 mecaga) [HOpwia B b mecaies) [Hopesd B 7 mescruen) [recgess & 10 macaea)
COsHATEMEHER GTCYTCTES o SANBATA WCTIONETYET BCD cnadins JaxEar IS SAXBAT Cuyeaca:
Jaxeat A WRASATE ABHBAL
¥ UL BTN S Boapacr:
CrocofsoTh HET CIRICOEHOC T B R T AT O MO ROTCR ACTRET EHRACATRE MOWRETNPHRACATRCA | Oupstac;
OpwEaTheh Gpamathoa O DT A AR Lo gL e T ] HHNE B ML
| MORCOEH AR
)
Boapacr:
(ropea s 3 wecaa) | (ropaasd- 5 secayes) | (mopean -6 mecruen)
CnocolHocTs HE R MOBCPAYIESETCH NSO ABaETCA NOBOPa e E3ETCR Ouperaca
REpSEOPEUMBAT IR MepeBOernaBa Tolh =170 € HOBOTE H CTRE s 0 CFREHEE H BT
DI O Fa WO i CHIEBOTS Ha CIeE
Beoapacr:
[mepesa b 4 micaga) [Hopwa B 6 secaes) (oo & 7 sncrupsn)
CnocofHocTs HE OET JEEATH MROASSET HaE AORT TG Ha B iy T MIGAAET HANIBOTE MIOAIRET A PR Opeia:
NOMEETE OOy Py B HOEHER
Boopacr;
(Hopras 3 mecaga) | (mopoand-35 vecayes) | (Hopea e 8 wecmges) | (sopea e 10 wecaues)
CnocofHocTs HE BRGEPHMBENETBEC | AMKET BRGEESATH BEC | CTOMT CROAQEosHcs] | CO0MT (23 NoCTopoHsei O
CTOATE CBOETOTEN COBCTREHHOND TERS NCRACUER
(ropraa s d-5 wechua) | (Hopuae § vechyes) | (mopua s 12 mecayes) Boopacr:
CnocofuocTs uETASTCH AR T Ongevaa:
AT MR TCR
[opeecaecis 2 mor i) Boopacr:
(Hopeah & 6 mecigen) | (HOPmaa 8 11 mecaues) | (Hopwa s 15 mecajes)

Kitou (MHTepIipeTalys): OlleHKa KauecTBeHHas (He 6ajuibHas), B Tabiuile 06BOIUTCS
TOT HaBbIK, KOTOPBIN €CTh Y pe6eHKa Ha MOMEHT OCMOTPA, TO K& caMoe JIeJIaeTCsT Ipu
ocMoTpe B auHamMuke. CTAHOBSITCS OUEBUAHBIMMU MPUOOpPETEHME/ perpecc OCHOBHBIX
MOTOPHBIX HaBbIKOB.

2.Ha3BaHue Ha pyccKOM si3bIKe: IlIkana oeHKM MOTOPHBIX
dyakumit npu CMA*

* mkana B PO He BaMAMpPOBaHa, [JIS €€ MCII0MIb30BaHMSI HEOOXOAMMO CIelaJbHOe
obyueHne

OpuruHanbHOe Ha3BaHMe (ecau ecTh): The Hammersmith Functional Motor Scale
Expanded (HFMSE)

WcTouHuk (oduiinaabHblil CaiiT pa3pabOTYMKOB, MyOnMKaLusl ¢ Banuaamueit): Pera
MC (https://www.ncbi.nlm.nih.gov/pubmed/?
term=Pera%20MC%5BAuthor%5D &cauthor=true &cauthor uid=28231823), Coratti G
(https://www.ncbi.nlm.nih.gov/pubmed/?

term=Coratti%20G%5BAuthor%5D &cauthor=true &cauthor uid=28231823), Forcina N
(https://www.ncbi.nlm.nih.gov/pubmed,/?

term=Forcina%20N%5BAuthor%5D &cauthor=true &cauthor uid=28231823), Mazzone
ES (https://www.ncbi.nlm.nih.gov/pubmed/?
term=Mazzone%20ES%5BAuthor%5D &cauthor=true &cauthor uid=28231823), Scoto
M (https://www.ncbi.nlm.nih.gov/pubmed/?
term=Scot0%20M%5BAuthor%5D &cauthor=true &cauthor uid=28231823), Montes ]
(https://www.ncbi.nlm.nih.gov/pubmed,/?

term=Montes%20]%5BAuthor%5D &cauthor=true &cauthor uid=28231823), Pasternak
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https://www.ncbi.nlm.nih.gov/pubmed/?term=Darras%20BT%5BAuthor%5D&cauthor=true&cauthor_uid=28231823
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https://www.ncbi.nlm.nih.gov/pubmed/?term=Mercuri%20E%5BAuthor%5D&cauthor=true&cauthor_uid=28231823
https://www.ncbi.nlm.nih.gov/pubmed/28231823

Tur (moguepKHYTh): LIKaJIa OLIeHKU

Ha3sHaueHne: (yHKIMOHAIbHAS OIl€HKA IBUTATENbHOIM aKTMBHOCTM Y ITAllMEHTa CO
CMA , MOXeT MUCIO0JIb30BaThCS AJ1s1 OIleHKY 3 (GEKTUBHOCTY Teparmn

CopepskaHue (11abIoH):

LUKAJIA OLEHKN MOTOPHbIX ®YHKLWM NMPU CMA BOSIbHULbI XAMMEPCMUT (HFMSE)

[o]7[e]
[JaTta oueHkn

[aTa poxaeHus
Bpems, 3aTpadyeHHoe Ha obcneaosaHue

[aTa onepauuu Ha NO3BOHOYHMKE

OueHUBaOLWNKA cneunannct

Mpoba UHCcTpyKUmns 2 1 0 OK
1. CnocobHocCTb Thi MOXKEeLLb MoxeT cuaeTtb 6e3 Heobxoanma Heob6xoanma
cuaetb Ha cuaets Ha onopbl  Ha pykw, onopa Ha O0AHY onopa Ha o6e
ckambe/ cTyne ckambe/cTyne 6e3 noka Bpay cuyuTaet pyKky ans pyku ans
MoxeT  cuaetb ornopbl Ha pykwu, o 3 v 6onee yaepxaHus yAepxaHus

Ha Kpakw CKaMbu r10Ka 51 cunTar 40 6anaHca, noka 6anaHca.

WM Ha ckambe/ 3? (be3 onopbl Bpay cyutaet Ao 3 He crnocobeH
nony 3anuwure noa CrvMHy/c cUaeTb

nyywnin oroposi nan 6e3

YBUAEHHbIN oropsl Horamm)

BapuaHT

2. CnocobHocTb
cnaeTb C
BbINPSMAEHHbIMM

Tbl MoXellb
cnaete Ha rnony/
CKaMbe ¢

Mo)eT cuaeTb Ha
nony/ckambe c
BbIMNPSIMAIEHHbIMU

Mo)eT cuaeTb Ha
nony/ckambe (¢
BbINPSIMAEHHbBIMU

MoxeT cuaeTb C
BbIMPSAMIEHHbIMU
HOramu c ornopowm

Horamu Horun BbIPSMIEHHBIMU Horamu 6e3 onopsbl HOramMm C Onopou Ha o6e pyku,
npsiMble = Horamu 6e3 Ha pyku, noka Ha O4HY  pYKY, noka Bpay
KOJIeHUN MOryT oropbl Ha pyku, Bpay cyuTaet o 3 rnoka Bpay cyuTaeTt cyuTaet go 3.
6blTb  COrHYTHI, roKa s cuuTar 4o no 3 nnn He
HO KOJNIeHHble 3? cnocobeH cnaeTb
yaleykm c

LOJDKHbI 6bITb BbIMNPSAIMAIEHHbIMU
obpalleHbl HOoramm

BBEpPX, JIOAbDKKMU
LOJIKHbI 6bITb
pacnonoxeHbl He
[anblie, 4yem B
10 cm pgpyr ot
apyra

3. CnocobHocTb Thi MOoXKeLlb MoxeT MoxeTt He MOXeT
KOCHYTbCSI KOCHYTbCSl OAHO AOTPOHYTbCSA Ao [OTPOHYTbCS no [octatb no
ronosbl oAHON PYKO# rosioBbl, He rosioBbl oAHON rosloBbl pyKoWn rofioBbl  PyKOM,
pykoi B HaKJ/10HSs1 pykoii. TlonoBa u TO/IbKO  HaKIOHUB naxe C
MONOXEHUN CnAas rosoBy? Tynosuuie ronosy NOMOLLbIO

Pyka [ONXHa ocTalTcs B OBVKEHUS
KOCHYTbCSI cTabunbHoM ronosbl "
rofioBbI Bblle MONOXEHUMU TynoBuLla
YPOBHS yLleWn

4. CnocobHocTb Tbl MoXeLlb MoxeT nonoxuTb MoxeT nonoxuTb He MoXeT
KOCHYTbCSI KOCHYTbCS KUCTN o06enx pyk KUCTH pyK  Ha NnoaHEeCTU KUCTU
rofioBbl  ABYMsl roso8bl  obenmu Ha rofioBy uepes rosioBy, HO TOJIbKO obenx pyk K
pykamu B pykamu CTOpPOHbI. [0f10Ba 1 HaKMOHWB FOJOBY, ronoese
MONOXEHUN CUAS 04HOBPEMEHHO, Tynosuuie HaK/IOHMBLWWCL B

Pyku LOJKHbI He HaKJ/10HSAS ocTatoTcs B CTOPOHY,

KOCHYTbCSI rosoBy? cTabunbHoM nepebupas pykamu

ronoBbl Bbllle NONOXEHUMU WMAN MO OAHOWM

YPOBHS yLUEW.

5. CnocobHocTb Thi MOXelLLb MoxeT MoxeTt He MOXeT
NOBEpPHYTbCS CO MoBepHyTbCS  CO NOBEPHYTbLCS co NoBEpPHYTbCS co NOBEPHYTbCS HU
CMWUHbI Ha 6ok CrinHbl Ha 60K B CMWHbI Ha 60K B CMWHbI TOMbKO Ha Ha oauH 60k

oboux

o06e CTOpOHbI

oaunH 6ok (Mp/J1)

Harnpas/eHUsIX?
lMoctapavica  He
MUCrosb30BaTh
pyku
6. CnocobHocTb Tbi MOXKelLlb MepeBopaunBaeTcs MepeBopaunBaeTcsa He MOXeT
nepeBepHYTLCA C | repeBepHyTbLCS C Ha CnWHY uJepes Ha CMuHY, nepeBepHyTbLCS
XUBOTa Ha XKMBOTa Ha CrMHy npasbili 6ok 6e3 MUCMoNb3ys  pyKy, Ha CruHy
CNuHY yepes | B oboux noMoLLM pyk 4yTO6bI
npasblii 60k HarnpaBaeHUsIX? OTTOJIKHYTbCS/
NOATAHYTb cebs
7. CnocobHocTb
nepeBepHyTbLCA C
XuUBoTa Ha
CNnHY yepes MepeBopaunBaeTcsa MepeBopaunBaeTcsa He MOXeT
nesbIn 60K Ha CnuHy 4epes Ha CMNUHY, nepeBepHyTbCS
neBbln 6ok 6e3 MUCMonb3ysa  pykKy, Ha CruHy
NOMOLLM PYK 4yTO6bI
OTTONKHYTbCS/

noATSIHYTb cebs




Mpoba UHCTpyKUns 2 1 0 OK B=

8. CnocobHocTb Tbl MOXeLlb MepeBopaunBaeTcsa MepesBopaunBaeTcsa He MOXeT
nepeBepHyTbCA nepeBepHyTbCs Ha XWBOT uyepes Ha XXUBOT, nepeBepHYTbCS
CO CMWHbI  Ha CO  CrnUHbI  Ha npasbii 60k 6e3 Mcnonb3ys  pyky, Ha XXMBOT
XKNBOT vepes | xwuBor B 060MX noMoLmn pyk 4TO6bI

npasblii 60k HarnpaBiaeHUsIx? OTTONIKHYTbCS/

NOATAHYTb cebs

9. CnocobHocTb MepeBopaunBaeTcs MepeBopauunBaeTcsa He MOoXeT
nepeBepHyTbLCS Ha >KMBOT u4epes Ha XKUBOT, nepeBepHyTbLCS
CO CMUHbI  Ha neeblin 60k 6e3 MUCMONb3ys  pPyKy, Ha XWBOT
XUBOT yepes noMoLM pykK 4yTO6bI

nesbin 60K OTTONKHYTbCS/

noaTsiHyTb cebs

20. CnocobHoCTb Thi MOXKEeLLb CnocobeH caenatb CnocobeH cpenatb HeBbINOMHMMO
XOAUTb XoAnTb 6e3 6onee 4 waros 6e3 oT 2 po 4 waros
MOCTOPOHHEN NOCTOPOHHEW 6e3
oMoy u  6e3 nomouim NOCTOPOHHEW
nomowm nomMomn
BCrioMoraresibHbIX
yCTpO¥CTB?
lMokaxwu,
noxaJsyvicra
OLIEHKA Kon-Bo oueHok 2 Kon-Bo oueHok 1 Kon-Bo oueHok 0 UTOlO =

Knmou Kk mikane: O6BemuTe HAMBBICHIMII YPOBEHb CAMOCTOSITEIbHBIX IBUKEHUI B
HacTosilllee BpeMsl M IIpM AMHAMMUYECKOM OCMOTpe. BajbHasi olleHKa OTYeT/IMBee
IEeMOHCTPUPYET MO3UTUBHYIO UM HETaTUBHYIO AMHAMMKY JBUTATEIbHOTO Pa3BUTUSI.

OK = orpaHnyeHO KOHTPAKTypOi

3. HasBanme Ha pycckoMm s3bike: [lepecMoTpeHHBIN MOAY/Ib
OLIeHKM MOTOPHOM (DYHKIMM BepXHMX KOHEYHOCTe ™

* mKkajga B PO He BaIuaAMpoBaHa, [IJisS €e MCII0Nb30BaHMsI HeOOXOAMMO CIielaJbHOoe
obyueHue

OpurunHanbHOe HasBaHMe (ecyin ecThb): Revised Upper Limb Module (RULM)

WcTtouHMK (opMUMaAIbHBINA CcaiT pa3spabOTYMKOB, NyONMKALMs C Baaugaien):

Mazzone ES (https://www.ncbi.nlm.nih.gov/pubmed/?
term=Mazzone%20ES%5BAuthor%5D &cauthor=true &cauthor uid=27701745), Mayhew
A (https://www.ncbi.nlm.nih.gov/pubmed,/?

term=Mayhew%20A%5BAuthor%5D &cauthor=true &cauthor uid=27701745), Montes ]
(https://www.ncbi.nlm.nih.gov/pubmed/?

term=Montes%20]%5BAuthor%5D &cauthor=true &cauthor uid=27701745), Ramsey D
(https://www.ncbi.nlm.nih.gov/pubmed/?

term=Ramsey%20D%5BAuthor%5D &cauthor=true &cauthor uid=27701745), Fanelli L
(https://www.ncbi.nlm.nih.gov/pubmed/?

term=Fanelli%20L%5BAuthor%5D &cauthor=true &cauthor uid=27701745), Young SD
(https://www.ncbi.nlm.nih.gov/pubmed/?

term=Young%20SD%5BAuthor%5D &cauthor=true &cauthor uid=27701745), Salazar R
(https://www.ncbi.nlm.nih.gov/pubmed/?

term=Salazar%20R%5BAuthor%5D &cauthor=true &cauthor uid=27701745), De
Sanctis R (https://www.ncbi.nlm.nih.gov/pubmed/?
term=De%20Sanctis%20R%5BAuthor%5D &cauthor=true &cauthor uid=27701745), Pasternak
A (https://www.ncbi.nlm.nih.gov/pubmed/?
term=Pasternak%20A%5BAuthor%5D &cauthor=true &cauthor uid=27701745), Glanzman
A (https://www.ncbi.nlm.nih.gov/pubmed/?
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term=Glanzman%20A%5BAuthor%5D &cauthor=true &cauthor uid=27701745), Coratti
G (https://www.ncbi.nlm.nih.gov/pubmed/?
term=Coratti%20G%5BAuthor%5D &cauthor=true &cauthor uid=27701745), Civitello
M (https://www.ncbi.nlm.nih.gov/pubmed/?
term=Civitello%20M%5BAuthor%5D &cauthor=true &cauthor uid=27701745), Forcina
N (https://www.ncbi.nlm.nih.gov/pubmed/?
term=Forcina%20N%5BAuthor%5D &cauthor=true &cauthor uid=27701745), Gee R
(https://www.ncbi.nlm.nih.gov/pubmed/?

term=Gee%20R%5BAuthor%5D &cauthor=true &cauthor uid=27701745), Duong T
(https://www.ncbi.nlm.nih.gov/pubmed/?

term=Duong%20T%5BAuthor%5D &cauthor=true &cauthor uid=27701745), Pane M
(https://www.ncbi.nlm.nih.gov/pubmed/?

term=Pane%20M%5BAuthor%5D &cauthor=true &cauthor uid=27701745), Scoto M
(https://www.ncbi.nlm.nih.gov/pubmed/?

term=Scot0%20M%5BAuthor%5D &cauthor=true &cauthor uid=27701745), Pera MC
(https://www.ncbi.nlm.nih.gov/pubmed/?

term=Pera%20MC%5BAuthor%5D &cauthor=true &cauthor uid=27701745), Messina S
(https://www.ncbi.nlm.nih.gov/pubmed/?

term=Messina%20S%5BAuthor%5D &cauthor=true &cauthor uid=27701745), Tennekoon

G (https://www.ncbi.nlm.nih.gov/pubmed/?
term=Tennekoon%20G%5BAuthor%5D &cauthor=true &cauthor uid=27701745), Day
JW (https://www.ncbi.nlm.nih.gov/pubmed/?

term=Day%20JW%5BAuthor%5D &cauthor=true &cauthor uid=27701745), Darras BT
(https://www.ncbi.nlm.nih.gov/pubmed,/?
term=Darras%20BT%5BAuthor%5D &cauthor=true &cauthor uid=27701745), De Vivo

DC (https://www.ncbi.nlm.nih.gov/pubmed/?
term=De%20Vivo%20DC%5BAuthor%5D &cauthor=true &cauthor uid=27701745), Finkel
R (https://www.ncbi.nlm.nih.gov/pubmed/?

term=Finkel%20R%5BAuthor%5D &cauthor=true &cauthor uid=27701745), Muntoni F
(https://www.ncbi.nlm.nih.gov/pubmed,/?
term=Muntoni%20F%5BAuthor%5D &cauthor=true &cauthor uid=27701745), Mercuri
E (https://www.ncbi.nlm.nih.gov/pubmed/?
term=Mercuri%20E%5BAuthor%5D &cauthor=true &cauthor uid=27701745). Revised
upper limb module for spinal muscular atrophy: Development of a new module.
Muscle Nerve. (https://www.ncbi.nlm.nih.gov/pubmed/27701745) 2017 Jun;55(6):869-
874. doi: 10.1002/mus.25430. Epub 2017 Feb 6.

Tun (mogUepKHYTh): LIKaJIa OLIeHKU

HasnaueHne: GyHKUMOHAAbHAS OLleHKA OBVKEHWUII B PyKax y JeTeil U B3POCIbIX CO
CMA Il u CMA III, MOXeT UCII0/Ib30BaThCS 151 OLleHKM 3(PhHeKTUBHOCTY Tepanum

Copepskanue (11abI0H):

LLIKANTA RULM AJ19 NCNONb30BAHUNA MNMPU CMA

[ata oueHku: / / o Bpems Hauana (Y4:MM):
A MM roa (24-4acoBovi ¢popmar)

JoMuHupyowasa pyka: nmsa/va. HOMep
O MpaBas O JleBas O AMOMAEGKCTP | it

HoweHune opTesa no3BoHo4YHUKa: O [a* O Het ®.N.0.
(*ECnn fla, TO YKaXNUTE TUIM) ]l i
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.................................................................................................... Moanunceb

KoHTpakTypa npasoro sioktesoro cycrasa: O Ja O Het

KoHTpakTypa nesoro noktesoro cycrtasa: O [a O Het

CanbbyTtamon: O [a O Het

Onepauusa Ha no3BoHo4Huke: O [la O Het

OueHunBaemas ctopoHa: O lMNpasas O JleBas

KommeHTapwuun:
A 0 1 2 3 4 5
BxoaHoe
TecTuposaHue
OTcyTcTBMeE MoxeT aepxaTb MoxeTt MoxeTt MoxeT MoxeT
nonesHomn KapaHaaLl noaHecTn noaHecTn KO OAHOBPEMEHHO oaHoBpeMer
dyHKUMM WAN NOAHATL 1 wwm 2 pTY noAaHATb obe noAaHATb
pyK MOHETY/XeTOH PYKM KO CTaHAApPTHbIN pyku pyku
N ynpasnatb pTy, HO He naacTUKOBbIN A0 YPOBHSA nney HaZj ronosoi
PYHKUMOHANbHbIM MoxeT CTaKaH4uK C c HO CcOoKpalua
Kpecnom, NOAHSATb KO 200- KOMMeHcaumen TpaeKkTopuic
nonb30BaTbCA pTY rpaMmmoBbIM nnun 6e3 Hee. ABUXEHUS,
KHOMKaMu CTaKaH4mK rpysom, npu Pyka  corHyTa crnbas pyky
TenedoHa [¢ HeobxoaMMOCTH nnun B JIOKTEBOM
200- ABYMS pyKamu pa3orHyTa B cycrtase
rpamMMoBbIM nokre (ncnonb3ye
rpy3om aononHuTen
MyCKynaTtyp

PaCH.II/IDEHHaH IIKaJia:

Kirou (I/IHTepl'[peTaLU/ISI)Z OLIEHMBAETCS B 6a/1ax Ha MOMEHT OCMOTpa M IIOTOM, B
AJVHaMMKe.

4. Ha3zBaHue Ha pyccKoM si3bIKe: TecT meTcKoii 60/IbHUIIbI
dunagenbdun G OEHKU ABUTAaTEeIbHbIX (PYHKIWI MallMeHTOB
C HepPBHO-MbIIIEYHBIMY 3200/1€BAaHUSIMMU

OpurunanbpHoe Ha3BaHue (ecau ecth): the Children’s Hospital of Philadelphia Infant
Test 104 of Neuromuscular Development (CHOP-INTEND)

Hctoynuk (opuuMaabHbIi CAlT pa3pabOTUMKOB, NyOonMKauus C Baaujaimen):
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

Tun (moguepKHYTDH): LIKaJIa OLIEHKU

HasnaueHne: Vcrionb3yeTcsl [Jisi OLIEHKM AOBUTaTeIbHbIX (YHKIMIA y MalMeHTOB CO
CMA, He CITOCOOHBIX K CAMOCTOSITeJIbHOMY MepeIBUKEHNIO

Copepskanue (11abI0H)

Nmsa: OnarHos:




N UcTtopuun 6onesHu: [ecTaunoHHbIN BO3pacT:

[aTta noctynneHus: BpeMs oueHku: BpeMsi oT nocnegHero KOpMneHus:

[aTa poxzeHusa:  Tekyllee COCTOsSIHUE 340POBbs: MHMbEKLMs BEpPXHUX AbIXaTesbHbIX NyTen o  XenyAouHbli 30HA O

BeHTunAuna ¢ AByMS YPOBHSAMU MOSIOXKUTENBHOIO AABJ/IEHUS B AbIXaTesIbHbIX NYTAX O Yacos/neHb

YacoB 6e3 BeHTUNAUMKU C ABYMA YPOBHAMU MNOJIOXUTENBHOIO AaB/iEHUA B AblXaTeJibHbIX MYTAX BO BpeMsA UCMbITaHUA

MokasaTtenb MonoxeHune Mpoueaypa OueHnBaeMbIN OTBET Bann
ncnblTaHns
1 Nexa Ha cnvHe Habnwoaatot B AHTUrpaBuTauMoHHOE 4 n Nyuwasn
CnoHTaHHoe TeyeHue ABUXeEHne nneva CTOpoHa:
ABWKEHNE ncnbiTaHns  MoxHo (oTpbiBaeT NOKOTb OT
(BepxHsia CHSITb Harpysky c NOBEPXHOCTH)
KOHEYHOCTb) KOHEYHOCTUN nnun
MCcnosb3oBaTb
CTUMYN, 4TObbI AHTUrpaBuTaLMOHHOE 3 n
noNny4nTb OTBET ABuXxeHune NIOKTA
(oTpbiBaeT KUCTb man
npeanneyvbe oT
NOBEPXHOCTN)
CocTosiHue:
[BuXxeHue 3anacTbs 2
[BuxeHne nanbua 1
OTCyTCTBME ABUXKEHUS 0
KOHe4yHocTen
2 Jlexxa Ha cnuHe Ha6bnwoaatot B AHTUrpaBUTaLMOHHOE 4 n Nyywas
CnoHTaHHoe TeyeHue ABUXEHne 6enpa CTOpOHa:
OBUXeHne ncnbitaHns  MoxHoO (oTpblBaeT CTYMHU U
(HuxHaa CHATb Harpysky c¢ KONeHn oT
KOHEYHOCTb) KOHEYHOCTUN NOBEPXHOCTN)
WA MCnonbL3osaTb
cTumyn, 4TO6bI
nosly4ynTb OTBET AHTUrpaBMTaLMOHHas 3
apAyKkums/
BHYTpeHHee n
BpalleHune 6epnpa
(koneHn oTpbIBatOTCA
OT MNOBEPXHOCTU)
CocTosiHne:
BbipakeHHoe 2
ABUXEHne Konexa,
orpaHuyeHHoe
npeoaosieHNEM  CUnbl
TSKECTH
[BUXXEHUS NOABIKKN 1
OTCyTCTBME ABUXEHUS 0
KOHeyHocTen
3 Jlexa Ha cnuHe Cuna 3axsaTa: CoxpaHsieT 3axsaT 4 N Nyywas
3axBaT pyKow rnomeLlatoT nanew B npwm NnoAHATUN n CTOpOHa:
naaoHb n nneyesoro cycrasa ¢
noaHMMalT A0 Tex NOBEPXHOCTN KOBPUKa
nop, noka nnevyo
He oTopBeTcs OT
NoOBEpPXHOCTH, CoxpaHseTt 3axBear 3 CocTosiHue:
HabnloaaoT, Koraa npuv MNOAHATUU JIOKTSA
MnageHew ocnabut Cc KoBpuka (nne4yn Ha
3axsar. NOBEPXHOCTN)
Ons  petei 6onee
CTapliero so3pacTta
MOHO CoxpaHsieT 3axsar, 2
ncnonb3oBsatb Koraa npeanieybe
UIPYLUKY noAHATO C KOBpMKa
aHasIorM4yHoro (a JNIOKOTb OCTaeTcsa
novameTpa Ha I'IOBerHOCTVI)
CoxpaHsieT 3axBaT 1
TONbKO npu
OTCYTCTBUM TAMM
OTCyTCTBME MNOMbITKK 0
COXpaHATb 3axBaT
4 MonoxeHune BusyanbHas MosopoT oT 4 n>n Nyywasn
MNpuseaneHune nexa Ha cnuHe CTUMynsums npu MaKCUManbHOro CTOpOHa:
ronoBsbl C ronosou NOMOLLN  UFPYLLUKK. nosopoTta K
B CpeAuHHoe B CpeanHHOM lpn  yaepxuBaHumn CpeanHHOMY
nosoxexue NoN0XeHUn rosiossl NOSIOXEHWNIO
rnpv NomMoLuu B CpeanHHOM
BU3yanbHOro r10/10)KeHUN B
CTUMYNNpPOBaHUS* TeYeHne 5 cekyHA: YacTtnyHo 3
KnaayT ronosy Tak, noBopayMBaeT rosioBy
uTo 6bl 6b110 Has3ad K cpeauHHOMY
BO3MOXHO MONOXEHUIO
MakcuMManbHoO




MokazaTenb MonoxeHne Mpoueaypa OueHnBaeMbI O0TBET Bann
ncnblTaHus
AOCTYyMNHOEe
BpalleHune "
MNCNONb3YIOT
BU3yasbHOEe
CTUMynnpoBaHue Moanepxusaet
AN TOro  ytobbl cpeanHHoe
obecneynTb nosioxexue B
pacnonioxeHune TeyeHne 5 cekyHa u n>n CocTosiHue:
rosoBbl B | bonee
cpeavHHOM
NOJIOXEHUN.
MonnepxuBaet
cpeanHHoe
nonoxeHue MmeHee 5
CeKyHA
[onoBa nagaet B
CTOpPOHY " He
OoTMeYaeTcs MonbITOK
CHoBa AepxaTtb
ronosy B CpeAVHHOM
NosfIoXeHun
5 Jlexxa Ha cnuHe, Horn  corHytel B OTpbiBaeT KOMNEHO OT n Nyywasn
MNpusoaswne 6e3 noarysHuka TazobeapeHHOM NOBEPXHOCTW KpoBaTH CTOpoHa:
MblWwUbl 6eapa cycrase 7] Ha > 5 cekyHa wam
NOATAHYTbI K | oTpbiBaeT crony oOT
CpeAVHHON  NUHUK noBepXHOCTH n
Tena. Horun Ha CocTosiHue:
LMPUHE 6epep,
6eapa OTpbIBaeT KONEHO OT
pacnonoxeHsbl NoBEPXHOCTH
napannensHo, KpoBaTu Ha 1-5
KONeHn Ha CeKyHA
HebonbLlIOoM
pacctosHunM  apyr
oT apyra Het nonbITKN
COXPaHUTb KOMEHO Ha
NoBEPXHOCTH
6 Jlexxa Ha cnuHe 1. Yaepxusas Mpn npuMeHeHnun Bnpaso NyJwas
CnocobHocTb (pykmn no HUXHIOO yacTb BbITS)KEHMS B KOHUe CTOpOHa:
nepeBopayYnBaTbLCA: bokam); 6eapa MnageHua, MaHeBpa,
3a cyet Hor* CTOpOHa, crnbatotr  HOry B
dyHKLMIO TazobeapeHHOM
MbILUL, KOTOPOW cycrase " nepeBopayMBaeTcsl Ha
OLleHMBaloT, KONEHHOM CcycTaBe XKNBOT C
pacnonaraeTcs M MOATArMBAKT K [ BbINpsiMneHnem
CBepXy; CpeAVHHON  NIMHUKU ronosbl
nepesopayvBaTb Tena, TeM caMbIM
HaynHawT co npueoas Tas B
CTOPOHBI, BEpTUKANbHOE yepes 6ok
DYHKLUMIO MbiLL NONIOXeHNe,
KOTOpoM npoaosnKaT
oueHunBaloT TAHYTe W genawor | [oBopaunsaetcs — u3
naysy B 5TOM NONIOXEHUS nexa Ha
OSIOKEHUYN 60ky  Ha xuBOT
2. Eciv MnageHey ronoBon BHM3, 6e3
NoBOpauYMBaeTcs Ha BbINPSAM/IEHNS FONOBbI
60k, TO ero TaHyT | Y€pe3 60K,
noa  yriom  45° MOJTHOCTbIO NEPEHOCHT
[MAroHaNbHoO K BEC C OMOPHOWN pyKM,
Teny W 4enawot yTOb6bI 3aBepLUnTb
nayasy, 4yTO6bI nepesopoTt
no3BoNNTb
MnaaeHuy
nonbiTaTbCs
noBepHYyTb Teno
Ha3aj Bneso CocTosiHue:
NoaHnumaeTt Tas,
TyNoBULWE WU PYKYy C
ornopHou
NOBEPXHOCTH,
nosopaynBaeT ronoBy
1 NOBOpayMBaeTcs Ha
60k, npu 3TOM pyka
nepemelyaercs K
nepeaHew CTOpoHe
Tena
MoagHnMaeT Tas "
TyNnOBULLE C OMOPHOW
NOBEPXHOCTYH "
nosopaynBaeT ronoBy
B CTOPOHY. Pyka
ocTaeTcs noa
TynoBuLLEM
Tas naccuBHO
oTopBaH OT OMOPHOM
NoBEPXHOCTH
7 Jlexxa Ha cnuHe 1. [depxaTt pyky MoBopaumBaeTca Ha Bnpaso Nyuwas
CnocobHocTb (pykmn no MnageHua 3a XUBOT, BbINPSAMNASA CTOpOHa:
nepeBopayMBaTbCs: bokaMm); NIOKOTb U TAHYT K ronoBy 4yepes 60k
3a cyet pyk* CTOpOHa, NPOTMBOMOSIOXKHOMY
DYHKLMIO MbiLL, nneuy,
KOTOPO# Korga nneun MoBopaunBaeTca  Ha
OLleHMBaloT, pacnonaratpTcs XWBOT, nexa 6e3
pacnonaraeTcs BEPTUKaNbHO, BbINpAMAEHNS
CcBepXy; ocTaHaBnuBaloT ronosbl uepes 60k;
nepesopaymBaTb ABUXeHune, npwm ybupaet BecC C
HayMHaT Cco 3TOM pyka pebeHka onopHoun pyKu,
CTOPOHBbI, ocraeTcs B | u4TOOBI
dyHKUMIO BbITSHYTOM nepeBepHyTbCS
MbILLL, KOTOPOW NoJSIOXEHUN,




oLeHMBalT

lMokasaTenb MonoxeHne Mpoueaypa OueHnBaeMbI O0TBET Bann
ncnblTaHus
No3BONST
pebeHky CocTosiHMe:
NOBEpPHYTLCA Ha
KUWBOT.
2. Ecnn Tas NMoBopaumBaeTca Ha
aocturaet 6ok, nomoras Tasy
BEpPTUKaNbHOro NPpUHATb
NOJIOXEHUS, TO BepTUKasbHoe
npoAosKaT nonoxexuve
TAHYTb pebeHka BbIABMXXEHMEM  HOTU
Bnepes n ee
npuseaeHnem
MosopaumnBatoT Bneso
ronoBy B CTOPOHY MU
noAHWMaeT nneyo w
Tynosuuie [«
NOBEPXHOCTYH
MoBopaunBaeT ronosy
B CTOPOHY; Teno
OCTaeTcs BSMbIM UK
nnevyo naccmMBHO
noaHuMaeTcs
8 MonoxeHune MobyxaatoT OTpbiBaeT nagoHb OT n Nyuwas
CrunbaHune pykun B nexa Ha 6oky, pebeHka NoBEPXHOCTYH CTOpOHa:
nieyeBoM CcycTaBe pyka, AOTAHYTbCA ao @HTUrpaBUTALMOHHbBIM
" nokrte " pacnonoxeHHas UrpyLwKun, KoTopas ABUXEHWEM pYKKN
ropu3oHTanbHoe CcBepxy, HaxoauTcs Ha
oTBeAeHune pasorHyTa B paccTosiHMmn
nne4yesom BbITAHYTOM pyKW Ha MoxeT crubatb pyky
cycTase " YyPOBHe nneva B M/IeYEBOM CycCTaBe
COrHyTa B (MOXHO Ha 45°, 6e3 n
JIOKTEBOM MCnosib3oBaThb aHTUrpaBUTaLMOHHOIO
cyctaBe Ha 30° CTUMYNSILNIO) 7] ABUXEHUA PYK
"n HabnoaatoT
noaaepXxumBaeTcs CMOHTaHHoe CocrosHue:
Ha Tene (npu ABWXEHME
HeobxoaMMocTH
yAepXunBawT
pyK%,n KEHH
55333)0 enryio Crnbaer pyKy B
JIOKTEBOM cycrtaBe
nocne ToOro, KakK
OTpblBaeT pyKy OT
Tena
MoxeT oTopBaTb pPyKy
oT Tena
OTcyTCTBME NONBITKK
9 Cnas Ha Pacnonaratot OTBOAMT nMIeYo WuIn n Nyywas
CrubaHune pyku B KONEHSX WU Ha CTUMYN Ha cpeaHen crubaet pyKy B CTOpoHa:
nneyesoM cycTase KOB- puke ¢ NUHUK M Ha njaeyesoM CyCTase Ha
n NokTe noAfepXKOM YPOBHe njeya Ha 60°
ronosbl paccTosHMmn
n Tynosuwa (c BbITAHYTOM pyKu
HaK/IOHOM NoJ, (MOXHO OTBOAMT nNJIEYO WIn
yrnom 20°) MCNonb30BaTb crnbaet pYyKy B
CTUMYNSALMIO) n nie4yeBOM CyCTaBe Ha n
HabnloaatoT 30°
CMOHTaHHoe
ABUXeHne
JNoboe crnbaHue pyku
B M/IeYeBOM CycCTaBe
Unn oTBeAeHune
Tonbko crubaet pyky CocTosiHue:
B JIOKTEBOM CyCTaBe
He  npeanpuHumaet
nonbITKM noAaHATb
PYKyY
10 Cnas Ha LekouyT Pasrmbaer Hory B n Nyywas
PasrnbaHue Horu B KONEHSX UNn Ha NOAOLLBEHHYO KONIEHHOM CyCTaBe Ha CTOpoHa:
KONIEHHOM CyCTaBe Kpalo KoBpuKa C NOBEPXHOCTb > 45°
noALEpP>XKOW cTonbl WAW cnerka
ronosbl " LWMNOT nanew,
Tynosuwia (c Ha Hore Pasrmbaer Hory B
Hakno- KOJIEHHOM CcyCTaBe Ha
HOM oA Yriom 15-45°
20°), 6eapo n
pacnonoxeHo
rOpU30HTaNbHO

K MOBEPXHOCTU
3eMun

Niob6oe BUAnMoOe
pa3rnbaHve Horm B
KOJIEHHOM CcycCTaBe

CocTtosiHue:



MokazaTenb MonoxeHwne Mpoueaypa OueHnBaeMbI O0TBET Bann
MCnbITaHNUs
OTCyTCTBME  KaKoro-
nnéo BUAUMOIO
pasrnbaHmss Horm B
KONTIEHHOM cycTaBe
11 [epxaTt MpoBoasT pykow no CrnbaHne Horm B n Nyywas
CrnbaHne Horm B MnageHua, CTynHe nnn TazobeapeHHOM CTOpOHa:
TaszobeapeHHOM npuxumas K wmnatoT naney cycTaBe wim B
cycTaBe W TbilbHOE cebe, nNUoM HOrn KOJIEHHOM CcycCTase >
crubaHue cTonbl Bnepea, Co CBO- 30°
6oaHO
cBMCaLWUMn
Horamu. CrubaHne Horm B
Moaaep>xxuBaoT TaszobeapeHHOM n
MnageHua B cyctaBe  uam B
paliloHe >uBOTa, KOJIEHHOM cycTaBe
npv 3TOM ro- noboin crenexHn
noBa HaxoauTcs
MeXay pyKoW CocTosiHue:
7] rpyAaHomn
KneTkon
B3pOC/IOrO, Tonbko TbiIbHOE
KOTOPbIN ero crnéanue
LEpXNT ro/IEHOCTOMHOro
cycraBa
Het aKTMBHOIo
ABUXEHUS 6eapa,
KoneHa nnm
roJIEHOCTOMHOro
cyctaBa
12 B NOSTIOXEHNN Momewatot ns3 MNOJSIOXEeHNS C Bannbi:
YaepxaHue cuas MiajeHua Ha OnyLEeHHOW ronoBoM
ronosbl* C  noAaAepI>KKOWn Kpyrnoe cuaeHbe C NnoAHMMAeT TroMIoBY U CocTosiHMe:
3a nneun "n MOAHSTOMN ronoBoOW, OEPXUT ee B
npsiMbIM npuaepxmsas 3a BEPTMKANIbHOM
TYNOBULLEM nneun (cnepeaun MONOXEHUN, @ TaKxe
n c3agn) (MOxHO noBopayMBaeT rosioBy
OT/IOKNUTb OLEHKY 1 13 CTOPOHbI B CTOPOHY
n 4 A0 KOHUa
UCMbITaHNS)
YaepxuBaeT rososy B
BEpPTMKANbHOM
nonoxexHun 6onee 15
cekK. (npwm
noaepryuBaHnmn
rofioBbl 3@ UCMbITaHWe
«yaep)xaHue rosnosbl»
cTaBsAT 2 6anna)
YaepxuBaeT  ronosy
no cpeaHen nuHuun >5
CeK, Mpuv 3TOM ronosa
HaknoHeHa po 30°
Bnepea unn Hasag
AKTMBHO noaHWMaeT
wnum nosopayunBaeT
rosioBy aBaxabl C
MOMeHTa crmbaHusa B
TeyeHue 15 cek. (He
3acuuTbiBalOT, ecnu
ABWXEHNE
npovcxoant
OflHOBPEMEHHO [
AblXaHWeMm)
OTcyTCcTBME  OTBeTa,
rosoBa BUCUT
13 Nexa Ha cnuHe OTseT Ha Crubaet pyKy B n Nyywasn
CrubaHne pyku B BbITArMBaHue: JIOKTEBOM CycCTaBe CTOpOHa:
JIOKTEBOM CyCTaBe, TAHYT MnajgeHua B
oueHKa Mo MYyHKTY NnonoXeHue  cuas,
14 pyku pgepxaT nopj Buanmoe cokpallerue n
yrnom 45° no ABYyrnaBson MblLULbI
TOUKM, Koraa 6e3 crubaHusi pyku B
ronoea JIOKTEBOM CycCTaBe CocTosiHue:
nogHMMaeTcs n
noyTn OTpbIBaeTCA
oT OTCyTCTBME BMAUMOrO
NoOBEpPXHOCTU coKpalleHus
14 JNexa Ha cnvHe OTseT Ha MoaHuMaeT ronoBy c Bannbl:
CrubaHue wewm, BbITArMBaHue: KpoBaTu
oLeHKa Mo NyHKTY TAHYT MnajeHua B
13 nonoxeHne cmas,
pyku aepxart Buavmoe cokpatleHune CocrosiHue:
noa yrnom 45° po TPYANHO-KIOYNYHO-
TOYKM, Koraa COCLI€BMAHOM MbILLLIbI
ronoea
nogHMMaeTcs n
noyTn OTpbIBaeTCA
oT OTcyTCcTBME
NOBEPXHOCTY MbILLEYHOro
CcoKpalleHus
15 Mpoba ¢ MpoBoasT pykon Ecnn MnageHel, Bannbl:
PasrubaHune BEHTpasbHOWM BAO/b yAepXuBaeT  rososy
ronoBbl/Wwen NOAAEPIKKON : NO3BOHOYHMKA  OT Ha O4HOM YpOBHe C
(Nanpay) MnaaeHeL, nexuT e K  KpecTuy. TY/OBULLEM WU BblLLE
Ha XWBOTe, Bpay ®poHTanbHas
npuvnogHumaeTt NAOCKOCTb  rOJI0BbI

ero oAHol pykor

npv pacnosioXXeHun




napannenbHO
lMokasaTenb MonoxeHne Appemayparv OueHnBaeMbI O0TBET Bann
KOBpIRA W
Q0° (ropnsoHTanbHa)
B obnactm
BEpXHelh yactu Ecnn rososa CocTosiHue:
XMBOTa YaCTUYHO
YOEPXWBAETCS, HO He
0O  TOpU3OHTaNbHOM
MI0CKOCTH
He BbITArMBaeT
ronosy
16 Mpoba ¢ MpoBoasaT pykon MosBopayunBaeT Ta3s no n Nyywasn
N3rné BEHTpanbHOWM CHavyana c npason Hanpas/ieHUIO K CTOpOHa:
MNO3BOHOYHMKA NOAAEPIKKOMN : CTOPOHbI, @ 3aTeM C CTUMYNly BHE OCu
(FanaHT) MnageHey, nexuT NIeBOW CTOPOHbI
Ha XWBOTe, Bpay no NOSICHUYHO-
npuvnogHumaeTt rpyaov obnactun n
ero oAHol pyko BAOJb Buanmoe cokpalueHne
B obnactun MO3BOHOYHUKA, UK napasepTebpanbHoOW
BEpxHelh yactu LeKovyT XNBOT MbILWLbI
XKMBOTa nnmn
CTYMHIO, nnm
HaKoHAIOT
MnageHua,
nposepsas pednekc CocTosiHWe:
[anaHTa. Yy
|~64na,u,eHu,eB 8 BECOM
onee 1 Kr
Konenn W  ronosa OTBET OTCYTCTBYET
MoryT KacaTbCs
NOBEPXHOCTUN

O6wmin 6bann, nyywmnii 6ann c Kaxxaolh CTOPOoHbI MO KaxaoMy napameTpy (Makcumym 64 6anna):

Kirou (I/IHTepl'[peTaLU/IH)Z OLIEHMBAETCSI B 6a/1ax Ha MOMEHT OCMOTpa M IIOTOM, B
JVHaMUMKe



