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YVYP — ypoBeHb yOeIUTENHHOCTH PEKOMEH AU

Y/ — ypoBEHb JOCTOBEPHOCTH JOKA3aTEIBCTB

OKI — snexTpokapauorpadpust

OMI — snexkrpomuorpadus

OHMI — snextpoHeiipomMuorpadus

3x0-KI" — sxokapauorpadus

HFMSE — PacmupenHnas mkana oneHkd MOTOpHBIX (GyHKuui npu CMA GonbHHUIBEI XaMMEPCMUT

MFM-32 — Ouenka MOTOpPHBIX (YHKIUH U3 32 MMyHKTOB

MLPA — MynbTHIIEKCHAs aMIUTU(HUKAIMS JTUTHPOBAHHBIX 30HAOB (0T anri. Multiplex Ligation-
dependent Probe Amplification)

NIPPV — HenHBa3uBHasi BEHTHJISIIUS JIETKUX TOJIOKHUTEIBHBIM JaBieHUEM (0T aHr. Noninvasive
Positive Pressure Ventilation)

RULM — IlepecMoTpeHHBI MOAYIb OLIEHKH MOTOPHOM (PYHKIIMK BEPXHUX KOHEUHOCTEN

SpO2 — caryparusi KUCIOPOJIOM apTepHATbHOW KPOBH, M3MEpPEHHAs HCHMHBA3UBHBIM CIIOCOOOM C
MTOMOIIBIO MYJTECOKCUMETPHH

TepMVIHbI n onpegeneHus

BulTAIT (ot amrn. Biphasic Positive Airway Pressure, BPAP, BiPAP), mo nHomeHkmnaType
MEJUIIMHCKUX U3/eTNi — Amapar UCKYCCTBEHHOM BEHTUJISILIUU JIETKUX C IBYX(a3HBIM MOJI0KHUTEIbHBIM
nasinenueM (BPAP) mnepenocHo#l, AnmapaT HCKYCCTBEHHOM BEHTWISILIMU JIETKUX C JBYX(a3HbIM
MoJIOKUTENbHBIM JaBiieHneM (BPAP) nmnst momariHero mcnoib3oBaHusi) — OByX(azHas BEHTWISLMS C
MOJIOKUTETIFHBIM JaBJICHHEM B JABIXaTENbHBIX MYTSAX — 3TO amnmapar, CO3JAloNIMil Ha BJOXE M BBIIOXE
ManueHTa 1aBjeHue pa3InyHOTO YPOBHS.

l'unepTtpodus Muokapaa — NaToJIOTUYECKOE YTONIIEHNE MBIILIEYHOTO CJIOS Cep/lia.

JleHcuTOMETpHS — HEMHBA3UBHBIA METOJ ONIPEAEIICHNS MUHEPAJIbHON INIOTHOCTH KOCTHOW TKaHM.

Jlunatanus kamep cep/lia — MaToJIOTHUecKoe yBelInueHue oobemMa kamep cepana.

KapaunomuonaTtuss — rereporeHHass rpynmna 3a0o0jieBaHUNA MHOKapJa, COIMPOBOXKIAIOIIUXCS
MEXaHUYECKOW W (WJIM) DJeKTpudYecKord nuchyHKIHMer, oObIYHO (HO HE BCErJa) MNPHUBOIALNIUX K
runepTpoduu win JuiiaTaluy U UIMEIOIIUX pa3indHble (YaCcTO FeHETUYECKHE) TPUUUHBI.

Kannomerpus u kamHorpadust — u3MepeHHe U LHUPpPOBOe OTOOpakeHHE KOHLEHTPALUU WU
MaplUuagbHOTO JABJICHUS VYIJIEKUCIIOTO Tra3a BO BIBIXa€MOM U BBIJIBIXa€MOM BO3yXEe BO BpeMs
JIBIXaTeJIbHOTO IIMKJIA MAIMEHTA.

KucnorHo-ocHoBHOE cocTOsiHME (KHCIOTHO-IIEIOYHOM OalaHC, KUCIOTHO-IIEIOYHOE COCTOSHUE,
KIIIC) — cooTHolIeHHe KOHIEHTpaluii HOHOB Boaopoga H+ u ruapoxcunbubix rpynn OH- B
OMOJIOTMYECKUX JKUKOCTSIX OpraHu3Ma.

KoHnTpakTypa — orpaniueHue MacCUBHBIX ABUKEHUN B CyCTaBe.

[lynecokcumeTpuss — METOJ, MO3BOJIAIOIIMN ONPEAETUTh COJEp)KaHWe KUCIOpOoJa B KPOBU M
4acTOTY MyJAbCa B MUHYTY.

CullAIl (or amrn. Constant Positive Airway Pressure, CPAP — TIOCTOSHHOE MOJNOXKHTETBHOE
JIABJICHHUE B JBIXaTENbHBIX MYTAX; 10 HOMEHKJIAType MEIULMHCKUX U3JeNUi — AnmapaT HCKYCCTBEHHOU
BEHTWJISILMK JIETKUX C MOCTOSIHHBIM MOJIOKUTENbHbIM jaBieHueM (CPAP) nns HOBOpPOKIEHHBIX,
Anmnapar UCKyCCTBEHHON BEHTWJIALIMH JIETKUX C MOCTOSIHHBIM MOJIOKUTENbHBIM AaBieHueM (CPAP) nns
JIOMAIIIHEr0 UCIOJb30BaHUsA) — 3TO WHAWBUIYaJTbHBIA MEIUIIMHCKUNA anmapar sl aBTOMaTU3UPOBaHHOM
JUINTEIbHON BCIIOMOTaTEIbHONW HMHTPAHA3AJIBHON BEHTWISILIMM JIETKUX IOCTOSHHBIM II0JIOKHUTEIbHBIM

JaBJIeHHEM, TpUMeHseMblii mamuenToM Bo Bpems Hounoro cua. CHIIAIIL npencrasmser coGoit
HEeOOIBIION KOMITPECCOp, KOTOPBIM MOJaeT MOCTOSIHHBIN NOTOK BO3yXa MO/ ONpeIeIeHHBIM JIaBIeHHUEM
B JIbIXaTeJIbHbIE TyTH Yepe3 r'HOKYI0 TPyOKY U TepMETHYHYIO HOCOBYIO MJIM POTO-HOCOBYIO Macky. Takum
o0pa3oM, OH HE JaeT MAbIXaTeJIbHBIM IYTSIM CMBIKAThCS M OJOKMPOBATh MOCTYIUIEHHWE BO3ayxa (U
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HEOOXOJMMOI0 OpraHu3My Kuciopoja). B pesynprare UCKIIOYAaeTCs PHUCK BHE3AIHOW CMEPTH OT
OTCYTCTBHSI BO3/lyXa B JIBIXaTEJIbHBIX MYTSX, a TAKXKE 00€CIIEUNBACTCS HOPMAJIBHBIN COH.

CKoJIHO03 — 3TO TPEXIIOCKOCTHAsA Ae(OpMaIisl O3BOHOUYHUKA.

Onexrpomuorpadus (OMI') — meTonbl nccienoBaHus nepudepruuecKux HEpBOB, MBIIII U HEPBHO-
MbllIeyHOW nepenaun. [lompaznenstorcs Ha CTUMYJISLMOHHYIO M WIOJBYATYHO 3JIEKTPOMHOIpaduio.
Hcnons3yemplid METOA AMEKTpOHEHpoMHuorpaguu 1 00beM HCCIEIOBAHUS 3aBUCST OT MPEI0IaraeMoro
YPOBHS ITOPAKEHHUS IIPU OCMOTPE HEBPOJIOTA.

OHTepallbHOE MHUTAHWE — BBEJACHHE IMTATEIbHBIX BEIIECTB B JKEIYAOYHO-KUIIEYHBIH TPAKT
(mepopanbHO, Y€epe3 30HJ WIK CTOMY) C LIEJbI0 HNOAJEPXKAHUS U KOPPEKUMHM HYTPUTHBHOIO CTaTyca B
COOTBETCTBUU C TEKYIIMMHU HOTPEOHOCTSAMHU OOJILHOTO B 3HEpruu, Oejke, BUTAMUHAX, MHUHEpaiax u
MHKPOIJIEMEHTaX.

1. KpaTtkaa nHdopmauums no 3aboneBaHUIO UM COCTOAHUIO (rpynnbl 3aboneBaHU
WIS COCTOSIHUN)

1.1. OnpepeneHve 3aboneBaHMA WKW COCTOAHMA (rpynnbl 3aboneBaHun wunu
COCTOSIHUN)

S(-accOLMUpPOBaHHAsA, WU MPOKCHUMallbHasA, CNUHaNbHas MblmeyHas arpodus (CMA) — st0
TSKEJI0€ HEPBHO-MBILIEYHOE 3a00JI€BaHHE C ayTOCOMHO-PELIECCUBHBIM TUIIOM HACJEIOBaHUS, KOTOPOE
pa3BHUBaeTCs BCIEICTBUE TOMO3UTOTHBIX (peXe — KOMITayH/I-T€TePO3UTOTHBIX) MATOT€HHBIX BAPHAHTOB B
rese SMNI u xapakTepu3yercsi HEyKIIOHHOM JereHepanueil MOTOHEMPOHOB CIIMHHOTO MO3ra M CTBOJIA
TOJOBHOTO MO3ra, 4TO OOYCIIOBIMBAET DPA3BUTHE IPOTPECCUPYIOILEH MBIIIEYHOW aTpOQUU U BAJIBIX
mape3oB [1].

1.2. 9TMonorMa v naroreHes 3aboneBaHUA UNU COCTOSIHMA (rpynnbl 3aboneBaHun
WUIIN COCTOSIHUN)

CMA pasBuBaercs BCIEICTBHE NATOTCHHBIX BapuaHTOB B TeHe SMNI1 (anrm. survival motor
neuron), KOJUPYoIeM OeloK BbDKHMBaeMocTH MoTOHelpoHoB (SMN). 'en SMN1 nokanu3oBaH Ha S5-i
xpoMmocome (Jokyc 5q12.2-q13.3) Gmrrke K TenoMepe, B CBSI3U C YeM MMEET aJIbTePHATUBHBIC HAa3BaHUS
teISMN, SMNt u SMNT, rae "t" o603HaYaeT ero TEJIOMEPHOE PACIIONIOKEHHUE.

[TonHouennslit O6emok SMN coctout u3 294 aMHHOKHCIOT M XapaKTEPU3YETCS IMOBCEMECTHOM
JKCIpeccued, a Takke MHorooopasueM ¢yHkuuii. OcoOEHHO BBICOKOE coOJepxaHHe 3Toro Oenka
oOHapy)XHBaeTcss B FOJIOBHOM W CIIMHHOM MO3re, MOYKaX W TEeYeHHU, OJJHAKO OH TaKKE COJEP>KUTCS B
Cep/Iie, MBIIIIAX U MPOYUX TKAHSIX.

benok SMN npucyrcTByeT Kak B AJipe, Tak U B LUTOIIa3Me B cocTaBe SMN-KOMIIIIEKCOB, KOTOPbIE
MIPEJICTaBISIOT CO00M caMoCOOHMparoluecss MHOTOMEpPHBIE OEITKOBbIE CTPYKTYPBI, HEOOXOAUMBIE s
crutaiicuara npe-MPHK. benok SMN  BeicTymaer B ponu  cyobenuHuisl SMN-KoMIiekca MpH
OMOCHHTE3e MalbIX fAIEpHbIX puboHykieonpoTrenHoBbix dactull (MsPHIIL; small nuclear ribonucleic
particles). SMN-koMIulekCc MMO3BOJSIET SIIEPHBIM Sm-0eakaM ©  OOOTAIEHHBIM YPUIMHOM MAaJlbIM
anepusiM PHK ¢opmupoBats MsaPHII, yuactByromue B crutaiicunre npe-MPHK pasnuunbix reHOB,
HEOOXOTUMBIX U1 (PYHKIMOHUPOBAHUS JBUTATEIHHBIX HEHPOHOB M psAla APYrux Kietok. Kpome Toro,
o6emox SMN MoaynupyeT amonTo3, ONOKHUPYsS aKTUBAIMIO HECKOJBKUX Kacla3 M JPYTHUX KIHUYEBBIX
PEryasTOPOB BEDKUBAHUS KIIETKH [2].

VY moneit u aqpyrux Beicinx npumatoB SMN1 umeeT napajoruyHyro HEHTPOMEPHYIO KOTIUIO — I'eH
SMN2 (anprepuatuBHbIe 0003HaueHUs cenSMN, SMNc, BCD541, SMNC). B 06b14n0# nomymnsinuu (6e3
CMA) npumepno y 10-15% nroneit SMN2 BoBce orcyrctByeT [3]. KonmitHocTs rena SMN2 y manueHToB
¢ CMA BapbupyeT, KaK MpaBHjI0, OT OJJHOH JIO YeThIpeX-TSITH (KpaifHe peiko — 10 BockMH) [4, 5].

O6a rena (SMNI u SMN2) cocToaT H3 JMAEBITH DJK30HOB M TIO CBOEW HYKJICOTHUIHOU
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MOCJIEIOBATEIBHOCTH OTJIUYAIOTCS JIMIIb MAThIO HykieoTuaamu [1, 6]. B otmmume ot rena SMNI1, B
sk30He 7 reHa SMN2 B 840-M 1NOJIO)KEHUU LMTO3MH 3aMEHEH Ha TMMHH. HecMmoTps Ha To, 4To Takas
3aMeHa He BJIMSAET Ha aMHHOKHCIOTHYIO TOCIIEIOBATEIBHOCTh, 3TO NPUBOJUT K HAPYIICHHIO PaOOTHI
HK30HHOTO PHXAHCEpa CIUIAHCHHTA M aJbTepHATUBHOMY crutaiicunry npe-MPHK, oGpa3yromieiics ¢ rena
SMN2, ¢ uckmouenuneM 3k30Ha 7 B 90% TtpanckpuntoB SMN2 [7, 8]. D10 00ycnoBiuBaeT oOpazoBaHue C
TaKUX TPAHCKPHUIITOB HEMOJHOUEHHOW Bepcuu Oenka SMN, xotopas OBICTPO MOJBEpraeTcs
BHYTPUKJIIETOUHOUN nerpagauuu. Tem He meHee, okoyio 10% oOpazyemoro ¢ rena SMN2 GenkoBoro
MPOIYKTA SBIISICTCS IMOJTHOUEHHBIM (QYHKIIMOHAIBHBIM OerrkoMm SMN.

CMA pa3BuBaeTcsi NMpu OTCYTCTBHH Y YeJOBeKa (YHKIMOHAIBHO paboumx komuii reHa SMNI.
VYyactok 5q12.2-q13.3 sBisieTcsi CIOKHBIM M T€HETHYECKH HecTaOunbHbIM. [Ipumepno B 95% ciyuaen
npuunHOi pa3Butusi CMA 4BIAIOTCS TOMO3UTOTHBIE Jeielnuu 3k30HOB 7 mimu 7-8 rena SMNI1. B
OCTaJIBHBIX CIyYasX Y IAIMeHTOB BBIABISETCS KOMIIAYHI-TETEPO3UTOTHOE COCTOSHHE MO JeJelud B
onHoW kKormmu reHa SMNI ¥ WHBIM TAaTOTEHHBIM BapUAaHTOM (HOHCEHC, MHCCEHC, BapUaHTHl B 30HE
CITAliCUHTa, UHCEPIIUH, MaJIble JIeJIeUu) B Apyroi [8].

OtcyrctBue Oenka SMN BciencTBHME NATOrE€HHBIX BapUaHTOB Ha oOoux amiensx reHa SMNI1
MPUBOJIUT K HapymeHuto Ouocunresa MaPHII u, cooTBETCTBEHHO, HapyIIEHUIO CIUIACHUHIAa HE3PebIX
MPHK reHOB, HEOOXOAWUMBIX [UIS SKU3HEISATEILHOCTH MOTOHEHPOHOB, YTO BIIEYET 3a COOOM
MIPOrPECCUPYIOLTYIO THOENTh MOCHeAHUX. YUHUThIBas MOBCEMECTHYIO 3Kcrpeccuto Oernka SMN, momumo
JOMUHHUPYIOITUX HEBPOJOTUIYCCKUX HAPYIICHH, ero Ae(GUIUT 0O0YCIOBIMBACT TAKXKE U PsTl CHCTEMHBIX
HapyImeHWH. DTO HAXOAWT CBOE MOJTBEPKICHHE KaK Ha HSKCIEPUMEHTAJIBHBIX MOJEINAX, TaK U B
AMUIEMHUOJIOTMIECKUX HccienoBanusx [9].

B cnydae rerepo3uroTHOro HOCHUTENIBCTBA JAENICIIMHU K30HOB 7 mnu 7-8 reHa SMNI1 u oTcyrcTBUsS
MAaTOr€HHBIX BApUAHTOB Ha BTOpoM aiese 3toro reHa CMA He pasBuBaetrcd. [lomumo CMA, npyrux
3a00JI€BaHU, CBSI3aHHBIX C TATOTCHHBIMU BapruaHTaMu B reHe SMN1, B HacTosIee BpeMsi He OMHUCaHO.

B cBs3u ¢ Tem, uTo ¢ rena SMN2 Tem He MeHee 00pa3yeTcsi HeOOJIbIast 101l TIOJTHOIIEHHOTO OeKa
SMN, uucio komuii SMN2 siBiisseTcst 0OCHOBHBIM Moaupukatopom Tsokectr (enHorurma CMA [10, 11].
Uewm Oospmie xomuit SMN2 y manuenta ¢ CMA, tem Mmsarue QeHotun 3adosieBaHus (TOKE BO3PACT
nebroTa, MEHEEe CTPEMHUTENBHOE TMporpeccupoBaHue). B 3aBucumMocT 0T 0coOeHHOCTEH ¢deHoThna
BoIZIEISIIOT 5 THIIOB CMA (cMm. Tab:. 1).

Ta6mumna 1. Knuanueckue tunsl CMA 1 BX accoruanusi ¢ KOMUHHOCTBIO reHa SMN2 (aganTupoBaHoO U3
[11-13])

Tun Yucio Bo3spact ne6rora [1poa0IKUTENBHOCTD Hawusricmine nocturaeMeie
CMA | xomuii reda JKU3HU <**> 3Tarbl IBUTaTEILHOTO Pa3BUTHUS
SMN2 <*> <FR>
0 1 [IpenartanpHO Heckonbko Hemenb (1o 6| Her
Mec)
1 1/2/3 o 6 mec Ku3HU Menuana xu3nu 8-10 mec | He Moryr nepxxatb TOJIOBY,
(menee 2 ner) MepeBOPAYUBATHLCS U CUACTH 0€3
MOJIEP>KKH
2 2/3/4 6-18 Mec Ku3HU 70% moxusarotT 10 25 et | CocoOHOCTh  CaMOCTOSITENILHO
(6e3 moanepKKK) CUACTD
3 2/3/4 18 mec — 20 ner OOb1uHas Moryr camocrositenbHas (0e3
MOJAJEPKKH) CHAETh, CTOSATh H
XOJIUTh
4 >4 ITocne 20 ner OO0ObIyHas OObIYHBIE

<*> JKupHbIM BBIZIENIEHO HanboJiee YacTo BCTpeuaromieecs 4nucio konuid reHa SMN2 mpu kaxaoMm u3
tunnoB CMA
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<**> [Ipu ycIOBUHU TOJBKO NOIEPKUBAIOIIET0 CHMIITOMATUYECKOTO JICUCHUS

Heo0xoaumMo otMeTHTh, uto onpezaeneaue Tuna CMA mpoBoAMTCS HE HA OCHOBAaHMUU YHCIIa KO
rera SMN2, a ¢ y4eToM 0COOCHHOCTEW TeueHHs 3a00JIeBaHUsI U KIMHUYECKONH KapTHHBI Y KOHKPETHOTO
MAIMEeHTa B COBOKYITHOCTH C JAHHBIMU MOJIEKYJISIPHO-T€HETUIECKOTO TECTHPOBAHUSI.

[Momumo komwmitHocTH SMN2, 06HapyxeH emie oauH Moaupukatop penoruna CMA, cBsi3aHHBIH €
3TUM reHoM. MucceHc-BapuanTt ¢.859G > C (pedepencusiii Tpanckpunt NM_017411.3) B sx30He 7 TeHa
SMN?2 mpuBoauT K 00pa30BaHMIO HOBOTO CaiiTa 3K30HHOTO IHXAHCEpa CIUIAHCHHTA, PE3YJIbTATOM YEero
SIBIISIETCS OOJIbIIIee, YeM OOBIYHO, BKIIFOUCHHUE 3K30HA 7 B TpaHckpunt rena SMN2 [3]. 1o sToit npuunne
y HocuTene BapuanTa ¢.859G > C B rene SMN2 naxke npu HEOOJIBIIOM YHCII€ KO MOCIEAHEr0 OyaeT
HabmonaTbest 6onee MArkuid gpeHotun CMA B cBsA3M ¢ Oojbliel gosiel mojHoueHHoro oOenka SMN
cpeau 0enKoBBIX TPoAYKTOB SMN2.

SMN2-acconmupoBanHble  MOJUGPHUKATOPHI ~ SBISAIOTCS  €IUHCTBEHHBIMH  BaJIMIMPOBAHHBIMH
¢dakropamu, BaustomuMu Ha ¢eHotun CMA. B Hacrosimiee BpemMsi MHTEHCHUBHO H3Y4aeTCs TaKkKe
MOTEHIAIIFHAS POJIb IPYTHX BO3MOXKHBIX MOJU(PHUKATOPOB (F€HETHYECKUX, SIMTUTCHETHUECKUX, (PaKTOPEI
BHEIIHEH CPEJIbl), OJJHAKO KIIMHUYECKOTO TTOATBEPKICHHS ATHX JTaHHBIX ITOKa HET.

1.3. dnupemmonorna 3aboneBaHMA UMM COCTOAHUA (rpynnbl 3aboneBaHun wunu
COCTOSIHUN)

I'moGanpHas 3aboneBaemocth CMA Bapwsupyer oT 1 ciaydas Ha 6000 HOBOpPOXKACHHBIX 70 1 Ha
10000 HOBOpOXAECHHBIX; MPU 3TOM YacTOTa T€TEPO3UTOTHOIO HOCHUTENIBCTBA IMATOT€HHBIX BAapUAHTOB,
accoruupoBanubix ¢ CMA, cocraBisier mpumepro 1:50 [14-16].

Pacnipoctpanennocts Bcex THoB CMA BMecTe B3STBHIX, N0 ONMYOJWKOBAaHHBIM Ha CETOMHSITHUI
JIeHb JaHHBIM, B OOJILIIMHCTBE CIydaeB KoyebmeTcs okoio 1-2 cimydaeB Ha 100000 nacenenwus [16].

LenTpanu3oBannas cratuctuka no snuaemuonoruu CMA B PO orcyrctByer. [1o nanasiv ®I'BHY
"MI'HI] um. akamemuka H.I1. BoukoBa", yacToTa reTepO3UrOTHOTO HOCUTENIBCTBA JICTEIIUN SK30HOB 7/8
reHa SMN1 B poccuiickoii momynsmuu coctaiseT 1 Ha 36 yenoBek, a pacuetHas 3adosieBaeMocth CMA,
TakuM 00pa3oM, MOKeT ObITh 1 citydaii Ha 5184 HOBOpOXAEHHBIX [17].

1.4. OcobGeHHOCTM KoaAupOBaHMA 3aboneBaHMA WM COCTOSAHUA  (rpynnbl
3aboneBaHun unu coctosiHMi) no MexayHapooHOM CTaTUCTUYECKOW Knaccudmkauum
6onesHen n npodnem, CBA3aHHbIX CO 3A0POBbLEM

Komuposanue CMA no Mexnynaponnoit knaccudukanuu 6onesneit (MKbB) 10-ro nepecmoTpa:

G12.0 [derckas cnuHanbHas Mbliednas atpodus, CMA 1-ro tuna [Bepauura-I'odhdmanal

G12.1 J[lpyrue HacleACTBEHHbIE CIHMHAJIbHBIC MBIIIEUYHbIE AaTpOPUU: UCHOJB3YeTCS s
koaupoBanuss CMA tumnos 2, 3 u 4.

Komuposanue CMA no Mexynaponnoit knaccupukanuu 6onesneit (MKB) 11-ro nepecmoTpa:
8B61 CrinHaibHbIe MbIIEYHBIE aTPO(UN

8B61.0 CiuHanbHas MbllIeyHas aTpoust paHHss AeTckas Gpopma, v |

8B61.1 [lo3aHasa cnuHanbHas MbleyHast arpodus, tun 11

8B61.2 IOHomeckas ¢popma CIUHATBLHON MbIIeYHOM nuctpoduu, Tum 11

8B61.3 CniuHanbHas MbllIeyHas aTpodust B3pocibixX, THI [V
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1.5. Knaccudmkaumsa 3aboneBaHUMss UNU COCTOAAHMA (rpynnbl 3aboneBaHun wunu
COCTOSIHUN)

Haubonee uacTo ucnons3yemas kimaAYecKas knaccudukanus CMA ocHOBaHa Ha Bo3pacrte Ae0roTa
3a0oyieBanuss ®W TsDKecTd  (peHoTwma. ba3oBble  XapaKTePUCTHKU OTOW Kiaccuukamuu  ObUH
npencTaBieHsbl B Tada. 1. Huwke nmpuBeneH psii JOMOJHUTENbHBIX JeTallel 1o KaxaoMy u3 TunoB CMA.

Tun 0, npenaranbHas, WK BpOXKICHHAsA, (hopma. XapaKTepu3yeTcsl MOHWKEHHOW IBUTaTeIbHON
AKTUBHOCTBIO IUIOJA. Y HOBOPOXKICHHBIX OTMEUYAIOTCS T'pyOble HAPYIICHHS TJOTAaHUS W JIBIXaHUS,
HEOHaTaJbHasl TUTIOTOHMUS, JIULIEBAsT TUIUIETHsI, apTPOrpumos. [IpoaomKUTENIbHOCTD KU3HH, KaK MIPaBUIIoO,
HE MPEBBIIIACT HECKOJIBKUX HE/IENb NOCIIe poxaeHus [6, 12].

Tun 1, uzBecten kak 6one3np Bepauura-I'oddmana, a raxke kak "octpas CMA" (OMIM#253300).
XapakTepusyeTcs pa3BUTHEM BBIPAKEHHOW CIIa00CTH B MIIAJIEHYECKOM BO3pacTe (B MEpBBIE 5 MecCSIeB
KU3HHU), HEBO3MOXKHOCTHIO CHJIETh 0€3 TMOIJIEPKKU, MPOTPECCUPYIOIMMMH KOHTPAKTypaMH CYCTaBOB,
HapylieHueM cocanusi u rioTaHusd. [Ipu  OTCYTCTBUM peabWIMTAIIMOHHBIX MEpPOINPHUSTHNH U
MAaTOr€HETHYECKOH Tepaliui CMEPTh OOBIYHO HACTYIIACT B T€UEHHE 2-TO rojia ku3nu [6, 12].

Tun 2, uzBecten kak 6oie3Hp JlyOoBuila, a Tarke kak "xponumdeckas CMA" (OMIM#253550).
Jle6roT 3aboneBanmsi MPUXOIUTCS Ha Bo3pacT 6-18 mecsaneB. et ¢ CMA 2-ro Tuma mpuoOpeTaroT
CIIOCOOHOCTh  CaMOCTOSITETbHO (0€3 TMOJIePKKH) CHAETh, OJHAKO BIIOCJICACTBUH HaOIIOAACTCS
OTCTaBaHWE B MOTOPHOM Pa3BUTHUU C YTPATOW JNOCTUTHYTBIX PaHEE JIBUTATEIbHBIX HaBBIKOB. [lo mepe
TeUeHUs 3a00JI€BaHMsI Y TIAIMEHTOB Pa3BUBAIOTCS TPyObIe CKENEeTHBIC NedopMaliuu, pacinpoCTPaHECHHBIE
KOHTPAKTYpPHhI CYCTAaBOB, PECTPUKTUBHBIC JBIXaTCIIbHBIC HAPYIICHUS PA3TUIHON CTETICHH BBIPAKEHHOCTH,
MOSBIIAECTCS MOCTYPAIBHBIA TpeMop nanbleB pyk. MHorga CMA 2-ro Tumna JOMOJIHUTENBHO Pa3JeistoT
Ha noxatumnsl 2a u 2b. CMA 2b Tuma otiauyaeTrcst OT 2a KpaTKOBPEMEHHOW BO3MOYKHOCTBIO TAITUEHTOB
CTOSITH WJIH JIa’Ke JIeaTh HECKOJIBKO IIIaroB MPpH MOCTOPOHHEH moaaepkke [6, 12, 18].

Tun 3, u3Becten kak Oone3nb KyrempOepra-Bemanmep, a Takke kak "toBeHmibHas CMA"
(OMIM#253400). [eb6ror mpuxomutcs Ha Bo3pacT oT 18 mec. mo 21 roma. [lammeHThl mocTHraroT
CIIOCOOHOCTH CHJETh, CTOATh M IMEpEeABUraThcs 0e3 MOAJEP>KKH M0 MEHbIIeH Mepe 10 MmyOepTaTHOro
nepuoja, KOrja MOKET HAuMHAThCS OTHOCHUTEIbHO MEJUICHHAs yTpara JOCTHUTHYTBIX paHee 3TaloB
nBurareabHoro  pasputus. CkesneTHble JeQopMmali  4Yalle BCEro HOCAT JIETKUH — Xapakrep.
[Tpo10KUTENBHOCTD )KU3HA HEPEAKO COMOCTaBMMAa ¢ TAKOBOM B 11esioM 1o nonyisanuu. Maorna CMA 3-
ro THIMAa JOMOJHUTEIHLHO pa3aeisaoT Ha noatursl 3a u 3b. [Ilpy CMA tunma 3a ne6roT oTMedaercsl B
nepuos ¢ 18 1o 36 mec., B To BpeMs Kak mipu Ture 3b — mocie 36 mec. u go 20 et [6, 12, 18].

Tun 4, uzBecten kak CMA ¢ ne6rotom Bo B3pocioM Bospacte (OMIM#271150). CMA ¢ Hayasiom
JBUTATEIBHBIX HapylieHui B Bo3pacte mocie 20 ner. D1or Tum CMA KkpaliHe peloK W HaOiIroaaeTcs
MeHee ueM y 5% manueHToB. Y TAlUEHTOB COXpPaHEHa CHOCOOHOCTh K CaMOCTOSITENIbHOMY
nepenBmKeHuro. [Ipo10/KUTENbHOCTD KU3HH, KaK MTPaBuIlo, He CHIKeHa [ 6, 12].

B nactosiee Bpemst Bce Oosibliiee paclpoCTpaHEHUE IMOTydaeT HECKOJIbKO MHas KiaccHupuKanus
CMA, ocHOBaHHasi Ha HCXOJHBIX JIBUT'aTEIbHBIX BO3MOXKHOCTsIX namueHTa [19]. B coorBercTBHM C 3TOM
knaccudukanuei, manuentsl ¢ CMA aensitcs Ha:

- HECTTOCOOHBIX CHJICTh, MM "HOH-CUTTEphI" (aHrII. NON-Sitters), — cootHocstest co CMA 0-ro u 1-ro
TUIIOB;

- CTIOCOOHBIX CHIETh, WK ""cuTTepbl” (aHTI. sitters), — cooTHOcATcs co CMA 2-ro Tuma;

- CTIOCOOHBIX XOAUTh, WiH "yokepb!" (auri. walkers), — cootHocaTcs co CMA tumnoB 3 u 4 TUNIOB.

1.6. KnuHnyeckas KapTMHa 3aboneBaHnUA UnNm coCcTosHUA (rpynnbl 3ab6oneBaHMn Unm
COCTOSIHUW)

CMA 0-ro Tuma mpeacTaBisieT co0oii Hambosee TsKeNnblii BapuaHT 3aboneBanus. [lo maHHBIM
HEKOTOPBIX aBTOPOB, A0JsA manueHToB ¢ CMA 0-ro Tuma OT BCeX MAalMEHTOB C ATHM 3a00JIeBaHHEM
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MOJKET coCTaBiATh OoKoJo 1,8%. Hambosiee wacteiM nepBbiM mnposiBieHneM CMA 0-ro Tuma sBIseTCS
CHIDKEHHE TMOJIBIKHOCTH IUIOJA, Ha KOTOpOe OOpaliaioT BHUMaHHE OepeMEHHBbIC KCHIIMHBI Ha 24-38
Henensax OepemeHHocTu (Meawana — 32 Hemenu). Cpasy mociie POXKICHHS Y MIIQJICHIIEB OTMEYAIOTCS
rpyOble MBIIIICYHASI TUTIOTOHUS M JIbIXaTeJIbHBIC HAPYIICHHUS, TPEOYIONINE BEHTHIIAIIMOHHON TIOIICPKKHU B
TIepPBbIE YacChl KU3HHU. Y OOJIBIIMHCTBA TAaKMX HOBOPOXKJICHHBIX OTCYTCTBYET BO3MOXHOCTH COCATh WIIU
IJI0TaTh, BBISBISIETCS IBYCTOPOHHSS TUIETUSI MUMHYECKMX MBI, Y MHOTHX MiaaeHieB ¢ CMA 0-ro
THTIa OOHAPY)KMBAIOTCS BPOXICHHBIE TMOPOKH cepia (4ame Bcero, NePEKThI MEXIPEICEPIHON HIIH
MEXKETyI0uKoBOM meperopoiku). [IpomomkurensHocTs ku3HU mpu CMA 0-ro Tuma He NpeBbIIIaeT
HEeCKOJIbKUX Henelnb [20-22].

Ha nomto CMA 1-ro tuna npuxoaurcs okojo 45% OT Bcex ciiydaeB 3TOro 3a00jeBaHUs. JTOT THUI
CMA peOCrotupyer B Bo3pacTe 10 6 MecsiueB. Y JeTei pa3BUBaeTCs TsKelas MbIIIeYHas clladocTh C
HEBO3MOKHOCTBIO JIepKaTh TOJIOBY, JIbIXaTelbHAs HEIOCTATOYHOCTh, HECTIOCOOHOCTh MEPEBOPAYNBATHCS
U cUIeTh 0e3 moaaepKku. JJIOMUHUPYET CUMMETpUYHAs MPOKCUMalIbHAasl ¢1ab0CTh B MbIax. [mybokue
pednekcbl He BBI3BIBAIOTCS. Hepenko oTMeuaroTcs TPYJHOCTH C KOPMJIGHMEM U aclupainus THUIIH.
Y4YuThIBasi OTHOCUTEIBHYIO COXPAHHOCTH CHJIBI TUa(parMbl M0 CPAaBHEHUIO ¢ MEKPEOSPHBIMHU MBIIIIIIAMH
Y MBIIILAMU TPYAHON KIIETKH, y OOJBIIMHCTBA MAllMEHTOB HAOII0/aeTcsl KyrnojooopasHas nedopmanus
TPYAHOM KIIETKH W TapajoKCalbHOE JbIXaHWe. B s3pIke BBIABIAIOTCS (acuukymsiiuu U arpodus. Co
BPEMEHEM pa3BUBAIOTCS CKOJWO3 W KOHTPAKTypbl CYCTaBOB. be3 MaTOreHeTH4ecKOro JIeUCHUs U
peadMIIMTAIIMOHHBIX MEPOTIPUATHN CMEPTh HACTYMAeT 0 JOCTKEHHs Bo3pacta 2 jet [12, 23]. Tem ne
MEHEe, C aKTHBHBIM BHEJPEHUEM IIaTOI€HETHMYECKOW Tepanuu y nanueHtoB ¢ CMA 1-ro tuma B
OymyieM, BEPOSTHO, MOKHO OXKHJIATh MEPEX0]l TAKUX JIFOACH BO B3POCIYIO BO3PACTHYIO KaT€rOPHIO Ha
(dhone n3MeHeHus ectecTBeHHOTO TeueHuss CMA.

CMA 2-ro tuna nebroTHpyeT B Bo3pacte 6-18 MecsieB (1o JaHHBIM MOJIbckoro peructpa CMA u3
790 marmeHTOB, CpeAHUI Bo3pacT nedroTa 11,5 Mecsien), IMeeT MeHee TDKEJI0€ TEUECHUE M COCTABIISET
okoj10 30% ot Bcex cnydaeB CMA [13]. Okono 70% mnarmenToB ¢ 3tuM THoM CMA moxuBaiot 10 25
net. Ha BBICOTE TOCTUTHYTBHIX JBUTATEIBHBIX HABBIKOB MarieHTsl co CMA 2-ro Tuma mMory cuuetb 0e3
MOJJIEPKKH (Kak MpaBHJIO, K BO3PAcTy 9 MecsIeB) U CaMOCTOSITENIbHO YAEPKUBAaTh T'OJIOBY, OJHAKO
BIIOCJIEICTBUM TI0 Mepe TedyeHusl 3a0ojieBaHMS W TpPU OTCYTCTBHHM IAaTOT€HETUYECKOW Teparuu
pa3BHUBAETCsl perpecc IBUraTelabHbIX BO3MOXkHOCTEH. IIpy CMA 2-ro TUma HEpeaKo OTMEYaroTCs
(bacuuKyIALIUA MBI $3bIKA, MOCTYpaJIbHO-KMHETUYECKUI TpeMop mnaiblieB pyk. I[lo mepe TedeHus
CMA nporpeccupytoT rpydas kudockomuoTudeckas aedopmaiiys Mo3BOHOYHHUKA U PacpoCTpaHEHHbIE
KOHTPAKTYpbl CYCTaBOB (BKJIIOYas aHKWJIO3 4YENIOCTHOTO cycraBa). Jledopmanuu MO3BOHOYHUKA U
TPYIHON KIETKA COMPSDKEHbI C OOJbIIeH BBIPAXKEHHOCTHIO JBIXaTEJIbHBIX HApPYIIEHUH U HEPEeaKo
TpeOYIOT XUpYprudeckoil koppekiuu. BeneacrBue auddys3Hol (0ojiee BBIPAKEHHONW MPOKCUMAIBHO)
MBIIIEYHONM CJIa00CTH OTMEYaroTcsl C€Iab0CTh Kalulsl, PECTPUKTUBHBIC bIXaTEeNIbHBIE HapPYILICHUS,
MONEPXUBAHUS M acOHpanus Mpu MpUeMe MHUIU; HMEEeT MECTO TMOBBIIIEHHAs CKIOHHOCTh K
pecnupaTopHbIM WHGEKUUsIM. 3aTpyAHEHUS [AbIXaHUS M TIOTaHHUS OTMe4aloT y cebs OGomee 75%
nareHToB co CMA 2-ro tuna [24]. Tlo gaHHBIM HEOOJIBIIOrO HAOJIOIATEIIBHOIO UCCIIeI0BaHMS, U3 24
narrieHToB ¢ CMA 2-ro tuna y 12 umen MecTo BbIBUX, a Y 8§ — noIBbIBEX Oejpa [25].

[To gaHHBIM KpYyIHEHIIIEro Ha CETOMHSALIHUM JAeHb HAOMI0JAaTeIbHOTO JOITOCPOYHOrO (Oosee 8 neT)
uccienoBanus ¢ yuactuem 348 maruentoB co CMA 2-ro tuma, Hanbosee uHTeHCHBHOE (0K010 4%/T0ox
OT pacyeTHOM HopMBbI (opcupoBaHHOM ku3HeHHOM emkoctu nerkux (M®XKEJI)) nporpeccupoBanue
JIBIXaTeTbHBIX PACCTPOUCTB HAOMIOMaeTCs B iepuo ¢ 5 1o 13 net, mocie 4ero TeMibl MporpecCupoBaHus
camkarrcs 10 1%/ron ot pacyerHorr Hopmbel @IXKEJI [26]. Ilo maHHBIM ApPYroro HCCieIOBaHUS C
yuactueM 82 marueHToB co CMA 2-ro Tumna, TeMIbl CHHXKEHUS (B MPOILIEHTaX OT JAOJDKHOTO 3HAYECHHUS)
obvema QopcHUpoBaHHOTO BBIOXa 3a mepBylo cekyHay (ODPB1) mo mepe TeueHus 3aboneBaHUS
cocraBuiH 1,29%/ron nng noaruna 2a u 1,37%/ron s noarumna 2b. ®XKEJI camkanace Ha 1,32%/rox
npu moxarurne 2a u Ha 1,4% npu nonrune 2b. XXuznennas emkocth jerkux (OKEJI) yxymmanace B
cpenneM Ha 1,57%/ron npu noarune 2a u Ha 1,65%/ron npu moarune 2b [18].

[IpakTuuecku y Bcex mauueHToB co CMA 2-ro Tua OTMEYalOTCs HApyIIEHUs CHa, YCTAlOCTh U
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COHJIMBOCTh B JIHEBHOE BpEMs, MOBBIIICHHAS YTOMIISIEMOCTh W HEOOXOIUMOCTH '"DKOHOMHUTH"' Ha
nkeHusix [12, 23, 24]. Kpome Toro, y HEeKOTOpbIX manneHToB co CMA 2-T0 TUIa MOXET Pa3BHBATHCS
oxxupenue [19].

[Tpu CMA 3-ro Tuma 1e0rT ABUraTeNbHBIX HAapYIIEHUH OTMedaeTcss B Bo3pacte ¢ 18 mecsies 10
21 roga (mo jpaHHBIM MOJbCKOTo peructpa CMA, cpemnuii Bo3pact aedrora 4,54 roma) [13]. Ha atot Tun
CMA npuxoautcs okosio 20% ot Bcex cimyyaeB 3a0osieBanud. [lamuentsr co CMA 3-ro Tuna Kakoe-To
(HEpenKO IMTETBbHOE) BPEMSI COXPAHSIOT CIIOCOOHOCTHh IMEPEABUIaThCS CAMOCTOSITENBHO (MPU STOM
MOTYT OTMEYaThCs MAACHUS, TPYJAHO TPH XOIh0€ IO JIECTHHIIC, Oere, MOJbeMe W3 IOJIOKCHHS CHJIS).
Ecmu neGrot 3a0oneBaHust MpHUILEICS HAa BO3pacT 0 3 JeT (MOATHI 3a), TO yTpaTa ClIoCOOHOCTH XOIHUTH,
KaK MPaBUJIO, Pa3BUBACTCS HA BTOPOM jecsaTwieTnd xu3Hu, eciu CMA 3-ro tuna manudectupoBaia
rocJe 3 JeT, TO COCOOHOCTh XOJIUTh MOXKET COXPaHATHCS JaXKe MOCie NoCTHxReHus 20-JIeTHEro0 Bo3pacTa
[12]. o nanHBIM HEOOJBIIOTO HAOIIOAATEIBHOTO UcchenoBanus, n3 17 nanuentoB co CMA 3-ro Tuma y
2 ¥MeJ MECTO BBIBUX, a Y 5 — moiBeIBHX Oepa [25].

[To omyOnMKOBaHHBIM JaHHBIM, PAcUYE€THAs BEPOSATHOCTb COXPAHHON CHOCOOHOCTH XOIUThH MPHU
CMA 3-ro tumna coctasisieT 80% mocite 10 et 6oie3nn, 68% — mocie 20 aet 6one3nn U 61% — mocne 30
net 3aboneBanus. HocurensctBo 4 xonuil rena SMN2 conpsbkeHO ¢ OOJIBIIMMH IIAHCAMHM COXPAHUTH
BO3MOXKHOCTh XOIuTh (82% mocne 20 mer Oone3nm mpotuB 60% mociae TakoW ke JIUTETbHOCTH
3a0osieBanus y Hocureneit 3 xonuit SMN2). CpenHuii Bo3pacT BO3MOXHOM yTpaThl CHOCOOHOCTH XOJIUTh
— 14 ner (+/- 11 ner) [13].

[Ipob6seMbl ¢ mporjaThIBAaHUEM THUIIU U JbIXaHUEM OTMeUaroT y ceOs mMeHee 34% MmamueHToOB C
CMA 3-ro tuna [24]. JlpixaTe/bHble HAPYIICHUS, Yallle BCErO, BHIPAKEHBI HE TaK CHIIbHO. [10 TaHHBIM
KPYITHEHIIIETO HA CETOMHSIIHUN JIeHb HAOII0IATEILHOTO JOJATOCPOUHOTO (O0see 8 yieT) uccienoBanus ¢
yaactueM 89 manueHtoB ¢ CMA 3-ro THma, HECITOCOOHBIX XOJHUTh, HAMOOJEEe BBIPAKEHHOE (OKOJIO
3%/ron ot pacuetnHoit Hopmbel DXKEJI) mporpeccupoBaHue IbIXaTeNlbHBIX HapyIICHUH HaOMoTaeTcs B
nepuof ¢ 8 g0 13 ner; nanee Temisl nporpeccupoBaHus cHukaroTcs 10 0,9%/ron oT pacueTHON HOPMBI
®XKEJI [26]. TTo maHHBIM Apyroro mccienoBanus ¢ ydactuem 78 marmientoB ¢ CMA 3-ro Tuma, TeMITbI
CHWXeHHUsA (B mMpoleHTaXx oT JoJpkHOro 3HaueHus) ODBI1 mepe Tedenus 3a0osieBaHUS COCTABUIIM
0,73%/ron mna nmoarumna 3a; mig moatuna 3b 3to 3Havyenue Obu1o 0,11%, HO HE UMENIO CTAaTUCTHYECKOM
3HAYMMOCTH HM3-3a MAJIOTO yucia nandeHToB ¢ 3tuM noarunom. OXEJI camwkanace Ha 0,67%/ron npu
noarune 3a u "Ha 0,23% npu noarune 3b (mocneaHee 3HAYCHUE MOXKET OBITh TIEPEOIIEHEHO U3-3a Majoro
yucina HaOmoaeHui nmamueHToB ¢ »TuM noarumnom). XKEJI yxynmamnace B cpennem Ha 1,06%/roa mpu
noarure 3a [18].

Mpimusl HOr npy CMA  3-ro Tuma CTpajaloT 3HAYUTEIbHO CHUJIBHEE, YE€M MBIIIIBI PYK.
[ToctypanbHbiii Tpemop pyk Toxke BbisiBisiercss ipu CMA 3-ro tuna. IloBeilieHHass yTOMIISIEMOCTh U
yCTajoCTh MOTYT B 3HAYUTEILHOM Mepe yXy[IlaTh KaueCTBO >KM3HMU MAIMEeHTOB ¢ 3TUM Tunom CMA.
Haubonee crpemutensHoe yxyamieHne GpyHKIHOHATBHBIX BO3MOXHOCTel nanuenToB ¢ CMA 3-ro tuna
HaOro1aeTest B mydepTaTHbIi nepuon [12, 13, 23].

Ckomumotuueckasi nedopmanus no3BoHouHnka npu CMA 3-ro Tuma, Kak MpaBWJIO, BbIpaKeHa
MUHUMAIBHO. [1poI0IKUTEIBHOCTD KU3HH HE OTIMYACTCS OT TAKOBOH B CpeHEM MO momyisiuu [27]. Y
narreHToB ¢ CMA 3-ro Tumna MokeT pa3BuBaThcs oxxupenue [19].

Ha momo CMA 4-ro tuna mpuxomutcs MeHee 5% Bcex marueHtoB co CMA [27]. Yamie Bcero
nebrot Habmromaercs B Bo3pacte okosio 30 nmet. B Hauane 3a0oneBanusi aTpodus MBI MOKET UMETh
ACUMMETPUYHBIA XapakTep M B IEPBYID OYepelb BOBIEKAET JEIbTOBHUIHBIC MBIIIIBI, TPUIEHCHl U
kBagpuiiernicbl  [6]. BrmocrneacTBUU MOCTENIEHHO TPUCOCIWHSIOTCS TOBBIIICHHAs YTOMIISIEMOCTb,
dacuukysinuu (dame B O0eapax), TPEMOp pyK, pexe — IMCeBAOTHIEPTPOGHS HKPOHOXKHBIX MbImI [28].
Teuenne CMA 4-ro Tula OTHOCHUTENBHO NOOPOKAYECTBEHHOE; CIIOCOOHOCTh CAMOCTOSTEIHHO XOJUTh
ecnu U yrpaduBaetcs, To nocie 50 net. M3-3a ocobennocteit penoruna CMA 4-To Tuma ee AMarHocTUKa
MOXXET TMPEACTaBIATh CIOKHOCTh IMPU OTCYTCTBUU Yy Bpaued KIMHUYECKOW HacTopoxkeHHocTu. [lo
JTaHHBIM aHanmu3a KoropThl U3 20 mamueHtoB co CMA 4-ro Tuma, Bce MepBOHAYAIBLHO HAOIIOJAINCH C
HEBEpPHBIMU JMAarHo3amu (HampuMmep, KOHEUHOCTHO-TIOSICHAs MblIlleuHas auctpodus, OOKOBOI
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aMHOTPO(HUECKUI CKIEPO3 U TIp.), a CpeHee BpeMsl yCTAaHOBKHM BEPHOTO JUarHo3a cocraBmio 12,4 roxa
[28].

[Ipu Bcex Tumax CMA MOXET BBIABISITHCS KapAMOJOTUYECKAsl MATOJIOTHs (HApPYIICHUS pUTMa
cep/ua, yBeJIU4YeHHe cepaua v T.1.), ogHako npu CMA 2, 3 u 4 TUIIOB 3TO BCTPEYAETCS OTHOCHUTEJIHHO
penko [29].

2. [OwarHoctuka 3aboneBaHUss WU COCTOSAAHUA (rpynnbl  3aboneBaHun UNuU
COCTOSIHMA) MeAULIMHCKME MOKa3aHMA U NPOTUBOMNOKAa3aHMA K NPUMEHEHU MeToAOoB
ANarHoCTUKU

Kputepun ycranosnenust nuarnoza CMA 5q ¢ ne6roTom 3a00s1eBaHMsl Y B3pOCIIBIX.

Huarnoz CMA 5q ¢opmupyercss Ha OCHOBAaHUHM JKajloO, aHAMHE3a, XapaKTEPHBIX KIMHHUYECKUX
CHMITTOMOB TIPOKCHMAJIBHOUW MBIIIEYHON THIIOTOHHH M MBIIIEYHOU cI1a00CTH, CBA3aHHBIX C MOpaKEHHEM
nepudepudyeckoro  IBUrateapHOro HedpoHa. (OOocHoBaHHOCTh auarHoza CMA  5q nmomxkHa
MOJITBEPK/IATHCS OOBEKTUBHBIMU PE3YyJIbTaTaMH MOJIEKYISIPHO-TEHETHYECKOTO TeCcTHpoBaHus (cM. 2.3
nabopaTopHBIE AMArHOCTHYECKHE HccienoBaHus). K OCHOBHBIM CHMIITOMaM KIMHHYECKOW KapTHHBI
3a00JieBaHUs, KOTOPBIE SBIISAIOTCS OCHOBAaHUEM sl o0s3arenpHoro uckimoueHuss CMA 5q npu nomoru
TeHETHYECKOTO TECTHPOBAHUS OTHOCSITCSL:

- CuMMeTpruYHast THITIOTPO(HS U TUTIOTOHHUS MBI TPOKCUMAIIFHOTO OT/eNla HUKHEH KOHEYHOCTH C
BBIPQKCHHOW c71a00CTHIO MBIIII] TA30BOTO TOsica. [ MIMOTOHUS U TUIIOTPO(HS MBI MOXKET MPeodIaiaTh
B TIOJIB3/IONITHO-TIOSICHUYHBIX MBIIIIAX, STOJAYHBIX MBIIIIAX, a TAKXKE MPEUMYIIECTBEHHO B MEpeaHed U
MenuanpHo Tpymnme Mmbrr oexep [105, 106]. TlanueHTh UCHBITHIBAIOT TPYAHOCTH TMPHU MOJABEME TIO
JIECTHMIIE U TIPU BCTABaHUU CO CTyJa. YacTo MOJOXKUTENIEH CUMIITOM ['oBepca: MalueHT, s TOro YToObI
MOJHSATHCS U3 TOJIOXKEHHUSI Ha KOPTOYKaxX, OMUpaeTcsl pyKaMu Ha TOJI, 3aTeM MOJHUMAeTcs, ONHUpasiCh
pyKaMu Ha KOJeHH. BO3MOXHO pa3BUTHE HApYIICHHUS XOAbObI — Au30a3usi Mo THMY "yTHMHOW MOXOAKH"
[107];

- CuMMeTpHuyHas TUIOTPO(US U TUIIOTOHUS MBIIII] TPOKCUMAJILHOTO OTJIeNIa BEpXHEH KOHEUHOCTH,
KOTOpasi MOXKET ObITh OoJiee BbIpa)keHAa B JENBTOBHIHBIX M TPEXIJIABBIX MBIIIIAX [0 CPaBHEHUIO C
JBYIIIaBBIMK MbIiiaMu 1ieua [106];

- CuMMeTpUYHOE CHI)KEHHE WM BhINIA/IEHUE TITYOOKUX CYXOKHIIBHBIX pe(IeKcoB KOHEUHOCTEHH;

- Mbleunsle GacuuKyNISIIUU, paclpenesieHne KOTOPBIX MOXET HOCUTh KaK IeHepaTu30BaHHBIM,
TaK U cerMeHTapHbIi xapakrep [108];

- [locTypanbHblil TpEMODP pPYK.

Y namueHToB c ne0r0TOM 3aboseBaHus crapiie 18 neT, mo JaHHBIM aHaMHE3a XapaKTepHO
MEJUIEHHOE, MPOrpeccupylollee HapacTaHue HeBpojorudeckoro naepunura (Gomee 5 ner). JeGror
3a00JIeBaHUs, KaK MPAaBUIIO, CBSA3aH C HApACTaHHEM CIA0OCTH MBIIII MTPOKCUMAIBHOTO OT/eNa HIKHUX
koHeyHocTed. HecmoTpst Ha pasHooOpasue ¢eHotunuyeckux mnposiBienuii CMA 5q ¢ npebrotom
3a00JIeBaHUsST Yy B3pOCIHBIX, Hamuuue OynpOapHBIX CHUMOTOMOB, nedopMaiusi TPYAHOH KIETKH H
runoTpoust MexpeOepHbIX MBI HE XapaKTEepHbl y JAHHOW KAaTErOPHH MalUEHTOB, CKOJHMOTHYECKAs
nedopmarusi TO3BOHOYHHKA OTCYTCTBYET WM BbhIpakeHa MuHUManbHO [108, 109]. Ecnu nuarnos CMA
HE MOJATBEPXkIEH MPH MOMOIIU MOJEKYIIPHO-TEHETHYECKOTO aHAJIM3a W/WIM MMEET MECTO aTUIHMYHBIN
¢enotun CMA 11 onpeziesieHuss CUMIITOMOB TMOpaKeHUs NMepueprudeckux JBUTATEIbHBIX HEHPOHOB
MIPOBOJIUTCST MroJibYaTasi 3EKTpoMHorpadus U CTUMYISILIMOHHAS 3JeKTpoHelpomuorpapus (cm. 2.4.1
HHcTpyMeHTanbHbIE HccaeloBaHus A fuarnoctuku CMA).

2.1. XXanoObl U aHaMHe3

OcHOBHBIE OCOOCHHOCTH XaJI0O M aHAMHECTUYECKHUX JAaHHBIX ONMMCaHbl B pasnene "KinnHuueckas
kaptuHa'". Jlajee mpeacTaBieHbl KanoObl, KOTOpble TPEOYIOT OTJEIBbHOTO YTOUHEHHS.
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Heob6xomumo y B3pocibix nanueHToB co CMA:

- AKTUBHO BBISCHSTH KaJIOOBI, YKa3bIBAIONINE HA HAPYIICHUE ABIXaHUS BO CHE: Xpam U (HMJIK) J4acThie
MpoOyXJACHUS BO CHE, COHJIMBOCTh M TIOBBIIIICHHAs YTOMIISIEMOCTh B TEYEHHE IHS (IUIsl paHHEro
BBISIBJICHHS TUTIOBEHTHIISLIMU U alTHOD CHA);

- YTOYHSTH YacCTOTy WH(MEKIMOHHBIX 3a00JICBaHWH M AaHTHOMOTHKOTEpamuH 3a Tocieanue 12
MecsLeB (A1 HaaeKalel OLleHKH COMaTUYeCKOTo cTaTyca MalueHTOB);

- YTOYHATh JKaloObl Ha HEIP(PEKTUBHOCTh Kamuwig (11 CBOCBPEMEHHOTO  BBISBIICHUS
HEJOCTATOYHOW OYMCTKU HIDKHUX JIBIXaTCIBHBIX TYyTEeH OT CEKpeTa M THIIOBEHTWISIIHHA, B TEPBYIO
ouepens y nanueHToB co CMA 2 tuna);

- YTOYHSTH >KaJoOBI, YKa3bIBalOIIHE Ha Juc(haruio: HapylmieHUE TJIOTAHWS >KUIKOCTH W (WIJIH)
TBEPAOW TUINH, ONIYIICHHE 3aCTPEBAHUS IMHIU B TOPJIC BO BpeMs TJIOTAHHMS, KA WIH TIOTICPXUBAHUS
710, BO BpeMs WJIM TIOCJIE TJIOTAHUs, HATMUYMEM XPUILIOTO WM "BIIXXHOTO'" roJjioca MOoCie akTa TJIOTaHus
(17151 CBOEBPEMEHHOM KOPPEKIMH JaHHBIX HAPYIICHH);

- YTOYHSATh HaMuKe y nanueHtoB co CMA cumntomMoB ractpos3odareanbHoro pedirokca, 3amnopa,
TOIIHOTHI WJIM PBOTHI (TSI CBOEBPEMEHHOMN NUArHOCTHUKH HAPYIICHUS PabOTHI KEIyT0YHO-KUIIECYHOTO

tpakra) [19, 24, 29, 121].
2.2. dusnkanbHoe obcnegoBaHue

OO6paiaeM BHUMaHUE, 4TO, COTJIACHO TPEOOBAHMUAM K Pa3padOTKe KIMHUYECKUX PEKOMEHIAINM, K
KaKJIOMY T€3UCY-pEKOMEHAAlNU HE0OX0AUMO YKa3bIBaTh CHIIy PEKOMEHAIMI U T0Ka3aTelbHylo 0a3y B
COOTBETCTBUU CO IIKAJaMHU OILIEHKH YPOBHS JOCTOBEpPHOCTH JokazaTtenbctB (YJ) u  ypoBHs
yoenurensHocTH pekomenaanuii (YYP). [dns maorux te3ucoB YYP u Y]IJI Oyaer HU3KUM MO NIPUYHUHE
OTCYTCTBHSI TIOCBSIILIEHHBIX UM KIMHUYECKHX HCCIIEJOBaHUI BBICOKOTO Au3aiiHa. HeB3upas Ha 31O, OHU
SIBJIIOTCSI HEOOXOAMMBIMU 3JIEMEHTaMU 00CiIeI0BaHuUs MalMeHTa JAJisl yCTaHOBJIEHUS AUarHo3a 1 BbiOopa
TaKTUKH JICYCHHUS.

Knuanueckoe obcnenoBanue mamnueHToB co CMA Brmodaer B ceOsl (pU3MKAIBHBIA OCMOTpP C
aKI[EHTOM Ha KOCTHO-MBIIIEYHYIO CHCTEMY, a TaKKe HEBPOJOTHYECKHII OCMOTP U OLIEHKY MMEIOIIHUXCS
(hyHKIMOHATBHBIX HapymieHui. B 3aBucumoctu ot Tnma CMA crieKTp HeoOX0AMMBIX ISl 00s3aTeIbHON
OIICHKM acCHEKTOB MOXET oTinyaThcsi. OCHOBHBIE BO3MOXHBIE HAXOJKU TpU  (PU3UKAIHLHOM
oOcneoBaHUM TIpeAcTaBieHbl B pazzaene "Knmnuueckas kaptuHa'. Hmke oTpakeHbl 0COOCHHOCTH
¢buzukanpHOro 00CIeI0BaHMs Y B3pOCibIX NanueHToB ¢ CMA.

- Pexomenyercst mpoBOoIuTh GU3MKAIBHOE 00CIenoBaHue B3pOCbIX narueHToB co CMA ¢ 1enbio
peryisipHOro MOHUTOpHHTa coctostaus [19, 31].

VYpoBeHb yoeauTeabHOCTH pekoMenaamuii C (YypoBeHb TOCTOBEPHOCTH JI0KA3aTEIbCTB — 5)

KomMeHnTapuu: (pu3uKalbHbBIII OCMOTpP MPOBOAMUTCS PETYISPHO, KaXK/Ible 6 MECAIEB WU Yallle, Ipu
HE0OX0IMMOCTU. PerynsipHbIii MOHUTOPUHT COCTOSIHHSI KOCTHO-MBIIIEYHOM CHUCTEMBI U CBSI3aHHBIX C HEM
(YHKIIMOHATBHBIX HAPYIICHWH MO3BOJIMT BOBPEMS BBIBUTH HM3MEHEHHs, TpeOyIolIue KOPPEKIHH, a
TaKKe OLEHUTh TUHAMHKY 3a0osjeBaHus. AHanu3 tedeHus CMA 2-ro u 3-ro TUIIOB B KOropte u3 268
MalMeHToB B Bo3pacTe OT 2,5 10 55,5 ner mokaszan, 4To 3a 12 MecsleB UMeld MECTO MUHUMAalbHbIE
(GYHKIIMOHATBHBIE U3MEHEHHUS;, YXYALIEHUE Yy HEOOIBIIIOr0 YUCiIa OOJIBHBIX OBLIO CBSI3aHO C HApacTaHUEM
BBIPOKEHHOCTH KOHTPAKTYp, BHE3AMHBIM YCYT'yOJI€HHMEM CKOJHMO3a WJIM 3HAUUTENbHBIM TOBBIIIEHUEM
Macchl Tena [31].

- PexoMeHnayercst mpu 0cMOTpe B3pocibIX naueHToB co CMA, HecriocoOHbBIX CHAETh U CIIOCOOHBIX
cUJIeTh (KaTeropuu non-sitters u sitters), npu (QU3MKAIBHOM OCMOTpe OoJjblliee BHUMAaHUE YACITUTDH
OILICHKE BBIPa)KEHHOCTH N1apE30B CKEJIETHBIX MBI (BKIKOYAsl MBIIIIIBI IEU U TYJIOBUIA, YYaCTBYIOLIUE B
MOCTYpabHOM KOHTpPOJIE), KOHTPAKTypaM (B KOHEUHOCTSX, LII€€ U YENIFOCTHOTO CycTaBa), AeGopMalusam
MO3BOHOYHUKA W HAKJIOHY Ta3a, BO3MOXXHOMY BBIBUXY Oejpa, ABIXaHHIO U MOJBWKHOCTH TPYAHOM
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KJIETKH, a TaKke naegopMaluu CTOI, TPEMOPY PYK M BO3MOXKHBIM IEpeIoMaM C LEIbI0 OIECHKH
(GYHKIMOHATBHBIX BO3MOXHOCTEH M BhIOOpA HanboJee MOaXO e TAKTUKY JICYEHUS U PeaOUIIUTAIIH
[19].

VYpoBeHb yoeauTenbHoCTH pekoMmeHaanuii C (ypoBeHb IOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KoMMeHTapuu: naHHbIM GyHKIMOHAIBHBIN KJlacc Yalle BcTpeyaeTcs y nauueHtoB co CMA 2 tuna.
[ToMrMO PYTHHHOTO HEBPOJOTHYECKOTO OCMOTpPA KIMHUYECKasi OIIEHKA B3pOCIBIX mamueHtoB co CMA
MOJKET MPOBOJUTHCS C HCIOb3oBanueM mkan MFM32 [19, 32, 33] u HFMSE [19, 34]. Kpome Toro, st
OIICHKU (DYHKIIMU PYKH MOXET HCmojb3oBaThcs mkama RULM [19, 35]. Croutr oTMeTUTh, 9TO Yy ITHX
IIKaJl CYIIECTBYIOT TaK Ha3biBaeMble 3(dekTsl "mona" um "moroska" — OrpaHMYEHHS B CIIOCOOHOCTH
MCYEPIIBIBAIONIE 3a)MKCUPOBATH BCIKOE BO3MOYKHOE YXY/IICHUE MM YIy4IIEHUE COCTOSIHUS U KauecTBa
KU3HU NanueHTa. [IpuHrMas BO BHUMaHUE 3HAYUTEIBHYIO ()EHOTHITUYECKYIO rereporeHHocte CMA y
B3pPOCIBIX, HEOOXOIMMO YYHTHIBATh, YTO TNPUMEHEHHE KIMHUYECKHX IIKaJl HambOoyiee BaJHMIHO TPH
WHTEPIpPETAllMd Ha TPYNIOBOM YpPOBHE; IMpPH NPUMEHEHHH K KOHKPETHOMY ITallMEHTY TPAaKTOBKA
JUHAMMKYU OIIEHOK I10 IIKaJaM JI0JKHA IMPOM3BOAUTHCS C OCTOPOKHOCTBHIO, @ HEMOCPEACTBEHHO OOIIMe
OIICHKA TIO INKajaM Ha WHIUBUAYaJbHOM YpPOBHE HE CTOUT pPacCMaTpPHBAaTh KakK €JIWHCTBEHHBIC
MOKa3aTeNl TeYeHUsI O0JIe3HH, T.K. OHU HE XapaKTepU3YIOT ()YHKIIMOHAIBHBIE BO3MOXXHOCTH TAI[IEHTOB B
MOBCEHEBHOM Kku3HU [36].

OreHKa KOHTPAKTYP MOKET COIPOBOXIATHCS JIOTIOJTHUTEIEHBIM U3MEpEHHEM 00bheMa BO3MOMXKHBIX
JBYDKEHUH B CyCTaBe MPH MOMOIIA TOHHOMETPA.

Knnanueckast oneHKa JAbIXaHus BKITFOUAET OMpe/esieHHe IBeTa KOKHBIX TIOKPOBOB, 3P PEeKTHBHOCTH
OTKAIIUTMBaHUS, U3MEPEHUE YaCTOTHI JIbIXaHHsI, U3MEPEHUE OKPYKHOCTH TPYIHON KIETKH, ONpeeTIeHUue
OKCKYPCHHM TPYIHOW KIETKH, TPHU3HAKOB AUCHYHKIHUU ABIXaTeIbHOW MYCKYJIATyphl (HaIH4due
NapagoKCanbHOTO JbIXaHUs, UCIIOJIb30BaHHE BCIIOMOTaTeIbHON AbIXaTeIbHOW MYCKYJIaTyphl).

Knuauueckasi oleHKa MHTEHCUBHOCTH OOJM M YCTAJIOCTH MOKET JOMOJHATHCSA HCIOJIb30BAaHUEM
BH3YaJIbHO-aHAJIOTOBBIX IIKAJl U OIPOCHUKOB [19].

KnuHuueckast oLieHKa JUHAMUKUA COCTOSIHMSI MOXKET JOMNOJHAThCA (UKcalueil M3MEHEHu#, o
KOTOPBIX COOOIIAET caM MAIHEHT, BAKHBIX IS €r0 MOBCEIHEBHON )KU3HEAESTEIbHOCTH.

- Pexomennyercs mpu OCMOTpE B3pPOCIHBIX MAIUEHTOB, CHOCOOHBIX XOJUTbh, MPH (PU3UKATHLHOM
ocMOTpe OoJiblliee BHUMAaHHE YIEIUTHh OIICHKE BBIPAKEHHOCTH Mape30B CKEJIETHBIX MBI (BKIIIOYAs
MBIIIIBI II€U U TYJIOBHUIIA, YYaCTBYIOIIUE B MOCTYpPaJlbHOM KOHTpOJE), MOJBMKHOCTU B CycTaBax (B
KOHEYHOCTSIX, [IIe€ U YEIIOCTHOM CYCTABE), MBIIIIEYHOM yTOMIISIEMOCTH ¥ BO3MOXKHBIM TaJICHUSIM C EJIbIO
OTPEIEeTICHUS HCXOIHOTO CTaTyca 00JIbHOTO, & TAKXKE 11 MOHUTOPHHTA JIBUTATSIbHBIX QyHKIKH [19].

VYpoBeHb yoeauTeabHOCTH pekoMenaamuii C (YypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KoMMeHTapuu: npu ecTECTBEHHOM TE€UEHUM 3a00JeBaHUS JaHHBIA (DYHKIIMOHAIBHBIM KJIacc yalie
BcTpeuaercs y nanueHToB co CMA 3 u 4 tuna (6e3 nedenus). [loMuMo pyTHHHOTO HEBPOJIOTHUECKOTO
OCMOTpa KJIMHUYECKAsi OI[EHKA B3pPOCIHbIX ManueHToB co CMA MOXET MpOBOJUTHCS C HUCHOIB30BaHUEM
mkan MFM32 [19, 32, 33] u HFMSE [19, 34]. Kpome Toro, ansi OLEHKH (PYHKIHHU PYKH MOKET
ucnoap3oBarkes mkana RULM [19, 35]. o manHbIM HccaemoBaHuii ectecTBeHHOro TeueHus CMA 3-ro
tuna, mkaina HFMSE no3BosisieT BBISIBUTh TPOTPECCUPOBAHUE ATOTO MOATHIA 3a00eBaHus (3HAYMMOE U
BaNUJHOE YXyAILIEHUE OOIIel OIeHKH) MpHu HAOMIOAeHUH B TeueHHe He MeHee 12 mecsueB [37, 38], a
mkana MFM32 mosxeT mo3BoJUTh 3aperucTpupoBath (Gakt nporpeccupoBanust CMA 2-ro u 3-ro THIOB
npy HaOMoIeHNH B TeueHne He MeHee 2 neT [39]. Takum 00pa3om, y MmepednclIeHHbIX KAl CYIIeCTBYIOT
Tak HasbiBaeMble 3(p¢dexTsl "monma" u "motosnka" — OrpaHMYEHHMs B CIIOCOOHOCTH HCYEPIbIBAIOIIE
3a(pUKCUPOBATh BCSIKOE BO3MOJKHOE YXY/IIEHWE WM YIy4YIIEHHE COCTOSHUS M KauecTBa JKU3HU
nanueHTa. [lpyHUMas BO BHUMaHHE 3HAUUTENBbHYIO (EHOTUIHMYECKYI TreTeporeHHocTh CMA y
B3POCJIBIX, HEOOXOJWMO YUYUTHIBaTh, YTO MPUMEHEHHE KIMHHYECKUX MIKaNI Haubosee BalUIHO TpU
WHTEpIpETAllMd Ha TPYNIOBOM YPOBHE; NPU NPUMEHEHWH K KOHKPETHOMY NAIMEHTY TPaKTOBKA
JMHAMUKU OIICHOK MO HIKajlaM JOJDKHA MPOU3BOAUTHECS C OCTOPOKHOCTHIO, a HEMOCPEICTBEHHO O0IIHe
OLIEHKM M0 IIKajJaM Ha WHAWBUAYAJIbHOM YpPOBHE HE CTOMT paccMaTpUBaTh KaK €IUHCTBEHHbIE
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MOKa3aTeu TeueHUs O0JIC3HH, T.K. OHH HE XapaKTepHU3yT (PYHKIMOHATBHBIE BO3MOKHOCTH MAIUEHTOB B
ITOBCEIHEBHOM sku3HH [36].

O1neHKa KOHTPAKTYP MOET COMPOBOXKIATHCSA JOMOJHUTEIBLHBIM U3MEPEHUEM 00BbEeMa BO3MOKHBIX
JBUKEHUM B CyCTaBe MPHU MOMOIIY TOHUOMETpA.

Knunnueckas onieHKa IbIXaHMs BKJIIOYAET OMPE/ICIICHUE I[BETAa KOKHBIX TTOKPOBOB, 3(h(PEeKTUBHOCTH
OTKallUTMBAHUsA, U3MEPEHUE YACTOTHI JIbIXaHUs, U3MEPEHHE OKPYKHOCTHU TPYJHOM KJIIETKU, OTMPEICICHUE
OKCKYPCHHM TPYAHOW KIETKH, TPHU3HAKOB JUCHYHKIUU JBIXaTEIBHOW MYCKYyJIaTyphl (HaaHdue
MapajoKCaIbHOTO JBIXaHUS, HCTIOJIb30BaHUE BCIIOMOTATEIBHOM JIbIXaTeTbHON MYCKYJIATYPHI).

Knunnueckass oneHka MHTEHCUBHOCTH OOJM M YCTAJIOCTH MOXET JOTMOJHATHCA HCIOJIb30BAHHEM
BU3YaJIbHO-aHAJIOTOBBIX MIKal ¥ onpocHUKOB [19]. s 6onbHbIX ¢ CMA 3-r0 THIIA, CIIOCOOHBIX XOHUTh,
1 4-TO TUNA TMPUMEHEHUE TecTa C 6-MHUHYTHOM XOAbOOW IMO3BOJUT OIEHUTH (YHKIIMIO HOT U OOIIYIO
MEePEHOCUMOCTh (u3nueckoit Harpysku [19, 40].

- Pexomenayercs wuccienoBaHUE YYBCTBUTEIBHOW M JBUTATENBHOW cdepbl TPH MaTOJOTHH
nepudepudeckoil HEpPBHOM CHUCTEMBI B3poCibIM TanueHToB co CMA 1o COOTBETCTBYIOIIUM
(hYHKIIMOHATBHBIM IIIKaJaM U TECTaM Ha BpPeMs C IEJIbI0 OMpPENeIeHUsT UCXOHOTO cTaryca OOJBHOTO, a
TaKXKe I MOHMUTOPUHTA JIBUTaTeNbHbIX GyHKiui [19, 34, 35].

VYposens yoeautenbHoCTH pekomeraaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 4)

KommenTapun: mikanel mpuBeneHsl B [lpwnokennun. XKemaTenapbHO, 94TOOBI OLEHKY MO MIKajaM
MIPOBOJIMIIN CIIEIUATILHO 00yUEHHBIE CeUaTUCThL. [Ipu oTCYyTCTBHU cepTU(HUIIMPOBAHHOTO CIICIIMAITUCTA
JKeJaTeJIbHO HAIlPaBUTh MAIMEHTA B TOT IIEHTP, T/I€ TAKUE CTICITUATICTHI €CTh.

- Pexomenayercs olieHKa pU3NYECKOTO pa3BUTHS (M3MEPEHUE MacChl TeNla, pOCTa U MHIEKCa MacCChl
TeJa) Ha €KEroHOW OCHOBE B3pOCHIbIM NanueHTaM co CMA ¢ 11e71b10 OIIeHKH HYTPUTHBHOTO cTaTyca [ 19,
41].

Yposens yoeaurenbHoCTH pekoMeHaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

KomMMeHTapuu: uiss OpHEHTUPOBOYHON OLIEHKH HYTPUTHUBHOTO CTaTyca BO3MOXHO MPUMEHEHHE
METOJla M3MEpPEHHUs TOJIIHUHBI KOXHOW CKIanku (TumkomeTpus)). Y mamueHToB co CMA dacto
OTMEYAIOTCS U3MEHEHUs B HYTPUTUBHOM CTaTyce. Y JieKauuxX MalUeHTOB U MalMEeHTOB ¢ Jucdaruei
MOBBIIIAETCSI PUCK HeAOCTaTOYHOCTU NuTaHusl. CrocoOHbIE CUIETh M XOTUTh MALUEHTHI [0JABEPKEHbBI
PUCKY OXXHPEHHSI B CBSI3U CO CHIDKEHHUEM JHEprorpaTr HM3-3a YMEHBIICHHMs] aKTUBHOCTH IMpPU yTpaTe
croco6HOCTH K X0160€ [41].

- Pexomenmyercss orieHka (DYHKIIMM JKEBaHHMS M OIICHKA COCTOSITCILHOCTH TJIOTAHHS B3POCIIBIM
narentam co CMA st BeisBacHus aucdaruu [19, 42].

VYpoBeHb yoeauTeabHOCTH pekoMenaamuii C (ypoBeHb TOCTOBEPHOCTH JI0KA3aTEIbCTB — 4)

KomMmeHTapuu: oT/iebHOE BHUMAHHE TPU OCMOTPE CJCIyeT YACIUTh OTCYTCTBHIO IVIOTOYHOTO U
HEOHOTO pedUIeKCOB, TPYAHOCTSIM C KEBAHUEM U MPOTJIATHIBAHUEM IHUIIH, YBEITHUCHHUIO JTTUTECILHOCTH €€
npreMa, HATHYUIO KOHTPAKTYPhI YETFOCTHOTO CYCTAaBa.

- PexoMeHnayercss Ha OCHOBAaHUM KJIMHHYECKON KapTUHBI 3a00J€BaHHMA W JAaHHBIX OCMOTpA
YCTAHOBJIEHHE B3pOCJIOMY IAlIUEHTY C TEHETHMYECKH NOATBepxkAeHHOM CMA KIMHHYECKOTO THIIA
3a00JIeBaHMs B COOTBETCTBHH C KIIaCCU(HUKALMEH C IIEIbI0 ONpeeIeHUs Iporuo3a ooesnu [19].

VpoBeHb yoeautenbHOCTH pekomeraanuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 5)

2.3. llabopaTopHbie AMarHocTu4eckme nccregoBaHus
- PCKOMCH,Z[yeTCH MOJICKYIIIPHO-TCHCTHYCCKOC HUCCICAOBAHUC L[eneunﬁ 7-I‘0/I/IJ‘II/I 7-8-I‘0 3K30HOB

reda SMNI1 (cnuHanpHass amMuoTpodusi) B KpPOBH (KOMIUIEKC HCCIEIOBAaHWMA [UIsl JUArHOCTUKU
CIMHAILHOM MBINIEYHON aTpodun) BceM manueHTam ¢ mnojao3peHueM Ha CMA ¢ 1enbio MOJEKYIsSpHO-
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TCHETHYECKOTO MOATBEPKAeHus auarnosa [19, 45].
YposeHs yoeautenbHOCTH pekomeHnaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTE/ILCTB — 4)
KommeHnTapuu: "3010TbIM cTaHAAPTOM" MOJIEKYIISIpHO-T€HETHYeCKOro uccaenosanus npu CMA 5q
aBisgercs aHanu3 yuciaa konuid reHoB SMN1 u SMN2. JlaHHOe ucciiejoBaHUE MPOBOJUTCS METOAAMMU
[IIP B peasbHOM BpeMeHM WM KosiuyecTBeHHOro MLPA-ananu3a. J[uarHo3 mnoaTBEp:KIaeTcsl IpH
oOHapyXEHHUHU AETICIIHU YK30HOB 7 WK 7-8 B TOMO3UTOTHOM COCTOSTHHH (T.€. B 00€MX KOIHSX TE€HA).

- He pexomennyercsa wucnosibzoBarh [ILP-II/IP®-anann3 u [apyrue KadyeCTBEHHBIE METObI
UCCIIEIOBaHUSI KaK MeToja BhIOOpa manmueHTaMm ¢ mojo3peHueM Ha CMA C 1enpl0 MCKITIOUEHUS
OUIMOOYHOTO OATBEPIKACHHS quarno3a [46].

VYpoBeHb yoeauTenbHOCTH pekoMeHaamuii C (YypoBeHb IOCTOBEPHOCTH JIOKA3aTeIbCTB — 4)

- PexomeHnpayercs BBIMOJIHATH MOMCK OJHOHYKJIEOTHUIHBIX MAaTOTEHHBIX BapHaHTOB B reHe SMNI1
METOJIOM TIPSIMOTO aBTOMAaTHYECKOTO CEKBEHHpOBaHUS 1O CoHrepy (KOMIUIEKC HCCIIEIOBAHUM ISt
JUarHOCTUKH CHMHAJBHOM MBIIIEYHONH aTpouu) MalueHTaM C KIHMHWYecKkod kaptuHo CMA un
BBISBJICHHOW Jieieruedl Hk30HOB 7 wiu 7-8 teHa SMNI B reTepo3uroTHOM COCTOSIHUM C IIEJBIO
ycTaHoBieHus quarnosa [110, 111].

YposeHs yoeautenbHOCTH pekoMeraaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 4)

KoMMeHTapuu: Hanuuue Jeselny B FeTepO3UrOTHOM COCTOSIHUU OTIPEIeNIIeTCsl KaK HaJudre OJHOMN
konuu resa SMN1. O6HapyxeHHe MaTOreHHOro BapuaHTa BO BTOpoil konuu reHa SMN1 noarsepxnaer
mrargo3 CMA.

- He pekomenayercs ycraHoBieHue auarfHoza CMA manueHTam ¢ OTCYTCTBMEM MYTallMil B JIBYX
aytensix rena SMN1 ¢ 1enbio HCKITIOUYEHUS YCTaHOBKH HETTOATBEPIKICHHOTO auarHo3a [19].

Yposens yoeaurenbHoCTH pekoMeraaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

KomMenTapuu: oTcyrcTBHe nenennu 3k30H0B 7 win 7-8 rena SMN1 onpenensiercs kKak Hauuue 2
n Oonee xommii reHa SMNI1 wmeromamu I[P B peambHOM BpeMeHHm win KoJnuecTBeHHOTo MLPA-
aHanuza. B ciyyae KpOBHOPOJCTBEHHBIX OpakOB PEKOMEHIYETCSl MPOBECTH MOUCK OJHOHYKICOTHUIHBIX
MAaTOTEHHBIX BapuaHTOB B reHe SMNI MeToIOM MpsIMOrO aBTOMAaTHYECKOIO CEKBEHHUPOBAHUSA IIO
CoHrepy aaxe B cllydae OTCYTCTBHUSA JACJICIIMU SK30HOB 7 uiu 7-8 rena SMNI.

- PexomeHnyercs omnpezaeneHne uuciaa kKommi reHa SMN2 (KOMIUIEKC HMCCICIOBAHUN IS
JUATHOCTUKU CHUHAJIBHOW MBIIICYHON aTpoduu) NarueHTaM C TMOATBEPKIACHHBIM T'€HETHYCCKUM
muarao3zoM CMA st ornpe/iesieHus MPOrHo3a TeueHus 0ose3nn [48].

Yposens yoeaurenbHoCTH pekoMenaauii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEILCTB — 4)

KomMMeHTapun: HE00X0AMMO MOMHUTH, YTO TUII CMA y KOHKPETHOTO MallMeHTa HE MOXET OBbITh
YCTAHOBJIEH MO 4ucay kKonuil reHa SMN2, Tak Kak OH ONpeneisieTcs TOJbKO KinHudecku. [lpu
KOHCYJIbTUPOBAHUHU MAIIEHTOB U UX CeMel cliefyeT OOBsICHATh, UTO HECMOTPS Ha TECHYIO CBSI3b UHUCIIA
konuid SMN2 ¢ mporHo30M, UMEIOTCSI UCKIIIOUEHUS, CBA3aHHbBIE C IPYrUMHU Moaudukaropamu (eHoTumna
CMA.

- Pexomenayercs poauTensM M MapTHEpaM MAlUEHTa C I'€HETHYECKH NoATBepkacHHOH CMA
MOJIEKYJISIPHO-TEHETUYECKOE UCClIeloBaHKe Aeiennil 7-ro/unu 7-8-ro sx30H0B reHa SMN1 (cniuHanbHas
amuoTpodusi) B KpoBH KosindecTBeHHbIMU MeToamu (I1LIP B peanbHoM Bpemenu unu MLPA -ananuzom)
IS TIPOTHO3a AeTopokaeHus [49].

VpoBeHb YOSIUTENBHOCTH peKOMEHIaluii B (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 2)

KommeHnTapun: MOJIEKYIsIpHO-TEHETUYECKOE UCCIIeI0BAaHNE NMATOT€HHbIX BapuaHTOB B reHe SMN1
TaKXKe MOKa3aHO HOBBIM CYIIPyraMm poJuTeNel OONBbHBIX JeTel B MOBTOPHBIX Opakax (€ciu IIaHUPYeTCs
JETOPOKJICHHE), CYIIpyraM B3pocibIX nanueHToB ¢ CMA npH miiaHUpOBaHUU AETOPOXKACHUS, OIH3KUM
POJICTBEHHUKaM (CHOCHI MAallMEHTOB M CHOCHI POAMTENIEH MAallMEeHTOB) JJISi MPOTHO3a MX MOTOMCTBA, a
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TaKXXe JIOHOpaM CIIEpMbl M SAWLEKIETOK IPU 3KCTPaKOPIOPaIbHOM OILIof0TBOpeHun. Kpome Toro,
MOJIEKYJISIPHO-TEHETUYECKOE UCCIIEI0BAaHUE NATOreHHbIX BapuaHToB B reHe SMN1 pexomenayercs npu
IUTAHUPOBAaHUHM OCPEMEHHOCTH B KPOBHOPOACTBEHHBIX Opakax. HeoOxommmo mHGOpMHpOBATH Mapbl, B
KOTOPBIX KaXbli U3 MapTHEPOB SIBJSETCS MOATBEPKICHHBIM TI'€T€PO3UTOTHBIM HOCUTENIEM JAEJIeUUU 7
nin 7-8 3x30H0B reHa SMN1, 0 BO3MOKHOCTH IPOBEJACHUS NpEHATAIbHOU (BO BpeMsi OEpEMEHHOCTH)
WIK TPEUMIUIaHTAaMOHHON (C MCHOJIb30BAaHUEM SKCTpakopropaigpHoro ormioaotsopenus) JIHK-
IMarHOCTHKH (cM. pazaen [IpodunakTuka).

- He pexomenayercs UCOab30BaTh ONPEACIICHNE AKTUBHOCTH KPEaTUHKMHA3BI B KPOBU B KaUECTBE
JMarHOCTUYECKOTO MOKa3aTessl NPy MOJA03PEHUH y MallMeHTa HETUIIMYHOMN KIMHuYecko kapTuasl CMA
C LIEJIBIO UCKITIOUEHHS TOCTAHOBKH OMIMO0YHOTO uarno3a [50].

YposeHb yoeautenbHOCTH pekoMeHnaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEILCTB — 4)

KomMeHTapun: ypoBeHb KpeaTMHKHHa3bl (kpeatuHpocpokxunaza, KOK) oObiyHO HOpManeH Wiu
MOBBIIIEH HE3HAUYUTEIbHO, TEM HE MEHEEe OIMCaHbl €JUHHYHBIE CIy4au C BbIpakeHHbIM (B 10 pa3)
noBbleHueM akTuBHOcTH KOK.

- Pexomenmyercsi mpoBeneHHE KoaryjaorpaMMbl (OPHEHTHPOBOYHOE HCCIIEIOBAHUE CHCTEMBI
reMocrasa) (aKTUBUPOBAHHOE YaCTUYHOE TPOMOOIIacCTUHOBOE BpeMs, OmpeeneHne MexIyHapoIHOTO
HopManu3oBaHHoro otHoumeHuss (MHO), omnpeneneHue npPOTPOMOMHOBOTO (TPOMOOILIACTHHOBOIO)
BPEMEHHU B KPOBH WJIM B TIa3Me, HCCIIEIOBaHNE YPOBHs (hnOpuHOTeHa B KpoBH) narmentam co CMA s
OIIEHKH (DYHKIIMOHAILHOTO COCTOSIHUS TIEYCHHU U CBEPTHIBAOIICH CHCTEMbI KpoBH [58].

YposeHs yoeautenbHoCTH pekomeraaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 4)

KomMmeHTapuu: jaHHOE UCCIIeI0BaHUE B AMHAMUKE NIPOBOAAT IO MEPe HEOOXOJUMOCTH.

- GKOMEHJ/YeTCsl BCEM TNAallMeHTaM C YCTaHOBJIIEHHBIM auarHozoM CMA wmccienoBaHue ypoBHS
TUTIOKO3bI B KPOBH TS HCKITIOUCHHS Tunoriankemun [19, 61].

Yposens yoeaurenbHoCTH pekoMeHaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

KomMmeHTapuu: mpu HaJM4WMU MPHU3HAKOB KETOANM03a JIOTIOJHUTEIFHO IMMOKa3aHO OOHapyKEeHHE
KETOHOBBIX TEJI B MOYE.

- Pexomennyercsi y B3pocibix mnanueHToB co CMA ¢ HapylleHHsSMH HYTPUTHBHOTO CTaTyca
OIICHUTH MOTPeOJICHNE U BBIBEJICHHE M3 OpraHiu3Ma MUKPO3JIEMEHTOB, 0COOCHHO Kalblus U BUTaMuHa D,
C LIEJIbI0 KOHTPOJISI COCTOSIHUSI KOCTHOM TKanu [19].

VYpoBeHb yoeauTenbHOCTH pekoMenaamuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

- Pexomenpayercs Bcem B3pocibiM nanueHtam co CMA uccnenoanue ypoBHs 25-OH Buramuna /|
C LIEeJIbI0 KOMIUIEKCHOM OIIEHKH prcKa ocreornopo3sa [19, 112].

VYpoBeHb yoeauTeabHOCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KoMmMeHTapuu: Takke HEOOXOAMMO HCCIEIOBAHUE YPOBHS HOHHM3UPOBAHHOTO  KaJbIIHs,
Heopranuueckoro (ocdopa u nmaparropMoHa B KpOBH, OTPE/ICICHUE aKTUBHOCTH IIEIOYHOM (pocdarassl
B KPOBM BCEM IALIUEHTAM C YCTAHOBJIEHHBIM UarHo30M CMA Juist HCKIIFOUEHUS BO3MOKHBIX HapyIICHUI
MUHEpalbHOTO oOOMeHa U mocneaytome koppekuuu. CyllecTByeT KOHCEHCYC TIO TOBOAY
HE0OX0IMMOCTH MTPOBEICHUS JAHHOTO HCcleAoBaHus 1 pa3 B roJ1.

- Pexomennyercst y B3pocibix maiueHToB co CMA ¢ HapylieHHsSMH HYTPUTHBHOTO CTaTyca
OIICHUTbH MOTPEOJICHUE U BBIBEICHUE M3 OPraHu3Ma MUKPO3JIEMEHTOB, 0COOCHHO KaIbIUs U BUTaMuHa D,
C IIEeJIbE0 KOHTPOJISI COCTOSIHUSI KOCTHOU TKaHu [19].

YposeHb yoeautenbHOCTH pekoMeHaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)
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2.4. UHcTpyMeHTanbHbIe AMarHocTMyeckme uccnenoBaHus
2.4.1. UHcTpyMeHTanbHbIe uccrnenoBaHus ans amarHoctukm CMA

- Pexomennyercs snexkrpomuorpadus urosibdaras (OJHa MBIIIA) U 3JIEKTpOHEWpoMmuorpadus
CTUMYJISILIMOHHAS OJHOTO HEpBa (0JIHOBPEMEHHO), AIEKTPOHEHPOMHUOrpadUst UTOJIBYATHIMU AIEKTPOJAMU
(omuH HEpB) B3POCIBIM MAIlMEHTaM C KIMHUYECKUM mojo3peHueM Ha CMA ¢ 1enbio onpeaesieHus
ypOBHs opaxkenus. [122].

YpoBeHb yOeAUTEIBHOCTH peKoMeH 1aIuii B (ypoBeHb JOCTOBEPHOCTH J0KA3aTE/IbCTB — 2)

KoMMeHTapuu: kpailHe BaXHO NpU MPOBEIACHUM JIAHHOTO MCCIENIO0BAHUS MCKIIIOUUTH BOBJICUEHUE
CEHCOPHBIX BOJIOKOH mepudepuyeckux HepBoB (1 HepB Ha pyke W | HepB Ha HOre), U MPU3HAKOB
JIEMHUEIMHU3ALUN 110 MOTOPHBIM BOJIOKHAM nepudepruecknx HepBoB (1 HepB Ha pyke U | HepB Ha HOre);
HEO0OX0JIMMO MPOBOAUTH UCCIIEJOBAHUE CKEJIETHBIX MBIIIL] MIOJIbYATHIM 3JIEKTPOJOM Ha TPEX YPOBHSIX
npu nogo3penun Ha CMA.

Beinosnnenue OMI' He TOKHO 3aA€pKUBATh BBIIOJHEHHUE F€HETUUECKOTO TECTUPOBAHUS, KOTOPOE
SIBJIIETCS METOJIOM BBIOOpA /7Sl IMarHOCTUKHY 3a00J1€BaHNUS.

[Ipu nHCTpYMEHTaIBEHOM 00CIE0BAHNN MAIMEHTOB ¢ Mojo3peHrneM Ha CMA ¢ 1enbio nepBUYHON
JMArHOCTUKH JIOJDKHBI OJHOBPEMEHHO MPHUMEHSThCS Wrojipyaras siaextpomuorpadgus (OMIY) u
CTUMYJISIIMOHHAs anekTpoHeiipomuorpadpus (OHMI') nns ycraHoBiieHHs HEHPOHANIbHOTO YpPOBHS
MopakeHus: nepuepuyecKkoro HeWpo-MOTOpHOro ammapata. Onpenensioniee 3HAYEHHE HMEET
urospyatas OMI: oOHa mNO3BOJNSIET HCCAEAOBaTh KOHKPETHYIO MBIy M ONPEACIUTh CTENEHb
BBIPAKEHHOCTH JICHEPBALIMOHHONW aKTHBHOCTH B HEHl, a Takke M3MEHEHHE MOP(OJIOTHUH MOTEHIUAJIOB
neuratenbHbiXx enuuui (IIJIE) m waTepdepennmonHon kpuBoil. [Ipm urompuaroit DOMI xapakTepHO
YBEIUYCHUE aMIUTUTYIbl MHTEP()EPEHIIMOHHON KPUBOH, Pa3peKeHHOCTh WHTEP(HEPEHIIMOHHOW KPHUBOM,
MOSIBJICHUE PA3JIMYHBIX TMOTEHIMAJIOB CIOHTAHHOM aKTUBHOCTH (MOTEHIMANOB (hacUuKyIALUA,
MOTEHIHUANIOB (UOPWIUIALNMA, MOJIOKUTEIBHBIX OCTPBIX BOJIH, KOMIUIEKCHBIX pa3psjoB BBICOKOM
yacToThl), mapameTpsl [IJI[E w3MeHstoTcs 1Mo HeWporeHHoMy Tumy: mrtenbHocTh [IJIE yBenuuena,
amruTyna mosbimieHa. Jlins wrompyatoir OMIT HeoOXomMMoO BbIOMpaTh KIMHUYECKH YMEPEHHO
nopaxeHHsle MbIIIbL. CtumynaunonHas DHMI™ no3Bosisier noay4uTh JOMOIHUTENBHYI0 HH(GOPMALIUIO:
OLIEHUTh OTBET MOTOHEUPOHOB CIIMHHOTO MO3I'a IPU UCCIIEN0BaHUM F-BOJIH U apamMeTpbl IPOBEIECHUS 110
JIBUTATEJIbHBIM W 4YyBCTBUTEIbHBIM HepBaM. Ilpu crumynsuuonnoit DHMIT npu CMA onpenensrorcs
n3MeHeHus F-BoJIH: nosiBiIeHne TUranTckux F-BoJIH, mapHbIX U NOBTOPHBIX F-BOJH wim pacceinanHbix F-
BOJIH UM uX oTcyrcTBUE (6510KU F-BonH). CKOpPOCTH MPOBEACHUS UMITYJIbCA U aMILTUTYbl M-0TBETOB 110
nepuQeprudeckuM ABUTaTeIbHBIM BOJIOKHAM MOTYT ObITh KaK HOPMaJIbHBIMU, TaK U CHUKEHHBIMU 32 CUET
BTOPUYHBIX AKCOHAJbHBIX HW3MeHeHuW. Baxnoll cocrtaBmsomerd OHMI' wuccienoBanust sBisieTCs
UCKITIOYCHHE IPYTUX YPOBHEH MopakeHus (B MEPBYIO O4Yepeb — MEPBUYHO-MBILIICYHOTO).

- PexoMmeHnayercss MarHMTHO-pe30HAHCHash ToMorpadusi MbIIIEYHOH CHCTEMbl NalMEHTaM ¢
IPOKCUMAJIBHOW MBIIICYHOW T'MIOTOHUEH M MBIIIEYHON c1aboCThio, HE HMMEIOLIUM TI€HETHUYECKOIo
MOJATBEPXKAECHUS JHMarHosa, ¢ wLeibto auddepenunansHoil amarHoctukn CMA M ApyrMX HEpBHO-
MBIIIEYHBIX 3a00J1eBanuii [62, 63].

VpoBeHb YOSAUTENBHOCTH PeKOMeHIaluii B (ypoBeHb JOCTOBEPHOCTH I0KA3aTEIbCTB — 3)

Kommenrapun: npu mnopo3penun Ha CMA Bemonnenne MPT He nomkHO 3anep:KuBath
BBITMIOJTHEHHE TE€HETHUYECKOr0 TECTHUPOBAHHUS, KOTOpOE SBISETCS METOJIOM BBIOOpa s JMarHOCTUKHU
3a00JIeBaHMS.

VY mnamumentoB ¢ CMA npu MPT wmbimn oGHapyxuBaroTcs aTpodust U KUPOBOE 3aMellleHHue
MBIIIEYHOM TKaHU. B Genpax xapakTepHO HamOoJIbIIee BOBJICUYEHUE MEPEAHEr0 KOMIIAPTMEHTA MBIIIII, B
TO BpeMs KaK JUIMHHAsI IPUBOASIIAS MBIILA U IPYTHE MEIUAIBbHBIE MBIIIIBI OTHOCUTEIBHO COXPAaHHBI
UM MEHEE IOpaXeHbl, B 3aJHEM KOMIIAPTMEHTE B IIEPBYIO O4YEpeb MAaKCHUMaJIbHO CTPATaeT
MOJIyCYXOXKWIbHAst MbIma. Ha ypoBHe rosneHu B HauOOJbIIEeH CTENEHHM CTpajaeT KaMOaJoBHIHAS

Ctpanuua 15 u3 80


http://disuria.ru/

KnuHnyeckne pekomeHgauumn — 5g-accoumnmnpoBaHHasi CinHanbHas MblleydHas atpodus — 2024-2025-2026 (22.02.2024) — YTBepxaeHbl
Mwn3gpasom PO

MBIIIIIA U criu0aTesu, a pa3rudareii BOBJICUCHBI B MEHbIIICH cTeneH. TeM He MeHee NMOJ00HbBIN MaTTepH
atpopun He sBisgercs crneuupuuHbiM Toabk0 CMA, a BCTpedaeTcss W INPH JIPYTUX BapHaHTaX
TCHETUYECKUX CIHHAIBHBIX aMHOTPO(HIA, HATPUMED, ACCOIIMUPOBAHHBIX C MATOICHHBIMHU BapUaHTaMH B
rerax DYNCH1H1, BICD2 unu TRPV4 [62].

2.4.2. WHCTpyMeHTanbHble uUccreaoBaHUA ANsl AUWAarHOCTUKW KapAMosiormveckux
ocnoxHeHun CMA 5q

- Pexomennyercst peructpauus snexrpokapauorpammel (OKI') Bcem manuenrtam co CMA 1 pa3 B
rojl, a TaKXkKe Iepes IUIAHUPYIOIIMMHUCS OINEpPaTUBHBIMU BMELIATEIbCTBAMU C LENbI0 HCKIIOUEHUS
HapyIIeHU# puT™ma cepana [64].

YposeHs yoeautenbHOCTH pekomenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 4)

KomMmenTapun: y B3pocnbix nanueHToB ¢ CMA mnopakeHue cepiiia BCTPEYaeTcs HEe4acTo U
MPOSIBJIAETCS TPEUMYILECTBEHHO HApYHIEHUs MU cepiedyHoro putMma. llpu mnosBieHun xanold wiu
KIIMHUYECKOW CHUMITOMAaTUKHA TOPAXKEHMsI CepJCUYHO-COCYAUCTON CHCTEMBI BOIPOC KPATHOCTH
HaOJI0IEHUS] 1 HEOOXOAMMOCTH BBITIOJIHEHUS IXOKapAuorpaduu peraeTrcs HHAUBUAYAIBHO JJIs KaX/10T0
MMalMeHTa. Y HEKOTOPBIX B3POCIBIX MALMEHTOB — IMPEeUMyIEecTBEHHO, npu CMA 2-ro Tuma — MOXer
HAOJIF0IaThCS TUTaTallMOHHas Kapaunomuonarus [29, 65].

2.4.3. UHCcTpyMeHTanbHbIe uUccrneaoBaHus ANs AMarHoCTUKM ocnoxHeHun CMA 5q
CO CTOPOHbI ONOPHO-ABUraTeNIbHON CUCTEMbI

- PexomeHnyeTcss e€XerojHasi pPEHTIC€HOJCHCUTOMETPHUS B3pocibiM mamueHtaM co CMA s
HCKITFOUEHHS ocTeonoposa [19].

Yposens yoeaurenbHOCTH pekoMeHaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

KommenTapun: Takke HEOOXOIWMO TMPOBEACHUE OSTOTO HCCICIOBAHUS TPU TIOJATOTOBKE K
OPTOIEIUICCKOMY XUPYPTHUYECKOMY BMeNIaTenbCcTBY. [Ipu oOHapy)KeHHH OCTEeOoTopo3a B MOSCHUYHOM
OTJeJie MO3BOHOYHMKA IOKAa3aHa PEHTTeHOJIEHCUTOMETpUsi Bcero Ttena. s mamuentoB co CMA
XapaKTepHa BBICOKAs YacTOTa TEPEIOMOB M OCTEOINeHWHU. JlaHHbIe pUCKH OOYCIOBJIEHBI HE TOJBKO
MBIIIIEYHOU CJIA00CTHIO M HU3KOUM MOJABMKHOCTHIO MAIIMEHTOB, HO W TeM, uTo reH SMN urpaer pois B
MeTa00JIn3Me KOCTHOM TKaHH.

- Pexkomennyercst peHtreHorpa¢usi Mo3BOHOYHHMKA, CHEIMATIbHBIE HMCCIEJOBAHUS U IPOEKIHMH C
n3MepenueM yriaa KoG6a B3pociaomy namuenty co CMA ¢ HapylleHHeM OCaHKM M (WIM) BUAUMBIMU
neopManusaMu IrpyIHOM KIETKHM M NO3BOHOYHHMKA Ul HCKIIOUEHHsS KH(POCKOJNO3a U OIpelesICHHs
najbHEHIIei opTonenuecKor TakTukKH BeaeHus [19].

VpoBeHb yoeautenbHOCTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 5)

KomMmeHTapuu: peHTreHorpaMMa HO3BOHOYHMKA (IIEHHOTo, I'PYyJHOI0 M MOSCHUYHOIO OTENOB
IIO3BOHOYHHUKA C 3aXBAaTOM Ta3a M Ta300€ApPEHHBIX CYCTABOB) BBINOJHIETCA B INepeaHeil u OOKOBOM
npoekuusax. McenenoBanue npoBoauTcs B HauOosiee BO3MOKHOM BEPTUKAIBHOM I0JIOKEHUH IMAllUeHTa,
IPUHUMAEMOM HE3aBHCHMO OT BCIIOMOTATeNbHBIX YCTpoicTB. PeHTreHorpadgus Tta300eapeHHBIX
CYCTaBOB HeOOX0AuMMa MpH KIMHUYECKOM I0JI03PEHUH Ha BBIBUX WJIM IOJBBIBUX B Ta300eIpEeHHOM
cycrase. B3apocabmv nanuentam ¢ CMA 2-ro Tuna co ckosino3oM > 20° peHTreHorpadusi Ho3BOHOUYHUKA
MIPOBOJIUTCS €KErOJJHO C LENbI0 KOHTPOJIS 3a JUHAMHUKOM KU(OCKOINO03a U ONpe/eeHus JalbHeimein
OpTONEANYECKOH TaKTUKM BeJeHHs. YacToTa OCMOTPOB JIOJDKHA  YTOYHATHCS  NPO(UIBHBIM
CHELMAIMCTOM WU MYJbTUAUCIUILIIMHAPHBIM KOHCUIIMYMOM.

Taxke  BO3MOXXHO  TPOBEJCHHWE  MArHUTHO-PE30HAHCHOM  TOMOorpaduu  TMO3BOHOYHHMKA,
KOMIBIOTEPHOH TOMOTpaguu IO3BOHOYHUKA, YJIbTPA3BYKOBOI'O HCCIIEIOBAHUS TO3BOHOYHHMKA IIpU
HAJIMYKMHK TIOKa3aHui [66, 67]
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2.4.4. UHCTpyMeHTanbHble UCCneaoBaHUsA ANA AMArHOCTMKM ocnoxHeHun CMA 5q
CO CTOPOHbI AbIXaTeNbHOW CUCTEMbI

- PexoMeHayeTcss 4YpEeCKOKHBI MOHUTOPHHI TAPIUAIBHOTO JaBIICHUS KHUCIOPOAa BO BpeMs
HOYHOTO CHAa B CTAallMOHAPHBIX YCJIOBHSX B3pocibiM mamueHTaM co CMA mnpu MUHUMAIBHBIX
MOIO3PEHUSX IS BBISBJICHUS HOYHON TMIIOBEHTHIISIIMKM U OOCTPYKTUBHOTO arHod cHa [ 29, 65].

YposeHs yoeautenbHOCTH pekomenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5)

KoMMeHTapuu: B HopMe 1okasareiau caTypauuu Haxonares B npenenax 95-100%. Ipu SpO2 nuxe
90% HeoOXoAMMO TPHUHATH HEOTIOXKHBIE Mepbl. Carypamusi B mpomexyTtke 94-90% cumraercs
norpainyHou. [lanenTaM ¢ rTuIOBEHTUIISIIUEH KEJIaTeIbHO UMETh JIOMA IMYJIbCOKCUMETP.

- PexoMeHayeTcss HcCCleOBaHHWE HECIPOBOIMPOBAHHBIX JBIXaTEIbHBIX OOBEMOB U TIOTOKOB
B3pochbiM mareHTaM co CMA st ompeneneHusi CTENEHW TSHKECTH JIbIXaTeNbHBIX HapYIICHUH |
BBIOOpA, TPH HEOOXOMMOCTH, BUJIa PECIUPATOPHOI Toaaepkku [18].

YpoBeHb yOeaUTEIbHOCTH PeKOMeH1alinii B (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 3)

KommenTapun: He0OXOIUMO BBINIOIHATh HCCIEIOBAHWE HECIPOBOIUPOBAHHBIX JBIXATEIIbHBIX
00beMOB 1 TOTOKOB manuentam ¢ CMA 2-ro THIIa U HECITOCOOHBIM X0auTh nanueHtaM ¢ CMA 3-ro tumna
1 pa3 B rox [18, 26]; maruertam ¢ CMA 3-ro Tumna, KOTOpbIE MOTYT CaMOCTOSITEIIBHO TIePEBUTATRCS, U C
CMA 4-ro tumna onieHKa (yHKIIMU BHEUTHETO JbIXaHUs MOKET IPOBOAUTHCA | pa3 B 4 roaa (Ipy HATUYUU
KJIIMHUYECKUX OCHOBAHMM, B YaCTHOCTH, TIOSIBJIEHUE Xparia, HOYHBIX MPOOYKICHUM, THEBHOW COHIIMBOCTH
— dyarmie), T.K. IMEHHO B TE€UEHHE TaKOTO IMPOMEXKYTKa BPEMEHH, MO JAHHBIM OIEHKH E€CTECTBEHHOTO
teueHuss CMA, y crmocoOHbIX XoauTh manueHToB ¢ CMA 3-ro u 4-ro THUTIOB MOXET OOHApYKHUTh
oTpulaTebHy0 nuHaMuky [29]. Tlapamerp i OTCIEKHMBAaHUS CHJIBI JBIXaTEIbHOW MYCKYIATyphbl y
nanueHToB ¢ CMA, ciocoOHBIX BBIOJHUTH HCCIEI0OBaHUE, — 3TO (popcrpoBaHHAs )KU3HEHHAs eMKOCTh
nerkux (OXKEJI). IMamuentsr co cHmxenuem OXKEJI ot 20% mo 50% OT MOJDKHOTO TOIBEP)KEHBI
MOBBIIIEHHOMY PHUCKY JIETOYHBIX ocliokHeHuM, a manueHtsl ¢ OXKEJI < 20% — eme Gojee BHICOKOMY
PHUCKY BCIIECTBUE HAIMYUS HETOCTATOYHOCTH BEHTWISIIUK M B IHEBHBIE yackl. s mammenToB ¢ OXXEJI
> 60% xapakTepeH HU3KHi pucK HoYHOM runoBeHTmissnuu [68]. [Tukosas ckopocts kanuis (IICK) menee
270 n/MUH CBHACTEIBCTBYET O CHIXKEHUU S((EKTHBHOCTH Kamuisi, a MeHee 160 n/MMH — O ero
He3((PEKTUBHOCTH U BBICOKOM pHCKe HH(DEKIIMOHHBIX 3a00JIeBaHUI IbIXaTeNbHbIX myTei [29, 69].

- PexoMenpayercs mpoBeJEHHE KapAUOPECHMPATOPHOTO MOHHUTOPHUHIA (IIyJIbCOKCUMETPUS U
MOHHUTOPUPOBAHUUE DIIEKTPOKapAUOrpadMuecKux MJaHHBIX) B3pocibiM mnamueHtaM co CMA  mpu
MOJIO3PCHUM Ha TUIIOBEHTUIIAIMIO JUISI YTOUHEHHUS €€ XapaKTepa W MCKIIOYEHHUs arHod cHa [29, 65, 123,
124].

VpoBeHb yoeautenbHOCTH pekoMenaanuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 4)

Kommenrapuu: Uit JIMAarHOCTHKH 0OCTPYKTHBHOI'O arHo? CHa IIPOBOJUTCS
MOJIMCOMHOTpaus/KapAMOPECIUPATOPHBIA MOHUTOPUHI, KOTOpas IO3BOJIAET ONPEAEIUTh XapakKTep
JbIXaTeNIbHBIX HapylmeHuid. B3zpocnbie manuentsl co CMA 2-10 Tuna UMEIOT PUCK Pa3BUTHUS HAPYILIEHUMH
JIbIXaHUS BO CHE (Yallle BCEero, TMIMOBEHTUIISILIMN) U3-32 YMEHbBILIEHUS JbIXaTeIbHOTO 00beMa, HapyIIeHUs
pa0oThl nuadparMbl, CHWKEHHMS (YHKIIUM MEXpEOEpHbIX M BCIIOMOTATENIBHBIX JBIXaTEIbHBIX MBILIIL.
Taxke y TakMx MAlUMEHTOB MOKET pa3BUBATbCA OOCTPYKTHUBHBIM CHHIPOM H3-3a CIa0OCTH MBIIII]
TOPTaHd M TJOTKH, (OPMHPYIOIIEH MNpPeapacnooKEeHHOCTh K KOJUIANCy JAbIXaTeNbHBIX MyTed. B
cooTtBercTBUU ¢ [Ipukazom MunsnpaBa Poccun 13 okrsabps 2017 r. N 804n ot "OO yrBepKAeHUHU
HOMEHKJIATYphl MeIUIMHCKUX ycuyr" Her ycnyru "llomaucomHorpagus', B CBA3M C 4YeM BO3MOXKHO
UCTOJb30BaHWE Habopa yciyr: dJekTposHuedanorpagus ¢ BHUICOMOHUTOPUHIOM, CYTOYHOE
MOHUTOPUPOBAHHUE APTEPUATIHLHOTO JABICHHS, PETUCTPALHS AIIEKTPOKApIHOrpaMMbl, MOHUTOPHPOBAHKE
ANIEKTPOKApAMOTpapUUecKX  JaHHBIX, XOJITEPOBCKOE MOHHUTOPHUPOBAHME  CEPJECYHOTO  PHUTMA,
pacmndpoBKa, ONMCAHUE U UHTEPIPETALUs 3JIEKTPOKApAMOTpapHUECKUX JAHHBIX, AJIEKTPOMHUOTpadus
HaKo)KHas (0JHAa aHaTOMMYECKasl 30HA), AJIEKTPOOKYynorpadus, onpeaeaeHne NaplualbHOrO JaBJICHUS

Ctpanuua 17 u3 80


http://disuria.ru/

KnuHnyeckne pekomeHgauumn — 5g-accoumnmnpoBaHHasi CinHanbHas MblleydHas atpodus — 2024-2025-2026 (22.02.2024) — YTBepxaeHbl
Mwn3gpasom PO

KHCJIOPO/1a B MATKUX TKaHIX (OKCUMETPHS)).
2.5. UHble guarHocTu4eckue nccnenoBaHus

Benenune nanuentoB ¢ CMA mnoapazymeBaeT MyJbTUIUCHMIUIMHAPHBIA noaxon. KoHcynbranuu
CHELMAJIUCTOB MOT'YT IPOBOJUTHLCS MALMEHTAM Ha pa3HbIX dTallax OKa3aHUs MEIUIMHCKOM IOMOIINH, B
TOM YHCJIE€ B IEPUO/J] IUArHOCTUKU 3a00JI€BaHUS.

- Pexomennayercst B BeneHuu naimmeHToB ¢ CMA HCoJIb30BaTh MYJbTUIMCUUIUIMHAPHBIN T0IX0T
BBUJIy TOTO, YTO 3a00JICBAaHUE XapaKTEPU3YeTCS IMOPAKEHUEM MHOTHX OPTraHOB W CHUCTEM, TpeOyeT
KOMIUIEKCHOM Teparuu, C IeJIbI0 COBMECTHOTO BEACHHS TMAIlMEHTa CIEIUATNCTaMU Pa3HBbIX Tpoduiei
[19].

YposeHb yoeautenbHOCTH pekomeHaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5)

KommenTapun: moka3aHbl TIEpBHUYHBICE M TIOBTOPHBIE KOHCYJIbTAallUM Bpada-HEBPOJIOTa, Bpaya-
TeHeTHKa, Bpada — TPaBMATOJOra-opTomesa, Bpada-MyJIbMOHOJIOTa, Bpayda-TaCTPOIHTEPOJIOra, Bpada-
JTUETOJIOTa, Bpaya-KapAuoJiora, Bpaya-dHAOKPUHOJIOTA, Bpayel M MHBIX CHEIUATUCTOB M3 METUIIMHCKON
OpraHu3aluy WIKM €€ CTPYKTYPHOTO TMOJApAa3/eiCHUs, OKAa3bIBAIOIIETO CHCIHATU3UPOBAHHYIO
MaJUTMATUBHYI0 ~ MEIUIIMHCKYI0  TIOMOINb, Bpaya-TepareBTa, Bpada-HEHUpoxwpypra, Bpada —
aHECTE3MOJIOTa-peaHuMaToJIora, Bpada-Xupypra, Bpada-d>HAOCKOIHKCTA, Bpada-OTOPUHOJIAPHHTOJIOTA,
Bpaya — TOPAKaJIBHOTO XHPYypra Bpada-CTOMATOJIOra, Bpada — YETIOCTHO-JMIIEBOTO XHUpypra, Bpada-
TICUXOTEpareBTa, Bpad (PU3NUECKOW W PeaOWIMTAIIMOHHOW MEIUIIMHBI, Bpaya M0 NaJUTHATUBHOU
MEJIUIIMHCKON TOMOIIM, MEIUIIMHCKOTO TICHXOJIOTa, a TakKe Bpaued IpYrux CIEeNHATbHOCTEH U
CIICIIMAJIICTOB.

- Pexomenayercs npuem (0CMOTp, KOHCYNIbTAllKs) Bpaya-HEBPOJIOTa MEPBUYHBIN BCEM MAIlMEHTaM C
moio3penueM Ha Haarnune CMA ¢ 1esbio MoATBEp K AeHus auaruo3a [19].

Yposens yoeaurenbHoCTH pekoMeraiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

KomMeHTapuu: ecnum Bpay-HEBPOJOT MOJATBEPKIAECT BEPOATHOCTh Hamuuuss CMA, OH HOJKEH
HaAIMpPaBUTh MALMEHTA HA TEHETUYECKOE TECTUPOBAHUE.

- Pexomenayercs npuem (0OCMOTp, KOHCY/IbTAIIMSI) Bpada-HEBPOJIOTra MOBTOPHBIM BCEM MaIlMEHTaM C
nojo3peHueM Ha Hanmnune CMA, npomIennuM JOTNOJHUTENIbHBIE OO0cCienoBaHus (B TOM 4YHCIIE
TEHETHYECKYIO JUArHOCTHKY) C IEIbIO TOATBEPKICHUs auarHosa [19].

VYpoBeHb yoeauTeabHOCTH pekoMenaamuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

- Pexomennyercst mpueM (OCMOTp, KOHCYNIbTallMs1) Bpaua-TreHeTHKa MEPBUYHBII BCEM MallMEHTaM C
nogo3peHueM Ha CMA c¢ nenpio omnpeseneHuss o0bemMa MOJEKYISIPHO-TEHETUYECKOTO HCCIeIOBAHUS U
MIPOBE/ICHUS] MEIMKO-TEHETUIECKOTO KOHCYIbTUpoBaHus [19].

VYpoBeHb yoeauTeabHOCTH pekoMenaamuii C (ypoBeHb T0OCTOBEPHOCTH JI0KA3aTEIbCTB — 5)

Kommenrapuii: mo pesyiabtatram JIHK-muarnoctuku tpebyercst mpuemM (OCMOTpP, KOHCYJIbTAIIMS)
Bpaya-TeHeTHKa TOBTOPHBI C 1EIbl0 OOCYXKICHHS Pe3ylbTaTOB  MOJIEKYJISPHO-TeHETUYECKOU
JUAarHOCTUKHU U T€HETUYECKUX PUCKOB B CEMBE.

- Pexomenmyetcs npuem (0OCMOTp, KOHCYJIbTAIIUS) Bpada — TPABMATOJIOTa-OpTOIea MEPBUYHBINA H
MOBTOPHBIH, IPH HEOOXOJUMOCTH, MAIMEHTY C MOATBEPKACHHBIM qrarH030M CMA 1t OIIeHKH HaTA9Hs
CKeNEeTHBIX Jaedopmaiuii, (GyHKIHOHAIBHBIX BO3MOXKHOCTEH MAalMeHTa, HEOOXOJAUMOCTH H 00beMa
optesupoBanus [19, 65].

VYpoBeHb yoeauTeapHOCTH pekoMeHaaruii C (YypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KomMeHTapuu: OCMOTpP CHENUATNCTA BKIIOYAET OLEHKY 00ObeMa JABIKEHHI B CycTaBax W HATHUHSI
HCKPHUBJICHHUH MO3BOHOYHHKA, & TAK)KE OIIEHKY MBIIICUYHON CHIIBI U (DYHKIIMOHAIBHBIX BO3MOYKHOCTEH 1O
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KaX/I0l KOHEYHOCTH M CycTaBy. Pemarorcs BOIpochl HE0OX0AMMOTro opresupoBaHus. Ha moBTOpHOI
KOHCYJIbTAIlMM TPOBOJUTCSA OLEHKA MPOTPECCUPOBAHUS CKENETHBIX Aedopmaruii, BEIOOp TEXHOJIOTHHA
OpPTE3UPOBAHHUA U TOCTYPAJILHOTO KOHTPOJS, OOCYKHAIOTCS TMOKa3aHUs K XHUPYpPrUYECKOMY
OPTONEINYECKOMY JICUECHHUIO.

- Pexomenpayercst mpueM (0CMOTp, KOHCYIIBTAIMS ) Bpadya-IyJIbMOHOJIOTA TIEPBUYHBIN U TOBTOPHBIH,
Ipu HEOOXOTUMOCTH, TAalMEHTY C TOATBePXKICHHBIM auarHo3oM CMA ¢ [enbio  BBISBICHUS
JbIXaTeIbHBIX HAPYIICHUI U ONPEIeIICHUS TAKTHKHA PEeCIMpaTopHoit moyiepxku [19, 29, 65].

VpoBenb yoeautensHOCTH pekoMeHanuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 5)

KommeHTapun: Bpad-IyJIbMOHOJIOT  OTPEACISeT, HYXHBl JIA TAalUueHTy JIOTOJHHUTEIbHbIC
oOciilefloBaHUsl M KaKHe UMEHHO (aHaJM3 Ta30BOTO COCTaBa KPOBH, PEHTTCHOTpa(usi IPyTHOU KIETKH,
KapIMOpeCTIMPaTOPHBII MOHUTOPHUHT, CITUPOMETPHS).

- Pexomennyercs mnpuem (OCMOTp, KOHCYNIbTallMs) Bpada-OTOPUHOJIAPUHIOJIOTA IMEPBUYHBIA M
MOBTOPHBIA, MpPU HEOOXOJMMOCTH, MALMEHTYy C MOATBEPXKACHHbIM juarHozoMm CMA ¢ Hamuuuem
TSDKENBIX JIbIXaTeJbHBIX HApyIIEHUH M HaJU4YMEM IOKa3aHUH K BBINOJIHEHHIO TPAXEOCTOMHUH, a TaKkKe
ManuMeHTaM C TpPaxeocTOMHUEH MNpU HaIWYUM TOKa3aHUMl K JEKAHIOJNM3alMM C UENbI0 BBINOJHEHUS
HEOOXOJMMBIX BpaueOHBIX JIEYeOHO-THArHOCTUICCKUX MaHUTTYIIsIuid [29].

Yposens yoeautenbHOCTH pekomeraaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

KoMMeHTapuu: as 3TUX 1enel Takke MOKET MoTpedoBaTh mpreM (0CMOTp, KOHCYJIbTAIlMs) Bpada
— TOpaKkaJbHOTO XHpypra TNepBHUYHBIM. TpaxeocTomMuss MOXeT ObITh TIOKa3aHa [allMEHTaM Ha
MIPOJIBUHYTOM cTainu 0O0JIe3HU, OJIHAKO BCe pexe nmpuMeHsercs y nauneHtoB co CMA. Cuuraercs, 4To B
MOJIABJISIIOIEM  OOJIBIIMHCTBE CIY4YaeB HAIOXKEHUS TPaxeocTOMbl MOXHO u3bexaTtb. OJHaKo,
JEKAHIOIU3aLMsl NTAlUEHTOB, KOTOPHIE YK€ HAXOAATCS HA MHBA3UBHON BEHTWIALMU JIETKUX MOJKET OBITH
3aTpyJHUTENIbHA. Bpad-OTOPUHOJIAPHUHIOIOr M Bpad — TOPAKaJIbHBIA XHUPYPT ONPEIENAIOT TAKTHKY
YCTaHOBIICHUS TPAXEOCTOMUYECKOMN KaHIOIH B CIIy4ac HAJIU4Ms TOKA3aHHM.

- Pexomenayercs mnpuem (OCMOTp, KOHCYJbTallMs) Bpada-TacTPOIHTEPOJIOTA TEPBUYHBIA U
noBTOpHbIA mnanueHtaM co CMA, wumeromuMm cumntomsl nopaxenust KKT, mis auarHOCTUKU U
Ha3HAYEHUST CUMIITOMaTHYeCKOro jeucHus [19].

Yposens yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIILCTB — D)

- Pexomenmyercst mpuem (OCMOTp, KOHCYJIbTAIlMs) Bpadya-TUETOJIOTa TEPBHYHBIA W TOBTOPHBIN
narrienTaM co CMA ¢ 1esbio Ha3HaYeHus: HeoOxoaumoi aueTsl [19].

Yposens yoeaurenbHoCTH pekoMenaauii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — b)

KoMmMeHTapuu: B mepByl0 ouepelb, HEOOXOIUMO TMAalUEHTaM, HMEIOIIMM HapylIeHUs
HYTPUTHUBHOTO CTaTyca WM T€M, KTO HAXOAWUTCS B TPYIIE PUCKA MO PAa3BUTHIO HEIOCTATOYHOIO WIIH
H30BITOYHOIO ITUTAHHUS.

- Pexomennyercst mprieM (OCMOTp, KOHCYJbTAIMs) Bpadya-KapAHOJIOTa MEPBUYHBIA U MMOBTOPHBIMH,
pu  HEOOXOJMMOCTH, TAIMEHTaM C TOATBEPXIACHHBIM auarHo3oMm CMA ¢ 1enpi0 CBOEBPEMEHHOM
JMArHOCTUKH TATOJIOTUU  CEPJICYHO-COCYAMCTON CHUCTEMBI, TpPH HEOOXOJAMMOCTH, Ha3HAUYCHUs
CHMITTOMATUYECKOTO JICUCHHS U OTIpEe/IC/ICHHsI TAKTUKH JalbHelero nHaomoaenus [29, 40, 118].

VYpoBeHb yoeauTenbHOCTH pekoMeHaaruii C (ypoBeHb TOCTOBEPHOCTH JI0KA3aTEbCTB — 4)

- Pexomennyercs mnpuem (OCMOTp, KOHCYJbTallMs) Bpada->HAOKPUHOJIOTA TEPBUYHBIA H
MOBTOPHBIN, IPU HEOOXOAUMOCTH, narmeHTy co CMA npu oOHapyXeHUH HapylleHH 0OMeHa IIIIOKO3bI,
MUHEpAIbHOTO OOMEHa M (MJIM) NMPHU3HAKOB OCTEONOpo3a (OCTEONEHHM) C IeNbI0 KOPPEKIHUU JaHHBIX
COCTOSTHMH ¥ MOHUTOpPHWHTa coctostHus [29].

VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii C (YypoBeHb TOCTOBEPHOCTH JIOKa3aTEIbCTB — 5)
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- PCKOMCHI[YIOTCH NEPBHUYHBIC KOHCYJIbTAallUH Bpaqeﬁ U HUHBIX CIICNUAJIMCTOB U3 MeI[HLIHHCKOﬁ
OpraHM3allii WX €€ CTPYKTYPHOTO MOJpa3/iCliCHHs, OKa3bIBAIOIIETO  CICIHAIU3UPOBAHHYIO
NMaJUIMATUBHYI0 MEIUIMHCKYI0 TMOMOIIb mnamueHtam co CMA, npu Haavuuu [OKa3aHWM, s
ompeeneHus 0obeMa He0OX0AMMO# MaNTHaTUBHOM MEAMIIUHCKOM oMoy [29].

VYpoBeHb yoeauTenbHOCTH pekomMeHaaiuii C (YypoBeHb IOCTOBEPHOCTH JIOKA3aTEeIbCTB — 5)

KOMMCHTapI/II/II KOHCYJIbTallUsl OTHOCHUTCIIbBHO HaJUINAaTUBHOU MeIIHHPIHCKOfI IIOMOIIIU MOXKET
OKa3bIBAThCS HA BCEX dTAallaX BCACHUS IMAIITMCHTA C CMA: IIpH MOCTAHOBKE AMAarHo3a, BO BPECMA NPUHATHUA
KIIFOYCBBIX TCPAINICBTUYCCKUX peHICHPIfI, IMIPpY BO3BHUKHOBCHUH KU3SHCYTPOKAIOIMIUX COCTOSIHI/Iﬁ, a TaKKE B
TEPMHUHAJIBHOM CTauH 3a00J1€BaHUSL.

- PexoMeHIyrOTCS MOBTOPHBIC KOHCYJIBTAIIMM Bpaded W WHBIX CICIUAIMCTOB W3 MEIUIIMHCKON
OpraHM3alliil WJIH €€ CTPYKTYPHOTO IOApA3JCNICHUs, OKa3bIBAIONIETO CIEIHATU3UPOBAHHYIO
MAUTMATABHYIO MEIUIIMHCKYIO TMoMomlp mnarueHtaM co CMA, mnpu Hanwuuyd TOKa3aHWHd, s
ompeneneHuss o0beMa HEOOXOIUMOW MATUTMATHBHOW MEIUIIMHCKOW TOMOIIM ¥  OIEHKH €€
addexruBHOCTH [29)].

YposeHs yoeautenbHOCTH pekoMeraaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5)

- Pexomenayercs mpuem (OCMOTp, KOHCYNIbTamusl) Bpada (Pu3WYeckod W peaduIuTaIMOHHOU
MeIUIIMHE TIepBUYHBIN anueHTy co CMA s onpezeneHust o0bema u riaHa peadunuranuu [19].
Yposens yoeaurenbHOCTH pekoMeraaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

- Pexomenayercs mpuem (OCMOTp, KOHCYNIbTamusi) Bpada (PU3WUecKOd W peadUIUTAIMOHHOU
MEJIMIIMHE MMOBTOPHBIA mamueHTy co CMA st ornieHKH 3(pPEKTUBHOCTH peaOUIUTAIIU U ONPEACIICHUS
TaKTUKHU JajbHelero geucaus [19].

Yposens yoeaurenbHoCTH pekoMeraaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

- Pexomenmyercst mpuem (OCMOTp, KOHCY/IbTAIMs) Bpada-TeparneBTa MepBUYHbIN narueHty co CMA
C 1IeJIbIO KOHCYJIbTAllMU MO OOIIMM MEIUIIMHCKAM BOIpOcaM M (WMJIM) OMpPENeNeHNUs TaKTUKH MPU WHBIX
COIMYTCTBYIOMIUX 3a00eBanusx [19].

VYpoBeHb yoeauTeabHOCTH pekoMenaamuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

- Pekomenjyercst mpueM (OCMOTp, KOHCYJIBTAIlHsI) Bpada-TepaneBTa MOBTOPHbIH marueHTy ¢ CMA
C IEJIBI0 KOHCYJIBTAIMK 10 OOLIIMM MEIUIIMHCKMM BOTIPOCaM M (MJIM) OTpeeeHus TAKTUKH MPU WHBIX
COIMYTCTBYIOMIUX 3a00eBanusx [19].

VpoBenb yoeautenbHOCTH pekoMeHaauii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 5)

3. JleueHue, BKNYasAs MeOUKAMEHTO3HYHO W HeMeOUKaMEHTO3HYK Tepanuu,
avetoTepanuio, obesbonuBaHue, MeOULMHCKME NOKa3aHMA WM MNPOTUBOMNOKa3aHUA K
NPUMEHEHUI0 MeTO40B fleYeHus

3.1. MegukameHTO3HaA Tepanus

B Hacrosmiee BpeMs MCIAUKAMCHTO3HAad TCpallnia CMA BximodaeT B ceOs npenaparbl I
naTOrCHETUYCCKOI'O (BOCHOJIHeHI/Ie I[e(i)I/II_II/ITa Oenka SMN) 1 CUMIITOMAaTHYCCKOT'O JICUCHUS.

3.1.1. MNaToreHeTU4YeCKass MeaUKaMeHTO3Has Tepanus
IlaToreneTnueckas TCpanuia CMA BKJIFOYACT B CC6$I JABa MPUHIUIIMAJIIbHBIX TOAXO0da:

- MmojuduKanus crutaiicuara npematpuunoit PHK rena SMN2 1t BKITIOYEHUS 9K30HA 7 B 3peEylO
maTtpuunyto PHK u nosslimienust o0pazoBanust nosHoueHHoro 6enka SMN ¢ HOMOIIBI0 aHTHCMBICTIOBOTO
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OJIMTOHYKJICOTHIAa (HYCHHEPCeH™*) WM HU3KOMOJICKYJISIpHOTO coenuHeHus ('Mamas wmojekyna"' —
pucauriam**) [70];

- 3aMeCTUTENIbHAs TEHHas Tepamnus: IPUMEHEHHEe PEKOMOMHAHTHOTO BEKTOPHOTO IIperapara
OHAaCEMHOTeH a0emapBOBEK HAa OCHOBE aJIEHOACCOIMMPOBAHHOTO BUpYyca 9-ro THMA, CIIPOEKTUPOBAHHOTO
JU1s1 00ECTICYCHHUs CHHTE3a ToJTHOLeHHOTo Oenka SMN [71].

Hycunepcen** 3apeructpupoBat B Poccuiickoit @enepanuu B asrycre 2019 r. [52] Dro npenapat
JUIl UHTPATEKaJIbHOIO (IIOCPEACTBOM JIIOMOAJIbHOM NYHKLMK) BBeAeHUA. JltomOanbHas MyHKIUS MOXET
MPOBOJUTHCS KaK TOJI MECTHOM wiM OOIieil aHecTe3ued, Tak W 0e€3 TaKOBBIX, YTO OINPEICNISCTCA
HAIMYHEM BO3MOYKHBIX MPOTHBONOKA3aHUN K MPUMEHEHHUIO MpenapaToB IS MECTHOW W (Wim) oOuiei
aHeCcTe3MH y KOHKPETHOTO MallMeHTa B COBOKYITHOCTU C YCMOTPEHHUEM Bpaya, MPOBOAILIETO IPOLEaypy,
U BHYTPEHHUMH NpaBWJIaMHU JIe4eOHO-NIPOPHUIAKTUYECKOTO YUPEKICHHs, IJe MPOBOAUTCS BBEJICHHE
HycHUHepceHa™*,

Pucnumnam** 3apeructpupoBat B Poccuiickoit @enepanuu B Hosiope 2020 1. [53] IlyTh BBeacHUS
pucaumiaama** — nepopajibHbIi, YTO MO3BOJISIET IPOBOJAUTH JIEUEHHE B aMOyIaTOPHBIX YCIOBUSIX.

OnaceMHOTeH abenapBOBeK 3apeructpuponan B Poccuiickoit @enepanmu B nexadpe 2021 rona [72].
[IpenmapaT BBOAWTCS BHYTPUBEHHO KameabHO OAHOKpaTHO. [lokazaHus K IpUMEHEHHUIO Ipernapara —
ounannenpHas myTarus B rene SMN1 u knmuandeckuit quario3 CMA 1 tuna uinu OnaiiienbHas MyTaius B
reie SMN1 u He 6onee, yuem 3 xonuu reHa SMN2. OgHUM K3 OCHOBHBIX OTPaHUYEHUHN K MPUMEHEHHUIO
npernaparta sBJseTcsl Bec namuenTta 6osee 21 Kr, 4To eiaeT HEBO3MOXHBIM €ro IPUMEHEHHE Y B3POCIBIX
MAaIMEHTOB.

[TokazaHueM K NMpUMEHEHHIO HycHHepceHa*™ u pucauruiama®™* gpnsercs CMA Bcex Tumos, 6e3
OrpaHUYEHUs 10 TUITY 3a00JI€BaHNUs, BO3PACTY Je0I0Ta WK TEKYIIEMY BO3pacTy MalMeHTa.

- PexomeHnayeTcs kKak MOKHO paHbllIe HAayMHATHh NaToreHeTnueckyro tepanuto CMA Bcem
ManueHTaM C TeHETHMYeCKHU IMOATBEPKACHHBIM JUarHo30M (BHE 3aBHCHMOCTH OT BoO3pacTa JedroTa
3a00J1€BaHMsl, TEKYIIEro BO3pacTa IMMalMeHTa M HMCXOAHOTO (YHKIIMOHAIBHOTO CTaTyca) C IENblo
JTOCTHKEHHUS HAWTYUIIIEro TepaneBTHUecKoro a¢dexra [73].

YpoBeHb yoeauTeabHOCTH pekoMenaamuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KoMMeHTapuu: He 1OKa3aHO OJHOBPEMEHHOE MpPHUMEHEHHWE JBYX IpenapaTtoB s
naroreHeTu4eckoil repanuu CMA, Biusironux Ha criaiicuar reHa SMN2 (Hanmpumep, HyCHHEpCeH** u
pucauminam**).  YuuTeiBas equHble MaTO(U3UOJIOTMYECKHE MEXaHU3Mbl TEUYEHHS M HEYKIIOHHOE
nporpeccupoBanne CMA 1mpu pa3iauyHbIX €€ THUIaX, TEKYIIee COCTOSHHE IMalueHTa HE CleayeT
paccMarpuBaTh Kak MOBOJ K OTKa3y OT MaroreHerndyeckoil tepamnuu. [1o 3Toif jxe mpuyrHe HEKOPPEKTHO
WCI0JIb30BAHME KOHIIENIWU '"peaOMIMTAallMOHHOTO TOTeHIMana" Juid omnpeAescHUus HeoOXOIUMOCTH
naToreHeTudeckoro jgeueHus npu CMA.

- Pexkomennyercs npuMeHeHHE IpenapaTa HYCHMHEpCeH™* malueHTaM ¢ TIeHETHYEeCKH
MOJTBEPXKAEHHBIM AuarHo3oM CMA U KIMHUYECKUMHU IIPOSBICHUAMU 3a00JI€BaHUSI C 1I€JIbI0 IIPOBEICHUS
MaTOreHETHUYECKOM Tepanuu 3aboseBanus [114].

VpoBeHb YOeIUTENbHOCTH peKoMeHaauid A (YPOBEHb JOCTOBEPHOCTH JOKA3ATEIbCTB — 2)

KomMmeHTapuu: B akTUBHBIX Ha CETOJHSIIHUM JIeHb KIMHHUUYECKUX UCCIEIOBaHUIX HycHHepceHa™ *
SHINE, ASCEND u DEVOTE npunumaroT ydactue nanyeHThl ctapiie 18 jneT, Ho pe3yabTaTsl 10 HUM
noka He omyOnaukoBaHbl. TeM He MeHee ONMYOJMKOBAaHBI  pe3ylbTaThl  O0OCEpBAIMOHHBIX
(mabmromarenpHbix) [75-80] u perpocnextuBHbIX [81-83] uccrnemoBaHmii, B KOTOPHIX OILIEHUBAIACH
nepeHocuMocTh U JuHaMuka CMA 1o KJIMHMYEcKas HIKajllaM y B3pOCHbIX MAIMEHTOB, IOKa3aTeu
(GYHKUMU JbIXaHUS, MBIIIEYHAs CUJIA, MAlMeHT-OPUEHTHPOBaHHbIE MCXO/bl. COBOKYIIHBIE JaHHBIE IO
6onee 1200 mamuentam ¢ CMA, nmpoaHaqu3MpOBaHHBIM B 3THX HCCIIEIO0BAHMSX, CBUAETEIBCTBYIOT O
J0CTaTOYHOM 0e30macHOCTH HycuHepceHa™* y B3pocibix 0onpHBIX ¢ CMA, a Taxke 00 yIydIlIeHnd UiH
CTa0MJIM3allMy TIOKa3aTeneld OOJBHBIX MO KIMHUYECKMX INIKajaM Yy TMalUeHTOB pa3HOro BO3pacTa.
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Cuctematnueckuii 0030p M MeTaaHAIW3 PE3YJIbTATOB NPUMEHEHHs HycHHepceHa™**, BKIrodaBmIMiA 15
nyOJIMKaUil M0 B3POCIBIM, C BBICOKOW CTENEHBIO JOCTOBEPHOCTH MOATBEPAUT 3SPPEKTHBHOCTH
HycuHepceHa** y manmentoB co CMA 2 u 3 Tuna mo mkajgam OneHKH aBuratenbHbiX Gynkiuit HFMSE,
RULM, T6MX nipu ero npumenenuu B reueHue 10-14 mecses [84].

WHuTparekanpHOE  BBEACHME HYCHMHEpCEHa*™  MOXKET  CONpPOBOXKJIATHCS  HEXKEJIATEIbHBIMU
SBIICHUSIMH, CBS3aHHBIMU C MPOLEIypOW IIOMOAIbHOM MYHKIIMH: TOBBIIIEHUE TEMIIEpaTyphl Tela,
rojioBHas 00Jib, 00JIb B CITMHE, TOIIHOTA, pBOTa [52, 75-83].

[Ipr MOAKOKHOM WJIM B/B BBEICHHWU HEKOTOPHIX AHTHUCMBICIOBBIX OJIMTOHYKJICOTHIOB OIHCAHBI
TPOMOOIIMTONICHHS, HAPYLIICHHUS CBEPTHIBAEMOCTH KPOBH M HE(PPOTOKCHYHOCTh, HYTO OTPAXKEHO B
UHCTPYKUMU K HycuHepceHy**. Ilpu Hanmuuuu KIMHUYECKMX IIOKa3aHUNW HEoO0XOAMMO JeNlaTh
nabopaTopHble TECThl Ui ONPENENICHUs KOJUYEeCTBA TPOMOOLMTOB M TOKa3aTelield CBEPTHIBAEMOCTH
KPOBH Iiepe]] BBeZieHUueM npernapara [52].

- Pexomennyercs namueHtam co CMA, HMEOIUM CHOXHYIO JepOopMaliio I03BOHOYHHUKA,
KOTOPBIM TUIAHUPYETCSl HA4ajo TEparuy ITpenapaTtoM HYCHHEPCEH™*, BBIMOIHEHHE CIHHHHOMO3IOBOM
MyHKIIUU TIOJI KOHTPOJIEM YIBTPa3BYKOBOTO HCCIEIOBAHHUS WM PEHTTCHOTpAadUH WM HHU3KOJO03HOMH
KOMIIBIOTEPHOH TOMOTpaduu ¢ eIbio 00ecIedeHrs MAaKCUMAIIbHO 0€3011acHOTO POBEIEHHSI TIPOIICAYPHI
[85, 115, 116, 125].

VYpoBeHb yoeauTenbHOCTH pekoMeHaluii C (YpoBEeHb TOCTOBEPHOCTH JIOKA3aTEeIbCTB — 4)

KommeHTapuu: npeanaraeTcst arOpuT™ BBITTOJTHEHUST HHTPATEKATLHOTO BBEACHUS 1O/ KOHTPOJIEM
BH3YaJM3aIlMOHHBIX METONOB. [IpM OTCYTCTBHHM METAJUIOKOHCTPYKIIMH WM CHOHIWIIONE3a 3aJHUX
KOCTHBIX DJIEMEHTOB TMO3BOHOYHHKA, JTIOMOATbHAS ITYHKIMS BBITIOTHIECTCS TOJ] PEHTTEHOCKOTHYECKIM
KoHTpojeM. Ilpu Hamuuum crnoHaWsoAe3a, JUIs BbIOOpPa ONTUMAIBHOW TAKTHUKU  BBINOJHEHUS
MaHUMYJSITUN  (MEXKOCTUCTBIM WM HelWpodopaMUHANBHBIA JOCTYN) HEOOXOIMMO OINMUpaThCsS Ha
pesynbTaThl npeanponenypHoit KT. B ciyuae, ecnm paccMaTpuBaeTcsi BBITIOJIHEHHE JTIOMOATbHOM
nyHkiuu Ha ypoBHe C1-C2, moka3zaHO BBINOJHEHUE MeEpea MPOoLEAypOd MarHUTHO-PE30HAHCHOM
ToMOTpad K MO3BOHOYHHUKA (OJTUH OTJIEN).

- PekomeHayercs mpueM (OCMOTp, KOHCY/IbTAIMS) Bpaua-HEHPOXUPypra NepBUUHBINA U TIOBTOPHBIH,
pU HEOOXOMMOCTH, MAIMEHTY C MOATBEPKICHHBIM qrarH030M CMA ¢ BbIpaKeHHBIMHU JehOopMarusaMu
MO3BOHOYHUKA JUI OICHKH CKEJNCTHBIX JedopManuii W ONCHKH BO3MOXKHOCTH  BBITIOJTHEHHS
CIIMHHOMO3rOBO# myHKiuu [86].

VYpoBeHb yoeauTeabHOCTH pekoMenaamuii C (ypoBeHb TOCTOBEPHOCTH JI0KA3aTENbLCTB — 4)

KomMeHTapuu: Bpad-HEHPOXUPYPT OMPEIeIIieT BO3MOKHOCTD BITIOJHEHHS TFOMOATLHOMN MyHKIUH,
ypOBEHb MYHKIMM W TEXHUKY €€ BBIMOJHCHHUSA, Ui NPHUMEHEHUS MATOrCHETHYECKOW Tepanuu, Ha
OCHOBaHMHM OCMOTpa H  pEe3yJbTaTOB MNPEAMAHUMYIAUHOHHBIX  HccienoBanuii (KT, MPT,
peHTreHorpadus).

- Pexomennmyercs mpueM (OCMOTp, KOHCY/IbTAllMs) Bpadya — aHECTE3MOJIOra-peaHruMaToJiora
MEPBUYHBIA U TIOBTOPHBINA, MPH HEOOXOIMMOCTH, MAI[MEHTY C TMOATBEPXACHHBIM auarHo3oM CMA,
KOTOPOMY IUTAHUPYETCS aHECTE3UOJOTMYECKOe MOCOOMEe IS BBIMOJIHCHUS JIFOMOANBHON MyHKIUH, C
IEJIBI0 PEIISHHSI BOTIPOCa O HEOOXO0IMMOM 00bEeMe aHEeCTE3UO0JIOTrHUecKoro mocoous [86].

VYpoBeHb yoeauTenbHOCTH pekoMeHaaruii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 4)

KomMmeHTapuu: manueHTaM ¢ BIpaKEHHOH JieopMainueii Mo3BOHOYHUKA JTIOMOATbHBIC TyHKIIUU U
WHTpATCKAIbHbIC BBEICHHS JICKAPCTBEHHOTO TIperapara MOTYT BBINOJIHATECS C TPUMEHEHUEM
AHECTE3MOJIOTHYECKOTO TTOCOOUSL.

- PexomeHyeTcs puMEHEHHE TMpernapara pucauIuiaM** B3pocCibiM MalUEHTaM ¢ KIMHUYECKUMHU
MPOSIBJICHUSMHU I'CHETUYECKU NOATBepkIeHHOH CMA ¢ 1e/Ibl0 TIPOBE/ICHUS TAaTOTCHETUYECKOW Tepanuu
3aboneBanus [88].
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YpoBeHb yOCAUTEIBHOCTH PeKOMEHAaIHi A (YpOBEHb JIOCTOBEPHOCTH JI0OKA3aTEIbCTB — 2)

KommenTtapuu: B wucciemoBanuu BP39055 (SUNFISH) wusydanoces mnpuMeHeHue mpemnapara
pucauiaM** y manuMeHToB, COOTBETCTBYIOIIMX KIMHUYECKUM TmposiBieHusM CMA 2 u 3 Tumnos, B
BO3pacTe OoT 2 A0 25 jeT npu CKpUHHMHre. B 3TO MccienoBaHue BKIHOYAIUCh B TOM YHCIIE MALUEHTHI,
uMerolue rpyoble  aeopManuy  M03BOHOYHHUKA, BBIPAXKEHHBIE PACIPOCTPAHEHHBIE KOHTPAKTYPbI
CyCTaBOB, a TaKXe IEPEHECIINEe XUPYPruuecKoe JIEYEHHE M0 MOBOAY JedopMaluil NO3BOHOYHHKA.
Pe3ynbTathl 3TOr0 Mcciaea0BaHus MPOJIEMOHCTPUPOBAIM CTATUCTUYECKH 3HAYUMYIO 3(PPEKTUBHOCTH IO
MEPBUYHON KOHEYHOM TOYKE M JOCTAaTOYHYIO O€30MacHOCTh MperapaTa B STOM BO3PacTHOM TpyIIIe.
HccnenoBanue mnoka3ano JOCTUKEHHE CTATUCTUYECKM 3HAYMMBIX KIMHUYECKHX YyiydlieHuidl 3a 12
MmecsneB Tepanuu o mkamam MFM-32 u RULM [88]. Ilo naHHBIM (apMaKOKMHETHUECKUX
HCCIIEIOBAaHUI, Macca Tejla W BO3pacT MalUeHTa MOTYT OKa3blBaTh BJIMSHHME Ha (PapMAKOKHMHETUKY
pucaumiaama**, mpu STOM HE BBIABIEHO M3MEHEHHMH mpoduis Oe30macHOCTH U IPPEKTUBHOCTU
npemnapara [89].

Haubonee yacTbIMU HeXellaTeNbHBIMU peakUUsMU HAa (OHE NMPUMEHEHUs pHucauiiama™* moryr
OBITh TUapest ¥ KOYKHas ChIlb, KOTOPBIE CAMOCTOSITENIBHO paspemaroTcs [53].

- PexoMeHyeTcss manmMeHTaM peNpoIyKTHBHOTO BO3pacTa HCIOJIB30BaTh BBICOKOI(D(EKTHBHBIC
METOJIbI KOHTpAIICIIIMA BO BpPeMs JICYCHHS W B TEYCHHE KaK MUHUMYM | Mecsla Iocie InpueMa
TIOCJIETHEH JT03bI TIpenapara pucauIiamMm™** maueHTOM-KEHITUHON 1 B TEYCHUE KaK MUHUMYM 4 MecCsIIeB
mocje TpueMa TMOCIAEAHEW J03bl Tpemapara pUCAUIUIAM™**  MalMeHTOM-MY)XKYMHOW C  IIEJIBIO
IUIAHUPOBaHUsI AeTOpoXkaeHus [53, 126].

YposeHs yoeautenbHoCTH pekomenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 4)

KoMMeHTapuu: KIMHMYECKHE NaHHBbIE MO MPHUMEHEHUIO0 pucAaumiama** y O0epeMeHHBIX >KEHIIUH
OTCYTCTBYIOT. [Ipy n3ydeHUn NMpUMEHEHUS pucauIuiaMa™®* y skMBOTHBIX HaOJt01aack SMOprodeTaibHas
TOKCUYHOCTh, a TaKke 00paTuMoe BIMSIHHE Ha MYXKCKYIO (epTUIbHOCTh. [0 3TOM mpuyrHe manueHTbl-
MYKYUHBI HE JJOJDKHBI OBITh IOHOPAMU CIIEPMbI BO BpeMs JICUEHHS U B TeueHue 4 Mecs1LeB Mociie mpueMa
mocieaneil 1036l mpemnapara pucauiiaMm** [53]. Bo3MOKHBIM BapHaHTOM SIBJISIETCS KPHOKOHCEPBAITUS
CriepMBbI MarueHTa-Myk9iuHbl ¢ CMA 10 Havyaia JeueHus pucauriaMom ™ *,

Jlanable 00 »HSKCKpelMH pHUCAUIIamMa** ¢ MOJIOKOM Marepu Yy JoJed oTcyrcTBylor. B
HCCIIEIOBAaHUSAX Ha KpbICax ObUIO MOKA3aHO, YTO PUCAMILIAM™** MPOHUKAET B MOJIOKO, B CBSI3U C YEM
HEOOXOAUMO OTKa3aThCst OT IPYJHOIO BCKapMJIMBaHUs Ha (POHE JCUEHHUS MaTepu pucauiiamom™* [88].

3.1.2. CumnTOoMaTH4yeCcKaa MeaMKaMeHTO3Has Tepanus

- Pexomenpayetcs mpuem kojekanbiudepona** Bcem nmamueHtam ¢ CMA B ciy4yae BBISBICHUS Y
HUX MPU3HAKOB OCTEOTICHUU MJIM HU3KOTO COJIEpP)KaHMs BUTaMHHA D B KpOBH, NIl KOPPEKIIMKM CHUKCHUS
MHUHEPaJIbHOM IJIOTHOCTH KOCTHOM TKaHu [19].

VYpoBeHb yoeauTeabHOCTH pekoMenaaiuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

- Pexomenpayercs npuem OudocdonaroB Bcem manueHtam co CMA, eciu BBISBIEHBI MPU3HAKU
OCTEOTICHUH WJIH YaCThIC TICPEIIOMBI, C IIENTbI0 KOPPEKIIUU CHIKEHHS TUIOTHOCTH KOCTHOW TKanu [19].
VYpoBeHb yoeauTenbHOCTH pekoMeHaaruii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

- He pexomenayercs qmuTenbHOE MPUMEHEHHE MYKOJHTUYECKUX TPENapaToB Ui MHTAISTOPHOTO
BBEICHUS JICKAPCTBEHHBIX NpernapaTtoB 4epe3 HeOynaiizep y manmentoB co CMA m3-3a OTCYTCTBUS
J0Ka3aTeJIbHOM 0a3bl U B CBSI3U C PUCKOM YCHIICHHSI CEKPETOPHOW HArpy3Kd C LENBI0 MPOQHIaKTHKA
YXYALICHUS] COCTOSIHUS marrenTa [29].

VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii C (YpoBeHb TOCTOBEPHOCTH JIOKA3aTEeNbCTB — D)

KomMeHTapuu: HCHOIb30BaHUE MYKOJMTHUYECKHX TPEnapaTroB Oe3 TepareBTHUSCKHX MOKa3aHU
MOYKET IPUBECTH K PA3KIKEHHIO CEKPETa HOPMAIILHOM BS3KOCTH M YCHUIICHHIO CEKPETOPHOM HArpy3KH.
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- PexoMeHIyIOTCSI MHBEKIIUN OOTYTHHHYECKOTO TOKCUHA TUIa A** B CITFOHHBIE Kelle3bl al[UeHTaM
co CMA, cTpaaroiiuM OT TUIEePCaATHBAIINH, C IIEJIbI0 YMEHBIICHUS BBIPAXKEHHOCTH 3TOro cumiitoma [ 90,
104].

YposeHsb yoeautenbHOCTH pekoMeHaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTENILCTB — 4)

KomMmeHTapuu: manudeHTaM C THIIEpcaMBaliedl TakKe IMoKa3zaHa caHauus mosnoctu pra [91].
Nubekiuu O0TYIMHUYECKOTO TOKCHMHA THHa A** B CIIOHHBIC KeJe3bl HEOOXOIUMO MPOBOAMTH IO
KOHTPOJIEM YIIbTPa3BYKOBOTO MCCIICAOBAHMUS CITFOHHBIX JKEe3.

3.2. Xupypruyeckoe rieyeHue

Xupyprudyeckoe  jedeHue  mnanueHToB ¢ CMA  mpeacraBiieHO,  MPEUMYIIECTBEHHO,
KOPPEKTUPYIOIIMMHA HHCTPYMEHTAJIbHBIMU BMELIATEIbCTBAMU Ha IO3BOHOYHHKE, KOTOpBIE, TEM HE
MeHee, HOCST MaJUIMaTUBHBIM XapakTep U HE MO3BOJIAIOT OCTAHOBUTH MPOrPECCUPYIOLTYIO Je(POpMaIHIO.
Kpome toro, mpu CMA xupypruueckue BMeEIIATEIbCTBA MOTYT IMPOBOJUTHCS B CBSI3U C OOJIEBBIM
CHUH/IPOMOM BCJIEJICTBUE MAaTOJOIMM OINOPHO-BUTAaTEIbHON CHCTEMBl U BO3MOXKHBIX IeperoMoB. Yarie
Bcero, B3pocible namueHTtsl co CMA (B ocHOBHOM 370 mamueHThl co CMA 2-ro Tuma) mpoxonsT
XUPYPrUUeCcKyI0 KOppeKIHio nedopMannii MoO3BOHOYHMKA ellle 0 AOCTHXeHus 18 jer.

- PexoMeHnayetcst paccMOTpETh BO3MOKHOCTh XUPYPTHYECKOTO BMEIIATEIhCTBA HA MMO3BOHOYHUKE
nanueHTam co CMA c¢ tsxensiM uckpusieHueM (yron Ko6G6a nmnst Gonbmioit kpuBusHbl >= 50°) u
BBICOKOH CKOPOCTBIO mporpeccupoBanust (>= 10° B Tox) A cCOXpaHeHHsI OajlaHca TYJIOBHINA, KOPPEKITUN
nedopMaluu rpyIHO#M KIETKU U yIydIIeHust 001ero kauectsa xusuu [ 128, 128].

Yposens yoeaurenbHOCTH pekoMeraaiuii C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTEILCTB — 4)

KoMMeHTapuu: mnpu OPUHATUM pPEIICHUS O XUPYPTHUYECKOM BMEHIATENbCTBE PEKOMEHAYETCS
YYHUTHIBaTh CHIDKCHHE (DYHKIMM JIbIXaHus, Aedopmaliuio pedep, rurnepkudos, BIUSHIE Ha MOOMIBHOCTh
1 (YHKIIMOHMPOBAHKE MAlMEHTa, HAKJIOH Ta3a U AucOallaHC TYJIOBHIIA.

- PexoMeHnmyercss paccMOTpPETh BO3MOYKHOCTH BBITIOJIHEHHUSI apTpojie3a IMO3BOHOYHWKA (3aHETr0O
CIOHMJIONE3a) C HCIOJB30BAHUEM TEXHOJOTMU JTUHAMHUYECKOH (QUKCallMM MO TUIy "IBOWHBIX
CTepKHEeH", MOJMCErMEHTHBIE KOHCTPYKIIMU ¢ WM 0e3 ¢dukcanuu Ta3a (B 3aBUCHMOCTH OT BOBJICUCHHS
Ta3a B CKOJHUOTHYECKUI u3rub) y manueaToB ¢ CMA s MCIpaBiIeHUs CKeJICTHRIX aedopmarmii [19, 92].

YpoBeHb yOeAUTEIbHOCTH PeKOMEeH AaIHii B (YypoBeHb T0CTOBEPHOCTH JIOKA3aTEIbCTB — 3)

- PexoMenmyeTcs npH MIaHUPOBAHKH OIEpPAIMK Ha MO3BOHOYHUKE y manueHToB ¢ CMA ocraBuTh
CBOOOIHBIMU OJIMH WJIM JIBa YPOBHS B CPEITHEMOSICHUYHOM OT/EIIE M0 CPEIHEH JTUHHUU JUTS BBITOTHECHHS
TroMOaIbHBIX TyHKIUH [19].

VYpoBeHb yoeauTeabHOCTH pekoMmenaaruii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

- PekoMmenmyercs paccMOTpPeTh BO3MOXKHOCTh XHPYPIHYECKOTO JIEYCHHUS HECTAOMILHOCTH
Ta300eJpeHHOro0 cycTaBa y nmanueHToB ¢ CMA, cTpalaroimux OT BBIPaKEHHOTO OOJIEBOTO CHHAPOMA, C
[EJIBbI0 KOPPEKIMH HECTAOWIIbHOCTH, CHMYKEHUSI BBIPAKECHHOCTH OOJM W TIOBBIINICHHS KayeCcTBa YKH3HU
narenTa [19].

VYpoBeHb yoeauTenbHOCTH pekoMeHaaruii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

- PexkoMen1yeTcsi paccCMOTPETh BO3MOXKHOCTh XHPYPTUYECKOTO JICUCHHS KOHTPAKTYp Y MAallUEHTOB C
CMA, crpanmaromux OT 00JIEBOTO CHHIPOMA, C IIENBI0 KOPPEKIIMH COCTOSHHS M YBEIUYCHHUS 00beMma
nBrokenuit [19].

YposeHb yoeautenbHOCTH pekoMeHaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

- PeKOMeH,Z[yeTCH paccMOTpPLCTh BO3MOXHOCTb SKCTPAKOPTUKATIBHOT'O OCTCOCHHTE3A,
HHTPpaMCAYIIISIPHOTO 6JIOI(I/IpyeMOF 0 OCTCOCHHTC3a, HHTPAMCAYJUIAPHOTO CIHMOCBOTO OCTCOCHHTC3A,
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MHTPAMENY/UIIPHOTO CTEPKHEBOTO OCTEOCHHTe3a y mamueHToB co CMA, CIOCOOHBIX XOAWTH, C
MEPEIOMOM JUIMHHBIX TPYOUYATHIX KOCTEH HIKHMX KOHEYHOCTEW, a TAaKKe y MAI[MeHTOB, HE CHOCOOHBIX
CaMOCTOSITEJIBHO XOJWUTh, IPU HeperoMax Oenpa, ¢ LENbI0 CTAOMIN3alMU OTIOMKOB M OOECHEeueHHUs
BO3MOYKHOCTH PaHHEH BEpTUKAIU3AINHI, PEaOMIIUTALIMY U YCKOPEHUsT KOHcouaanuu [19].

VpoBenb yoeautensHOCTH pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

KommeHTapuu: npu BBIOOpE KOHCEPBATUBHOTO JICUCHHSI C THIICOBAHNEM (HAJIOKEHUE UPKYISPHOM
TUIICOBOM MOBS3KH, CHITHE LIUPKYJISPHOW TMIICOBOM MOBA3KU) cieqyeT m30erarh AnuTenbHOM (Oonee 4
HeJIeNIb) UMMOOMIN3AIUH, T.K. 3TO MOXKET YCYryOJIaTh aTpo(HIO MBIIII H OCTEOIOPO3.

- Pexkomennmyercst  ycraHaBiMBaTh  TacTpocToMy  ((QYHIOIUIMKAIMS  JIaapoCKONUYECKas,
racTpOCTOMHUSI.  TaCTPOCTOMHSI €  HWCIOJB30BAaHUEM  BUACOIHJOCKOTIMYECKHX  TEXHOJIOTHUH,
JAnapoCKOMMYecKas TracTpoCTOMHMs, 330(aroracTpoQyHIOIIUKALMSA) I KOPMIIGHHS uepe3 Hee
B3pOCIBIM manueHTaM co CMA, npy HAIMYUKM WHIAWBUAYAIBHBIX TTOKA3aHUW (HAIpuMep, YCTaHOBJICHUN
HEBO3MOXXHOCTH TIPOTJIATHIBAHKS THUIIHA, OOJIBIIOM pHUCKE AaCIHUPAIMOHHOTO CHHApPOMA U TIPH
HYTPUTHBHOM HemocTatouHocTH) [19].

YposeHs yoeautenbHOCTH pekoMeHaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5)

KommeHTapuu:  racTpocTtomMa — yCTaHABJIMBAETCS,  dYamle  BCEro, JUISI  OCYIIECTBIICHHS
JOTIOJTHUTEIHHOTO TIUTAHK, HO HE C IeNbI0 TIOJHOTO MepeBoja MmpuemMa nunm 4depe3 Hee. [lpu ananmze
122 manmentoB ¢ CMA 2-to Tuma B Bo3pacte oT 1 roaa no 47 net o6HapyxkeHo, uto y 25% (30 uenoBek)
UMEJTM MECTO HapYIICHUS TJIOTAHHS, IPH 3TOM IMOTIEPXUBAHUS OTMEYAIUCH Yallle IMEHHO Y B3POCIIBIX
nanueHToB (ctapue 20 set). Tonpko y 1 u3 48 B3poCIHbIX NAIMEHTOB Obljla YCTAHOBJIEHA TacTPOCTOMA,
OJTHAKO OH IMPOOJDKAN yIOTPeOIsITh YacTh muiy uepe3 pot [93]. V mammeHToB crapiiero Bo3pacra o
HaJoXeHUs racTpocToMbl pekomenayercs: onpenenenne OXEJI, kotopas nomkHa ObiTh He MeHee 50%
OT J0JDKHOM; B cirydae Oosee Huszkor DIKEJI puck OCHOKHEHHN YBETMYMBAETCS MO MEpPE CHWKCHHS
MoKazaTesiel CIMpOMETPHUH.

[Ipy HEOOXOAMMOCTH BO3MOKHBI KOHCYJABTAllMM CIELHMATUCTOB (Bpaya — aHEecTe3uoJiora-
peaHumarosora, Bpaua-Xxupypra nepBU4YHbIi, Bpada-IHeTosiora, Bpaya-TepaneBTa, Bpaua-3HI0CKOIHICTa);
BBITIOJIHEHBI JIa0OpaTOpHBbIE UCCIeNOBaHMs (OMpe/ieieHre OCHOBHBIX TIpymn 1o cucrteme ABO,
onpeznenenue anturena D cucremsl Pesyc (pesyc-akrop), onpeneneHue moArpymnmnbl U APYTUX TPYII
KkpoBu MeHbIiero 3nadeHust A-1, A-2, D, Cc, E, Kell, Dufty, onpenenenue anturena (HbsAg) Bupyca
renatuta B (Hepatitis B virus) B kpoBwu, onpeznenenue antureln k Bupycy renatuta C (Hepatitis C virus) B
KpoBH, onpeneneHue anturen kiaaccoB M, G (IgM, IgG) k Bupycy ummyHoaeduiuta yenoBeka BUY-1
(Human immunodeficiency virus HIV 1) B kpoBu, ompeneircHue aHTUTEN K OJICTHOW TpermoHEMe
(Treponema pallidum) B kpoBH, KoaryaorpamMMa (OpUEHTHPOBOYHOE MCCIIEIOBAHUE CHCTEMbI I€MOCTAa3a),
o0mui (KIMHUYECKU) aHAIM3 KPOBH, aHAIW3 KPOBH OMOXMMHYECKHI OOIIETEparieBTUYCCKUM, OO
(KIMHUYECKUH) aHaau3 MOYHM, HCCIEAOBAaHHWE KHUCIOTHO-OCHOBHOTO COCTOSIHMSI U Ta30B KpOBH; U
MHCTPYMEHTAJIbHbIE METOAbl oOcienoBaHus  (330(aroracTpoayo/IeHOCKONHUS, dXOoKapauorpadus,
yIABTPa3ByKOBas Jomrieporpadus cocynoB (apTepuil U BeH) BEPXHHX KOHEYHOCTEH, YIbTPa3BYyKOBas
nomnreporpadus cocyloB (apTepuil U BEH) HIDKHUX KOHEYHOCTEH, YIBTPa3BYKOBOE HCCIIEOBAHHE
OpraHoB OpIOLIHOM TOJOCTH (KOMIUIEKCHOE), PErUCTpalusi dSIeKTPOKAPAMOTPAMMEI, MpPHIIETbHAS
peHTreHorpadusi OpraHoB IPYJHON KJIETKH, PEHTT€HOKOHTPOJIb MPOXOKICHUS KOHTPACTHOTO BEIIECTBA
T0 JKeTYAKY, TOHKOH ¥ 000JOYHOM KHIIIKE, NCCIIeI0OBAHIE HECTIPOBOLIMPOBAHHBIX JbIXaTEIbHBIX 00bEMOB
U TIOTOKOB, YJbTPa3BYKOBOE OIpEAEICHHE JKUJIKOCTH B OpIOIIHOW TOJOCTH, MpHUIETbHAS
peHTreHorpadusi OpraHoB IPyTHOM KIETKH).

[locne 3axuBieHHs paHbl HEOOXOaUMO OOYYHTh TAlMeHTa M YXQXKHUBAIOUIUX  JIUIL
CaMOCTOSITEILHOMY yXony 3a ractpoctpomoit [94]. TmaTenbHOCTh yXoJia 3a TacTPOCTOMUYECKOMN
TpyOKOH KOppelaupyeT €O CHHXCHHMEM pHUCKOB OTCPOUEHHBIX OCJIOXHEHHH U OIpejerserT ee
noaroseuHocts [94]. TNactpocTomuueckas TpyOKa MOJJICKUT 3aMEHE Kaxiple 6-18 MecsieB wim 1o
MOTPeOHOCTH COTJIACHO WHCTPYKIUU MpousBoauTens. HeoOxoaumo HaOmoIeHHE CHEIHATUCTOB s
CBOEBPEMEHHOTO OMpeAeNeHUs] MOKa3aHWW Ui CMEHBI TacTPOCTOMHYECKOW TPYOKH WM €€ yIaJICHHUS
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(KOHCynBTALlMU Bpada-XUpypra, Bpaua — AaHECTE3UOJOra-peaHHMMaTosIora, Bpada-HEBPOJIOra, Bpaya-
TepameBTa, Bpaya M0 NaUIMATHBHON MeOUIMHCKOM momommu). [Ipy Heo0X0oAMMOCTH BO3MOXKHO
BBITNIOJIHEHUE CIEAYIOIUX MCCIEI0BaHUN: KoaryiaorpamMmma (OpUEHTHPOBOYHOE UCCIEIOBAHUE CHCTEMBbI
reMocrasa), oOmmid  (KIMHMYECKHI)  aHalmM3  KpPOBH,  aHAJM3  KPOBH  OMOXMMHYECKHMA
oOrierepaneBTHYECKI, 00N (KIMHUYECKUI) aHATTN3 MOYH, PETUCTPALUS dIEKTPOKAPIHOTPAMMBI.

[locne racTpocToMUM  OCYLIECTBJISIETCS MOA0OpP MHAMBMIYaJbHOTO IUIaHA MUTaHUS C
HCI0JIb30BAHUEM CIELMATU3UPOBAHHBIX NUTATEIbHBIX CMECEH BPavyOM-TaCTPOIHTEPOJOrOM, BpauoM-
auetosorom [94].

- PexoMeHnmyercss ycTaHOBKa HAa30racTpaslibHOrO 30HAa manueHtaM ¢ CMA ¢ HapymieHusMu
TJIOTaHUSl IO YCTAaHOBKU TaCTPOCTOMBI M TIOCJIEIYIOMIETO TOCTOSIHHOTO KOPMIICHHS Yepe3 racTpoCToMy
11s TPO(DMITAKTHKK acTIMPaIliK U o0ecTieueH sl aiekBaTHOro nutanus [19].

Yposens yoeautenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5)

KoMMeHTapuu: Tipu HEOOXOMMOCTH BO3MOKHBI KOHCYJIBTAIIMH CIEIHAIMCTOB: Bpava-JIueToJora,
Bpaua-HEBpOJIOTa,  BPada-OTOPWHOJAPWHIOJIOTA,  Bpada-TepameBTa, Bpada [0  NAJUTMATUBHOU
MEJUIIMHCKOW TIOMOIIH, MEIUIMHCKOTO Trcuxojiora. [Ipm HeoOXOTUMOCTH MOTYT OBITh BBITIOJHCHBI
nabopaTopHbIe HCCIeNoBaHUs (0OmMNA (KIMHUYECKHUI) aHajdu3 KPOBH, aHAIU3 KPOBU OMOXMMHUYECKUIN
oOmerepaneBTUYECKUM, OOMMUNA (KIMHUYECKU) aHAI3 MOYH, HCCIEIOBAaHWE KHUCIOTHO-OCHOBHOTO
COCTOSTHUS M Ta30B KPOBH), HHCTPYMEHTAJIbHBIC UCCIICOBAHUS (BHICOJAPHHTOCKOIHS, (hapUHTOCKOIIHS,
MpUIeNIbHAS ~ PEHTIeHOrpadust OpraHoB  TPYyAHOH  KJICTKH, PEHTICHOCKONHS  IHINEBOJA  C
KOHTPACTHUPOBAHHUEM, ITyITbCOKCHMETPHS, KapIHOPECITUPATOPHBI MOHUTOPHHT ).

[Tocne ycTaHOBKM HA30TacTPaabHOTO 30H/1a HEOOXOAUMO OOYUHTh MAIMEHTA M YXaKHUBAIOIIUX JIHI]
MpaBWJIaM yXoJa W KOPMJIEHUS B JOMAIIHUX YcioBHsX. [lo ucTedeHMu cpoka ciayxObl WU TpU
HapyIIeHUH MPOXOJAUMOCTH 30Ha TpebyeTcs ero 3aMeHa. B ciayyae He0OX0AUMOCTH 30HI0BOTO MMUTAHU ST
Oostee 4 Hele b PaCCMOTPETH BOMPOC 00 YCTAHOBKE TacTPOCTOMBI (CM. Bhilre) [94].

- PexoMeHIyeTcss paccCMOTPETh BOMPOC O HEOOXOAMMOCTH TOCTAHOBKH BPEMEHHOM/TIOCTOSTHHOM
TPaxeocTOMbl B3pocibiM mamueHTaMm ¢ CMA ToJbKO B ciy4ae OJHO3HA4YHOW Hed(DPEeKTUBHOCTH
HEMHBA3WBHOM MCKYCCTBEHHOW BEHTHJISAIIMS JIETKHX C IIEJIbI0 KOPPEKIIUH JbIXaTeIbHbIX HapylieHuit [29].

VYpoBeHb yoeauTeabHOCTH pekoMenaamuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

Kommentapuu: y B3pocibix nanueHToB ¢ CMA npumenenne HUBJI sBasieTcst nmpenMyniecTBeHHOM
TaKTUKOW BEICHUS JbIXaTeNIbHBIX HapylmieHuil. HeoO0X0uMOoCTh B HalOXKEHUN TPaXEOCTOMBI Y B3POCIBIX
nanueHToB ¢ CMA BO3HHMKAaeT UCKIIYHMTEIbHO peako. Yaie Bcero, 3TOT BapHaHT paccMaTpUBAETCS Y
KpaiiHe ocnabieHHbIX manueHToB ¢ CMA 2-ro Tuma. Pemenue o mepexoje Ha TPaxeoCTOMY JOJDKHO
OCYILIECTBIISTHCS C YYETOM HMHTEPECOB MAIMEHTA U CEMbH, KJIMHUYECKOT0 CTaTyca, MPOTHO3a U OyayIero
KauyecTBa JKU3HMU.

Ilepen ycTaHOBKOW TpaxeoCTOMbI HEOOXOOUMBI KOHCYAbTAIlMM CHEHUAIKUCTOB: Bpaya —
aHecTe3HoJIora-peaHuMaToliora, Bpaya-xupypra, Bpaua-HEeBpoJjora, Bpaua-oTOPUHOJIAPUHI0JIOTa, Bpaya-
TepamneBTa, Bpauya-MyJIbMOHOJOra, Bpadya — TOPAKAIbHOTO XUPYypra, Bpaya [0 MaJUIMATUBHOU
MEJUIIMHCKOW MOMOIIM WM TMPHUBJICYEHUE JPYTUX CIEHHMATUCTOB IMpH Heobxomumoctu. HeoOxoaumblii
CIEKTp JIaOOPATOPHBIX HCCIIECAOBAHUN IMepe] ONepaTHBHBIM BMEIIATEIbCTBOM: OIpEJeSICHHEe aHTUI'CHA
(HbsAg) Bupyca rematuta B (Hepatitis B virus) B kpoBH, ompeieieHre aHTUTEN K BUpycy rematuta C
(Hepatitis C virus) B kpoBu, ompeneneHue antuten kmaccoB M, G (IgM, IgG) x Bupycy
ummyHosiepunura yenoBeka BMU-1 (Human immunodeficiency virus HIV 1) B kpoBu, omnpenenenue
a"Htuten Kk OnenHoi TpenoHeme (Treponema pallidum) B kpoBH, Koaryrmorpamma (OpUEHTHPOBOUHOE
UCCIIE/IOBAaHUE CHUCTEMBl TIeMocTasza), oOmui (KIMHUYECKMH) aHaliW3 KpOBH, AaHAIU3 KpPOBHU
OMOXMMHUYECKUH 00IIeTepaneBTHUECKUH, CCIIeT0BaHHE KUCIOTHO-OCHOBHOTO COCTOSIHUS M Ta30B KPOBH.
Bo3MoxHBIE ~ HEOOXOIMMBIE  HMHCTPYMEHTAJIbHBIE  MCCIEJOBAHUSA:  UYPECKOXKHBIH ~ MOHUTOPHHT
MapIuagbHOTO  JaBIIEHUS KHCIOpOJa, TWpHIeThbHAs pEeHTreHorpadus OpraHoB TPYIHOW KIIETKH,
KarHorpaus, KamHOMETPUs. MCCIIeI0BaHWEe HECTIPOBOIMPOBAHHBIX JbIXaTEIbHBIX 00bEMOB M TMOTOKOB,
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IIYJIbCOKCUMETPHUSL, KapAUOPECTTUPATOPHBI MOHUTOPHHT .

[Tocne ycTaHOBKHM TPaxeoCTOMBbI HEOOXOIUMO OOYYHTh MAIlMEHTa U YXaKHBAIOIIUX JIUL TPaBUIaM
yxoga. HeoOxomumo peryisipHoe HaOIOJCHHUE CIEHUATUCTOB C IENIBI0 CBOCBPEMEHHON 3aMEHbI
TpaxeocToMudecko TpyOku. TpaxeocTtomuyeckass TpyOKa IOJUICKHUT 3aMeHE Kakaple 2-4 Helenu B
3aBUCHUMOCTH OT MaTepuaia Mporu3BOIUTEISL.

[Tposenenue mmurensHoir HUBJI/UBJI tpeOyeT HaOMIOACHUS CIEIYIOMINUX CICIUAINCTOB: MPHEM
(ocMOTp, KOHCyJbTAalMsI) BPauyoOM — aHECTE3HOJOrOM-PEaHMMATOJIOTOM IEPBUYHBIN, mpueM (0CMOTD,
KOHCYJIbTAllMsI) Bpaua-racTpo3HTEPOJIora epBUYHbIHN, IpHeM (0CMOTpP, KOHCYJIbTAIlMsI) Bpadya-IueTosora
NIEPBUYHBIN, MpHeM (OCMOTpP, KOHCY/IbTallMs) Bpaya — KapAuoJiora MEpBUYHBINA, INpueM (OCMOTp,
KOHCYJIbTAIlMsI) Bpada 1O JieueOHON (u3KynbType, mpueM (0CMOTp, KOHCYJbTAIMsI) Bpada-HEBPOJIOTa
MEPBUYHBIHN, TPUEM (OCMOTp, KOHCYJbTAIMS) Bpaya-OTOPUHOJIAPUHIOJIOTAa IEPBUYHBIH, MpHeM (OCMOTD,
KOHCYJIbTAllMs) Bpada-TepareBTa MEpBUYHBIN, MpHeM (OCMOTp, KOHCYJIbTAlMsI) Bpauya-IyJbMOHOJOra
MEpPBUYHBIN, MpueM (O0CMOTp, KOHCYNbTAllMs) Bpada — TPaBMAaTOJIOTa-OpToleqa NEpPBUYHBIM, OCMOTP
(koHCcynpTanusi) Bpada-QpU3MOTEpaneBTa, MpueM (OCMOTpP, KOHCYJIbTAIlMs) Bpada IO MaJTTHATUBHOMN
MEJUIIMHCKON MOMOIIM NEPBUYHBIN, MpueM (TeCTUpOBAaHUE, KOHCYIbTAIMsI) MEIUIIMHCKOIO ICHXO0JIOTa
nepBu4HbIN. [Ipn HEOOXOAMMOCTH BO3MO’KHO BBINOJIHEHUE CIEAYIOMIMX Ja00OpaTOPHBIX HCCIEI0BAHUMN:
uccinenoBanue ypoBHs 25-OH BurtammHa J| B KpoBH, OOHapyKeHHE KETOHOBBIX Te€l B MOYe,
MHUKpOOHOIOrHuecKkoe (KyJbTypalbHOE) HCCIIEOBAaHHUE MOKPOTHI Ha a’3poOHbBIE U (aKyIbTaTHUBHO-
aHa’poOHble MHKPOOPraHU3MbI, MHKpOOHOIOTHYecKOoe (KyJIbTypallbHOE) HCCIEIOBaHUE CIU3U C
MUHJAQIMH U 3aJHell CTEeHKU IJIOTKM Ha a’poOHble M (PaKyIbTaTHBHO-aHA’POOHBIE MUKPOOPTAHU3MBI,
o0muii (KITMHUYECKUN) aHAIN3 KPOBH, aHAIN3 KPOBH OMOXMMHYECKHI OOIIETeparneBTUICCKUM, OOIIHit
(KIMHUYECKUH) aHalIM3 MOYH, HCCIIEJOBAHME KHCIOTHO-OCHOBHOTO COCTOSIHHSI M ra3oB KpoBH. llpu
HEOOXOJMMOCTH  BO3MOXKHO  BBIIIOJIHEHHE  CIEAYIOIIUX  MHCTPYMEHTAJIBHBIX  00CIEI0BaHUM:
TPaxeoCKONHusl, 3XoKapauorpadus, YIbTPa3BYKOBOE HCCIEIOBAHUE OPraHOB OpIOMIHONW MOJIOCTH
(KOMILJIEKCHOE),  YyIbTPa3BYKOBOE HCCIEOBAaHHE TIOYEK, PETUCTPALUsi AIIEKTPOKAPIAUOTPaMMBL,
YPECKOXKHBI MOHMTOPHHI TNapLUaIbHOIO JaBJIEHUS KHUCIOpPOJa, peHTreHorpadus UIeHHOro otaena
MMO3BOHOYHHUKA, PEHTreHOorpadusi rpyaHOro M MOSCHUYHOIO OT/Aeda TMO3BOHOYHMKA, PEHTreHOrpadus
Ta3a, pPEHTTCHOJCHCUTOMETPHUS, PEHTIEHOJACHCUTOMETPUSl TMOSCHUYHOTO OTAENa I103BOHOYHUKA,
peHtrenorpadusi Ta300eIpeHHOr0 CycTaBa, MpUIEIbHAs PEHTreHorpadus OpraHoB TPYIHOM KIETKH,
KalTHOMETpUS, MyJbCOKCUMETPHUS, CYTOYHOE NMPUKPOBATHOE MOHUTOPHUPOBAHUE KUZHEHHBIX (DYHKIUN U
MapaMeTpoB, KapAHUOPECHUPATOPHBIM MOHUTOPHUHT. [Ipm HEOOXOAMMOCTH BO3MOXHO MpPHUMEHEHUE
CIIEIYIOLIMX METOJIOB JICUECHHs: TaCTPOCTOMUS, YCTAaHOBKAa HA30MHTECTUMHAIBHOIO 30H/A, YCTAaHOBKA
Ha30racTpaJIbHOrO0 30HJa, MEIUKO-JOTONEeANYecKas MpOLEAypa C HCIOJIb30BaHUEM HHTEPAKTUBHBIX
MH(OPMALIMOHHBIX TEXHOJOTUH, MPOLEAyphl MO aganTalMd K YCIOBHSIM MakKpOCpelbl, OTCachbIBaHUE
CIIM3M M3 BEPXHUX [IbIXaTeNbHBIX MyTEW, CMEHAa TPaxeOCTOMHYECKOH TpyOKH, HCKYCCTBEHHAs
BEHTUJISIIUS JIETKUX, JiedeOHas (GU3KylIbTypa MNpu 3a00eBaHUSIX M TpaBMax CyCTaBOB, JiedeOHas
¢buskynpTypa mnpu 3a0o0sieBaHUAX mepudeprUuecKod HEPBHOM CHCTEMbI, YHOPaXHEHUS JeueOHOU
(GU3KYyIBTYpBHl C UCHOJB30BAaHHUEM IOJIBECHBIX CHCTEM, OOLIMII MaccaX MEIUIMHCKUN, MaccaX JMia
MEIMLUMUHCKUH, MAacCaXX IIeU MEAMIMHCKUM, MAacCa)Xk BEPXHEU KOHEYHOCTHM MEIULIMHCKHM, Maccax
HUOKHEH KOHEYHOCTH MEIUIIMHCKHUIM, MaccaX CIMHBI MEIAWIMHCKHMA, nedeOHas (U3KynbTypa Ipu
3200JIeBaHUSX BEPXHUX JABIXAaTENbHBIX IyTeH, MaccaX TIpyAHON KIETKH MEIUIMHCKUH, YCIyru IO
MEIULUHCKOW peabuINTaluy MalMeHTOB ¢ HeWPO-OpTONEINYECKON MaToJOrHed MeToJaMu JIeueOHOTo
TelnupoBaHus, pa3paboTKa HHAWBUIYAIbHOM MIPOrpaMMBbI JIOTONEANYECKON peabuINTaLuy.

3.3. Hoe neueHune

3.3.1. lnetoTepanusn

- PexomenayeTrcss KOHCynbTalusi Bpauda-gueTosiora B3pocibiM mnamueHtam co CMA ¢ nensio
mo100pa U Ha3HAYCHHS ONITUMAIILHOU aueThl [19].
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VpoBenb yoeautensHOCTH pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)
KoMMeHTapuii: KOHCYIbTallMM HEOOXOAUMO MPOBOJUTH €3KEI0THO.

- Pexomennyercst pacueT KaJOpUHHOCTH OUETHI (KOPPEKIHs KaJOPHUHHOCTU MHIIH, MOTPEeOICHUs
KHUJKOCTH, MAaKpO- U MUKpPOAJIEMEHTOB) manueHraM co CMA, umeroumM HapylleHus HYTPUTHUBHOIO
cTaTyca, C IeJIbI0 KOHTPOJIS 32 ypoBHeM nutanus [19].

VpoBenb yoeautensHOCTH pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 5)

KoMMeHTapuu: mnpu cocTaBlieHMM pauudoHa nuraHus mnauueHtaM co CMA  oueHuBaercs
HOTPEeOHOCTh B KAJOPHAX (C MOMOINBIO pacyeTa pacxoja SHEPTUU B IOKOE C KOPPEKIHUEH M0 ypOBHIO
aKTUBHOCTH), MaKpO- U MHUKPOHYTPHEHTOB, M >KUAKOCTH. {151 pacdera NMUTAHUS HCHOJB3YIOT OOIIHeE
cTaHapTu3oBaHHbIe GopMmyibl [95].

- Pexomennyercs m3berath rojofaHus y manmueHToB co CMA st mpeaynpexaeHus: pa3BUTHS
MeTabonnyeckux Hapymenui [19, 61, 117].

YposeHb yoeauTenbHOCTH pekoMeHnaaiuii C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIbCTB — 5)

KommenTtapun: y mnamuerntoB co CMA MoryT pa3BUBaThbCi METa0OJMYECKHE HapyuieHus (mpu
TOJIOZaHUY, JUINTEIBHBIX MEPephIBaXx B MpUEME MUIIHA WM MPH HEOTIOXKHBIX COCTOSHUSX), TaKUe KaK
MeTa0OJIMYEeCKU anua03, HapylmieHHe OOMEHa >KHPHBIX KHCIIOT, THIEPIUIMUACMUS, THIEP- WIH
THITOTIIMKEMHS, MBITIIEYHAsI MUTOXOHAPHAITbHAS TUCHYHKITHSL.

- Pexomenayercs moabop it manueHToB co CMA onTUMaIbHOTO OOIIETO TMOJIOKEHHUS, a TaKKe
TOJIOBBI W PyK JUIS JOCTIKEHHS BO3MOXKHOCTH CaMOCTOSITEIBHOTO TIUTaHUS, B TOM YHCIE C
WCIOJIb30BAHMEM  CIIELUAJbHBIX MPHUCIOCOOJEHUN, C 1IeNIbI0  TOBBIIIEHUS O€30MacHOCTH U
s dexTrBHOCTH rToTanus [19].

Yposens yoeaurenbHoCTH pekoMeraaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

- Pekomenayercss n3MeHEHHEe KOHCUCTEHILIMM MHILIKM B MOJb3Yy MOJYTBepAoW marueHtam co CMA,
cTpajawmuM gucharueid, C 1eTbl0 KOMIICHCUPOBAaHUSA ClHabOCTH JKEBATCNIBHBIX JBIDKCHHHA U
YMEHBIICHHS [TPOI0JDKUTEIBHOCTH IipreMa ruium [ 19, 120].

YpoBeHb yOeaUTEILHOCTH PeKOMeHAaluii B (ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIILCTB — 3)

KommenTapun: TycThie )XHIKOCTH 00Jjiee O€3011acHbI B OTHOIICHUH aCTIMPAIIMH, YeM 0oJiee TeKyqHe.
Heo6xomumo wucrnosb3oBaHrue 00Jiee TUIOTHBIX IHUTATEIBHBIX CMECEeH, jKeaeoOpasHbIXx (OpM IHUIIIH,
KUJIKAX TMIOpe. MOXKHO HCIOJb30BaTh CHCHHAIBHBIC 3aryCTHUTENIHM KUIKOCTH Ha  OCHOBE
MaJIbTOACKCTPHHA TIPOMBIIIICHHOTO ITPOU3BOICTRA.

- He pexomeHmyeTcss NpUMEHATh PYTHHHO CMECH Ha OCHOBE AMHMHOKHCIOT WJIM BBICOKOTO
ruzposmsa oenka nanueHTaM co CMA uist yiydiieHus: HyTpuTHBHOTO cratyca [19].
VYpoBeHb yoeauTeabHOCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

- Pexomennyercs manuentam co CMA, moiydaromuM KOPMIIEHHE uYepe3 30H] M racTpocToMy,
WCIIOJIb30BAaTh  CHENMAIbHbIE CMECH JUIi DHTEPAIbHOTO TMHTAHUA C Lelbl0  0bOecredeHus
cOaTaHCUPOBAHHOCTH MTUTAHHUS TI0O OCHOBHBIM IHIIIEBBIM BemiecTBam [19].

VYpoBeHb yoeauTenbHOCTH pekoMeHaaruii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KoMMeHTapuu: coBpeMEHHBIE CMECH MJIsi DHTEPAIBHOTO MHUTAaHMS COAlaHCHPOBAHBI MO COCTaBY
OCHOBHBIX MHINEBBIX BemecTB. CMeCH sl SHTEPalbHOTO MHTAHUS TMOJOHPAIOTCS WHIMBUAYaJIbHO B
3aBUCHUMOCTH OT OTPEOHOCTEHH.

- PexoMenjayercs Ha3HAUYCHUE JUETHUYCCKOTO IUTAHHMS TpH 3a00JieBaHUSIX TepUPepUIecKOi
HEPBHOI CHCTEMbI, 0OTAaTOr0 MUIIEBBIMH BOJOKHAMH, maieHTaM co CMA, cTpaiaroiuM 3amopamu, Jjist
obneruenus nedexanuu [19].

YpoBeHb yoeautenbHoCTH pekoMeHnauii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5)
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KomMeHnTapuu: s KOPpEeKUHMHM 3alOpOB HMCIOJB3YETCS KOMIUIEKCHBIM IMOAXOJ C IPOBEICHHUEM
AUCTOTCPAIIUU; IIpU HCO6XOI[I/IMOCTI/I - HeKapCTBeHHOfI TCpaAIllMi W MCXAHUYCCKOI'0 OIOPOKHCHUA
KulieyHuKa. [Ipy HajaM4yMM IUIOTHOTO CTyJa TEpPOpajbHO HA3HAYAKOTCS CIaOMTENbHBIC IMpenapaTbl
OCMOTHYECKHM JeMCTBHEM: TMpenapaTsl JaKkTyao3bl** wmmm makporona**. Ilombop o3 mpemaparoB
OCYIICCTBIIACTCA HWHAUBUAYAJIbHO OO0 JOCTHIKCHHA KIMHHYCCKOI'O 3(1)(1)eKTa. HpOI[OJ'DKI/ITCJ'IBHOCTI)
JI€YEHHS: OT KYPCOBOT'O JIO IIOCTOSHHOTO TIPHEMa.

- PexomeHnyeTcss KOpMIIEHHE Yepe3 Ha30racTpalIbHBINA 30H TsoKeno0ompHoro manuenTa co CMA ¢
HapYIICHUSIMH TJIOTaHUS VIS NPO(UITAKTUKY aCIIMPaliy U 00ecrieueHus afieKkBaTHoro nuranus [19].
VYpoBeHb yoeauTenbHoCTH pekoMeHaanuii C (ypoBeHb IOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

3.3.2. PecnupaTtopHas nogaepxka

OreHka ¥ oIIepKKa pecupaTopHO PYHKIIMU JOJHKHBI UMETh HAMBBICIIIUM PUOPUTET B BEACHUH
nanuenta ¢ CMA. B nocnennee BpeMsi IpUHIMI JIEYEHUS JIETOYHBIX MposiBieHnit CMA u3MeHuscs ot
PEaKTUBHOTO IMOJX0/1a, MPEAYCMATPUBAOIIETO HAYAJI0 MEPOIIPUSATUHN 110 OYUCTKE JBIXaTeIbHBIX yTeH U
WX BEHTUJISIIUU TOJBKO TPU HAJIMYWU SBHBIX MMOKa3aHUH, HA MPOPUIAKTUUECKUMA TTOX0] C BHEIPEHUEM
9TUX METOJIOB Tepamuu Ha OoJiee paHHUX JdTamax 3aboneBanus. [lmaH ne4eOHBIX MEPONPUSTHI
OTIPENIETISIETCS CIEIUATUCTOM 0 PECIUPATOPHON Teparvu, B POJM KOTOPOTO MOTYT BBICTYNATh Bpadyu
pPa3IMYHBIX CHEIUATU3ANA: Bpadn-aHEeCTE3HOJOTH-PEAaHUMATOJIOTH, BpaYU-TIyJIbMOHOJIOTH, BpadyH-
HEBPOJIOTH, BpPaud MO MAJTMATHBHON MEIMIIMHCKOW TOMOIIM, OPUEHTUPOBAHHBIE B BOMPOCAX HEPBHO-
MBIIIIEYHBIX 3200JICBaHUI.

KiroueBbiMu mpo0OsieMaMu, CBSI3aHHBIMH C JIBIXaTEIbHOW cucTeMoil y marueHToB co CMA,
SIBJIIOTCSI HApyIlIEHHWE OTKAlUIMBAHUS, MPUBOSIIIEE K HEAOCTATOYHOM OYMCTKE HMKHHUX JIBIXaTEJIbHBIX
MyTel OT CeKpeTa, TMIOBEHTUIISALIUS BO BPEMsI CHA, HETOPAa3BUTHE IPYIHOM KIETKH U JIETKUX (Y B3POCIBIX
HaOmogaercss mpeumymiectBeHHO nmpu CMA 2-ro Tumna), MOBTOpPHbIE MH(PEKIIUH, KOTOPBIC YCHUIHBAIOT
MBIIIEYHYIO0 c1a00CcTh. OCHOBHBIMM IMYTSMH pEIICHUS 3THX 3a]ad SBJAIOTCS OYHUCTKA JbIXaTEeNbHBIX
MyTel M HEeWHBa3WBHAas MCKyccTBeHHas BeHTwanus Jierkux (HUBJI). Crnemnyer coGmomath OCHOBHBIC
MPUHIIUIIBI OYHUILEHUS AbIXaTEIbHBIX ITYyTEH.

1. Pyunble 1 MeXxaHHYECKHE BCIOMOTATEJIbHBIE CPEICTBA BOCCTAHOBIICHUS KallIEBOM (QYHKUUU
HEOOXOIUMBI JJIsl €KEHEBHOTO UCIOIb30BaHUs y 00Jiee TSHKENbIX MalureHToB. JIuia, ocyliecTBIsonme
YXO/1 32 MalUEeHTOM, JOJDKHBI ObITh 00yYEeHBI OJIb30BATHCS ATUMU CPEICTBAMHU.

2. Jluna, OCyIIECTBIAIONIME YXOJ 32 MAIMEHTOM, TOJDKHBI TakXe BIAJETh TEXHUKOM ylIaneHUs
JIETOYHOTO CEKpeTa, BKJIIOYas TMOCTYypalbHBIM JApeHaX, MU ObITh HHPOPMHPOBAHBl O MeETOJaX
KMHE3UOTEpaIuy IPpyIHOMN KIETKH (IPEHUPYIOUINI Maccax).

3. JlaHHble OKCHUMETpPUU SBJISIOTCS MOKazaTeneM 3(p¢eKTUBHOCTH Tepanuu. OTcOChl MOTYT OBITh
TIOJIE3HBI ISl yJAJIEHUs CEKPETa MOCie TOro, Kak oka3zaHa MOMOIIb B OTKAIINIMBAHUU.

- PexoMmenpayeTcsi oTcachblBaHUE CIM3U U3 POTOTJIOTKH, HOCA M BEPXHHUX JbIXaTENbHBIX MYyTeH U
UCIO0JIb30BAHME MEXaHUYECKOTO MHCY(IIATOpa-acnupaTopa JiexaduuM U cuasuuM naruernram co CMA ¢
pECIMPATOPHBIMU HAPYIICHUSIMHU A7 TPO(QUIAKTUKHN JIETOYHBIX OCIOXHEHHH W THMOBEHTWISIIUU |29,
120].

VpoBeHb YOSIUTENBHOCTH PeKOMeHIauii B (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 3)

KomMmeHTapuu: mManyeHToB HEOOXOIUMO 00ecreuyuBaTh COOTBETCTBYIOIIMM OOOPYAOBAaHUEM.
DneKTpuuecKasl aclupanus W HCMOJIb30BaHHE HHCY(QIATOpa-acCupaTopa JOJDKHBI IMPOBOAUTHCS Y
KaX/I0T0 MalueHTa ¢ Hed(PEKTUBHBIM OTKaluIuBaHueM. OCHOBHBIE METOJIbl JPEHUPOBAHUS MOKPOTHI
JUIA  JIEKAUYUX W CUAAYMX [AlUEHTOB — 3TO COYETaHHWE HCIOJIb30BAHUS HECKOJIBKHX METOOB:
MEXaHMUYECKOro MHCy(]sTOpa-acnupaTopa (OTKALUIMBATEN) U PYYHBIX KOMIIPECCUN TPYIHOM KIIETKU
WIM TOCTYpaJbHOIO JpEHaXka B COYETAHUU C DIEKTPUUYECKMM acnuparopoM. OTHOCUTEIbHBIM
MPOTHBOIOKAa3aHUEM K HCIIOJIb30BAaHUIO MHCY(IISTOpa-acnuparopa sSBISIIOTCA XpOHUUYECKHe 3a00J1eBaHus
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nerkux (Hampumep, smousema). Vcnonap3oBanue HHCY(PIsTOpa-acnuparopa B TaKOM CHTyalluH JOJKHO
OBITH B3BEIIEHO MMPOTHUB BO3MOXXHBIX PUCKOB ITHCBMOTOpAKCaA.

Jpyrue MeTonsl MpO(UIAKTHKH THIOBEHTWISIWHU (MOCTYypalbHBIA JIpPEHAaX W TEPKYCCHOHHBIN
Mmaccax — cM. Paznen 4.1.1. Peabunuranus).

- Pexomennyercss HeMHBa3UBHAsI NCKYCCTBEHHAs] BEHTWIALMS C ABYXYPOBHEBBIM II0JIOKUTEIBHBIM
nasinenueM (BiPAP) Bcem nmaunentam co CMA ¢ cumntomaMy JUCQYHKIMH IbIXaTEIbHON MYCKYIaTypbl
TSl IPOIIIAKTUKU TUIIOTPOPHUH TPYIAHON KIIETKH, 00JETYeHUs OABIIIKA U 0OPbOBI C THITOBEHTUIISIIUCH
[29].

VYpoBeHb yoeauTenbHoCTH pekoMeHaanuii C (ypoBeHb IOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KommenTtapun: pemenue o0 ucnosszoBanuu HUBJI npunumaercs MHIUBUAYaIbHO B KaXJAOM
KOHKpeTHOM ciiyyae. OHa HeoO0XoarMMa MpU HaJW4YMU runepkanHuu B gqHeBHoe Bpems. Hounas HUBJI
YMEHBIIIAET CUMITOMBI HAPYIICHHOIO ABIXaHUS BO BpPEMsS CHA M yaydmaeT kadecTBo xu3HW. HMBJI
JOJKHA KOMOMHHMpOBATHCSI C TEXHUKOM OUMCTKM JbIXaTelbHbIX myTeid. Cruenyer mpoBecTu
WHIUBHAYaIbHBIM Ton00p Macok mist HUBJI. MuauBuayansHbIil moa00Op MPOBOIUTCA MO PE3yNIbTaTy
OCMOTpa IMalueHTa ¢ BO3MOXKHOCTBIO BHIOOPA M3 HECKOJIBKUX THUIIOB MAacOK Pa3HBIX Pa3MEPOB C YUETOM
aHAaTOMUYECKUX 0cOoOeHHOCTelN cTpoeHus nuia. HeoO0XxoammMo UMeTh M MCTIONIb30BaTh MOMEPEMEHHO JBE
pa3Hble MacKd OJHOBPEMEHHO, YTOObI CHU3UTh PUCK Pa3BUTHUS NpOJIEKHEH U AepopMaiuu JULIEBOTO
ckeneta. I[logbop mapamerpo HUBJI nomkeH OCYIIECTBIASATBCA 1O KOHTPOJEM TIOKaszaresei
razoobMeHa (HOYHAasl MYJIbCOKCUMETPHS, KallTHOMETPHs, KamHorpaus WIM HCCIeI0OBAaHUE KHUCIOTHO-
OCHOBHOTO COCTOSIHUSI M Ta30B KpPOBH), C y4eTOM paOOThl JbIXaTE€IbHBIX MBI U CYOBEKTUBHOIO
KoM(opTa namueHTa.

- He pekoMeHnyeTcsi HeMHBa3UBHAsI HCKYCCTBEHHAs! BEHTUJISLIMS JIETKUX C MIOCTOSIHHBIM JaBJIEHUEM
(CPAP) manmentam co CMA ¢ cumnroMamu JUCHYHKITUN ABIXATEIIBHOW MYCKYJIATYPhl AJI 00JIETYCHHS
OJBIIIKK W OOpHOBI C TUMOBEHTUJsAIMEH, T.K. mpuMeHeHune CPAP wmosker mpuBoauT (u3ndecKomy
yromienuio namnuenTa [29, 120].

VYpoBeHb yOeAUTEIBHOCTH PeKOMeHAaIiii B (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 3)

- Pekomenayercs oOecnedyeHue pecnUpPAaTOPHBIMH MOHUTOPAMHU U aHECTE3MOJIOTMYECKUMU
cucteMamu (ammapatamu BiPAP-tepanun) mammertoB co CMA ¢ cuMmnroMamu  JUCHYHKIIHH
JIBIXaTeIbHOM MYCKYJIATyphl Ul OCYILIECTBICHHS] HEMHBA3UBHON HCKYCCTBEHHOM BEHTHJIALUU JIETKUX Ha
nomy [29, 69].

VYpoBeHb yoeauTeabHOCTH pekoMenaamuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KoMMeHTapuu: mNanmueHThl M yXaXHUBAIOIIME 3a HUMHU JIMLA JOJDKHBI OBITh OOECIeueHBI
MEIUIIMHCKUM O00OpYJIOBaHHEM — MEIIKOM JbIXaTelbHbBIM peaHUMalMOHHBIM THUna AMOy, mpu
HEOOXOIMMOCTH 3JIEKTPOOTCOCOM C AaKKyMYJISTOpPHOW Oartapeeil M u3AeIMEeM MEIULIUHCKUM JIJIs
npixatenbHOM — Tepanuu  (ammaparom  BiPAP-tepanuu) st 1omamiHero  MOHMTOPHUPOBAHMS
pecnupaTopHbiX (QyHkumid. IlanueHThl M yxaXuMBaromKMe 3a HUMH JIMIA JOJDKHBI OBITH OOYy4YEeHBI
MpaBUJIaM IPUMEHEHUS MIEPEUNCICHHOTO 000y I0BaHUSI.

- Pexomennyercss HeWHBa3MBHAs BEHTWJIALMS JIETKUX B COYETAHUM C TEXHUKOW OUMILEHUS
JbIXaTeNbHBIX MyTel XoIsuuM M cuiaguuM mnanueHtaM co CMA B OoCTpeIX cuTyauusax (MHQEKIus
JBIXAaTeIbHBIX MyTe) C LENbI0 MPO(UIAKTHKU pa3BUTHs ocioxHeHui [29, 120].

VpoBeHb YOSIUTENBHOCTH peKOMeHaluii B (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 3)

KomMmeHTapuu: eciau B OCTPBIX CHUTyallUsiX BO3HMKaeT HeooxoaumocTh npumenenuss HUBJI, To
JOJDKEH OBITh PAcCMOTPEH BOMpPOC O Hamuuuu cpeiacTtB i nposenenus HUBJI noma. Ilpumenenune
MHTAJSIIMMA YUCTOTO KHUCJIOpoAa Oe3 JOTOJHUTENbHOW BEHTWIALMHU Jerkux (Hampumep, HUBJI) ne
noka3aHo pu CMA, T.K. MOKET NPUBECTU K HApACTAaHUIO alli03a.

IIpy HeoO0XOAMMOCTH BO3MOXKHBI KOHCYJIBTAllMM CIIELUAIMCTOB: Bpaya — aHECTe3HOoJora-
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peaHNMMarojora,  Bpada-HEBpPOJOIa,  Bpada-OTOPHHOJAPHHIONOTA,  Bpaya-TepaneBTa,  Bpada-
IyJIEMOHOJIOTA, Bpaya-CTOMATOJIOra, Bpaya — YENIOCTHO-JMIEBOIO XMPYpra, Bpaua IO HaUIMAaTUBHOMN
MEIULIMHCKOW TOMOIIM, MEIUIIMHCKOTO Ticuxojiora. Ilpm HEo0X0AMMOCTH BO3MOXHO CYTOYHOE
NPUKPOBATHOE MOHUTOPUPOBAHKE )KU3HEHHBIX (PyHKIMI 1 napameTpoB [66].

3.3.3. NannuatuBHaa meguLUUHCKasa NOMOLLb

[lannuaTuBHas MEAMLMHCKAas TIOMOLIb  IpPEACTaBisieT Cco0OM  KOMILJIEKC ~ MEpONpHUSATH,
BKJIFOYAKOUIMX MEIUMLMHCKHE BMENIATEIbCTBA, MEPOMPUATUSA IICUXOJOTMYECKOrO0 XapakTepa U YXO[,
OCYIIECTBIISIEMBIC B IEJISX YAYUIICHHS KA4eCTBA KU3HHU HEHU3JICYMMO OOJIBHBIX TPAKIAH U HAIIPABIICHHBIC
Ha oOJjeruenue 00U, IPYTUX TSHKENBIX MPOsIBICHUN 3a00eBanus. [{enpio nammaTuBHOW MEAUITMHCKON
MOMOIIH SIBJISIETCS YIYUYIICHUE KAueCTBA KU3HU IMAIMEHTOB M YJECHOB MX CEMEH, OKa3aBIIMXCA MEpe.
JUIOM YIpOXKAIOUIEro >KU3HM 3a00jieBaHus. OTa 1eNb JOCTUTraeTcsd IyTeM MNpeAynpekIeHUs Hu
o0JIeryeHus CTpaJaHuid Oiarojapsi paHHEMY BBISBICHUIO, TIIATEIBHOM OIEHKE M KYIMUPOBAHHUIO OOJU U
JIPYTUX TATOCTHBIX (PU3MUECKHX CHUMIITOMOB, a TaKKe€ OKa3aHWIO TCUXOCOIMAILHON M JyXOBHOU
nojaepkku [96]. I'maBHas 3amava MauTMATHBHOW METHIIMHCKOM TOMOIIM — MOIEPXKKa, COXpaHEHHUE U
MTOBBIIIEHUE, HACKOJIBKO 3TO BO3MOYKHO, KayeCTBa JKU3HM MNManueHTa. OIHAKO OINpENeNnTh, YTO TaKoe
"KauecTBO IKHM3HM", MOXET TOJbKO caMm manueHT [97]. BaxHO HE MPOTHBOMOCTABIATH AKTHBHOE
(MHTEPBEHITMOHHOE) JICUCHHE MAJUTHATUBHON MEAUITMHCKON TTOMOIIH, & B3AUMHO UX JIOTIOTHSTH.

[Ipn BeneHMHM TAIMEHTOB CO CHUHAIBHOW MBIMEYHOW aTpodueil HEeoOXOAMMO MOITHOIIEHHO
nponHGOPMHUPOBATh WX O JWAINA30HE TEPANEBTUYCCKUX BO3MOXKHOCTEH M KOPPEKTHO OOCYIUTH, YTO
BBHIOOp MAJUTMATUBHOM WIJIM WHTEPBEHIIMOHHOW TOICPKUBAIOIICH TEpanmuu HE SBISETCS TOJBKO JIUIIb
OWHApHBIM BBIOOPOM (BBIOOPOM OJHOTO W3 JBYX). OJHAaKO Ha CETOMHANTHWUN JEHb OOIMNA KOHCEHCYC
OTHOCUTEIIHO CTaHJApPTOB MAJUIMATUBHOW MEAMIIMHCKOMW MOMOIIM npuMeHutenbHo k CMA He
JOCTUTHYT, 4YTO HaXOAUT CBOE OTPAKEHHE B LEJIOM PsAE€ NPOrPaMMHBIX JTOKYMEHTOB IO BEACHUIO
MAIMEHTOB ¢ ATUM 3aboseBanuem [29].

- Pexomenpayercs mprem (0cMOTp, KOHCYJIbTAllKA) Bpaya Mo NaJUTMATUBHON MEIUIIMHCKOM MOMOIIN
MePBUYHBIN/TIOBTOPHBIH M TATPOHAX BBIC3THOW MATPOHAKHOW OpHUTasoll OTHEJICHUS BBIC3THON
MaTPOHAXKHOW NAJUNIMATUBHOM MEIMULMHCKOM MOMOILIM B3pOCHbIM K nanueHtam co CMA Ha pa3inyHbIX
aTanax 3a00JeBaHMs C ICIIBIO OOJIEryeHe OOJIH, APYTHX THKEIIBIX MPOSIBIICHHU# 3a00meBanus [29].

VYpoBeHb yoeauTeabHOCTH pekoMenaamuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KoMMeHTapuu: nayuimaTuBHas MEIUIIMHCKAs TOMOIIb MOYKET OKa3bIBaThCsl HA BCEX ATAIax BEACHUS
naueHTa co CMA: mpu MOCTaHOBKE JHarHo3a, BO BpeMs MNPUHSATHUS KIIOUEBBIX TEPANEBTUUYECKUX
pelIeHnd, TpU BO3HUKHOBEHUHM >KU3HEYTPOXKAIOUIMX COCTOSHUM, a TaKkke B TEePMHHAIBHOU (haze
3abosieBanus. [Ipu oka3aHuM MaNIMaTUBHON MEIUIIMHCKOM MOMOIIY MAlUEHTY NPEIOCTaBISIOTCS IS
WCIOJIb30BAHUS Ha JIOMY MEIWIIMHCKHAE H3JeNus, MpeAHa3HAueHHBbIC I ToJAepKaHus (QyHKIUN
OpraHoB U CHUCTEM OpraHH3Ma YeJoBeKa.

4. MepuuMHCKasi peabunutauusi U caHaTOPHO-KYpOpPTHOe reyeHue, MeAULIMHCKUe
nokasaHuUs U NPOTUBOMNOKa3aHUA K NPUMEHEHUI0 MeTOAO0B MeOULMHCKOMN peabunuTtauum,
B TOM YMCIle OCHOBAHHbIX HAa UCNOJIb30BaHUM NPUPOLHLIX NleYeOHbIX thakTopoB

B Hacrosiee Bpems JI0Ka3aHO, YTO peryispHas Gpu3nueckas Tepanus U peaduIuTalus NalueHToB
CocoOHBI U3MEHUTh ecTecTBeHHOe TeueHne CMA, MoBbIIIas MpoJOJIKUTEIBHOCTh U KaYeCTBO KU3HU
NAIMEeHTOB, a TaKkKe ynyumias (yHKIMOHAJBHBIM cTaryc. Peanmuzamms 3ToM KOHLEMIIMM BO3MOXHO
TOJIBKO B (hopMaTe LeNb-OpUEeHTUPOBAHHOMN peaOuInTaI|H.

Peabunuramus nauveHtoB ¢ CMA craBuT mnepen coOoil cienyrolue Leiau: YBETUYEeHUs
MOOWJIBHOCTH TMAIMEHTOB, 3aMEJICHHs] MPOrPEeCCHUpOBaHMUA aTpOGHUl MBI M NpeIOTBpPAIIECHUS
pa3BUTHSI BTOPUUHBIX OPTONEANUECKUX OCIOXKHEHHM.
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[Ipornecc nOCTHKEHHSI MOCTABJICHHBIX IIEJIei PeadMINTALNU ONPECISEeT CIEeIYIOINEe 3aJauu:

- HE JIOMYCTUTh (DOPMHUPOBAHUS MPUBLIYHOTO TIOPOYHOTO MOJIOKEHUS KOHEYHOCTEH U X CETMEHTOB,
U, KaK cJe/ICTBUE, 00JIee CTPEMUTEIHLHOTO MPOTPECCUPOBAHUS KOHTPAKTYP;

- 3aMETUTH TpoIiecc aTpo(UU MBI OT Oe31eHCTBUS;

- IpeIATCTBOBATH ACTCHCPATHUBHOMY YKOPOYCHNIO MBIIIICYHBIX BOJIOKOH;,

- IPOJUTUTH (PYHKIIMOHAIBHYIO aKTUBHOCTD MTAIIUEHTOB;

- IIPETSITCTBOBATh PA3BUTHIO KOHTPAKTYP CYCTaABOB KOHEYHOCTEM;

- YBEITUYUTH TOJBMKHOCTh NAIIMEHTOB (COXPAHUTH/TIOBBICUTh 00BEM M AMIUTUTYY JABHIKEHHH);

- obecreunTh BOBMOXKHOCTE 0oJiee (PU3NO0JIOTHIECKOMY (DYHKIIMOHUPOBAHUIO BHYTPCHHUX OPraHOB
U CUCTEM.

VYenyru no MeAMIMHCKON peabuiauTaluy NanueHTa ¢ 3a00JIeBaHUSIMHU NepudepruuecKoil HEpBHOM
cuctembl ipu CMA BKIIIOYaIOT IPUMEHEHUE CPEACTB U METO0B (pu3nyecKoil peabunuranuu (JeueOHas
TUMHACTHKA, Maccax; (U3MOTepanus, MeXaHOoTepamusi, B T.4. pOOOTH3MpOBAaHHAs, 3aHATHS Ha
TpeHa)kxepax, THIPOKUHE30TEPaIlnsi), OPTE3UPOBAHUS, IPH HEOOXOJUMOCTH XHPYPTUIECKON KOPPEKIIHH,
paHHee MPUMEHEHNE TEXHUYECKUX CPENICTB PeaOMIIUTAIINH, JIOTONIEIMIECKON KOPPEKIINH, SPTOTEPATTHH.

[Ipu npoBeeHNN peabMIINTAMOHHBIX MEPOIIPUATHI HE0OOX0IUMO:

- CTapaTbCsi BCTPOUTH (PUBUYECKYIO TEPANUI0 U PEryiaspHble YIPa)KHEHHS B IOBCEAHEBHYIO
aKTUBHOCTb MallieHTa, cCPOpMHUPOBATH HA UX OCHOBE 00pa3 ero *KU3HU;

- YYUTBIBATh, YTO JOMUHHUPYIOUIUM CHUMOTOMOM y mnanueHToB ¢ CMA sBisieTcss ycTalocTh U
MOBBIIIEHHAS YTOMJISIEMOCTb, pacrpefaeiss (U3NYeCKyl0 Harpy3Ky Ha BeChb JIeHb YacThIMHU, HO
HENPOJOJDKUTEIbHBIMA IEPUOJAMY;

- CTaBUTh LeJIM peabuiIuTauuu Ha OnuKailliie HEeCKOJbKO MECSIEB BIIEPE] C y4ETOM TEKYIEro
CKEJIETHO-MBIIIEYHOTO CTATYCA MalMEHTa U MMPOTHO3UPYEMBIX YXYAIICHUN;

- 110 BO3MOKHOCTH 3a/IeiICTBOBATh B IIOBCEAHEBHOM )KM3HU ITALIUEHTA BCE CKEJIETHBIE MBIIILIBI.

HekoTtopeie pexkoMeHIanMu 10 peabuauTalMd HOCAT OOMMHA XapakTep, M OHHU JIOJDKHBI
OCYIIECTBIAThCA JUIsi BceX manmueHToB ¢ CMA. Meponpusatuss MEAMIIMHCKON —peaOuIuTauu
OCYILIECTBIISIIOTCS. B 3aBUCUMOCTU OT (DYHKIMOHAJIBHOTO CTaTyca MalMeHTa (a HEe KIMHUYECKOro THUIa
CMA):

- HeCcrocoOHbIe cHIEeTh (03aHss1 HeamOynaTopHas craaus (ILIPM 5-6);

- crmocoOHbIe cueTh (paHHss HeamOymaropHas craaus) (ILIPM 3-4);

- cnocoOHbIe X0auTh (amOynaTopHas ctaaus) (ILIPM 2).

Takast pyHKIIMOHATIBHAS KJIACCH(HKAIINS TTO3BOJIICT KOHKPETU3UPOBATh 3a/1a4K peaOUIUTAIIIH IS
KaKJOro TAaleHTa C y4eTOM €ro BO3MOKHOcTeil (cMm. pasmensl 4.1, 4.2., u 4.3. HUXKE), a TaKxke
OpraHu30BaTh HEOOXOJAMMYIO CIICHHAIU3MPOBAHHYIO MOMOIIb MAIMEHTY, MOJIrOTOBUThH CIEIMAIHUCTOB,
000pyJI0BaHUE ¥ TOMEIICHUS JIJIsl IPOBECHUS MEPOTIPUSITUN TI0 METUIIMHCKOHN peaOuIuTaIH.

- Pexomenayercs mpuem (OCMOTp, KOHCYJbTallMsi) Bpaya (DU3UYECKOW U peaOMINTALIOHHON
MEIUIMHBI MEePBUYHBIA BceM mnammeHTamM co CMA st cocTaBieHHs IIaHa 3aHATHI 1O JieueOHOU
¢uskynbType [19].

VpoBeHb yoeautenbHOCTH pekomeraanuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 5)

- Pexomenpayercs mnpueM (OCMOTp, KOHCYJIbTallus) Bpaya (U3UUECKON M peadMiInTarMoHHON
MEIUIMHBI TOBTOPHBIN BceM narrenTam co CMA ist cocTaBiieHus utana peadumurtaryu [19].
VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii C (YpoBeHb TIOCTOBEPHOCTH JIOKA3aTENbCTB — 5)

- Pexomenayrorcsa mpouexypsl o aganTaluy YCJIOBUM Makpocpe/bl (BKIIIOYas JOMAIIHIOK) BCEM
narrieHTaM ¢ CMA, UMEroIuM JIBUTaTeIbHbIC HAPYIICHUS, JUIS TOBBIIICHUS KadecTBa xu3Hu [19].
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YpoBeHb yoeauTenbHoCTH pekoMmeHaanuii C (ypoBeHb IOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

- Pexomennyercs nedebHas Gu3KynbTypa npu 3a001€BaHUAX epupepuIecKoil HEpBHON CHCTEMBI U
cyctraBoB BceM mnamueHtaMm ¢ CMA ¢ nenpio yBenndeHuss OObeMa M aMIUIMTYAbl JBM)KCHUH H
npoHUIAKTUKU pa3BUTUs KOHTpakTyp [98, 120].

YpoBeHb yOeAUTEIBHOCTH PeKoMeH 1aIuii B (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 3)

- Pexomenpayercst neueOHass GusKyabpTypa mpu 3a00JI€eBaHUSX BEPXHUX JBIXATEIbHBIX MyTEH BCEM
narienTaM co CMA ¢ pecnupaTOpHBIMU HapyHMICHUSAMHU Ui MPO(UIAKTUKA JIETOUYHBIX OCIOXHEHUH M
runoBeHTHssimn [19, 129].

YposeHs yoeautenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5)

- Pexomengyercss MexaHoTepamusi U pOOOTU3MPOBAHHAS MEXaHOTEpanus NpH 3a00JIEBAHUSIX
nepudepudecKoil HEpBHOW cucTeMbl BceM marueHTam co CMA ¢ 1enbio coXpaHEHHs, BO3MOXKHOTO
YBEIMUYCHUSI 00beMa U aMILTUTYIbI ABHKCHUH U IPO(UITaKTHKHY pa3BUTHs KOHTpakTyp [98, 120].

VYpoBeHb yOeIUTETLHOCTH PEKOMEH 1Al B (YpoBEeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 3)

KommenTapun: st jekaunx MAaMEHTOB MOTYT TMPUMEHATHCS TPEHAKEPhl pPeaOMINTAIIMOHHbIE
(Hanmpumep, BENOTPEHAXKEP), UIST CHUIAITYMX IMAIHMEHTOB — HA00Op peaOWIMTAIMOHHBIX HW3ACTUN TpHU
HapyIIEHUSX OTMOPHO-IBUTAaTEILHOTO anmapara u JIpyrue TpeHaKephl peadMINTallMOHHbIE, [T XOIST9UX
— BCE BBILIENEPEUYUCIEHHOE, a TaKXke JOpoKKa OeroBas CTaHAapTHas MEXaHMYecKas WM C
ANEKTPOTTUTAHUEM.

Bo3MOXHO TmpoBeleHUE pPACTSKEK, COMPOBOMKAAEMBIX JIETKUM MaccakeM (pasorpeBaroliee
nevicteue) [19]. MuHMMaNbHAS 9acTOTA 3aHATHI IS PACTSKKH U YBEIMUYCHHS 00beMa JIBWKCHHUH IS
JIeKauuX MAlMEHTOB COCTaBJseT 3-5 pa3 B HEACHIO, I CHASYMX NAUUEHTOB S5-7 pa3 B HEICIIO.
JUIMTenbHOCT 3aHATHU A1 9(PPEKTUBHOTO PacTSXKEHUS M yBETUYEHUS oObeMa IBUKEHHS 3aBUCAT OT
KOHKPETHBIX MOTpeOHOCTEN MallMeHTa, COCTOSIHUS CYCTaBOB U LieJIel peabuIuTaIim.

- Pexomenpayercst meuebHOe TuTaBanue B OacceitHe manuenTaM co CMA st o0sierdyeHust IBHKCHHH
[99].

Yposens yoeaurenbHocTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 4)

KomMenTapuu: 3aHsTUA MJIaBaHUEM T0JIE€3HBI U MpUATHBI namueHTaM ¢ CMA. Bojaa HelTpanusyer
JEHCTBHUE CWJIBI TPaBUTAllMM HA TEJO, YTO HW3MEHSET OIIyIIeHHe coOcTBeHHOro tena. Kpome Toro,
IJIABAaHHUE SBJISIETCS XOPOIITUM BapUaHTOM a’3pOOHONM TPEHUPOBKH. ITOT METOJ peaOUINTAIlUd HE UMEET
abcomoTHBIX npoTuBomnokazanuii nmpu CMA. Temmneparypa Boxabl B OacceliHe aoinkHa ObiTh 30°-33°
(onTMMaNbHBIC TEMIIEPATYPHBIE PaMKH JUIS HAWIy4dIIero Mmeradosm3ma MbI). [lepBbie HECKOIBKO
3aHSATUH JOJDKHBI MPOXOAMTH 00S3aT€IbHO C HHCTPYKTOPOM, KOTOPBIA OOYYHUT MallMeHTa W — MpHU
HEOOXOIMMOCTH — YXa)XKUBAIOLIEro 3a HuUM Juna. [lepex KaxabIM 3aHATHEM HEOOXOJHMMO OIICHUTH
COMAaTUYECKUH CTAaTyC MalueHTa.

- PexomeHnyercs HalOXeHHE IUPKYISIPHON THUIICOBOM TOBs3ku manueHtaMm co CMA ¢
KOHTPAKTypaMH B KOJICHHBIX U TOJICHOCTOITHBIX CyCTaBax Jyisl yIy4IIeHHsl MO3uIuoHupoBanus [19].

VpoBeHb yoeautenbHOCTH pekoMeraanuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

KomMmeHTapun: 0COOEHHOCTH Hal0KEHUs LUPKYISPHOM TUIICOBOM MOBS3KM y nannueHToB ¢ CMA —
THIICOBaHWE KOPOTKUMHU KypcaMu (Ha 5 JHel dyepes 2 aHA).

- PexoMeHyeTcst MHAMBUAYANbHBIN TOA00DP B3pociabiM nanueHTaM co CMA TeXHUYECKUX CPEIICTB
peabunuTal Ha OCHOBAaHUM TEKYIIETO (YHKIMOHAIBHOTO CTaTyca MallleHTa M ero moTpeOHocTel ¢
LEJIBIO YYYIIEHUS KauecTBa u3uu [19].

YposeHs yoeautenbHOCTH pekoMeHaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5)

[Tartuentam co CMA HeoOX0AMMO TPOBEACHHE MEIUKO-JIOTONEINYEeCKOH MPOIeaypbl TpH
nucarud  B3pOCIBIM, MEIUKO-JIOTOTIEINYECKOM MPOIEAYPhl C HCIOJB30BAHUEM HWHTEPAKTUBHBIX
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WH(OPMAIMOHHBIX TEXHOJIOTUH (MPUMEHSETCS TPU 3aHATUAX 110 YAYUYIICHHIO APTUKYISAINN U KOPPEKIIUU
PEYEBBIX HAPYIIECHUH, MOXKET MCIIOIH30BATHCS MPU MPOBEIACHUH APTUKYISIIUOHHONW THMHACTUKH) — B TOM
quclie, KaK BAPUAHTBI METOIUK MTPH UHTETPAIlUU C MEIMKO-JIOTOTICAMYECKOM MPOIIeTypot pu aucharusax
(B KaudecTBE BO3JCUCTBHUS Ha EIWHBIA aHATOMO-(M3HOJIOTHYECKUN CyOCTpaT) C MLEIbl0 TPEHUPOBOK
KEBATCJIIBHBIX M TJIOTATCIbHBIX MBIIII, COXPAHCHUS/YIIydIIeHUsT (QYHKIUH KEBaHUS U TIIOTAHUSA,
MIPEIOTBPAIICHUS/TTPODUIAKTUKA YEIIOCTHBIX KOHTPAKTyp, TPEHUPOBKU CHIIBI MpHUKyca. JlaHHas
nporeaypa Oyaer Mmojae3Hou IS MalMeHTOB BCeX KIMHNYeCKHX TUHIOB CMA (TEXHHUKH JIOTONEIUIECKOTO
Maccaka, YIpaXHEHHS, KOTOPbIe IOMOTAIOT 33JCHCTBOBAaTH M TPCHHPOBATH MBIIIIBI JKCBAHHUS H
[JIOTaHWS, B TOM YHCIE TEXHUKH C BO3MOKHOCTHIO MCIOJIb30BAaHUS JIOTOTICINICCKIX 30HJIOB; BKJIFOUYAs
oOydeHue TIOCTYpAITbHBIM TEXHUKAM, 00JIETYaIONIMM TJIOTAaHUE, JIUI] I10 YXOTY).

- Pexomennyercsi: nmpoBenenue namuenraM co CMA Maccaxa JMia MEIUMIMHCKOTO, Maccaxa IIeu
MEJUIIMHCKOTO C IEJIbI0 TPEHHUPOBOK JKEBATEIbHBIX M TJIOTATEIbHBIX MBILIL, COXpaHEHUE/yaydlleHne
GyHKIMM W KeBaHUS U TJIOTAHUSA, MPEAOTBPAILECHUS/TIPOPUIAKTUKA YETIOCTHBIX KOHTPAKTYp,
TpeHUpPOBKH cuiibl puKyca [130].

VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii C (YypoBeHb IOCTOBEPHOCTH JIOKA3aTEeIbCTB — 4)

KommenTtapuu: ans nanueHtoB co CMA xapakTepHbl HapylleHHs OylbOapHbIX (YHKIIHM, KOTOpbIe
UMEIOT €IUHYIO0 TMPUPOTY, HO Pa3BUBAIOTCS MO JIBYyM OCHOBHBIM MEXaHHM3MaM — MEXaHMYECKOMY H
opodapuHreanpbHOMy. Tak, M0 MHOTOYHCIICHHBIM HaOMOAeHUsIM, 001pHBIM ¢ CMA BCeX KIMHUYECKHUX
tunoB [-III (B Oospmield WM MEHBIIEH CTENEHHW COOTBETCTBEHHO) CBOWCTBEHHBI: YMEHBIIIEHUE
BO3MOXHOCTH PAacCKpbITUS pTa U (POPMHpPOBAHHE PUTHIHOCTH YENIOCTH (CHIKEHHE CHOCOOHOCTH K
IIMPOKOMY/JJOCTATOYHOMY PACKPBITHIO POTOBOTO OTBEPCTHsI, 00ECIEUYUBAEMOMY JABM)KEHHEM HIKHEH
YeJ0CTH), TPYAHOCTH NP MEpPEeMEUIeHUH MHUIIEBOr0 KOMKa B TOJOCTHU PTa, CIOKHOCTHU KEBaHUS U
ObICTpasi YTOMJIIEMOCTb JKE€BATEIbHOW MYCKYJATyphl, IJIOX0€ KA4eCTBO 3BYKOM3BIICUEHHS MPU peUueBO
npoaykiuu, poonemsr rmoTanus [101, 102]. Takum oOGpa3oMm, TpU BBIIIECHU3IIOKEHHBIC PEKOMEHIAIINH,
oObeAMHsIEMble  JaHHBIM  KOMMEHTapueM, TpU  paHHEM BBEICHHUM B  WHAUBUAYAJIbHYIO
peabUINTALIMOHHYIO MPOTpaMMy MOTYT IOMOYb MPOTUBOCTOSATH MEPEUYHCIECHHBIM H3MEHEHUSIM, JHOO
YIy4IIUTh HCXOJHBbIE TIOKa3aTeI W KauyecTBO JKU3HM TMAlMEeHTOB (HampuMep, MNpU JOCTHKEHHUU
BO3MOXHOCTH 00jiee KoM(POPTHOTO MpreMa MUY Yepe3 poT) — MPHU yKE UMEIONINXCS OTKIOHEHUAX (Kak
IpU BBIOOpPE KOHKPETHBIX METOOUK, TaK W, 4yTO Oojee MPUOPUTETHO, MpU HMX KOMOWHUPOBAHUHU B
WHIUBUAYAIbHONH peadMIMTAalMOHHON MporpaMMe mnanueHTa). Bo3sMOXKHO Takke JOIMOJIHEHHE AaHHBIX
METOJUK (DU3HOTEPANEBTUYECKUMU METOAAMU (MHOCTUMYISIIUS — DJIEKTPOCTUMYJISLUS MBI,
MHOTO(YHKIIMOHATIbHAS SJIEKTPOCTUMYJISIIUS MBIIII) U TEHIUPOBAHUEM (CM. BBIIIIE).

- Pekomenayercs mpoBeaeHue BceM nanueHTam ¢ CMA o01iero Maccaxa MEAUIIMHCKOT0, Maccaxa
BEPXHUX M HIKHHX KOHCYHOCTEH MEAUIIMHCKOTO, MAaCcCa)ka CIIMHBI MEAUIIUHCKOTO C IENbI0 YAYUIICHUS
COCTOSIHHSL MBIIICYHOrO ammapara 4 s OPO(HIAKTHKHA Pa3BUTHS HEHPOOPTONMEAMUYCCKHX IPOOIEM
[131].

VYpoBeHb yoeauTeabHOCTH pekoMmenaaruii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KoMMeHTapuu: ¢ TOYKH 3peHHs peaOMIMTAIllMOHHOro mojaxojaa K mamueHnraMm ¢ CMA, maccax,
BEPOSTHO, HE JOJDKEH CHOCOOCTBOBATH KaTaOOIMYECKOMY BO3JCHCTBUIO HAa MBIl (TIOTOMY HE
MOJIPa3yMeBaETCsl €ro Ype3MepHasi CWiia BO3JICHCTBHS, HO pa3yMHasi, COYETAIOIIas TO BO3JICHCTBHE Ha
MBIIIIY, TP KOTOPOM W HE BO3HUKAET €€ YTOMIJICHHs, W JIOCTUTAETCs HEeoOXoaumoe "BKIOYeHHe"
MBIIIIIBI, "paboTa" MBIIIIBI, YTO KOHTPOJIHMPYETCS BPAavyoM IO MEIUIIMHCKOHM peabwimtarmu). Maccax
croco0eH 00eCIeYnTh KaKk CTUMYJIMPYIOIIEe, TaK U paccialJstoliee BO3ICHCTBAE HAa MBIIIIIBI (B CBS3H C
4eM MOXKET MPUMEHSATHCS Ui pealiu3alliy MPOTUBOTIONOKHBIX 3a/lad, HaIpuMep, B 3aBUCHMOCTH OT
BBICTpaMBAaHUS PEAOUIMTAIIMOHHBIX MPOIEAYpP B TCUCHUE JIHS, WU MPH HEOOXOIUMOCTH, Ul OKa3aHus,
00e300JIMBAOIIET0/pacCIabIIAIONIero ASHCTBUS TOCIe HHTEHCHBHOUM ¢u3ndeckoii Tepamuu/JIOK u mp.).
Maccax crnocoOCTByeT YyIy4IIEHHIO KPOBOCHAOXKCHHMSI W TIMTAHUS MBIIICYHOTO araparta, pa3orpeBy
MBIIII, PACTSDKEHUIO MBIIICYHBIX BOJIOKOH, CTUMYJISIUU TMPONPHOPEUEHTOPOB MBIIIEYHOTO OIS
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(cermenTapHass HWHHepBauusg). B oOmeM anpsHCe METOAMK MaccaX, Hapsaay ¢ (usnueckoi
tepanueil/JIOK, momoraer B JOCTHKEHUH 3a/1a4 U Lejei peabumnurarmu nanueHToB. OHa U3 BaKHBIX
3aad MPUMEHEHUs Maccaxka y mauumeHToB ¢ CMA (coBmecTHas 3ajada ¢ METOJUKAMH (PHU3UUECKOM
tepanun/JIOK) — momMoyb ManueHTy Hay4uThCs MOJIb30BATHCS CBOMMH MBIIIIAMH, HAYYUTHCS OIIYIIATh
paboTy KOHKPETHBIX MBIIILY/TPYII MBI B OTIPEICIIEHHOM JBHIaTeIbHOM aKTe, HAyYUThCs "BKIIFOYATH"
B pabOTy IMEHHO T€ MBIIIIBI, KOTOPbIe HEOOXOAUMBI JIJIsl pealn3allii KOHKPETHOTO JABUTaTEeILHOTO aKTa
(0coOEHHO aKTyalbHBIM W IOKA3aTENbHBIM 3TO CTAHOBUTCS y TMALIMEHTOB HA TEPAINlMU, KOTJAa BHJIHBI
MIOJIOKUTEIIbHBIE HM3MEHEHHUS] CO CTOPOHBI MBIIIL, W JUIsl [alUdeHTa CTAHOBHUTCS BO3MOXKHBIM H
HEOOXOAMMBIM MOCTUTATh HOBBIE MOTOPHBIE HABBIKH, YTO, 0€3YCIOBHO, KOPPEIUPYET C (OrpaHUYUBACTCS)
BBIPAKEHHOCTHIO HEHPOOPTOIIEAUYECKOTO CUHIPOMA).

4.1. Peabunurtauma naumeHToB, HECNOCOOHLIX CMAETb

OCHOBHOE TIOJIOKEHHE STUX TAIMEHTOB B JOMAIHUX YCIOBUSX — TMOJIOKEHHE "Nexa', KOTopoe
omacHO (opMHUPOBAHUEM MPHUBBIYHBIX HEMPABWILHBIX YCTAHOBOK KOHEUYHOCTEH M UX CETMEHTOB BBHIY
JNCWCTBUSL CWJI TpaBUTAlMM HA KOHEYHOCTH W OTCYTCTBUS  CIIOCOOHOCTH  MMAalMeHTa K
AQHTUTPABUTAIIMOHHBIM JIBIXKECHUSM, a TAK)KE BOSHUKHOBEHHUEM COOTBETCTBYIONINX OCIOKHEHHH. 1o 3Toi
MPUYHHE ¢ TPOQUITAKTHYCCKON IEIbl0 PEKOMEHIYIOTCS YacThle CMEHBI TMOJIOKCHUS Tella B TIOCTEIIH,
HCI0JIb30BaHNE MOAPYIHBIX CPEJICTB, KOTOPBIE MOTYT JIETKO M3MEHSTH CBOIO (DOpPMY W NPUHUMATh BEC
KOHEYHOCTH Ha ce0sl, TeM CaMbIM UMUTHUPYSI aHTUTPABUTAIIMOHHOE JICHCTBHE.

[enu peabunutanuu MaueHTOB, HECTIOCOOHBIX CHJIECTh:

- YBEITMYCHHUE 00beMa M aMIUTATY bl AKTUBHBIX W MMACCUBHBIX JIBIKEHHUH B JTIOOOM CErMEHTE Tella U
KOHEYHOCTEIH;

- YAYYILIEHUE CTETIEHU KOHTPOJISI IBUKEHUH TOJIOBHI B MOJIOKEHUH 'J1eka Ha criuHe";

- ylly4dllleHUEe IBUKEHUH B pyKax;

- CO3JIaHUE YCIIOBUM U HOPMAJIbHOTO (PYHKIIMOHUPOBAHUS BHYTPEHHUX OPTraHOB;

- 3aMeIJICHUE Pa3BUTHSI HICTUHHBIX aTpoduid MBI 1 aTpoduit 6e31eiCTBYS,

- pa3paboTKa CycTaBOB U MpOoPrIIakTHKa 00pa30BaHMs KOHTPAKTYP.

4.1.1. Maccax naumeHToB co CMA, HecnocoOHbIX cuaeTb

- PexomeHIyeTCs MEAMIIMHCKUNA Macca)X TPYJHOM KIETKM MEIMIIMHCKMN mnamueHTtaM co CMA,
HECITOCOOHBIM CHAECTh W HMCIONIUM PECHUpaTOpPHBbIC HAPYIIEHUS, IS YIY4YIICHUS TMOCTYpaIbHOTO
JpeHaka ¥ I MPO(UIAKTHKH JIETOYHBIX OCI0KHEHHH 1 TunoBeHTIsAnuu [ 19, 29].

VYpoBeHb yoeauTeabHOCTH pekoMeraaiui C (YypoBeHb TOCTOBEPHOCTH JI0KA3aTEIbCTB — 5)

KoMMeHTapuu: mpoBOST NEPKYCCUOHHBIN U BUOPAIIMOHHBIN MacCcaXX TPYJHOM KIIETKU.

- Pexomennyercs mpoBenenue mnanumeHTam co CMA, HeCcmocoOHBIM CHUIETh, OOIIEr0 Maccaxka
MEIUIUHCKOTO, MEIUIIMHCKOTO Macca)ka BEPXHHX M HWKHUX KOHEYHOCTCH, MEIMIIMHCKOTO Maccaxa
CIIMHBI, MIEU W JIMIA C LEJNbI0 YIYYIICHHS COCTOSHHS MBIIICYHOTO armapara W s npoQuiIakTHKH
pa3BHUTHsA HEHpoopTONeanUecKux nmpoodmem [19, 131].

VYpoBeHb yoeauTenbHOCTH pekoMeHaaruii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

4.1.2. TexHunyeckme wMetoabl M cpepcrBa peabunutaumm (TCP) nauuweHTOB,
HecnocobHbIX cuaeTb

I[J'ISI JIOCTHDKEHHMS IIOCTaBJIICHHBIX IIelieit pea6I/IJ'II/ITaI_[I/II/I HCIIOJIB3YCTCA CTporass HNpUBCPKCHHOCTb

INpUHOHUIIAM MMOCTYPAJIbHOTO MCHCIKMCHTA, KOTOpLIfI BKJIIOYAET B ceOs MMPpaBHUJILHOC TIMO3UIITMOHHUPOBAHUC
" OPTC3UPOBAHUC TYJIOBHUILA U KOHEYHOCTEH.

Crtpanuua 35 u3 80


http://disuria.ru/

KnuHnyeckne pekomeHgauumn — 5g-accoumnmnpoBaHHasi CinHanbHas MblleydHas atpodus — 2024-2025-2026 (22.02.2024) — YTBepxaeHbl
Mwn3gpasom PO

- PexomeHnayercss MpoOBOAMTH BEPTHUKAIHM3AIMIO ManueHToB co CMA, HECmoCOOHBIX CHAETH, C
LENbI0  MPO(UIAKTUKA OPTONEAWYECKUX OCJIOXHEHHH OCHOBHOTO 3a00JieBaHMS W CO3JaHHS
(PU3HOIOTMYECKUX YCIOBUH JUTSI HOPMAIBHOTO (DYHKIIMOHMPOBAHUSI BHYTpeHHHX opranoB [19, 131].

VYpoBeHb yoeauTenbHoCTH pekoMmeHaanuii C (ypoBeHb IOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KommeHTapuu: BepTHKamu3alys MalUueHTa B ONOPE sl CTOSHHUS PEKOMEHIYeTCsl CyMMapHO He
MeHee | yaca B IeHb B 3aBUCUMOCTH OT BO3MOKHOCTEH ITALIMEHTA.

- Pexkomennmyercst peaOMIMTalMOHHBIE W aJAaNTHPOBAHHBIC IS WHBAJIHMIOB W3IeNus (3aiHe-
OTIOPHBIE OTOPBI ISl CTOSIHUSI C BO3MOKHOCTBHIO HakioHa oT 90° mo 180°) maumentam co CMA,
HECIIOCOOHBIM CUJICTh, /ISl 0€30MAaCHOTO U KOM(OPTHOTO pa3MenieHus u BepTrkamu3anuu [103].

YpoBeHs yoeautenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTE/ILCTB — 4)

KommeHTapuu: oOmopel Ui  CTOSHUS JOJDKHBI HMMETh  (DYHKIIMOHAIBHBIA  TIOATOJIOBHHUK,
obecrieunBarouii OOKOBYIO M TEpPEIHE3aHIO CTaOWIM3AlMI0 TOJIOBBI M HE OTPAHUYMBAIOIINI
BO3MO’KHOCTH JIBIKEHHS TOJIOBOM; (PUKCATOPBI KOpITyca HAa ypOBHE TPy H Ta3a; (pUKcaTOphl HUKHUX
KOHEYHOCTEH Ha YpOBHE HIDKHUX TpeTeil Oelep W KOJEHHBIX CYCTAaBOB; IMOJICTABKY Ui CTOM C
PETYIUpPOBKOM IO YIiy HAKJIOHA, NMPHCTAaBHOW CTONHMK. HeManoBaXKHBIM Ui JIEKAYWX IAIMEHTOB
SIBJISIETCS BO3MOYKHOCTh BEPTHUKAIU3AllMM B OMOpE JAJs CTOSHUS B TOJIOXKEHUU "pa3BeleHHBbIX Oexep"
(monosHUTENbHASA QYHKIMS Y OTIOP 7Sl CTOSIHUSA).

- PGKOMGHHYIOTCH OpTE3BI I KOHEYHOCTEN U TYJOBHUIIIA, a4 TaKXKC CIHCHUAIN3UPOBAHHBIC U
aaallITUPOBAHHBIC  JIA NHBAJINI0B HpI/ICHOCO6J'IeHI/I${ JJIA MO3MITUOHUPOBAHHUA (CI/ICTGMBI JJIA
OpPTOCTAaTUYECKOW TMOJJEPKKH, BKJIIOYAIONIME B ce0s BajluKu, (OpPMOBAHHBIE MOAYIIKA Ppa3IUYHON
KECTKOCTH W KoH(purypanuu) namueHtam co CMA, HecnocoOHBIM CHAETh, C IENBI0 TPUAaHUS
MPUITOTHATOTO (HYHKIMOHAIBLHOTO TOJOXKEHHS ¢ HEOOXOIMMOHN (HUKcaleld TYJIOBHUINA W TIOIEPIKKOM
rosossl [19, 103].

Yposens yoeaurenbHoCTH pekoMeHaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 4)

KommeHTapun: opTe3sl  NpPEACTaBISIIOT  co0OM  TEXHWYECKHe CpeACTBa  PeaOHMIIUTAINH,
UCTIONb3yeMbIE [T U3MEHEHUS CTPYKTYPHBIX B (DYHKIIMOHATBHBIX XapaKTEPUCTHK HEPBHO-MBIIICYHON U
CKEJIETHBIX CHCTEM M 00ECIICUMBAIONINE, B 3aBUCUMOCTH OT MEIUIIMHCKUX MOKa3aHHUH, OPTONEANYCCKYIO
KOPPEKIUIO, pasrpy3Ky, (GUKCAIMI0, AKTUBU3AIMIO JBUTATEIbHBIX (GyHKIUH. CymMmapHOE Bpems
HAXOXXJCHHUS B OpTe3aX COCTABISET /10 8-12 yacoB B JeHb. MUHUMAJIbHAS YaCTOTa IPUMEHEHHUS OPTE30B
VIS JIe)KauMX MMalueHToB — 5 pa3 B Hemenmo. DuKcanus TPyIHOW KICTKH PEKOMEHIYeTCs s
CTaOMIIN3aIIUH TIOJIOKESHHS, MTPOPUIAKTUKN CKOJINO03a U ISl CTUMYJISIIINE ()YHKIIMOHAJBHONH aKTUBHOCTH.
@dukcanus MIeW YacTO HKCHOJIB3YETCs JUIsl TOJIEPKKU TOJIOBBI Ui MUHHMHU3ALWU PUCKA YAYIIbS B
BEPTUKAJILHOM TI0JI0KCHUH, TaK KaK (DYHKIIMsI KOHTPOJIS TOJIOBBI YAaCTO OTCYTCTBYET MIJIH OCJIa0JIcHa.

- PekoMEHIyIOTCS Kpecia-KOJSICKM C PYYHBIM TIPUBOJIOM C JIOTIOJIHUTEIBHON (uKcarmen
(moIep>KKO) TOJNOBBI U Tena, MPOrylouyHble (s WHBaNUAOB) manueHtaM co CMA, HecrnocoOHBIM
CHJIETh M CIIOCOOHBIM CHIECTh, KOTOPBIC B COCTOSIHUM OCYIICCTBIISITh YIIPABJICHUE TAKUMHU KOJIICKAMHU, JUTSI
obecnieuenus oobrei MmoomsHocTH [19, 103, 120].

VYpoBeHb yOeAUTEIbHOCTH PeKOMEH AaIHii B (YypoBeHb T0CTOBEPHOCTH I0KA3aTEIbCTB — 3)

KomMeHnTapuu: 1st MOOMIIBHOCTH U TPAHCIIOPTUPOBKU HEOOXOAUMO UCTIOIB30BaTh Kpecia-KOJSICKU
C PYYHBIM TPUBOJOM C JOTOJHUTENbHON (QuKcanuei (MOAIepKKOH) TOJOBbl U Tela, KOMHATHBIE U
MPOTYJIOYHbIE W Kpecla-KOJSICKU ¢ JOTMOJIHUTENBbHON QuKcanueil (MmoanepKKoi) ToJoBBl U Tela ¢
aneKTponpuBo oM. OHU M3TOTABIMBAIOTCS MHAWBUIYATbHO MO 0OBEMHOM TpeXMepHOU Mojenu 3aaHen
MOBEPXHOCTU TeJa, O3TO — JIOKEMEHTHI, YCTAaHOBIEHHbIE Ha KOJECHYI0 0a3y Kpecia-KOJSACKH
COOTBETCTBYIOIIETO pa3Mepa M HazHadeHHs. [Ipu moabope kpecia-Komsacku U (PYHKIIMOHAILHOTO Kpecia
CHEIHAUCT JOJDKEH Yy4ecTb HEOOXOJUMOCTh JIOTIOMHUTENBHBIX JJIIEMEHTOB [UIsl TOJJCpKaHUS
PEKOMEHyeMOM MO3bI U BHECTH TO B PEKOMEHIAINH 10 u3aenuto. CreayeT yoeAuThCs B MAKCHMAITbHOM
(G YHKIIMOHATBFHOM HE3aBUCHUMOCTH U KOM(OPTHOCTH MPEObIBaHUS B KPECIe-KOJSCKe.
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- PexoMeHIylOTCS Kpecia-KOMSCKA C  DAJIEKTPONPUBOJOM C JIOTIOJHUTENBHOW (uKcanuen
(moepKKOi) TOJMOBBI W Teja, MPOTYJIOYHbIE (A7 MHBAJIMIOB) OCiabieHHBIM mamuentam co CMA,
CIOCOOHBIM M HECHOCOOHBIM CHJIETh, KOTOPHIE B COCTOSIHUM OCYIIECTBIIATH YINPABICHHE KOJSACKAMHU C
PY4YHBIM TIPUBOJIOM, IS oOecriedenus oouier moomisHOcTH [ 19, 103].

YposeHb yoeautenbHoCTH pekomenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTE/ILCTB — 4)

- Pexomenpayercst npeOpiBaHue B 1oJioxkeHUn "cuas" nanuentam co CMA, HECIOCOOHBIM CUAETS, C
HEeNbl0  MPO(WIAKTUKA  OPTONEANYECKUX OCJIOXHEHHH OCHOBHOTO 3a00JIeBaHMS W CO3JAHHS
(HU3MOIOTUYECKUX YCIOBHH JIISl HOPMAITbHOTO (DYHKIIHOHMPOBAHHS BHYTPECHHUX OpraHoB [19].

VYpoBeHb yoeauTenbHoCTH pekoMeHaanuii C (ypoBeHb IOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KomMeHnTapuu: it npeObIBaHUs B IMOJIOKEHUU "CHUJSA" HCIOJIB3YIOTCS ONOPBI JUISl CUJIEHUS WIH
Kpeca-KOISICKU KOMHATHBIE C JIOTIOJIHUTEIhHOW (uKkcamueil (moauep>XKoi) ToJIoOBBl M Tena. Taxxke
nojoxenue '"cuaga"' B TEUYEHHE JHS JIOCTUTAETCA MpeObIBAHUEM B TIPOTYJIOYHOM KpeCie-KOJISICKE.
CuneHre B TEXHHYECKOM CpEICTBE JOJDKHO IPOBOJUTHCS B TYTOpax Ha TOJIEHOCTOIHBIE CYCTAaBBI.
[IpeObiBaHNE B MPaBUILHOM I0JIOKEHUH "cHJi" OKa3aHO CYMMapHO JI0 6 4acoB B JIEHb.

B kadecTBe JONOJHUTENBHBIX JETaled B CPEACTBE Ul CHJAEHUS JOJKHBI BBICTYINATh:
(GYHKIMOHATBHBIM MOJTOJOBHUK (JIMOO MO3UIIMOHUPOBAHUE TOJIOBBI C MOMOIIBIO NeTin [imccoHa),
obecrieunBaronuii OOKOBYIO M TEPETHE3QJHION CTAOMIM3AIMI0 TOJOBBI W HE OTPaHUYHBAIONTUN
BO3MOYHOCTH JIBHJKEHUS TOJOBOM; CHIEHBE C PEryIHPYyEeMbIMU TNTyOMHOM, IIMPUHON U YIJIOM HaKJIOHA.
KOHCTpYKTHBHO cHIEHHME pa3/ielIeHO Ha Ta30BYI0 U OeJpeHHbIe YacTH, YTO IMO3BOJSET MaKCHMalIbHO
MIOJIHO peliaTh UMEIOLIUEcs y NalleHTa MpooaeMsbl ¢ OalaHCOM M CUMMETpPHEH, BbI3BAHHBIE BTOPUYHBIMU
OpTONEINYECKUMH OCJIOKHEHUsIMU. PerynupyeMas mo BBICOTE€ M YIJIy HAakJIOHA CIHMHKA; (pukcatop
TyJOBHILIA (KHJIET), MPEIOXPAHUTENBHBIA TAa30BbIM MOSIC, PErylIupyemMble MOUIOKOTHUKHU; pa3JebHbIE,
peryaupyemMble MOJAHOKKH C (PUKCATOPaMU CTOIT; IPUCTABHOM CTOJIMK; IPOTUBOIPOJISKHEBAS MOYILKA.

- Pexomenpayercs exeTHEBHOE HCIIOJIH30BAHUE OPTE30B HA HIDKHHME KOHEYHOCTH, M3TOTOBIICHHBIX
WHIIMBHUIYAIBHO (HAIPUMeEp, TYTOPHI Ha TOJICHOCTOITHBIE CYCTaBhI JJIs CUJICHUS, TYTOPHI Ha BCIO HOTY ISt
cHa) marumeHtaM co CMA, HecrmocoOHBIM CHIETh, JJIS TPEAOTBPAIICHUS W 3aMEIJICHUs Tpolecca
00pa3oBaHuUs KOHTPAKTyp cycTaBoB KoHeuHocTei [19, 103].

Yposens yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 4)

- PexkomeHmyeTcsi MCHOJB30BAaHME  BCIIOMOTATENbHBIX  TEXHOJOTMHA ¥ aJanTalMOHHOTO
o0opynoBaHusl (HapUMeEp, YCTPOWMCTBA HA OCHOBE OTCICIKMBAHUS JBIDKCHUH TJa3, aJalTHPOBAHHBIC
YCTPOWCTBA JUISL YIPABJIICHUS KOMIBIOTEpOM ® 1mp.) manumeHTam co CMA s pacumimpeHus
(GYHKIIMOHATBHBIX BO3MOXKHOCTEH marnuenra [19].

VYpoBeHb yoeauTeabHOCTH pekoMenaamuii C (ypoBeHb TOCTOBEPHOCTH JI0KA3aTEIbCTB — 5)

4.2. Peabunurauma naumeHToB, CNOCOOHBLIX cuaeTb

J1Jig anueHToB, CIOCOOHBIX CHIETh, BAYKHO KaK COOII0OACHNE MPUHIHIA T03UPOBaHUs (PU3NUEeCKOn
Harpy3Ku, TaK ¥ IPUHIUIA BHEAPEHUS PU3NUECKON Tepanuu B 00pa3 KU3HHU.

OnHO U3 BeAYHIMX MOJOXKEHUN TaKUX MAlMEHTOB — MOJIOKEHHUE "cUJi", KOTOpOE B CHILy OCHOBHOTO
cumMnToMa 3aboneBaHUs (C1a0OCTH CKEJIETHBIX MBIIII), HECHOCOOHOCTH K CaMOCTOSITENILHOMY
W3MEHEHHUIO TOJIOKEHHUSI Tella M HapYIIeHWH MOCTYpPalbHOTO KOHTPOJSA CHOCOOHO c(hOpMUPOBAThH
HECUMMETPUYHBI NaTTEpPH MOCAJKA C HEPABHOMEPHBIM pACIpPEEICHUEM OMNOphl Ha KOCTH Ta3a
(cmpaBa/cneBa) ¢ MEPEKOCOM Tasza M YCYI'yONISITh pa3BUTHE CKOTUOTUYECKON AedopMaliuy Mo3BOHOYHHKA.
B cBs3u ¢ sTUM 0co0o€ BHUMAHUE AOJDKHO YAETSATHCS CHMMETPHUYHOMY Pa3BUTHUIO TEJIOCIOKEHUS
MalUEeHTOB U MPAaBUJILHOMY MO3UIIMOHUPOBAHHUIO.
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Lenu peabUIMTaMKU MALMEHTOB, CIIOCOOHBIX CUICTD:

- MIOBBIIIEHNE MOOMIBHOCTH NanuCHTOB,

- 3aMeJUIeHHEe MPOTPECCUPOBAHMS MBIIICYHOW c1abocTH, MOoTepu (GYHKIUMU U (HopMUpOBaHHS
atpoduii 6e31eiicTBHS;

- YIIy4lI€HUE ABUKEHUN B PyKax;

- CO37[aHUE YCIOBHH TSI HOPMAIBLHOTO (DYHKIIMOHUPOBAHUS BHYTPEHHUX OPTaHOB;

- pa3paboTKa CyCTaBOB M MPOQHIAKTHKA 00pa30BaHUsI KOHTPAKTYP;

- popMUpOBaHUE U MOIEPKAHUE CUMMETPUIHOCTH TT03HI;

- IPEAYNPEKACHIE CKOTHOTHYECKOH nedopmanyy Mo3BOHOYHMKA U [IEPEKoca Ta3a;

- 00yueHre OBITOBBIM HAaBbIKAM M HaBBIKaM CaMOOOCTYKHBAHHS B CPETIE.

Oco0oe 3HaueHue B (U3NYECKON Tepamuu ynensercss GOpMUPOBAHHUIO CUMMETPUYHOCTH MO3blI U
MHWHHUMU3aAIINU pasnnqnﬁ B PAa3BUTOCTHU U (1)YHKIII/II/I MCXKAY NpaBbIMHU U JICBBIMU KOHCYHOCTSAMM.

- PexomenyeTcst MCTIOJIb30BaHKE CTICITUATM3UPOBAHHBIX OPTE30B (OPTOMEINYECKUX aIIapaToB) HA
HIKHUE KOHEYHOCTHU U TyioBwHIne naruerTaMm co CMA, cltocOOHBIM CHJIIETh, Y KOTOPBIX HET KOHTPAKTYP,
JUTST TIOJIZICP’KaHUSI BEPTUKATHHOW TO3bI M CIIOCOOHOCTH K TEPEABMIKEHUIO C TTOMOIIBIO CPEICTB
JIOTIOJTHUTEIBHO# omopsI [19].

Yposens yoeautenbHOCTH pekomeraaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

KommenTapun: Takoil opTomennyecKkuii ammapaT CKOHCTPYMPOBAH CIENMAIBHO ISl TMAIMEHTOB C
BSUTBIM TMapajMvdoOM M CHJIOM MBI HIDKHUX KOHEUHOCTEH MeHee 2 O0aiioB. OCOOCHHOCTHIO JTAaHHOTO
opTe3a SBIAETCS BO3MOXXHOCTh MEXaHWYECKH aCCHCTHPOBATH YCHUJIMSM TAI[MEHTa, B3aUMHO TepeMerias
HUKHUE KOHEYHOCTH, B CUMMETpUYHON mo3e. Takoi ammapar mo3BOJISIET HAXOJAUTHCS B BEPTUKAIBHOM
MOJIOKEHUH U TIepeMeIaThCsi C OMOpOd Ha XOIyHKH Oe3 MOMIEepX KU IMOCTOPOHHUX JIIOJEH, Hpu
JoCcTaTOuHOM cuie B pykax. OceBas Harpy3ka Ha CKeJET IMpeloTBpallaeT pa3BUTHE OCTEONOpo3a U
BTOPUYHBIX Aedopmaliuii kocteil u cyctaBoB. [IpeObiBaHUE B CTOSIYEM IMOJIOKEHUU JOJKHO MOOMIPSATHCS.
[TonnepxrBaemMoe MOJI0KEHNUE CTOS JOJHKHO COCTaBIATH 10 60 MUHYT, a MUHUMAJIbHAS YacToTa — 3-5 pa3
B HEJENI0, ONTUMAJIbHAS 5-7 pa3 B HENETIO.

- PexomenayroTcs opTe3nl TYJIOBHUIA — KOpPCEThI, (YHKIIMOHAJIBLHO KOppHUTHUpYyomue (Tpymno-
nosicHuuHoO-KpecTioBbie THNa TSLO) manuentam co CMA, crnocoOOHBIM CHJIETh, JUIS YIYYIICHUS] OCAaHKU
u aBuraTenbHbiX Gpynknui [19, 103].

Yposens yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 4)

KommenTapun: craTuyeckue, JUHAMHUYECKHE M (YHKIIMOHAIBHBIC OPTE3bl HCIIOJB3YHOTCS IS
W3MEHEHHUS TIOJIOKCHHMSI M TIepeBOJa B BEPTHUKAIBbHOE IIOJOKEHHE MarueHToB. I BepTHUKaIM3aIuu
BO3MOYHO HCHOJIB30BaTh KPECIO-KOJIACKY C 3JEKTPOIPUBOJIOM C BO3MOKHOCTHIO MEpPEBO/a MAIMEHTA B
nojoxenue '"croa". IlpucmocoOneHus IS TOMACPKKH B BEPTUKAIBLHOM TIOJIOKCHHHM BAXKHBI IS
oOJeryeHusl pacTsDKKM HIDKHUX KOHEYHOCTEHM, a Takke s yinydileHus (yHKIUE opraHusma u
037I0POBIICHUS] KOCTHOM TKaHH, JIsl 00eCreYeHHs] BEPTUKAIBHOTO MOJIOKEHHS U YIYUIIEHUS MOJI0KCHHS
IMO3BOHOYHHUKA U BCETO TeJIA.

- PekoMeHIyr0TCSl OPTOTIEANYECKHE aapaTbl — OOJETYCHHBIN ammmapar Ha HWKHUE KOHEYHOCTH U
TYJOBHIIE WJIM amliapaTbl Ha TOJEHOCTOIHBIA M KOJICHHBIN CYCTaBbl, HJIM amiapaThl Ha BCKO HOTY, WU
amnmapar Ha HWKHHE KOHEYHOCTH M TYJIOBHIIE JUIS PEIMIPOKHON XoapObl mammeHTam co CMA,
CIIOCOOHBIM CHJETh M O00JaJAIOIMM JOCTATOYHOM CHIION, Ul OOJErdyeHus CTOSHUS M XOJIBOBI C
MOMOIIBIO Apyrux Jmiy [19].

VYpoBeHb yoeauTenbHOCTH pekoMeHaaruii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KomMmeHTapuu: MUHUMAabHASE 4acTOTa MPeObIBaHUS B OpTE3axX — 5 pa3 B HEEIIO.

- PeKOMeH,Z[yIOTCH CpeAcCTBa MEPCABUKCHUA aNalITUPOBAHHLIC (I/IH,Z[I/IBI/II[yaJ'II/BI/IpOBaHHBIC Kpecia-
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KOJISICKH C PYYHBIM M 3JIEKTPOIPUBOAOM C JAOTOJHUTENBbHON (puKcaruei (moaaepKKoif) roJioBbl U Tena,
KOMHATHBIC W MPOryjJlO4YHBIC W H3TOTOBJICHHBIC HMHIAWBUAYAJIIBHO IIO 00beMHOH TpeXMepHOﬁ MOA€CIIN
3aJHEHl TOBEPXHOCTH TeJia JIOKEMEHTHI, YCTAaHOBJICHHBIC HAa KOJIECHYIO 0a3y Kpecia-KOJSICKU
COOTBETCTBYIOIIETO pa3Mepa U HazHadeHwus ) manueHTam co CMA, ciocoOOHBIM CHACTH, IS 0OSCTICUCHUS
o6meit MoomsHOCTH [19, 103].

YposeHs yoeautenbHoCTH pekomenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTe/ILCTB — 4)

KomMeHTapuu: mnpu  mnoabope  KOJSCOK  CIEIyeT  pPYKOBOJCTBOBAaTbCS  MAaKCHUMAJIbHOM
(GYHKIMOHATBFHON HE3aBUCUMOCTBIO U KOM(OPTHOCTHIO MPEObIBAaHHS B KpECiie MAIMEeHTA; IPEANOYTCHIE
CIIEIyeT OT/IaBaTh KOJISICKAM aKTHBHOTO THIIA M KOJISICKAM C AJICKTPOTIPHBOJIOM.

- Pexomennayercst sprorepanus namueHTam co CMA, criocOOHBIM CHUIETh, ISl OKa3aHUs MTOMOIIN
MManucHTy B HOBCC}IHCBHOﬁ JKM3HH, PA3BUTHUA U NMOAACPIKAHUA CKECAHCBHO HCIIOJIb3YEMBIX UM HABBIKOB
[19].

YposeHb yoeautenbHOCTH pekoMenaaiiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5)

KoMMeHTapun: HEOOXOAMMO TPUBJICKATh CICIUAINACTA [0 J3ProTepanmuu Kak Mpu moadope
porpaMMbl (U3MYECKUX YINPAKHEHUM M paCTSDKEHUs, TaK W IS PEKOMEHJAIMil OTHOCHUTENbHO
COLIMANIBHBIX B3aMMOJEHCTBHI, TaKMX KakK MoOcCelleHHe Yy4eOHbIX 3aBeACHM, BBIOOp mpodeccuu u
Y4acTueC B COMUAJIBHBIX aKTUBHOCTAX.

- Pexomennyercs mpoBeneHue mnarueHtaM co CMA, cmocoOHBIM CHACTH, OOIIEr0 Maccaxka
MCIUIHUHCKOI0, MCANIMUHCKOTO MacCaKa BEPXHHUX M HHWKXHHX KOHC‘IHOCT@ﬁ, MCOUIIMHCKOT'O Maccaxxa
CHUHBI, TPYAHOW KJIETKH, IIEU M JIMIA, JIeYeOHONW (QU3KYIbTYpbl C LENbI0 YIYYIIEHUS COCTOSHHS
MBIIIECYHOTO ammapara u Jjs Mpo(UIaKTHKKA Pa3BUTHS HeiipoopTomneauueckux mpooaem [19, 131].

Yposens yoeaurenbHOCTH pekoMeraiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEILCTB — 5)

4.3. Peabunutauma naumMeHToOB, CMNOCOOHbLIX XO0AUTb

Jlis manmueHToB, CIOCOOHBIX XOJWUTh, COXPAHSIETCS] MPUOPUTETHOCTh MPHUHIIMIIOB J103WPOBAHUS
(buznueckoit Harpy3ku U BHEJIPeHUs PU3NUECKON Teparuu B IOBCETHEBHYIO JKU3Hb.

[TanueHTHl MAHHOM TPYIIBI CTPEMATCS K aKTUBHOMY IEPEABIKEHUIO M XO0Jb0e, OJHAKO H3-3a
C1a00CTH CKEJIETHOM MYCKYJIaTypbl W CHIKEHHOW BBIHOCIMBOCTH HMMEIOT YacTyl0 MHOTPEOHOCTh B
OTIIbIXE, BO BpEMsSl KOTOPOTO HEPEIKO MPUHUMAIOT HempaBUibHOE mojoxeHue "cunsa". B memom s
xoJsuux nanueHToB ¢ CMA B cpaBHEHUU C CUASUYMMU MallMeHTaMU XapaKTepHO OoJiee MITKOe TeUCHHE
BTOPUYHBIX OPTONEINYECKIX OCIOKHEHHM (KaKk pa3BUTHS KOHTPAKTYp B CycTaBaX KOHEYHOCTEH, TaK U
dbopMHUpOBaHHS CKOTHMOTUYECKOW JedopManuu MO3BOHOYHMKA). llenn peaOuiauTanuu MaUEHTOB,
CHOCOOHBIX XOJUTh, MPUMEPHO T€ KE, YTO M Y CIOCOOHBIX CHJAETh MAalMEHTOB C J00aBIEHUEM IIeNU
MOBBILIEHUS] BEIHOCIUBOCTH/TOJIEPAHTHOCTH K (PU3HMUECKUM Harpy3Kam.

- Pexomennyercsa manuentam co CMA, cnocoOHBIM XOIWTbh, peryisipHas a’poOHas (usmueckas
Harpyska (Hampumep, IJIaBaHbe, X0/b0a, BEJIOTPCHAXKEDP WM JUIMITHUECKUI TpeHaKep) He MeHee 2-3
pa3 B Helenmo (ONTHUMajbHAs 4acToTa 3-5 pa3 B HEAENII0) JUIMTEILHOCTRI0 He MeHee 30 MUHYT C IIeIIbIO
coxpaHeHus (puznyeckoi akTuBHocTH [19].

VYpoBeHb yoeauTenbHOCTH pekoMmeHaaruii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

- PexoMenayercs HCHOJB30BaHME CPEIACTB IEPEIBUKEHMUS aJalTUPOBAHHBIX (TPOCTH U
MHOTOOTIOPHOM TPOCTH, XOAYHKOB KOJIECHBIX M JPYTHX CpPEJICTB, HamOojiee IMOJHO OTBEYAOIIUX
MOTPeOHOCTSAM TAllMeHTa, alllapaToB Ha HIKHHE KOHEYHOCTU M TYJIOBUIIE VIS PELUNPOKHON XOJbOBI
(cM. y cunsuux nanueHToB) nanueHTaM co CMA, cnocoOHBIM XOIUTh U TPEOYIOIIUM JOMOTHUTEIbHOM
OTIOPBI TIPH X0AB0E, C LENbI0 COXPAaHEHHUS IBUTATENbHOM akTUBHOCTH [19].

VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)
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KommeHTapuu: co BpeMeHEM NOJIep)KaHhe CIIOCOOHOCTH XOAUTh s mamueHntoB co CMA
HA4YMHAET JIOCTUraThCs JHILIb C IIOMOIIBIO CPEJICTB JOMOIHUTENLHON onopel. B cityuae nonbopa cpencts
JOTIOJTHUTEIBHOM OTIOPHI C IETbI0 MPOUIeHUs X0Ab0b! y manueHToB ¢ CMA Heo0XoauMo omupaThes Ha
TEKyIUH CTaTyCc ManueHTa (CoXpaHsAs AaKTUBHOCTh M COLMAIbHBIA CTaTyc JWYHOCTH), a HE Ha
IIPOTHO3UPYEMOE TEUCHHUE.

- PexomenmyeTcs MCIonb30BaHNE OPTE30B — ANIMAPATOB WIM TyTOPOB HA TOJICHOCTOIIHBIE CYCTaBbI
COBMECTHO ¢ 00yBbI0 marmeHtam co CMA, crocoOHBIM XOJUTh M UMEIOIUM JepOpPMALUU CTOII, JUIS
oGusieryenus xoap0b1 [19].

VpoBenb yoeautensHOCTH pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 5)

- PexomeHnnyercs HCIONb30BaHUE CPEACTB IMEPENBMKEHHUS aJalTHUPOBAHHBIX — Kpecia-KOJSCKU
aKTHUBHOTO THMA XoAsuuM manueHTaM ¢ CMA mpu OrpaHMYeHHOW BBIHOCIMBOCTH MAIME€HTAa WIIH
HEOOXOJMMOCTH MEPEIBUKCHUS Ha OOJIbIITNE PACCTOSIHUS JUTS YBEINYeHMUsI MOOMIBHOCTH [19)].

YposeHb yoeautenbHOCTH pekoMeHraaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5)

- PexoMenyercs ucIosib30BaHue peadMIINTAIIHOHHBIX M aJalITUPOBAHHBIX [T MHBAIUIIOB U3IEITUI
— OTIOp TSl CHJICHUS], OTBEYAIOIINX BCEM TPEOOBAHUSM MPABHIHLHOTO TIO3HIIMOHUPOBAHUS (JIOTTOJTHEHHBIX
O00KOBBIMHU (PHKCATOpaMH KOpITyca Ha YPOBHE TPY/AH, PETYISITOPOM HAKIOHA CIIMHKH, TIOJTOKOTHUKAMH C
MEXaHM3MOM DETYJIMPOBAHUSI BBICOTHI, TOJACTAaBKOW IUIi CTON C MEXaHHU3MOM pEryJIUpOBaHUS yria
HakJioHa) marreHTam co CMA, criocoOHBIM XOTUTh, IS TPOQHIAKTHKN ckomo3a [19].

Yposens yoeautenbHOCTH pekomeraaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

- PexoMennyeTcsi mpuMeHeHHE opTe3a TYJIOBUIIA — (PYHKIHMOHAIBHO-KOPPUTHPYIOLIEro KopceTa
nanueHTam co CMA, ciocoOHBIM XOUTh, IPU HATUYHUHU Yria Aepopmaiiiy Mo3BOHOUYHUKA, H3MEPEHHOTO
o metoay Ko66a, 15 u Gonee rpaaycoB, H3rOTOBICHHOTO TIO CJCMKY C TPYAHOM KJICTKH MAIllMEHTa, JJIs
coxpaHeHus Oananca [19].

Yposens yoeaurenbHoCTH pekoMeHaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — b)

- Pexomennyercst npoBenenue xoasuuM namuentam ¢ CMA 5q oOmiero maccaxa MEIUIIMHCKOTO,
MEJIMIIMHCKOTO Maccaka BEPXHHUX M HUIKHUX KOHEUYHOCTEH, MEIAMIIMHCKOTO Macca)ka CIIMHBI, TPYIHOU
KJICTKH, IIEH ¥ JIUIA, JIeYeOHON (U3KYIBTYPHI C LEIbI0 YIYUIIEHUs COCTOSHHS MBIIIICYHOTO armapara u
IU1s IpO(HIIAKTUKH Pa3BUTHS HelpoopToneandeckux mpoodiem [19, 131].

Yposens yoeaurenbHoCTH pekoMeraaiuii C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIILCTB — D)

5. MpodwmnaktMka M pgucnaHcepHoe HabGnwaeHue, MeAUUMHCKUME MOKa3aHUA |
NPOTMBOMNOKAa3aHUA K NPUMEHEeHUI0 MeTOA0B NPOo¢UNakTUKm

5.1. NMpodumnaktuka

- PexomeHayercss BakUMHAIMS B3pOCHbIX mamueHTOB co CMA ¢ menbio  mpoQHIaKkTHKHA
MHQPEKIMOHHBIX 3a00seBanwmii [29].

VpoBeHb yoeautenbHOCTH pekoMenaanuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 5)

KomMeHTapuu: mpoTHBOMOKa3aHUs K BaKIMHAIIMK Y B3pOCIBIX nanueHToB ¢ CMA He oTIndaroTcs
OT TakKOBBIX Yy JPYrHMX KaTeropuil TpaxJaH M MPOBOAUTCS corjacHo HamnmoHansHOMY KalleHJapio
NpoQHUIAKTUYECKUX TPUBUBOK. HeoOXoauma BakIMHAIMA, B TOM YHCIE, MPOTUB KOPOHABHPYCHOM
unoexuun COVID-19, Be3biBaeMoit kopoHaBupycom SARS-CoV-2.

- PexomenayeTcs MOJIEKYJIIpHO-T€HETHUECKOE HccileoBaHuil MyTanuii B rene SMNI y nnona, u
IIPEUMIUIAHTAI[UIOHHOE TI'E€HETHUYECKOE TECTHPOBaHHE (MOJIEKYISIPHO-TEHETUYECKOE HCCIIEI0BAaHUI
myranuii B reHe SMNI1) y sMmOpuona (KOMIUIEKC HCCIEIOBAHUN JUIsI TUATHOCTUKU CIHHAIBHOM
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MBIIIEYHOU aTpodun) poauressim nmanuertra co CMA, a Taxke napam, B KOTOPBIX KaKIbIH U3 TapTHEPOB
SBJIIETCS TOATBEPKACHHBIM T'€T€PO3UTOTHBIM HOCUTENEM Jesienuu 7 win 7-8 5k30H0B reHa SMN1 nnu B
KOTOPBIX ApPTHEP WJIM HapTHEPHI SBJSIOTCS TOMO3UTOTHBIMU HOCUTEJISIMU IATOI'€HHBIX BApUAHTOB B IT'€HE
SMNI1, ¢ 11enbio IpeA0TBPAICHUS IOBTOPHOTO pokacHUs pederka ¢ CMA B cembe [19].

VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii C (YypoBeHb IOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KommenTtapun: mnposenenue mnpenaranbHoit JHK-muarnoctuku (MoJIeKyIsipHO-TE€HETUYECKOE
uccneaoBanuit myranuii B rene SMN1 y 11013, KOMIUIEKC UCCIIEIOBAHUM /ISl TMarHOCTUKU CIIMHAILHON
MBIIIEYHOW aTpo(uu), KOMILJIEKCHOE HCCIEIOBAaHUE JJIsi IPEHAaTalbHOM JAMArHOCTUKHM HapyLIEHUH
pa3BuTus pebOeHka (BHYTPUYTPOOHO)) BO3MOKHO Ha pa3HbIX Cpokax OepemeHHocTu: 8-12 Hemenb
(BopcuHbl XopuoHa), 15-18 Henenb (amMHUOTHYECKAs KUAKOCTH), 20-24 Henenu (IyNOBUHHAS KPOBB).
OnTuMaNbHBIM SBIISIETCS MCCEA0BaHUE OnomnTaTa XopuoHa (OMOIICHsI XOPHOHA): TIPU HEOIAaroNnpusTHOM
MIPOrHO3€ OEpEeMEHHOCTh MOXKET ObITh NMpepBaHa (MCKYCCTBEHHOE IpephiBaHNe OepeMeHHOCTH (abopT)) B
CPOKH OOBIYHOTO MEIULIMHCKOTO abopTa.

5.2. AucnaHcepHoe HabniogeHue

B3pocasim  marmentaMm co CMA  HeoOXOOMMO  BBHINOJHEHHME MOHMTOPHMHIA  CIEAYIOIIMX
nabopaTopHbIX MOKa3aTenel: ool (knuHu4Yeckuil) aHanu3 kpoBu (1 pa3 B 12 mecsdueB u mepen
XUPYPruuecKUM BMEIIATEIbCTBOM), aHAIU3 KPOBU OMOXMMHUYECKUi obuierepaneBTuyeckuii (1 pa3 B 12
MECSLEB U Mepe]l XUPYPrUUECKUM BMEIIATEIbCTBOM), 00NN (KIMHHYeCKuit) aHanu3 MouH (1 paz B 12
MECSIIEB W TIepel XUPYPIHYECKHMM BMEUIATEIhCTBOM), a TAaKXe€ HHCTPYMEHTAIBHBIC HCCIICIOBAHMS:
anekTpokapauorpamma (1 paz3 B 12 MecsameB u TeEpen XUPYPTHUECKHUM  BMEIIATEIILCTBOM),
axokapauorpadus (Mo moTpeOHOCTH), YIBTPA3BYKOBOE HCCIIEIOBAHUE OPTraHOB OpPIOIIHOW IOJIOCTH
KOMIUIEKCHOE (0 TOTPEOHOCTH), YIbTPAa3BYKOBOE HCCIEOBaHUE MOYEK (MO MOTPEOHOCTH) C IICNIBIO
OLICHKM OCHOBHBIX TapaMETpPOB KPOBETBOPEHHUS, HAJIUYMsI BOCHAIUTENBHBIX IPOLECCOB U
(GYHKIIMOHATBLHOTO COCTOSIHUS BHYTPEHHUX opraHoB [19].

Taxke B3pociaeiM marueHTaM co CMA HeoOXoAWMO BBITIOJTHEHHE MOHHTOPHHTA CIICTYIOIINX
71a00paTOPHBIX U MHCTPYMEHTAJIbHBIX MCCIEIOBAHUN: UCCIEIOBAHHE KHCIOTHO-OCHOBHOTO COCTOSIHUS U
ra3oB KpoBH (110 MOTpeOHOCTH), MpHUlleNbHasl peHTreHorpadus opraHoB rpyaHoi kietku (1 pa3 B 24
MecsIia), KOMIbIOTepHas ToMoTpadusi OpraHoB TPyIHON MoJocTH (IO MOTPpeOHOCTH), KamHorpadus (1o
MOTpeOHOCTH), KamHOMETpUs (MO MOTPEOHOCTH), MCCIEAOBAHME HECHPOBOLMPOBAHHBIX JbIXaTEIbHBIX
00beMOB M TIOTOKOB (1 pa3 B 6-12 mecsieB u Mo MOTPEOHOCTH), MYJIbCOKCUMETPHs (IO MOTPEOHOCTH),
KapAMOPECTUPATOPHBI MOHMTOPHUHI ([0 MOTPEOHOCTH) C LEJIbI0 OLIEHKHM OCHOBHBIX IapaMeTpoB
npIxatenpHoi Gynkuuu [29].

Bspocasivm manuentam co CMA Heo6xoIuMo BBITIOJTHEHHE peHTreHorpaduu no3soHoyHuka (1 pas
B 12 MecsmeB), peHTreHorpadun KUcTu (10 MOTPEOHOCTH), peHTreHorpadguu Taza (1Mo MoTpeOHOCTH),
pentrenoaencutomerpuun (1 pa3 B 12 mecsueB), peHtreHorpaduu Tazo0eqpeHHOro cycTaBa (1O
MOTPEOHOCTH) C IEITBIO OLIEHKU COCTOSHUS OTIOPHO-ABUTATEIbHOTO arnmapata [19].

- Pekomenayrorcs B BeieHnH nanueHToB co CMA HCIOI630BaTh MYJIbTHANCIUIUIMHAPHBIHN 1T0IX0/T
C eNTbI0 MOHUTOPUHTA COCTOSHUSL U CBOEBPEMEHHOT'O OKa3aHHsI TOJTHOLEHHOW TOMOIIM CIeIUaTHCTaMU
pa3HbIx npodueit [19].

VpoBeHb yoeautenbHOCTH pekoMenaanuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 5)
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6. OpraHnsauma okasaHusi MeAULMHCKOW NoMoLum
6.1. Moka3aHusA K rocnuTanusauum

6.1.1. NMokasaHua ANs NNaHOBOW rocnuTanu3auMn BO B3pOCrioe HeBpoJiornvyeckoe
oTaeneHue

- B3pocible nanueHTtbl co CMA mpu OTCYyTCTBUM BO3MOKHOCTH IOJHOLIEHHOTO aMOyiIaTOpPHOTO
oOcienoBanus — sl PYHKIMOHAIBHON BUTATEILHOM OIICHKH, OOCIICIOBAaHUS HAa HAIMYINE OCIIOKHEHUI
3a0oneBaHus (PECIMPATOPHBIX, KOCTHO-CYCTaBHBIX M TaCTPOIHTEPOJOTHUYECKUX, a TaKkKe s
MPOBEACHUS peaOUIUTAINN);

- B3pocible nanueHTsl co CMA 171 HTHTpaTeKaaIbHOTO BBEACHUS HyCUHEpCeHa™ *;

KomMMeHTapuu: HycuHepceH™* MoxeT ObITh BBE/IEH B YCIOBHUSAX JTHEBHOTO CTAllMOHAPA.
- B3pociple mamuMeHTel co CMA, TpeOyromue oO0cinefoBaHUs Tepes, XUPYPruyecKuM
OpTONEINYECKIM BMEMIATEIHCTBOM.

[TokazaHust K BBITUCKE MallMeHTa MOCie IUIAHOBOM TOCMUTAIM3alMK BO B3POCIOE HEBPOJIOTUYECKOE
OTJIEeJICHHE:

- BBIMIOJIHEHUE TJIaHa 00CIIeIOBaHMs MTallMeHTa, B TOM YKCJIe OL[EHKA PECITUPATOPHBIX HAPYILIEHUH;

- IPOBe/IEHNE PEa0MIINTAMOHHBIX MEPOTIPUSTHII;

- YTOYHEHHE peKOMEHAalui N0 JabHeNeMy HaOII0eHHUIO U JICYEHHUIO.

[Tokazanus 1sl IJIAHOBOM TOCIUTAIM3ALIMU BO B3POCIOE XUPYPTUUECKOE OTACTICHHE:
- marueHThl co CMA, TpeOyrolre moCcTaHOBKH TacTPOCTOMBI;
- marueHTsl co CMA, TpeOyrolye YCTAaHOBKHA TPAaXeOCTOMBI.

Tloxasanus g IJIaHOBOM TOCIHUTAIU3ALMHA B OTOEICHUE NAJUIMATUBHOW MEIUIIMHCKON ITOMOIIU
B3POCIBIM:

- BBIp@XKEHHBIN 00JICBOW CHHIIPOM, HE TOJIAIOITUNCS JCYCHHIO B aMOYIaTOPHBIX YCIOBUSX, B TOM
YHUCJIe HA JIOMY;

- TsDKEJbIC TPOSBIICHUS, TPEOYIOIIHE CHMITOMATHYECKOTO JICUCHUsS I0J] HAOJIFOJCHHEM Bpaya B
CTAIMOHAPHBIX YCIOBUSAX;

- I0J100p CXEeMBI Tepanuu JJIs MPOJAODKCHUS JICUCHUS Ha IOMY,

- JUIsl TIPOBEACHHWS MEIUIIMHCKUX BMEIIATEILCTB, OCYIIECTBICHHE KOTOPHIX HEBO3MOXXHO B
aMOYJIaTOPHBIX YCIOBUSX, B TOM UHCJIE HA JOMY.

Ecmu Y B3pociioro nanueHTa BBIAIBJICHO COIMYTCTBYIOILIICC 3860JICB8.HI/IC, Tpe6y}0mee
XUPYPru4eCckoro BMeMaTejabCTBa, TO HCO6XOI[I/IMO 9TO CACJIATh B IINIAHOBOM IIOPAOKE C Hpe,ﬂBapHTCHLHOﬁ
MOJrOTOBKON M 06CJ'I€,I[OB8.HI/I€M. Pucku OIICPATHBHOI'O BMCIIATCJILCTBA B INIAHOBOM IIOPAAKE Iopasao
HHIKC PUCKOB ITPH SKCTPCHHBLIX BMCIIATCIILCTBAX.

6.1.2. Noka3zaHuA ANA 3KCTPEHHOW rocnuTanM3auum

- Pa3zButne y namrenta co CMA "oObrunbIX" 3a0051€BaHuil (0cTpast BUpycHas HH(pEKLus, OpOHXUT,
racTPO’HTEPUT C O00€3BOKHMBAHMEM, aIlNCHIUIMUT U JIpyTue OCTPble BOCHAIMTEIbHBIE MPOIECCHI),
HENpeJABUJICHHbIE TEPeNIOMbl, 3alUIaHUPOBAHHbIE XUPYPrHMUYECKHE MNpOLEayphl (Hampumep, yCTaHOBKa
KeNyJJOYHOTO 30H]1a, OCTEOTOMUS Oe/ipa), HO MPOTEKAIOINX TAKENO0, YUUThIBAs 0COOEHHOCTH OOJIE3HH.

KomMmeHTapuu: nenpio yxoJa 3a MalMeHTaMHd B OCTPOM CHUTyallMu SBISETCS HOPMaJH3alys
ra3ooOMeHa MyTeM MpPeayNpexJeHUsl aTelIeKTa3upOBaHUS W OYMIICHHS JbIXaTelbHbIX IyTed. B
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OOJIBIIIMHCTBE CJIydacB, IO BO3MOKHOCTHU, 3THU 3ada4u JOJIKHBI peIIaTbCda C IMOMOIIBIO HEHUHBAa3UBHOM
HCKyCCTBeHHOfI BCHTUJIALIMU JICTKHX.

1. Pa3BuTHE TAXKENBIX )KUZHEYTPOKAIOUIUX JbIXATEIbHBIX HAPYILIEHUH C TMIIOBEHTUIISIUEHN U aIllHO?,
0e3 comyTCTByIOmUX 3a00JIeBaHUI, IPU STOM JbIXaTelIbHbIE HAPYIICHHS TPeOYIOT peaHWMAIlHOHHBIX
MEpPOTIPUATHI, MMOKa3aHa rOCHUTAIM3ALM B MEAULIMHCKUE OpPraHu3allui, UMEIOIINE B CBOEH CTPYKTYype
OTJICJICHUE AHECTE3UOJIOTUU peaHUMaluy Wik OJIoK (MajnaTy) peaHUMalM U MHTEHCUBHOHN Tepamuu u
o0ecreynBaroue KpyriiocyTouHOe MEIUIIMHCKOE HAOIIOICHNE U JICUECHHE.

KoMMeHTapuu: npu BBIIOJHEHUH IMPOTOKOJIOB HEOTJIOKHOM MOMOIIM HEOOXOJMMO CBSA3BIBATHCA C
MYJbTUAUCIUILIMHAPHON OpUrafoi (HEBPOJIOTMYECKON M IYyJIbMOHOJIOIMYECKOM), BKIIIOYas Bpaya, Kak
MPaBUJIO, HEBPOJIOTA, KOTOPBIM OCBEAOMJIEH O TEYEHUH OO0JIE3HH W TMOTEHIHATBHBIX MpodiieMax
KOHKpeTHoro mnanueHTta. Kucnopon y manumeHTtoB ¢ CMA 10JKeH NPUMEHSTHCS C OCTOPOYKHOCTBIO.
Bropuunas rumnokcemus, oOycClIOBJICHHasl TMIIOBEHTHJIALMEH, MOKET OBITh CIyTaHa C TUIOKCEMMEH,
00yCIIOBJIEHHON APYrUMHU NPUUMHAMH, TAKMMH KakK 3aKylmopKa CIW3bl0 WM arenekTa3. KamHomerpus
WIN HCCIIEIOBAaHUE KHUCIOTHO-OCHOBHOTO COCTOSIHUSI M Ta30B KPOBU IOMOKET BBIOpPATh MPAaBHIIBHBIN
PEXHUM BEHTUJISALUH JIETKHUX.

ITokazaaus AJisl IAHOBOM TOCTIMTAIM3AIUN
6.2. MpuUHUKMNbI opraHM3auum MmeaMLMHCKOM nomoLm nauymeHtam ¢ CMA

[TocranoBka auarnoza CMA cTaBUT MHOTO BOTMPOCOB TE€pea POJACTBEHHUKAMU TMAIMEHTA W TIEPe.
CHelHaTucTaMy, padoTaIONIMMK ¢ TAaKUMH MalueHTaMH. MHOTOUYMCIIeHHbIE MPOOIeMbl, BO3HUKAIOLINE
npu oOHapyXeHHH U pa3BUTUU 3a0osneBaHuss CMA, mis pemieHus KOTOPBIX TpeOyercs rpamMoTHas
OpraHu3anus IMpouecca MOMOIIM IMPU YYACTHUH MYJIbTHAUCHMIUIMHAPHON KOMAaH[bl CHIELUAJIUCTOB H
coOroieHre OCHOBHBIX MPUHIIMIIOB U TIOJX00B K €€ OKa3aHUIO.

JlaHHbBIE IPUHIIMIIBI JOJKHBI COOMIOAAThCS Ha JTF0O0M 3Tane OKa3aHUs MEIUIIMHCKON MOMOIIH, KaK
B MOMEHT ITOCTaHOBKH JIMarHo3a, Tak ¥ Ha JI000M 3Tarie HabII0JeHHs MallueHTa.

[larueHT U ero mpencTaBUTENH JOJDKHBI TMOJy4aTh MOJHYH0 MH(OpMAIUio o0 3a00JIeBaHUHU, €rO
TEUEHUH, NATOT€HE3€e, IPOTHO3aX, OCIOKHEHUAX U METOJaX BO3MOXKHOW TE€panuu.

Huarno3 CMA mnoapa3zymMeBaeT BO3MOKHOCTh OKa3aHUsl IEPBUYHOW, CHEUHAIM3UPOBAHHOU U
MaNIMaTUBHOM METUIIMHCKON MOMOIIY Ha BCEX dTanax 3a00yeBaHus.

[Ipu nocranoBke auarHo3a CMA, manueHT A0DKEH ObITh HampaBlieH K CHEIHANIUCTY, UMEIOUIEMY
onbIT padotel co CMA, o06namaromero coBpeMEHHOW HWH(pOpMAlKMer O TeYeHUU 3a00JICBaHHS |
BO3MOHOCTH Y4YacTUSl B KJIMHUYECKHX HCCIEAOBAHMSIX (HOBBIX JIEKAPCTBEHHBIX IMPEMapaToB W/UIU
TEXHUYECKUX YCTpoHcTB). Takke BaKHBIM sABIsieTCS MHGOPMUPOBAHME MAIMEHTOB W UX CeMel O
CYLIECTBYIOIIUX OOIIECTBEHHBIX OpraHu3alusaX, padoTaroIMX C STOW TpyHmoul noned, o ciyxoe
MaJUIMAaTUBHON MEAUIIMHCKON NOMOLIY.

K nabmogenuto 3a mamuentoMm co CMA pomkHa OBITh NMPHUBJIEYEHA MYJIbTUIUCIUILUIMHAPHAS
KOMaH/a CIEeLHAIUCTOB B COCTaBe: BPauy-HEBPOJIOr, Bpay-TEpPaAIeBT, BpPay-T€HETUK, CHELUUAIUCT IO
pecnupaTOpHO TOAepkKKe (Bpau-MyabMOHOJOT W/WJIM Bpady — aHECTE3UOJIOT-PEaHHMAToJIOT), Bpay-
KapAMOJIOT, Bpad — TPaBMAaTOJIOT-OPTOTIE]l, Bpau-Xupypr, Bpad Mo MEAUIIMHCKONW peaduiInTaiuyd U Bpad-
¢busnoTepanesT, Bpay-IUETONIOT, BPAY-TACTPOIHTEPOJIOT, Bpaya MO NAIMATUBHOW METUIIMHCKOM
MOMOIIM, a TaKXe COTPYIHHKU MEIUIIMHCKUX OpraHu3anuii (U WX ToJpa3felieHuil), OKa3bIBAIOIIUE
CHEUUAIU3UPOBAHHYIO TNAVIMATUBHYIO MEIUIMHCKYK MoMoulb. J[pyrue crnenuanuctsl AOJHKHBI
MIPUBJIEKATHCS 110 MEPE BO3HUKHOBEHUS CIEIU(PUUECKUX TTPOOIIEM.

KoMMeHTapuu: Bpad-HEBPOJIOT, KaK CHEIHAIUCT B 00JacTH HEPBHO-MBIIICYHBIX 3a00JEBaHUM,
OCYILIECTBIISIET OCHOBHOE HabmioieHue 3a nmanueHTamu co CMA. B kpyr o0s3aHHOCTel Bpaya-HeBpoJIora
BXOJIUT 00cCJeI0BaHUE W MOCTAHOBKA TUArHo3a, MHPOPMUPOBAHUE CEMbU O 3a00JEBaHUH, COCTABICHUE
IJIaHa MHOTONPO(UIBHOTO HAOMIOACHHS, OCYIIECTBIEHHE HAONIONEHUS 3a TMAIMEHTOM, OIleHKa
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JMHAMUKA W CTENEHH IPOTPECCHPOBAHUS 3a00JIEBaHUS TPU PErYISPHBIX OCMOTpaxX, Ha3HAYCHHE
tepanuu. Ha 3tane okazaHus cnenqualn3upoBaHHOW MEIUIIMHCKONW MOMOULIM BPay-HEBPOJIOr IPUHUMAET
ydJacThe B OLIEHKE (DPYHKIIMOHAJIBHOTO COCTOSHHS MalueHTa (OICHKA IO IIKajJaM HEPBHO-MBIIICYHBIX
Hapymenuii ipy CMA). [lpu coctaBieHMH TuTaHA MHOTONPO(HILHOTO HAOIIONEHUS, Bpad-HEBPOJIOT
ompeneNnseT KpPaTHOCTh HAONIONCHHS Yy JAPYTUX —CIHEIHUATUCTOB MHOTONPO(MMIBHOW KOMaHJBI,
COOTBETCTBEHHO TEKYILIEMY COCTOSHUIO ManueHTa. [Ipu kaxaoM ocMOTpe Bpau-HEBPOJIOT OCYIIECTBIISIET
MIEPEOLIEHKY TEKYIIEro COCTOSIHUS MAllME€HTa U B COOTBETCTBUU C 3TUM BHOCHUT KOPPEKTHUPOBKH B IUIaH
MHOTOTIPO(MIBHOTO HAOMIOACHUS. B CBOMX peKOMEHIAIMsIX Bpad-HEBPOJIOT YKa3bIBa€T HEOOXOIUMBIE
MAIMEHTY TEXHUYECKHE CPEACTBAa peaduIuTalllKi, MEIUIUHCKYIO alapaTypy, CpeICTBAa OPTONEeINIECKON
KOPPEKLMH, JIEKAPCTBEHHBIE Mpenaparbl, U3JENHUsI MEAULUHCKOIO Ha3HAYEHUS U JIp. B COOTBETCTBUU C
BBISIBJIEHHBIMU IOTPEOHOCTSIMU MALMEHTA U PEKOMEHIAlIUSAMU PO(UIBHBIX CIIEHUATHCTOB.

HeobOxonumo criejoBath NpUHIMITY "paHHETO BMEIIATENbCTBA'", YTO MOAPa3yMeBaeT NPOPUIAKTUKY
Hen30eXKHO BO3HMKAIOMIMX OCJIO)KHEHHH Ha (oHe pa3BuTusi 3a00JIeBaHHA W paHee NPUMEHEHHE
TEXHUYECKUX CPEACTB peadMINTAI[MN, MEIUIIUHCKOM anmnaparypsl U IpyruxX METOJ0B TEPAIUH.

7. OJononHutenbHaa uMHdpopmauusa (B ToMm uYucne dakTopbl, BNusoWmue Ha MUcxopn
3aboneBaHUsl UNN COCTOSIHUA)

JlononHuTenbHast UHPOPMALHSI OTCYTCTBYET.

KpMTepvm OLIeHKM KayecTBa MeAULIMHCKOW MOMOLUU

NN Kpurtepuu xauectra Ornenka
BBITIOJTHECHHSI
1 BEIMOTHEHO ~ MOJICKYIISIPHO-TEHETHYECKOE  MCCIICOBAaHUE  MMAaTOreHHbIX | [la/HeT

BapuaHTOB B renHe SMN1 Bcem nanueHTam ¢ nojgo3penuem Ha CMA

2 Brimonneno omnpenenenue uucna komuii reHa SMN2 y mammenta c|la/mer
MOJITBEPKICHHBIM T€HETHYECKUM JuarHozoM CMA

3 BreimonHen mpueM (O0CcMOTp, KOHCYJbTAllMs) Bpada-HEBpOJIOTa TNEpBUYHBIN | [la/HeT
BCEM MAIMEHTaM C M0JI03peHreM Ha Hamune CMA

4 BreimonHen npuem (OCMOTp, KOHCYJIbTAIlWs) Bpada-TCHETHKA NEpBUYHBIN | la/HeT
BCEM MAaIMEHTaM C 10JI03peHueM Ha Haimune CMA

5 Hawata kak MokHO pasbplie mnaToreHernyeckas Ttepanuss CMA Bcewm | [la/Her
MalUeHTaM C T'eHETHYeCKU MOATBEPKACHHBIM JUAarHO30M (BHE 3aBUCHUMOCTH
OT BoO3pacTa JebroTa 3a0o0JieBaHMS, TEKYIIErO0 BO3pacTa IMalMeHTa W
HCXOJHOTO (PYHKIIMOHAIBHOTO CTaTyca)

6 HpOBeI[eHa OLICHKAa Q)YHKI_II/IOHaHBHOFO ABUT'aTCIIBHOI'O CTAaTyCa B3POCJIbIX I[a/HCT
HanucHTOB CO CMA 1o COOTBCTCTBYIOIIIUM (I)YHKI_[I/IOHEUIBHBIM mKaiaM H
TCCTaM Ha BPCM:A

7 [IpoBeneHa oneHka QPyHKIIUY KeBaHUS U TJI0OTaHuA manueHtam co CMA Jla/aet

8 HpOBeI[eHO HCCIICAOBAHUEC HCCIIPOBOLMPOBAHHBIX IbIXaTCIIbHBIX 00BEMOB U I[a/HeT
IIOTOKOB B3pPOCJIbIM IMAlTUCHTAM CO CMA

9 ITpoBenen mpuemM (0CMOTp, KOHCYJIbTAIUS) Bpaya-MyJIbMOHOJIOTa epBUYHBIH | [la/HeT
MALUEHTY C MOATBEPKACHHBIM AuarHo3oM CMA

10 |IIpoBeneH mpuem (0cMOTp, KOHCYJIbTalMs) Bpaua — TpaBMaTojora-opronena | Jla/mer
MIEPBUYHBIN MALMEHTY C OATBEPKIEHHBIM quarHozoM CMA
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[Tpunoxenue Al
CocTtaB pabouyeu rpynnbl No pa3paboTke N NnepecMoTpy KIIMHUYECKUX peKoMeHaauumn

AnucumoBa MHra BagumoBHa, Bpau-re€HETHK, 3aBEAYIOLIAs OTIAEIOM OpraHU3aluy MEJUIIMHCKON
nomoin ®I'BHY "Meanko-reHeTnueckuii HayuHbli neHTp uMenu akaaemuka H.I1. boukoa", k.M.H.

AptembeBa Cernana bpoHuciaBoBHa, HEBPOJIOT, 3aBEIYyIOLIAsl IETCKUM ICHUXOHEBPOJIOTHYECKUM
otaenenueM — 2 OCII HaywyHo-uccienoBaTelnbCKUid KIMHUYECKHM HMHCTUTYT nenuarpuun um. FO.E.
Benprumesa ®I'AOY BO "PHUMY um. H.W. ITuporosa" M3 PO, k.M.H.

benoycoBa Enena JIMuTpueBHa, HEBpOJIOT, 3aBEAYIOINAs OTIEIOM IICUXOHEBPOJIOTUH U
smwitentosiornn OCII HayuHo-uccnenoBaTtenbCKuil KIMHUYECKUH WHCTUTYT nepuatpun um. FO.E.
Bensrumesa ®I'AOY BO "PHUMY UM. H.U. IINPOI'OBA" M3 P®, npodeccop, 1.M.H.

Bonsckuii I'puropuii bonmcnaBosud, Bpad TpaBmarosor-opronen, 'AY3 TO JJIPIL "Hanexna" r.
TromeHnn

Binopgasenn JIMutpuii BrnaauMupoBUY, HEBpOJIOT, BEAYIUMM HAydHBIH COTPYAHHMK OTHENa
ncuxoHesposorun u anwienronorun OCII HaywyHo-MccnenoBarenbCKuil  KIMHUYECKHM WHCTUTYT
NeAuaTpuu U AeTckod xupypruu nM. akanemuka lO.E. Beaptumesa ®I'AOY BO "PHUMY um. H.M.
[Tuporosa" M3 P®, noueHT kadeapsl HEBPOJOTHH, HEHPOXUPYPIHH M MEIUIIUHCKONW I€HETUKU UMEHH
akazemuka JI.O. banansna nenmarpuueckoro dakyinsrera ®I'AOY BO "PHUMY wumenn H.U.
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"HEOMMHO", k.M.H.

I'epmanenko Ombra FOpbeBHa, ydpeaurTenbs M AUPEKTOP OIaroTBOPUTENHHOTO (POHAA MOMOIIU
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PHUMY um. H.U. IMuporosa, pykoBoautens HULl menununckoit peabunurtatmu OI'Y OIIMH ®MBA
Poccun, n.m.H., mpodeccop

Wnnapuomkun Cepreit HukonaeBuu, HeBpoJior, A.M.H., mnpod., axagemuk PAH, nupexrop
WNuctutyra Mmozra ®I'BHY "Hayunblil ieHTp HEeBposioruu', 3aMecTUTeNb AUPEKTOpa 10 HaydyHOU paboTte
®I'BHY "Hayunslii ieHTp HeBpoaoruu"

Kenuc Bnmammmup MapkoBny, 3amectutens gupektopa PI'BY "HayuHo-nmccnenoBaTenbCkuit
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HEBPOJIOT, TE€HETUK, Bpau (yHkiuoHanpHOW nuarHoctuku OOO "3popossiii Pebenok" (Boponex),
CTapIINil Hay4yHBIM cOTpyaHUK HaydHO-MCCeqoBaTeaIbCKOTO HHCTUTYTA SKCIEPUMEHTAIBHON OHOIOTHH
U MeauuuHbl, BOpoHEXCKHMH TOoCynapCTBEHHbIH MeauuuHckuil yHuBepcuteT uMm. H.H. Bypnenko;
TJIABHBIA MEIUIIMHCKUN COBETHUK 110 peakuM 3aboseBanussMm OOO Cemantuk Xa0, Mockaa.

Kyues Cepreit BanoBuu, akanemuk PAH, nupexrop ®I'BHY Meanko-reHeTHUeCKuil Hay4HbIN
neHTp uMmenu akaaemuka H.II. boukoBa, riiaBHbIM BHEIITATHBIN CIIELUATUCT 110 MEAULIUHCKON I'€HETUKE
Munszapasa Poccun, npe3neHT Acconranuy MEAUIIMHCKUX TeHeTukoB Poccnn, 1.M.H.

Hes3oposa Jluana BrnamumuposHa, IIpencemarens IlpaBneHus HEKOMMEpPYECKOM OpraHU3aLuU
"Acconuanus npoheccuoHaIbHBIX Y4aCTHUKOB XOCIUCHON oMo', qupektop denepaibHOro Hay4yHo -
MPAKTUYECKOTr0 IEeHTpa naumatuBHON MeaunuHckod nomouu @I'AOY BO Ilepoiit MIMY um. .M.
CeuenoBa Mun3znpaBa Poccuu (CeueHOBCKUN YHUBEPCUTET), K.M.H.

Huxutun Cepreii Cepreesuu, IlIpencenatens PernonanbHol o0OIIECTBEHHON OpraHu3aluu
"OO1IecTBO CINEUUAIMCTOB 10 HEPBHO-MBIIIEYHBIM 00JIe3HAM", 3aBeAyHOIIUN Kadeapold TeHEeTHKH
HepBHBIX Oonesneit ®I'BHY "MI'HI" a.Mm.H., nmpodeccop

[TonsikoB Anexcanap Bnaaumupouy, 3aBeayrommii nadopatopuein JJHK numarnoctuku ®I'BHY
Menuko-reHeTuuecKuii HayuHblil neHTp umeHu akagemuka H.II. boukoBa, unen-koppecnonaent PAH,
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1.0.H., mpodeccop.

Pynenxo Jmutpuit Uropesuu, 3amectutens riaBHoro Bpada CII6 I'BY3  "Toponckas
MHoronpodunbpHas OonpHMna N 2" Cankt-IlerepOyprckoro Memununackoro YuuBepcurera um. M.IL
[TaBnoBa, 1.M.H., ipodeccop

Cy066otun Jmutpuii MuxaiinoBuy, Bpad-reHeTuk DPI'BHY "Menuko-reHeTHYecKuii HaydHBINA
ueHtp umenu akagemuka H.I1. boukoBa", uien Accoruanuu MEAUIIMHCKUX TeHETUKOB

CymoneBa Haranbs AnekcaHnpoBHa, HEBpOJIOT, Bpad (YHKIMOHAJIBHOW JMAarHOCTHUKH, I.M.H.,
npod., wieH-koppecnionneHT PAH, mupektop MHCcTHTYyTa HElipopeaOMIMTAIIMM U BOCCTAHOBUTEIIBHBIX
texHosnoruit ®I'bHY "Hayunslii nentp nesposorun"

CycnoB Bacunmii MuxaiiinoBud, HeBpoJior, accucTeHT Kadeapsr peadumuronorun DI u AI1O,
OI'bOY BO "Cankr-IlerepOyprckuil rocyiapcTBeHHbIH MeIUATPUUECKUN MEIUIIMHCKUI yHUBEpCUTET"
Munsapasa Poccun.

HnumrokoBa  FOmust  AnekcaHapoBHa, HEBpOJIOT, K.M.H., Hay4yHbIH COTPYAHHMK 5-TO
HEBPOJIOTUYECKOTO OTJIENIEHUS C MOJIEKYISIpHO-TeHeTUYeCcKoi 1abopaTopueit MHCTUTYTa KIMHUYECKOH U
npoduinakruyeckoir HeBposoruu ®I'BHY "Hayunsblit ieHTp HEeBposorun'.

Tabuuukuit Bacunuii AnapeeBndy, Bpau-myJIbMOHOJIOT, TOLEHT Kadeapsl myapMoHojoruu ©JII110
OI'AOY BO "PHUMY UM. H.U. ITMPOI'OBA" M3 P®, skcniept 6marotBopurenbHoro ¢onna "Kusu
celiyac", K.M.H.

SActpebuieBa Mpuna IlerpoBHa, HEBpoJioT, Bpad (PU3NUECKOW W PEaOUIUTAIMOHHOW MEIUIIMHBI,
no11., mpodeccop kadeapsl HeBposoruu u Herpoxupyprun GI'BOY BO MBaHoBckas rocygapcTBeHHas
MeIMIMHCKas akagemust Munsapasa Poccuu, A1.M.H.

KoHcpnukT nHtepecos:

AptembeBa CBeTiiana bpoHuciiaBoBHa

OO6pazoBarepHbIC TPAHTHI M TOHOPAPHI 32 JeKIuu OT koMranuii SAuccen, Pomr, PTC no npob6iemam
HEPBHO-MBIIIEYHBIX 3a00sieBaHui. YperyiaupoBanue KOH(MIMKTa: HE UMeeT (PMHAHCOBBIX MHTEPECOB B
YKa3aHHBIX KOMITAHUSX, HE y4aCTBOBaJa B HamMcaHuM pasnena "[larorenerndeckas tepanus'.

benoycosa Enena JImutpueBHa
I'oHopap oT komMnanuu SIHCCEH 3a JIEKIHI0. YPeryaupoBaHue KOH(MIUKTA: B JEKIUH 00C yKIAIUCh
TOJIBKO BOTIPOCHI uarHoctuku CMA.

Bnonasen Amutpuii Baragumuposuy

I'maBHBIN HccnenoBaTeNlb B MEXKAYHAPOAHBIX KIMHUYECKHX HCCIEIOBAHHUIX CO CIIOHCOPCTBOM
kommanuii PTC Therapeutics, F. Hoffmann-La Roche, Novartis, Biogen, NS Pharma, Sarepta
Therapeutics, Pfizer, Avexis; ronopap 3a jekuuu ot kommanuii PTC Therapeutics, F. Hoffmann-La
Roche, Janssen, Novartis, [Tuk-papma. YperynupoBanue KOHGIUKTA: HE UMeeT (PMHAHCOBBIX UHTEPECOB
B YKa3aHHBIX KOMIIAaHUSX, HE YYaCTBOBAJ B HamucaHuu pasjena "llarorenernyeckas Tepanus'.

I'epmanenko Onbra FOpbeBHa

["oHOpaps! 3a JeKIMK U KOMIIEHCAllMsl TPAHCIIOPTHBIX PAacX0JI0B 33 YUacTHE B SKCHEPTHBIX COBETaX
or xommnanuii Biogen, Novartis Gene Therapies, Novartis, Roche. YperynmupoBanue koH}pmukra: He
uMeeT (PMHAHCOBBIX HHTEPECOB B YKa3aHHBIX KOMIAHMAX, B JIEKLIUAX U OSKCIEPTHBIX COBETaxX
00CYyX/IaluCh BOIPOCHI MyTH MAalMEHTa CO CIUHAJIbHOM MbllleuyHoW arpodueil. He ydacTBOBasa B
Hanucanuu paszena "llatorenernueckas tepanus'.

Wnnapuomkun Cepreii Hukonaesnu
I'onopap ot komnanuii Pom-MockBa u SIHCCeH 3a JIeKIUH. Y peryIupoBaHue KOHQIIMKTA: B JEKIHH
00CYX/IaUCh TOJBKO BOMPOCH mNartopusuonoruu U juarHoctukn CMA, He umeeT (UHAHCOBBIX
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HHTCPCCOB B YKA3aHHBIX KOMITAHUAX.

Kyp6atos Cepreii AnekcanapoBud
I'oHOpap oT xomMnaHuM SIHCCEH 3a JNeKIUU. YperyiupoBaHue KOHQIMKTA: B JIEKIIUUA 00CYKIANCh
TOJIBKO BOMIPOCHI NAaTOPU3M0IOTUHN U nuarHocTuku CMA.

KiromraukoB Cepreit AHaTOIbEBUY

I'oHopap ot koMnanuu SIHCCEH 3a JIEKIUH. Y PETylIupoBaHue KOH(MIMKTA: B JEKIUU 00CYXKIaINCh
TOJIbKO Bompockl natodusnonorun CMA u npobGiema BBINOIHEHUS JTIOMOAIbHOM MYyHKIMHM, HE UMEET
(MHAHCOBBIX HHTEPECOB B YKA3aHHO KOMITAHHH.

CynoneBa Haranbs AnexcanapoBHa

I'onopap ot kommnanuii Pom-MockBa u SIHcceH 3a nekuuu. YperyaupoBaHue KOH(QIUKTA: B JIEKIIHU
00CYX/TalTMCh TOJIBKO BOTPOCHl (u3nmyeckoi peadbmwmmranuu npu CMA, He wumeeT (UHAHCOBBIX
MHTEPECOB B yKa3aHHBIX KOMIIaHMSIX.

[InunrokoBa FOnusa AnekcanapoBHa
I'onopap ot komnanuii Poni-Mocksa u SIHcceH 3a nekiuu. YperynupoBaHue KOHQIIUKTA: HE UMEeT
(bMHAHCOBBIX UHTEPECOB B YKa3aHHBIX KOMIAHUSIX.

Tabuuukuii Bacunuit AnapeeBud
I'oHOpap oT koMmaHuu SIHCCEH 3a JeKUHI0. YperylupoBaHue KOH(IUKTA: B JIEKIIMH 00CYKIalINCh
TOJIBKO BOTIPOCHI pECIMPATOPHON noaaep:kku nmpu CMA.

[Tpunoxenne A2
MeTogonorusa pa3spaboTKu KIMHNYECKUX peKkoMeHaaunum
LleneBasa ayauTopusa AaHHbIX KITIMHUYECKUX PpeKOMEeHAaLnn:

1. Bpauu-HeBpoJOrH, Bpaud — TPaBMATOJOTH-OPTONEAbI, Bpauu-HEHPOXUPYPTH, Bpayd —
aHEeCTEe3MOJIOTU-PEAHUMATOJIOTH, BpPAaYH-TaCTPOIHTEPOJIOTH, BpAUM-IUETOJIOTH, Bpauu-IyIbMOHOJOTH,
BpauM-KapAHOJIOTH, Bpaud MO JeuyeOHON (QU3KyIbType, Bpaud (u3uMveckod U peaduiIMTallMOHHOU
MEUIINHBI, BpPAYU-3HIOKPHUHOJIOTH, BpaUU-TE€PAIIECBTHI.

2. CTyAeHTbl MEIULIMHCKUX BY30B, OPJUHATOPHI, ACIUPAHTHI.

MeToabl, wucnonb3yemble AnNA cbopa/cenekuMn OokKasaTenbCTB: MNOUCK B
3N1IeKTPOHHbIX 6a3ax AaHHbIX

Onucanue METOAOB, MCIOJIB30BAaHHBIX JUIS OLEHKM KauyecTBa W CHJIBI  JI0KA3aTeNIbCTB:
J0Ka3aTelnbHOM 0a30l Ui peKOMEHAAUud SBISIOTCA MyOnukanuu, Bomenmue B KokpeilHOBCKyo
6ubnuoteky, 6a3pl nanubix MEDLINE u PubMed.

I'my6una noucka — 10 ner.

MeToabl, nCNONb30BaHHbIE AJIA OLEHKU Ka4ecTBa U CUNbl AOKa3aTeNnbCTB:

- KOHCCHCYC 3KCIICPTOB;
- OIICHKA 3HAYMMOCTH B COOTBCTCTBHU C pCﬁTHHTOBOﬁ CXeMOM (CXCMa HpI/IJIaFaCTC}I).
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MeToAabl, nCNONb30BaHHbIE AN aHanu3a AoKa3aTenbCTB:

- 0030pbI OITyOJIMKOBAHHBIX METAaaHAIIN30B;
- CHCTEMaTHU4eCKHe 0030phI ¢ TAOIUIIAMU JI0KA3aTEIbCTB.

OnucaHue meToAO0B, UCMOSIL30BaHHbLIX ANA aHanu3a AoKa3aTenbCTB

[Ipu otbope nyOiMKanMii Kak MOTEHIMAIbHBIX MCTOYHHKOB J0KA3aTEJIbCTB HCIOJb30BaHHAs B
KaKJIOM HCCJIEJOBAaHUM METOJO0JIOTUS U3y4daeTcsl JUIsl TOro, 4YToObl yOEeIUThCS B €€ BaJMJAHOCTH.
Pe3ynbrar m3yueHus BIMSIET Ha ypOBEHb JI0KA3aTEJIbCTB, MPUCBAWBAEMBbI MyOJIMKAaIlMM, YTO B CBOIO
ouepesb, BIMSET Ha CHIIy pekoMeHaauui. Jlns MHUHMMM3AIUMM [OTEHLIHAJIbHBIX OMIMOOK Kaxaoe
UCCIIEIOBAaHUE OLEHUBAJIOCHh He3aBUCUMO. JIr0Oble pa3nuuus B OLEHKaX OOCYXJAIUCh BCEH IpyNIION
aBTOPOB B MOJIHOM cocTaBe. [Ipy HEBO3MOXKHOCTH JOCTUKEHUSI KOHCEHCYCa MPUBJIEKAICS HE3aBUCUMBII

IKCIIEPT.

B maHHBIX KITUHUYECKUX PEKOMEH/IAIMIX BCE CBEJCHUS PAHKHPOBAHBI 10 YPOBHIO JOCTOBEPHOCTH
(mokazarenpHoCTH) WM Y[/l B 3aBUCHMOCTH OT KOJHMYECTBAa M KayecTBa HUCCIIENOBAHUN MO JaHHOU
npobneme (Tabnuma 2 u Tabmuia 3).

Tabmura 2

Lkana oueHku YO Ans AMarHOCTUYECKUX BMELLUATEeNbCTB <*>,

ppa

Hepapxus mu3aitHOB KITMHUYECKUX MCCIIEIOBAHMM 110 YOBIBAHUIO YPOBHS JJOCTOBEPHOCTH
JOKa3aTeIbeTB OT 1 10 5

Cucrematnueckue 0030pbl HUCCIEJOBAHMM C KOHTPOJEM pe(epeHCHbIM METOJ0M WU
CUCTEeMAaTUYeCKui  0030p  paHIOMM3HPOBAHHBIX  KIMHMYECKUX  HMCCIEAOBAHUNA ¢
MPUMEHEHHEM MeTaaHalln3a

OT,Z[GJ'IBHBIC HCCIICOOBAaHHA C KOHTPOJIEM pe(I)epeHCHBIM METOOAOM HJIN OTIACIIBHBIC
PaHAOMU3UPOBAHHBIC KIMHHUYECKHEC HCCICa0BaHUA n CUCTCMATHYCCKHUC O630pI>I
I/ICCJ'IGI[OBaHI/II\/'I JIF000TO I[PIBafIHa, 3a HCKIKYCHUEM PaHAOMHU3HPOBAHHBIX KIMHUYCCKUX
I/ICCJ'IGI[OBaHI/II\/'I, C IpUMCHCHHUEM METaaHaJIM3a

I/ICCJ'Ie,Z[OBaHI/ISI 0e3 OCJICI0BATCIIBHOTO KOHTPOJIA pe(i)epeHCHBIM MCTOJOM  HJIK
HCCIICOOBAaHUA C pe(bepeHCHI)IM MCTOAOM, HE SABJIAOIIUMCA HE3aBUCUMBIM OT HCCICAYEMOI'O
METOAAa MM HCPAHAOMHU3UPOBAHHLIC CPABHUTCIBHBLIC HMCCICAOBAaHUA, B TOM YHCIIC
KOI'OPTHBIC UCCIICAOBAaHUs

HecpaBHI/ITCHLHHC HCCIICA0BaHUs, OIIMCAHNUEC KIIMHUYCCKOTO ClIydasd

Hmeercs muibs 000CHOBaHHE MEXaHU3Ma HeﬁCTBHﬂ HJIM MHCHHUC DKCIICPTOB

Tao0muia 3

WWkana onpepgenenna YOO Ana ne4yeOHbIX, peabunmntauMoHHbIX, NPo¢unakTMyecknx
BMeLWaTeNnbCTB <*>,

YA

Nepapxus mu3zaiiHOB KITMHUYECKUX HCCIEAOBAHUI TTO0 YOBIBAHUIO YPOBHS JI0CTOBEPHOCTH
JOKa3aTeiabCeTB OT 1 10 5

1 CucremMaTu4ecKui 0630p pPaHAOMU3HUPOBAHHBIX KIMHUYCCKUX HCCe0BaHUI C
NPpUMCHCHUCM MCTaaHalIn3a
2 OT,I[eJ'ILHLIe PAaHAOMU3UPOBAHHBIC KIIMHUYCCKUC UCCIICAOBAHUA U CUCTCMATUYCCKUC 0630pBI
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UCCIIEIOBaHUI JII000T0 1u3aiiHa, 3a HCKIIOYEHHEM paHIOMHM3MPOBAHHBIX KIMHUYECKUX
UCCIIEIOBAHUI, C IPUMEHEHHEM METaaHaIIN3a

3 HepangomusupoBaHHble CpaBHUTENbHBIC HCCIEIOBAHMS, B TOM YHCIE KOTOPTHBIE
HCCIIEI0OBAaHUS

4 HecpaBHuTenpHble HCCIEOBaHMS, OMMCAHME KIMHMYECKOIO Cllyyash WM CEpUU CIIy4aes,
rccaeaoBaHue "'ciry4yai-KOHTPOJIb"

5 Nmeercst numb 000CHOBaHWE MEXaHU3Ma JIEUCTBUSI BMEIIATENIbCTBA (IOKIMHUYECKUE

I/ICCJIGILOBaHI/Iﬂ) HJIM MHCHHUC DKCIICPTOB

Janee onpenensiics ypoBeHb YOSAUTEIBHOCTH PEKOMEHIaui — Tabnuna 4

Tabmura 4

WWkana onpeaeneHns YYP ansa avarHoCcTU4YeCKUX, fe4yebHbIX U npodunakTmyecKmx
MepOonpUATUNA <*>,

yvyp

Pacmmdposka

A

CunpHas pexoMeHJanus (Bce paccMaTpuBaeMmble KpuTepud 3S(G(GEKTHUBHOCTH (HCXOJbI)
SBIIIOTCS BaKHBIMHM, BCE UCCIEJOBAHMSI HMEIOT BBICOKOE WM YIOBJIETBOPUTEIBHOE
METO/IOJIOTMYECKOE KAdeCTBO, HUX BBIBOJBI MO0 MHTEPECYIOIIMM MCXOJaM  SBIISIOTCS
COTJIACOBAHHBIMH )

VYcnoBHas pexomeHaamus (HE Bce paccMaTpuBaeMble KpuTepuH 3(H(PEKTUBHOCTH (MCXOIBI)
SIBIISTIOTCSI BQKHBIMH, HE BCE HWCCIICJOBAHHS HMMEIOT BBICOKOE WM YIOBIIETBOPHUTEIHHOE
METOJIOJIOTHYECKOe Ka4eCTBO H/MJIM MX BBIBOJIBI MO MHTEPECYIONIUM HCXOJaM HE SIBISIOTCS
COTJIACOBAHHBIMH )

Cnabass pexoMeHmaius (OTCYTCTBHE JOKAa3aTelNbCTB HAJIeXKaIero KkadectBa (Bce
paccMarpuBaeMble KpuTepud 3(PPEKTUBHOCTH (MCXOJbI) SIBIISIFOTCS HEBaXKHBIMH, BCE
HCCIIEIOBAHUS HMEIOT HHM3KOE METOJOJIOTMYECKOE KayeCTBO M HMX BBIBOJABI 110
HMHTEPECYIOIIMM HCXO0JIaM HE SIBJISTFOTCS COTJIACOBAHHBIMHU )

<*> Marepuaisl Ui pa3paboTKH KIMHUYECKUX pekoMeHaanuii https://rosmedex.ru/kr/reco

Mopsaaok 0GHOBNEHUS KNMHUYECKUX peKoMeHZauumn

MexaHu3M OOHOBJIEHHMSI KIMHMYECKMX PEKOMEHAALUN IMpeaycMaTpUBaeT HUX CHCTEMaTHUYECKYIO
aKTyalM3alliio — HE PeKe YeM OJMH pa3 B TPH rojia, a TAKXKE MPH MOSBICHUN HOBBIX JJAHHBIX C MO3ULMH
JI0Ka3aTelbHON MEIUIMHBI MO BONPOCAaM JUArHOCTUKHM, JIEYEHUs, NMPO(UIAKTUKM U peabuiuTaiuu
KOHKPETHBIX 3a00JIeBaHUM, HAMYUU OOOCHOBAaHHBIX JOTIOJIHEHUI/3aMeUaHUl K paHee YTBEP)KICHHBIM
KP, Ho He yame | pa3za B 6 MecsLEB.
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ITpunoxxenne A3

CﬂpaBOqule MaTepuanbl, BKrno4vasda cooTBeTCcTBUe nokKasaHum K nPpUMeHeHUIo n
npomaonoxasal-wlﬁ, cnoco6oB npnuMeHeHUsA N 403 JieKapCTBeHHbIX npenapaTtos,
MHCTPYKUUN NO NPUMEHEeHUIO JNIeKapCTBeHHOro npenaparta

1. [lpukaz Munzapasa Poccuu ot 13.10.2017 N 8041 (pen. ot 24.09.2020, ¢ u3m. ot 26.10.2022)
"O0 yTBEp)KICHUHA HOMEHKJIATYPhl MEAUIIUHCKUX yCIyT";

2. Ilpuka3z MunzapaBa Poccuu ot 07.10.2015 N 700H (pen. ot 09.12.2019) "O HOMEHKIaType
CHEIUAaIBbHOCTEH CIEUAINCTOB, UMEIOIIMX BHICIIIEe MEIUIIMHCKOE U (hapMalieBTuYecKoe oopazoBanue';

3. Ilpuka3 MunznpaBa Poccun ot 15.11.2012 N 926H "O6 yrBepxknenuu llopsakxa oxazanus
MEUIIMHCKOM MOMOIIY B3POCIOMY HACEJIEHUIO NP 3a00JI€BaHUSX HEPBHOU CUCTEMBI";

4. VIHCTpyKIMsI MO NMPUMEHEHUIO JEKapCTBEHHOTO Ipernapara HyCHHEepceH™®™, NocTynHO Ha BeO-
nopraiie ['ocy1apcTBEHHOTO peecTpa JIEKapCTBEHHBIX CPEACTB MO CCBIJIKE:

https://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=1122c0fa-2d51-462b-b3h9-
f3482f3aa446&t=

5. MHCTpyKUMs MO NMPUMEHEHHIO JEKapCTBEHHOTO Ipemnapara pUCAUIIIamM™**, nocTymHO Ha BeO-
nopraiie ['ocyrapcTBEHHOTO peecTpa JIEKapCTBEHHBIX CPEACTB O CCBIIKE:

https://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=997ach67-4bc6-48f0-b173-
886c29314b5a&t=

[Ipunoxenue b

Anroputmbl 4enMcTBMM Bpaya

Anroputm gnarHoctukn CMA

Nanoapese wa CMA

*

ONpemeneHie KonWecTaa
konuA akaonos Tu 8 a SMNT

4 1 1
0 ko 1 konus =2 KONMA
L ¥
Awarxos CakBEHWpOBaHE Oa mw.n.u'-m:m
dimiime: anasmea?
3
Hart
[MarHocTHra [AMarHoCTHYECHHA
HOCHTRNLCTEA ¥ L — noMek
pod o YMCNA KONWA SMNZ
M, 3HMC, KBK, NGS,

= CEXBEHMDORAHNE
OHAarHOCTHRD OCNOEHEHHRA GO

CTOPOHE OLIXETENEHOA, ONOPHO-
[OBAraTans=Ho[,
MALLEBAPATENEHOA W A0, CHETEM
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AﬂrOpMTM TAKTUKHN OpTOHeAquCKOVI ANarHOCTUKMU U nevyeHus CKoJsimosa y B3pocrioro

naumeHTta c CMA

-

PeHTreHorpacus (Haﬁnmewe)
NO3BOHO4HWKA

Kako# yron

900
<15-20° Sk >500
L J
Haﬁnlﬂ.ﬂEHHE " C{opcmupoaaune "D PaccmoTpeTb
KOHTPOIb i S XUPYPrYECKYH
onepaLiuio
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AnropuTtm pecnupaTtopHomn noaaepXKkm y naumeHta c CMA

He cugur
CaMOCTOSATENBHO

AKTHUEHBIA nowck OH
(kawnesas dyHKLMA,
PicO2, PetC0O2,
MCCNeaoBaHuA BO CHE)

MocTypaneHein Maccax,
MEXAHWYECKUIA
OTKaLUNWBaTENb,
HEeWHBA3WBHanA
BEHTHNALWA Nerkmx

MoHMTOpPMHr razoobmena,

WENYAOHHO-NMLLEBOOHOTD
pedonioKca, rNoTaTensHoW

Py HKLLAK

Oa

Kakoso
YHELMOHANEHOE
COCTORAHKET

CramT caMmocToATENEHO

XOOWT CAMOCTOATENEHO

9

DEKTOPkI pACKa
(wrpexwmn BOMM,
AnHO3,
MANOBEHTUNALWA) T

Mowck OH (kawneeasn
(PYHKLUMA, CNAPOMETDKA,
MCCMNEeN0oBaHUA BO CHe)

Haipexa HeT
H? HabniogeHue _)

OH - abixarensHas HeQoOCTATOMHOCTL

PtcO2 - TpaHCKYTaHHAA MyNLCOKCHMETRHA
PetCO2 - napuwansHoe naeneqwe COZ B koHUe
CNOMOWHOND BeIOOXA

BAM - pepxHKe AxXaTensHEe myTH

[Ipunoxenue B

UHdopmaumnsa ana naumeHTa

YT0 Takoe cnMHanbHaA MbilweYyHas atpocpua?

CnunanbpHast MbimedHas arpodus (manee CMA) — 93T0 TEHETHYECKOE HEPBHO-MBIIICUHOE
3a0o0JieBaHMe, TMOpAKAIOILEe [BUTATENbHBIE HEHPOHBI M MPHUBOJAILICE K HapacTaolledl MbIIIEYHOM
cnaboctu 1. Boye3Hb HOCUT MPOTPECCUPYIOIIMM XapaKTep: cliadoCcTh HAYMHAETCSA C MBIIII KOHEYHOCTEH

U TYyJIOBHIIIA U I10 MEPEC TCUCHUA 3a00JIeBaHUSs JAOXOJHUT JO0 MBIIII, OTBCYAIONIMUX 34 I''TOTAHUC U JbIXaHHUC.

PacnpoctpanenHocts Bcex TunoB CMA BMmecTe B3ATBIX, O OIyOJIMKOBAHHBIM Ha CETOJHSLIHUNA
JIeHb JTAaHHbIM, B OOJIBLIMHCTBE cilyyaeB Kouiebnercs okosio 1-2 cimydaeB Ha 100000 nHacenenus 2.
HeszaBucumo ot TspkectH, Bee moan ¢ CMA nocTeneHHo TepstoT JBUraTenbHble QYHKINH 1.

CMA 06b14HO oApa3AessoT Ha 4 OCHOBHBIX THIA §:
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CMA 1 tuna

[IposiBnsiercs B BO3pacte 10 6 wmec. llpu
C€CTCCTBCHHOM pPa3BUTUU 3200 I€BaHUSI €T HCE

[Ipu ecrecTBEHHOM pa3BUTHH 3a00JICEBAHUS IETH HE

CMA 2 tuna
[IposiBnsiercss B Bo3pacte oT 6 10 18 mecsues.

JOCTUTAlOT CHOCOOHOCTH TIEPEBEPHYTHCS  WIIH | JOCTUTAIOT CIIOCOOHOCTH XOJIUTh, MOXET
CHJICTh, a OKUIaeMasi IPOIOJKUTEIILHOCTD )KM3HU | TPeOOBAThCS  HMCIIOJB30BAHHE  MOTOPH30BAHHOM
cocraBigeT < 2 jer <8> WHBAIUIHOU Kodacku <1>
CMA 3 tuna CMA 4 tuna

JlnarHo3 MOYET BO3HHUKHYTh BIUIOTH JIO JlnarHo3 OOBIYHO YCTAHABIMBAETCS B 3PEIIOM
MOJIPOCTKOBOTO  BO3pacTa. [IpM eCTECTBEHHOM | BO3pacTe. [pu €CTECTBEHHOM pa3BUTHH
pa3BUTHH 3a00JIEBAHUS rocJie nepro/ia | 3a00JIeBaHUS JIFOJAW MOTYT HUCIBITBIBATH YMEPCHHBIC
HOPMAJIbHOTO  Pa3BUTHS  JIIOAM  IOCTEIEHHO | BUTATE/IbHBIE HAPYIICHHUS M MBIIICYHYIO CI1ab0CTh

TEPSIOT TOJBIKHOCTh, WHOTJA M CIIOCOOHOCTH
XOIHATH <1>

<1>

NleHeTnyeckne ocobeHHoctn CMA

[IpuumHoit Oone3nu siBisgercs HapymieHne B reHe SMNI1. B Hopme reH SMNI1 BwipabatsiBacT
omnpenenaeHHbIN Tum 6enka — SMN (06e0K BEKMBAHUS MOTOHEHPOHORB), KOTOPBIM OTBEYAET 3a Mepenaavy
HEPBHO-MBIIIEYHBIX UMITYJIbCOB, HEOOXOAUMBIX U1 paOOThI MBIIIILI.

CMA — reHeTu4eckoe 3aboneBaHue, NPUHYUHON KOTOPOTIO
SIBNAETCA MyTauuu unu geneumm B reHe SMN11.2

*SMN1 un SMN2 — npakTU4yeckn MOeHTUYHbIE reHbl,
pacnonoxeHHbie Ha xpomocome 5g131.2,

- Kogupyowan nocnegosarteneHocTe SMN2 otnuyaeTca
ot nocnegoeatensHocT SMN1 ogHUM HyKNeoTULOM
(840C = T)2.

*Toneko ~ 10 % Benka SMN, koTopbii BolpabarsiBaeT reH
SMN2, asnsaerca QyHKUMOHANBHBIM, YTO HEAOCTATOMHO ANA
KOMNeHcauun HencnpasHoro reHa SMNT npn CMAZ,

= Mpwu oTcyTcTemm 3abonesauus reH SMN2 ve apnaetcs
HeoBxoaumbiM, Tak kak SMNT npon3soauT [OCTATOYHO
dhyHKkuMoHaneHoro 6enka SMN.

MpuuuHoit CMA sensioTes Aeneuuy Wnu TodedHble

myTaumu reda SMN1, npusogsaLmMe K HeQOCTaTOMHbLIM
ypoBHAM hyHKUMOHanbHoro Genka SMN1 2,

SMN — Benow P i
1. Butchbach MER. Front Mol Biosci 2016;3:7; 2. D'Amico A et al. Orphanet J Rare Dis 2011,6:71.

. SMN2 SMN1

=0

LieHTpOoMepHan Konus

| |

TenomepHan KOnNwus

~90% -8% 1100%
000000 OOooooO
HedyHKLMOHANBHLIA DyHKUMOHANbLHbLIA
6enok SMN Genox SMN
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benox SMN nHeobxoaum uist GyHKIIMOHUPOBAHUS MOTOHEHPOHOB B CIIMHHOM MO3T€.
[Ipu CMA ren SMNI OTCYTCTBYET WM MOBPEXJIEH, a 3HAYUT HE MOXKET BhIpabaThIBaTh OEIOK

SMN. B pesynbrare 4ero pa3BuBaercs rubeinb 0-MOTOHEHPOHOB] | 0-MOTOHEHPOHBI crymmoro
MoO3ra MPOBOJAT MUMIYIbCHl K MBINIIAM W OTBEUarOT 3a uMX cokpamienue. [Ipy CMA srta mepemada
HapyIICHA, 9YTO IPUBOJUT K OCITA0ICHHUIO B aTPO(UN MBIIIIII.

Cnwaxon
MO3r Mbiwusl

HopmaneHbin .
a~-MOTOHEHPOH
' Arpocun
Cnuunon MbiwLy
MO3S

S5\

a-MOTOHEHPOH
npun CMA

VY Bcex 6ombHbIX CMA nMeeTcst XoTs Obl OJlHa KONus "pe3epBHOro reHa", KOTOpPbIA Ha3bIBAIOT
SMN2. Crpykrypa rena SMN2 mnopoOHa ctpykrype reHa SMNI1, HO Toyibko HeOoJiblIas YacTb
npoayiupyemoro um 6emka SMN (10-20%) sBisieTcst MOMHOCTHIO GYHKIIMOHATBHONW. DTOr0 KOJIWYECTBA
6enka SMN HeloCTaTOYHO AJIS MOJICpKaHUS BBKUBAEMOCTH MOTOHEHPOHOB.

Ponb reHa SMN2

KomnuectBo kommii rera SMN2 MoxeT ObITh pasHbIM. OTOT HapaMeTp HCHONb3YIOT s
OlpesieNieHns] TOTEHLIUANbHOTO IMPOrHO3a pa3BUTHsS 3a0osieBaHMs — Oosblee 4uciao komuid SMN2
CBSI3BIBAIOT ¢ Oosiee HU3KOHM TsbkecThio cumntoMoB CMA. OnHako, JaHHAs KOPPENSLUS HE SBIISETCS
aOcomnroTHOM. 14-16

ITockonbky 3a0051€BaHNE MOXKET MPOSIBIIATHCS B PA3HBIX BO3PACTHBIX PAMKaX U IHPOKOM CIEKTpe
CUMIITOMOB, HCKIIIOUUTENIBHO MO 4uciay kKonmuid SMN2 cTeneHb TSAKECTH NPOTHO3MPOBATh CIIOKHO.
CrnenuanicTbl PeKOMEHAYIOT YYHMTHIBAaTh HE TOJNBKO uucio Komuid SMN2, HO M (YyHKIMOHAIbHbIE
CIIOCOOHOCTH MAIUEHTA.

BozneiictBue Ha BhIpaboTKy Oosbiiero kosaudectBa Oenka SMN ¢ rena SMN2 jexHuT B OCHOBE
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3aperucTpupoBaHHbIX B Poccuu mpenaparoB jyis naroreHeruyeckoro jgeuenuss CMA.
Kak npoucxoauTt HacnegoBaHue CrUHANbLHOW Mbllwe4YHOM aTpodnn?

CrinHanbpHas MBIIIEYHAST aTPO(Us — AyTOCOMHO-PEIIECCUBHOE 3a00JIeBaHHE, TO €CTh PUCK 3200JIeTh
MOSIBIIIETCS y YEJIOBEKa B TOM CJIy4ae, €Clid OH yHacieayeT mo ogHomy reHy SMNI ¢ myramusMu ot
Kaxaoro poaurtens. Ecmu demoBek yHacnmemayeT Bcero omuH AedekTHwld reH SMNI1, oH cumraercs
"Hocutenem". Hocurenn HE UIMEIOT CUMIITOMOB 3a00JI€BaHUSI.

Eciu B cemeliHOM aHaMHe3e €CTh CIIMHAIbHAsS MEBIIIEYHAs anO(l)I/Iﬂ, TO BalllW MHIAHCHI OKa3aThCA
HOCHTEJIEM, a TAK)KE PUCKU B OTHOLIEHHM OyAyIlero moToMcTBa OyayT Bellie cpeanero. Ilpu npunaruu
pemeHHfI, CBA3aHHBIX C IIJIAHUPOBAHUEM CEMbH, PCKOMCHAYCTCA 06paTI/ITI>C$I 3a MGI[I/IKO-FCHCTI/I'-ICCKOI\/'I
KOHCYJIbTALIUEH.

Kak anarHoctupoBatb CMA?

Bpau-reHeTuk WM Bpau-HEBPOJOI MOTYT Ha3HAUUTh €HETHMYECKUN aHallu3, KOTOPBIM MO3BOJIUT
MOATBEPAUTH TUO0 UCKIIOUUTH 3a00JIeBaHUE.

C nenbio MOATBEPKACHUS TUArHO3a MPOBOAAT MoJiekynsapHo-TeHnetndeckuil (JJHK) ananuz kposu.
OH mnoka3bpIBaeT, UMEETCs JIM y NalUeHTa MaroreHHsli BapuaHT B reHe SMNI1. Kpome toro, HyxHO
ONPEAEIUTD YUCIIO Konuid reHa SMN2.

Moryt ObITh Ha3HAYEHBI U APYTrue AMATHOCTHYECKUE HCCIEA0BAHNS, B TOM YUCIIE JOTIOTHUTEIbHBIN
FeHEeTUYECKUN aHaJINU3, MEKTPOMHUOrpadusl WM aHAIU3 KPOBU JJIS U3MEPEHMs] aKTUBHOCTU (hepMeHTa
KpEaTMHKUHA3bl. JTHU HCCIEIOBAHUS HE MOTYT C BBICOKOW TOYHOCTHIO MOATBEPIWTH nuarHo3 CMA,
OJIHAKO MO3BOJISIOT UCKIIIOYUTh APYTHe MOX0XKHUE 3a00JI€BaHHU.

Kak nposiBnsieTcs cnuHanbHas Mblwe4vyHasa atpodua?

VYV xaxporo mamuenta co CMA uMeroTcss MHAWBUAYaJbHbIE HAPYIIEHUS, @ CHUMIITOMBI MOTYT
pa3nuuathCs B 3aBUCMMOCTH OT BO3pacTa Hayala W TSDKECTH 3a00JieBaHUs. YHUBEPCAIbHBIM
MIPOSIBIIGHUEM SIBJISIETCSI MIPOrpeccUpylomias ciadocTh B MBIIIIAX U UX HCTOlLIeHUE. B mepByro ouepens
CTpaJaroT MBIIIIbI, PACHOJOKEHHBIX OMmke K IeHTpy Tena (ruiedd, Oenpa u Ta3). Moryr Takxke
MOPAXKATHCSI MBILIIIBI, YIaCTBYIOIINE B IbIXaHUU U IJIOTaHUH, KpoMme Toro, nmpu CMA ctpanaet GyHKUIUA
U JpYruX OPraHoB U CHCTEM OpraHu3Ma, 4YTO OMpENeNseT CUCTEMHBIA XapakTep pa3BUBAIOIIMXCS
HapYyIICHUH.

CMA He BIMSIET HA UHTEIUIEKT U KOTHUTHBHbBIE CTIOCOOHOCTH.

Kak mpaBuio, ueM paHblle OpPOSBUINCH IEPBbIE MPU3HAKU OOJE3HU, TEM spyYe BBIPAKEHBI
CUMIOTOMBI U TeM ObICTpee Mmporpeccupyer 3abosieBaHHEe, U TeM OoJbLIui 00beM METUIIMHCKON u
COILIMANIFHOM MOMOIIM MOXET MOHA00UTHCA.

B 3aBucumoctu ot tMna CMA, Bo3pacta mposiBieHus Oojie3HH W (YHKIHOHAIBHOTO CTaTyca
MOSIBJICHHE M PAa3BUTUE MATOJOTUYECKUX CHUMITOMOB HJIET PAa3HBIMH TEMIIaMH, HO MPU 3TOM MOKHO
BBIZICTUTH OCHOBHBIEC HAPYILICHHUSI, XapaKTEPHbIE AJIsi 3a00JIeBaHUS.

OBunxeHue

- OrpaHudeHne MOABWKHOCTH: CAMOCTOSITENIbHBIE JIBUJKEHUS MHHUMAJbHBI WIH IIOJHOCTBIO
orcyrctBytoT (CMAL); nBwkeHHss HOT ocnabiaeHbl WM TOJHOCTbIO OTCYTCTBYIOT, IBIDKEHHUS PYyK
ocnabienbl, MoxxeT Habmogatecss Tpemop (CMA2); 3arpyaHeHHOE CaMOCTOSITENbHOE IMEepeBIKEHUE,
HEBO3MOXXHOCTh IEPEJBIKEHUSI Ha OOJIBIINE PACCTOSHUS, CIOKHOCTU C IMOJBEMOM IO CTyNEHbKaM,
HE00X0IMMOCTh BCIIOMOTATEIbHBIX CPEJCTB OMOPHI JUIS TOr0, YTOOBI BCTaBaTh U XoAuTh (CMA3).

- [IposiexHM: pHUCK BO3pAcTaeT ¢ yBEIUYEHUEM MacChl TENNA U BO3pacTa NalUeHTa.
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- Bbicokuii pHucK pa3BUTHS KOHTPAKTYp M JApPYrux negopmanuif, a TakkKe CKOJIHO03a, apTpo3a
CyCTaBOB, OCTEOIIOPO34a, NEPEIOMBI.

- Jledopmanust rpyAHO# KIIETKH

- UHple 1BUraTenpbHbple HAPYIICHUS

ObixaHue

- CnabocTh JpIXaTeNbHBIX MBI U AepopMaly TPyaHONW KIETKH HPUBOJAT K HEMOIHOLEHHOMY
CaMOCTOSITEIBHOMY JIBIXaHUIO U HEJOCTATOYHOM BEHTUIISILIUY JIETKUX.

- Hapymenne QyHKIMM Kanuis 1 BBIBOJIa MOKPOTHI U3 ABIXaTEIbHBIX MTyTEH.

- Hapymenue rioranus, onacHOCTh aCMPAlMK IUIIU U CIIOHBI, U, KaK CJIEJACTBUE, BBICOKHI PUCK
MEPEKPBITHUS JAbIXaTENbHbIX MYTeH, TUIIOKCUN U YYILbSL.

- Bo Bpems pecniupaTtopHbIX 3a00JIeBaHUN MPOUCXOIUT CUIIBHBIM perpecc apIXxaTeabHON (QyHKIUH,
4acThle MHPEKIIMOHHBIE 3a00JIEBaHUS, YBETUIMBAIOIINE MBIIIIEYHYIO CIT1a00CTh.

- 3aTpy/IHEHHOE JIbIXaHNE B HOYHOE BpEMSI.

MutaHue

- Henoctatok/n30bITOK Macchl Tela W3-3a HEMPABUIBHOTO TUTAHMUSL.

- CJIO’KHOCTH C MMPpUEMOM IMUIIH, 3aATPYAHEHHOC JKEBAHUC U T'JIOTAHUEC, PUCK aClIUpalivu.
- Hapymienue nepucTagbTUKN KAIIEYHUKA.

- ['acTpO3HTEpOIIOTNYECKUE HAPYIICHUS

- byne0apHbIii cHHAPOM.

Brime npuBeneHs! ToapK0 Hanbosiee pacnpocTpaHeHHbie o0acTu nposisieHuid mpu CMA. OnHako
3TOT NEpEeUYeHb HE UCUEPIBIBAIONINI U MOTYT BCTPEUaThCS U APYrue HapyuIeHUsI.

Kakasa nomouwb MmoxeT noHagooutbca npu CMA?

KoMrutekcHbI MOoIX01 K OKa3aHWI0 METUIIMHCKOW TOMOIIH, B KOTOPOM YYacTBYIOT CIICIIHAJIACTHI
€aMOTO Pa3HOTO MPO(HIISL, MOKET TOMOYB YIYUIITUTh 00IIEe COCTOSTHUE 3JI0POBbS U BBIKUBAEMOCTD.

VYuuteiBas, 4ro Kaxaplii nanueHT co CMA uMeeT pa3Hble CUMOTOMBI U MPOSIBJICHHUS, YJICHBI
TEpPaneBTHYECKOM KOMaHIbl M CTEMEeHb MX BOBJICYEHHOCTH MOTYT MEHSTHCS B 3aBUCHMOCTH OT
noTpedHOCTEN U 0OCTOSATEILCTB.

KpaitHe BaxkHO, 4TOOBI B 30HE BaIlleTO JOCTyNa OKa3ajlach MEXAUCUUIUIMHApHAS KOMaH/a
CIEIUATUCTOR B Pa3IMYHBIX 00JacTAX. B cocTaB MeXAUCIUIUTMHAPHONW KOMaHIbI 00s13aTEILHO JIOJDKHBI
BXOJWTh BPa4H I10 NMAUIMATUBHOW MEIUIIMHCKOM TTOMOIITH.

HpixarenbHas QyHkuus. [lomommp i noaaepKKu IpIxaTelbHON (DYHKIIUU 3aHUMAET IIEHTpaIbHOe
MecTo B BefeHMH mainueHToB co CMA. M3-3a ¢naboCcTH MBI TPYTHOM KIETKH MOXET CHUXKAThCS
crocoOHOCTh AP (HEKTUBHOTO JbIXaHUS U OTKAIIMBAHUS, OTYETO MOBBIIIAETCs pUCK nHpekuu. 20

[Tpu CMA BaxHO peryasipHO MOJIy4aTh KOHCYJIbTAIMH [0 peCHUpaTOpHOM moanaepxke. [Ipu atom,
JUIS PELIEHUS BO3HHUKAIOMIMX MpoOJIeM Ba)XHO HCIOIb30BAHUE MPO(UIAKTUYECKOTO TOIXOMa, T.C.
HAYMHATH YK€ TIPU HE3HAUUTENbHBIX, PAHHUX CUMIITOMAX.

JIJis OYMCTKY BEPXHUX JBIXaTEIbHBIX MyTEH y JEKAYUX U CUITUUX MAIMEHTOB MOXKET MPUMEHITHCS
anekTpoacnupaTop (y MAIEHTOB, COXPAHAIOMUX (YHKIHUIO XOAbOBI MPUMEHEHHE JJIEKTPOaCIuparopa
MOXKET MOTpeOOoBaThcsl B MEpUOA MH(EKIIMOHHBIX 3a00JIeBaHUN W WHBIX MEPHOAOB ocnabnenus). s
OUYMCTKU HIDKHUX JBIXaTeJIbHBIX MyTeH M OTKAIULIMBAHUS B TE€X K€ CUTYalMsIX — OTKAIJIUBATENb. DTH
pUOOPHI MOTYT MPUMEHSATHCS B IOMAITHUX YCIOBHSIX.

B nomamrHem o6uxosie peKOMEHIyeTcss UMETh MyJIbCOKCHUMETpP JUIsl KOHTPOJS HACBHIIEHUS KPOBU
kucnopoaoM. [lpu HapylmieHHsX JbpIXaHUS BaXKHO paHHEE HAYaI0 BEHTWILIIMH W TPEHHPOBKA
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JIbIXAaTEIbHBIX MBILIL.

IIpu ycTaHOBIEHHBIX (B TOM YHUCJIE PAHHUX) IPOSBICHUSAX AbIXaTEIbHOU HEJOCTATOUYHOCTU BAXKHO
CBOEBPEMEHHO HAyaTh HEMHBA3MBHYIO UCKycCTBEHHYI0 BeHTwAnusa jerkux (HUBJI). HUBJI nomxna
OCYIIECTBIISITBCSL 4epe3 ammapar AByX(a3HON BEHTHISIUH C TIOJIOKUTEIBHBIM JIaBJICHUEM B
nprxatenbHeIX myTsx (BiPAP), xoTopslii obecrieunBaeT MOCTOSHHBIM MPHUTOK BO3IyXa B JIETKHE 4Yepes3
MAacKy, 3aKpBIBAIONIYIO POT W/WIH HOC. Macka JI0JDKHA 1T0I0MPaThC WHANBUYAIIBHO.

I[Ipuy CMA Kucnoposx JODKEH TPUMEHSTHCS C OCTOPOKHOCTHIO (HEIOIYCTHMMO JUIMTEIBHOE
IIpUMEHEHHE 0€3 TOTOJHUTENbHON BEHTWISILIMOHHON NOIEPKKU WK BHE MAJUIMATUBHON METUIIMHCKOU
TTOMOIIIM B KOHIIE KU3HH ).

JIisi TUarHOCTUKU JBIXaTENbHBIX HAPYIICHWA Ba)KHO PETYJSIPHO IMPOBOAWUTH OLEHKY (QYHKIUU
JbIXaHUS (CIIMPOMETPHIO), a TaKXK€ MHbIE HOYHBIE (JJIMTENbHBIE) MCCIENOBAaHUS JbIXaHUs (Hampumep,
HOYHYIO IMYJIbCOKCUMETPHIO, MTOTUCOMHOTPAPHIO U TIP.)

[Tutanue. N3-3a mblmeunoil cnaboctu nmanueHTsl co CMA MOryT HCHBITBIBaTh 3aTPYAHEHUS MpU
preMe MUK, TpeOyromue MoAUu(pUKAIIN KOHCUCTEHINH UL U 0COOEHHOCTEN ee Ipuema.

W3-3a orpaHrYeHUI TIOJABWKHOCTH MOXKET (POPMHUPOBAThCS M30BITOK\HEIOCTATOK Beca, TPEeOYroIIeH
M3MEHEHHUS pallioHa U IUETHI.

I[Ippy CMA d4acTO BO3HUKAKOT  HAPYIIECHHsS  EPUCTAIBTHUKMA  KUIICYHUKA W WHBIE
racTpO’HTEPOJIOTHYECKHE HapyIIeHUs (Hanmpumep, pedIIroKe, MOBBIIIEHHE KETOHOB U MTpoYee).

[Ipn TsKEIOM TPOrPEecCCUPOBAHUU MOXKET OBITh HapyllleHa CHOCOOHOCTh JKE€BaTh U IJIOTaTh.
Bo3HukaeT puck BIbIXaHUS MHUIIKA U JKUJIKOCTH B JIETKUE BO BpeMs €bl U Pa3BUTHUSI PECHUPATOPHBIX
nH(peKInii. IT0 MOXKET TpeOOBaTh MCMOIb30BAHUS 30HAA WM FaCTPOCTOMBI Ha BpeMSs WM MOCTOSHHO, U
nepexo/ia Ha KOpMJICHHE Yepe3 HUX YaCTUYHO WM MOJIHOCTHIO.

BaxxHO perymsipHO 00cCienoBaThCsl M HOJy4aTh KOHCYIbTAUHM JHETOJIOra\racTpo3HTEpoJiora Juis
KOPPEKLMH BO3HUKAIOIINUX HAPYIIECHUH ITUTAHUSA U JKEITyTOYHO -KAIIEYHOTO TPAKTA.

Optonenus. Ckoymo3 (MCKPUBIICHHE TTO3BOHOYHHMKA) — PACIpOCTpaHEHHas pobiiemMa y MaliueHTOB
co CMA, oOyciioBiieHHass MBIIIEYHON clabocThio. Cpeny B3pOCHBIX TAIMEHTOB CKOJIMO3 HamOoliee
BeIpakeH npu CMA 2-ro tumna. Oprones MOKeT MOPEKOMEHI0BATh MPUMEHEHUE CPEACTB MOIACPKAHUS
036! (OPTE3UPOBAHNE) WITH XUPYPTHUECKYIO KOPPEKIIHIO CKoJno3a. 19

[ToMrMO 3TOrOo, BO3HUKAeT PUCK PA3BUTUS KOHTPAKTYp (CHMXKEHME MOABMIKHOCTH B CYCTaBax),
KOTOpBIE B JAJBHEHIIEM MOTYT CTaThb IIOCTOSHHBIMH M OTPaHUYMBATH IBW)KCHHS, TaKKE BO3MOXKHBI
BBIBUXM, NOABBIBUXU. OpTOIe] MOKET NOPEKOMEHIOBAaTh IPUMEHEHUE OPTE30B pPa3HbIX BHUIOB HU
TEXHUYECKUX CPEJICTB peaOUINTALIUH JUISl PELICHHS JAHHBIX PoOJIeM.

Jns npodMIaKTUKK Pa3BUTUS KOHTPAKTYp M CKOJIMO3a BAXKHO IMPUMEHSTh NPO(UIAKTUYECKUN
IIOAXOJ U HCIOJb30BaTh OPTONEIUYECKHUE H3JENHs, KOTOPbIE MOIYT CKOPPEKTUPOBATH HApYIICHHs Ha
paHHel cTaguu. A Takxke peryssipHoe HabIoJeHue y OpTonea.

Opnoit w3 wacteix mpobiem npu CMA sBigercs XpyHKOCTb KOCTeH (ocTeoneHus) u
NOTEHIUAJIBHBIA PUCK Pa3BUTHUS OCTEOINOpo3a. MOKET NMOHAJ00UThCS BHECTH M3MEHEHHs B JUETY Ul
po(UITAKTUKH, 00CIeI0BaHUE U KOHCYIIbTAIUS 3HOKPHUHOJIOTa

@dusnueckas Tepanus U peadbunurtanus. Ilamuentst ¢ CMA MOryT MCHBITBIBaTh CIOXHOCTH JUIS
COBEpILEHUS JBMKEHUH B MOJHOM oObeme. B 3aBUCMMOCTHM OT (YHKIMOHAIBHOTO COCTOSIHHS
WH/MBUIYAIIBHOTO MallME€HTa BO3HUKAET MOTPEOHOCTh B MPUMEHEHUH METOAUK (PU3MUYECKOW Tepanmuu U
peaduIUTaIIH.

Perynspnas ¢usznueckas Tepanus U peaOMIIMTaIMS JOJKHBI ObITh MOCTOSIHHBIMU Y BCEX MALlMEHTOB
co CMA. Haunyumuii cnoco6 — BCTpOUTh (PU3MUYECKYIO aKTUBHOCTb U CIELHATbHbIE YIPa)KHEHUS U
METO/IbI B CBOIO ITOBCEIHEBHYIO )KU3Hb.

OcHOBHBIE HanpaBieHus: OyyT BKIIOYATh!

- [IpenoTBpaiieHne BTOPUYHBIX OCI0KHEHUH

- [lognepxanue u ynydiieHue MOTOPHBIX HaBBIKOB

- [lognepxanne kauecTBa MOBCEJHEBHOM KU3HU M HE3aBUCUMOCTH

- TlocTypanbHblil MEHEDKMEHT (TIpaBHIIBHOE IOJIOKEHHE Teja), HalpuMep, KOHTPOJIb 3a I030M,
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KOHTPOJIb BOSHUKAIOIICH aCHMMETPHH BBUY CKOJIMO03a U PYruX aedopmaruit
- YBenmunueHue o0bemMa JABMIKECHHI
- KonTposs 6oseBoro cunapoma
- Ucnonp30BaHue OPTONEINICCKUX TPUCIIOCOOICHHUI U TEXHUYCCKUX CPEJICTB PeaOUINTAIIUN

CoumanbHasa akTUBHOCTb

KpaitHe BakHO mOAIEpKUBaTh KOMQPOPTHBI BaM MAaKCHMaJbHBI ypPOBEHb AKTHBHOCTH U
COLIMANBHBIX KOHTakTOB. He 3a0piBaiiTe, 4To 0O0JIE3HP — TOJBKO YacTh Balleld XKU3HH M BAXHO HE
OorpaHMuuBaTbcs 'NeueHHeM M peabunutanueil. Bama kusHb — ropasgo 0ojiee MHOrOrpaHHa, 4em
00J1€3Hb, C KAKUMU ObI TSDKETIBIMU €€ MPOSIBJICHUSMHU Bbl HE CTOJIKHYJIUCH.

HMeTp BO3MOXHOCTh YUUThCS, paboOTaThb U pEaTU30BbIBaTH ceOsi B TBOpPYECTBE, Mpodeccud,
CEMENHOM )KU3HHU — HEOThEMJIEMAsl YACTh KU3HU C JUArHO30M.

CBoeBpeMeHHasi M IOJIHOLIEHHAs] KOMILJIEKCHAsi MEIUIMHCKAas MOMOUIb SBJISETCS HEOOXOIUMOH,
OJIHAKO, HE JOJDKHA 3aHMMAaTh BCIO Bally KHM3Hb. [lonepkuBaiiTe NO3UTUBHBIA HACTPOU M OCTaBIIINTE
MECTO IS )KU3HU B COOTBETCTBHUHM C BAIIMMH EPCOHATBHBIMA UHTEPECAMH.

Baxunsle pecypcel. CyliecTBYIOT MEXAYHAapOJHBIE M POCCHWCKHE OpPraHU3alMM, IPOEKThl M
co00I1IeCTBa, TPU3BAHHBIC TTOMOYb OOJIETYUTH KU3HB MalueHToB co CMA 1 ux ceMmei.

ITpunoxenne I'l-I'N

LUkanb! oueHKun, BOMPOCHUKN N apyrme oueHoO4YHble MHCTPYMEeHTbl COCTOAHNA NalyUueHTa,
npunBegeHHble B KMIMHNYEeCKUX peKkoMeHgauunsax

[Tpunoxenue I'1
PacwupeHHas wkKana oueHKn MOTOpPHbIX byHKuun npu CMA

Ha3Banue Ha pycckom si3bike: PacimpenHas mkana oneHKd MOTOpHBIX GyHkmuit mpu CMA

OpurunanpHoe HaszBanue (ecimm ecth). The Hammersmith Functional Motor Scale Expanded
(HFMSE)

Hcrounuk (oduimansHelii caiiT pa3paboTUMKOB, Mybnukanus ¢ Banuganueii): Pera MC, Coratti G,
Forcina N, Mazzone ES, Scoto M, Montes J, Pasternak A, Mayhew A, Messina S, Sframeli M, Main M,
Lofra RM, Duong T, Ramsey D, Dunaway S, Salazar R, Fanelli L, Civitello M, de Sanctis R, Antonaci L,
Lapenta L, Lucibello S, Pane M, Day J, Darras BT, De Vivo DC, Muntoni F, Finkel R, Mercuri E.
Content validity and clinical meaningfulness of the HFMSE in spinal muscular atrophy. BMC Neurol.
2017 Feb 23; 17(1):39. doi: 10.1186/s12883-017-0790-9.

Tun (moaYepkHyTh): MIKala OLIEHKH

Ha3nauenue: (I)YHKI_II/IOHaJ'IBHaSI OLCHKa ,ZLBI/IFEITGJILHOﬁ AKTUBHOCTU Yy IIallUCHTA C CMA, MOKET
HUCITOJIB30BAThCA JIA OICHKU 3(1)(1)GKTI/IBHOCTI/I TCparnun

Conepxanue (111a0I0H):

IIIKAJIA OLIEHKM MOTOPHBIX ®YHKIMI TP CMA BOJIbHULIBI XAMMEPCMUT
(HFMSE)

0150 Jara poxaenus
Jara oneHku Bpewms, 3arpaueHHOE Ha 00cne10BaHNe
Jlata onepanuu Ha MO3BOHOYHHUKE OuenuBaronuii crienuaInucT
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[Ipoba Huctpykius 2 1 0 OK KommenTtapuu
b = 6amn
1. Cnocobnocts | Ter  Moxemb | Moxker Heob6xonuma Heob6xoauma DaeMeHT 1
CHJICTh Ha | CUZICTh Ha|cuaerh  Oe3|omopa Ha OJHY |omopa Ha o00e [Ipeobnanaror
CKaMbe/CTyJI€ | CKaMbe/CTyJe | OMOpHI Ha | pYKY IUISL | pYKH TUIst ee TOJIOKEHHE
Moxer cuzaers |6e3 Omopsl Ha|pyKH, TIOKa | yIepKaHus yIepKaHus MO3BOHOYHHKA
Ha Kparo | pykd, TIOKa sI|Bpad cuuTaer |0anaHca, TOKa|OanaHca. [peobnanaromy
CKaMbU WJIM Ha |cumtato 10 3?7 |mo 3 u Oonee |Bpau  cuutaer |He cmocoben ee TMOJIOXKEHUE
ckambe/mony. | (be3 OITOPBI 1o 3 CHUJICTh HUXHHX
3anmummTe mojJ,  CIHHY/C KOHEYHOCTEH
BN 11017071 OMopod  WiH Oo6Benute
YBHJICHHBIN 0e3 OIOpBI peodIIaaroly
BapUaHT HOTaMH) ee IIOJIOKEHUE
2. Croco6Hocth | Tel  Mokerws | Moxker Moxer cunerb | MOXeET CUIETH ITO3BOHOYHHKA
CHJIETh c | cumers Ha|CHIETh  Ha|Ha IOJy/CKaMbe | C u HIDKHAX
BBITIPSIMJIEHHBI | TIOJTy/CKaMbe € | TIOJTY/CKaMbe | C BBITIPSIMJICHHBI KOHCYHOCTCH
MU HOT'aMH | BRIIPSMIICHHBI | C BBHIMPSIMIICHHBl |MH HOTaMd €
Horwu npsimple = | Mu Horamu 0e3 | BBIIPSIMIIGHH |MH HOTaMH  C | OTMOpOi Ha 00e
KOJIGHH MOTYT | OTIOPHI Ha |BIMH HOTaMH | OTIOpOH HAa | PYKH, noKa
OBITH COTHYTHL | pyKH, TIOKa s |0e3 omopsl Ha | OfHY PYKY, |Bpad  cuuTaer
HO  KOJIEHHBIC | cumTaro A0 3?7 |pyKHW, TIOKa | [TOKa Bpad | 10 3.
YaIIeuyKu Bpad CUMTAET | CYUTAET JI0 3 %0071 HE
JOJDKHBI  OBITh 1o 3 criocobeH
oOparieHbl CHIICTh c
BBEpX, BBITPSIMIICHHBI
JIOJBIKKH MU HOTaMH
JIOJDKHBI  OBITH
PacIoNOXKEHBI
HE Jajbllie, 9eM
B 10 cm mpyr ot
Apyra
3. Cnocobnocts | Ter  Moxerns | Moxer Mosker He MOXKET [Ip/J1
KOCHYTBCS KOCHYTBCS JOTPOHYTBCS | IOTPOHYThCS | JIOCTATh bi (0]
COJIOBBl OAHOW | OMHOM  pPYyKOM |10  TOJIOBHI | 10 TOJIOBBI | TOJIOBBI PYKOM,
pyKoit B | TOJIOBBI, HE | ONHOU PYKOMH. | pyKOM  TOJIBKO | Jaxe c
MOJOKCHUH HAKJIOHSISI TonoBa Y | HAKJIOHWB TIOMOIIBFO
cus Pyka | ronoBy? TYJIOBUILLE rOJIOBY JIBUKEHUS
JIOJIXKHA OCTalOTCA B TOJIOBBI u
KOCHYTBCS CTa0MIILHOM TYJIOBHUIIA
TOJIOBBI  BBIIIC MONOKCHU T
YPOBHS ylIeH
4. Cnoco6HocTs | Th1  Moxerib | Moxer Moxer He MOXKET
KOCHYTBCS KOCHYTBCS MOJIOXUTh MOJIOXKHUTh MOJIHECTH
TOJIOBBI  JIBYyMS | TOJIOBBI KHCTH OOEHX |KHCTH pYyK Ha|KHCTH  00enx
pykamu B | 00enMu pPyK Ha | TOJIOBY, HO | pYK K TOJIOBE
MOJOKECHUH pykamu TOJIOBY 4epe3 | TObKO
cus Pyk# | OMHOBPEMEHHO | CTOPOHBI. HAKJIOHUB
JIOJIXKHBI , He HakioHss | [omoBa U | TOJIOBY,
KOCHYTBCS ronoBy? TYJIOBHIIIE HaKJIOHUBIIKCh
TOJIOBBI  BBIIIE OCTarOTCs B |B CTOpOHY,
YPOBHS YIIEH. CTaOMIIBHOM | iepedupast
MOJIOKEHUH | pyKaMH HJIH TI0
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OJIHOHI
5. Cnocobnocts | Tel  Moxers | Moxer Moxxer He MOXET IIneun
MOBEPHYTHCS CO | IOBEPHYTHCA | IOBEPHYTHCS | TOBEPHYTHCS CO | IOBEPHYTHCS MepIeHIUKYIIS
CIHMHBI HA OOK | CO CHWHBl Ha|CO CHHWHBI HA|CIHHBI TOJBKO |HM Ha OIUH PHBI
0ok B 00omx |00k B oOe|Ha oauH OOK |OOK MOBEPXHOCTH
HaIpaBJIEHUSIX |CTOPOHBI (ITp/JD) Mara.
? TynoBume u
[ocrapaiics He Oenpa Ha
HCIIOIb30BAaTh OJHOM JTMHUU
pyku
6. Cniocobnocts | Ter  moxensb | [TepeBopauns | [lepeBopaunBae | He MOXET
MEPEBEPHYTHCSI | IEPEBEPHYTHCS | aeTCsl Ha|TCS Ha CIHHY, | IEPEBEPHYTHCS
C JKMBOT2 Ha|C >KHBOTa Ha|CIWHY 4epe3 | UCIONIb3Ys Ha CITUHY
CIIMHY  4epe3 |CluHYy B 00OMX |mpaBblii  OOK | pyKy,  4TOOBI
npaBbiii 00K HaIpaBJIeHUSIX |0€3 IIOMOILH | OTTOJIKHYThCS/TI
7. CriocoGHOCTS | 7 PYyK ONITAHYTH CeOst
HCPEBEPHYTHCS IMepeBopauus | [TepeBopaunBae | He MOKET
¢ JKMBOT4 Ha aercst Ha|TCA HA CIUHY, | IEPEBEPHYTHCS
CIMHY  HCpes CIIMHY 4Yepe3 | UCTIONb3Ys Ha CIIMHY
JIeBbIi OOK JEBBIA  OOK | pyKy,  YTOOBI
0e3 TOMOIIH | OTTONKHYThCSI/TI
PYK OITSHYTH ce0st
8. Crmocoonocth | Ter  moxkenns | [TepeBopauus | [TepeBopaunBae | He MOXKET
[IEPEBEPHYTHCSI | IEPEBEPHYTHCS | aeTCs Ha|TCsl Ha >KUBOT, | IEPEBEPHYTHCA
CO CHOMHBI Ha|CO CIUHBI Ha|>XUBOT 4epe3 | UCIIOb3Ys Ha JKUBOT
JKUBOT  dYepe3 | )KUBOT B 000MX |TIpaBeIi  OOK | pyKy,  YTOOBI
IpaBbIil 00K HanpaBJIeHUAX |0e3 MOMOIIM | OTTONKHYThCS/I
? PYK ONTSHYTH ceOs
9. CriocoOHOCTH ITepeBopauus | [lepeBopaunBac | He MOXKET
[IEPEBEPHYTHCS aercst Ha|TCsl Ha >KUBOT, | IEPEBEPHYTHCA
CO CHHMHBI Ha XKHUBOT Yepe3 | UCIOIb3Ys Ha KUBOT
KUBOT  depe3 JeBBIi  OOK | pyKy,  9TOOBI
JIeBBIA OOK 0e3 TOMOIIH | OTTOIKHYTHCS/TI
PYyK ONTSIHYTH cels
20. Ter  moxemns | CiocoGen Cnocoben Hespimonanmo
CriocoOHOCTh | XOOUTH 0e3 | caenatpb caenath ot 2 10
XOJNTh IIOCTOpOHHEW | Oonee 4|4 maroB 0e3
moMomn u 0e3 |maroB  0e3 | MIOCTOPOHHEH
IOMOILLH MIOCTOPOHHEN | IOMOILU
BCIIOMOT'aTENbH | IOMOILHI
BIX YCTPOUCTB?
ITokaxmn,
noXxanyiicra
OLIEHKA Kon-Bo Kom-Bo onenok | Koi-Bo onenok | UTOI'O =/ 40
OLICHOK 2 = 1= 0=

Kurou k mkane: O6BCI[I/IT6 HaAWBBICIIUN YPOBCHBb CaMOCTOATCIIbHBIX JBH)KCHUH B HACTOSIIEE BpeMA
U IIpU JUHAMHUYCCKOM OCMOTPC. bannepHas olleHKa OTYETIMBEE ACMOHCTPUPYET MNO3UTHUBHYIO WJIN

HEraTUBHYIO JUHAMUKY ABUTATEIBHOTO PA3BUTH.
OK = orpaHn4eHo KOHTPaKTypoil
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[Tpunoxxenne 12

OueHKka MOTOPHBLIX PYHKLMUK U3 32 MYHKTOB <*>

<*> mkana B P® He BanmaupoBaHa, UIs €€ MCIOJIb30BaHMsI HE00X0IMMO CIIEIHaIbHOE 00ydeHHe

Ha3zBanue Ha pycckoMm si3bike: OneHKa MOTOPHBIX (YHKIUI 13 32 MyHKTOB
OpuruHanabHoe Ha3Banue (ecnu ecth): The 32-item Motor Function Measure (MFM-32)
Hcrounuk (ouiuanbHblii CalT pa3pabOTYMKOB, MyOIuKalms ¢ Banuganueit): https://mfm-nmd.org

Bérard C, Payan C, Hodgkinson I, Fermanian J; MFM Collaborative Study Group. A motor
function measure for neuromuscular diseases. Construction and validation study. Neuromuscul Disord.
2005 Jul; 15(7): 463 — 70. doi: 10.1016/j.nmd.2005.03.004

Trundell D, Le Scouiller S, Le Goff L, Gorni K, Vuillerot C (2020) Assessment of the validity and
reliability of the 32-item Motor Function Measure in individuals with Type 2 or non-ambulant Type 3
spinal muscular atrophy. PLOS ONE 15(9): e0238786.

Tun (moayepkHyTh): MIKajla OLIEHKH

Haznauenne: QyHkmuoHanbHas OIEHKA JBUTATEILHONW aKTUBHOCTH y manueHta ¢ CMA, Moxer
HCIO0JIb30BAThCA JJ1s OLIEHKH 3(h(PEeKTUBHOCTHU Tepanuu

Conepsxanne (1m1abioH):

OLICHOYHBIHN JTUCT

Wwms u pamunus nanueHTa:

Jata poxaeHus: Bo3spacr:

JlaTa oOciaegoBaHus: Nmst uccaemoBarens:

YCcTasnoCcThb ITaluMeHTa Ha MOMEHT obcyenoBaHmMsa 10 CPaBHEHMIO C

ODOBIUHBEIM COCTOSHMEM (IO MHEHMIO IIallMeHTa) :

AKTUBEH ]:I OOBIYHOE COCTOSTHUE ]:I Hemuoro ycran ]:I CunpHo ycran tired ]:I

MFM — 5T0 oneHouHas miKana, pa3paboTaHHAs M YTBEP)KICHHAS HCCIEIOBATENbCKOM TIpynmon
MFM a0 u3MepeHuss JBUTATENbHBIX BO3MOXKHOCTEH HCHBITYEMbIX C HEPBHO-MBIIIECYHBIMU
3aboneBaHusAMU. [Ipy MOBTOPHOM HCClieoBaHUM ¢ TeueHHeM BpeMeHH MFM 1mo3BoJisieT OLeHUTh
U3MEHEHHE JBUTATEIbHBIX BO3MOYKHOCTEH HCIBITYeMOro. i MociaenyrommuXx OLICHOK IO IIKaje
JOJDKHA MPOBOJUTHCA oOmiass HyMmepauus. [l Kaxaoro 3aJaHus IPUBEICHBI KOHKPETHbBIE
MHCTPYKLUU JAJs MojcyeTa 0ajuioB; MCIOJIb30BaHHE ITHX MHCTPYKIMH SBISETCS 00sA3aTENbHBIM.
OTH MHCTPYKIUY NPUBEIEHBI B NI0JIb30BaTEIBCKOM PYKOBOJACTBE <1>.

O11eHKa BBLITIOJIHEHNS 3aJaHUN:

0=He yAacTCsA HAa4aTb BBINIOJIHATE 3a/IaHUC
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1 = HacTUYHO BBIIOJHSCT 3aJaHuc

2 = DBprinonHseT JBWKEHWE HE IIOJHOCTBIO WM IOJHOCTBIO,
(KOMITEHCALIMOHHBIE JIBIXKECHHS, TOJIOKEHUE TMOJJICPKUBACTCS B TEUEHHUE HEAOCTATOYHOU

HO HCCOBCPUICHHO

MMPpOAOJKUTCIIBHOCTU BPEMCHH, MCIJIUTCIIbHOCTD, HCKOHTPOJIMPYEMOC IIBI/I)KCHI/IC)

3 = BolnosiHsAeT 3a/1aHKE€ TOJHOCTHIO U "HOPMaJIbHO'"; IBUKEHUE KOHTPOJIUPYIOTCS, TOUHBIE,

HaIPaBJICHHBIE U OCYIIECTBIISIIOTCA ¢ OOBIYHON CKOPOCTBIO.

3anamus MFM-32 (o 6 110 60 ster).  ©) 3ananus MFM-20 (netu < 7 ner)

D1

D2

D3

1. © JIEXXA, TOJIOBA POBHO IIO CPEJIHEW JIMHUU:
YAEpPKUBATh TOJOBY IO CpPEAHEH JIMHWM, 3aT€M IOBOPAYMBATh €€ C

OJHOM CTOPOHBI HA JIPYTYIO.
KOMMEHTAPHM: ....oeeviiiiiieiiiiie e

[]o
[]1
[ ]2
[]3

2. JIEXKA HA CIIMHE: noaHATh rOJIOBY U YAE€pKUBATh MOJHITO M

KOMMEHTAPHE: ....eeeviiiiieeeiiiieieeie et e

[]o
[]1
[]2
[]3

3. © nExA: COTHYTh HOTH B Ta300€IpEHHOM M KOJEHHOM CYCTaBe
O6osmee yeM Ha 900, mpu STOM TMOJAHMMAs HOTH B TEUYCHHE BCETO
JBIKEHUS.

KOMMEHTAPHH: ....evveiiiiieieeiiie et
CTOpOHA:
crpaBa: cleBa:

[]o
[]1
]2
[]3

4. © JIEXKA, HOI'n INOAAEP)KNBAIOTCA
NCCIIEAOBATEJIEM: [IEPEeBECTU  CTOIly W3 IOJIOXKEHUSA
MaKCUMAaJIbHOTO Cru0aHus B MakCHMalbHOE pa3rubanue OoJiee yem Ha
900.

KOMMEHTAPHH: ....ooveiiiiieieciiie et
CTOpOHa:
CrpaBa: cleBa:

5. © JIEXXA HA CIIVHE: MOJHATH PYKH BBEPX U 3aTEM IOJIOKUTH Ha
IIPOTUBOMOJIOKHOE IIJIEYO.

KOMMEHTAPHHM: ......vviiiiiiiiiiiie e
CTOpOHA:
CIpaBa: clieBa:

6. © JIEXKA, HOI'M IIOJIYVCOTHYTHI KOJIEHAMM BBEPX,
HOI'1 HA TIOJTY, CJIET'KA PA3BE/IEHDbI: ynep:xuBarh HauaabHYHO
MO3UIIMIO, 3aTeM TMPHUIOAHATh Ta3, COXpaHsAs MOJOXeHue Oenep.

[]o
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[TosicHnuHbI oThen, Ta3 U Oeapa HAXOAATCS B POBHOM IIOJIOKEHUH, ]:I 1
CTOIIBI CJIETKA Pa3BECHBI.

KOMMEHTAPHH: ....eeeiiiiiieiiiiiitieiiie e ]:I 2
HE
7. © JIEXA HA CIIVHE: MIEPEBEPHYTHCS HA KUBOT M OCBOOOIUTH ]:I 0
PYKH U3 O] TYJIOBUILA.
KOMMEHTAPHH: ....oeeviiiiiiiiiiiie et ]:I 1

cropona. cripaBa: I:I cieBa: I:I I:I 2

8. JIEXXA HA CIINHE: cects 6e3 momMou pyk. ]:I 0
KOMMEHTAPHH: ....eeeviiiiieeiiiiie e ]:I
1

9. © CUas HA TIOJIY UJIN MATE: 6e3 onopsl U MOMOIIU PYK ]:I 0
YAECpKUBaTh CHJAAYEE TIOJIOKEHHE S5 CEeKyH[I, 3aTeM 5 CeKyHA
MOJIEPKUBATH KOHTAKT MEXAY ABYMS PYKaMH. I:I 1
KOMMEHTAPHM: ....ooveeiiiiiieiiiiie et e D 2
[]3
10. © CUJI1 HA TIOJIY WIW MATE, TEHHUCHBIM M4 D 0
PACIIOJIOXKXEH IIEPEJ] UCIIBITYEMBIM: HaknoHUTBCS BIEpen,
JOTPOHYTHCS IO MsiYa U CECTh Ha3a/l. I:I 1
KOMMEHTAPHE: ....ooeeiiiiiieiiiiie e e ]:I 2
[]3
11. © CHUJA HA T1IOJIY UJIN MATE: BcTaTh 6€3 OMOIIHU PYK. ]:I 0
KOMMEHTAPHH: ....ooveiiiiiieeciiie et ]:I
1

3agaHus D1 D2 D3
12. © cros: 6es IIOMOIIY BEPXHUX KOHEYHOCTEM CECTh Ha CTYII, ]:I 0

CTOIIBI JIOJKHBI OBITh CJI€TKa Pa3BEICHBI. ]:I

KOMMEHTAPHH: ....ooviiiiiiiiiiiiiiiiesiee et 1

13. CUJSA HA CTVYJIE: Oe3 moMmomiy BepXHHX KOHEYHOCTEH, He [ 1n
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OIMPAsCh HA CIIMHKY CTYJA, YJIEPKUBATh POBHOE CHJASYEE MOJIOKEHHUE,
roJIOBa U TYJIOBUIIE B MOJIOKEHUU IO CPEAHEN JTUHUU 5 CEKYH/I.

KOMMEHTAPHH: ....eeeiiniiiiiiiiiiie it

14, @ CUasd HA CTVIIE WM HUHBAJIMJAHOM KPECIJIE,
I'OJIOBA B IIOJIOXKEHMM  CI'MBAHMUA: Pacnonoxute
HCIIBITYEMOTO0 B TIOJIOKEHHUU CHUJIA, NMPU HEOOXOJUMOCTH TOMOTHUTE
MO/JICP)KUBATh TOJIOKEHHE. [0JloBa HMCHBITYeMOTO JOJDKHA OBITh B
MMOJ0KEHUH TTOJTHOTO CrUOaHust

KOMMEHTAPHH: ....oeeviiiiiieiiiiie e

15. CUaAd HA CTYJIE WJIN HWHBAJIWIAHOM KPECIIE,
HPEJIUIEYBS (3A UCKJIIOYEHMEM JIOKTEW) HAXOJATCA
HA CTOJIE: onHOBpeMEHHO TOJIOKHTh PYKH Ha TOJIOBY, TOJOBa H
TYJIOBUIIE HAXOJIUTCS B TIOJIOKEHHUH POBHO IO CPEJIHEM JMHUU Ha
MPOTSHKECHUH BCETO 3a/IaHMUSI.

KOMMEHTAPHM: ....ooeeiiiiiiiiiiieie ettt

16. CUAA HA CTYJE WM HWHBAJMJIHOM KPECIJIE,
KAPAHJJAIII PACIIOJIOXKEH HA CTOJIE: 06e3 nBuxkeHHS
TYJIOBHUIIEM OOTPOHYTHCA 0 HETO KUCTBIO WK MPEAIIICYbEM (C
TTOJTHBIM pa3rHOaHuEM PYKH BO BPEMS JIBHIKCHHS).

KOMMEHTAPHH: ....eeveieiiiieeeeiieceeie e
CTOpOHA:
crpaBa: cleBa:

17. CU HA CTVYJIE WIN B MHBAJIMJIHOM KPECIJIE, 10
MOHET JIEJXKAT HA CTOJIE: B39Th MOHETHI U YIAEPKaThb UX B PYKE B
teuenue 20 ceKyHI.

KOMMEHTAPHH: ....eeveeiiiiieieciie et

CTOpPOHA:
CIIpaBa: CJIcBa:

18. © C1JAa HA CTVIJIE WJIN B MHBAJIMIHOM KPECIJIE,
ITAJIEL] PACIIOJIOXKEH B HEHTPE CD-IAMCKA: o6Bectn ogHUM
nanbiieM CD-auck 6e3 moMou pyKH.

KOMMEHTAPHH: ....ooviiiiiieeeciiieeeeeie et e

CTOpOHA:
CIIpaBa: CJICBA:

19. Cuaa HA CTVIIE WM B HMHBAJIMJHOM KPECJIE,
KAPAHJAIII HA CTOJIE: B34Th KapaHjall M HAapUCOBATh
HENpEepbIBHYIO CIHpajb OT Hayana M J0 KoHHa (opmbl, 4ToOBl OHA
Kacajach BEpXHUX U HI)KHUX TPaHMIL

ucnblTaTenbHblit N 1 | |

ucnslTaTenbHbI N 2 | |
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KOMMEHTAPHH: ....eeiiiiiiiiiiiiiiiiiiie e

CTOpOHA:
crpaBa: cleBa:

20. CUgda HA CTVYIJIE WM B HWHBAJIMJHOM KPECIJIE,
YAEPKMBASA JIMCT BYMAI'U: pasopare Juct Oymary,
CIIOKEHHBIN B 4 pa3a, HAUMHas OT Kpasi cruoa.

KOMMEHTAPHH: ....eeeviiiiiiiiiiiie e e

21. © Cuil HA CTYJIE WX B MHBAJIMJAHOM KPECIJIE,
TEHUCHBIN MAY HA CTOJIE: B3sTh MY ¥ TIOTHOCTBIO TIOBEPHYTH
KHUCTb, YACPKUBAs €TO.

KOMMEHTAPHH: ....eeeviiiiieiiiiiie e e

CTOpOHA:
cripaBa: cleBa:

2. © CUISd HA CTVIJIE WM B MHBAJIMJJHOM KPECIIE,
ITAJIEL]L B HEHTPE IVMATPAMMDBI: nomHATh majer u nepeMecTUTh
ero Ha 8 JIelIeHuH, He Kacasch JUHUIM.

KOMMEHTAPHM: ....oeeeiiiiieiiiiiie et e
CTOpOHA:
crpaBa: cleBa:

23. © Ccuasa HA CTYJIE WINW B MHBAJIMJHOM KPECIJIE,
PYKU BAOJIb TYJIOBUIIA: nonoxxute 00a mpeArieubs U/uin pyKu
Ha CTOJI OTHOBPEMEHHO 0e3 JIBUKCHHUH TYJIOBHUIIIEM.

KOMMEHTAPHH: ....eeveiiiiieieciiiie e

24. @ CHUJA HA CTVYIJIE: 6e3 moanepKKu BEpXHUX KOHEYHOCTEH
BCTaHbTE CO CTYJIa, HOTH CJIETKA Pa3BE/ICHBI.

KOMMEHTAPHH: ....ooveiiiiieieciiie et

25. @ CTOS C OIIOPOM BEPXHUMU KOHEYHOCTSIMH HA
CTOJI WJIN CTVYJ: 06e3 mnoaaepXKh BEPXHUX KOHEYHOCTEH
YIEpKUBANTE TOJIOKEHHE CTOS TEUEHUE 5 CEKyHJ, POBHO U MPSIMO
yIEpAKHUBAsI TEJIO, TOJIOBY U KOHEYHOCTH, CTOIIBI CIIETKA Pa3BEICHbI

KOMMEHTAPHM: ...t

26. CTOS, C OTIOPOM BEPXHUMU KOHEUHOCTSMU HA CTOJI
WIJIN CTVYJI: 6e3 moaiepXKu BEpXHUX KOHEUHOCTEH Yyaep>KuBaiiTe
HOTY NOAHATOMN B TeueHue 10 cexyH.

KOMMEHTAPHM: ...c.oveiiiiiiiie et
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CTOpOHA:
crpaBa: cleBa:

27. © CTOA: 6e3 MOCTOPOHHEH MOMOIIY KOCHUTECH T0JIa PYKOU H
BBIIIPAMUTECD.

KOMMEHTAPHH: ....eeeviiiiieiiiiiieieie e e

28. CTOA BE3 INTOAJEPXXKU: mpoiinute 10 maros Bnepen Ha
MATKax.

KOMMEHTAPHH: ....oeeviiiiieiiiiiie it

29. CTOA BE3 IOAAEPXKMW: mnpoiiaure 10 maroB Bmoepen 1o
MPSIMOM JIMHUU.

KOMMEHTAPHM: ...ooeieiiiieiiiiieie et

30. © cTO4 BE3 I[HOJAEPXKU: npoGerute 10 MmeTpos.
KOMMEHTAPHH: ....eeeeiiiiieeiiiiie et

31. CTOSI HA OJJHOU HOT'E BE3 IIOJJIEPXKKU: noanpeiraute 10
pa3 Ha MecTe.

KOMMEHTAPHH: ....ooeviiiiieeeciiie et

CTOpOHA:
CIIpaBa: CJICBA:

32.© CTOS C HOJJAEPXKKOM: 6e3 momoly BepXHUX KOHEIHOCTEH
JBAXKJIbI TIPUCSAIBTE M BCTAHBTE.

KOMMEHTAPHM: ....oeveiiiiiiiiiiiii it

D1= D2 = D3 =
HpI/IBep)KeHHOCTB malueHTa: Het ]:I CpeIlHSISI ]:I OntuManbHas ]:I
KomMmenTapun:
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CYHET MFM 32*:
DI.
HOJEM U MEPEIBHKEHUE D1 — X100= ... _— %
13x3 39
D2. akcuanbHbIE M MPOKCUMAJIBHBIC JBUTATETHHBIC D2 X 100 o
= — = e yraneas 0
(byriamm 12x3 36
D3. qucranbHble ABUTATENLHBIE KA1
byn DS X100= . %
7x3 21
D1+ D2+ D3
= - =—X100=...... feeeees o
OO0t cuer 32%3 96 0
© CUYET MEM 20%:
DI.
HOJIbEM U MEPEIBHKEHUE D1 — X100= . . . %
8x3 24
D2. akcuanbHble U TPOKCUMAJIbHbBIC TBUTATEIIHHBIC D2 X 100 o
FOw— 523 = YRR 0
D3. aucranbHbple ABUTATEIbHBIC (DYHKIIUH D3 — __X100=.. .. .. %
4x3 12
D1+ D2+ D3
= - =—X100=...... fereees 0
OO0t cuer 203 60 0

Koy (uHTEprnperanus): oneHuBaeTcs B 0aiiax Ha MOMEHT OCMOTpa U Jaliee, B IMHAMUKE.

[Tpunoxenue '3

NMepecMOTpPEHHbIN MOAYIb OLLEHKU MOTOPHOM (hYHKLMN BEPXHUX KOHEYHOCTEN <*>

<*>mkana B PO He BannaupoBaHa, JUIs €€ MCIO0JIb30BaHMsI HE00X0IMMO CIeIHaIbHOE 00yueHe

Ha3Banue Ha pycckoMm s3bike: IlepecMOTpeHHBI MOIYNb OLEHKH MOTOPHOM ()YHKLHMH BEPXHHUX

KOHEYHOCTEN

OpurunanpHoe Ha3zBanue (ecnu ecth): Revised Upper Limb Module (RULM)

Uctounuk (oduimanpHblii calT pa3pabOTUMKOB, NyONWKanus ¢ Bamuaanuert): Mazzone ES,
Mayhew A, Montes J, Ramsey D, Fanelli L, Young SD, Salazar R, De Sanctis R, Pasternak A, Glanzman
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A, Coratti G, Civitello M, Forcina N, Gee R, Duong T, Pane M, Scoto M, Pera MC, Messina S,
Tennekoon G, Day JW, Darras BT, De Vivo DC, Finkel R, Muntoni F, Mercuri E. Revised upper limb
module for spinal muscular atrophy: Development of a new module. Muscle Nerve. 2017 Jun; 55(6): 869-
874. doi: 10.1002/mus.25430. Epub 2017 Feb 6.

Tun (moI4epKHyTH): MIKaJIa OL[CHKU

Haznauenue: ¢pyHKIIMOHAIbHAS OIICHKA ABMKEHHUH B pyKax y neteid u B3pocibix co CMA I u CMA
111, MO>keT MCTI0JIb30BaThCS ISl OLIEHKU 3(P(PEKTUBHOCTH Tepariu

Conepxanwe (11abiaoH):

IIKAJIA RULM JUTA UCTIOJIB3OBAHU A ITPU CMA

JlaTa o1ieHKHU: / / Bpewms navana (Y4:MM):
JUI MM roj (24-yacoBoit

¢dopmar)
JlomuHupyromas pyka: Nwmsa/mn.
O IIpaBas O JleBas O AmOunexctp HOMEP TALTUEHTA: oevevveeeeneveeeennereeeensssnnnneas
Homenune opre3a mosponounmka: O Jla <*> O|®.N.O. Bpaya:
HeT e
(<*> ECJ'H/I za, TO YKa)KI/ITe TI/IH) ......................................................
................................................................................. TTOMMHCH BPAYA: ....vvveeeeeiieeeiiiie e

Kontpakrypa npaBoro sokreBoro cycraBa: O Jla
O Her

Kontpakrypa neBoro snokreBoro cycrapa: O Jla O
Her

Cans6ytamout: O [la O Her

Onepanus Ha no3BoHouyHuke: O [la O Her

OuenuBaemas cropona: O IIpasas O JleBas

IKAJIA RULM JJIA UCITOJIb3OBAHUM A TTPU CMA
KomMmenrtapuu:
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A 0 1 2 3 4 ) 6
Bxoanoe
TECTUPOBAHU
e
Otcytc | Moxert Moxer | Moxer Moxer Moxer Moxer
TBUE  |JIep’KaTh |IOJHEC |[IOJHECTU |OJHOBPEMEHHO |OJJHOBPEMEHHO |OJIHOBPEME
MOJIE3H |KapaHzjam |TH 1 KO pTy HOJHATH 00€ | HOJIHATH 00e HHO
oit Wi WIM 2 | CTaHAApPTHBI | pYKH JI0 PYKH Haj OTBECTHU B
GyHKI |OAHATH |pyKu  |H YPOBHS IUI€Y C | TOJIOBOM, HO CTOPOHBI
WU PYK |MOHETY/X |KO PTY, | JJAaCTUKOBBI | KOMIIEHCALIUEH | COKpaIllaeT 00e pyku ¢
€TOH WIM |HO HE |# win 0e3 Hee. | TPaeKTOPHIO Pa3orHYThI
YIpaBIAT |MOXET |cCTakaH4MK c |Pyka cornyra |aBuxeHwUs, MU
b nomuasT | 200- WIM pa3orHyTa |crubas pykKy B | JOKTSIMH U
(YHKIIUOH | b KO IPaMMOBBIM | B JIOKTE JIOKTEBOM omnucarb
ATBHBIM | PTY rpy30M, Ipu cycTaBe pyKamu
KpecJIOM, |CTakaH |HEeoO0X0IuM (ucnonb3yer MIOJIHBIH
MOJIb30BAT YUK C | OCTH JBYMS JOTIOJHUTENbH | KPYT, CBEIS
bCS 200- pykamu VIO TA70HH HAJl
KHOTIKaMH | TpaMM MYCKYJIaTypy) |TOJIOBOM
TenedoHa | OBBIM
rpy30M
Pacmmpennas mkana
Onncanue 0 1 2 | OLIEHKA |
I1|JI
[Tepememenue pyk c|He MoxeT | [ToaHOCTRIO [TonHOCTBIO
KOJIEHEH Ha CTOJI [IePEMECTUTH Ha |IEpEeMEIAET OJIHY PYKY |IepeMelaeTt Ha
CTOJI HHM OJIHy M3 |Ha CTOJI cton o0e  pykwu,
pyK 6o o0e BMecTe,
anbo cHayvaia OJHY
PYKY, IOTOM
APYTY¥O
[Tarent He MoXxeT | Moxer HauyepTuTh | MOKET HAYEPTUTH
OTCIIE)KUBAET MYyTh U |ylIepxkKaTh myTh, HO C OCTAaHOBKOMH |IyTh 0€3 OCTaHOBOK
MPUBOJUT MAIMHY K|KapaHJalul B PYKE |WIH OTpbIBas KapaHJall WM HE OTpbIBad
buHuILYy 6e3 | wm caenath | oT Oymaru KapaH/arn oT
OCTAaHOBKM WJIHM HE|OTMETKy Ha Oymare Oymaru

OTpbIBasA KapaHaall OT

Oymaru

Croco6GHOCTE He moxer noguAts | MoxeT mnoaHATh OAHY [ MoOXeT NOgHATH WU
cobuparb HHA OJIHY | MOHETY/>KETOH yAEpKaTb B PYKe
MOHETBI/?)KETOHBI MOHETY/’)KeTOH IBE MOHETBI/IBa

JKETOHA

Tlomerienne He MoOXKeT | MoxkeT HOJIOKUTE | MOKET  TOJIOKUTH
MOHETBI/S)KETOHA B | IIOJIOKUTH MOHETY/>KeTOH B | MOHETY/’KE€TOH B
CTaKaH4YNK MOHETY/>KETOH CTaKaH4YMK, JIeXKAIMi | CTAKaHYHK,
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- Ha croxne: CrakaH4ymk TOPU30HTAIIBHO pa3MEIICHHBIA  Ha
TOPU30HTAIIEHO nomMenarT Ha cToj | CTakaHuMK TOMEIIAIOT | yPOBHE IjIeua
- Ha ypoBHe uieya: B TOPU30HTAIBHOM | HA CTOJ B | CTakaH4uK
BEPTUKAIBHO MOJIOKEHU U Ha | TOPU30HTAJILHOM YACPKUBAIOT
paccTosiHuu J10 | TTIOJIOKEHUU Ha | BEpTUKAIBHO Ha
3amsCThA paccTosiHuU JI0 | pacCTOSIHUU
BBITSHYTOM  PYKH, |3aIICTbsl  BBITAHYTOMU | BBITIHYTOM  pPYKH
€490 KOTOPOH | pyKH, IUIEYO KOTOPOM |MMallMeHTa,  ILIEYO
COTHYTO MO/l yIJIOM | COTHYTO oA yrioMm 90° |KOTOpOro COTHYTO
90° nox yriaom 90°, mpu
ATOM BEPXHUHU Kpau
CTaKaH4YMKa
HaXOJIUTCS Ha
YpOBHE TIJIed TIOJ
KHCTHIO TIAIMEHTA
CnocoOHOCTH Iens: IInedo | Lens: OtBenenue mieva |llens:  OTBeaenue
MOTSAHYTHCST BOOK |[oTBenmeHo Ha 90° |Ha 90°, MoHera/keToH |Tieda Ha  135°,
" JOCTAaTh | MOHETA/5>KETOH pacrosaraercs Ha | )KETOH Ha
MOHETY/’)KETOH.  |pacIiojiaraercsi Ha|pacCTOSHUH JUTHHBI | PACCTOSTHUW  JUTHHBI
Croco6HOCTH PACCTOSTHUM JUTMHBI | PYKH JIO 3aITSICThS PYKH 10 KOHYHMKOB
MOJHATh  KHCTh | pyKH 70 3amsacThs | [logHMMaeT KUCTh Ha |TajbIeB MalMeHTa
Ha ypoBeHb | He MokeT monHsATh | ypoBeHb Iuleya, pyka |l[logHumaer KucThb

Iji€4a 1 BBIIIC

KHCTh Ha YpOBEHb

MOXET OBITh COTHYyTa

BBIIIE YPOBHS ILIEY,

JIOKOTb He MOKET OBIThH
BBIIIC YPOBHA 3aIISICTbA

mieya WIH pasoruyra B |JIOKOTb TIpU 3TOM
JIOKTEBOM CYyCTaBe MOJIHAT KaK
MUHUMYM 10
YpOBHS T'la3
Bxirouenue He MOXeT | Moxer 3axeyb | MOXKET  BKIIIOYHTh
CBETUJIbHHKA BKJIFOUUTh CBETUJIbHHUK Ha | CBeTUJIbHUK
OJIHO pyKOH CBETWJIbHUK OJHOM | MTHOBEHHE Ha)XaTHEM | HA)KaTHEeM NaJIblieB
pyKoit NajbIEB W/ | 1/ Wi 00JILIITUM
00JBIINM NaiblieM | aJblEM OJIHOM
OJTHOM pYKH pyKH

JIokOoT HE MOXKET
OBITH BBIIIE YPOBHS
3aIsICThA

Pa3prsiBanue He MOKeT | PazpeiBaer muct | PazpeiBaer JIUCT
Oymaru pa3opBatb JuCT | Oymard, CIIOKEHHBIH | Oymaru,
Oymaru, BJIBO€, HayuHasg  CO | CJIOKEHHBIN
CJIOXKEHHBIN BJBOE | CII0KEHHOTO Kpast BUETBEPO, HAuMHAas
co CJI0’KEHHOT'O
Kpast
OTtkpbiBaHME He cniocoOeH | OTKpbIBaeT KOHTeHHep,
KPBIIIKA OTKPBITh PacIoJI0KEHHBIN Ha
KOHTENHEpa CTOJIE, UM IIPUIKAB €r0
K cebe
CrniocoO6HOCTD He MOKeT | MoxeT mnoaHecTH Ko |MoxeT  mNoJHecTH
MIOJHECTU KO PTY | IOJHECTH pPTy CTaKaH4MK C TPY30M |KO PTy CTaKaHYMK C
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CTaKaH4YHK C

IPy30M  Maccoi
200

CTaKaH4UK KO pTY

200 r gByMs pyKamu

rpyzom 200 r onHOM
pyko#

[Tonaumaer rpys3
U IIepeMeniaeT
€ro H3 OJHOIO
Kpyra B Jpyroiu
Kpyr yAepKuBas
Ha BeECy.

Mexnay xkpyramu,
PacCIOJIOKEHHBIM
" o
ropuszoHTamm. 13
HEHTPAJIBHO
'O KPYI'A BO
BHEIIIHUA
KPYT
OLICHUBAEMOU
CTOpOHE

Ha

HeBpimoaaumo

Moxer  nepeMecTUThb
rpy3 maccoit 200 r mo
MOBEPXHOCTHU CTOJIA

Moxet
MEPEMECTUTh  T'PYy3
maccor 200 T,
IIOJIHSIB €TI0

[Tonaumaer rpy3
U 1epeMeniaer
€ro H3 OJHOIO
Kpyra B Jpyrou
KpYT yIEpXKHUBast
Ha BeCy.

Mexny kpyramu,
PacoJI0KEHHBIM
u o
TOPU30HTAJIN.
n3
HEHTPAJIBHO
'O KPYT'A BO
BHEIIHUI
KPVYI
TECTUPYEMOM
CTOpOHE

Ha

HeBpimoaaumo

Moxer  mepeMecTHUTh
rpy3 maccoii 500 r mo
HOBEPXHOCTH CTOJIA

MoxeTt
MEePEMECTUTh  TPY3
maccoir 500 T,
MOHSB €0

[Tonaumaer rpys
U 1epeMewniact
€ro U3 OJHOIO
Kpyra B Jpyrow
Kpyr yIepKuBas
Ha BECy.

Mexnay xkpyramu,
PacIOJI0KEHHBIM
U 10 IMarOHaHu.
YEPE3
CPE/IHIOIO
JIMHUIO n3
HEHTPAJIBHO

HeBpimomaumo

MoxeT  nepeMecTUTh
rpy3 maccoit 200 r mo
HOBEPXHOCTHU CTOJIA

Moxet
NEPEMECTUTH  TPY3
maccorr 200 T,
MOJHSB €0
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I'O KPYT'A BO

BHEIIHMIA

KPVT,

HaXOJIAIIUMCI Ha

MIPOTUBOTIOJIOKH

OH CTOpPOHE

[Iepemeniaer He MokeT| Moxer  nepemectuts | Moxer HOJIHATh

MEIIOYCK C|IEepeMECTUTh TPy3|Tpy3 Ha CTOJN JBYMS |TpPy3 Ha YpPOBEHBb

MECKOM MAaccoil |[Ha  CTOJl  JBYMS | pyKamu ria3 IByMsi pyKamu

500 r c xoJieHeH | pykamu

Ha CTOJI  MJIK

MOoJHUMAET  Ha

YpOBEHB TJ1a3

IHonsem Hesrmonnnmo Moxer mnomHsaTe 00€|Moxker

BBITIPSIMIIEHHBIX pYKHU HaJ OJHOBPEMEHHO

pPYK OTBECTHU

HaJ TOJIOBOM — rOJIOBOW OJHOBPEMEHHO | B CTOPOHBI 00€ pyKH

OtBenenne TOJNBKO crubas HX B|C Pa30THYThIMU

mieda JIOKTEBBIX CyCcTaBax |JIOKTSIMH U OTIHCATh
(ucronb3ys pyKamu TTOJTHBII
KOMIICHCAITHIO) KpYT, CBelIs JIAJOHU

HaJl TOJIOBOU

Ounenka 5 OamwioB 3a|Orenka 6 6ayUIOB 3a
BXOJHOE BXOJHOE
TectupoBanue TectupoBanue

ITonrem rpy3a | He Moxer nmogusath | Moxker mnoaHATh Tpy3 | Moxer MOIHATH

maccoit 500 r|rpy3 maccou 500 r|imaccoi 500 r c|rpy3 maccoi 500 r

BEIIIIE YPOBHA | 1aXKe C | KOMITeHcaIuein 0e3 KOMIIEHCaluu

miey — | KOMIIeHCcaIen

OtBenenue

mieya

ITonrem rpy3a | He Moxer nogusath | Moxxer mnoaHsTh Tpy3 | Moxer MOIHATH

Maccoi 1  kr|rpy3 maccoi 1 kr|maccoi | K  c|rpy3 maccoid 1 kr

BEBIIIIE YPOBHS | AaKe C | KOMITeHcaluein 0e3 KOMIIEHCAlM U

miey — | KOMIIeHCcaIen

OTBenenue

mieya

ITogpem  xucTu | HeBBIMOIHUMO Breimonaumo ¢ | Beimonaumo 0e3

BBIIIIE YPOBHS KOMIICHCAICH KOMIICHCAIIUN

mwied — Crubanue

mIeda

Iloasem rpy3a | He Mmoxer nmogusats | Moxer mnoaHaTts rpy3 | Moxer MOIHSTh

Maccot 500 r|rpy3 maccoir 500 rimaccor 500 r c|rpy3 maccoii 500 r

BBIIIIE YPOBHS | AaKe C | KOMIICH CaIen 0e3 KOMIICHCAIUH

mIeq — | KoMIIeHCanuei

OtBenenue

mIeda

Ctpanuua 79 u3 80



http://disuria.ru/

KnuHnyeckne pekomeHgauumn — 5g-accoumnmnpoBaHHasi CinHanbHas MblleydHas atpodus — 2024-2025-2026 (22.02.2024) — YTBepxaeHbl

Mwn3gpasom PO

ITonsem  rpysa|He moxer nmogusats | Moxer nomHsaTe rpys|Moxer MOHATH
Maccoil 1  kr|rpy3 maccoil 1 kr|maccoit 1 KI  c|rpy3 Maccoil 1 xr
BBIIIIE YPOBHS | JaKe C | KOMIIEeHCaMen 0e3 KoMIIeHCaluH
ey — | KOMIIEeHCauen

OtBenenue

mieqa

UTOI'o

Kitrou (uHTEpIpeTalius): oleHuBaeTcs B 0ajuiax Ha MOMEHT OCMOTpa U TIOTOM, B IMHAMUKE.

Hogpsle, n3nannsie B 2020-2024 rr. 1 odunmansHo yrBep K IEHHBIE MuH31paBoM PO,
KIIMHUYECKHE peKOMEHAANHU (PyKOBOJICTBA, MPOTOKOJIBI JICUEHHS) — HA HAILlEM caiTe.
WNHTepHeT-ceplIKa:
http://disuria.ru/load/zakonodatelstvo/klinicheskie_rekomendacii_protokoly_lechenija/54.

Ecau rae-to kem-1o ,Z[aHHBIﬁ JOKYMCHT ObLI paHec paciicuaTtald, J1aHHOC H306pa>1<eHHe QR'KOI[EI
IIOMOXXCT BaM 6bICTpO nepeﬁTH 10 CCBIJIKE C 6YM3X(HOﬁ KOIMMU — B HEM HAXOJUTCS 3Ta CChLIKA.
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