


OraBjenue

(@) a7 )11 (3510 (T 2
(0307 (¢10) U WT0) N oL 11(S) 3 1.1 2 ST PO O OTETPP R PPRTT TP 5
TEPMUHBI H OTIPCIICIICHHS .. vvveessveeessseeasssessssessssesssssesssseesssssesssseesssseessssesssssesssssesssssesssssessnsnes 6

1. Kparkas wHpopmanus mo 3a00JEBaHUIO WM COCTOSHHIO (Tpymme 3a00JIeBaHMM WIIN
e 1o (03 15 1717 ) PO TP PPRT TP 9

1.1 Onpenenenue 3a00eBaHUs WU COCTOSIHUS (TPYTITBI 3200I€BAHUIA UIIH COCTOSIHUM) .....vvvvvnee.. 9
1.2 DTHonorus U natoreHe3 3a00JIEBaHUS WM COCTOSHUS (TPYIIITBI 3200I€BaHUI WM COCTOSTHHN) 9
1.3 DnuaeMuonorus 3a00JI€BaHUS WIH COCTOSHIUS (TPYTITBI 32a00JI€BaHUH FITH COCTOSIHUH) .......... 12

1.4 OcobeHHOCTH KOJMpPOBaHUS 3a00JIEBaHMSI WM COCTOSHHA (TPYIIBl 3a00JeBaHUN WIIN
COCTOSTHHI) 10 MEeXIyHapoaJHOW CTATUCTHUYECKOW KiaccupuKanuu Oone3Hedl u  mpoliieM,
CBSIZAHHBIX CO 3JIOPOBBEM.....veeuteesereerissreasreasseesesasesasesasssasneasseesreesseeseeessne s ne e ne e neenreeareeasneanneereenree e 12

1.5 Knaccndmkanus 3a00neBaHusI WM COCTOSHUS (TPYTIITBI 3200JI€BaHUN HITH COCTOSTHUR)........... 12
1.6 Knuanyeckas kapTuHa 3200JI€BaHUS WA COCTOSTHUSA (TPYIIIBI 3a00JIEBAaHUM MM COCTOSTHUI). 13

2. JlmarHocTHKa 3a00JIeBaHUsSI WM COCTOSHHUS (Tpymmbl 3a00JIeBaHU WM COCTOSHUIA),

MEIULIMHCKUE MTOKA3aHUS U IPOTUBONOKA3aHUS K IPUMEHEHUIO METOJIOB JUATHOCTUKM . ...... 15
R (N (0100 S B 25 0L 1 (< T PSPPI 15
2.2 OUBHUKATIBEHOE OOCIIEIMOBAHIIE «...eevvveeeeeeeeeeeeeeeeseeeeeeee e e eeeeeesee e e s seeeeeeean e aeeeeereennnnanseeeeeeennnnnns 15
2.3 JIabopaTopHBIE TUATHOCTHYECKHE UCCTICTIOBAHMSI . ...veuvvenrereasresesseessessesssestesseesesseessesnesneennesses 18
2.4 IHCTpYMEHTAIILHBIE JUATHOCTUIECKHIE UCCIICIOBAHMS ......verveeeeesuresureanreasteesseesenesssessneenseesneenes 21
2.4.1 NuctpyMeHTalIbHbIE HCClIeq0BaHUS A1 JUATHOCTUKA CMA 5 ..oovivviiiiiiec e 21

2.4.2 lHCTpyMEHTAIBHBIE UCCIICIOBAHUS I JUATHOCTUKH KapIUOJIOTHIECKHUX ocloxkHeHnii CMA

2.4.3 UncTpyMeHTaNbHBIE MCCIEN0BaHUS ISl TUArHOCTHKHU ocioxHeHHnd CMA 5¢ co cTOpOHBI
OTIOPHO-JIBUTATEIIBHOM CHCTEMBL. .. e uveeasseeessreessreeesssesasessasseesssesssssesssessasssesnsessssseesnsessnsnessnsessnsneesnns 23

2.4.4 NncTpyMeHTaNbHBIE MCCIEN0BaHUS ISl TUArHOCTHKHU ocioxHeHHud CMA 5¢ co cTOpOHBI
JIBTXATEITBHOM CHCTEMBI .....veeuteeateetetasseasseesseesteesseesesess st as e es s e e ne e b e e ese e es st e bt e b e e nbeesheenarennne e neenreenreennne s 24

2.5 VHble TUATHOCTUYECKUE MCCIEMOBAHIIS ..ccvvvvrrseeeeriesrssensssessersssssnssssesssssssssssssesssersssssnsseseseressssnes 26

3. Jleuenue, BKJIIOYAsE MEAMKAMEHTO3HYIO U HEMEIMKAMEHTO3HYIO T€paluu, AUETOTepaIulo,

066360HI/IBaHI/Ie, MCIUIMHCKHUE IMOKA3aHUA M IPOTUBOIIOKAa3aHUA K HNPHUMCEHCHUIO MCTOIOB

81 (S (55126 U TP TP P R UPR PP PPPPRPRIN 29
3.1 MEOMKAMEHTOBZHAST TEPAIIHS. ... veeuveerereeiaieeereesreeseeeseeesseesaneasneaseesneesnessneeasneaneesreenreesreesenesnneenis 29
3.1.1 [TaToreHeTHYECKAST MEAUKAMCHTOZHASN TEPAITHS vvevvveerveeseeesseesseessresssessseesseessesssessssnssnenseessesses 30



3.1.2. CuMITOMaTHIECKASI METUKAMEHTOZHAST TEPATTHIS . vveevvveessreeesereessressssnnesssessssessssssessenssssessssees 35

3.2 XUPYPIHUECKOEC JIEUCHHIE ......veerveereeereresereasreasseessesatesaseeasseaaseesseesseesseessnessne e neesneesresasesssneenneenneenes 36
RTINS (o1 (s (5121 (ST O PP POR PR PRPTRO 39
3.3.2. PeCTIMPATOPHAS TTOMIEPIKKA .. .vveevreresereessreesssessssresassesessssssssesssssessssessnsssessnessnsessssssssnsesssssesssees 41
3.3.3. [lanauaTUBHAS METUITMHCKAS TTIOMOIIID 1.vvvvvevsrsrssssssessssssssssssssssssssssssssssssssssssssssssssssssssssssssssssnes 44

4. MenuuuHcKas peaOuInTalys ¥ CAHATOPHO-KYPOPTHOE JIeUeHHE, MEAUIIMHCKIE MTOKa3aHHsI

N IIPOTHUBOIIOKA3aHUA K IMIPUMCEHCHHUIO METOI0B pea6I/IJ'II/ITaI_[I/II/I, B TOM 4HCJIC OCHOBAHHBIX Ha

WCITOJIb30BAHUU MTPUPOTHBIX JTICYCOHBIX PAKTOPOB 1..vvvveisvrreisiriessrresssseeessseesssseessssesssssesssssessnns 46
4.1. PeaOUIUTALIUA JIEKAUMX THALIAEHTOB ....ceeeesiievrererereessssissteserssessssssssrssssssesssssssssssssseessssssrssseeseens 51
4.1.1. HetexHu4eckue METObI PEAOMIIUTAIIMU JICKAUUX TTALTACHTOB. «..veeveerveesieesiressressesssessinesinens 52
4.1.2 Texandeckue meto bl/cpenctBa peadunutanud (TCP) nekauyuX TareHTOB. .......ccvvverveennens 54
4.2. PcaOMIINTAIINSA CANTIMX TTALIHEHTOB ...cevvvrnnneeesesenssnnnsesesssesssnnnassssssesssnsnnsesssesesssnnnsssesssesssnnansseees 57
4.3. PeaOUIUTALIUA XOITUMX ITALIAEHTOB ...eceeeersieevrerereresssssissrssesssesssssssssssssssessssssssssssssesssssssrssseeseens 62

5. Ilpodunaktuka © AUCHAHCEPHOE HAOMIOACHWE, MEIUIIMHCKUWE TIOKa3aHUS W

MPOTUBOMOKA3AHUS K TPUMEHEHHUIO METOJIOB MPOPUITAKTHKH .....c.eveerevenreatreaneeesieeaseessneanneens 64
6. Opranu3anusi OKa3aHUs METAULUHCKOM TIOMOIIIH .......vvveirrresiniestenesneeesinenssinesessnessssnessnnneas 65
6.1 TTOKA3aHUS K TOCITHTAIIIBAIIMI: ......ceeveieieieieieieieieieieieieieieieseieieiete i et et et e ae e e e e te i et et et e te e e e et e e e e e e e eereaeens 65
6.1.1 ITokazanus AJs MIAHOBOW TOCIIUTATN3AIIMN B JIETCKOE HEBPOJIOTHIECKOE OTACIEHUE: .. ........ 65
6.1.2. IlokazaHust 751 SKCTPEHHOM TOCTIUTATMBALIMILL «...vveernreesnreeessresanesassneesneesssneesnessnseeesnnessnneeans 66
6.2 IlpuHIMIIB OpraHU3aIUN MEAUITMHCKON mOMOIIH MaueHTaM €O CMA 50......cccovvviieiiiieniinenns 66

7. HononuurensHas uHGopManus (B TOM 9ucie (GaKTOPhl, BIUSIONINE HA UCXO]T 3a00IeBaHUS

1M1 B0 Teg N 030204 § T OO PP RP R PPRT PPN 68
Kpurepun o1leHKH Ka4eCTBA METUIIMHCKON TIOMOIIIHM .....vvvvivieiienresiee st siee s 69
L3117 (61000 12 1<) 0121 1140 ) 5 ST PT P PR PPRURRPPRPR 70

[Tpunoxxenne Al. CoctaB paboueil rpymmbl 1Mo pa3padOTKe U MEPECMOTPY KIMHHUUYECKUX

D N0 (3 011117 1 S T TP TP TP PPRPPPPRPRPPIN 83
[Tpunoxxenue A2. MeTononorus pa3paboTKH KIMHUYECKUX PEKOMEHAALNMT ...oovvvernveerineaneens 89
1. AaropuT™M TUATHOCTHKHI CIMA 50 . .eiiiiiiiiiiiieiit ettt 93
2.AHI‘OpHTM TAaKTUKHU OpTOHeJIH‘IeCKOﬁ TaKTUKH JUArHOCTHUKHU U JICUCHHA CKOJIMO3a Yy IMaluCHTa Co
()17 7. o SRS 93

3. AITOpPUTM pecTUpaTOPHON MOAACPKKH Y MAMHEHTA CO CMA 50 iiiviiiiiiiiiiiiiie et 9

4. AIroput™ npeacuMnToMaTUIeCKON TEPAITHMH CMA ST .cviiiiiiiieiie i et siae e 96

3



[Tpunoxxenue B. NTHPOPMALIHS ITIT TTAITACHTA ....uvvveirvreessireessieeessieesssseesssseessssesssssesssssessssneessns 97

[Tpunoxxenne I'1-I'N. IIkanbl OIEeHKH, BONPOCHUKU U JIPYTHE OLICHOYHBIE HMHCTPYMEHTHI

COCTOSIHUS TTALIMEHTA, TPUBEACHHBIE B KITUHUYECKUX PEKOMEHIALMX +vvvvveeinnnrrrenereaesssnnnes 105
1. HazBanwne Ha pycckoM si3pike: KirroueBbie Tambl IBUTAaTeTbHON aKTUBHOCTH (paszern 2)* ....... 105
2.Ha3Banwue Ha pycckoM sizbike: [1Ikana omeHkr MOTOpHBIX (hyHKIHHA mpat CMA* ..o 107

3. Ha3Banue Ha pycckoM si3bike: IlepecMOTPEHHBIN MOIYJIb OIIEHKA MOTOPHOU (DYHKIIMH BEPXHHX
00 & (1< 05 (0104 =17 ol 110

4. Hazpanue Ha pycckoM si3bike: TecT geTckoit 6onbpHuIb OuianensGun 11 OLeHKH JBUraTeIbHBIX
(GYHKIHA MAIUEHTOB C HEPBHO-MBIIICUHBIMH 3200JIEBAHIISIMIE ......c.vveenreerteeseeesueesnnesneasseessesssnessneas 114



Cnmcok cokpameHui

BullAIT — ot auru. Biphasic Positive Airway Pressure, BPAP, BiPAP

BAIII bopra — BusyanbHO-aHajgorosas mkaina bopra

JIH — npixatenbHas HE1I0CTaTOYHOCTh

JIHK — ne30kcupruOOHYKIEHHOBAsI KUCIIOTA

KEJI — Xu3HEeHHAast EMKOCTb JIETKHX

NATI® — uHruOuTop aHrHOTEH3WH-TIPEBpaIiaroniero epMeHTa

NHMBJI — nHBa3uBHas UCKYCCTBEHHAsI BEHTUJISALIUS JIETKAX

kJla — KWI101aJIbTOH

KT — xomnbroTepHas Tomorpadus

K®K — kpearundocdokrnHaza (CHHOHUM — KpeaTHHKHUHA3a)

JIAI' — nakrarneruaporeHasa

MPT — MarHuTHO-pe30HAaHCHAs TOMOTpadus

HUWBJI — HenHBa3uBHAas BEHTUIIILINS JIETKUX

O®B1 — 00beM (popcrpoBaHHOTO BBIIOXA 32 MEPBYIO CEKYHIy MaHEBpa (OPCUPOBAHHOTO
BBIJIOXA.

[TJIE — moTeHuMan sl ABUTATEIbHBIX €IMHUII

[TAP®D — [Monumopdusm IIUH peCTPUKIIMOHHBIX ()parMeHTOB (COco0 Hccae10BaHus
renomuoi JIHK)

[ICB — nukoBasi CKOpOCTh BbIJIOXA

[ICK — nukoBast CKOPOCTb Kaluls

[I®M — nmporpamMma (HprU3MUECKOro MEHEIKMEHTa

III1P — monuMepasHast LenHas peakuus

PHK — pubonykienHoBas Kuciaora

CullAIT — or aurn. Constant Positive Airway Pressure, CPAP

CMA — cnuHaibHas MbllleqyHas aTpodus

CMA | — cniuHanpHas MblevHas arpodus, v |

TCP — TexHHUYECKHE CPECTBA peadHINTAIIUN

OXEJI — pyHK1UMOHANbHAS )KU3HEHHAs! EMKOCTb JIETKHX

YVYP — ypoBeHb yOeIuTeIbHOCTH PEKOMEH TAITHA

Y1/ — ypOoBEHb T1OCTOBEPHOCTH JOKA3aTEIBCTB

OKI" — snektpokapauorpadus

OMI" — snekTpomuorpadus

OHMI" — snexrponeipomuorpadus


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

9XO-KI' — sxokapauorpadus

MLPA — MynbTHIUIEKCHAsT aMIUTU(HKALUS JIMTUPOBAHHBIX 30HA0B (oT aHri. Multiplex
Ligation-dependent Probe Amplification)

NIPPV — HeuHBa3MBHAs BEHTWIALUS JIETKHX MOJOKUTCIbHBIM JaBICHHEM (OT aHIJL.
Noninvasive Positive Pressure Ventilation)

SpO2 — carypamusi KUCIOPOJOM apTePUAIBHON KpPOBU, H3MEPCHHAs HCHHBA3WBHBIM
CIoco0OM ¢ TMOMOIIBI0 MyJIbCOKCHMMeTpun (aHria. mean nighttime oxyhemoglobin

saturation)

Tele/IHLI H onmpeaecjacHus

Asto CullAIl (anrn. Auto CPAP; mo HOMEHKJIAType MEIUIMHCKUX HU3ACTHA —
Arnmnapar UCKYCCTBEHHOM BEHTWJISALMU JIETKUX C IOCTOSHHBIM IOJIO)KUTEIbHBIM J1aBJICHUEM
(CPAP) nnst HOBOpOXK/IEHHBIX, AMIapaTr UCKYCCTBEHHOM BEHTWJISILMU JIETKUX C ITOCTOSIHHBIM
nosioxutenbHbiM naBieHueM (CPAP) mis nomamHero ncnonb3oBanus) — 310 CUITAIT (oM.
Jlanee) ¢ aBTOMAaTUYeCKOW HACTPOMKOW [aBJIEHUS HAarHETaeMOro BO3/AyXa, ONpeAessroline
ypOBEHb HEOOXOAMMOIO JABJIEHUS, MOAAIOLIUME BO3IYLUIHBI MOTOK TOJBKO B MOMEHT
OCTaHOBKH JIbIXaHUS, IOCTETIEHHO YBEIUYMBAsl €ro JI0 TeX MOp, TOKa HEe MPOU30UIET BIOX;

BullAIl (or amrn. Biphasic Positive Airway Pressure, BPAP, BiPAP), o
HOMEHKJIAType MEAMIMHCKUX M3JeNUid — Armnapar WCKYCCTBEHHOW BEHTWISIMM JIETKUX C
nByx(ha3HbIM MONOXKUTEIbHBIM naBieHueM (BPAP) mepeHocHoil, AnmapaT MCKyCCTBEHHOU
BEHTWISILIUM JIETKUX C JIBYX(a3HbIM MOJOXKUTENbHBIM AaBieHueM (BPAP) nns nomaminero
UCIIOJIb30BaHUs1) — JBYX(pa3Hasi BEHTUISILMS C TIOJIOKUTEIbHBIM JJaBICHUEM B JIbIXaTEIbHBIX
NyTAX — 3TO almapar, CO3/JaIIMN Ha BIOXE M BBIJOXE NAIMEHTa JaBJICHHE Pa3IM4HOIO
YPOBHSL.

l'uneptpodust MHOKapa — ITO NATOJIOTUYECKOE YTONIIEHUE CTEHOK CepAlia.

JleHCuTOMETpHSI — HTO HEMHBA3UBHBIM METOJ| ONPEAEICHUS MUHEPAIBHON INIOTHOCTH
KOCTHOM TKaHH.

Jlunaranust Kamep cepjlia — 3TO MaTOJIOrMYecKoe yBeanueHne o0bemMa KaMep cep/iia.

JuchyHKIMST MHOKapAa — 3TO HapylleHue ero (yHKUWHU; JUCHYHKIHS ObIBaeT
CUCTOJIMYECKON (CHM)KEHHE COKpaTUMOCTH MHOKapJa), IUACTOJIMYECKOM (3ameasieHue
paccrnabiieHusi MBIIIIBI  CepAlla) W AJIEKTpUYECKOM (HapylleHHe pacHpOoCTpaHEHUs
IIEKTPUYECKON NENOIAPU3ALMH U PETIOSIPU3ALIMHI 110 CEPACUHON MBIIILIE).

KapanoMuonaruss — 3TO TeTeporeHHasl Ipyliia acCOLUMMPOBAHHBIX C MHOKapAOM

3a001eBaHUM, COMPOBOXKIAIONIUXCS MEXaHUYECKOW W/WIHM DJICKTPUUECKOW IuChYHKIUEH,


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

00BIYHO (HO HE BCEr/Ia) MPUBOAAIIMX K THIEPTPOPUHN WIIH JUIATAIIMHA U UMEIOIINX Pa3IMYHbIC
(4acTo reHeTUYeCKHe) MPUINHBI.

Kamnomerpuss u kamHorpadus — dTO u3MepeHwe U mudpoBoe oToOpakeHue
KOHIIEHTPAIlUH WM MTapLIUATIbHOTO JABJICHUS YTJIEKHUCIIOIO Ia3a BO BIXaEMOM U BBIIBIXa€MOM
rase BO BpeMs JIbIXaTeJIbHOIO I[UKJIA MMAl[UeHTA.

KucnotHo-ocHOBHOE cOCTOsSIHHUE (KUCIIOTHO-IIEI0YHON OallaHC, KUCIOTHO-IIEI0YHOE
cocrosaue, KII[C) — 3To cooTHOIIeHHE KOHIIEHTPAMid HOHOB BOA0poAa H+ 1 ruipOKCHIIBHBIX
rpynn OH B GMOJIOTMYECKUX JKUJIKOCTSX OpraHu3Ma.

KoHntpakrypa — 3T0 OrpaHrueHHe MAaCCUBHBIX ABUKEHUMN B CyCTAaBE.

[Taronoruyeckass yCTaHOBKA KOHEYHOCTH WJIM CErMEHTa KOHEYHOCTH — 3TO
MaTOJIOTUYECKOE TMOJO0KEHWE KOHEYHOCTH WJIM €€ CErMEHTa, BO3HHUKIIEEe B PE3yJIbTaTe
M3MEHEHHS MBIIIEYHOTO TOHYCA MPU COXPaHEHHOM 00beMe JBIKEHUN B cycTaBe(ax).

[lynbcokcuMeTpusi — 3TO METO/I, HO3BOJISIFOLIUI ONpeAeNuTh coaepxkanne O2 B KpoBU
Y 4acTOTY MyJIbCa B MUHYTY.

CeppeuHasi HEJJOCTATOYHOCTh — ITO CHIDKEHUE CIIOCOOHOCTH cepjilia 00ecreunBaTh
HACOCHYIO G YHKIUIO. bbIBaeT ocTpoil U XpOHUYECKOH.

CulTAIl (or amrm. Constant Positive Airway Pressure, CPAP — mocTosHHOE
MOJIOKUTEIHHOE JIABJIEHUE B JIBIXATENbHBIX MYTAX; IO HOMEHKJIATYPE MEIUIIMHCKUX U3IeTUI
— Anmnapart uCKyCCTBEHHOM BEHTWISALIMU JIETKUX C TTIOCTOSTHHBIM TTOJIOKUTEIHHBIM JaBJICHUEM
(CPAP) nnst HOBOPOXKIEHHBIX, AMIapaTr UCKYCCTBEHHOW BEHTHIISALUU JIETKUX C MOCTOSHHBIM
nojaoXuTeabHbIM  faBnenueM (CPAP) naas  goMmaiiHero  HCHOJAB30BaHHSA) —  3TO
VHIUBUIYAIbHBI ~ MEIUUMHCKWAWA  ammapar JJid  aBTOMAaTU3UPOBAHHOM  IIMTEIIbBHOU
BCIIOMOTATENIbHOW MHTpPAHA3AIbHOW BEHTWISIUU JIETKUX TOCTOSHHBIM TOJOKUTEIbHBIM
JaBJICHHEM, TPUMEHSIEMBbII malreHToM Bo Bpemst HouHoro cHa. CUTTAII npeacrapnsieT coboit
HEOOJIBIIION KOMIIPECCOP, KOTOPHIH MOAAeT MOCTOSIHHBIN MOTOK BO3/yXa MOl ONpeIeIeHHBIM
JIaBJICHWEM B JIbIXaTEIbHBIC MyTH Yepe3 THOKYI0 TPYOKY U TEPMETHUYHYIO HOCOBYIO HJIH POTO-
HOCOBYIO Macky. Takum 006pa3oM, OH He JA€T IbIXaTeIbHBIM ITYTSM CMBIKAThCS U OJIOKUPOBATh
MOCTYIUICHUE BO3/lyXa (M HEOOXOIMMOT0 OPraHu3My KHCJIOpoa). B pe3ynbTaTte uckirodaeTcs
PUCK BHE3alHOM CMEPTH OT OTCYTCTBHUSI BO3JyXa B JbIXaTEIbHBIX MYyTSIX, a TaKxKe
oOecrieunBaeTcs HOPMaJIbHBIN COH.

CK0JIM03 — 3TO TPEXIIIOCKOCTHAs neopManivst MO3BOHOYHHUKA.

CyOMakcUMaNbHBI PEKUM HArpy3KH — 3TO PEXKUM, ISl KOTOPOTO XapaKTepPHBI

OTCYTCTBUC OABIIIKH, HYBCTBA YTOMJICHUS U 6oJIH B MBbIIIax.


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

Onexkrpomuorpadus (OMI', DHMI', muorpadus, snexrponeipomuorpadus: Muo —
MBIIIIIBI U ...TPpa(o — MUITY) — 3TO METOJ] HCCIEAOBAHUS OMOIIEKTPHUECKUX TTOTESHITHAJIOB,
BO3HUKAIOIIUX B CKEJICTHBIX MBIIIIAX YeJIOBEKA W )KHBOTHBIX MPU BO30YKIEHUU MBITICUHBIX
BOJIOKOH; PETHCTPALUS JCKTPUICCKON aKTUBHOCTH MBIIIIIL.

DOHTEpaIbHOE THTAaHHE — OSTO BBEJICHUE IHMTATEIBHBIX BEIISCTB B IKEIyTO0YHO-
KHIIEYHBIN TPAKT (TIEpOpanbHO, Yepe3 30HbI U CTOMBI) C LEIbI0 MOAIEPKAHUS U KOPPEKIIUU
HYTPUTHBHOTO CTAaTyca B COOTBETCTBUU C TEKYIIMMH MOTPEOHOCTSIMH OOJILHOTO B SHEPTUH,

66.]'[1(6, BUTaMHHaX, MUHEpaJIaxX 1 MUKPO2JIEMCHTAXx.



1. Kparkass muH(popManus no 3a00/1¢BAaHUI0 WIH COCTOSHMIO (TpyIme

3a200J1eBaHUI UJIM COCTOSIHUI)

1.1 Onpenejaenne 3a00JJeBaHUA WJIH CcOCTOAHMA (rpyOObI 3200J€BAHMIT WU

COCTOSHMI)
[IpokcumanbHas cnuHanbHas Mblmednas artpodus 5q (CMA) — 310 TsKenoe
ayTOCOMHO-PELECCUBHOE HEPBHO-MBIILICYHOE 3a0oieBaHue, XapakTepu3syrolieecs

IPOTPECCUPYIOIIMMU CHUMIITOMaMHU BSUIOTO Tapajinya W MBIIIEYHOH aTpoduu BCiIeACTBHE

JereHepalyy o-MOTOHEHPOHOB MEPEIHUX POTOB CIMHHOIO Mo3ra [1].

1.2 ITHOJIOrUS ¥ HATOreHe3 3a00J1eBaHNs] HJIHU COCTOSHHUSA (rpvinbl 3200JeBaHN

HJIN COCTOSTHHM)

Pa3BuTHEC NPOKCUMAILHOW CIHWHAIBHOW MBIMIEYHOH aTpoduu S5q 0OYCIOBICHO
myTtanusmMu B reHe SMNI (cokpaw. ot anri, survival motor neuron), KOAHPYOIIEM OeI0K
BbDKMBaeMOCTH MoToHeipoHoB. ['en SMN1 kaptupoBan Ha xpomocome 5 B nokyce 5q12.2-
q13.3 u umeer nentpomepuyro konuto (SMN2). O6a rena cocTosaT u3 AeBATH SK30HOB (1, 2a,
2b, 3-8) um pasmuuaroTcs MATHIO HYKICOTHAaMU B mociemosarenbHoctu JHK [1, 2].
Kputnueckoil TOYKOW sIBJSIETCS 3aMEHA IUTO3WHA HAa TUMHH B 3k30He 7 reHa SMN2 (c.
840C>T), coznmaromasi callT CBSI3bIBAHUS JUIsI pempeccopa ciuiaiicuHra. BceneactBue 3Toro
pa3iuuvs B HYKJICOTHIAHOW IOCIEN0BATEbHOCTH OCHOBHOM TpaHckpunT reHa SMN2 He
COJICPKUT 3K30HA 7 W sABISACTCS (DYHKIMOHAIBHO HemoHOIEHHBIM [3]. Omrako rem SMN2
TaK)Ke MPOYLUPYET MOTHOPa3MEPHBIN (PYHKIIMOHAIBHBIN OEI0K, HO B OTHOCUTEIBHO MaJbIX
komuecTBax (1o 10%).

K Bo3HUKHOBeHUIO npokcuManbHOii CMA mpuBOAST MyTallid B TEIOMEPHON KOTHH
reda (SMN1). OCHOBHBIM THIIOM MYTaIliii B 3TOM T€HE SIBJISFOTCSI TOMO3HTOTHBIC JCIICITUU
9K30HOB 7 miM 7-8, KOTOphIe BBIABIAIOTCA y 95% mamumenToB. OctanbhHbie 5% NalMEeHTOB
SBIISIOTCS KOMITAYH/A-TE€TEPO3UTOTaMu M0 jAenenuu B onHoi konuu reHa SMN1 u toukoBoi
MyTalldd B JAPYroi, KpailHe peaKo — KOMIAyHA-TeTePO3UrOTaMH MO JABYM MHUHOPHBIM
mytarusiM [4]. Myramun rera SMN2 ve Moryt ObiTh npuunHO CMA, 0JHAKO YHCIIO €ro
KOIMUI Ha CEroJHs SIBJSETCS OCHOBHBIM MoaudukaTopoMm 3aboneBanus. [IpuOmu3utensHo y
80% mromeit B monyisiuuu HaOmromaetcst 1-2 xoruu. [ng 5-10% 370poBbIX JtoJei onucaHbl
ciydan pgenenuu reHa SMN2 B romo3urotHoMm coctossHuu. Y mamnueHtoB co CMA
pazHooOpa3zue yucna konuid rena SMN2 ropaszmo Gosbllie ¥ MOXKET BapbUpoBaTh OT 1 70 6

kormii. To HeOosbIOe KOJWYECTBO (YHKIIMOHAIBHOTO Oenka, MpOAYIHUPYyEMOTO



neHTpoMepHoii komued reHa SMN, cnocoOHO cMArYaTh TSKECTh TEUCHHUS 3a00JICBaHHS Y
NAIMEeHTOB, UMCIOIIUX YBETHUECHHOE YncIio konui rena SMN2 [5-8].

[Mponyktom terna SMN sBisiercs Oenok, cocrosimmii U3 294 aMUHOKHCIOTHBIX
OCTaTKOB, C MOJeKyJsipHbIM BecoMm 38 k/la. benok (yHKunoHHpyeT Kak B siapax, Tak U B
nuTorazMe. B sapax 6enok SMN nokanusyercs B cpeponoJoOHbIX CTPYKTYPax, Ha3bIBAEMbIX
reMaMu, acColMUpOBaHHBIX ¢ Tenbllamu Kaxans, BosieuenHbix B metabonusm PHK. benok
SMN wurpaer BaxHyI poiib B crutaiicuare mnpe-pPHK u OuoreHese Masbix sIEpHBIX
PUOOHYKIJICONPOTEHHOB, B TEHHOM 3KCIPECCUU HA YPOBHE TPAHCKPHUIIINH, a TAK)KE YUaCTBYET
B akcoHasibHOM TpaHcnopte MPHK B anwsda-moToneiponax [9].

Cumxenue ypoBHsi 6enka SMN IpHUBOAUT K aKCOHATIBHBIM JIe(heKTaM JABUTaTEeIbHBIX
HEHPOHOB, BKIIIOYAs YCEUECHHUE U/MIIH YPE3MEPHOE Pa3BETBICHUE aKCOHOB, 3aME/IJICHHE POCTA,
HApyIICHUSM B HEPBHO-MBIIICYHBIX CHHAICAaX: HAKOIUJICHUIO HEHpopUIaMEeHTOB B
MPECUHANITUYECKUX  TEPMUHAIAX, (OPMHUPOBAHMIO  HE3PENBIX  MOCTCHHANTHYECKHUX
TepMUHAJIEH U (QYHKIIMOHATBHBIM aHOMAJIMSIM, HapyIIEHUIO Tporecca dHaonuro3a [10, 117.

Mooughukamopul kiuHuyecko2o meyenus 3aboneéanus. Kiuandeckoe pazHooOpasue
npokcumanbHOii CMA 50 MoOXeT OOBSCHATHCS HAIWYMEM MOAUPHUIHUPYIOIHX (AKTOPOB.
Monudukatopbl MOXKHO pa3feNuTh Ha JBE OCHOBHBIE TPYIIbI: BIUSIONIUE HA YPOBEHb Oelka
SMN u, COOTBETCTBEHHO, HE OKa3bIBAOIIME BIMSIHUS Ha KOIU4uecTBO Oesika SMN.

dakTopel, BIUAONME HAa VypoBeHb Oenka SMN. Ha ceromHs OCHOBHBIM

MogudummpyroummM pakropoM CMA cuutaercst reH SMN2 - yucno ero Konuii 1 pa3anyHble
BHYTPUI'CHHbIE BapHaHThl. VIMEIOTCS TaHHBIE O KOPPEIALMH TSKECTH TeUeHUs 3a00J1eBaHUs U
gyuciia kormid reHa SMN2 [12]. Yem Oosnbme konuit rera SMN2, Tem, kak mpaBuiio, MEHee
BbIpaXkeHbl KiuHU4eckue cuMntombl CMA. Opnako ycraHoBienue tuna CMA ToIbKO Ha
OCHOBaHMU yucia konuit rena SMN2 HeomycTuMO U TPOBOIUTCS BpauOM Ha OCHOBaHUHU BCEH
COBOKYITHOM nH(popMarmu o 3a001eBaHNH Y KOHKPETHOTO manuenTa [12].

Eme omun monudunumpyromuit dpakrop CMA, cBsA3aHHBIH HEMOCPEACTBEHHO C
HEeHTpoMepHOU Komuel reHa SMN, — 3To oHOHyKIIeoTHAHAs 3aMmeHa ¢.859G>C B 3k30He 7
rera SMN2, xoTopas mpuBOAUT K OOpPa30BaHUIO HOBOTO JHXAHCEP-CBS3BIBAIOIIETO CaifTa
CIUIalicCHHTa, Pe3yJIbTaTOM Yero sBJIseTCs BKIIOYEHHE B TpaHCKpunT ¢ reHa SMN2 sk3oHa 7.
JlaHHBII BapuaHT acCOIMMPOBAH C YBEIHMUYEHHEM B KPOBH KOJMYECTBA ITOJHOPA3MEPHOTO
6enka SMN y nanuento co CMA II-1I1 tuma [13].

Hpyrue dhakropsl, Biusone Ha ypoBeHb 0enka SMN, npusenens! B Tabnure 1.
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Tabmauua 1

JlonomHuTeNbHBIE (PaKTOPHI, BIMAIONIME HA ypoBeHb Oeinka SMN

daxTop D dexr
1 yBEIMYMBAET BKJIIOYECHHE 3K30HA 7
Tra2p
| IpUBOIUT K 9K30H-CKHUIMIUHTY 3K30Ha 7
Crnaiicunr-
SF2/ASF 1 yBeNIMYMBAET BKIIOYEHHE HK30HA 7
peryaupyromue GpakTopbl

1 MHTUOMPYET BKIIFOYCHHE K30HA 7 TeHa
hnRNPA1

SMN2
CREB1 1 yBeIMYMBAET TpaHCKpunuuo oenka SMN
STAT3 1 cocoOCTBYET POCTY aKCOHOB
IRF-1 1 yBenuuuBaeT ypoBeHb Oenka SMN

®DakTopHI,
1 yBEIMUYUBAET MPOAOIKUTEIBHOCTD KU3HH Y
peryupyorue PRL
Tsokenbix CMA-MbIen
TPaHCKPHITIIHIO

MerunupoBanue
IIPOMOTOPHOU

o0Jlacty reHa

SMN2

1 CHIIKaeT ypoBeHb dkcnpeccuu reHa SMN2

UlA 1 yMeHblIaeT ypoBeHb 6enka SMN
Crabumuzanus MPHK 1 yBEIMYMBAET NPOILOJDKUTEIBHOCTD JKU3HU Y
HuR/p38
Tskenbix CMA-MbIen
®aKTOphI, BAUAIONIME | PKA 1 uHTHOMpYeET nerpagamnuio 6enka SMN
Ha MTOCTTPAHCIIALIHOHHYIO
GSK3 | ymMepeHHO yBennuuBaeT BbIKUBAEMOCTD
Mo TU(DUKAITHIO
11| Oxa3biBaeT nos0XUTENBHOE BIMSHUE HA
I'ononanue
BBDKMBAEMOCTh
OK30TeHHbIe (PaKTOPHI 11| YBennuuBaer ypoBeHbs OJIHOPA3MEPHOTO
I'unokcus 6enka SMN. JlpixarenpHast MOAAEPIKKA

yaayumacT CUMIITOMATHUKY.
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OKCHIaTUBHBIN
11| Ycunuaer nmporpeccupoBanue 601e3H1
cTpecc

OnHako, BIUSHHE OOJBIIMHCTBA M3 3THX (AKTOPOB OLIEHUBAIOCH IN Vitro. B sxuBoM
OpraHu3Me MEXaHU3MBbI B3aMMOJICHCTBHS HAMHOTO CJIOXKHEE M TPEOYIOT TITyOOKOTO U3YYCHHS.

dakTophl, HE BIUSIONME Ha ypoBeHb Oenka SMN. MoaudukaropoB, He

acconuupoBanHbIX ¢ TeHoM SMN u ero mpoxykTom, Takxke odeHb MHOTO. C KaXKIbIM TOJJOM
OTKpBIBaETCs Bce O0JIblIE MEXaHU3MOB. B rocneinee BpeMst HHTepec NPUKOBaH K psily OeNKoB,
YIAYUIIAOUMX MPOLECC 3HAOLMTO3a B CHUHANCaX, T. K. HEJAaBHO ObUIO YCTAHOBJEHO, YTO
MMEHHO 9H/IOIMTO3 SIBIISIETCS OJTHUM U3 KIFOUEBBIX HapyIIaeMbIX Mexanu3MoB mpu CMA. Dtu
6enku npeactanieHsl mwactuaoM 3 (PLS3) u koponunom (COROI1C) [14], HelipokaabIIuHOM
nenbta (NCALD) [15] u kaneiuiineBpuHononooHbeM 6ekom (CHP1) [16].

Oco06b1it nnTepec mpencrasiaser MetunupoBanue JIHK, xak nHanbonee craOuibHas
MOTUGUKAIMS, HM3MEHSIOMAs XapakTep OSKCIpecCHu TeHOB. bbula BBIABICHA CBS3b
metwimpoBanusi psga reHoB (SLC23A2, NCOR2, DYNC1H1), koropble MOryTr OBITh

BoOBJIcucHbI B larorene3 CMA, u TsokecTbro 3a0osieBanus [17-19].

1.3 DnuaeMuoJorusg 3a00JeBaHUsl WJIM COCTOSHUSA (rpynnbl 3200JeBAHUNA WM

COCTOSTHMI)

PacnipocTpaneHHOCTh TPOKCUMATBLHOM CITMHAILHOM MBITIIEUHOM aTpoduu cocTaBisieT |

Ha 6000-10 000 HoBopoxneHHbIX [20]. /laHHbIe MO pacpoCTpaHEHHOCTH 3abosieBaHus B PD
orcyrcTBytoT. Yactora HOcuTenbcTBa 3aboieBanus — 1/40-1/50 B momymsnuu B LEIOM
[21,22]. TTo nanubiv ®TBHY MI'HII umenn akagemuka H. I1. BoukoBa yacToTa HOCHTEIBCTBA
mytanuu B rene SMN1 B Poccun — 1/36 genoBek u pacyeTHast 4acToTa POKISHUS peOCHKA CO

CMA 1 Ha 5184 HOBOpOKIEHHBIX [23].

1.4 QOco0eHHOCTH KOIAUPOBAHHA 3200JeBAHUH WJIH COCTOSAHHMS (rpynnbl

3200JJ€eBAHAN HWJIHM COCTOSAHMI) M0 MeXKIVHAPOIHOH CTATHCTHYECKON KJaccubuKanuu

00Jie3HeH U Po0JieM, CBA3AHHBIX CO 310POBLEM

G12.0 derckas cnuHanpHas MblieuHas atpodus, [ tun [Bepaaura-I'odpdmanal

G12.1 [Ipyrue HacienCTBEHHbIE CIUHABHBIE MBIIIEYHbBIE aTPODUH

1.5 Kaaccupukanusi 3a00/1eBaHUSI WM _COCTOSHUS (TPYNIbl 3a001eBAHUIA WJIH

COCTOSTHM)

Knuanueckas knaccudukanusi 3a00JieBaHUST OCHOBBIBACTCS Ha Bo3pacTe Je0roTa,

TSKECTH TCUCHHUS 3a00JICBaHUS U MPOJOLKUTENbHOCTH )u3HU [20]. (Tab. 2)
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Tabmuna 2.

Knuandeckas kiaccuuKanus mpoOKCUMaIBHON CIUHAIBHOMN MBIIIEYHOH aTpodun 5q.*

OxunaeMmas
Bospact ok
Tun CMA MPOAOJIKUTEIIBHOCTh JIBurarenbHble HaBBIKU
nedrora
JKA3HU

CMA 0O BHYTPHYTPOOHO 110 6 MecsileB Her

HECIIOCOOHOCTE IEPKATh
CMA nep

TOJIOBY,

o 6 Mecs1EB 0 2-X JIET

IIEpEBOPAYNBATHCA, CUJIETh

(OMIM#253300) 6
€3 MOJICPKKH

CMAT 70% noxuBaroT 00 25 | coCOOHOCTH CUIETH O€3
6-18 mecses

(OMIM#253550) et HOZIEpHEH
CMA I crapire 18 10-40 ner mociue CIIOCOOHOCTH CTOSITh M
MECSIIEB MaHu(pecTaIrm XOJIUTH 0€3 MOAIePKKI

(OMIM#253400)

*cymectByer 1 CMA |V tumna, HO ipu 3TOM THIIE 3a00JeBaHHEe MaHU(ECTUPYET BO
B3pOCJIOM BO3pacTe

**HpI/I €CTECTBEHHOM TEUCHHUH 3a00JICBaHUS

1.6 Knnanyeckass KapTHHA 3200JeBAHNS WU COCTOSHUSA (Irpynnbl 3a00JeBaHUA

HJIM COCTOSTHMIH)

[IpokcumanpHasi cniuHanbHasg MbleyHas atpopus 0 tuma, wim BpoxaeHHas CMA ¢
nocnepoaoBoi acukcueil — Hanbomnee THKENbIA BapuaHT TeueHus 3aboneBanus. Ha 30-34
Hezene OepeMEeHHOCTH OTMEYaroT MalONOJBMXKHOCTh miiona. Ilocne pokaeHus IBUKEHUS
NPaKTUYECKH OTCYTCTBYIOT, HAIMYHE KOHTPAKTYpP, TPYAHOCTU C TIOTAaHHEM U JIbIXaHHEM —
0e3 obecrieueHus IbIXaTeaIbHOMN MOAIEPKKH peOeHOK morubaet [24].

[IpokcumaneHas cnuHallbHAs MbliedHas arpodust | Tumna, unm Gone3nr Bepanura-
['opdmana BozHUKAET B BO3pacTe 10 6 MECALEB M XapaKTEpPHU3YyeTCs TAKETOW MBIIICUYHOU
ciabocThio. bolbHBIE TeTH HE CIOCOOHBI AEp)KaTh TOJIOBY, NEPEBOPAYMBATHCS, CHIETh 0e3
nojepkku. [IpokcnMmanbHasi, CHMMETPUYHAST MBIIIEYHas! clIab0CTh, OTCYTCTBHE MOTOPHOTO
pPa3BUTHUS U MBIIIIEYHAS] TUTIOTOHMSI SIBJISIOTCS OCHOBHBIMH KIMHHUYECKUMHU mpu3Hakamu CMA
I Tuna. YacTo oTMEUaroT HAJIMYME KOHTPAKTYP B KOJIEHHBIX U JIy4€3alsICTHBIX CyCTaBaX, pexe
— B JIOKTEBHIX. B HEOHaTaTbHOM TIEPHO/IE WM B TEUCHHE MEPBBIX TPEX MECSIIEB KU3HU JICTH
CO CMEPTEJIbHBIM IPOTHO30M HCIBITHIBAIOT TPYAHOCTU C COCAHMEM U TJIIOTAaHHEM M YacTo
JEMOHCTPHUPYIOT nuadparmansHoe neixanue. Cama aumadparma HE BOBJICKaeTcs B

MATOJIOTUYECKHUI POIECC A0 MOCIeIHEN cTaanu TeueHus 3aboneBanus. Hapyiienus rinoranus
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MOTYT MPUBOJUTH K ACHUPALMOHHOW ITHEBMOHUU M JIETAIBHOMY HMCXOAy. Y HalMEHTOB
HaOM01at0TCsl (hACIUKYIISIIUNA MBIIII] SI3bIKA U TIOCTYPAIBHBIN TPEMOP MajbIeB. BOTbIIMHCTBO
oonbubIx aereir co CMA [ tuna 6e3 MEIUIMHCKOTO COMPOBOXKACHUS M OCOOOTO yXoja
norudaeT B Bo3pacte 10 ABYyX JieT [25].

[IpokcumanbsHas cnimHaibHAs MbimedHas atpodus I tuma mimm xponmyeckas CMA
(6ose3nn JlyOoBuiia) uMeeT OoJiee mo3gHee Hayalio B Bo3pacte 6-18 MecsiieB 1 MEeHee TSKEI0e
TeyeHHe. Takue JeTH COXpPAaHSAIOT CIOCOOHOCTh CHUACTh U YAEPKHUBATH TOJIOBY
camocTosaTenbHo. Y manueHToB co CMA Il HabmronmaroTcs (GaciuKymIsIuyd MBI S3bIKA,
TPEMOp MAaJIbLIEB BBITSHYTHIX PYK, (PaCHUKYIIpHbIe U GUOPUIUISIPHBIE MOASPTUBAHUS MBIIII]
MIPOKCUMAJIbHBIX OT/IEJIOB KOHEYHOCTEH, BBIPAXKEHHBIH CKOJIMO3, CIa00CTh MeEXpeOepHOi
MYCKYyJaTypsl, nuadparMaibHOE JbIXaHWe. Y JeTei BO3HUKAIOT TPYJHOCTH MPHU Kalie U
IyOOKOM JIbIXaHUHM BO BpeMs CHa JUIS MOJAEPKaHHUS HOPMAIBHOTO YPOBHS KHUCIOpOJA U
nuokcuaa yriepoga [26, 27]. Pa3BuBaroTCs U MPOTPECCUPYIOT CKeNeTHBIE JedopMaluu.
XapakTepHbI TaKXkKe IUI0X0H COH HOYbIO, YCTaNI0CTh I10CJIE HOYHOI'O CHA, COHJIUBOCTD B JTHEBHOE
BpEMs1, BO3MOXHO Pa3BUTHUE YTPEHHEHN TUIIepTEeH3HH, (T€ )K€ U3MEHEHUs, HO B OoJiee cTapiiemM
Bo3pacre, pa3BuBatorcs npu CMA Il tuna).

Hauano npokcumanbHOM cnuHanbHOM MblmeyHoi arpodun III Ttuna (roHomeckas
dopma), unu 6onesnu Kyrennbepra-Benanaep, BappupyeT B Bo3pacte HaunHas ¢ 18 mecsiies
U J10 1oHo1eckoro Bo3pacra. [lanuentsr co CMA 11 coxpaHsitoT ciocoOOHOCTb MepeIBUraThCs
CaMOCTOSTENIbHO, HO MOTYT YacCTO Ma/1aTh WU UCHBITHIBATH TPYAHOCTH MIPU MOIBEME U CITYCKE
10 JIECTHUIIE, Oere, HAKJIOHE, TOIbEME U3 TIOJIOKEHUS cuisl. HuKHIe KOHEUHOCTH TTPU TaHHOM
TUIE 3a00J€BaHMs MOpPaKEHbl CHiIbHEe, yeM BepxHue. Y mnanueHtoB co CMA III takxe
COXpaHSETCS TPEMOP NaJIbIIEB BBITSHYTHIX pyK [26-28].

[Ipu Bcex Tumax CMA MOTyT mopaxarbCsi OCHOBHBIE TPYMIIbI JbIXaT€IbHBIX MBIIIII,
BKIIIOYAsi MBIIIIBI BIOXa WM BBIIOXa M OyIb0apHYI0 MYCKYNaTypy, HOpH 3TOM CTeNeHb
MOPAKECHUSI M MEXaHWU3MBI, BEIYIIHE K HAPYIICHUIO JbIXaHUS, MOTYT pa3nyaThCsi B
3aBucuMOCTH OT Tuma CMA u cragum 3aboneBaHus. [lepBoHaYaIbHO THIOBEHTHIISINH,
00yCIIOBJICHHAs HApYIICHUEM JIbIXaHUS Pa3BUBAETCS BO CHE, HO TIOTOM U B JHEBHOE BpEMSI.
['MnoBeHTUIISIIIMS BO CHE NMPUBOAMUT K Pa3BUTHUIO anmHo3. HapymieHus apixaHusi — OCHOBHAas
MIPUYMHA BO3HUKHOBEHMSI OCIIO)KHEHUH U cMepTHOCTH nanueHToB co CMA | u CMA |l; kxpome
TOTO, OHHM TaK)XK€ MOTYT Pa3BUBATHCS Y HEOOJbIOH 1011 marueHToB co CMA 1.

[Ipu Bcex Tunmax CMA MOXET BBISIBISATHCS KapAUOJIOTHUECKasi IaTOIOTHs (HapyLLIeHUs!

pUTMa Cep/na, KapJUOMHUOTIATHS U T.1T.).
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2. I[l/laI‘HOCTI/IKa 3a00J1eBaHUsI WM COCTOSIHUS (I‘pyl'll'lbl 3200/1eBaHU WJIN
COCTOHHHﬁ), MEINIUHCKHUE TIOKa3aHUA U MIPOTUBOIIOKA3AHUA K

INPUMEHCHHUIO METOA0B THATHOCTUKH
Jluacnoz  ycmanasnusaemcss no  pe3yibmamam — NPOSeOeHus — MOAEKYISAPHO-
eenemuueckoeo oocnedosanus (0Onapysxcenue oeneyuu dK30H08 7 unu 7-8 6 2oMo3uomHom
cocmosiHuu (m.e. 8 0beux Konusx 2ena) unu mouxoswvix zamer 6 cene SMNI 6 comozucommnom
COCMOSIHUU UIU MOYKOBOU 3aMeHbl U Oelleyuu JK30HA 6 KOMNAYHO-2emepo3ueomHoM
COCMOsIHULL).

2.1 /Kaa00bl 1 aHAMHE3

OcnosHule dcanodvl u anamues onucanbvl 6 pasoene «Knunuueckas kapmunay. Huowce
npugedeHvl KHcanodwvl, mpedyrouue omoerbHO20 YIMOYHEHUL:

o Pexomenayercst yTOYHHUTD kaio0bl HA Xpall U YacThie MPOOYKIECHUS BO CHE, yTPEHHUE TOJIOBHBIE
00711, COHJIMBOCTh B T€UEHUE AHs, y poauTenel mauueHtoB co CMA 5q crapiuero Bo3pacra ajs
paHHEeW AMarHOCTUKH TMITOBSHTUJISIIIMK M altHOd cHa [29].

YpoBeHb yoeIHTeILHOCTH peKoMeH1aluii B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 3)

o Pexomenayercsi yTOUHATH YAaCTOTY MH(EKIMOHHBIX 3a00J€BaHMN W aHTUOMOTHKOTEpANUH 3a
nocneanue 6-12 MecsieB (B 3aBUCUMOCTH OT KPaTHOCTH HaOMIOEHNS) y POAUTENEH MalMeHTOB
co CMA 5Q i aekBaTHOM OIIEHKH COMaTHYECKOTro cTaryca narreHTos [30].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

e PexoMeHayeTcsi yTOUHSTH JKaJI0OBl HA HAPYIICHUS TJIOTAHUS KUAKOCTH W/WJIM TBEPJOM MHIIH,
OIIYIICHUE 3aCTPEBAHUs UMM B TOPJIE BO BPEMs TJIOTaHUS, KaIllelb WM MONEPXUBAHUE J10, BO
BpEMs1 WM MOCJIE TII0TaHMS], HATMYUE XPUILIOTO WM «BJIAXKHOT0» TOJIoca MOCJe akTa III0TaHus, a
TaK)Ke BIMSHHE Ipoliecca MpUeMa MUIIKM Ha Ka4eCTBO XKU3HM y poauTtenel nanueHToB co CMA
59 s uckiaroueHus aucoaruu [20].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB — 5)

2.2 dusukajanLHoe 00c/IeI0BAHNE

Knunuuecrxoe obcnedosanue CMA exnwouaem 6 cebs npogedeHue @OUI3UKATbHOSO
0CMOMpPA ¢ AKYEeHMOM HA KOCMHO-MbIUEYHYIO CUCIEMY, U C8A3AHHBIX C Hell (PYHKYUOHATbHBIX
Hapyuenul. Bbloop ucnonvsyemuvlx 06cie0oeanuti Oyoem 3a8ucems om acneKkmos, KoOmopbwle
bolee akmyanvbHul 0ns KaxiCOOU cmenenu msoicecmu. Jlannvlie GusuxaibHo2o 00Cciedo8anus
onucanwsl 8 pazoene «KIuHuveckas kapmunay. Huswce ompasicenvt ocobennocmu pusuxkaibHo2o

obcnedosanusl:
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o Pexomenayercs oneHKa (GU3NYECKOr0 Pa3BUTHS (M3MEPEHUE MACCHI Tella U POCTa) B IMHAMUKE
nanueHTam co CMA 5 1 OLleHKH HyTpUTHBHOTO cTartyca [31].
YpoBeHb yoenuteabHocTH pekoMenaanuii C (ypoBeHb I0CTOBEPHOCTH /I0KA3aTEIbCTB — 4)
KommenTapuu: y nayuenmos co CMA uacmo ommeuaromcs uzmeHeHus 8 HYMPUMUBHOM
cmamyce. 'V jejxcauux nayuenmos u nayueHmos ¢ oucgazuel No8vIUAEemcs PUCK
Hedocmamoynocmu numanus. Cuoauue u Xo00auue nayueHmsl NOOBEPAHCcEHbL PUCK) U30bIMOYHOU
Maccobl mena/oHcupenuro 8 CeA3U CO CHUMNCEHUEM IHeP2Ompam Uu3-3a YMeHbUeHUs: aKMUSHOCMU
npu ympame cnocobHocmu Kk xo0vbe. Ilocne ycmanosnenus ouacnosa CMA écem nayuenmam
PEKOMEHOYemcst KOHMpOIUPOB8AmMs POCH U MACCY meid ¢ nepuooudHocmoio He meree 1 paza 6 3-
6 mecayes y oemetl MIaouLe20 803pacma u exce200H0 y 0emeti cmapuie2o 803pacma u yawe no
NOKA3AHUSIM.

o Pexomenayercs oreHka (YHKIIUY KEBAaHUS U II0TaHus narenTam co CMA 5q /Ui HCKITIOUeHus
nucharuu [20, 32].
YpoBeHb yoenuteabHocTH pekoMenaanuii C (ypoBeHb I0CTOBEPHOCTH /I0KA3aTEIbCTB — 4)
KommenTapuu: omoenvHoe enumanue npu ocmompe yOeniemcsi 803MONCHLIM HAPYULEHUAM
2NIOMAHUSL NPU KOPMIIEHUU — CHUIICEHUI0 U OMCYMCMBUIO 210MOYH020 U HeOHO20 peqhiekcos,
0CNabNIeHHOMY COCAHUIO Y MANEHbKO20 pebeHKa, mMpYOHOCMAM C JHCeBaHueM U NpociamuleaHuem
nUWU, Y8eIUYEHUIO OTUMETbHOCIU ee npuemd, HAAuvulo KOHMpAaKmypuvl 4earoCmHo20 CYCmaea.

o Pexomenayercss KIMHUYECKas OlEHKAa IpIxaHus nanueHtam co CMA 5Q mist uckirodeHus
HAJTNYHS JBIXaTeIbHBIX HapyIIeHui [33].
YpoBeHb yoenuTeabHocTH pekoMeHaanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 4)
KomMmenTapuu: nepuoouunocms nposedenus oyeHKu U MOHUMOPUH2A ObIXAMENbHbIX (YHKYUL
3asucum om KIUHUYECKO20 COCMOAHUS U CMeNneHu Npocpeccuposanus OONe3HU YV KaHc0020
bonvHo20. Yacmoma npoeedenust oyeHKU coCmasisiem 6 cpeoneM 00uH pas 6 3-6 mecsyes y
Hemsicenvix nayuernmos co CMA 1l u CMA 1. [Joixamenvhvie pynkyuu oyenusaiomes pesice y
NAYUEHMO8, CHOCOOHBIX K CAMOCMOAMENbHOMY NePe0BUINCEHUIO, 8 CMADUIbHOM COCMOAHUU, C
bonvuleli Yyacmomou y Jexcawux nayueHmos, ¢ HecmaoOunbHulM meyeHuem sabonesanus. C
yacmomoii 1 paz 6 3 mecaya modrcem npo8OOUMCs OYEHKA ObIXAHUS Y NAYUEHMO8, NOJYUAIOUUX
UHBA3UBHYIO BeHMUNAYUIO eeKuX. [[ns Oemeti, Haxooswuxcs na HUBJI, scenamenvrno npogooums
oyenxy 1 paz 6 mecay. Ilpu CMA |, eciu pebenox ne naxooumcs na HHUBJI, ovixamenvHovle
HapyweHus Mo2ym HApacmams OYeHb ObiCmpo, U uHo20a mpebyemcs ewje Oonee 4acmas ux
oyenka. QOyenka e6KIOYaem oOnpeoenreHue ysema KONMCHbIX NOKPOB808, d¢hghekmusHocmu

omKauwaiueaHusd, 4acnomnivl ablxaHuﬂ, usmepeHue OKpyHcHocmu ZPyOHOIZ KjiemkKu, onpedeﬂeHue

16



9KCKYpCUU 2pyoOHOU KIemKU, NPUSHAKOE OUCHYHKYUU ObIXAMENbHOU MYCKYIamypsl (Haiudue
napaooKcanibHO20 ObIXAHUS, UCNONb308AHUE BCHOMO2AMENbHOU ObIXAMENbHOU MYCKYIAMYpPb).
Pexomenayercst ocMOTp 1M0O3BOHOYHHMKA ManueHTaM co CMA 5Q uist UCKITIOUEeHHUs CKOJINO03a U
kudosa [34, 35].

YpoBenb yoeauTeabHOCTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTEIbCTB — 4)
Kommenrapum: npu ecex ¢popmax CMA pazsusaromces ckenemmuvie degpopmayuu. Mckpusienue
NO360HOYHUKA, C HNOHUNICEHHbIM MbIUEYHbIM TMOHYCOM, HEeNpepbléHO Npozpeccupyem Ha
npomsidceHul ceti dcusHu. Takoce y 60TbUWUHCINEA NAYUESHMO8 PA36UBAemcs KUPo3 epyOH020
omoena no360HOYHUKA PA3HOU CMeNneHU 8bIPANCEHHOCTU.

Pexomenayercst oOlleHKa (YHKIMOHAIBHOTO JBUTATEIBHOTO CTaTyca 10 PEJICBAaHTHBIM
(GYHKIIMOHATBHBIM IIKAJIaM U BPEMEHHBIM TecTaM mnanueHTam co CMA 5( mius ompeneneHus
MCXOJIHOTO CTaTyca MalueHTa, a TakKe /11 MOHUTOPUHTA IBUTaTeNbHBIX (DYHKIIMH U 711 OLEHKU
5 (EeKTUBHOCTH MaTOreHETHYECKOM Tepanuu [36-39].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (ypoBeHb I0CTOBEPHOCTH /I0KA3aTEIbCTB — 4)
Kommenrtapuu: [llkanst npusedenvt 6 Ilpunoscenuu I'l. Kenamenvrno, umodvl oyeHky no
WKanam nposoouny cepmuppuyuposanHvle CneyuaIucmsl pe2yisapHo Kaxicovie ulecmsv mecsyes
npoeoOUMs 00Ce008aHUSA, eClld Hem 0COObIX 0OCMOosAmenbCms, mpedylouwux Opyeou 4acmonol
Habnoodenus. /funamuieckoe obcredosarue pebenka no CneyuarbHbiM WKAIam 0CoOeHHO 8AHCHO
npu oyewke 3Ipdexmusnocmu noayuaemou mapeemuou mepanuu. Ilpu omcymcmeuu
cepmuuUYUpOBaAHHO20 CNEYUATUCA JHCEIAMETbHO HANPAsUms NayueHma 6 mom yewmp, 20e
maxkue cneyuaiucmsl ecib.

PexomeHnayeTcsl OIEHUTH MTOTPEOJICHNE U BBIBEICHUE U3 OpraHU3Ma MHKPOAJIEMEHTOB, 0COOCHHO
KanpIus U BUuTamMuHa D, manuentam co CMA 5( ¢ HapylieHUsMU HYTPUTUBHOTO cTaryca s
KOHTPOJISA 3@ COCTOSTHHEM KOCTHOM Tkauu [20].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — 5)
Pexomenayercsi yCTaHOBIICHHE THIA CHHHAIBLHOW MBIIIEUHOW aucTpoduu 5q HA OCHOBAaHUU
KIIMHUYECKOW KapTUHBI 3a00JIeBaHUsSI B COOTBETCTBHH C Kiaccu(uKaiyeil BceM MallMeHTaM C
MOJATBEPXKICHHBIM (KIIMHUYESCKH H/WIM TCHETWYESCKU) JUArHO30M JUIS OIPEJIeTICHHUS TPOTHO3a
3abosieBanus [20].

YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (YypoBeHb J10CTOBEPHOCTH 10KA3aTEILCTB — 5)

Kommenrtapuun: Tunet CMA 5q (CMA I, CMA 2 u CMA 3) cmompemsv 6 pasdene 1.5
Knaccuguxayus 3abonesanus unu cocmoanus (epynnel 3a601e6aHUT UNU COCMOAHULL).
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2.3 JIaGopaTopHbIe JTHATHOCTHYECKHE HCCAeT0BAHUSA

e Pexomenayercss MOJICKYISIpHO-TEHETHYECKOE uccienoBanue myranuidi B reHe SMN1 Bcem
nanuenTam ¢ nojpo3penueM Ha CMA 5( ¢ uesbio BBISBICHUS JIENEeUUU SK30HOB 7 win 7-8 u
MOJIEKYJIIPHO-TEHETUIECKOTO MOATBEePIKAeHUs qrarno3a [40].

YpoBeHb yoeauTeIbHOCTH peKoMeHaauuii B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 2)
KomMmeHnTapuu: «3o10muim cmanoapmom» MONEKYIAPHO-2EHEMUUEeCK020 UCCIe008aHUs Npu
CMA 5q saersaemcs konuvecmaenuvlill ananusz — anaius yucia konuti 2enoé SMNI1 u SMN2. /lannoe
uccnedosanue npogooumcs memooamu I[P 6 pearvrom epemenu uiu koauvecmeenno2o MLPA-
ananuza. [uaznoz noomeepoicoaemcs npu oOHapydiceHuu Oeneyuu 3K30H08 7 uau 7-8 6
20MO3USOMHOM COCMOAHUU (M.e. 8 00eux KOnusx 2eHa).

o He pexomennyercsi ucnosibzoBarb [ILP-IIJ[P®-ananu3 u 1npyrue KayeCTBEHHBIE  METOJIbI
UCCIICIOBaHMs Kak MeToja BblOOpa mamueHTam c¢ mnoao3peHueM Ha CMA 5¢ c mensio
OATBEP XK IeHUS quarnosa [41].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (ypoBeHb 1I0CTOBEPHOCTH /I0KA3aTEIbCTB — 3)

o PexomeHayercsi BBHINONHATH MOMCK TOYe4HbIX MyTamuid B reHe SMN1 meromom mpsimoro
ABTOMATUYECKOTO CeKBeHHpoBaHUs 1o CoHrepy mMalMeHTaM C BBISBICHHON Jenenueil B
TeTePO3UTOTHOM COCTOSIHUH C LIENIbI0 YCTAHOBJICHHS AnarHosa [42].

YpoBeHb yoenuTeabHOCTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTEIbLCTB — 2)
KommenTapuu: nanuuue oeneyuu 6 2cemepo3ucomHom COCMOSHUU ONpeoesiemcs Kak Hanudue
oonou konuu cena SMNI1. Obnapyscenue namozennon mymayuu 6o émopou xonuu cena SMN1
noomeepacoaem ouacno3z CMA.

o He pexomenayercsi ycraHoBienne nuarHoza CMA 5( mamueHTaM C OTCYTCTBHEM JIEJICIUU
ak30HO0B 7 mim 7-8 rera SMN1 [20].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEIbCTB — 4)
Kommentapum: omcymcmesue deneyuu sx30n06 7 unu 7-8 eena SMNI1 onpedensemcs kaxk Hanudue
2 u 6onee xonuii 2ena SMN I memooamu ITI[P 6 peanvrom épemenu unu koruvecmeenno2o MLPA-
ananuza. B cnyuae kposHopoOcmeenHvix OpaKos pekomeHOyemcs npoeecmu NOUCK MOYEYHbIX
mymayuii 6 2zene SMN 1 memooom npsamo2o agmomamuueckozo cekgenuposanus no Coneepy oasice
8 cyuae omcymcemsusi Oeneyuu k30108 7 unu 7-8 eena SMN1.

o Pexomenayercsi ompenenenue uncina kormuid reHa SMN2 y mammeHTa ¢ MOITBEPKICHHBIM
reHetudeckuM auaraozom CMA 5( uis onpesiesieHns IporHo3a teueHus 6one3nu [43].
YpoBenb yoenutelbHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEILCTB — 5)
KommenTapum: reobxooumo nomuums, umo mun CMA y koHKpemnoeo nayuenma He Modxicem

ovimb ycmanogien no uucny konuu eena SMN2, oun onpedensemcsi moibKO KIUHUYECKU.

18



Heobxooumo yuumwisams uucno xonuti eena SMN2 npu npocroze meuenus 3abonesanus,
HOCKONIbKY MO  BANCHBIN (YaKmop, onpeoensiowuli. maxicecms KIUHUYECKOU KapmuHbl.
Heobxooumo ozoeapusams npu KOHCYIbMUPOBAHUU NAYUEHMO8 U UX CeMell, YMO HeCMOMpPsL Ha
cunbHyio c6:3b kKonuwecmaa konuti SMN2 ¢ npoenozom, umeromes uckiroueHus.

PexoMenayercst MOJICKYJISIpHO-TEHETHYECKOE HccinenoBanue mytaruii B rene SMN1 poauressim
NalyeHTa ¢ reHeTUYeCKUM noaTBepxkaeHneM Hanmuuus CMA 50 KOJIMYeCTBEHHBIMH METOAAMU
(TILIP B peanbHoM Bpemenu i MLPA-ananu3om) [uis Iporuo3a aeropoxacHus [44].
YpoBeHb yoeauTeIbHOCTH peKoOMeHaaluii A (YpOBeHb 10CTOBEPHOCTH J0KA3aTeJILCTB — 1)
KomMmenTapuu: monexynapno-cenemuueckoe ucciedosanue mymayui 6 2ene SMN1 maxkorce
NOKA3aHO pOOUmensmM ymepuieeo pebeHka ¢ npeononoxcumenvHoim ouacnozom CMA u
omcymemeuem e2o buonocuveckoeo mamepuana 011 JJHK-ouaenocmuxu, ¢ nogmopnvix opakax
pooumereti OONbHBLIX Oemel — UX HOBbIM CYNpYeam (eciu NIAHUPYemcs 0emopodicoeHue),
cynpyeam  e3pocivix nayuenmos ¢ CMA npu nianuposanuu 0emoporcoeHus;, Oau3Kum
POOCMBEHHUKAM (CUOCbl nayueHmos u cubcvl pooumenel HAYUHMmMos) OJisi NPOSHO3Ad UX
HOMOMCM8a, OOHOPAM CHepMbl U AUYEKIeMOK Npu IKCMPAKOPNOPAILHOM ONOI000MEOPEHUU.
Monexynapno-eenemuueckoe ucciedoganue mymayuil 6 2ene SMNL, xkax u npu psoe opyeux
YACMBIX AYMOCOMHO-PEYECCUBHBIX OOIe3HEl, PEKOMEHOYEM sl NPU NAAHUPOSAHUU OepeMEeHHOCmU
8 KpOBHOPOOCcmeenHvIx bpaxax. Heobxooumo ungopmuposams pooumerneii demeti ¢ MOIEKYAAPHO
8epUPUYUPOBAHHBIM OUASHO30M), A MAKHCe NAPbL, 8 KOMOPHIX KANHCObIU U3 NAPMHEPOS SABNAEMC
HOOMBEPHCOCHHBIM 2emepO3USOMHbIM Hocumenem Oereyuu 7 uau 7-8 sxzonoe eena SMNI, o
B03MOJCHOCIMU —~ NPOBEOCHUsl  NPEeHamaibHOU (860  @pemsi  OepemeHHOCMU) — UIU
NPeOUMNAAHMAYUOHHOU (C UCNONBL30BAHUEM IKCMPAKOPNOPAIbHO20 oniodomeopenus) /THK-
ouaznocmuxu (cm. pazoen Ilpopunakmuxa).

Pexomenayercss manuentam ¢ CMA mpoBeneHue oOmiero (KIMHUYECKOr0) aHajau3a KpOBU
pa3BepHYTOro (TeMOTJIO0MH, KOJMYECTBO JSPUTPOIMTOB, IIBETOBOW IIOKa3aTeNb, KOJIUYECTBO
JIEUKOILUTOB, TPOMOOIIUTOB, JIeliKonuTapHas (opMyia U CKOPOCTh OCEIaHUsl IPUTPOIIMTOB), IS
OIICHKH OCHOBHBIX MAapaMETPOB KPOBETBOPEHHUS M HAIMYHUS BOCHAIUTEIBHBIX TporieccoB [111,
130].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — D)
KommenTapum: Oannoe ucciedoganue 6 OUHAMUKE NPOBOOAM 8 3ABUCUMOCHU  OM
namoeenemuueckol mepanuu, Ho He pedce 2 pasz ¢ 200 [101, 105-107].

PexomennoBano namuentaM co CMA aHanu3 KpoBH OMOXMMHYECKUH OOIIeTepaneBTHUYeCKUui
(rmoko3a, oOmuii 6enok, OenkoBble (pakiuu (KUCciIeoBaHHE YpOBHA albOyMHHA B KpPOBH,

ompeneseHue arbOyMUH/TI00YIMHOBOTO COOTHOIIEHHUS B KPOBH), MCCIIEIOBAHKUE YPOBHS OOIIETO
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OmnupyOrHa B KPOBHU, MCCIEAOBAaHUE YPOBHS OUIMPYOMHA CBSI3aHHOTO (KOHBIOTMPOBAHHOTO) B
KpPOBH, HCCIIEJOBaHUE YpPOBHS OminpyOMHAa CBOOOAHOTO (HEKOHBIOTHPOBAHHOTO) B KPOBH,
XOJIECTEPUH, TPUTIUIEPU/IBI, JTHIIONPOTEUABl HU3KOH M BBICOKOW IIJIOTHOCTU (HMCCIIEOBAaHUE
YPOBHsI JTUTIOTIPOTEMHOB B KPOBH), miejouHas ¢ocdarasza, ramma-rimorammirpanchepasza (I'TT),
KpeaTHHHWH, MOYEeBHHA, alaHnHaMuHOTpaHchepasza (AJIT), acmapraramunorpancdepasa (ACT),
KanpIUil OOIMI M WOHM3UPOBAHHBIN, HATPUU, Kalwii, HeopraHwdeckuid (ocdop, kene3o u
beppuTHH) N1 OUEHKH (YHKIIMOHAJIHHOTO COCTOSHUSI BHYTPEHHHX OpPraHOB, HAJIAYHUS
UHOEKIIMOHHBIX OCIOKHEHUH M HYTPUTHUBHOIO cTaryca mamuenta [112-115].

YpoBeHb yoenuTeabHoCTH pekoMeHaanuii C (YypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)
KommeHnTapuun: OJaunoe ucciredosanusi 6 OuHamuke HPOGOOAM 8 3AGUCUMOCHU  OM
namozenemuyeckol mepanuu, Ho He pedce 1 pasa ¢ 200 [101, 105-107].

PexoMenayeTcsl MPOBEACHNE KOATYJIOTPaMMbI (OPUEHTHPOBOYHOTO MCCIIEIOBAHUS TOMEOCTAa3a)
(AUYTB, MHO, onpenenenue npoTpoMOMHOBOIO (TPOMOOIIACTUHOBOI'0) BPEMEHU B KPOBU WJIU B
wiazme (IpoTpOMOMHOBOE BpeMsi, TPOTPOMOMHOBBIN HHJEKC), huOprHOreH) naueHTam co CMA
JUTS OIICHKH (DYHKITHOHAIBHOTO COCTOSHHUS TICUYCHU M CBEPTHIBAOIICH crcTeMbl KpoBu [88, 116].
YpoBeHb yoenuteabHocTn pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTeIbCTB — 4)
KoMmmenTapuu: oannoe ucciedoganue 8 OuHamurxe npo8oosm no mepe Heooxo0UMoCmu.
Pexomenayercs narriearaM co CMA nipoBezieHHe 00mIero (KIMHAYSCKOr0) aHAIn3a MOYH ISt
OLIEHKH COCTOSHHSI MOYEBBIBOAAIIMX MmyTeit u mouek [115, 117].

YpoBeHb yoenuTeabHocTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH JI0KA3aTEIbCTB — 4)
KomMmmenTapuu: oannoe ucciedosamnue 6 ounamuxe npogoosm 2 paza 6 200.

He pexomenayercs uckmodarh auarno3 CMA y manueHTOB ¢ HETUIHMYHON KIMHUYECKOU
kaptuHoit CMA 5( Ha OCHOBaHMH YMEPEHHO MOBBINICHHOW aKTHBHOCTH KpeaTHHKHHA3bI [45].
YpoBeHb yoenuTeabHOCTH pekoMeHaanuii C (YypoBeHb I0CTOBEPHOCTH JI0KA3aTEIbCTB — 3)
KomMmenTapum: yposens kpeamununasvl (kpeamugocgoxunaza, KOK) obviuno nopmanen unu
NOBbIUEH HEe3HAYUMENbHO, meM He MeHee ONUCaHbl eOuHUyHble cayyau ¢ evicokum (6 10 pas)
nosviuieHuem yposHs akmusHocmu gepmenma. Taxum obpazom, nosviuieHue yposus epmenma
He 0bs3amenvHo uckaoyaem ouaznoz CMA.

PexoMenayeTcsi marneHTamM ¢ yCTaHOBIEHHBIM AuaraiosoMm CMA 5(, 0COOEHHO MaiMeHTam co
CMA |, uccnenoBaHue KHCIOTHO-OCHOBHOTO COCTOSIHUSI U Ta30B KPOBH JUISI OIICHKH CTETIECHU
KOMIICHCAIINH JIBIXaTSIbHBIX HAPYIICHHH W ONPEISIICHUs TAKTUKH PECITUPATOPHOU MOICPKKU
[46].

YpoBeHb yoenuTelbHOCTH pekoMeHaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeNbCTB — 4)
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KoMMeHTapUH: U3 MeHeHUs 8 KUCTIOMHO-0CHOBHOM PABHOBECUU BO3HUKAIOM HA 0AIEKO 3AueOUUX
cmaousx OvixamenvbHou Hedocmamounocmu. KenamenvHo 0ns ceoeepemeHHOU OUACHOCMUKU
ucnonv3osams  Oonee  UHopmamuseHvie — UHCMPYMEHMANbHbIE — Memoobl  UCCIe008aHUS
(kanmomempuro  u  Op. — cm. Hudce). [exomneHncayus —ObIXAMENIbHLIX — HAPYULEHUL
KOHCIAmMupyemcs npu Hanuduu SUneprantuu u ayuoosd.

Pexomenayercst BCEM MallMEHTaM C YCTaHOBJIEHHbIM nuarHozoM CMA 5(Q onpenenenue
COZICPKaHMS TIFOKO3bI B KPOBH JUIS UCKITIOUYEHUSI THITOTIIMKeMHH [47].

YpoBenb yoeauTeabHOCTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB — 4)
KoMMeHTapUN: npu Haiuuuu npusHaKos Kemoayuoo3a OONOJIHUMENbHO NOKA3AHO onpedeiieHue
KemoHOBbIX Meil.

Pexomenayercss uccienoanue ypoBHs 25-OH Buramuua J[ B KpoBM BCEM MAlUEHTaM C
yCTaHOBJIEHHbIM quarHozoM CMA 5( 1711 HCKITIOUEHHUs] BO3MOKHBIX HapyIllleHHH ero ooMeHa u
nocieayromei koppekuuu [20].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (ypoBeHb I0CTOBEPHOCTH /I0KA3aTEIbCTB — 5)
KomMeHTapuu: cywecmeyem KOHCEHCYC NO NOBOOY HeOOX0OUMOCMU NPOBedeHUsi OAHHO20
uccnedosanust no menvuteli mepe 1 pas 6 2oo0.

2.4 UucTpyMeHTANbHbIE NMATHOCTHYECKHE HCCIeI0BAHMS

2.4.1 HucTpymMeHTAAbHBIE MccaeaoBanus s nuarnocrukn CMA 5q

Pexomenayercst sneKTpoMuorpadusi Uroap4aras u JMeKTpoHeHpoMuorpadust CTUMYISIIIHOHHAS
(OHOBpEMEHHO) MAIMEHTaM C Pa3BUTHEM CUMITOMOB MPOKCHUMAIIbHON MBIIIEYHON cIaboCTH, C
OTCYTCTBHEM WJIM CHU)XCHHEM CYXOXWIbHBIX pediiekcoB mocie 18 mecsieB (xapakTepHO AJis
CMA Ill), a Taxxke mpu Oojee paHHEM pPa3BUTUU OTUX CHMIITOMOB, HO 0€3 THITUYHBIX
kinHuYeckux npossienuit CMA | u |l Tuna C nenbto yctaHoBieHus auartosa [48, 49].

YpoBeHb yoenuTeabHocTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH JI0KA3aTEIbCTB — 4)
Kommenrapum: npu obcredosanuu nayuenmos co CMA 00ndiCHbL NpUMEHSMbCs ueoabuyamas
anekmpomuocpagus  (OMI) u  cmumyrayuonnas  anekmporevpomuocpagus  (OHMI).
Cmumynsayuonnas SHMI noseonsem oyeHums omeem MOMOHEUPOHO8 CHUHHO20 MO32a Npu
uccneoosanuu F-eonn. Ilpu cmumynayuonnou IHMI onpedenaiomcs usmenenus F-eonn:
nossnenue ucanmcekux F-eonn, napnvix u noemopuuix F-eonn, unu pacceinannvix F-6onn wiu ux
omcymcemasue (oaoku F-6onn). Cxopocmu npogeoenusi umnyivca u amniumyovt M-omeemos no
nepughepuyeckum 08U2AMeNbHbIM 80JOKHAM MO2YM OblMb KAK HOPMANbHLIMU, MAK U HEMHO20
CHUDICEHHbIMU 30 CHem BMOPUYHBIX AKCOHANbHBbIX uszmeHnenul. Heonvuamas OMI nozeonsiem
uccnedosams KOHKpEemHyo Mubluyy U onpeoenums cmeneHb 0eHepsayuonHou akmugnocmu. llpu

ueonvuamou IOMI' xapaxkmepro: yeenuuenue amniumyovl UHMeEPHEePEeHYUOHHOU KpPUBOl,
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DA3PENHCEHHOCMb  UHMEPDEPEeHYUOHHOU — KPUBOL,  NOABNEHUS  PA3IUYHBIX — HNOMEHYUANO08
CNOHMAHHOU AKMUBHOCU, CKIAOBIBAIOWUXCS 8 MAK HA3bleaeMblll «pumm yacmokonay [49].
PexoMeHayeTcsi MarHUTHO-PE30HAHCHAs TOMOTpa(Hs MBIIMICYHOM CHUCTEMbI IMalUEHTaM C
MIPOKCUMAJIbHOW MBIIIIEYHOM THITOTOHUEH U MBIIIEYHON cTab0CThIO, HE UMEIOIUM FeHETUYECKOTO
MOATBEPXKJCHUS IUarHo3a, ¢ uenpto auddepeHnuanbHor nuarHoctuku CMA 50 u apyrux
HEPBHO-MBIIICYHBIX 3a00sieBanuii [50].

YpoBeHb yoeauTeIbHOCTH PeKOMeHaauuii A (YpOBeHb J0CTOBEPHOCTH 10KA3aTEIbLCTB — 2)
KommenTapuu: MPT wmbiuy eviasisem — d#cuposoe  3ameujerHue  MulUedHOU — MKAHU.
Buszyanuzupyemcs xapakmepHulii nammepH NOPAXCEHUs — 2UNnepmpoqus u OmHOCUMENbHA
coxpannocms M. adductor longus (Oaunnoil 2on08xku a00yKkmopa), KOMopulil A6ISEMcst 0080IbHO
cneyupuunbiM 011 CNUHAILHOU Mbluteynot ampoguu. OOnaxo cneyughuueckuti nammepH
NOpadjicenus: NPosAeIAemcs Ha No30Hel cmaouu 3a0071e6aHuUs, 6 CAMOM Hadaie 3a0071e6aHUs U y
ManeHbKux oemetl 8bis18UMb €20 0080IbHO MPYOHO.

Pexomenayercsi OMOIICHS MBIIIIBI TAIMEHTY C aTUITHYHBIM BApUAHTOM CIIMHATBHOW MBIIICYHON
atpoduu, ecnu quarno3 CMA 5¢ He mOATBEpK/IeH TeHETUYECKH, C IeNbl0 AuddepeHnanbHOro
nuarao3za CMA 5Q u Ipyrix HEpBHO-MBIIICYHBIX 3a00s1eBanuii [51].

YpoBeHb yoenureabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 4)
Pexomenayercsi 1NaTOJIOr0OaHATOMUYECKOE HCCIENOBaHHE OWONCHUMHOIO (ONepanroHHOrO)
MaTepuasa MBIIIEYHOW TKaHU C MPUMEHEHUEM UMMYHOTUCTOXMMHUYECKHX METOJOB MAIMEHTY C
ATUMUYHBIM BapHMaHTOM CIUHAIBHON MbIIeYHON artpoduu, ecnu auarHo3 CMA 59 He
HOJTBEPIK/ICH TeHETHUYESCKH, C IeNbI0 TU(PepeHITnaTIbHOT0 quarnosa [51].

YpoBeHb yoenureabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 4)
KommenTapuu: npu mopghonocuueckom ucciedoganuu odouonmama mviudy y NAYUEHMO8 CO
CHNUHANBHOU MblUedHOU ampogueli 8blAGNAIOMCA  Hecheyuguueckue NpuHaKu nyuKosou
ampoguu u 2pynnupoKu MulieuHblX 8010KOH. bonvuuncmeo ysenuuenHvlx MblUeYHbIX 80T0KOH
omuocamcss k | muny. Bce ummynocucmoxumuueckue mapkepvl OyOym HOPMALbHLIMU.
Yaempacmpykmypnvie usmenenus maxoce 6yoym necneyuguieckumu

2.4.2 UHCTpYMEHTAJIbHbIE MCCJAEI0OBAHUSA IS JHATHOCTHKH KAPAMOJOIHYeCKHX

ocjgosxkuennii CMA 50

Pexomenayercs peructpamnus snextpokapauorpammbel (OKI) Bcem marmmentam co CMA 5q C
qacToTol 1 pa3 B roj, a TakXke Nepel ONepaTUBHBIM OPTONEIUYECKHMM BMEIIATEIBCTBOM IS
UCKITIOYEHUs HapylIeHui putMa cepana [52].

YpoBeHb yoeauTeIbHOCTH peKoMeHaanuii B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 3)
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KommenTapuu: y nayuenmose ¢ CMA | muna npesanupyiom 6podcoenuvie CMpyKmypHbvie
HapyuieHus (Oeghexmul nepecopoook, 0egheKmbl 8bIHOCAUWUX MPAKMO8). YV nayueHmos ¢ meHee
mscenvimu  popmamu CMA npesanupyrom npuobpeménuvie HapywieHus pumma, Haubolee
yacmo — HapyweHus uHuyuayuu pumma. Ilpu nosaereHuu ocanob unU  KIUHUYECKOU
CUMNMOMAMUKY NOPANCEHUSL CEPOEYHO-COCYOUCTOU CUCMEMbl 80NPOC KPAMHOCMU HAOI00eHUl
pewaemcs UHOUBUOYATILHO Y KaAH 0020 NAYUEHMA.

Pexomenayertcst sxokapauorpadus (3XO-KI') nanuenty ¢ yctanoBieHHbIM quarHozom CMA 5q
HEe pexke | pa3a B roa JUid UCKJIIOYEHMS] WM OLIEHKH CTEMEeHH TSHKECTH M MOHHMTOPHHIA
BPOKJICHHOW WJIM IPUOOPETEHHOW MMaToIOrkuu cepana [53].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (ypoBeHb I0CTOBEPHOCTH /I0KA3aTEIbCTB — 4)

KommenTapumu: 6poowcoennsvie nopoku cepoya unoz20a ecmpeyaiomca npu CMA .
Kapouomuonamus uawe nabnooaemes y nayueHmos co CNUHAIbHOU Mbliueunou ampogueti 1 u
2 munoé u npomexkaem no muny OulamMayuoHHou. B msdicenvix cayuasx moodcem pazeueamuvcs
Kaiaccuieckasi KapmuHa JIe20YHOU 2unepmensuu  (00bluKd, YUAHO3, 2eMOOUHAMUYECKUe
HapyuweHus 6nJ10ms 00 OmeKa Ne2KUX u3-3a COAasleHUsi PaCUUPeHHbIMU NPABbIMU OMOenramMu
7188020 JHCENYOOUKA U CHUMNCEHUs. I8AKYAMOPHOU CHOCOOHOCMU 11e6020 dicenyoouka). IXO-KI
makoice pekomMeH008aHa nayueHmam ¢ menee msdxcenvimu gopmamu CMA 5Q npu manuuuu
KAUHUYECKUX CUMNIMOMO8, a makdce ecem nayuenmam CMA 5Q 6 kauecmee obcredosanus nepeo
XUupypeuieckum mMeuamenbCmeoMm.

2.4.3 UHCcTpYMEHTAJLHDbIE HCCJICOBAHNS NJISI TUATHOCTHKH ocJio:kHeHnuiit CMA 50

CO CTOPOHBbI ONOPHO-ABUIaTEJbHOI CHCTEMBbI

PexomeHyeTcsi pEHTTCHOJICHCUTOMETPHS (MTOSICHUYHOTO OT/eNa MO3BOHOYHHUKA MAIMEHTY C
muarao3oM CMA 5q crapiie 6 sieT ¢ yactoToi 1 pa3 B Toj A HCKIIIOYEHUS 0cTeonopo3a. Takxke
PEKOMEHIyeTCsl MPOBEJCHHWE JTOTO HCCIENOBAHUS TPU TOATOTOBKE K OPTONMEANYECKOMY
XUPYPrHYECKOMY BMEIIATEILCTBY [54].

YpoBeHb yoenuteabHOCTH pekoMeHaanuii C (YpoBeHb I0CTOBEPHOCTH /I0KA3aTEIbCTB — 4)
KoMMeHTapum: npu oOHapysicenuu ocmeonopoza 6 NOACHUYHOM omoene HNO360HOYHUKA
NOKA3aHA peHmeeHoOeHcumomempus ecezo mena. /{ns nayuenmos co CMA xapaxmepra 6vbicoxast
yacmoma nepenomos u ocmeonenuu. JJaHHvle pucKu 00YCIO8NeHbl He MOIbKO MblULeYHOU
Cnabocmovlo U HU3KOU NOOBUNCHOCMBIO Nnayuenmos, Ho u mem, uymo cen SMN uepaem
onpeoeneHHyI0 poib 8 memaboauzme kocmuou mranu [54].

Pexomennyercsi peHTreHOrpad sl TO3BOHOYHUKA, CHEIHANBHBIE UCCICIOBaHMUS M MPOCKIUHU C

n3mepenrem yria Ko66a mamuenty co CMA 5(Q ¢ HapymieHHeM OCaHKH W/WJIM BHJIUMBIMU
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nedopManusMyd  TPYAHONM KIETKM U T03BOHOYHUKA JJISi HCKIIOYEHHS Kudockonuoza Hu
OIIpEeJICTICHUS TAJIbHEHIIIeH OPTONEANYEeCKOM TAKTUKY BelleH s manuenTa [55].

YpoBeHb yoenuteabHocTH pexoMenaanuii C (ypoBeHb 1I0CTOBEPHOCTH /I0KA3aTEIbCTB — 4)

KomMeHTapuu: penmeenozpamma no3eoHouHuKa (WeuHo2o0, 2pyoHo20 U NOACHUYHO20 0MOelo8
NO3B0HOYHUKA C 3AX6AMOM MA3Ad U MA300e0PEeHHbIX CYCMABO8) BbINONHAECMCS 8 nepeoHe3aoHell U
bokoeoll npoexyusx. Hccreoosanue nposooumcs 6 Hauboiee O3MONCHOM BEPMUKATLHOM
NON0JACEHUU NAYUEHMA, NPUHUMAECMOM HE3A8UCUMO O 8CHOMO2AMENbHBIX YCMPOUCMS (m.e. cuos
y Oemell, Komopwvie mocym cudemsv camocmosmenvro, cmosi npu CMA III, nexca y nexcavux
nayuenmos) 0Jisi onpeoeenus U KOIUYeCmeeHHOU OYyeHKU cmenenu oeghopmayuy no360HOYHUKA
KAK 80 ()pOHMANbHOU, MAK U 8 CASUMMANbHOU NI0CKOCMAX. Penmeenoepamma mazobeopennvix
Cycmagos HeobxXo0uma npu KIUHUYeCKOU MaHupecmayuy npusHaKos, max KaxK y nayueHmos ¢
CMA pacnpocmpanena necmabunvnocms mazobedpennozo cycmasa [53]. Penmeenozpagus
nozgonoynuxka npogooumcs nayuenmam co CMA I u CMA Il co ckomoszom >20°
(penmeenozpaghusi NO36OHOUHUKA 8 NPAMOU NPOEKYUU 8 NOJIONCeHuU cuds u nexca) I pas é 6 mec.,
U 3amem edxce200HO NOCie NONHO20 pa3sumusi ckeiema OJisi KOHMPOIs 34 OUHAMUKOU
Kugockonuosa u onpedeieHus OaibHetiuiell Opmoneoudeckol makmuku eeoenus nayuenma. llpu
OMOeNbHbIX NOKA3AHUAX (NOsIGNeHUe HOBbIX KIUHUYECKUX NPOAGIEHUU NAMON0SUU U UX
ompuyamenvHas OUHAMUKA) ucciedoeanue nposooumcs dawje. Ilpu smom uacmoma ocmompos
0010CHA  ObImb  onpedesieHd NPOGUILHLIM  CReYUATUCOM ULU  MYTbMUOUCYUNTUHADHBIM
KoHcunuymom. Taxoice 803MOJCHO — nposedenue  MACHUMHO-PE3OHAHCHOU — momozpaguu
NO360HOYHUKA, KOMNbIOMEPHOU MOoMOo2paghuu no360HOYHUKA, VIbMPA38YKOBO20 UCCIE008AHUS
NO360HOYHUKA Npu Haluvuy noxkazanui [122, 123, 124]

2.4.4 UHCTPYMEHTAJbHBIE HCCJAST0BAHUS 111 AMATHOCTUKH ocaokHeHniit CMA 50

CO CTOPOHBI IbIXATEJbHOM CHCTEMBbI

PexoMenayercsi mpuiieibHas peHTTeHOrpadusi OPraHOB IPYJHONW KJIETKH BCEM IMMalUEHTaM CO
CMA 5g kak MUHEMYM pa3 B 2 Toja /Ui UCKITIoUeHus aTenekra3on [30].

YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 5)
PexoMenayercsi mnpoBenacHue kamHoMmeTpuu mnamueHTam co CMA | tuma mist onpeaencHus
HAJTNYHS U OIEHKU TUIIOBEHTHIISAINH [56].

YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 5)
KomMmeHnTapuu: ona nesxcauux nayueHmos 3mo 00ciedosanue 00alCHO npogooumuvcs 1 paz 6 3
mecsya, 071 MeHee mHCeblX NAYUeHmos — pedice.

PexomeHyeTcsi YpeCKOKHBIT MOHHTOPHHI HApIMATbHOTO [aBJICHHS KHCIOpOJa BO BpeMs

HOYHOT'O CHA B CTAllMOHAPHBIX YCIOBUAX nanueHtaM co CMA 5q | tumna, a Takke y NalleHToB CO
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CMA |l Tuma npu MUHHMAJIBHBIX MOJO3PEHUSX Il BBISBICHHS HOYHOW THITOBEHTHJISIMUA U
0OCTPYKTHBHOTO altHO? cHa [56].

YpoBeHb yoenuTelbHOCTH pekoMenanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbLCTB — 5)

KomMmeHTapum: ucnonwzoganue oxcumempuu 6 —Kawecmee —eOUHCMBEHHO20  Cnocoba
MOHUMOPUHSA HOYHOU SUNOBCHMUNAYUU CYUMAEMC OONYCMUMbIM, K020d Hem 603MONCHOCMU
8bINOIHAMb KanHoepaguro. B nopme noxazamenu camypayuu Haxoosmces 8 npedenax 95-100%.
Ipu SpO2 Huoce 90% Heobxo0uMmo npuname nHeomuodxcuvie mepsvi. Camypayus mexcoy 94-90%
cuumaemcs noepanuynou. Illayuenmam ¢ eunogenmunsiyuel HeoOX00UMO uMemb 00Ma
nYIbCOKCUMEMP.

Pexomenayercsi HCCIEIOBaHWE HECIPOBOIMPOBAHHBIX JBIXATCIBHBIX OOBEMOB H IOTOKOB
nanpentam co CMA 5Q crapuie 5 et aisi ONpeAesieHUs] CTENEHU TSIKECTH IbIXaTeIbHBIX
HapyIIEHHUH U BbIOOpA BU/IA PECIIMPATOPHON moaaepkku [56].

YpoBeHb yoenuTeabHoCTH pekoMeHaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTeIbCTB — 5)

KoMMeHTapum: HeoOX00umMo 6blnoHAMb UCCIe008aHUe HECHPOBOYUPOBAHHBIX ObIXAMENbHbIX
06vemos u nomokoe nayuenmam co CMA cmapwe 5 nem, cnocoOHbIM 6bINOIHUMb OAHHOE
uccneoosanue, 1 paz 6 6 mecayes ons CMA || muna u 1 paz 6 12 mecayes onss CMA |1l muna.
Cambwtil 1yywuii u npocmotul napamemp OJisk OMCIEHCUBAHUSL CUTbL ObIXAMENbHOU MYCKYIAMYpPbl )
oemeti-nayuenmog co CMA (cnocobmuvix evinoiHums ucciedoganue) — 5mo QopcuposanHas
arcusHennas emkocmo neekux (OIKEJI). [layuenmor co cnudscenuem OKEJI om 20% 0o 50% om
OO0JIIHCHO20 NOOBEPICEHBL NOBIULEHHOMY PUCKY J€20UHbIX 0CN0NCHeHutll, a nayuernmol ¢ OIKEJI
<20% — ewe b6onee svicokomy pucky. [na nayuenmos ¢ @IKEJI >60% xapakmepen Hu3Kuil puck
HOUYHOU eunosenmuaayuu. Mccnedosanue nusaHus GyHKyuu OblxameibHOU MyCKy1amypbl, 8 mom
yucie Ha MAaKkCUManbHoe OdaslleHue B600Xd, HA3AIbHOe pPecnupamopHoe OdsileHue Ulu
MaxcumanbHoe 0asieHue 6bl00Xa, He 0aem 00CMAMOYHOU UNU OONOTHUMENbHOU UHGDOpMayuU
npu cpasnenuu ¢ ©IKEJI y nayuenmos co CMA.

Pexomenayercsi KapIAOPECITUPATOPHBI MOHHTOPHHT (IUCTAHIIMOHHOE HAOIIOJCHHE 32
MOKA3aTeSIMK  YaCTOThl CEpPACYHBIX COKpAlleHWHd W JAUCTAHIIMOHHOE HaOoJIeHUe 3a
(GYHKIIMOHATBHBIMUA HApYIICHUSIMH TIOKa3aTelield BHEIIHETO JbIXaHHS) B CTAl[MOHApPE BCEM
narueHTam co CMA | u narmmeraram co CMA |l ctapiie 5 et co cHmkeHuEM (HOpPCUPOBAHHOTO
BbIZIoXa Ha 45% u Oonee 1 pa3 B 6 Mecs11eB I KOHTPOJIS Ha/I TPOTPECCUPOBAHUEM JIBIXAaTEIbHBIX
HapyteHuit [57].

YpoBensb yoenutelbHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 5)

KommenTapuu: na xoney 2019 200a uccnedosanue 00cmynHo 0is NAYUeHmMo8, Haxo0auuxcs 6

CneyualusupoB6aHublx no HEPEHO-MblULEYHbIM 3a001e6aHUAM HeespojlocudYeCcKux omoeneHusIx.
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Koneuno, sicenamenvro enedpenue 3moz2o memooa u 8 Opy2ux Hegpolo2U4ecKux omoeieHusx, u 6
nomowb Ha oomy. Ilpu Heeo3modicHOCMU NPOBedeHUs KapOuopecnupamopHo20 MOHUMOpUHed,
MOJMCHO 80CNOIBL308AMbCA  OOJlee NPOCMbIM, HO MeHee CHeYyuDUUHbIM MemoooM HOYHOU
nYbCOKCUMEMPULL.

PexomMenayetcsi mpoBeieHue nmomcoMuorpaduu nmanuearam co CMA 5, eciu ecTh o103peHHe
Ha HAJIMYUE TUIIOBEHTU/ISIIMK U1l YTOYHCHHUS €€ XapaKkTepa U UCKIIIOYCHUS COHHBIX arHod [57].
YpoBeHb yoenuTebHOCTH pekoMenanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 5)
KommenTapuu: nayuenmsi co CMA noosepaicensvt HapyuieHuro Oblxanus 60 cHe, Hauboaee 4acmo
—  2UNOGEHMUNAYUU U3-3d YMEHbUUeHUs OblXamelbH020 00bemMa, HapyuleHus padbomsl
ouagpazmul, CHUMCEHUs @OYHKYUU MedHCPeDEPHLIX U 8CnoMo2amenvHulx muluy. Takoce
ommeyaemcs OOCMPYKMUBHBIU CUHOPOM U3-3a clabocmu  Muludy 20pmManu U 210MKU,
00ycn061U8arOWUll NPeopacnoLONCeHHOCMb K KOJLIANCY ObIXAMEIbHbIX NYymel.

2.5 UHble fuarHocTuyeckme NuccjaeioBanus

KOHcyﬂbmauuu cneyuanucmos mocym I’lpOGO()UI’I’IbC}l nayuermam Ha pAasHblX smandax OKA3aHUu:

MeOUYUHCKOU NOMOWU, 8 MOM YUC/IE 8 NePUOO OUACHOCTMUKU 3a00.1e8aHUSL.

Pexomenayercs B BeaeHuu nanueHToB ¢ CMA ncnosnp30BaTh MyIbTHAUCUUIIIIMHAPHBIN TOAX0]
B BUJAY TOTO, YTO 3a00JIEBaHUE XapaKTEpPHU3yeTCsl MOPAKEHHWEM MHOTUX OpPraHOB M CUCTEM,
TpeOyeT KOMIUIEKCHOM Tepanuu, 4YTo TUKTYeT He0OXOAUMOCTh COBMECTHOTO BEACHUS MallUEHTa
CreUaIcTaMu pa3HbIX mpoduieii [19, 131].

YpoBeHb yoenureabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 5)
KomMmmenTapuu: noxaszansl nepguunvie u no8mopHvle KOHCYTbMAayuu 8paya-nesponoza, epavd-
2eHemuKa, 8paia-mpasmamono2a-opmoneod, 8paya-nyibMOH0I02d, 8PAYA-2ACMPOIHINEPON02d,
8paua-ouemono2a, 8pava-Kapouono2d, 8pava-3HOOKPUHONI02d, 8padeli U UHbIX CHeYUANUCO8 U3
MEOUYUHCKOU — Opeanu3ayuu Uiy eé CmpYKmypHO20  NOoOpa3oenenus,  OKA3blearouie2o
CNeYUANU3UPOSAHHYIO  NALIUAMUBHYIO MEOUYUHCKYIO NOMOWb, 68pava-mepanesmd, 6payd-
Helipoxupypea, 6paia-aHecmesuoio2a-peanumamonoad, 8paiva-xupypad, 8paua-3H00CKONUCmd,
8PAUA-0MOPUHONIAPUH20I02d, B8PAYA-MOPAKATILHO20 XUPYp2d — 8paya-cmomamono2d, 8pavd-
YeNIOCMHO-TUYEB8020 XUpyped, 6pavya-ncuxomepanesma, cneyuamucma no @Qu3uU4ecKor u
peadurumayuoHHol  Meouyure, MeOUYUHCKO20 NCUX0102d, a makdce epavei Opyeux
cneyuanbHocmell U Cneyuanucmos.

Pexomenayercst mpueM (0CMOTp, KOHCYJIbTAIIMs) Bpauya-HEBPOJIOra NEPBUYHBII BCEM MallMeHTaM
¢ mopo3penneM Ha Hanmmurne CMA 5Q ¢ nensio moarBepskacHus auartosa [20].

YpoBeHb yoenutenabsHocTn pexoMenaanuii C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 5)
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KomMmeHnTapuu: eciu 8pau-nesponozc noomeepoicoaem 6eposmMHOCMb HAnuuus 001e3HU, OH
00JIdiCeH HaNpPasums pebeHKa Ha 2eHemuyeckoe 00Ccie008aHue.

Pexomenayercs nprueM (OCMOTp, KOHCYJIbTaIlMsl) Bpaua-HEBPOJIOra TIOBTOPHBIM BCEM MMALIUEHTaM
¢ nmono3penreM Ha Hanuuue CMA 5Q, mpoieamuM AOMOJHUTENbHbIE 00CIeI0BaHus (B TOM
YHCIIe TEHETHYECKYIO TUArHOCTHKY) € IeIIbI0 MOATBEePKACHUS qrarno3a [20].

YpoBeHnb yoenuteabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 5)
KomMmenTapum: nabnodenue pebenka 6 OanvbHeuulem 6 3a8UCUMOCMU OM QYHKYUOHATLHO2O
cmamyca nayueHma (071 iexcadux nayueHmos ne pedce 1 paza é 3 mecaya, onsa cuosuux —I pas
6 6 mecsyes, 0ns xo0auux nayuenmos — 1 paz ¢ 12 mecsayes) [20, 83]

PexoMenayercsi npueM (OCMOTP M KOHCYJIbTallMsl) Bpaya-TeHETHKA NMEPBUYHBIA MAIIMEHTaM C
nojo3peHreM Ha Hamrmuue CMA 5(, ¢ 11enb10 oATBepKaeHus quarHo3a [20].

YpoBeHb yoenuTeabHOCTH pexoMeHaanuii C (YypoBeHb I0CTOBEPHOCTH JI0KA3aTEIbCTB — 5)
KomMeHnTapuu: nepgviyv cneyuanucmom, K KOMOPOMY 6pay-neduamp HaAnpasum nayuenmad,
MOdIcem 0Ka3amuvCs He 8PaA4-HeBpOoa02, A UMEHHO 8PAY-CeHEeMUK.

Pexomenayercst mpuém (OCMOTp M KOHCYJbTallMs) Bpaya-TeHETUKA MOBTOPHBIA MaIlMEHTaM C
nono3peHreM Ha Haimuuune CMA ¢ Lenbl0  pa3bsiCHEHUS pPE3yJbTaTOB MOJIEKYJISIPHO-
TEHETHYECKOTO UCCIISIOBAHUSI, ONIPEICTICHHUS MPOrHo3a /yis moTomcTia [19].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)
Pexomenayercst mpreM (KOHCYIbTAIlMS) Bpauya-TPaBMaTOIOra-opTore/ia IepBUYHBIN MAIllUeHTY C
NOATBEPXKJIEHHBIM JuarHozoM CMA 50 a1 OIEHKM Haluyusl CKEJIETHBIX jAedopmainuii,
GYHKIIMOHATBHBIX BO3MOXHOCTEH peOeHKa, He0OX0AMMOCTH U 00bema opresupoBanus [20].
YpoBeHb yoenuTeabHocTH pexoMenaanuii C (YpoBeHb 10CTOBEPHOCTH JI0KA3aTEIbCTB — 5)
KommenTapuu: ocvomp cneyuanucma ekirouaem oOyeHKy 00bEMa O8UdICEHUL 8 CYCmasax u
HATUYUsL UCKPUBTIEHULl NO360HOYHUKA, A MAKHCE OYEHKY MblUeYHOU CUbl U (PYHKYUOHATbHBIX
B03MOJNCHOCIEU NO KaXCOOU KOoHeuHocmu u cycmagy. Pewaromcs 6onpocel neobxo0umo2o
Opme3uUpoBaAHUs.

PexoMenayercs mpueM (KOHCY/IbTAIMs1) Bpaua-TpaBMaToJI0ra-opToNeaa MOBTOPHBINA MALUEHTY C
MOJTBEPKIEHHBIM TuarHo3oM CMA 50 115t OLIeHKH POTPecCCUpOBaHUs CKEJIETHBIX Aedopmarinii,
BbIOOPA TEXHOJIOTHI OPTE3UPOBAHUS U MOCTYPAILHOTO KOHTPOJIS, a TAKXKeE JUIsl pellIeHus BOIpoca
0 MOKa3aHMSIX K XUPYPrHUECKOMY opTorearnueckomy JieueHnuto [20].

YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 5)
PexomMenayercst mpuemM (OCMOTp M KOHCYJIBTAIIUS) Bpaya-MyJIbMOHOJIOTA TIEPBUYHBIN MAITUEHTY
C TOATBEPKIEeHHBIM quarHozoMm CMA 5( ¢ nensio oOHapY)KEHUS IbIXaTebHBIX HapYIICHUH U

OIIpE/ICTICHUS] TAKTUKY PECTUPATOPHON TOANCPKKH [57].
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YpoBenb yoeauTeabHOCTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB — D)
KommenTapumn: spau-nyiomononoz onpeoensiem, HYHICHbl U NAYUeHmMy OONOJIHUMENbHbIE
00Cnedosanus U Kakue UMeHHO (onpedeiieHue NapyuaibHO20 O0AGIeHUS KUCI0POOd 6 MSCKUX
MKAHAX (OKcumempus), UCCcie0o8anue KUCIOMHO-OCHOBHO20 COCMOAHUSL U 24308 KpOBU,
peHmeeHozpaghus 2pyOHOl KlemKU, KapOUuopecnupamopHbslil MOHUMOPUH2, CRUPOMEMPUs).
PexoMenayercs ripueM (OCMOTp U KOHCYJIbTAllMs) Bpada-myIbMOHOJIOTa MOBTOPHBIN MAIlUEHTY
C TOATBEPXKACHHBIM nuarno3oM CMA 5( ¢ menbio 0OOHapyeHHs IbIXaTeIbHBIX HAPYIICHUH U
OIpEe/ICTICHNUS NAJIbHEHIIIeH TAKTUKU PECITUPATOPHOI Moaaepxku [57].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii C (YypoBeHb I0CTOBEPHOCTH JI0KA3aTEJIbCTB — 5)
Pexomenayercst 1mpueM (OCMOTP, KOHCYJIbTallMs) Bpada-racTpOdHTEPOJOra IMEpBUYHBIN
naneHty co CMA 5( mpu HalW4uM COOTBETCTBYIOHIMX >kano0 (cMm. pasgen JKamoOwl) s
Ha3HaYyeHHUs 00caen0BaHus U ieuenus [57].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTeJIbCTB — 5)
Pexomenayercss 1mpuem (OCMOTp, KOHCYJIbTALMs) Bpadya-racCTPO3HTEPOJIOra IOBTOPHBIN
nareHty co CMA 5( mpu HalW4uM COOTBETCTBYIOHIMX >kano0 (cMm. pasgen JKamoOwl) s
JMAarHo3a OCJIOKHEHHH U onpeaeaeHus d3QpGeKTUBHOCTH jieueHus [57].

YpoBeHb yoenuteabHocTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH JI0KA3aTEIbCTB — 5)
Pexomenayercst mpuemM (OCMOTp, KOHCYJIbTallMs) Bpada-JUeTO]Ora MEPBUYHBIA MALUEHTY CO
CMA 50, xoTOpblli MMEET HapyLIEHHs HYTPUTHUBHOTO CTaTyca WIM YrpOoXaeMm IO pPa3BUTHIO
HEJOCTAaTOYHOTO MJIM U30BITOYHOTO MUTAHUS, C LENbI0 IUeTHYecKol Koppekuuu [20].

YpoBeHb yoenuTeabHocTH pexoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH JI0KA3aTEJIbCTB — 5)
Pexomenayercs mpuem (OCMOTp, KOHCYJbTallMsI) Bpaya-IMETOJIOra MOBTOPHBIM MAlIUEHTY CO
CMA 59 ¢ HapylIeHHeM HYTPUTUBHOTO cTaTyca st olleHKu 3 dexruBroctu nuetst [20].
YpoBeHb yoenuTeabHoCTH pexomMeHaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEJIbCTB — 5)
Pexomenayercst mpuemM (OCMOTp, KOHCYJBTAllMs) Bpada-IETCKOTO KapAHUOJIoTa TMEePBUYHBIN
narueHTy co CMA 5q npu o6HapyxeHuu naronornyeckux uzMmeHnenuit Ha OKI' u 9X0O-0C nns
Ha3Ha4YeHus Tepanuu [57].

YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 5)
Pexomenayercst mpuem (OCMOTp, KOHCYJIbTAIMs) Bpaya-IeTCKOTO KapJauOJora IMOBTOPHBIN
nanuenty co CMA 5(, KoTopoMy ObIJIO HA3HAYEHO JICUCHHE, C IIENTBI0 OIEHKH €0 () PEeKTUBHOCTH
[57].

YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 5)
PexomMeHAyHOTCSl IEPBUYHBIE KOHCYJIBTALUH BPAY€ M MHBIX CHEUHUAIUCTOB U3 MEIULIMHCKOU

opraHu3ali UKW €€ CTPYKTYPHOTO HNOAPA3ACJICHHUSA, OKA3bIBAIOMICTO CICHHUAIM3UPOBAHHYIO
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NaJUTMATUBHYI0 MEAMIMHCKYI momoinb AeTsiM co CMA 5Q, npu HaIu4uu TOKa3aHWM, i
orpe/ieNicHUs: 00beMa HEOOXOAMMON MaTHATUBHOM moMoru [57].

YpoBeHnb yoenuteabHocTu pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 5)

KomMmeHTapum: xoncyromayus omHoCUmMenbHO NALIUAMUBHOU NOMOWU MOJICEM OKA3bI8AMbCS
Ha écex amanax eedenus nayuenma co CMA: npu nocmanogke ouaznosa, 60 pems NPUHAMUSA
KAI04e8blX MepanesmuyecKux peuenutl, npu 603HUKHOBEHUU JHCUSHEY2POHCAIOWUX COCMOAHUU, a
Makaice 8 MepMUHAILHOU (aze 3a001e6aHUs.

PexoMeHayIOTCSI TIOBTOPHBIE KOHCYJIBTALMM Bpaueil M MHBIX CIEHUAIUCTOB U3 MEAULIMHCKON
OpraHu3alii WIM €€ CTPYKTYPHOTO MOJpa3JesIeHus,, OKa3bIBAIOIIETO CIEHUATN3UPOBAHHYIO
NAJJIMATUBHYIO MEIUIMHCKYI0 ToMolb JeTsiM co CMA 5Q, mpu Hanuuuy IOKa3aHUM, AJs
orpeieNieHUs1 00beMa HEOOXOAMMOM MATHATUBHOM MOMOIIH U OLICHKH e dpdekTuBHOCTH [57].
YpoBeHb yoenuTeabHOCTH pekoMeHaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEIbCTB — 5)

PexoMenayercs nprueM (0CMOTp, KOHCYJIbTallKsA) Bpaya 110 JiedeOHON (PU3KYIbTYpE, MALUEHTY CO
CMA 5q s onpezienieHns: o0bema U riana peadunurarmu [20].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (YpoBeHb I0CTOBEPHOCTH /I0KA3aTEIbCTB — 5)

PexoMenayercs npueM (0OCMOTp, KOHCYJIbTALMsA) Bpaya 1o JIe4eOHOH (PU3KYJIbType MOBTOPHBIM
nareHty co CMA 5¢ ans oueHkd >PQPEeKTUBHOCTH peadMIMTallUd U ONpeJeNeHHs] TaKTUKU
nanbHerero jgedenus [20].

YpoBeHb yoenureabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 5)

PexoMenayercs npueM (OCMOTp, KOHCYNIbTalMs) Bpaya—(pU3n0TepaneBTa NepBUUHbIA NallUEHTY
co CMA 5q st onpesiesieH st TAKTUKH (r3HoTepaneBTrudeckoro gedenus [20].

YpoBeHb yoenuteabHOCTH pexoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 5)

Pexomenayercs nmpuem (0CMOTp, KOHCYJIbTaIMs) Bpaua—(hU3nOoTepaneBTa OBTOPHBINA MalUEHTY
co CMA 5q st onpenienieHus TAKTUKH (pr3noTepaneBTHUecKoro gedeHus [20].

YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 0KA3aTEILCTB — 5)

3. JleyeHue, BKIKYAS MEJUKAMEHTO3HYI0 U HEMEIUKAMEHTO3HYI0 Tepanumn,
AUETOTEePaANNIo, 00e300/IUBaAHNE, MEAUINHCKUE TOKA3AHUS U

NMPOTUBONOKA3aHUHA K IPUMECHCHHUIO METO/10B JICHCHUSA

3.1 MeaukaMeHTO3HAA Tepanus

Meouxamenmosnas mepanus CMA 5q noopaszoensemcs Ha namoceHemudecKyro —
mepanuio, HanpaeieHuylo Ha Koppekyuio depuyuma 6enxa SMN, ¢ nomowwio npenapamos ¢
PA3IUUHBIM MEXAHUZMOM OeUCMBUS U CUMNIMOMAMUYECKYIO Mepanuio (KOppeKkyus omoenbHbix

CUMNMOMO8 3a00./1e6aHUSL).
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3.1.1 IlaToreHeTu4ecKasg MeANKAMEHTO3HAA Tepanus

Cy1iecTByeT HECKOJIBKO IOAXOJ0B K MAaTOr€HETUYECKOW Tepamuu. l'eHo3aMecTUTeNbHas
Tepanusi, NMpUMEHseMas OIHOKPAaTHO, — IMpernapaT OHACEeMHOTeH abemapBOBEK. MexaHH3M
NEHCTBUS JTaHHOTO BHJA TEpallid OCHOBAaH Ha BBEACHUU (YHKIMOHATHLHOM KOIMUU TEHa
(TpaHcreHa), 4To MPUBOIUT K 3aMmerneHnro GyHkuuu aedexktaoro rena SMN1 u BoccTaHOBICHHIO
npoaykiuu  Oenka SMN. [Ipumenenne MoaudukaropoB cruiaiicuara (FeHETHYECKOM
Momudukanun) rera SMN2 yBenuuMBaeT 3KCIPECCHI0 TOTHOPA3MEPHBIX (YHKIMOHAIHHBIX
6enkoB [56-58].

[IpenapaT Ha OCHOBE aHTUCMBICIIOBOT'O OJIUTOHYKJICOTHAA HyCHHEpCeH** (mIpemapaT BBOUTCS
MHTpaTeKalIbHO) ObLI 3apeructpupoBan st jeueHus Bcex tTunos CMA B CIIIA B nexabpe 2016
rona, onobpen misa npumeHeHus B EBpome B mae 2017 roma, B Poccuiickoit ®enepanuu
3apeructpupoBad ¢ 2019 roma [58, 59]. IIpenapar — manas Moiekyna pucaumiam™* (myTtb
BBEJICHUS Mpenapara-nepopaibHblii) Obu1 3apeructpupoan B CIIA B aBrycre 2020 rona u B
Poccun B nexabpe 2020 rona. Ilpemapar — oHaceMHOreH abemapBOBeEK (IIpenapaT BBOAUTCS
BHYTPUBEHHO), TPEACTABIAIOMMN  CcO00H HE  peIUIMUIUPYIOIIUACS  PEeKOMOMHAHTHBIN
aJICHOACCOLIMUPOBAHHBIN  BUPYCHBIH (AAV) BeKTOp, KOTOPBI HCHOJB3YEeT  KarCHJ
a/IeHOACCOLIMMPOBAHHOTO BUpyca cepotuna 9 (AAVY) mig 10cTaBKU cTaOUIBHOTO, MOJTHOCTHIO
¢ynkunonanpHoro Tpancrena SMN1, 6but1 3apeructpuposan B CIIA B mae 2019 rona, omo6pen
i npuMenenns B EBpone B Mmae 2019 roga, B Poccuiickoit @enepanuu B aexadpe 2021 r. [101-
104].

[Tpsimoro cpaBHEHUs JIEKAPCTBEHHBIX MPENapaToB HE CYIIECTBYET B BUIY CIOXHOCTH Habopa
rpynn cpaBHeHMs. PemieHne o BbIOOpe mpenapara JO0JKHO NMPUHMMATHCS JIEYalllUM BPayOM-
HEBPOJIOTOM ¢ y4yeToM KoyimdectBa kommii SMNZ2, wmcxomHOro (QyHKIMOHAILHOTO CTaTyca
nmanueHTa, MyTH BBEJAEHHUS, KPAaTHOCTH TIpHeMa U JaHHBIX (HhapMaKOIKOHOMHYECKHX
UCCIIEI0BAHUMN.

Pexomenayercst Kak MOYKHO PaHbIIIE HAYMHATH NATOTEHETUUECKYIO TEPAITHIO BCEM NAL[UEHTAM CO
CMA 5q nocne MOJEKYJISIpHO-TEHETUUECKOTO MOATBEPKIACHHS IUAarHo3a ¢ LENbI0 TOCTUKEHUS
HaAMIyYIIero reparneBrundeckoro 3ddexra [60].

YpoBenb yoeauTeabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEILCTB — 5)
KomMmeHTapum: ciedyem nomMHums, 4mo y nayueHmos ¢ madcEnviMu CUMNMOMAMU 3a0071e6aHUs
(k komopwvim omuocames naaudue UBJI, HUBJI 6onee 16 wacoe 6 cymku u omcymcmeue QyHKyuu
enlomanuss 6 pezyibmame OYyIbOAPHOZO CUHOPOMA, GANAs Mempaniecus) Heoopamumas
OezeHepayusl 08ULAMENbHLIX HEUPOHO8 U MbIUEeYHOU MKAHU, 8EPOSIMHO, A6lAemcs Hauboee

BAMNCHLIM  (hAKMOPOM  OMCYMCMBUSL  0HCUOAEMOlL  dphekmusHocmu  ulu  80CCMAHOBIEHUs
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¢henomuna ene 3asucumocmu om Koauvecmea npouzsedénnoco veaxa SMN, nabrooaemozo npu
npuMeHeHulu 1100020 8apUaHmMa mepanuu.

Pexomenayercss npuMeHeHHE Ipernapara HYCHHEpPCeH™® malleHTaM ¢ TeHEeTHYEeCKHU
noaTBepkIeHHbIM auarHo3oM CMA 5q ¢ 2 u Oonee komusimu reHa SMN2, knmaMYecKn
cootBeTcTBYrOIIIMM CMA 1 Tumna, B kKauecTBe NMaTOreHeTHIECKOU Tepanuu 3abosaeBanus [61].
YpoBeHb yoeauTeIbHOCTH peKoMeHaauii A (YpoBeHb J0CTOBEPHOCTH 10KA3ATEIbLCTB — 2)
KommeHnTapum: npumenenue npenapama HycunepceH™* 0Oviio usyuyeHo y nayueHmos,
coomsemcmayiowux CMA 5q 1 muna, 6 éospacme om 1,7 0o 6 mecayes npu nepgom ésedenuu 8
uccnedosanuu  ENDEAR;  npodemoncmpuposanvl  yoeoumenvHas  3pgexmusnocms  u
bezonachocmv npenapama 6 3mou eospacmuotil epynne [61].

Pexomenayercss TOpUMEHEHHWE TIperapara pUCAMILIAM™**  MalUeHTaM ¢ TeHETUYECKU
MOATBEPKIAeHHBIM auarHozoM CMA 50 ¢ 2 u OGomee kommsimu reHa SMN2, kinuHuyecku
cootBercTByromMM CMA 1 Tuma B KauecTBe MaTOreHETUYECKON Tepanuu 3a0oieBanus [62].
YpoBeHb yoenuteabHocTH pekoMenanuii C (YpoBeHb I0CTOBEPHOCTH /10KA3aTEIbCTB — 4)
KomMmenTapuu: npumenenue npenapama pucouniam™* Ovbllo U3yueHo y NayueHmos,
coomsemcmaytowux CMA 1 muna, 6 eo3pacme om 2,2 do 6,9 mecayee npu 6KIOUEeHUU &
uccneoosanuu  FIREFISH;, npooemoncmpuposansl  yoeoumenvras 3@P@eKmusHocms U
bezonacnocmu npenapama 6 smoii ospacmuoul epynne. He noxazano npumenenue npenapama
603pacme maaouie 2 mecayes 868Uy OmMCcymcmasusi OaHHbIX 00 dghgexmusnocmu u bezonacnocmu
npenapama 6 9moti 8o3pacmuoi cpynne [62].

Pexomenayercst mnpuMeHEHHE TIpernapara HYCHHEpPCeH™® maleHTaM ¢ TeHEeTHYEeCKH
MOATBEPKAECHHBIM nuarHo3oM CMA 50, kiuHuuecku cooTBeTcTByrouM CMA 2 unu 3 Tumna B
KaueCcTBE MaTOreHETUIECKOM Tepanuu 3a0oeBanus [63].

YpoBeHb yoenUTEeILHOCTH PpeKOMeHAaluii A (YPOBeHb I0CTOBEPHOCTH I0KA3aTEIbCTB — 2)
KommenTapum:  npumenenue  npenapama  Hycunepcen**  usyuyeno y  nayuenmos,
coomsemcmaytowux CMA 2 unu 3 muna, 8 ozpacme om 2 0o 9 nem npu nepeéom 68edeHuu 8
uccneoosanuu  CHERISH;  npodemoncmpuposanvt  yoeoumenvHas d¢gexmusnocms u
beszonachocmv npenapama 6 3mou  eospacmuou epynne [63]. I[lpumenenue npenapama
HycuHepcen** uzyueno y nayuenmos, coomsemcmeyiowux CMA 2 uru 3 muna, 6 6o3pacme om 2
0o 15 nem npu nepsom @sedenuu 6 ucciedosanuu CS2/12; npodemoHCmpuposamvl
agpgexmuenocmo u 6ezonacHocmv npenapama 8 IMOU 803PACMHOU 2pynne (Ypo8eHb

ybeoumenvrocmu pexomenoayuil A, yposenv docmoseprocmu 0okazamenvcme — 3) [64].
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HumpamexanvHoe 66edenue HycuHepceHa™™* mooxcem conposoxicoamuvcs HexceramenbHbLMU
ABNEHUAMU, CBAZAHHBIMU C NPOBEOeHUEeM NIOMOANbHOU NYHKYUU: NOBbIULEHUE MeMNepamypbl
mena, 20106Has 601b, OONL 6 cnuHe, PEOMA, NOCMNYHKYUOHHBLU CUHOPOM.

Buvinonnenue unmpamexanoHoti nynkyuu moodicem Ovlmb 3ampyOHEeHO NpuU HATUYUU MANCEeNOU
degopmayuu nNO3BOHOUHUKA UNU YCIAHOBNIEHHOU MemalloKOHCmpyKyuu. Taxcenvlii ckonuos u
VCMAHOBNIEHHASL MEeMAIOKOHCMPYKYUusi 0e3 OKHA OJisl GbINOJHEHUs. JIOMOAIbHOU NYHKYUU
ABNAIOMCS 02paHUYeHUsAMU K npUMEeHeHUIo npenapama Hycunepcen**,
Ilpu  HeobxoOumocmu  803MOJCHO  NpoOGedeHUue  MASHUMHO-PE30HAHCHOU  momozpaghuu
NO360HOYHUKA, KOMNBLIOMEPHOL MOMO2paguu n0360HOUHUKA, PeHmMeeHocpaguu no360HOUHUKA,
VIbMPA38YKOBO20 UCCAEO008AHUSL NOZGOHOUHUKA, A MAKHCE KOHCYIbMAayUul 8paia-Heupoxupypea,
spaua-anecmesuonoca-peanumamonoca [122, 123, 124]

Ilocne 6gedenuss Hycunepcena™* mocym  HaOIOO0AMbCA  MPAH3UMOPHLIE  UBMEHEHUS!
MpPOMOOYUMONeHUsl, HapyueHue ceepmuvleaeMocmu Kposu u Heghppomoxcuunocmo. Ilpu nanuyuu
KAUHUYECKUX NOKA3AHUL, HeoOX0O0UMO GbINOIHAMb 1a00PAMOPHbII MOHUMOPUHS CAEOVIOWUX
nokaszameneu.  KOAUYECMEO  mMpOMOOYUMO8,  NOKA3amenlu  C8epmuleaemMocmu  Kpoeu,
KouuecmeeHnoe onpeoeerue beika 6 moue, uccieoosanue aukeopa [63-64].

Pexomenayercsi TpUMEHEHHWE TIperapara pUCAMIUIAM™**  MalMeHTaM ¢ TeHETHYECKH
MOATBEPKAEHHBIM nuarHo3oM CMA 5, kiuHuuecku cooTBeTcTByronuM CMA 2 unu 3 Tumna B
KauyeCcTBe MaTOreHEeTUYECKOM Tepanuu 3a0oneBanus [65].

YpoBeHb YoenUTEeILHOCTH PpeKOMeHIaluii A (YPOBeHb I0OCTOBEPHOCTH I0KA3aTEIbCTB — 2)

KommenTapuu: npumenenue npenapama pucouniam™* 0vl10 U3yuyeHo y NAYUEHMOS,
coomeemcmeyiouux CMA 2 unu 3 muna, 6 eo3pacme om 2 0o 25 nem npu CKpunuHee 6
uccneo008aHuu SUNFISH; NPOOEMOHCIPUPOBAHbI cmamucmuyecKu docmogepHas
aghgexmugnocms no nepeuUYHOL KOHEUHOU MouKe U 00CMAmo4Has 6e30NaAcHOCMb npenapama 8
amotl 6o3pacmuou epynne. Mcciredosanue npooemoncmpuposano 00Cmudicenue CmamucmuyecKu
BHAYUMBIX KIUHUYECKUX Vayyuenu 3a 12 mecsiyes mepanuu no wikaram MFM-32 u RULM [65].
Haubonee uacmvimu nobounvimu s¢gexmamu npumerenuss pucouniama™>> mozym Ovims
uHgekyuy 8epxXHUX ObIXAMENbHbIX Nymell, NHeBMOHUU, 2unepmepmus, 3anopsl, HaA30PapuHaum
[65].

e PexomeHnayercsi npuMeHEHHUE MperapaTa OHACEMHOTeH abernapBoBeK y manueHToB: co CMA ¢
onamensHoit Mytammerd B rene SMN1 w xmHmyeckum guarHozoM CMA 1-ro tuma wim
narueHToB co CMA ¢ OnannensHoit myranuei rena SMN1 u He 60s1ee ueM ¢ TpeMsi KOHsIMU TeHa
SMN2 B xadecTBe MaroreHeTHYECKON Teparnuu 3aboneBanus [138].

YpoBenb yoeauTeabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbLCTB — 4)
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KoMMeHTapuu: ocHosHbiMU O2panuyeHusMU K NPUMEHEHUI0 npenapama AeiAemcs Haiudue
aumumen x AAV9, makoce ocpanuveHusMu K NPUMEHEHUI0 npenapama Mo2ym A6IAMbCs
3abonesanus newenu, naiuyue UBJI, HUBJI 6onee 16 uacoe ¢ cymxu u omcymcmesue QyHKyuu
2Nlomanus & pesyibmame 0y1bOAPHO2O CUHOpOMA, 651As mempanie2us. Hmeem mecmo ma dce
3AKOHOMEPHOCMb, YUMo HAOII00Aemcs npu 86e0eHUU OpYy2UX NAMO2eHeMmu4ecKux npenapamos:
KAUHUYECKAS 9hPEeKMUBHOCb HA NPAMYIO 3a8uUcum om msadxcecmu 3aooneeanus. Ilpu msascenom
@YHKYUOHANbHOM cmamyce nayuewma u OAUMENbHOM MmeYyeHuu 3a001e6anus 66edenue
npenapama Modxicem He OKA3amv 00JICHO20 3¢gexma. [Ipenapam onacemnozen abenapsosex,
npuUMeHseMblil 0OHOKPAMHO, Npeocmasgisaem coOol Hepeniuyupyrouuics peKoMOUHaAHMHbIU
aoenoaccoyuuposantulil supycuwlii (AAV) eexmop, cooeparcawuii BUOOUIMEHEHHYIO HYKIIEUHOBVIO
Kucnomy ¢ nociedosamenviocmoio cena SMNL. Tpanceen npu nonadanuu 8 10po MomoHeupora
3amewjaem NOMepsAHHYIO U3-3a Mymayuu @yHkyuio ceHa 6es ecmpausanus ¢ /[HK uenosexa u
soccmanagnusaem npooykyuio oeika SMN, komopulil omeemcmeeHeHn 3a COXpanerue u pa3eumue
momonetiponos [102-104]. Ilpumenenue npenapama onacemmozen abenapeosex OulLio U3YUEHO 6
3aseputénnvix kKiunudeckux ucciedosanusx START [104], STRIVE-EU [101] u STRIVE-US [106]
v nayuenmog co CMA 1-2o muna 6 6ospacme 0o 9 mec. IIlpooemoncmpuposansvl yoeoumenvHas
agpgpexmuenocmv u 6GezonacHocmv npenapama 6 3mMol 803pacmuol epynne. Pezynemamol
KAUHUYECKUX UCCTe008aAHUL C8UOeMeNbCMBYIOm, YMO NPUMEHEHUe OHACEMHO2eHa abenapeoseKa
6 mepanesmuyeckoli 0o3e obecneuusaem Ovicmpoe paszsumue mepanesmuiecko2o 3¢ggexma,
Hapacmarnwe2o 8 OUHAMUKE, Y8eIUYEHUE BbINCUBAEMOCMU U VIVYIUEHUEe 08UcAMENbHOU (BYHKYUU
no wxanre CHOP-INTEND no cpasHenuio ¢ ecmecmeeHHbIM medenuem 3a001e6aHusl.
Tecmuposanue na nanuuue awmumen K adeHoaccoyuuposanhomy supycy 9 cepomuna (AAV9)
00IHCHO ObIMb NPOGEOEHO NayueHmam Ol NOOMEEPHCOEHUS BOZMONCHOCMU OCYUIeCMBILEHUS
2eHozamecmumenvHou mepanuu. Ilpenapam 6sooumcsi GHympueeHHO KaneivHo. Beedenue
2eH03aMeCmumenbHol mepanuu O0IHCHO GLINOJHAMbBCA 8 YCIO0BUAX CIAYUOHAPA, UMEIOWe20 Ul
omoeneHuss peanumMayul, Ui omoeneHuss uHmeHcusHou mepanuu. Haubonee uacmvivu
nOOOYHbIMU I Pexmamu npuMeHeHUs: OHACEMHO2eH abenapeosexka AGJAIOMC NOGblUeHUe
AKMUBHOCMU NEYEHOUHBIX MPAHCAMUHA3, 2eNaMOMOKCUYHOCMb, peoma u nupexcus. 3a 24 uaca
00 u nocie UHQY3UU OHACEMHO2eH abenapeogeka HeobXooumMa UMMYHOMOOYIAYUs
aniokokopmukouoa (Enpeonusonon™* nepopanvno uz pacuema 1 me/ke/cym unu dK6USANEHMHAA
003a opyzoeo enokokopmukouoa) [101,105-107].

He pexomeHnayercsi npuMeHeHHEe KOMOMHUPOBAHHOW Tepanuu (Ha3HAYE€HUE MaTOT€HEeTUYECKON
Teparuu Mociie TeHO3aMECTUTEIbHON TepaNuu) WK OJHOBPEMEHHOE IPUMEHEHHE 2 MpernapaToB

NaTOreHETHYECKOW Tepanmuy ¢ OAMHAKOBOW TOYKOW mpuioxkeHuss — reH SMN2 (mampumep,
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HYCHHEpCEH** W pHCAMIUIAM**), TakKe HE pPEKOMEHAYeTCs MPUMEHEHHE MpernapaTroB
HycuHepceH™** u pucaumiam™* Ha mo0oit cragum CMA 5¢ mnamueHTaM ¢ T'eHETHYeCKU
NOATBEPKIeHHBIM JrarHo3oM C 0 u 1 konuei rera SMN2 B kauecTBe MaTOr€HETHUECKOM Teparnuu
3a00JIeBaHU.

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 5)
KoMMeHTapuM: K KOMOUHUPOBAHHOU mepanuu makxice ciedyem OMHeCmU HA3HAYEeHUe
HycunepceHa™* unu pucouniama™* nocie npumeHeHuss OHACEMHO2eH abenapeoseka ¢ y4émom
moeo, umo oKasvieaemvill 3pgexm nocie 0OHOKPAMHOU UH@Y3UU, NPEONOIONCUMENHO,
coxpansiemes 6 mewenue éceil acusnu nayuenma [101]. Ha oannviiit momenm ne cywecmeyem
0oKazamenbcme d¢hhexmusHocmu u 6e30nacHocmu KOMOUHUPOBAHHOU Mepanuy NAYUeHmos co
CMA no cpasnenuro ¢ Mmonomepanueti, 8 cé:3uU ¢ Yem KOMOUHUPOBAHHAS Mepanusi He OOANCHA
nPUMeHamMbCsl 6 pymunHou kiunuueckou npaxmuxe [104]. B nacmoswyee epems omcymemeayiom
pe3yibmamyl KIUHUYECKUX UCCIe008aAHUl, CUCMEeMAamU4eckKux 0030pos, 8 KOMOpvlX Uzyiaemcs
Koppensayus medxncoy yposHem sxkcnpeccuu oOenka SMN u 6blpajdiceHHOCmblo KIUHUYECKO20
agppexma [101,104,108].

Pexomenayercst npuMeHeHHUE IpenapaTa HyCUHEpceH** Ha nokiaumHuueckod craguu CMA 5q
MalMeHTaM C TeHETHYECKH MOJTBEPKIECHHBIM JuarHo3oMm C 2 wim 3 kommsimu reHa SMN2 B
KauyecTBe MaTOreHEeTUYECKON Tepanuu 3aboneBanus [66].

YposeHb yoenuteabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 4)
Pexomenayercsi mpuMeHEHHUE TperapaTa OHACEMHOTEH abemapBOBEK Ha JOKIUHUYECKON CTaIuu
CMA 5q narnueHTaM ¢ TeHeTHIECKH TTOITBEPKICHHBIM IMarHO30M ¢ 2 niu 3 korwsimu TeHa SMN2
B Ka4eCTBE IMaTOTeHETUYECKOH Tepanuu 3a00eBaHusl.

YpoBeHb yoenuteabHocTH pekoMenaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEIbCTB — 4)
KomMeHTapuu: npumenenue npenapama oHAceMHO2eHA abenapeogeka Obllo U3VYEHO 8
uccneoosanuu SPRINT y nayuenmos 6 gospacme <6 nedenv co CMA u nanuuuem 2 unu 3 konui
eena SMN2 ez krunuueckux cumnmomos. Ilpomescymounvle pesyibmamsl 3mo20 UCC1e008aHUs
ceudemenbcmeyiom o0 NOMEHYUANbHbIX NPeuMyujecmseax paHHe20 HA3HAYEHUs npenapama
maaodenyam co CMA ¢ documnmomamuueckou cmaouet 3abonesanus [109,110].
PexoMeHnayercsi B ciydae NpOBENCHHS HEOHATAIHHOTO CKPHHWHTA M BBISBICHHH jaeTeil ¢ 1
kornueit rena SMN2 Ha3HaueHue UM OHaceMHOTeH abernapBOBEKa; B CIyJae BBIABICHUS JETEi ¢ 2
wim 3 konusimu reHa SMN2 HazHaueHWe UM OHACEMHOTEH a0erapBOBeKa WM HyCHHepceHa** B
Ka4yeCcTBe MPOBEICHHS MaTOTCHETHYECKOM Tepanuu 3abonesanus [132, 133, 136].

YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbLCTB — 4)
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e PexomeHnayercs B ciydae MPOBEICHUS HCOHATAILHOTO CKPUHUHTA TIPU BBISIBIICHUU JIETEH C 4 WIn
6onee xomusimMu reHa SMN2 mnpucranpHoe HaOIIOJEHHE 32 BO3HUKHOBEHHEM CHUMITOMOB Y
MAIUEHTOB C TCHETUYECKH MOATBEPKACHHBIM quarno3zoM CMA 5q ¥ IprMEHEHHEe Tepanuu Mmociie
MaHU(ECTAIIMN TIEPBBIX NMPHU3HAKOB 3a00JICBaHUS B KAUeCTBE IMPOBEIEHUS MATOTCHETUYECCKOU
tepanuu [67, 135].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 5)

KomMmeHTapum: npumenenue npenapama oHacemMHoO2eH abenapeogeka Obllo U3YYEHO 8
uccneoosanuu SPRINT y nayuenmos 6 gospacme <6 nedenv co CMA u nanuuuem 2 unu 3 konui
eena SMN?2 6e3 knunuueckux cumnmomos. Ilpomesicymounule pe3yiomamsi 3mo2o Uccied08aHus
CceUOemeNbCmeyIom 0 NOMEHYUATbHBIX NPeuMyujecmeax paHHe20 HA3HAYEHUs npenapama
mnadenyam co CMA ¢ documnmomamuueckou cmaoduetl 3abonesanus [109, 110]. Ilpumenenue
HycunepceHa™™ uzyuanoco 6 ucciredoganuu NURTURE y nayuenmog ¢ 2enemuuecku
noomeepicoeHHbIM ouacnosom ¢ 2 uiu 3 konuamu eena SMN2 6 kauecmee namozenemuueckou
mepanuu 3abonesanus [66].

3.1.2. CuMnToMaTHyeckass MeIUKAMEHTO3HAas Tepanus

o PexoMenayercsi mpueM Kaiblus IIIFOKOHaTa** Bcem manueHtam co CMA 5(, eciu BBISIBICHBI
MPU3HAKU OCTEOTICHUU WA THIMOKAIBIIMEMUH, JIJISI KOPPEKIIMH CHUIKEHUS TUIOTHOCTH KOCTHOM
tkauu [20].

YpoBeHb yoenuTeabHocTH pekoMeHaanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

o Pexomenayercs npuem koisiekanbidepona** Bcem naruentaM co CMA 5(, eciiu BBISBICHBI
MPU3HAKU OCTEOTICHWU WJIM HU3Kas KOHIEHTpalus BuTamMuHa D B KpoBH, IS KOPPEKIIUU
CHIKEHUS IJIOTHOCTH KOCTHOM TKaHu [68].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH JI0KA3aTEIbCTB — 5)

o Pexomenayercs npuem 6udochonaros Bcem nmanueHTam co CMA 5Q eciu BBISIBIEHBI PU3HAKA
OCTEOIEHUH WJIM YacThIe TICPEIIOMBI JIJIS1 KOPPEKIIUU CHUKEHHUS TUTIOTHOCTH KOCTHOM TKauu [20].
YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (YypoBeHb J10CTOBEPHOCTH 10KA3aTEIbCTB — 5)

o Pexomenayercss mpueM MpenapaToB HMHTUOMTOPOB TPOTOHHOTO Hacoca Ui JICUEHUs
ractpos3odaranbHoro pedirokca (oMenpasoa** u 33oMenpaszon™*) scem nanuentam co CMA 5q
B COOTBETCTBUHU C BO3PACTHBIMH ITOKA3aHUSMH, €CJIH BBISIBICHBI MPU3HAKKA COOTBETCTBYIOIINX
3aboneBanuii [57].

YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (YypoBeHb J10CTOBEPHOCTH 10KA3aTEJILCTB — 5)

o Pexomenayercsi mpumenenue mnpemnaparoB Tpymmel RO3AL Anpenepruyeckuwe cpencTBa B
KOMOMHAIIUM C AHTUXOJMHEPTUYECKUMHU CpEICTBaMH, BKIIOYas TPOMHBIE KOMOWHAIMH C

KopTuKocTepougamu  (06era2-aqpeHOMUMETHK CENEKTUBHBI + M-XOJIMHOOIOKATOp) MAJs
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HeOynai3epHor Tepanuu manueHTamM co CMA 5Q mnpu BBISIBICHHMH OpoHXOCMa3Ma sl €ro
auKBUaanuu [57].

YpoBeHnb yoenutensHocTu pekoMenaanuii C (YypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

He pexomenayercsi UTUTETbHOE MPUMEHEHNE MYKOJTUTHYECKHX MTPEnapaToB AJis HeOynaiizepHoi
Tepanuu y nanueHToB co CMA 5Q u3-3a 0TCyTCTBHS JOKa3aTeIbHON 0a3bl U B CBA3H C PUCKOM
YCUJICHHSI CEKPETOPHOW Harpy3ku [57].

YpoBeHnb yoenutenasHocTu pekoMenanuii C (YypoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 5)

KomMeHTapumu: ucnonvzosanue MYKOIUMUYECKUX Npenapamos 0Oe3 mepanesmuiecKux
NOKA3AHULL MOXMCEm NPUBECmu K PA3dCUNCEHUN) CeKpema HOPMANbHOU GA3KOCMU U YCUNEHUI)
CeKpemopHOll Hazpy3Ku.

He pexomenayercss SMIMPUYECKUN TNpHEM aHTUOMOTHKOB mamueHTaMm co CMA 5¢ s
NpeIoTBpalleHUs] HMH(EKIIMOHHBIX OCIOXKHEHUI 0e3 Hamuuusi OcoObIX TOKa3aHUW K
aHTHOAKTEpUAIbHOM Tepanuu [57].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTeIbCTB — 5)

KommenTapuu: ¢ mo oce spems y nayuenmos co CMA | u uacmo bonerowux nayuenmog opyaux
munoge CMA ¢ ouacamu xporuueckoll uHgeKkyuu paHee HAYANO AHMUOUOMUKOMEpPANUU NpU
UHGDeKYUOHHBIX 3a00Ne8aAHUAX UMeen NPUHYUNUATbHOE 3HAYEHUe.

PexoMenaywoTest WHBEKIIMM OOTYJIMHUYECKOTO TOKCHHA THHA A™* B CIIOHHBIE KEJIE3bI
nanpentam co CMA 5q, crapiie 2 JeT, CTpaJaroluM OT TUIIEPCATUBAIINH, C 1IETTBI0 YMEHBIIEHUS
CTEIEHH BBIPAXKEHHOCTH 3TOro cumrnroma [69].

YposeHb yoenuteabHocTH pekoMenaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEIbCTB — 5)

KommenTapuu: neobxooumasn 0osa npenapama yCmaHasiueaemcs 6 3a8UcCUMOCMU O MACCbl
mena co2nacHo UHCmpykyuu K npenapamy. Ilayuenmam c eunepcanusayueii makice nokazana
canayus nonocmu pma [70]. Hnvexyuu 6omynunuueckoeo moxcuna muna A** 6 cuionnvle
acenesbl HeOOX0OUMO NPOBOOUMb NOO KOHMPONEM YIbMpPAa38yK08020 UCCIeO008AHUS CIIOHHBIX
acenes [125].

3.2 Xupypruudeckoe JeueHue

Xupypeuueckoe neuenue nayuenmog co CMA 50, 6 0cHOBHOM, 3aKNI0O4AEMCs 8 6bINOIHEHUU
KOPPEKMupyouje2o UHCMpYMEeHmMaibHo20 6Meuamenscmed Ha NO360HOYHUKE, HNOCKOIbKY
UCNONIL3068AHUE OPMONEOUYECKUX U30enull umeem NALIUAMUGHBII Xapakmep U He NO0380/siem
ocmanosums Oegpopmayuro. Ilayuenmam max dce Mmodxcem nompedO8AMbCs XUPYpeUdecKoe
BMEUamenbcmeo 6 c6a3U ¢ 001e8blM CUHOPOMOM KAK NPU NAMOJIO2UU ONOPHO-08ULAMENbHOL

cucmembvl, makxK U 6 Ces3U ¢ neperomamu.
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o PexoMeHayeTcsi pacCMOTPETh BO3MOKHOCTh XUPYPrUYE€CKOTO BMELIATENHCTBA HA IO3BOHOYHUKE
narueaTam co CMA 5q ¢ TsokensiM uckpuiieHueM (yron Ko66a mist 601b110i KpuBu3HbL >50°)
WX BBICOKOI CKOPOCTBIO MporpeccupoBanus (>10° B rof) mist coxpaneHus OajaHca TyJIOBHUIIA,
KOppEeKIUK Je(opMaiuy rpyIHOM KISTKH U yaydiineHus o0iero kadectsa xu3uu [20].
YpoBenb yoeauTeabHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbLCTB — D)
KommenTapuu: npu npunamuu pewienuss 0 Xupypeuieckom 8Meuamenscmee pekoMeHOyemcs
yuumeieams CHuUdICeHue Qyukyuu Ovixanus, oegopmayuro pebdep, unepkughos, eiusHue Ha
MOOUNLHOCMb U (DYHKYUOHUPOBAHUE NAYUeHmd, HAKIOH masa u Oucobaiauc mynosuud.
Heobxo00umo omnoscums 8binonHeHue Xupypeuuecko20 eMeuamenbcmea y oemell 00 4-x 1emuezo
sospacma [20].

o PexoMeHayercsi paccMOTpPETb BO3MOXHOCTb HCIIOJb30BAHUSI HE MPENATCTBYIOLIETO POCTY
MHCTpyMeHTapus y nanueHToB Co CMA 5( ¢ He3aBepIlIeHHBIM POCTOM CKeJIeTa JIJIsi CTabuiu3aluu
1o3BoHO4YHUKa [71].

YpoBeHb yoenuteabHocTn pekoMenanuii C (ypoBeHb I0CTOBEPHOCTH /I0KA3aTEIbCTB — 4)

o PexoMeHayercsi paccMOTpEeTb BO3MOXKHOCTb  BBINOJIHEHHSI 3aJHET0  CIIOHJAWJIONE3a C
UCIIOJIb30BAaHUEM TEXHOJOTUU JAMHAMUYECKOW (UKcAllMM MO THUMY <«IBOMHBIX CTEpIKHE»,
MOJIMCETMEHTHbIE KOHCTPYKIIMU C WK 0e3 (pukcanuu Ta3a B 3aBUCUMOCTH OT BOBJICUEHHUS Ta3a B
CKOJIMOTHYECKHH M3rud y manueHtoB Co CMA 5q s ucnpaBiieHUs CKENETHBIX aedopmanuii
[72].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH JI0KA3aTEIbCTB — 4)

e Pexomenayercst ocTaBUTH CBOOOIHBIMM OJJMH WJIM 1B YPOBHS B CPEIHEIIOSICHUYHOM OTJIEJNE 110
cpenHelt uHuM y nanueHToB co CMAS( npu miaHMpOBaHUM ONEpaluy HAa MMO3BOHOYHUKE AJIs
BBITTOJTHEHUS TFOMOabHbIX yHKIHi [20].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEIbCTB — 5)

e He pexomeHayeTcsi NMPUMEHEHHE CHUCTEM IWHAMHUYECKOW (DHUKCAIMU C BO3JCHCTBHEM Ha
no3BOHOUHHUK Wik pebpa (cokpari. VEPTR ot anri. Vertical Expandable Prosthetic Titanium Rib
U ero axanoru) y nanueHtoB co CMAS(Q ¢ menbio Koppekiuu jgedopmanuu pedep mo TUIY
«CJIO’)KEHHOTO 30HTa» BBUIY HU3KOH 3(PPEKTUBHOCTH ITUX METONIOB [73].

YpoBeHb yoenuteqabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 4)

o Pexomenayercss paccMOTpeTh BO3MOXXHOCTh XHPYPTMUYECKOTO JIEYEHHUS HECTaOMIbHOCTH
Ta300eApeHHOro cycraBa y nmanueHtoB co CMA 5(, crpanatomumx ot 00JeBOro CHHApPOMA, JUIs
obneruenus 6omu [20].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbLCTB — 5)
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o PexomeHnayeTcsi pacCMOTPETh BO3MOYKHOCTh XHPYPTUYECKOTO JICYCHHSI KOHTPAKTYD Yy MaIlUCHTOB
co CMA 5q, crpagaromux ot 00JI€BOTO CHHAPOMA, I 00JIeryeHus: OO U yBEIHUEHUsI 00beMa
nprkennit [20].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — D)

o PexomeHayercsi paccCMOTpETh BO3MOXKHOCTh HWHTPAMENYJUIIPHOTO WM  HAJKOCTHOTO
ocreocuHTe3a y nmanueHToB co CMA 5¢ Ha aMOynaTopHOW CTaauH NpU MEperoMax UIMHHBIX
TpyOUaThIX KOCTEH, a TaKKe y MaIMEeHTOB, HE CIOCOOHBIX CAMOCTOSITEIBHO XOAUTH, IPH
nepenomax Oenpa, Ui CTaOMIN3allii OTJIOMKOB M BO3MOXXHOCTEH paHHEW BEPTHKAIU3AIHH,
peabuMTaluy ¥ yCKopeHus Koucoauaanuu [20].

YpoBeHb yoenuteabHocTn pekoMenanuii C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 5)
Kommentapum: nepenomsl 6osnuxaiom y nayuenmos co CMA, ne cnocoomvix camocmosamenbHo
xo0ums (pauretl u no30Hel HeamOYIAMoOpPHOU CMAOUlL), NPU HEZHAYUMETLHOM MPABMAMULECKOM
8030elicmeul, ¢ HU3KOU HAZPY3KOU HA CKelem Ha (QoHe O02PAHUYEHUs. BePMUKAIU3AYUL,
ocmeonoposza u 803mModicHo2o depuyuma sumamuna D. Ilpu evibope koncepsamuenoeo nymu
JleYeHUss ¢ 2UNCOB8aHUeM (HalodceHue YUPKYIAPHOU SUNCOBOL NOGA3KU, CHAMUE YUPKVAAPHOU
2UNCOB0I NOBA3KU) cledyem uzbe2ams ONUMENbHOU UMMOOUIUZAYUU.

o PexomeHayercsi ycTaHaBIMBATh TACTPOCTOMY M KOPMIIEHHE Yepe3 racTpOCTOMY y MAIUEHTOB CO

CMA 5Q mocinie ycTaHOBJIEHHS HEBO3MOXKHOCTH MPOTJIaTbIBaHUS IMHUIIM, NPU OOJBIIOM pHUCKE
ACMUPAIMIOHHOTO CUHIPOMA M ITPU HYTPUTUBHON HEAOCTATOYHOCTH [74].
YpoBeHb yoenuteabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH JI0KA3aTEIbCTB — 4)
KoMMeHTapuu: 00 ycmaHosKu 2acmpocmomvl HeoOX00UMO BPEeMEHHOe KOPMICHUE uepes3
HA302ACMPATbHBIU UU HA30EIOHATbHBIL 30HO. Y nayueHmos cmapuie2o 803pacma, y KOMopbix
B03MOJCHO NPOBEOEHUE CNUPOMEMPUU, 00 HATONCEHUSL 2ACMPOCTOMbL HE0OX00UMO OnpedeieHuUe
@IKEJI, xomopas Oonxcua oOvime ne menee 50% om Oonsxcencmsyroweu. Bozmooicno, u
ycmanogka eacmpocmomvl npu  6onee Huskou JKEJI, oomaxo puck ocnodxchenuti Oyoem
Y8enuuusamvcs, no mepe CHudceHusi noxkazamenei cnupomempuu. Crnedyem NOMHUMb, YMO Y
nayuenmos 0o 7 nem ucciedosarnue JKEJI u DIKEJI moocem dOvimb owuboumo, ecieocmeue
HenpaguIbHOU MAKMUKU ObIXAMENbHO20 MAHesPA.

o Pexomenayercsi paccMOTpeTb BO3MOXKHOCTh BBIMOJHEHUS (QyHAomukanuun 1o Hucceny
(>kenaTeabHO 3HIOCKONMUYECKUM crocobom) mamueHntaMm co CMA 5q tun 1 ogHOBpeMEHHO ¢
YCTAaHOBKOM TacTPOCTOMBI TPH HAJWYUH OCJOKHEHHMH TracTpod3odareanbHOil pedIiIroKCHOM
00JIe3HU U KUZHEYTPOKAIOIINX COCTOSHUM (amHod, Opaaukapaus, acliupaluoHHasl THEBMOHUS)
[75].

YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbLCTB — 4)
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e PexkoMeHayercsi TOCTaHOBKa TpaxeocToMbl TeMm mamueHtamMm co CMA 50, y KOTOpBIX
HEWHBA3MBHASI BEHTWIALUS JIETKUX HEIOCTATOYHO 3()PEeKTUBHA MM HEBO3MOXKHO IMOJ00paTh
MacOYHbIH nHTEepQeiic, A OCyIeCTBICHUS HHBA3UBHOW BeHTHIIsIIMHK Jerkux [20, 76].
YpoBeHb yoenuTebHOCTH pekoMeHaanmii C (ypoBeHb JOCTOBEPHOCTH I0KA3aTeJIbCTB — D).
KomMeHnTapuu: pewenue o nepexode Ha mpaxeocmomy OOJIHCHO OCYWECMBIAMbCS C YUemom
UHmMepecos nayuenma u cemvl, KIUHU4eCKo20 Cmamyca, npo2Ho3a u 6yoyue20 Kaiecmaa HCusHu.
Tpaxeocmoma He 001HCHA HAKAAOLIBAMbCA MONLKO C YElbl0 CAHAYUU ObIXAMENbHBIX Nymell.
Tpaxeocmomy cmagsam mozoa, koecoa pebenox Hysxcoaemcs 6 HUBJI oonvwie 18 uacos. Bonpoc o
BEHMUNAYUU NOCPEOCMBOM MPAXeOMOMUU Modcem OblMb pPACCMOMpPeH 6 Ciayyde Ydcmblx
NHEeBMOHUIL ) 1eAHCAYUX NAYUEHMO8, OOHAKO Cledyem UMemb 6 U0y, 4mo dMom no0X00 He 8ce20d
NPUGOOUM K YIYYUIEHUIO KAYecmeda MHCU3HU U YMEeHbUleHUl0 Koauuecmea cocnumanusayui. B
a0bOM cryuae, mpaxeomomusi NPOBOOUMCs 8 NIAHOBOM NOpsOKe (He 8 OCMPbIX CUMYAYUsX).
Ipumenenue mpaxeomomuu y cuoa4ux nayueHmos He A61semcs onpasdoaHHbIM.

3.3 UHoe J1eyenne

3.3.1. Ilnerorepanus

e Pexomenayercst KOHCyNIbTalUsl Bpada-queTosora Kaxiasie 3-6 mecaues nanuenram co CMA 5q
paHHEro JEeTCKOro BO3pacTa U €KEroJHO — OCTaJbHBIM MallMeHTaM JUIsl OLIEHKH COCTOSHUS
nutanus aerei [20].
YpoBeHb yoenuTeabHOCTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH JI0KA3aTEIbCTB — 5)

e Pexomenayercs pacuer KaTOPUHHOCTH JUETHI (KOPPEKLINs KaJOPUIHOCTHU MHULIH, TOTPEOICHUS
KUAKOCTH, MAKpO- U MUKpPO3JIeMeHTOB) nanueHtam co CMA 50 ¢ HapylIeHUsIMU HyTPUTUBHOTO
cTaTyca ¢ IeJIbl0 KOHTPOJIS 32 yPOBHEM MuTaHus [ 77].
YpoBeHb yoeqUTeILHOCTH peKoMeH1aluii B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 3)
KommenTapuu: npu cocmasnenuu payuona numanus nayuenmam co CMA 50 oyenusaemcs
HOMPEOHOCMb 8 KANOPUAX (C NOMOWbIO pacdema pacxooa 2Hepeun 8 noKoe ¢ KoppeKyuel no
YPOBHIO AKMUBHOCMU), MAKPO- U MUKPOHYMPUEeHmMos u dxcuokocmu [77]. s pacuema numanus
ucnonvsyrom obwue cmanoapmuzosanuvie hopmyist [18].

e Pexomenayercs: n30erath rosoganus y nanueHto co CMA 5q s npeaynpexaeHus pa3BUThs
MeTaboInIecKiX HapymeHui [79].
YpoBensb yoenutelbHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH T0KA3aTEJbCTB — 5).
Kommenrapum: y nayuenmoe co CMA mocym paszeusamvcsi memabdonuveckue HapyuleHus,
0CODEHHO NpU HEeOMIONCHLIX COCMOAHUAX: MemabdoIuyeckull ayuoos, HapyuieHue o0OMeHa
HCUPHBIX KUCTOM, 2UNEPIUNUOEeMUS], 2UNep- UNU SUNO2TIUKeMUS], MbIULeYHAS] MUMOXOHOPUATbHAS

oucynuxyus. Hapywenniil memaboauzm 210Ko3ul ommeyer y Hekomopuix nayuenmos co CMA u
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ooicupenuem. B cnyuae ocmpuix cocmosanuii Heobxooumo obecnewums adekeamuoe nompeoieHue
HCUOKOCMU, MUHUMUZUPOBAMb ONUMENbHOCMb 207100aHus. B meuenue 6 uacoe npeonacaemcs
numanue, cooepcaujee denku. Heobxooum KoHmMponb YpOGHA dNIEeKMPOAUMO8, 2IH0KO3bL U, NPU
HeobXx00uMocmu, npoeoeHuUe KOppeKyuu.

Pexomenayercst moa0op oOIIEro MONOXKEHHS, a TakXKe TOJOBBI UM PYyK I JOCTHXKEHUS
BO3MOKHOCTH CaMOCTOSITEIbHOTO IUTAaHUS, B TOM YHUCIE C HUCIOJIb30BAHUEM CHEIHUATbHBIX
npucnocoOineHuid, namuerram co CMA 5Q nmns ynydiienust 6e30nmacHOCTH U 3P PeKTUBHOCTH
rioranus [20].

YpoBeHb yoenuTeabHoCTH pekoMeHaanuii C (YypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)
PexoMeHnayercsi M3MEeHEHNE KOHCUCTEHIIMU MHUIIM B TIOJIb3Y MOIYTBEep0i manueHTam co CMA
50, crpagarommm tucharuei, ¢ meapo KOMIICHCHPOBAHUS JKEBATEIIBHON CITA00CTH H YMEHBITICHHS
MIPOJIOJDKUTEIILHOCTH TipreMa ruiu [20].

YpoBeHb yoenuTebHOCTH pekoMenaanuii C (YpoBeHb J10CTOBEPHOCTH 10KA3aTeIbCTB — 5)
KommenTapuu: cycmoie swcuokocmu Oonee 6e30nacHvl 8 omuowleHuu acnupayuu, 4em 6onee
mexkyuue. Heobxooumo ucnonvzosanue 6ojee niomuvlX NUMAMENbHbIX CMecell, Heleodpa3HbLX
Gopm nuwu, sHcuoxkux nope. ModiHcHO UCNOIL308aMb CHEYUATIbHbLE 3a2YCIUMENU HCUOKOCMU HA
0CHOBE MAILMOOEKCMPUHA NPOMBIULTIEHHO20 NPOU3BO0CTEA.

He pexomenayercsi MpUMEHSITh PYTMHHO CMECH Ha OCHOBE AMHHOKHCIOT WM BBICOKOTO
ruaposu3a 6enka narreaTaMm co CMA 5q s ynydinerust HyrputuBHoro cratyca [80].
YpoBeHb yoenuteabHocTH pekoMenaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEIbCTB — 4)
KommenTapuu: npeumywecmeo uasHauenus aMUuHOKUCIOMHOU (HOpMYabl 6 omaudue om
ucnonv3oeanus unmaxkmuozo denxa nayuenmam co CMA nepgozo 2o0a sxcusnu, a maxace 0emsm,
cmapuie 200a, NONYYAIOWUM NUMAHUE Yepe3 HA302ACMPATIbHbIU 30HO WU 2ACMPOCHOMY, He
umerowuM annepeuu K 0elKkam Koposbe20 MONOKA, He 5A81iemcs 0OKA3aHHbIM. [{uemuueckue
PpeKoMeHOayuu OCHOBbIBAIOMCS HA UHOUBUOYAIbHOU nepeHocumocmu. Ilayuenmam co CMA
HeobX00UMO Numanue cmMeciamMu Ha OCHO8e 0eNK08 KOPO8beco MOJIOKA C YYemoM 603pacmd.
Kopmnenue cmecamu na ocHose 6vicok020 eudponusza 0enka uiu amMuHOKUCIOM NOKA3AHO
nayueHmam ¢ auiepeuei K 0Oeikam Kopoebeco MOJNIOKA, 6 NOCIeonepayuoHHblll nepuoo u
Kpumuieckue COCMOSHUS C ABLEHUAMU HAPYUWEHHO20 NUWEBaApeHUsl, d Makice Noayuaouum
numanue yepe3 Ha30UHMeCMUHAIbHbLLL 30HO UU IHMEPOCOM).

Pexkomenayercst KOpMIICHHE CIICIIHATEHBIMHA CMECSIMU ISl SHTEPATHHOTO TUTAHUS TTAIIIEHTOB CO
CMA 50, nonyyaromuM KOpPMIIGHHE uYepe3 30HJ U TacTpocToMy s oOecreueHus
cOaTaHCHPOBAaHHOCTH MMUTAHKS 110 OCHOBHBIM IMHUIIEBBIM BemecTBaMm [20].

YpoBeHb yoenutenasHocTn pekoMenanuii C (ypoBeHb 10CTOBEPHOCTH I0KA3aTEIbCTB — 5)
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KommenTapuu: Cogpemennsie cmecu 0Jis1 SHMEPAIbHO20 NUMAHUS COANAHCUPOBAHBI NO COCMABY
OCHOBHBIX NUWEBLIX Beuecms — 0eNK08, JHCUPOB, Y2lie80008, COOEPIHCAm BUMAMUNBI, MAKPO- U
MUKponympuenmul.  Pasznuunbl  no  xanzopuueckou  NIOMHOCMU —  2UNO-, HOPMO- U
aunepkanopuyeckue u cooepacanuio beaka. Cmecu 0 IHMEPAILHO20 NUMAHUSL NOOOUPAIOMCSL
UHOUBUOYATILHO 8 3A8UCUMOCMU OM NOMpeOHOCmeEl.

PexoMeHayI0TCSI CMECH, COJIepKAaIie MUIEBbIe BOJIOKHA, nauentam co CMA 5(, ctpagaromux
3anopamu, Juisi ooneryenus nedexaru [20].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTEeIbCTB — D)
KoMmeHnTapuu: 011 koppexkyuu 3anopoé ucnoib3yemcs KOMNIEeKCHblU N00X00 C NPO8edeHUem
Oouemomepanuu; npu HeoOXO0UMOCMU — JEKAPCMBEHHOU mepanuu U MeXaHudecKko2o
OnopodicHeHusi Kuwiewnuka. Ilpu Hanuuuu nIOMHO20 Ccmyia nepopanrbHO HA3HAYAIOMCS
npenapamor  epynnel - AOBAD  Ocmomuueckue crabumenvhvle cpedcmea: npenapamol
JAKMyn036l™* (¢ nepuoda HoOPONCOeHHOCMIUL) Ul MAKPo2oaa™™ (¢ 6 mecsayes). [1oobop 003
npenapamos OCywecmeaisiemcs: UHOUBUOYATIbHO 00 OOCMUICEHUs KIUHUYECKo20 3pgexma.
IIpooondicumenvrocms nedwenuss: om Kypcog8o2o 00 NOCHMOAHHO20 NPUeMd.

Pexomenayercsi ycTaHOBKa Ha30TacTpalbHOTO 30Ha manueHtaM co CMA 5q ¢ HapyleHusMu
TJIOTaHUSI JIO YCTAaHOBKM TacTPOCTOMBI M TIOCIIEAYIOMIETO ITOCTOSHHOTO KOPMJICHHS dYepes
racTpoCTOMY Ui PO HIAKTHKY acIIUPAIUU ¥ 00eCTIeUeHHs aeKBaTHOTO MUTaHust [77].
YpoBeHb yoeIUTeILHOCTH peKoMeH1aiuii B (ypoBeHb 10CTOBEPHOCTH 10KA3ATEIbCTB — 3)
Pexomenayercst KOpMIIEHHE Yepe3 HA30TacTPAIbHBIN 30H] Tskeno0onbpHOro namueHTa co CMA
50 ¢ HapymeHWSIMH TJIOTaHUS JJIs MPOPWIAKTHKU aclUpanii U 00eCredeHus aJaeKBaTHOTO
nutanus [77].

YpoBeHb yoeIUTeILHOCTH peKoMeH1aiuii B (ypoBeHb 10CTOBEPHOCTH 10KA3ATEIbCTB — 3)

3.3.2. PecnupaTopHasi HOIIEPKKA

Oyenka u noodepicKa pecnupamopHou QYHKYuU OO0IHCHbL UMEMb HAUBLICUIUL NpUOpUmem 8
sedenuu nayuernma co CMA 5Q. B nociednee epems npunyun nedenus necounvlx nposenenuii CMA
5q usmeHuncsa om peakmueHo20 nooxood, npeodycmMampuearoueco Hauaio Meponpusmui no
ouucmke ObIXAMENbHLIX NYMel U UX 8eHMUIAYUYU MOJbKO NPU HATUYUU SAGHbIX NOKA3AHUU, HA
npoghunakmuyeckuli N0OX00 ¢ 6HeOPeHUeM 3MUX Memooos mepanuu Ha 0oiee paHHUxX dmManax
3abonesanus. Ilnan neuebHvIx Meponpusmuii onpeoensiemcs CReYUarucmom no pecnupamopHoul
mepanuu, 8 ome4ecmeeHHOU NPaKmuke 3mo 0080IbHO WUPOKUL KPY2 PA3HbIX CReYUaIucmos —
8PAUU-AHECTNE3UOTIO2U-PEAHUMATNONO02U, BPAYU-NYIbMOHONIO2U, d MAKICe BPAUU-HEEPOIO2U U

epaqu-ne()uampbz, OPUEHMUPOBAHRHbLE 6 60NPOCAX HEPBHO-MbIUUEUHbLX 3abonesanuil.
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Knrouesvimu npobnemamu, ceésazannvimu ¢ ovixamenvbHol cucmemou y oemeii co CMA, senaomcst
cnedyrowue. HapyuleHue OMKAULIUBAHUS, NPUBOOsee K HeOOCMAMOYHOU OYUCMKE HUNCHUX
ObIXamenbHbIX nymel om ceKkpema, 2UNOBeHMUIAYUS 60 8PeMsl CHA, Heoopazeumue epyoHou
KIemKu U JaecKux, HOBMOpHble UHGeKyuy, Komopwvle YCUIUBAIOM MbIUEUHYIO C1aboCmb.
OCHOBHLIMU NYMAMU  peuwleHUss dMux 3a0ay AGIAIMCA OYUCMKA OblXAMENbHbIX Nnymeu U
HeuHgaszusHas eewmunayus aeekux (HUBJI). Cnedyem cobawodams 0CHOBHbIE NPUHYUNDL
OuULeHUsT ObIXAMENbHBIX NYMell:

* Pyunvle u Mmexawmuueckue 6CNOMO2AMeENbHble CPeOCmed B0CCHMAHOGIEHUS KAULLeBOl
@DYHKYUU peKOMEHO0BAHDL OISl €HCEOHEBHO20 UCNOIb308AHUS Y DOJlee MAMNCENbIX NAYUEHMO8.
Jluya, ocywecmenarowue yxo0 3a naAyueHmom, OO0JHCHbL OblMb 00YUeHbl NOJIb3068AMbCS
IMUMU CPeOCMBaM,

* Jluya, ocywecmenaowue yxo0 3a NAYUEHMOM, OOJICHbI MAKJCe 61ddemb MeXHUKOU
VOAaneHusl 1e204H020 CeKpema, GKI0YAsl ROCMYPAIbHbLI OPEeHadic, U Obimb UHDOPMUPOBAHBL
0 Memooax KuHe3uomepanuu 2pyoHol Kiemku (OpeHUpyowuil Maccaxc),

* Jlannvle okcumempuu sensiomcs noxazamenem d¢pgexmusnocmu mepanuu. Omcocwi
Mozym Oblmb nole3Hvl 0 YOAleHus ceKpema Nnocie moeo, KAK OKA3aHd NOoMOowb 8
OMKAULTUBAHUU.

o Pexomenayercsi oTcachlBaHUE CIM3U U3 POTOTJIOTKH, HOCA UM BEPXHUX JbIXATENbHBIX MyTeH U
UCIIOJIb30BaHNE MEXaHUIEeCKOTo WHCY(]IsaTopa-acnuparopa yexaunm narueatam co CMA 5q u
cuasiauM narerTam co CMA 50 ¢ pecnupaTopHBIMH HApyIICHUSIMU I TPO(UIaAKTHKA
JIETOYHBIX OCITIOKHEHHMI M THIIOBEHTHIISALMH [57].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH JI0KA3aTEIbCTB — 5)
KomMmeHnTapuu: snekmpuueckas acnupayusi u UCHOIb308AHUE UHCYDIAMOPA-ACnupamopa
00JI2CHBL NPOBOOUMBCAL Y KAAHCO020 nayueHma ¢ Heagpgekmusnvim omxautiusanuem. OcrHogHble
Memoobl OpPeHUpOBaAHUSL MOKPOMbL OJisl JIedHCAuux U CUOAHUX NAYUEHMO8 — MO CouemaHue
UCNONIL306AHUSL  HECKONLKUX — Memo008:  MEeXAHU4ecko2o  UHCYQIamopa-acnupamopa
(omkxawinueamens) U pyUHbIX KOMApPeCcuti 2pyOHOU KIemKU UIU NOCMYPAIbHO20 OPeHatdcd 8
COUEemaHuu ¢ 21eKMpPULeCKUM ACRUPAMOPoOM. YV MAEHbKUX U HEKOHMAKMHbBIX Oemell He0OX00UMO
NPUMEHAMb  UHCYQIAMOpbl-ACnupamopvl ¢ (yHKyueu mpueeepa 600xda, umooOvl He
Mpasmuposams jleckue, eciu maxue Oemu 3a0eprcusarom OblXaHue U CONPOMUBTAIOMC
omxawnusanuio. OMHOCUMENbHbIM NPOMUBONOKA3AHUEM K UCHONb308AHUI0 UHCYHAsmMOopa-
acnupamopa  A6IAIMCA  XPOHUYecKue 3a00nesanusi JecKux — (Hanpumep, dmpuzema).
Hcnonvzosanue uncygaamopa-acnupamopa 6 makou Ccumyayuu OO0JHCHO OblmMb B836€ULEHO

npomue 603MOINCHBIX PUCKOB NHEBMOMOPAKCA.
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Lpyaue memoosl npogunakmuky 2uno8eHMuIAYUU (ROCMypanrbHblli OPEeHaMC U NepKyCCUOHHDbLU
maccaxc — cm. Pazoen 4. 1.1. Peabunumayus)

PexomenayeTcsi HCMHBAa3WBHAS BEHTHWISAIUS C JIBYXYPOBHEBBIM ITOJIOKHUTEIBHBIM JaBICHUEM
(BiPAP) Bcem martuentam co CMA 5( € cumnromamu AUCYHKIUE IbIXaTeIbHON MYCKY/IaTyphI
U1 TPO(MIIAKTUKA TUMIOTPODHH TPYIHON KIETKH, OOJETrdeHUs OABIIIKH H OOphOBI ¢
runoBeHTUIsIIIMEH [57, 76].

YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH I0KA3aTEJIbCTB — 5).
KommenTapuu: peuwenue 06 ucnonvzosarnuu HUBJI npunumaemcs uHOUBUOYAIbHO 8 KAANCOOM
KOHKpemHoM cayuae. OHa 6e3yCcio8Ho HeobXo0umMa npu HaIuyuu 2UNepKantHuy 8 OHeBHOe BPeMs.
Hounasa HUBJI ymenvuwiaem cumnmomvl HAPYUIEHHO20 ObIXAHUS 60 8peMs CHA U Yiyyuiaem
kavecmeo cusnu. HUBJI Oondicna KOMOUHUPOBAMbCA € MEXHUKOU OYUCMKU ObIXAMENbHbIX
nymeiti. Hcnonvzosanue HUBJI ¢ b6onvwoll pasuuyell oasieHull oaxce 8 meuyeHue KOPOMKUX
OHEBHLIX Nepuoodo8, Modcem VIVYWUMb pazsumue 2pyOHOU KIemKu U JIeeKux, a makxoice
YMeHbuums deghopmayuro pedep u cpyounsl y aexcaqux u cuosyux nayuenmos. Qoszamenvho
cnedyem nposecmu UHOUBUOYAbHBINU N0060p macok oaa HUBJI Hnousuodyanvuwiii noooop
NPOBOOUMCSL NO Pe3YIbMAamy 0CMOMPA pebeHKa ¢ B03MOAICHOCIbIO 8b100pA U3 HECKOILKUX MUNOS
MACOK pA3HbIX pa3zmepos ¢ YUemoM AHAMOMUYEeCKUX O0coOeHHOCmell CMmpoeHus uyd.
Obs3amenvHo umems U UCNONL308AMb NONEPEMEHHO 08€ PA3HbIe MACKU 0OHOBPEMEHHO, YMmoobl
CHU3UMb PUCK PA3GUMUSL NPOJIedCHel U depopmayuu 1uyeeo2o ckenema. Tun macku 3agucum om
603pacma pebeHKa, e2o npeoOnoumenutl U UHbLx oocmosmenvcms. OnmumanrbHO UCHOTb308ANb
6ce GUObI MACOK (Macka HOco8as/ nuyesdas annapama UcCKyCCMEeHHOU GeHMUNAYUU Ne2KUX
CPAP/BPAP, mH020paz06020 uUcCnoivb308auus, MAcKa pomosas annapama uckKyCCmeeHHOU
senmunsyuu neckux CPAP/BPAP). I1oo6op napamempos HUBJI 0ondicen ocyuecmensimubcst noo
KOHMpOoleM nokazameJel 2a3000MeHa (HOUHASA NYIbCOKCUMEMPUsl, KANHOMempus, KanHozpagus
unu uccnedosanue KuCI0OMHO-OCHOBHO20 COCMOAHUA U 2A308 KPOSU), C Yuemom pabombl
ObIXAMENLHBIX MbLUY U CYOBEKMUBHO20 KOMpOopma nayueHma.

He pexomenayercsi HEWMHBa3WBHAsS WCKYCCTBEHHAS BEHTHWJIANUS JIETKHX C TIOCTOSHHBIM
nasienuem (CiPAP) mammentam co CMA 5(q € cuMnrtoMamMud JUCHYHKIIMU JbIXaTEIbHOM
MYCKYJIATypbl JIJIs1 00JIETUSHHSI OJIBIIIKYA U OOPHOBI ¢ THUITOBEHTUIIsIIAEH [57].

YpoBenb yoeauTebHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbLCTB — 5)

Pexomenayercst obOecrieueHHEe peCUPATOPHBIMA MOHUTOPAMU W aHECTE3UOJIOTHMYECKUMHU
cucremamiu (anmaparamu BiPAP-tepanum) nanuentoB co CMA 5q € cumntomamu qucyHKIUH

HBIX&TGHBHOﬁ MYCKYJIATypbl A4 OCYIICCTBICHUA HEUHBA3WBHOM BEHTHJIAIWH JIETKHX Ha aAoMy

[57, 76].
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YpoBenb yoeauTeabHOCTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB — D)
KommeHnTapum: podumenu nayueHmog  00ndxCHbl  Oblmb  0becneyeHvl  MeOUYUHCKUM
000py008aHUEM — MEUKOM ObIXAMENbHbIM PeAHUMAYUOHHBIM muna Amoy, npu Heobxooumocmu
NEKMPOOMCOCOM C AKKYMYTSIMOPHOU bamapeeti u uzoeiuem MeOUYuHCKUM 0isi ObIXAmenbHOU
mepanuu (annapamom BIPAP-mepanuu) ons oomawmne2o monumopuposanus pecnupamopHbix
@ynxyui. Pooumenu 0ondchbl 661mv 00yueHbl NPAsUIaM UX NPUMEHEHUsL.

Pexomenayercsi HEWHBAa3WBHAs BEHTHIIALMS JIETKMX B COYCTAHHH C TEXHUKOW OYHIICHUS
JIbIXaTeIbHbIX IMYTEH XOASYUM W cuaauuM nanueHtam co CMA 50 B OCTpBIX CHUTYaIUsax
(MHOEKIMS AbIXATEIbHBIX MYTEH) C HEIbI0 MPOMUIAKTHKH Pa3BUTHUS OCIOXKHEHHH [57].
YpoBeHb yoenuTebHOCTH pekoMenaanuii C (YpoBeHb J10CTOBEPHOCTH 10KA3aTeJIbLCTB — 5)
KommenTapuu: eciu 6 ocmpwix cumyayusix 6o3nukaem Heooxooumocms npumenenus HUBJI, mo
00./19iceH OblMb PACCMOMPEH BONPOC O HAIUYUU cpedcms OJisi nposedenusi HUBJI doma.

3.3.3. llaaauaTuBHAsg MeIUIMHCKAs MOMOIIL

THannuamusnas nomows — nooxoo, yevio KOMopo2o AGIAENICA YIyYuleHUe KaueCmaa HCUsHU
NAYUEHMO8 U YJIeHO8 UX ceMell, OKA3ABUUXCA Nepeo TUYOM YZPOICAIOWE20 HCUSHU 3a001e6aAHUSL.
Oma yenv docmueaemcs nymem npeoynpexcoerus u oorecuenuss Cmpaoanui 01a200aps panHemy
BbISIBIIEHUIO, MUWAMENLHOU OYeHKe U KYNUPOBAHUI0 OOMU U OpYeUX MAOCMHbIX QUIUYECKUX
CUMNMOMO8, A MAKI’Ce OKA3AHUI) NCUXOCOYUATNbHOU U OYX08HOU noodepiicku [81]. Imaenas
3a0a4a NAIIUAMUEHOU NOMOWU — OOCHUNCEHUE, NOO0EPHCKA, COXPAHeHUue U NosbluleHUe,
HACKOILKO 3MO 803MOMNCHO, Kauecmea dcusHu nayuenma. OQOHAKo onpedenums, Ymo makoe
«KAUeCmeo JHCUZHUY», MONCEN MOIbKO CAM NAYUEHM, HYHCOAIWUNCS 6 NATUAMUBHOU NOMOWU
[82]. Baoicno ne npomusonocmaensime axmusnoe (unmepeeHyuonnoe) ieueHue naiiuamueHol
NOMOWU, A 83AUMHO UX OONOTHAMD.

Omcymcemeue KOHCeHCYyca U HAIuYue PAcXoncOeHull 60 632180aX HA NALAUAMUGHLIL U
UHMEpPBEeHYUOHHBIU NOOX00 K aeyeHuto nayuenmos co CMA npusnaemcs 6 psade npoepammHbix
00KyMenmos no oannomy 3abonesanuio [83]. Ilpu omcymemeuu 6onesnv-moouguyupyowets
mepanuu CMA, pso cemeti 60CNpUHUMANU UHMEPBEHYUOHHBLL NOOX00, 0COOEHHO MPAXeomoMUio,
KaK co30anue KOHPIUKMA MedHcOy KauecmeoM OJHCU3HU U ee NPOOOIHCUMENbHOCbIO, KAaK
npooieHue cmpadarull nayuenma 6 Oonvuuell mepe, vem odnecuerue Opemenu e2o 3a001e8aHUs
[84]. Koncencyc sxcnepmos 6vin 0ocmuenym 6 mom, umo npu 6e0eHun NAYUeHmos co CHUHAIbHOU
MoluteyHot  ampogueti  HeoOXO00UMO  NOIHOYEHHO  0003HaAYumb Ol  HUX  OUANA30H
mepanesmu4eckux  8O3MOICHOCMEl U  KOPPEKMHO  NPOUHGOpMUPOBAMb,  4MO  8b1O0OD
RALTUAMUBHOU UIU UHMEPBEHYUOHHOU NOO0epICUsarowell mepanuu He A61s1emcs moabKo JUllb

buHapuvim 6b160poMm (8b160poM 001020 U3 08yx) [84]. Takum obpazom, mexcoynapoouas paboyas
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epynna 6 2007 200y He cMo2na nputimu K co21acuto 8 OMHOUEeHUU NATTUAMUBHOU NOMOWU U MO2IA
MOJILKO NPUSHAMb CYUjeCmBeHHble ImuiecKue npooaembl, Komopbie O0IHCHbL YUUMbIBAmMbCsa NPU
npuuamuy peutenus o nomowu 6 konmexkcme CMA, 6 OaHnHbI MOMEHM MAKdiCe C YYemom
nocneonux mepanesmuyeckux nooxooos [83]. Iocredyrowue nybrukayuu maxdice ne npusenu K
KOHCEHCYCY OMHOCUMENbHO CIAHOAPMOS NALIUAMUeHoU nomouiu npumernumenvto k CMA [85].
Hanuuue so3modcnocmu namozenemuyeckux Memooos nedenus 0aenm cyuecmeenHble OCHOBAHU
0J151 Ha0edICcO HA UBMEHEHUe NPOSHO3d, 0OHAKO HEKOmMOopble NPodIeMbl HYIHCOAIOMCES 8 OdibHeliueM
U3yueHuu, npexcoe uem MONCHO OyOem pazpabomams CMAHOAPM NANTUAMUBHOU NOMOWU 6
omuowenuu CMA, exniouas HeodXo00umMocms pazvbsacHeHUs 3HA4e s NALTUAMUGHOU NOMOWU 015
nayuenmos co CMA [57]. Meacoynapoonvimu sxcnepmamu npusHaemcst, 4mo Kaouesoll 3a0ayei
ABNAEMCST OMKA3 OM  OUXOMOMUYECKOU MOOenu, KOmopdas NpOmMueonocmasisem akmueHoe
JledeHue 8 pamKax NAIUAMUEHOLU NOMOWU, 8 ROJb3Y MOOeNU 63auMHO20 donoareHus [57].
Pexomenayercst MHBa3MBHAs BEHTUISIUS Jerkux mnamueHntaMm co CMA 5( ¢ HaloxeHueMm
TpaxeocTOMBbI pHu oTcyTcTBHH 3 Pekra or HUBJI nim HeBO3MOXKHOCTH €€ OCYIIECTBICHUS IS
[oJyIepyKaHus J)KU3HU marueHTa [86].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEIbCTB — 5)
KomMeHTapuu: pewenue omHOCUMENIbHO UCNONB308AHUSL O00JI2OCPOYHOU UCKYCCMBEHHOU
senmunayuu aeckux (MBJI) npeononazaem conocmasnenue MHO2OYUCIEHHBIX (PAKMOPO8 «3a» U
«NpOMUB», ABNAEMC CYOLEeKMUBHBIM U He MOJCem NPUHUMAMbCA CAMOCMOSMENbHO OOHOU
CMOPOHOU (MONLKO NAYUEHMCKOU U TOJLKO 8paiebHOl). DMUUHbIM 6 OaHHOM cryyae Oyoem
Maxo nooxo0, npu KOMOPOM YACHble MHEHUsL U YOeHCOeHUsl 8paya MO2ym Oblmb npedCcmasieHvl
cembe emecme ¢ npednodxceHnviMu eapuanmamu aevenus [87]. Pezyabmamul HeckonbKux
uccne0o8anull YKazvleaom Ha Cyuecmeennble pasiuius 6 OMHOUeHUY U NPAKMU4ecKkom nooxooe
gpaueil Kk pecnupamophou noodepoicke nayuenmos co CMA 1-eo muna [88-89]. Pooumenu u
opyeue auya, ocywecmeaisgiowue yxoo0, Cyumarom, 4mo y Hux OO0JHCHO Oblmb Npaso 6vlbopa 6
NONb3Y UMU NPOMUE UCHONIb308AHUS UCKYCCMBEHHOU GeHMUIAyuU jaeekux Ha oomy. Cmpecc u
B0OJIHeHUe ) pooumeliell 8 MmaKou CUMyayuu 8bi3vl8and HeOOCMamouHas N000epHCKa (punancosas,
ncuxonozudeckas u npakmuueckas) [89]. Heobxooumo npusnams, umo, k codcaneHuio, 8 peaibHo
codcusulenics: KiuHudeckol npakmuke peutenue o nauane MUBJI moocem 6vimsb npunsamo Oe3
coenacusi 3aKOHHbIX npedcmaesumenei pebenka. Omcymcmeue uUHGOPMUPOBAHHO20 8bIOOPA U
wWabIOHHBIU NOOXO0O K JIeYeHUI0 NPensImcmeyiom nAAHUPOSAHUIO U O2PAHUYUBAION 803MONCHOCb
npunsimus pewenuti [86].

PexoMeHayeTCsl BKIIFOUECHHE B IIPOLECC IPUHATHUS PEILICHUH 110 MAJJIMATUBHON IIOMOILU HAa BCEX

sTanax 3a00JIeBaHUSl C NPEAOCTABICHHEM IIOJHOM M KOPPEKTHONH HMH(MOpMAIMH pPOAUTENIEH
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nanueHToB co CMA 5( i Toro, 4ro0bl IOMOYb 3aKOHHBIM NIPEJICTABUTENSAM peOCHKa CeIaTh
UH(GOPMHUPOBAHHBIN BEIOOD B M0JIb3Y OKA3aHUS MY MaJUIMATUBHON MIOMOIIH B COOTBETCTBUU C X
yOSXKACHUSIMH U nipernouTeHusmu [89].

YpoBenb yoeauTeabHOCTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTEIbLCTB — D)
Pexomenayercs okasaHue NOCTYIHOW NAJUIMATUBHOW MEIULMHCKOM IMOMOLIM IAUEHTaM CO
CMA 50, KOMIUIEKCHO OCYILECTBISEMONW COTPYAHUKAMU MEIUILMHCKUX OpraHu3aluidl U HX
NOJIpa3/ieJIEHNH, OKa3bIBAIOIINUX CHELMAIU3UPOBAHHYIO NMAJUIMATUBHYI0 MEAMIIMHCKYIO ITOMOIIb
JIETSM, B PEryJIIpHOM B3aUMOJEHCTBUU C CeMbel i obecredeHust MoTpeOHOCTel nanueHTa u
€ro 3aKOHHBIX MTPEICTABUTEINCH Ha Pa3IMYHBIX dTarax 3adoneBanus [57].

YpoBeHb yoenuteabHocTH pexoMenaanuii C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 5)
KomMmeHTapum: naniuamusnas nomowb MoOdcem OKA3bl6amvbCs HA 6CeX Manax 6e0eHus
nayuenma co CMA: npu nocmanoeéke oOuazHo3a, 60 6peMs NPUHAMUS — KIIOYEBbIX
mepaneemuieckux peuleHuti, npu 603HUKHOBEHUU ICUSHEY2POICAIOWUX COCNOAHUL, A MAKICE 8
mepMuHanbHou gase 3a001e6aHUsL.

PexoMenayeTcsi BceM JETSAM CO CIIMHAIBHOM MBIILIEUHOM aTpodueid, HyKIaloIMMCs B OKa3aHUU
NaJJIMaTUBHOW MEIMIIMHCKOM IOMOIIH, IPOBOUTH NaTPOHAXK BHIE3THOM MATPOHAXHOU OpHUragon
OTJENICHNs BBIC3JHOM MATPOHAXHOW NAJUJIMATUBHOM MEIMLIHMHCKOM TIOMOIIM JETAM €
LIEJIbI0 OKa3aHUs NAJUIMATUBHOM  CHELUAIM3UPOBAHHON MEIUIMHCKOM IIOMOIIM JETSIM B
amOynatopHoii ¢popme [118-121].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 4)
Pexomenayercsl BKIIOYEHHE IUJIAHOBOW OLIEHKM OOJIM COIVIACHO MIKalaM, COOTBETCTBYIOLIUM
BO3PACTy U YPOBHIO HEPBHO-TICUXMYECKOIO pa3BUTHs pedeHka, mamueHtam co CMA 5q s
noabopa obe3donuBanus [91].

YpoBenb yoenuTeabHOCTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeNbCTB — 4)

4. MennumnHCKasi peadMIMTAIIUA U CAHATOPHO-KYPOPTHOE JIeYeHHe,
MeIUIMHCKHE MOKA3AHUS U MPOTHBONOKA3aHNs K NPUMEHEHUI0 MeTO10B
peaduIMTAIIMM, B TOM YHCJI€ OCHOBAHHBIX HA MCIO0JIb30BAHUYN MPUPOIHBIX

JeyeOHbIX GaKTOpPOB

B nacmoswee epemsa ookazano, umo pezynsapHas usuueckas mepanus u peadounumayus
nayueHmos CnocoOHvl UMeHUms Kpusyro ecmecmeenno2o meveHus CMA 50: nosvicumo
NPOOONIHCUMENILHOCb U KAYECME0 HCUZHU NAYUEHMOS, YIYYulums QYHKYUOHATbHBIUL U
coyuanvuwiti cmamyc. Peanuzayus 3moul KOHYenyuu 603MONCHO MOJbKO 6 gopmame yenv-

opuenmupoganuol peadburumayuu. Tax, peaburumayus nayuenmog co CMA 50 cmasum nepeo
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coboll credyrowue yenu. yeeauuunms MOOUTbHOCMb NAYUEHMO8, 3aMe0NUMb NPOcPeCcCUuposanue
ampoghuti mviuy, npedomspamums pasgumue MopPULHbIX OPMoneouUteckux ocioxchenutl. Lleau
00JIICHBL CMABUMCS KAK NPU NOBCEOHEBHOU pabome ¢ pebenKoM (peaburumayus 00pa3om HCU3HU
— moeoa d3mo coemecmuas paboma guzurueckoeo mepanesma-Kypamopa, pooumenetl u uHo20a
camozo pebenka) — boee 00120CPOUHbLE Yeau, MaK U C KANCObIM NPUXOOOM pebeHKa HA KYpC
peaburumayuu 8 peadurumayuoOHHbIll YeHmp — KpamKOCpOYHble U OMCPOUEHHbLE YelU.
IIpoyecc docmudicenus NOCMABIeHHbIX Yeael peadunumayuy onpeoeisiem cieoyrouue 3a0ayu.
*  He donycmumbs YOPMUPOBAHUsL NPUBLIYHOZO NOPOYHO2O0 NOJIOANCEHUS KOHEUHOCMEN U UX
CecMeHmos, U, Kaxk ciedcmeue, paHHUxX KOHmpaKmyp,
*  3amednumuv npoyecc ampoguu mvluy om 6e30eicmeus,
*  NpPensmcmeosamsv 0e2eHepAmueHOMY YKOPOUEHUI) MbIULEUHbIX OJIOKOH,
*  npoOaUMb GYHKYUOHANLHYIO AKMUSHOCHb NAYUEHINO8,
*  NpPensmcmeosamsv pa3eUmMui0 KOHMPAKmyp cycmaeo8 KOHeUHOCmel,
*  YBenuyums NOOBUNCHOCIb NAYUEHMOS8 (COXPAHUMB/NOBLICUMb 00beM U aAMNAUMYOY
0BUICEHULL),
*  Jdamb  BO3MOJICHOCMb  (PUUOLOSUYECKOMY — DA3BUMUIO U (DYHKYUOHUPOBAHUIO
BHYMPEHHUX OP2AHO8 U CUCTEM.
Memoowr peadbunumayuu CMASQ densimcsa na nemexnuueckue (K HUM OMHOCAMCA Qu3UUecKas
mepanus: ne4ebHas QUIKYIbMypa, MAccaxic, pacmsadceHue Muly u Op.) U mexHuveckue
(opmesuposanue u Kopcemupoganue myno8Uwia U KOHeYHOCMmell), BKIIYAs XUPYPSUUECKVIO
KOPPEKYUio opmoneoudeckux npooiem, npensimcmsayroumux ux pe3yivmamueHoM)y 6bINOTHEHUIO, d
makdice Opyzue memoovl (Hanodxcenue YupKyISPHbIX SUNCOBbIX NOBA30K, POOOMUSUPOBAHHASL
Mexanomepanus npu  3a0071e6aHUAX NepUPDEPUUecKol  HepP8HOU  CUCeMbl, NPUMEHEHUe
MpeHaxdcepos peadunrumayuoHHbIX, Niasamnbe u Qusuomepanis).
Ilpu nposedenuu peabunumayuoHHbvIX MeEPONPUIMUL HEOOX0OUMO.
« cmapamvca  6CmMpoums  QQUIUYECKYI0 Mepanuio U peyisapHvle YNPANCHEHUS 8
NOBCEOHEBHYI0 AKMUBHOCMb PEOeHKA, CHOPMUPOBAMb HA UX OCHO8E 00paA3 €20 HCU3HIU,
© YUUMBIBAMb, YMO OOMUHUPYIOWUM CUMNMOMOM ) Oemell SANAemcs YCmaiocmsy, d
3HAYUM pacnpeoensims U3UYECKYI0 HACPY3KY HA 8eCb OeHb — «NOHEMHOZ2Y, HO YACTOY,
s uomu "Ha wae enepeou" — cmagumo yenu peaburumayuu Ha OaUNdCAUUUe HeCKOIbKO
Mecayes eneped ¢ Y4emom meKyuje2o CKelemHOo-MblUeyH020 cmamyca nayuenma u
NPOSHO3UPYEMBIX YXYOULeHUll,
*  BAJICHO, UMOObL 8 NOBCEOHEBHOU JHCU3HU )y pebeHKa Ovliu 3a0eliCmBo8anbl 8cCe

CKeJleniHsvle mMovlidybl U HUKAKUE HEe OCcmaesdjiucCsb 6 be3oeticmeul.
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Hexomopuvle cosemvl no peaburumayuu Hocsm o0wuil xapakmep, U OHU  OONIHCHbL
ocyuecmanamovca 0ns ecex nayuenmos co CMASQ. Ho, 2060ops o peaburumayuu nayueHmos co
CMA5Q, 6onee BepHLIM NOOXO0OM AGNAEMC HE PAHICUPOBAHUE NAYUEHMO8 HA MUnbl
sabonesanusi (CMA |, CMA I, CMA 1), a pazoenenue na (pynxyuonanivhvie K1accol (Cm. gviuie):

* edicayue (n030Hs HeamMOYIamopHas cmaous);

* cuosauue (panHAsA HeamOYIamopHas CMaoust);

* X00suUe (amby1amopHas cmaousi).
Hannas  ynkyuonanvuas — Kiaccugurkayus — no36oasem  KOHKPEmusupoeamv  3a0ayu
peabunumayuu 0Jisk ONPeOeNeHHO20 NAYUEHMA C YUemoM e20 803MOICHOCmel (cM. pazdenvl 4.1,
4.2., u4.3. nuosce)
PexoMenayercsi ocMOTp (KOHCYJIBTAIUs) Bpaya Mo JieueOHOH (PU3KyIbType BCEM MAIleHTaM CO
CMA 5q asia coctaBieHus TUIaHa 3aHATUHN 0 JeueOHoN (hu3KyabType [92].
YpoBeHb yoenuteabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 5)
PexomMenayercsi ocMOTp (KOHCYJIbTaIMsI) Bpaua-(usnorepanesra BceM nanuenram co CMA 5q
JUIs cocTaBiieHus tiaHa ¢pusuorepanuu [30].
YpoBeHb yoenuTeabHoCTH pexkoMeHaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTeJIbCTB — 5)
PexomenayioTcs mpoiieypsl O aanTaluy K yCIOBHSIM Makpocpe sl BceM manuentam co CMA
50, MIMEIOIINUM JIBUTATEIbHBIC HAPYIICHUS, IS TOBBIIICHUS KauecTBa xu3Hu [20].
YpoBeHb yoenuteabHocTH pekoMenaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEIbCTB — 5)
KommeHnTapum: neobxooumel meponpuamus no aoanmayuu oomawineu (4 Op. oxKpyscaioujetr)
00Ccmano8KU 0151 obecneyeHuss MAaKCUMAIbHOU — He3ABUCUMOCMU  NAYUEeHMO8 3d  cuem
bezonacnocmu u 00OCMYNHOCMU 8ceX He0OX0OUMbBIX UM CPEOCMS.
Pexomenayercst neueOHas GU3KyIbTypa Mpu 3a00aeBaHUAX eprudepuaeckoil HEpBHOM CUCTEMBI
U cycTaBOB BceM mnarernTam co CMA 5( ¢ nenpio yBenudeHus: 00beMa U aMIUTUTYAbI ABHKSHUN
U IpOGHIAKTHKK Pa3BUTHS KOHTpakTyp [92].
YpoBenb yoenuTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEIbLCTB — 5)
KomMmeHTapum: gadxcno 6opomubcs 3a coxpaneHue mex 08UMCEHUl, KOMopvle ecmb Y pebeHKa 6
Hacmoswee epems. [[na 3moz20 XOpowlo UCHOIb306AMb KUHEIUOMEPANesmuYecKull ueposou
nOO0X00 NpU 8061e4eHUU PeDeHKA 8 YIPANCHEHUSL.
PexoMenayercsi Maccaxk TPyJHOW KIETKM MEIMUIMHCKUM BceM mnamueHtaM co CMA 5q ¢
pPECIIMPATOPHBIMA ~ HAPYIICHUSIMHA ¥ JUISI  TPO(QHIAKTHKH  JICTOYHBIX  OCJIOXHCHHA U
runoBeHTHsAIIH [30].

YpoBeHb yoenutenasHocTn pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH /10KA3aTEIbCTB — 5)
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KomMmeHnTapuu: maccasxc Hocum nepkyCcCUOHHbIL Xapakmep U OCHOBHOU €20 Yelblo AGIAemCs
OpeHuposanue 8epxXHux ovlxamenbHulx nymeii. EoceOnesnvie nepkyccuonnvle maccaxcu epyoHou
KAemKU (NOCMYKUS8aHUs/euopayuu no xo0y pacnpocmpaneHus mpaxeoopouxuaibHo2o oepesa om
HUMICHUX OMOeJI08 JlecKUX K B6EpXHUM) COYemaiom ¢ NOCMYPAIbHbIM OPEHANCOM C UYelbio
omeedeHUsi CKaniuearoweLicss MOKpomeul.

Pexomenayercsa sneyeOHast (pu3KynabTypa MpH 3a00JEBAHUAX BEPXHHUX [BIXATEIbHBIX ITyTEH
(KkuHEe3uoTepanus IrpyiHOM KIETKU WM NOCTYpajlbHBIN JIpeHaxK) BceM nauueHtam co CMA 5q ¢
peCIMpPAaTOPHBIMU ~ HAPYIIEHUSMU M Uil  [pPO(UIAKTUKH  JIETOYHBIX  OCJIOXKHEHUH U
runoBeHTHsAMH [20].

YpoBeHb yoenuteabHocTH pekoMenanuii C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 5)

PexoMenayercss MexaHoTepanus npu 3a00JIeBaHUAX TepupepuIeckoil HEPBHOM CUCTEMBI BCEM
narueHTam co CMA 5(q ¢ 1ienbro yBenuueHus: 00beMa U aMILTUTY bl IBUKEHUH U TPODUIaKTUKA
pas3BuTHs KOHTpakTyp [92].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTeIbCTB — 5)

KommenTapuu: nayuenmam HeobdXo00umo npoeeodenue pacmsiiceK, COnposo#coaemblx NecKUM
Mmaccadicem (pasocpesarowee Oeticmeue). MuHumanvHas vacmoma 3aHAMULL OISl pACMSNCKU U
yeenuuenus 0o6vema 08udceHUll OJis Jledcayux nayueHmos cocmasnsiem 3-5 pasz 6 Heoenro, 07
cuoayux nayuewmos 5-7 paz 6 Hedeno. [liumenbHocmv 3aHAmMUll  Onsl  3PHEKMUH020
pacmsdiceHus U yeenudeHuss 00vema O8UMCEeHUs 3A8UCAM OmM KOHKPEeMmHbIX NompebHocmell
nayuenma, cOCMmosiHUsl Cycmasos u yeiel peaduiumayuu.

Pexomenayercs neuebHOe Tu1aBaHue B OacceifHe BceM manueHtam co CMA 5q tum 2 u 3 ans
obusieryenus nevxeHui [93].

YpoBeHb yoenureabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 0KA3aTEIbCTB — 4)

KomMmenTapumu: sauamus niaganuem noaeswsl u npusamusl nayuenmam co CMA. Booa
Hetimpanusyem Oelicmeue cuibl 2pasumayuy Ha meno pebeHKa, 4mo no380asiem emy no-0pyeomy
nouyecmeosams ceoe meno. lliasanue — xopowias a’poOnas mpeHuposka. Omo eapuanm
axmusHnoeo JIOK ons pebenxa co CMA. Kpome moeo, niasanue nogviuiaem dMoYyUOHAIbHbIL (HOH
oemeil. Memoo ne umeem abconromuvix npomusonokasanuti npu CMA. Temnepamypa 600bi 6
baccetine oonxcna 6vimv 30°-33° (onmumanvHvle memnepamypHvle pamKu O HAUTYYULE20
memabonuzma muiwy). Ilepsvie HecKONbKO 3aHAMUL  OONNHCHBI NPOXOOUMb HE MOAbKO C
pooumensimu, Ho U ¢ UHCMPYKMOpoM, Komopwlil 00yyum pooumenei. [leped kaxcovim 3anamuem

HeoOX00UMO oyeHunmv comamudeckoe 6]16120710]1)/1{146 p€6€HKa.
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o Pexomenayercs neueOHas (QU3KYIbTypa C HCHOJIB30BAaHHWEM allapaToB M TPEHAXKEPOB IPHU
3a00yieBaHUAX TepUPEpPUUECKOl HEpPBHOW cHcTeMbl BceM mnamumentam co CMA 5 s
HOJJICPKAHUS IBUTATEIBHOM aKTHBHOCTH U MPOQUIAKTHKH Pa3BUTHSI KOHTPAKTYp [92].
YpoBeHnb yoenutensHocTu pekoMenanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)
KoMMeHTapuM: 011 1edcayux nayueHmos 6NoaHe MoXcem NPUMEHAMbC MPEeHaicep-6e10Cuneo
(6enompenasicep)

e PexoMeHayercsi BO3IEHCTBHE JICUCOHOW TPsA3BI0 MpH 3a00JICBAHUSAX IIEHTPAIBHOW HEPBHOMU
CUCTEMBI U TOJIOBHOTO MO3ra (030kepuT) nauueHtam co CMA 5¢ ¢ popmupoBaHueM KOHTPAKTYp
JUISl YMEHBIICHHSI CTeTIeHH UX BhipaxkeHHocTH [30].

YpoBeHb yoenuTeabHocTH pekoMenaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEIbCTB — 5)

o Pexomenayercsi mnapapuHOTepanus 3a0ojeBaHUN rnepudepruuecKoil HEpBHOW CHCTEMBI
naqueHTam co CMA 50 c¢ ¢dopmupoBaHMEM KOHTPAakTyp JJsi YMEHBIIEHHUS CTENEHU
BhIpaKeHHOCTH KOHTpakTyp [30].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (YypoBeHb I0CTOBEPHOCTH JI0KA3aTEIbCTB — 5)

o Pexomenayercsi TpeHHPOBKA ¢ OMOJIOrHMYECKOH OOPAaTHOW CBS3BIO IO ANMEKTpOMHUOTpaduu Mpu
3a00ieBaHUAX NepUeprudecKod HEPBHOM cucTeMbl (MUOCTUMYIISIIMS) nauueHTam co CMA 5q
JUTs TTo/iiep KaHust QyHKIIMOHATBHBIX BO3MOKHOCTEH MbImii [94].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEJIbCTB — 5)

o Pexomenayercsi MexaHoTepanus M poOOTH3MpPOBAaHHAs MeEXaHOTepamus IMpH 3a00JeBaHMUAX

nepudepudeckoil HEpBHOUM cucTteMbl BceM mnanueHtam co CMA 5q st coxpaHeHus obobema
npkennit [20].
YpoBeHb yoenuTeabHocTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)
KomMmeHnTapumu: o1a  jedcayux  nayuewmog — MOJCem — NPUMEHAMbCA — MpeHaxtcepvl
peaburumayuonuvie (serompenasxicep), Olisl CUOAHUX NAYUCHMO8 — HAOOP peaduIumayuOHHbLX
usoenull npu HApyuleHusx oOnopHo-08U2AMENbHO20 annapama, neouampuyeckuii u opyaue
mpenasicepvl peaduIumayuoHuvle, Ol X00AYUX — 6Ce BblUeNepedtucieHHoe NII0C 00POIHCKA
be2o6as cmanOapmHas MEXAHUYECKAs Ul C 2NeKMPONUMAaHUuem.

e Pexkomenayercss HaJO)KEHHE LUPKYJISIPHOM TUIICOBOW MNOBsA3kM manueHtaM co CMA 5q c
KOHTPaKTypaMHu B KOJICHHBIX M TOJIEHOCTOITHBIX CYCTaBax Ul YBEIUYEHUs oObeMa JABMKEHUH B
Hux [20].

YpoBenb yoenuTeabHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbLCTB — 5)
KomMmeHTapum: ocobenHocmu HanodceHus YupKyiapHOU 2UncO80U NOBA3KU Y NAYUEHMOS8 CO

CMA — euncosanue kopomxumu Kypcamu (Ha 5 Ouetl uepes 2 OHs).
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e PexoMeHaywTCsl YCIyrd MO METUIIMHCKOM peaOWIUTAIMU JETeH C HEeUpO-OpTONEAMYCCKON
NaToJIOTHEH MeToJaMH JieueOHOTo TednupoBaHusa mnamueHtam co CMA 5q tunm 3 ¢ uenbio
YMEHbBILICHUSI HArPY3KH Ha MbIibl [95].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 4)
KommenTapuu: oannas memoouxa modxcem ucnoavzosamocs y oemeii co CMA. Tetin cnocoben
NPUHUMAMb HA ceOs Yacmb HASPY3KU MbIUYbl, MeM CaMblM 0amb NOYY8CMBO8AMb NAYUESHMY
pabomy ceoetl mviuysl. [Ipeonoumenue omoaemcs MOHOMeEUNUPOBAHUIO (MeUnUpo8aHuI0 0OHOU
KOHeYHOCmU), Ymo Nno360isaem pebeHK) «COCPe0omoyuUmsbCsy Ha KOHeUHOCMU, NO4y8CmeE068ams
MblUEUHbLT mpuzeep meunupo8aHHoOU KOHeUHOCMU.

4.1. Peabuauranys JexKauyux NANMEeHTOB

OchosHoe nonodxcenue SMux NAYUEHMO8 6 OOMAWHUX YCIOBUAX — NOJIONCEHUE
«nexca», KoOmopoe ONAcHO (QOpMUPOBAHUEM NPUBLIYHLIX (3ANOMUHAIOWUXCS) NOPOUHBIX
VCMAHOBOK KOHEUHOCMEU U UX Ce2MeHMO8 6 U0y 0eUCMBUsL CUL 2PABUMAYUU HA KOHEYHOCTU U
OMCymcmeusi CnOCOOHOCMU NAYUeHmMAa K aHMUSPASUMAYUOHHBIM OBUNCEHUSAM, a4 MAKH#Ce
B03HUKHOBeHUeM oclodcHeHull. Tak, xapakmepuas 05 makux oemeti (6 cuny ciabocmu mMoludy-
a00yKmopog b6edep) no3a «1exca Ha CRUHe ¢ NOGEPHYMbIMU HAPYICY bedpamuy cnocobcmayem
He MONbKO (POPMUPOSAHUIO NAPATUMUYECKUX BbIBUX08 MA300COPEHHbIX CYCMAB08, HO U
BO3HUKHOBEHUIO MANCENbIX NPONeNHCHeU Ha 6onbuux eepmenax beoep. QueHb 8ANHCHO 8 dMOM
KOHmeKkcme, 4moobbl nonodcenue pebeHka ¢ nocmenu u Ha a06ou 0py2ou noeepxHocmu Oblio
DYHKYUOHANBHO ~ 8bI2OOHBIM U NPEOOMEPAUANIO  BO3MONCHOCIL — PEanu3ayuu  NOPOUHbIX
YCmanogok u ux ocnoxcuerull. C 3motl yenvo NOKA3aHbl Yacmole CMeHbl NOJONCEHUs. meld 8
nocmenu, UCNOIb308aHUE NOOPYUHBIX CPEOCHE, KOMOPbLE MO2YM JIe2KO USMEHSAMb C8OH0 (YOPMY
U NPUHUMAMb 8eC KOHEYHOCMU Ha cebs, MmeM CaMbiM UMUMUPYS aHMUSpasumayuoHHoe
Oeticmeue (Hanpumep, mampac, HANoOAHeHHvll npocom). Cmumynayus No8CeOHesHOl
AKMUBHOCMU. Ucpbl U Opyeue aKmugHvle 3aHAMUS KAK C UCHONb308AHUEM CHEeYUdIbHbIX
npucnocooieHutl (Hanpumep, ode2uenHble uepyuiKi), max u 6e3 Hux 00JIHCHbI NPUMEHAMbCS 8
MAKCUMATILHO 803MONCHOU CIENeHU.
Lenu peabunumayuu nexcavux nayueHmos:
® ygenuueHue obvema U aMIIUMYObl AKMUBHBIX/NACCUBHBIX OBUNCEHUL 8 JTH0O0M
ceameHnme mena u KOHe4YHOCmel;
®  VIyuueHue cmeneHu KOHMpOJisl 20708bl/0BUNCEHUL 8 MPAHCEEP3AILHOU NIOCKOCMU 8
HOJLOJNCEHUU «1eHCa HA CNUHE»,

®  yayuuieHue pyuHou MAHUnYIayul,
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® co3z0aHue ycroeuil Ons pazeumusi U HOPMANbHO20 (QYHKYUOHUPOBAHUS 6HYMPEHHUX
0peanos;

® 3ameldiieHue pa3zeumust UCMUHHBIX ampoguil mbluiy u ampoghutl 6e3oeticmausi;

® paszpabomka cycmasos u npohuiaKmuka 0opazoeanus KOHMpaKmyp.

4.1.1. Hetexuu4yecknue MeTOAbI PEAOHINTANMH JeKAYNX NAIIHEHTOB.

o Pexomenayercs ynpaxHeHHs JiedeOHON (U3KYIBTYPHI C UCIOIB30BAHUEM TOJIBECHBIX CHUCTEM
nexxaunM manueHta co CMA 5( ¢ nenplo yBeIMYeHHS O0beMa M aMIUTUTYIbl JBMDKCHHH H
npouIaKTUKU pa3BUTUs KOHTpakTyp [20].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (ypoBeHb I0CTOBEPHOCTH /I0KA3aTEIbCTB — 5)

KomMmenTapuu: 6o spems 3auamuii ghusuueckol mepanuetl ¢ 1excaidumu nayueHmamu y0ooHo
UCNONIb3068AMb PE3UHOBbIE UL MPANUYHbLE TeHMbL OJ1 NOOBEUUBAHUS Ce2MEeHMO08 KOHEUHOCHEl.
Taxoii cnoco6 nooxooum Ons NPUMEHEHUs KAK HA BEepXHUX (njiedu), max u HaA HUNCHUX
KOHeuHocmsx  (bedpo-koneno-conenv). Hanpumep, 0nsi  coxpanenus — QYHKYUOHATLHOU
AKMUBHOCMU 8EPXHUX KOHEYHOCMEN MONCHO UCNOTIL308ANb MEMOO YCMPAHEHUsL CUTL 2PASUMAYUU
nymem NoO8eUUBAHUS NPOKCUMATbHBIX CE2MEeHMO8 BepXHUX KOHeYHOCmell HA JIeHmax, mem
camviM 0becneyus 803MONCHOCHb OBUNCEHULL 6Cell 8epXHel KOHeYHOCMU U, KpoMe mo20, SMum
O00NOIHUMb OUACHOCMUYECKULL NOUCK «PAOOMAlowux» Mulily 8 21y00KO NapemuyHoM ce2meHnme
6epxHell KOHeuHOCmuU (Mmak, NnoOBeUleHHbIM HA JleHme NIe4OM peOeHOK MOodcem O08u2amso,
Hanpumep, 8 MPAHCEEP3ANbHOU/PPOHMATLHOU NIOCKOCHAX, 4MO NoMo2dem OOHAPY’CUMb
«HCUBbLEY NOPYULU MBILUY, YACTO HA Nileye MO NOPYUU 0elbMOBUOHBIX MblLUY). DMOm e cnocob
nomozaem obecnedums uspy uiu MAHURYIAYUIO PyKou (Hanpumep, Ol Hcecma «yKazvbl8aHus» npu
pabome ¢ Kapmouxkamu).

e Pexomenayercsi: nposeaeHue nanueHtTam ¢ CMA 50 MeauKko-aoroneIn4eckoi npoueaypsl npu
mucdarusix, Koropas OyaeT MOJe3HOW AN MAalMeHTOB Bcex kinHudeckux TunmoB CMA |I-lI
(TEXHUKH JIOTOIMEIUYECKOr0 MaccaXka; YMpaKHEHHUs, KOTOpbIe IOMOTAaIOT 3aJeHCTBOBATh H
TPEHHPOBATh MBIIIIBI KEBaHWS W TJOTAaHUS, B TOM YHCIE TEXHUKH C BO3MOXHOCTBIO
WCIIOJIb30BAHUS JIOTONIEAMYECKUX 30HJOB; BKJIIOYas OOydYeHHE ITOCTYpPAIbHBIM TEXHHKaM,
00JIeTYAKOIIMM TJIOTAaHUE, JIUI] TI0 YXOAY) C IEIbI0 TPCHHPOBOK JKEBATEIBHBIX M TIIOTATEIIBHBIX
MBIIIIII, COXpaHEHHUe/yIydllIeHIe byHKIII u KEBaAHUS u TJIOTaHMUS,
IpeI0TBPALICHUS/TIPO(UITAKTUKHI YETIOCTHBIX KOHTPAKTYP, TPEHHUPOBKH CHIIBI prKyca [20, 126,
128, 129].

YpoBeHb yoenurenbHocTi pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 0KA3aTEIbCTB - 4)

e PexoMenayercsi: mpoBeneHue namueHtram ¢ CMA 50 MeauKo-JIOronean4eckord Mmpoueaypbl ¢

UCTIOJIb30BAaHUEM MHTEPAKTHBHBIX HH()POPMAIIMOHHBIX TEXHOJOTHH (IPUMEHSETCS IPU 3aHATHIX
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10 YJIYYIICHUIO apTUKYJISIIAN M KOPPEKIIMH PEYCBBIX HAPYIICHHA, MOXKET HCIIOIB30BaThCS MPH
NPOBEICHUHN APTUKYISIUOHHOW TMMHACTUKH) — B TOM 4YHCIE, KaK BapUaHThl METOAMK IpU
MHTETPAlUH C MEAMKO-JIOTONEIUYECKON Mporeypoi mpu aucdarusax (B Ka4ecTBE BO3JCHCTBUS
Ha CIUHBIA aHATOMO-(U3UOJOTHYECKUH CyOCTpar) C IeNbI0 TPEHUPOBOK JKEBATEILHBIX U
[JIOTATEIBHBIX MBI, COXpPAHCHUE/yIydlleHHe (QYHKIUH W OJKEBaHWA H  TJIOTaHHSA,
IpeI0TBPALICHHUS/TPO(UITAKTUKHI YETFOCTHBIX KOHTPAKTYP, TPEHUPOBKH CHIIbI prKyca [20, 126,
128, 129].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEJILCTB - D)

Pexomenayercsa: mnposenenue manueHtraM ¢ CMA 50 MEIMIMHCKOTO Maccaka JIHIa,
MEIUIIUHCKOTO Macca)ka MIeH C 1SN0 TPEHUPOBOK JKEBATEIBHBIX W TJIOTATEIBHBIX MBIIIIII,
cOoXpaHeHHe/ymydlieHne (QyHKIUI W KeBaHUS W TJIOTaHHSA, MPEAOTBPAIICHUS/TPOPIIAKTUKI
YEJFOCTHBIX KOHTPAKTYp, TPEHUPOBKU cuJbl pukyca [20, 126, 128, 129].

YpoBeHb yoenurenbHocTH pekomenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB - 4)

KommenTapuu: ona nayuenmos ¢ CMA xapaxmepuvl Hapyuienus Oyiv0apHulx @OYHKYU,
KOMOpble UMEmM eOUHYI0 NPUpooy, HO, MOICHO CKA3AMb, PA3BUBAIOMCS N0 O8YM OCHOBHbIM
MeXaHusMam — MexaHuueckomy u opogapuneeanviomy. Tak, no MHOLOYUCIEHHbIM
Haoooenusm, bonvhvim ¢ CMA ecex kiunuueckux munog |-111 (6 borvuieti unu menvuiet cmenenu
COOMBEMCMBEHHO) — CBOUCMBEHHbI:  YMEHbUICHUE  BO3MOJNCHOCMU  PACKPLIMUL —pma U
Gopmuposanue pucuonocmu yenocmu (CHUdM3CeHue cnocoOOHOCmU K WUpOKOMY/00CmMamouHOMy
PACKPBLIMUI0  pomogo2o 0meepcmus, 00ecneyusaemomy OBUNCEHUeM HUMCHell Yeliocmu),
MPYOHOCMU NpU NepemMewyeHuU NUWe8o20 KOMKA 8 NOLOCMU PMA, CLONCHOCMU HCEeBAHUSA U
ObICMPask YMOMASeMOCIU HCeBAMENbHOU MYCKYIAMYpbl, NI0X0€ KA4eCma0 36YKOU3siedeHus npu
peuesoll npooyKyuu, npodemvl 2I0MAaHUsL.

Taxum  obpaszom, mpu  BbIUEUIONCEHHbIE  peKOMeHOayuu, o00vbeouHsemvle  OAHHbIM
KOMMeHmapuem, npu panHeM B86e0eHUl 6 UHOUBUOVATLHYIO PeabUIUMAYUOHHYIO NPOSPAMMY
MO2Ym HOMOYb NPOMUBOCHOAMb NEPEUUCTIeHHbIM USMEHEHUAM, UOO VIAYYUUMb UCXOOHbIE
noKazamenu u Kauecmeo HCU3HU Nayuenmos (Hanpumep, npu O0CMUNCEHUU 803MONCHOCIU DoJlee
KOMOPMHO20 npuema nuwu yepes pom) — npu yice UMerouuxcs OmKIOHeHUsX (KaK npu evioope
KOHKDEMmHbIX MemoouK, maxk u, 4mo 0oiee NPUOPUMEMHO, NpU UX KOMOUHUPOBAHUU 8
UHOUBUOYANLHOU PeadUIUMAyUOHHOU npozpamme nayueHma). Bosmooscno max dce oononnenue
OAHHBIX MEeMOOUK (PUUOMEPANEBMUYECKUMU MemOo0amu (MUOCTIUMYIAYUS) U MeUnuposaHuem
(cm. evluie).

PexoMenayercs nposeneHue BceM manumeHTam ¢ CMA 5(Q obmero maccaxa MEIMIMHCKOTO,

MCIUIUHCKOI'0 MaccCa)ka BEPXHUX W HHUIKXHHUX KOHC‘IHOCTGfI, MCEIUIIMHCKOI'O MacCcCaxa CIIMHBI C
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[ENBI0  YIYYIICHUS COCTOSHUS MBIIICYHOTO armmapara W Uil TPO(QHIAKTHKU Pa3BUTHUS
HelipoopTroneauyeckux npobdiem [20, 126, 127].

YpoBeHb yoenurenasHocTn pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB - 4)
KomMmeHTapum: ¢ mouku 3penust peabuiumayuoniozo nooxooa k nayueumam ¢ CMA, maccagnc,
BEPOSIMHO, He QONHCEH CNOCODCMBOBAMb KAMAOOIUYECKOMY 8030€UCEUI0 HA MbILUYbL (NOIMOMY
He Noopazymesaemcs e20 Ype3mMepHas CUld 6030eUCmBUs, — HO PA3VMHAS, COYemarowds mo
6o030elicmeue Ha MblYY, NPU KOMOPOM U He GO3HUKAem ee YMOMIeHUS, U O00CMUaemcs
HeoOX00UMOe «BKIIOUeHUEe» MbIUYbL, «PAOOMA» MblUYbl, — YO KOHMPOIUPYEMC L 8PAYOM NO
Meduyunckou peabunumayuu). Maccaxc cnocoben obecneuums Kax cmumyaupyroujee, maxk u
paccrabnsoujee 8030elicmaue Ha MbIlUYbL (8 C6A3U C HeM MOACem NPUMEHAMbCA OIS pearu3ayuu
NPOMUBONONIONCHBIX — 3a0ay, —  HANpumep, 6  3A8UCUMOCMU  OM  GbICMPAUBAHUSA
PeadunumayuoHHbIX npoyedyp 6 meuenue OHA, UIU NpU HeoOdX0OUMOcmu, O1s OKA3AHUS,
obe3bousaroujeco/pacciradnioueco 0elucmasus nocie uHmencusHot guzuueckou mepanuu/JIOK
u 0p.). Maccaxc cnocobcmgyem yuyuuieHur0 KpOBOCHAOMCEHUS U NUMAHUSL MbIUEUHO2O
annapama, — pazozpesy  Mbullll,  PACMANCEHUIO  MbIUEYHbIX  B0JOKOH,  CHUMYIAYUU
NPONPUOPEYEnmMopo8 MbIUUEYHO20 NOJs (CeeMeHmapHas unHepeayus). B obwem anvsince
Memoouk maccaxc, Hapaoy ¢ gusuyeckou mepanuei/JIOK, nomoeaem 6 docmudicenuu 3a0ay u
yeneu peabunumayuu nayuenmos. QOHa U3 aNCHLIX 3A0aY NPUMEHEHUS MACCAXHCa Y NAYUEHMO8
¢ CMA (cosmecmuas 3a0aua ¢ memoouxamu guzuueckou mepanuu/JIOK) — nomousv nayuenmy
HAyYumuscsi NOIb3068AMbCS CEOUMU MbIUYAMUY, HAYYUMBCS OWyuams pabomy KOHKDEMHbIX
MBIUY/2PYIA MbLULY 8 ONPeOesieHHOM 08U2AMENbHOM aKme, HAYYUMbCs «BKII0YaAmv» 8 pabomy
UMEHHO me MbllUYbl, KOMOPble He0OX0OUMbL OIS Peanru3ayu KOHKPemHo2o 08U2amenbHo20 aKkma
(0coOeHHO aKmyanbHbIM U NOKA3AMENbHBIM MO0 CMAHOBUMCS Y NAYUEHMO8 HA Mepanuu, Ko2od
BUOHBL NOJIOJNCUMENbHbLE USMEHEHUsL CO CMOPOHbL MbllY, U 0N NAYUEeHMd CMAHOBUMCS
B03MOJICHLIM U HEOOXOOUMbIM HOCMU2AMb HOBble MOMOPHbLIE HABBIKY, — YMOo, 0e3YCl08HO,

Koppenupyem ¢ (02panudusaemcst) 8blpaiCeHHOCMbIO Helpoopmoneouyecko2o cunopoma) [126,

127].

4.1.2 Texunueckue Metoabl/cpenctsa peaonauranuu (TCP) gexkaunx nanueHToB.

ﬂ]lﬂ 00CMUINCEHUS nocmaelerHHblx ueﬂeﬁ pea6uﬂumaquu ucnojavzyemcs cmpoeast
NPUBEPIIHCEHHOCNb NpUHyUnam nocmypailbHo2co MeHeOJfCMeHma, KOWlOpblIZ gKrOYaem 6 cebs
npasujibHoe NO3UYUOHUPOBAHUE (8 NOJNIOIHCEHUU «CMOA) — 6EPMUKATUIAYUA, MAKIHCE I’lp€6bl6’aH1/l€

6 meveHue OHs 8 npasulibHOM NOJI0HCERUU «cudﬂ») u opmesuposanue myaosuuia u KoHeuHocmell.
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e PexoMeHnayercsi BepTHKaIU3amus Jiekauynx mnanueHToB co CMA 5( ¢ 1enpio nmpopuIaKTUKH
OPTOIEANYECKUX OCJIOKHEHUH OCHOBHOTO 3a00JIEBaHUS U CO3JIaHHS (PH3HOIOTUYECKUX yCIOBUI
JUIsSi HOPMAJIBHOTO pa3BUTHUS M (yHKIIMOHMPOBAHKS BHYTpeHHUX opraHos [20].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — D)

KommenTapuu: sepmuxanuzayus nayuenma  onope 01 CMosiHus Heobxo0uma CyMMAapHO He
MeHee | uaca 6 OeHb 6 3a8UCUMOCTU OM 8O3MOJCHOCMEl pebeHKa. /[ nayueHmos, Komopule
HUK020a He MOl CUdemb, Modicem Oblmb NOKA3AHA 8ePMUKAIU3AYUS, HAYUHAA ¢ gospacma 14
mecsyes.

o PexomeHnayercsi peaOWIMTAI[MOHHBIC WM aJAlTUPOBAHHBIC U WHBAIWAOB u3zeaus (3amHe-
OTIOPHEIE OMOPHI JUIs CTOSHHS C BO3MOXKHOCTBIO HaKJoHa 0T 90° 10 180%), mexkaumm mammenTa co
CMA 5q s 6e3omacHOro 1 KoM(GOPTHOTO pa3MeIleHHs U BepTUKanu3aiuu peoénka) [96].
YpoBeHb yoenuTeabHocTH pekoMeHaanuii C (ypoBeHb TI0CTOBEPHOCTH JI0KA3aTeIbCTB — 4).
KoMMmeHnTapuu: onopol 05 cmosiHus OOJNCHOLI  UMeMb  (YHKYUOHANbHBIU NOO20JI06HUK,
obecneuusarowull 60K08YI0 U NepeoHe3aodHIon CMAOUIU3AYUIO 20JI08bl U He 02PAHUYUBAIOWUL
B03MONCHOCIU OBUNCEHUSL 20]10801, (YUKCAMOPbL KOPNYCa HA YPOGHe cpyou U masa, ukcamopwvl
HUMICHUX KOHeYHOCmell Ha YPOSHe HUNCHUX mpemell bedep U KOJIeHHbIX CYCmMasos; NOOCMABKY OJisl
CMON ¢ pe2yIupoBKoll No yeny HaAKIoHd, npucmagnol cmonuk. Hemanogasicnuvim ons nesxcauux
NAyuUeHmos s6JAemcs 803MONCHOCMb GEPMUKATUSAYUU 8 ONOpe O CMOAHUSL 8 NOJIOMNCEHUU
"pazeedennvix Oedep" (OonornumenvHas QyHKyus y onop O CMOSAHUS), YMO NOBbIUAEm
KOHZPYIHMHOCMb CYCMABHBIX NOBEPXHOCHEN, CROCOOCmMEYem (hopMUpPOBanUio mazobeopenHbIX
cycmasos, npoguiraxmuke 8bl8Ux08 maz0oe0peHHvIX CYCmasos.

o PexomenaymoTess opTesbl UIS KOHEUYHOCTEH W TYJIOBHWINA, a TaKXKe CIHEIHAIM3HMPOBAHHBIC U
QIalITUPOBAHHBIC IS WHBAIWIOB TIPUCIIOCOOJICHUS Ul TO3WIIHOHUPOBAHUS (CUCTEMBI ISt
OpPTOCTATUYECKOM MOAEPIKKH, BKIIOYAIOIIHE B Ce0s BAIUKH, (POPMOBAHHBIE TTOIYIIKH PA3TUIHON
KECTKOCTU U KOH(UTYpAIMH, UTPYILIKH) JexkadyuM narnuerntam co CMA 5(¢ ¢ nensto npuaaHus
IPUIIOAHATOrO, (YHKIMOHAJIBHOTO TIOJIOKEHHUSI C HEoOXOoauMoH ¢ukcanuell TyJIOBHIA U
HOJIICPKKOM TOJIOBBI M JUTS OOYXK/CHUST peOEHKA K IBUTaTeNIbHON akTUBHOCTH [96].

YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 4)
KommenTapum: opmeswvl npedcmasgnaiom coboli mexHuueckue cpeocmed peadurumayui,
ucnonvsyemvie 0N USMEHEHUs. CMPYKMYPHbIX U (DYHKYUOHATbHBIX XAPAKMEPUCTUK HEPEHO-
MbIUEYHOU U CKelemHblX cucmeMm u obecneuusarowue, 6 3Ad8UCUMOCIU OM MeOUYUHCKUX
NOKA3aHULL, OPMONeOU4ecKyro KOppekyuro, pasepy3Ky, Qukcayuio, akmusuzayuro 08UamenbHbix
@yuxyui. CymmapHoe 8pems HaxoducoeHus 8 opmesax 00 8-12 uacos @ oenvb. Munumanvhas

yacmoma npumMeHeHus: Opme308 OJisl IeHCAUUx nayuenmos — 5 pas  Heoenio. Quxcayus epyoHoU
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KIemKU pPeKoMeHOyemcs 0l Cmabuiu3ayuu NojaodiCeHus, NpoQUIAKMUKU CKOAUO3A U OJis
cmumyasayuu - pynKkyuonaroHou axmusHocmu. Qukcayus weu Yacmo UCNONb3Vemcs O
HOO0EPHCKU 20710661 O MUHUMUZAYUU PUCKA YOVULbS 6 8EPMUKATLHOM NOJONACEHUU, MAK KAK
@YHKYUS KOHMPOJIAL 20]108b1 YACTNO OMCYMCMEYen Uiy 0ciadieHa.

PexoMeHIYIOTCS KpPECIa-KOJISICKA C PY4YHBIM MPHBOAOM C JIOMOJHHUTEIBHON (uKcarmen
(MO IepKKOI ) TOJIOBBI U TeJa, B ToM uucie st 0oabHbIX LI, mporynounsle (17151 HHBATUAOB U
NETeH-UHBATNIOB) CHUASYUM W JiekauuM manueHntaM co CMA 5qQ mist obecrieueHus oOIiein
mMobuibHOCTH [96].

YpoBeHb yoenuTeqabHocTH pekoMeHaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTeIbCTB — 4)
KomMmeHTapum: 012 MOOUIbHOCMU U MPAHCHOPMUPOBKU HEODXOOUMO UCNONb308AMb KpeCd-
KOJISICKU C PYYHBIM NPUBOOOM C OONOJHUMENbHOU (ukcayuel (n000epiicKoll) 20108bl U meid,
KOMHAMHblEe U NPOSYIOUHbIE U KPECAA-KOISACKU C OONOIHUMENbHOU puKcayuell (no00epiHcKolL)
20710661 U mena ¢ 31eKmponpugooom. OHU U320MABIUBAIOMC UHOUBUOYATLHO NO 0OBLEMHOL
MpEXMEPHOL MOOeU 3a0Hell NOBEPXHOCMU mend, MO — JOHCEMEHMbl, YCMAHOGIeHHble HA
KONECHYI0 6a3y Kpecia-KOJACKU COOmeemcmsyowezo pasmepa u Haznadenus. Ilpu noobope
KpeCia-KOACKU U (YHKYUOHATLHO2O Kpecia CReyudanucnm OOJNJNCeH Yuecmb HeoOX00UuMOoCHb
OONONHUMENbHBIX INEeMEHMO8 OJisl NOO00EPAHCAHUS PEKOMEHOYeMOl No3bl U GHeCmu 2Mo 8
pexomendayuu no uzdenuro. Cnedyem yoeoumvcsi 6 MAKCUMALbHOU —(DYHKYUOHANbHOU
He3a8UCUMOCIU U KOMDOPpMHOCMU Npebbléanus 8 Kpeciie-KOACKe.

Pexomenayercsi mpeObIBaHUE B MOJIOKEHUU «CUIs» JiexkaunM nanuenta co CMA 5( ¢ mensio
NpOQUIAKTUKA  OPTOMEIUYECKHX OCJIOXHEHHH OCHOBHOTO 3a00ieBaHHMsl W CO3JaHUs
(U3HONIOTHYECKUX YCIIOBUH 11 HOPMAJIBHOTO Pa3BUTHA M (DYHKIIMOHWPOBAHUS BHYTPEHHUX
oprasos [20].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEIbCTB — 5)
KomMeHTapuu: 05 npebvleanus 8 NOLONCEHUU «CUOS» UCNOTbIYIOMCL ONOPbL OJ11 CUOEHUS UTIU
KpPecaa-KoACKU KOMHAMHble ¢ OONOJHUMENbHOU uKrcayuell (N0O0epHCKOl) 20108bl U meid.
Takoice nonodxcenue «cuosy 8 meuenue OHs 00OCMU2aemcsi npedvl8aHUeM 8 NPO2YI0YHOM Kpecie-
konacke. CuoeHue 6 mexHU4YeCKoM cpeocmee OO0NHCHO NPOGOOUMC 6 MYMopax Ha
eoneHocmonHvle cycmasvl. Ilpebvisanue 6 NPAsUIbHOM HOLONCEHUU «CUOSLY» NOKAZAHO CYMMAPHO
00 6 uacos 6 denv. B kauecmee OONOIHUMENbHBIX (DYHKYUSL 8 cpedcmae Ol CUOEHUSL OO0JIHCHBL
8bICMYNAmMy: DYHKYUOHATbHBIL NOO020JIO0BHUK (TUOO NO3UYUOHUPOBAHUE 20]I08bl C HOMOULIO
nemau Inuccona), obecneuusarowuii 6OK0BYIO U nepeoHe3aoHI0l0 CMAabUIU3aAYUIo 20J1068bl U He
02PAHUMUBAIOWULL BO3MONCHOCTIU OBUICEHUSL 2010801, CUOEHbEe C pecyaupyemviMu 2nyOuHoll,

wupunol u yenom Hakiouwa. Koncmpykmueno cudenue pazoeneno na mazosyio u GeopeHHbile
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yacmu, 4mo no360Jsem MAKCUMANIbHO NOJHO peulamv umelowuecs y pebéHka npobiemvl ¢
banancom u cummempuelu, 6bl36aHHbIE GMOPUYHBIMU OPMONEOUUECKUMU OCIOHCHEHUAMU.
Pecynupyemas no evicome u yeny HAKIOHA CHNUHKA;, QUKCAMOp MYI08uwa (dHcuien),
NPeOOXpanumenbHulil Ma3oewlil Nosic, pecyiupyembvle NOOJIOKOMHUKU, PA30eNbHbLe, pe2ylupyemble
NOOHOMNICKU ¢ (huKrcamopamu Cmon, npUCmMAagHol CIMOUK, NPOMUBONPOIEHCHEBASI NOOYUIKA.
PexomeHnayercsi UCIONB30BaHUE OpTe3a TYNOBHIIA ((PYHKIIMOHAIBHO-KOPPHUTHPYIOIIETO
KOpCeTa), HM3TOTOBJICHHOTO Jisi peOCHKa WHAWBUAYAIBHO IO CIENKY C HCIOJIb30BaHHEM
BBITSDKCHHS TEeTAEH [JIMccoHa 3a TOJNOBY WM B TOPH3OHTAILHOM TIOJIOKEHUHU C YCTPaHCHHUEM
negopmanuii gexxaunm mnarpeHta co CMA 50 B TOJOXEHHH CUAS C IEIbI MPEMsSTCTBHS
00pa30oBaHUIO CKOJIMOTHYECKOH nedopmaiinu mo3BonouHuka [20].

YpoBeHb yoenuteabHoCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 5)
Kommenrapumu: «xopcem 0nsa  nayuenmose co CMA ucnonvzyemces  (ByHKYUOHAIbHO-
KOppUSUpyrowutl  «C ONOPOU HA MA3», COXPAHAOWUL OAIAHC NO360HOYHO20 CMOJ0a,
npedomepawaruull KoaoKoI000pasuylo oepopmayuio cpyoHou KIemKu U He HApyuarowuil
@ynryuio sHewne2o Ovixanus. BozmoscHo, nompedyemcs «OKHO 0Jisl ObIXAHUA» U omeepcmue 0
eacmpocmomwl (npu eé nanuuuu). Cymmaproe 8pems HaxoxHcOeHus 8 Kopceme 803MONHCHO 00 6-8
4acos 8 OeHb.

PexoMeHayeTcsl €)KeTHEBHOE UCTIONF30BaHUE OPTE30B HA HWIKHUE KOHEYHOCTH, U3TOTOBIICHHBIX
WH/IMBUYAJIbHO (HaIpIMep, TYTOPHI Ha TOJICHOCTOITHBIE CYCTaBhI — ISl CUJICHHS, TYTOPHI Ha BCIO
HOTY — JUIsl CHA) JiexauuM nanueHTa co CMA 50 nis npeaoTBpalleHus U 3aMeIIeHHs Ipolecca
00pa30BaHUs KOHTPAKTYP CYCTaBOB KOHeuHocTeit [96].

YpoBeHb yoenureqabHocTH pekoMenanuii C (ypoBeHb I0CTOBEPHOCTH /I0KA3aTEIbCTB — 4)

4.2. PeaﬁnunTaunﬂ CUIAYMX NMAIMCHTOB

s cudsiuux nayueHmos BadCHO KAk CoOMOO0eHUe NPUHYUNA O003UpOBAHUS
Qusuueckoll HazspysKu, maxK U NPUHYUNA 6HEOPeHUs: (U3UYecKol mepanuu 8 o0pas IHCU3HU
pebenka.

O0HO u3 8edywux u AHOUMBIX NOJIONCEHU MAKUX Oemeli — NOJONCEHUE «CUOSY,
KOomopoe 8 CUlIy OCHOBHO20 CUMNMOMA 3ab01esanusi (C1abocmu CKelemHblX Mblldl),
HeCnocoOHOCmuU K CamoCmosmenlbHOMY USMEHEHUIO NOIONCEHUsl Mela/Nno3bl (nepemexcamspcs 6
HONOJNCEHUU «CUOSLY) U NOSPEUHOCMSX NOCMYPATbHO20 KOHMPOIS CHOCOOHO popmuposams
HeCUMMemMpPU4HbLI NAMMEPH NOCAOKU C HEPABHOMEPHBIM PACnpedeieHuemM Onopbl Ha KOCMU masd
(cnpasa/cnesa) ¢ nepexocom masa (HAOMA308020 3a cyem CKOIUO3A 2eHe3d) U Oblcmpo

npoesoyupoeanms paseumue CKOIUOMUYECKOU deqbopMaL;uu no360HOYHUKA. B ce53u ¢ smum ocoboe
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BHUMAHUE OO0NHCHO NPUOABAMBCA CUMMEMPUYHOMY DA3BUMUIO TEN0CTIONCeHUs NAYUeHMOo8 U

NPAGUILHOMY NO3UYUOHUPOBAHUIO.

Lenu peabunumayuu cuoAuUX NAYUEHMOB:

*  nogvluleHue MOOUIbHOCMU NAYUEHMO8,

*  3aMeleHue Npocpeccuposaniis MblueyHol ciabocmu, nomepu GyHKyuu u Gopmuposanus
ampodghutl 6ezoeticmsusi;

*  yaIyuuieHue pyuHou MaHUnyiayul,

*  co30aHue ycnosutl 0isl pazeumus U HOPMAibHO20 QYHKYUOHUPOBAHUS BHYMPEHHUX OP2AHO8,

*  paspabomka cycmasos u npoguiakmuxa 0opaz08aHus KOHMpPaKmyp,

*  ¢opmuposanue u noodeparcanue CUMMEMPUIHOCIU NO3bl,

*  npedynpedicoeHue CKOIUOMmu4eckou oegopmayuu n0360HOYHUKA U NEPeKoCca masa,

*  00OyueHue 6bIMOBLIM HABLIKAM U HABLIKAM CAMOOOCIYHCUBAHUS & Cpele.

*  Ocoboe 3Hauenue 8 ¢husuyeckol mepanuu yoeniaemcs GopmMupo8aHurd CUMMempUyHOCmu
nO3bl U MUHUMUAYUU DASIUYUL 68 PA3GUMOCU U DYHKYUU MeHcOY NPasbiMu U 1e8blMU
KOHEeYHOCMAMU.

o Pexomenayercs UCIOIB30BaHHUE CIICIUATH3UPOBAHHBIX OPTE30B — OPTOMEINYECKUX aIapaToB
Ha HIDKHHE KOHEYHOCTH W TYJOBHUIIE cUASYUM manueHtam co CMA 50 6e3 KOHTpakTyp AJs
MOJIJICP)KAHUST BEPTHKAIBHON O3Bl M CIIOCOOHOCTH K TICPEABMIKCHHUIO C ITOMOIIBIO CPEJICTB
JIONIOJTHUTEbHOM oropsl [20].

YposeHb yoenuteabHocTH pekoMenaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEIbCTB — 5)

KomMmenTapuu: annapam ckoncmpyupogan cneyuaibHo OJisi NAYUEHMO8 C BAIbIM NAPATULOM,

CUNIOU MbIUY HUNCHUX KOHeyHocmell menee 2-x 0annos. OcobenHoCmvlo O0aHH020 opme3d

ABNACMCS BOZMONCHOCHb MEXAHUYECKU ACCUCMUPOBAMb YCUIUAM PeOEHKA, 83AUMHO Nepemeuias

HUDICHUE KOHeYHOCmU, 6 cuMmempuuHou noze. Taxoii annapam no3eonsem HAXOOUMbCA 8

BEPMUKAILHOM NOTONCEHUU U NEPEMEWAMbCS ¢ ONOPOU HA XOOVHKU De3 no00epiHcKUu pooumenel,

npu  0OCMAmMoOYHOU cuie 6 pyKax. Oma B603MONCHOCMb UMeen O02POMHOe GlusAHue Ha

dopmuposanue pebenka Kaxk He3aBUCUMOU JUYHOCMU, o00nadaueli. B03MONCHOCMbIO K

NPAMOCMOAHUIO U NepPeMeWeHur0 6 3MoM NonodceHuu. Bepmukanvnas nosa He no3601um

Pa3eu8amvbcs 3aCMOUHbIM AGNEHUAM 6 Je2KUX, YO CHUSUM PUCK PA36UMUS OCIOICHEHUU npu

OPBU, ynywwum naccasic no sHceny0ouHo-KUUeyHoMy mpaKkmy u MO4esbloeIumenbHol cucmeme.

Ocesas Hazpy3Ka Ha cKellem npedomaepamum pa3eumue oCnmeonopo3a U MopuUtHsiX oeghopmayuti

Kocmeti u cycmaeos.
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Ilpebvisanue 6 cmosauem nonodxcenuu O00JHCHO noowpamucs. [loodepaicusaemoe nonodicenue
cmost Q0ICHO cocmasiames 00 60 mumym, a munHumanvHas wacmoma — 3-5 pasz 8 Heodemio,
onmumanvhas 5-7 paz 6 Heoemio

PexomMeHayIOTCS OpPTE3bl TYJIOBHIIA — KOPCEThl (DYHKIMOHAIBHO KOppHrUpyroime (rpymao-
HOSICHUYHO-KpecTioBbie — THma TSLO) cuasunm manpentam co CMA 5¢ mns yaydiineHus
OCaHKH U JIBUTATEIbHBIX QyHKIH [96].

YpoBeHb yoenuteabsHocTH pekoMenanuii C (ypoBeHb 1I0CTOBEPHOCTH /I0KA3aTEIbCTB — 4)
KommenTapuu: cmamuueckue, ounamuyeckue u (hyHKYUOHAIbHbIE Opme3bl UCHONb3YIOMCS Ol
USMEHeHUsl NOJIOJNCeHUs U Nnepesooa 6 GepmUKAIbHOe NoJN0JceHue nayuenmos. s
BEPMUKANUZAYUU  BO3MONCHO — UCHONL308AMb  KPECI0-KOIACKY € JJIeKMPONpUBooOM ¢
B03MOHCHOCIBIO NEPesoOa NayueHma 8 noaodxicenue «cmosy. Ilpucnocodnrenus 0s NOOOePHCKU 8
BEPMUKATILHOM NONONACEHUU BANCHB 015 001e2YeHUsI PACMANCKU HUINCHUX KOHEYHOCmelU, a MaKice
On1sl VAVHueHUss (QYHKYUll Opeanusma u 0300pPOGIeHUsT KOCMHOU MKAHU, Ol obecneyeHus
BEPMUKAILHO20 NOJIONHCEHUSL U YIYUULEHUS NOTONHCEHUs NO360HOYHUKA U 8ce20 mena. Heobxooumbi
NPOAKMUBHbLLE UCNOIL308AHUE QYHKYUOHATLHO — KOPPUSUPYIOWUX KOPCEMO8 y He CUOSYUX
nayuenmos co CMA, noayuarowux namozeHemuuecKylo JIeKapCmeeHHY mepanuto, Ois
npedomepawjenus depopmayuii u ysearudenusi akmusnocmu [97].

PexoMeHayIOTCSI OPTOTIETUYECKUE anmapaTsl — OOJETYEHHBIN anmapar Ha HKHHE KOHEYHOCTH
U TYJIOBUIIE WM anlaparbl Ha TOJCHOCTONHBIA M KOJIEHHBIH CYCTaBbl, MUIM anmapaThl Ha BCIO
HOTY, WJIHM anmapaT Ha HWKHUE KOHCYHOCTH W TYJIOBHINE JJIs PerHnpokHoi Xoap0b1 (RGO) -
cuagunM nanreHTam co CMA 50, o0naiarommM 10CTaTOYHOM CHITOM, TSl 00JIerYeHHsl CTOSTHUS
U X0JIb0BI C MOMOIIIBI0 Apyrux jmwir [20].

YpoBeHb yoenureabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 5)
KomMeHnTapuu: vunumanvras uacmoma npedvlganus 6 opmesax 5 pas 6 Heoeio.
PexomeHyIOTCS CPE/ICTBA IEPEABIIKCHUS IalTHPOBaHHbIC (MHIMBHyaIM3UPOBaHHBIE Kpecia-
KOJIICKA C PYYHBIM NPHBOJOM C JIOTIOJTHHUTENBHOW (UKcanued (MOIepKKOii) TOOBBl U TeJa,
KOMHATHBIC W TIPOTYJIOYHBIC, W HM3TOTOBJICHHBIC WHIMBUAYAILHO MO OOBEMHOHN TpExmepHOU
MOJIeNI 3aJHEe MOBEPXHOCTU Tella JIOKEMEHTBI, YCTaHOBIIEHHBbIE Ha KOJECHYIO 0a3y Kpecia-
KOJIICKM COOTBETCTBYIOIIETO pa3Mepa M Ha3zHaueHWs) cuasuuM mnarueHtam co CMA 5q s
obecrieueHus o6O1eit MoomIsHOCTH [96].

YpoBeHb yoenuteabHoCTH pekoMenaanuii C (YpoBeHb I0CTOBEPHOCTH /I0KA3aTEIbCTB — 4)
KommeHnTapum: npu noobope Koaicok credyem pyKOBOOCHBOBAMbCA —MAKCUMANbHOU
@DYHKYUOHANBHOU HEe3ABUCUMOCTbIO U KOMOOPMHOCMbIO Npebbléanus 6 Kpecie NayueHmd

npednoumeHue Cﬂedyem 0mMoOasams KOISACKAM AKMUBHO20 MUNA U KOJISICKAM C svzeKmponpueodom.
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o PexoMenayercsi sprorepanus cuasuum nanpentaMm co CMA 5q aJist okazaHus MOMOIIY HalUEeHTY
B IMIOBCE/IHEBHOM KU3HU, PA3BUTHS U MOICPIKAHHS €KETHEBHO UCIIOIb3YeMbIX MM HaBbIKOB [20].
YpoBeHb yoenutenabsHocTn pekoMenaanuii C (ypoBeHb 1I0CTOBEPHOCTH /I0KA3aTEIbCTB — 5)
KomMmeHnTapuu: neobxooumo npueirekams cneyuaiucma no 3p20mepanuu Kaxk npu noobope
NPOSPaAMMbL QUUYECKUX YAPAHCHEHULL U PACMANCEHUSL, MAK U OJIsL PEKOMEHOAYULl OMHOCUMETbHO
COYUATLHBIX 83AUMOOEUCMBULL, MAKUX KAK noceujerue yueOHbIX 3a6edeHull, 8b100p npogheccuu u
yuacmue 8 COYuanbHbIX aKMUGHOCHISX.

e Pexomenayercsi: nposeaeHue nanueHtTam ¢ CMA 50 Meauko-aoronen4eckon npoueaypsl npu
mucdarusx, koropas OyaeT MOJe3HOW A MAalMeHTOB Bcex kimHudeckux TunoB CMA |-ll1
(TEXHUKH JIOTONEJUYECKOr0 MaccaXka; YMpaKHEHHUs, KOTOpbIe IOMOTaloT 3aJeHCTBOBATh H
TPCHUPOBATh MBIIIIEI JKCBAHWSI W TJIOTaHUS, B TOM YHCJIC TEXHUKH C BO3MOYXHOCTBIO
UCTIOJIB30BAaHUSl JIOTONEANYECKUX 30HAOB; BKIIOYas OOydeHHE NOCTypalbHBIM TEXHHKaM,
00JIerJaronuM TJI0TaHue, JIHII IO YXOy) C IETbI0 TPEHUPOBOK XKEBATEIBHBIX U TIOTATEIBHBIX
MBIIIIII, COXpaHEHUe/yIydlIeHIe byHKIMI u KEBaHU u TJIOTaHHUS,
peI0TBPAICHIUS/TIPO(YUITAKTHKHI YESTFOCTHBIX KOHTPAKTYp, TPEHHUPOBKH CHJIbI prKyca [20, 126,
128, 129].

YpoBenb yoenuTebHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB - 4).

e Pexomenayercs: mpoBeaeHue mamueHTam ¢ CMA 50 MeauKo-JIOTOneInyecKoi mpoueaypsl ¢
MCIIOJIb30BAaHNEM MHTEPAKTUBHBIX HHPOPMAIIMOHHBIX TEXHOIOTUH (MIPUMEHSIETCS TPHU 3aHATUAX
MO YIYUYLICHUIO apTUKYISIIIUA U KOPPEKIIUU PEUEBBIX HAPYIICHUI, MOXKET HCIOIb30BATHCS MPHU
MPOBEJICHUHN APTHKYJISIIUOHHON TMMHACTHKH) — B TOM YHCJIE, KaK BapHAHTHI METOJIUK TPU
MHTETPAIIUH C MEIUKO-JIOTOTIETUIECKON MpoIeypol pu qucdarusax (B Ka4ecTBE BO3JCHCTBHUS
Ha eIWHBIA aHaTOMO-(U3MONOTHMYECKUN CyOCcTpaT) ¢ IeNbl0 TPEHHUPOBOK >KEBATENbHBIX U
TJIOTAaTeNbHBIX MBI, COXpaHEHUe/ynydnieHne (QyHKIUA ¢ KEBaHUS U TJOTaHUA,
NpeI0TBPALICHUS/TIPO(UITAKTUKHI YETIOCTHBIX KOHTPAKTYpP, TPEHUPOBKH CHIIBI TpHKyca [20, 126,
128, 129].

YpoBenb yoeauTebHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEJILCTB - D)

e Pexomenayercsi: mposeneHue mnanveHtam ¢ CMA 50 MeaMIIMHCKOrOo Maccaka JIHIA,
MEAMIIMHCKOTO MaccaXka IIeU C IeNbI0 TPEHHPOBOK >KEBATENBHBIX W TJOTATEIHHBIX MBIIIII,
COXpaHEeHHE/yIy4llleHue (YHKIMA W KeBaHWsSI U TIOTAHUS, TPEIOTBPAIICHHS/TPOPUITAKTHKI
YETFOCTHBIX KOHTPAKTYP, TPEHUPOBKH CHJIbl mprkyca [20, 126, 128, 129].

YpoBenb yoeauTebHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH JI0KA3ATEJILCTB - 4)
KommenTapuu: o0na nayuenmos ¢ CMA xapaxmepuvl Hapyuienus Oyib0apHuIX @OYHKYUI,

Komopble umeroni QOUHyIO npupoby, HO, MOJICHO CKaszanib, paseusaromcs no C)GyM OCHOBHbIM
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MEXaHU3MamM — Mexanuueckomy u opogapuneeanviomy. Tak, no MHOCOYUCIEHHbIM
Haonrooenusm, boavhvim ¢ CMA ecex knunuueckux munos |-l (6 borvwett unu menviueri cmenenu
COOMBEMCMBEHHO) — CBOUCMBEHHbI:  YMEHbUIEHUE  BO3MOJNCHOCMU — PACKpbIMUs —pma U
Gopmuposarnue pucudOHoCmu Yearocmu (CHUMCeHue CnoCOOHOCMU K WUPOKOMY/O0CMAMOYHOMY
PACKPLIMUI0  pOmMoBo20 0meepcmusi, 00ecneyusaemomy OBUNCEHUEM HUJICHel Yeliocmu),
MPYOHOCMU NpU NepemMewjeHuU NUue8o20 KOMKA 8 NOIOCMU PMd, CLONCHOCMU IHCEeBAHUSA U
OvICMpas YMomasaemMoCmu HeeamenbHoU MyCKyIamypbl, N10X0e Ka4ecmeao 38yKou3eiedeHus npu
peuesoll npooyKyuu, npooiemsl 2I0MAaHUsL.

Taxum obpazom, mpu BLIUEUZLIONCEHHbIE PEKOMEHOAyUul, 00beouHsemble OAHHbIM
KOMMeHnmapuem, npu panHeM B86e0eHUl 6 UHOUBUOVATLHYIO PeabUIUMAYUOHHYIO NPOSPAMMY
MO2YmM NOMOYb NPOMUBOCMOAMb NEPEeHUCTIeHHbIM USMEHEHUAM, TUOO VIYYUUMb UCXOOHbIE
NOKA3amenu u Kauecmeo JHCU3HU NAYUeHmos (Hanpumep, npu 0OCMUICEHUU 803MOICHOCMU DoJlee
KOM@MOPMHO20 npuema nuwu yepes pom) — npu yice UMerouuxcsi OmKIOHeHUsX (Kaxk npu evlbope
KOHKDEMHbIX MemoouK, max u, 4mo 0Oonee NPUOPUMEMHO, NpU UX KOMOUHUDOBAHUU 6
UHOUBUOYATILHOU PeadUNUMAayUOHHOU npospamme nayueuma). Bozmosxcno max sce 0onoHeHue
OaHHBIX MEeMOOUK (PUUOMEPANEBMUYECKUMU MeMO0aMU (MUOCIMUMYIAYUS) U MeUnuposaHuem

(cm. evlue).

Pexomenayercst mpoBeneHue Bcem mamnueHntaMm ¢ CMA 5(Q oOmiero maccaka MEAHIIMHCKOTO,
MEJIMIIMHCKOTO0 MacCaka BEPXHUX M HUKHUX KOHEYHOCTEH, METUITMHCKOTO Maccaka CIUHBI C
HENbI0 yAYYIICHHWs] COCTOSIHHSI MBIIIEYHOTO amnmapara U Uil TpodUIaKTHKHA Pa3BUTHUS
HelipoopToneauueckux mpobdiem [20, 126, 127].

YposBeHnb yoenurenbHocTn pekomenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB - 4)
KommenTapuu: ¢ mouxu spenus peabunumayuonno2o nooxooa xk nayuernmam ¢ CMA, maccaoxc,
8EPOAMHO, He 00IHCEH CNOCODCMBOB8AMb KAMADOIULECKOMY 8030€UCMBUI0 HA MbLULYbL (HOIMOMY
He Nnoopazymesaemcs e20 Ype3mMepHds CUld 6030eUCmeuUs, — HO PA3VMHAA, COYemarowds mo
6030elicmeue Ha MblYY, NPU KOMOPOM U He GO3HUKAem ee YMOMIeHUS, U O00CMuUcaemcs
HeoOX00UMOoe «BKII0UeHUe» MblUYbl, «PAbOmMa» Muluysbl, — YMO KOHMPOIUPYEMC L 8PAYOM NO
MeduyuHnckou peabunumayuu). Maccasxc cnocoben obecneuumv Kax cmumyaupyroujee, max u
paccrabnaoujee 8030elicmaue Ha MbIlUYbL (8 C6A3U C YeM MOACem NPUMEHAMbCA OIS pearu3ayuu
NPOMUBONONIONCHBIX — 3a0ay, —  HANpUMep, 6  3A6UCUMOCMU  OM  BbICMPAUBAHUSA
peadunumayuoOHHbIX Npoyeoyp 6 meuyeHue OHs, UIU NpU HeoOXO00UMOCmU, Ol OKA3AHUS,
obezbonusarowezo/pacciabusaroujeco Oeticmsusi nocie UHmMeHcusHoul guzuueckou mepanuu/JIPK
u 0p.). Maccaxc cnocobcmgyem yuyuuieHur0 KpOBOCHAOMCEHUS U NUMAHUSL MbIUEUHO20

annapama, pasoecpesy Mmbludy, PaAcmANCEHU0 MbIULEYHBIX 60JIOKOH, CMumyiayuu
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NPONPUOPEYEenmopo8 MblUUEYHO20 NOJsd (ceecmeHmapHas unHepeayus). B obwem anvsnce
Memooux maccaic, Hapsaoy ¢ ¢usuyeckoi mepanuet/JIOK, nomozaem 6 docmudiceHuu 3a0ay u
yeneu peabunumayuu nayuenmos. OOHa U3 adCHbIX 3A0aY NPUMEHEHUS MACCAXHCA Y NAYUEHMO8
¢ CMA (cosmecmuas 3a0aua ¢ memoouxamu gusuueckoi mepanuu/JIPK) — nomousv nayuenmy
HAYYUmoscsi NOIb308AMbCS CEOUMU MbIUUYAMUY, HAYYUMBCS OWyuams padomy KOHKPEmHbIX
MBIUY/2PYNA MbIWY 8 ONPeOeNeHHOM 08USANENbHOM aKme, HAYYUMbCs «BKII0YaAmby 68 pabomy
UMEHHO me MblUYbl, KOMOPble He0OX00UMbL OJisl Peanu3ayuu KOHKPemHo20 08U2amenbHo20 akma
(0COOEHHO aKmMyanbHbIM U NOKA3AMENbHBIM M0 CMAHOBUMCS Y NAYUEHMO8 HA Mepanuu, Ko2od
BUOHBL NOJIOJCUMENbHBIE USMEHEHUsL CO CMOPOHbL Mbludy, U ONs NAYUEHMA CMAHOBUMCS
B03MOJCHLIM U HEOOXOOUMBIM HOCMU2AMb HOBble MOMOPHbLIE HABBIKU, — YMO, 0e3YCN08HO,

Koppeaupyem ¢ (02panudu8aencst) 8blpaiCeHHOCMblo Helpoopmoneouyeckoeo cunopoma) [126,

127].

4.3. Peaduauranus XoAAUuX NAUEHTOB

na xo0auux nayuenmos (amoOyiamopHas cmaous) COXpaHsaemcs npuopumemHoCcms
NPUHYUNOG O03UPOBAHUL  (PUUYECKOU HASPY3KU U BHEOPeHUs. (DU3UYeCKol mepanuu 6
NOBCEOHEBHYIO JICU3Hb PeDEHKA.

Jlemu 0anmnoii epynnvl cmpemamcs K akmueHoM) NepeosUNCEHUI0 U X00bbe, 00HAKO, 6
68Uy C1AbOCMU  CKeleMmHOU MYCKYIAMypbl U HU3KOU GbIHOCIUBOCHU UMEION  HaACMmYIO
nompebHoCmb 8 omovixe, K020a NPUHUMAIOM HEPeOKOo OedeKkmuoe nonoxceHue «cuosny. B yerom
011 X00a4ux Oemell 8 CPABHEHUU C CUOAYUMU OembMU XApakmepHo 0Oolee MsAcKoe meyeHue
BMOPUUHBIX  OPMONEOUYECKUX —OCTONCHEeHUU (KaK pazeumusi KOHMpAKmyp 6 Cycmasax
KOHeuHocmetll, mak U QopMuposanus CKOIUOMUYECKOU Oepopmayuu NO360HOYHUKA) U UX
npoepeccuposanusi. Llenu peabunumayuu Xo0a4ux nayueHmos nPUMEpPHO me xHce, Ymo uy CUOSTUUX
nayueHmos ¢ 000asieHuemM yeiu NOSbIUEeHUs BbIHOCIUBOCMU/MONIEPAHMHOCIU K (DUUYECKUM
Ha2py3KaMm.

PexoMeHnayeTcsi WCIONB30BAHWE CPEJACTB TEPEIBUIKCHUS aNalTHPOBAHHBIX (TPOCTH H
MHOT'OOTIOPHOM TPOCTH, XOAYHKOB KOJIECHBIX U JIPYTUX CPEACTB, HanOOJee MOJHO OTBEYAIOIIUX
NOTPeOHOCTSAM maluenTa, annaparoB RGO (cM. y cHasgunX ManyueHToB) XOSUUM ITallUeHTaM CO
CMA 50, TpeOyromnuM JT0MOTHUTEIIBHON OMTOPHI MPU XOK0€, C IETBI0 COXPAaHEHHUS ABUTATEIIbHON
aKTHBHOCTH [97].

YpoBenb yoenutelbHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEILCTB — 5)

KomMeHTapuu: co gpemenem noododepocanue cnocooHocmu xooums 0as nayuenmos co CMA
docmueaemcsi ¢ NOMOWDBIO CPeoCcme OONOIHUMENbHOU Onopsl. B ciyuae noobopa cpedcme

OONOIHUMENbHOU ONOpPblL C Yeablo NPoOoaeHUss Xx00bowl Yy nayuenmos co CMA neobxooumo
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OnUPamvbCs Ha MeKywull cmamyc nayueHma (COXpaHss akmueHOCMb U COYUATbHBIU CMAamyc
JUYHOCMU), A He HA NPOSHO3UpyemMoe medeHue, mem camviM npeodnazas Oisi pebeHka 0Oolee
UHBANUOUZUPYIOUWUE NPUCTIOCOONEHUSL.

PexomMenayercsi opromeauyeckas oOyBb xoasuuMm mnamueHtram co CMA 5Q, uMermuM
nedopMaIiu CToII, € HeIb0 00JerYeHHs ABUraTeabHoi akTuBHOCTH [98].

YpoBeHb yoenuTebHOCTH pekoMenanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbLCTB — 5)

Pexkomenayercsl MCIOJIB30BaHUE OPTE30B — aNlaparoB WM TYTOPOB HA TOJICHOCTOIHBIC
CyCTaBbl COBMECTHO ¢ 00yBbIO X0AsuuM nanuentam co CMA 5q, uMeromum nedopMaiuu CToIl,
Juist obsierdenus xoas061 [99].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 4)

PexomeHnayeTcsl MCTIOIB30BAaHUE CPEJICTB MIEPEIBIKCHUS aJaITHPOBAHHBIX — KpPEeCciIa-KOJSCKU
AKTUBHOTO THMa XoIf4uM manueHtam co CMA 5(Q Tun mpu OrpaHMYEHHOW BBIHOCIMBOCTHU
peObeHKa WM HEOOXOAMMOCTH TMEPE/BIKEHUS Ha OOJNbIINE PACCTOSHUS IS YBETUYCHUS
MobOubHOCTH naruenTa [100].

YpoBeHb yoenuTebHOCTH pekoMenaanuii C (YypoBeHb J10CTOBEPHOCTH 10KA3aTeJILCTB — 5)

Pexomenayercsi UCHONb30BaHUE PEAOMIUTAMOHHBIX W aJalTUPOBAHHBIX [UIS WHBAJIUIOB
U3JIeNii — Omop JUis CHACHHS, OTBEUAIOIIUX BCEM TpPEeOOBAHHSIM MPaBUIHHOTO
MO3UITMOHUPOBAHUS (JOTOJTHEHHBIX OOKOBBIMH (DHKCaTOpamMu Koprmyca Ha YpOBHE TPYIIH,
PETYJISITOPOM HAKJIOHA CIHUHKH, IOJIOKOTHHKAMH C MEXaHH3MOM pPETYJIUPOBAHUS BBICOTHI,
MOJICTAaBKOM JIJISI CTOM C MEXaHM3MOM DETyJIUpPOBaHUS YIiia HAKJIOHA) XOASYMUM MaIleHTaM CO
CMA 5q mst npodumaktuku ckonrosa [20].

YpoBeHb yoenuTeabHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbLCTB — 5)

Pexomenayercsi IprMEHEHHE OpTE3a TYJIOBHINA — (DYHKIIMOHAITEHO-KOPPHUTHUPYIOMIETO KOpceTa
xonsuuM nanuentaM co CMA 5q mpu Hanuuuu yria aedopmanuy mo3BOHOYHUKA, U3MEPEHHOTO
o metory Ko66a, 15 u 6omnee rpaaycoB, H3TOTOBIEHHOTO IO CIENKY C TPYIHOM KIIeTKH pebeHKa,
1u1s coxpanenus Oananca [20].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbLCTB — 5)

Pexomenayercs npoBeneHue Bcem mnanueHtaMm ¢ CMA 5(¢ oOmiero maccaka MEAMIIMHCKOTO,
MEJMIIMHCKOTO0 MacCaka BEPXHUX M HUKHUX KOHEYHOCTEH, METUITMHCKOTO Maccaka CIUHBI C
[ENbI0 YAYYIICHUs] COCTOSIHHSI MBIIIEYHOTO amnmapara W Ui NPOPHIAKTHKH Pa3BUTHS
Helpooproneauueckux mpodiem [20, 126, 127].

YpoBenb yoeauTebHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB - D).

KommenTapuu: ¢ mouxu 3penus peabunumayuonno2o nooxooa k nayuenmam ¢ CMA, maccaoic,

6EPOAMHO, HE 00JIICEeH CnocobCcmeosams Kama60ﬂul¢ecz<0ﬂ4y 6030€lLCmEUIo Ha MblUlYbl (noamomy
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He NoOpazyMesaemcsi e20 Ype3MepHas CUld 6030eUCmEUs, — HO PA3VMHAS, COYemarwdas mo
6o030elicmeue Ha MblYY, NPU KOMOPOM U He BO3HUKAem ee YMOMIeHUs, U O00Cmucaemcs
HeoOxX00UMoe «BKII0UeHUe» MbIUYbl, «PAOOMA» MbluYbl, — YMO KOHMPOIUPYEMC I 6PAYOM NO
MeduyuHnckou peabunumayuu). Maccadic cnocoben obecneuumv Kax cmumyaupyroujee, max u
paccrabnsoujee 8030eiCmaue Ha MbIUUYbL (8 C8A3U C YeM MONCEM NPUMEHAMbCS O/ PeaIu3ayun
NPOMUBONONIONCHBIX — 3a0ay, —  HANpumep, 6  3A6UCUMOCMU  OM  GbICMPAUBAHUSA
PeadbunumayuoHHbiX npoyeoyp 8 meuenue OHA, UL NPU HeoOXooumocmu, OJisl OKA3AHUS,
obezbonusarowezo/paccirabnsaroueco Oeticmsus nocie UHmMeHcusHol gusuyeckou mepanuu/JIOK
u 0p.). Maccaxc cnocobcmeyem yayuuieHut0 KpOBOCHAONCEHUSI U NUMAHUSL MbIUEYHO2O
annapama, — pazozpesy  Mbulll,  PACMANCEHUIO  MbIUEYHbIX  B0JOKOH,  CHUMYIAYUU
NPONPUOPEYEenmopo8 MblUEeYHO20 NOoJsA (cecMeHmapHas unHepsayus). B obwem anvsance
Memooux maccasic, Hapady ¢ ¢usuyeckou mepanuei/JIOK, nomozaem 6 docmudiceHuu 3a0ay u
yerneti peadbunumayuu nayueHmos. QOHa U3 8adCHvIX 3a0ay NPUMEHEHUS MACCadNCca Y RaYUeHmos
¢ CMA (cosmecmnuas 3a0aua ¢ memooukamu guzuueckou mepanuu/JIPK) — nomouv nayuenmy
HAYYUmovcs NOIb308AMbCSA CEOUMU MBIUUYAMY, HAYYUMBCA OWywams pabomy KOHKPEmHbIX
MbIUY/2PYIA MbLULY 8 ONPeOesieHHOM 08U2AMENbHOM aKme, HAYYUMbCs «BKII0YaAmyv» 8 pabomy
UMEHHO me MblUYbl, KOMOPbLE HEOOX0OUMbL OJIsl PEANU3AYUU KOHKPEMHO020 08USAMENbHO20 AKMAa
(0cOOeHHO aKmyanbHbIM U HOKA3AMENbHBIM MO CMAHOBUMCS Y NAYUEHMO8 HA Mepanuu, Ko20a
BUOHBL NOJIOJNCUMENbHBIE USMEHEHUs. CO CMOPOHbL MbllY, U Ol NAYUeHMd CMAHOBUMCS
B03MOJCHbLIM U HEOOXOOUMbIM NOCMUSAMb HOBble MOMOPHbLIE HABBIKU, — YMO, 0e3YCN08HO,

Koppenupyem ¢ (02paHudu8aemcs) blpaiceHHOCMbio Hetpoopmoneduiecko2o cunopoma) [126,

127].

5. [IpopuiakTrka U aJUcNaHcepHOe HAOGII0IeHUe, MeIUIIMHCKHE TOKA3aAHUS

U IPOTUBONOKA3aHUSA K IPUMEHEHUI0 METOA0B NPOPUIAKTUKHA

Pexomennyercs BBenenue npenapara JO6BB16 #nanuBuzymad** Bcem namuentam co CMA 5q
B TE€UCHHE TEPBBIX JABYX JIET JKU3HH, a TaKXKe HCIOJb30BaHWE BAKIMHBI ISl MPOGUIAKTUKA
MTHEBMOKOKKOBBIX ~MH(PEKIMH** ¥, €XKEerogHo, BaKIWHBI 1 TPOOUIAKTUKA TPUIINIA
[MHAKTHBHPOBAHHOW | ** C 11e)1bI0 MTPODUITAKTUKY HHPEKIMIA JbIXaTeNbHbIX myTei [57, 137, 139].
YpoBeHb yoenutelbHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 0KA3aTEIbCTB — 5)
Kommenrtapuu: npenapam JO6BBI16 #namueuzymadb™* npumensiom eHympumbluleuHo,
npeonoymumebHo 8 HapyicHyro 60xo8yio obaacme 6eopa. Pazosas 0oza — 15 me/ke. Cxema
NPUMEHEHUsL COCmoum u3 5 unvekyuil npenapamd, npogooumvix ¢ unmepsaiom 6 30 Oweul 8

meyeHue ce30HH020 No0beMd 36160]186616]\4007’1’111, BbI3bIBACMONU pecnupamopHbiM CUHYUMUATIbHbIM
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supycom [139]. Coenacno kanenoapio saxyunayuu, nayueHm 00adiCeH NOAy4uUms nepsevie 3 003bl
BaKYUHBL OJ151 NPOPUIAKMUKU NHEBMOKOKKOBbIX UHpeKyull 00 200a, u 4-10 003y nocie 12 mecsayes.
Bce ocmanvusie éaxyunst 66o0amces demam co CMA 5q coenacno Hayuonanbnomy npusugouHomy
KaneHoapio.

o PexoMeHayeTcsi MOJIEKYJISIPHO-TeHeTHYeCKOe HcciaenoBanuii myrauuii B rene SMN1 y miona,
W T[PEUMIUIAHTAI[MOHHAs TEHETHUYecKas JUarHOCTHKa SMOpHoHa (C  HCHOJIB30BaHHUEM
IKCTPAKOPIOPATHHOTO OIUIOOTBOPEHHUsI) poauTensm naruerTa co CMAS(, a takke mapam, B
KOTOPBIX KaX/blii W3 TApTHEPOB SBISETCS IMOJITBEPKJACHHBIM TETEPO3UTOTHBIM HOCHTEIEM
neneru 7 wik 7-8 3k30HOB reHa SMNL, ¢ mesbro mpemnoTBpalieHus TOBTOPHOTO POXKICHHUS
pebenka co CMA B cembe [20].

YpoBeHb yoenuTebHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbLCTB — 5)

KommenTapum: npogedenue npenamanvrou JJHK-0uacnocmuku 603MONMCHO HA PA3HBIX CPOKAX
opemennocmu: 8-12 nedenw (6opcunvi xopuona), 15-18 nedenwv (amrnuomuuecxas sxcuokocms), 20-
24 Heodenu (nynosumHas Kpoev). OnmumanbHblM A618emcsl UCCIe008aHUe OUONMAmMa XOpUOHa.
npu HebIa2ONPUAMHOM NPOSHO3e DEPeMEeHHOCb MOodicem Oblmb NPepeand 8 CPOKU 00bIUHO2O

MeOuyuHcKo2o abopma.

6. Opranu3anus 0Ka3aHus MeIMIMHCKOI MOMOIIU

6.1 IMoka3auus K roCrnuTaJu3alnmnm:

6.1.1 Ioka3aHus AJd IVIAHOBOH TOCHHMTAJM3AINMHN B JETCKOE HEBPOJOIrMYEeCcKoe

OTJeJICHHE:

1) Bce marmmentel co CMA 5q 1 pa3 B roa st (yHKIIMOHAIBHOM JBUTATEIbHON OIECHKH,
o0creoBaHusI Ha HATMYUE OCJIOKHEHUHN 3a00I€BaHUS] — PECITUPATOPHBIX, KOCTHO-CYCTaBHBIX U
racTPOIHTEPOJIOTUUECKHX, a TAKXKE VIS IPOBEICHUS peadMIIUTaIIH.

2) Bce marreHTsl co CMA 5q Ui MHTpaTeKaJIbHOTO BBEICHUS HYCUHEpCeHA™ ™.

B wmexmyHaponHOW MpakTHKe HYCHHEPCEH™** MokeT OBbITh BBEACH B YCJOBHUSX JTHEBHOTO
CTalrmoHapa.

3) Bce maruenTsl co CMA 5, TpeOyrolue 00cie0BaHus Mepel XUPYPrUUeCKUM OPTONEANICCKUM
BMEIIATCILCTBOM.

[TokazaHus K BBIMHCKE MAIMEHTA MOCIIE MJIAHOBOM TOCMIUTAIU3AINH B JETCKOE HEBPOJIOTHUECKOE
OTJIEJICHHE:

1) BBINOJIHEHHUE TUIaHa 00CIIeIOBaHUS MMAIMEHTa, B TOM YHUCIIE OIlEHKA PECITUPATOPHBIX HAPYIICHUH;

2) mpoBeneHHe peadMINTalUOHHBIX MEPOIPUSITHH;

3) deTKHe peKOMEHIAIMH 110 JajbHEHIIIeMy HaOII0ICHHUIO U JICYCHUIO.

[TokazaHus 1Sl IJIAHOBOM TOCMIUTAIN3AIMH B IETCKOE XUPYPTUUECKOE OT/ACIICHUE:
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1)
2)

1)

2)

nanueHTsl co CMA 50, TpeOyrolue moOCTaHOBKH TaCTPOCTOMBI;

narueHTsl co CMA 5Q, TpeOyromue yCcTaHOBKU TPaXeOCTOMBI,

Hnoeoa mpaxeocmoma ycmanagiueaemcs no dKCMpPeHHbIM NOKA3AHUAM, U peOeHOK mpedyem
9KCMPEHHOU 20CNUMAaIU3ayuU

6.1.2. Illoka3zaHus A5 DKCTPEHHON rOCHUTAJIU3AINN:

Pazputne y mammenta co CMA 50 «oOblHBIX» 3a0oieBaHuil (ocTpasi BHpycHas MHQEKIus,
OpOHXUT, TaCTPOIHTEPUT C 00E3BOKMBAHUEM, ANTNCHIUIUT U JPYTUe OCTPbIe BOCHAIUTEIbHBIC
IPOLIECChl), HENpPEeIBUJCHHbIE IE€PEIOMbI, 3allVIAHUPOBAHHBIE XUPYPrMUYECKHE IMPOLELYpPbI
(HampuMep, yCTaHOBKA JKEITYyAOYHOTO 30HJAa, OCTEOTOMHUS Oelpa), HO MPOTEKAIOLIUX TSXKEIO,
YYUTBIBAsi 0OCOOCHHOCTH OOJIE3HHU.

Lenvto yxooa 3a nayuenmamu 6 oCmpoil CUmyayuy sA6131emcs HOpMaIu3ayus 2a3000Mena nymem
npeoynpesicoenus ameieKmazupo8aHusi U oduwjeHus ovixamenvhvlx nymeu. B Oonvuuncmee
cnyuaes, nNO B03MOJCHOCHU, MU 3A0a4U OOJHCHbL PEamuvcsi ¢ NOMOWbIO HEUHBA3UBHOU
BEHMUNAYUYU TESKUX.

Pa3BuTne TSHKETBIX )KU3HEYTPOKAIOIINX IBIXaTSIbHBIX HAPYIICHUH ¢ TUTIOBEHTHIIALIUEH 1 aIlTHO),
06e3 comyTCTBYIOLIMX 3a00J€BaHMW, MPU ITOM JbIXaTeNbHbIE HapylIEHUs TpeOyloT
pEeaHUMAalMOHHBIX MEpONPHUATUH, IMOKa3aHa TOCHHUTAIM3alMs B MEAMIMHCKUE OpraHU3alLuH,
UMEIOLINE B CBOEH CTPYKType OTIEJICHHE aHECTE3HOJOTMH peaHuMaluMd WM OJIOK (Imajary)
peaHMMany ¥ WHTCHCHBHOW Tepanmud W OOECIIEYMBAIOIINE KPYTIIOCYTOYHOE MEIMIIMHCKOE
HaOJI0IeHUE U JIeUeHHE JIeTeH.

Ilpu  evinonneHuu NPOMOKONOE HEOMIONCHOU NOMOWU HEOOXOOUMO  CBA3bIBAMbCA  C
MYTbMUOUCYURTIUHAPHOU Opueadol (He8poaocu4eckoll U NYyIbMOHOLOSUYECKOU), BKIIOUAs, KAK
npasuio, 6pava-HegpoNo2a, KOMOPbIll 0CBEOOMAEH O MmeveHuu O00ne3HU U NOMEHYUATbHbIX
npobnemax KoHkpemnozo nayuenma. Kuciopoo y nayuenmos co CMA Oondxcen npumensamuvcs c
ocmopodicHoCmblo0. Bmopuunas eunoxcemus, 00yciogneHHas 2unosenmuiayuel, moxcem Obimb
cnymawna ¢ 2unokcemuel, 00yCl061eHHOU OPY2UMU NPUYUHAMY, MAKUMU KAK 3AKYNOPKA CIU3bIO
unu amenekmas. Kannomempusa unu uccreoosanue KUCiomHo-0CHOBHO20 COCMOAHUA U 20308
KpOBU NOMOdICcem 6b10pamsd NPAGUNLHBLLL PENCUM NPUMEHEHUs KUCIOPOOa.

6.2 IIpuHIHMIBI OPraHu3alu MeIUIHHCKOI noMoim nanuearam co CMA 59

Ilocmanoexa ouacnoza CMA cmasum MHO20 60npocos neped poOCmMEeHHUKAMU NAYyUeHma u
nepeo cneyuanucmamu, pabomarowumMu ¢ makumy nayuenmamu. Muozouuciennvle npoonemui,
603HUKalOWUe npu obHapysceHuu u passumuu 3adonesanus CMA, ona pewenus Komopwvix
mpebyemcs 2pamoOmHas OP2AHU3aYUs NPOYecca NOMOWU NPU YUACTUU MYTbMUOUCYUNIUHAPHOU

KOMAaHObl cneyuaiucmos u coOM00eHUe OCHOBHDBIX NPpUHYUnos u Nn00X0008 K ee OKA3aHUIO.
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1)

2)

3)

4)

Jlaunvie npunyunsl 00HCHBL COONVOAMBCA HA THOOOM IMane OKA3AHUSL MEOUYUHCKOU NOMOWU,
KaK 6 MOMEHM NOCMAHOBKU OUACHO3d, MAK U HA 1000M dmane HaO.I00eHus nayuenma.
[TarueHT ¥ €ro mpeACTaBUTENH JOJDKHBI TOTydaTh MOJHYI0 HH(pOpMauio o 3a00JIeBaHUH, €T
TE€YEHHUHU, TATOreHe3e, MPOTHO3aX, OCIOKHEHUAX U METOJIaX BO3MOXHOW TEparuu.

Huarnoz CMA mnoapa3zymMeBaeT BO3MOKHOCTh OKa3aHWsSl MEPBUYHOM, CHEHUATM3UPOBAHHOW M
MAJUTHATUBHOM IMOMOIIY HA BCEX dTarax 3a00JIeBaHMs.

[Ipu nocranoBke nuarnoza CMA, ceMbst JOJKHA OBITH HAIIPaBJICHA K CIICLHAIUCTY, UMEIOIIEMY
OmBIT paboThl ¢ marueHTamMu co CMA, obnanaromniero coBpeMeHHON nH(popMmalueld o TeYeHU!
3a00/IeBaHUsl U BO3MOXKHOCTH YYacTUsl B KIMHHUYECKHX HCIBITAHUAX (HOBBIX JIEKAPCTBEHHBIX
MPErmapaToB W/WIN TEXHUYECKHUX yCTPOUCTB). Takke BaXKHBIM SBISIETCS HHPOPMHUPOBAHUE ceMel
0 CYHIIECTBYIOLIUX OOIIECTBEHHBIX OPTaHU3AIUAX, PA0OTAIOIINX C TOW IPYNION MaIUEHTOB.

K nabmonenuto 3a nanueHToM co CMA nomxkHa ObITh MPUBJICUEHA MYIbTHAUCHUIUTMHAPHAS
KOMaH/ia CIIEI[MAIMCTOB B COCTaBEe: Bpau-HEBPOJIOT, Bpay-MieuaTp/Bpad-TepaneBT, Bpau-TeHETHUK,
CIEIUAIIMCT TI0 PECIUPATOPHON MOIEPKKE (Bpad-TyIHMOHOJIOT W/WIJIH Bpad-aHECTE3HOJIOT-
peaHuMaroyor), Bpau-KapauoJIOT, BpPau-TPABMATOJIOr-OPTOIEN, Bpady-XUPYypr, Bpad IO
MEAUIIMHCKON peabumuTanuu 1 Bpau-(pu3noTepaneBT, Bpau-AHeToNOr, Bpay-racTpoOIHTEPOIIOT, a
TaKkKe COTPYJHUKH MEIUIMHCKUX OpraHu3zanuid (M WX TMOApa3JeNeHull), OKa3bIBaloIINe
CTICIUAIM3UPOBAHHYIO0 TAUTHATUBHYIO METUITUHCKYIO MOMOINb ACTSIM. Jlpyrue CrenuaiucThl
JIOJKHBI TIPUBIICKATHCS TI0 MEPE BOSHUKHOBEHHUS CIIEIU(DUISCKUX MPOOIIEM.

Bpau-nesponoe, xax cneyuanucm 6 obiacmu Hep8HO-MbIUUEUHbIX 3a001e6AHU, OCYWeCmETisLem
ocHogHoe Haboo0eHue 3a nayuenmamu co CMA. B kpye 0ba3anHocmeti 8paua-nespono2a 6xooum
obcnedosanue U NOCMAHOBKA OUALHO3A, UHDOPMUPOBAHUE ceMbU O 3a001e8aNHUU, COCMABNEeHUE
NIAHA MHO2ONPOQDUILHO20 HAONI00EHUs, OCYUeCmEisimb HAON00eHUue 3a NAYyUueHmMoM, OYeHKd
OUHAMUKU U CMeneHU Npo2peccuposaniiss 3a001e8anus npu pecyisapHblX 0CMOMPAx, HaA3HaveHue
nooodepacusarowel mepanuu. Ha smane oxazanus cneyuanusupo8anHou MeOUyUHCKo noMowu
8PAU-He8PON02 NPUHUMAem yiacmue 8 OyeHKe QYHKYUOHAIbHO20 COCMOAHUS NayueHma (OyeHka
no wkanam HepsHo-muvluteuHvlx Hapywenuu npu CMA). Ilpu cocmasnenuu niana
MHO2ONPOPUILHO20 HAOIIOEHUS, 8PAU-HEBPOI02 Onpedeisiem KPamHOCmb HAOII00eHUS ) OpYeux
CNeyuanucmo8 MHO2ONPOQPUNLHOU — KOMAHObL, COOMBEMCMBEHHO MEKYWeMy COCMOAHUIO
nayuenma. Ilpu kadxxcoom ocmompe 6pau-He8poso2 OCyujecmseisiem nepeoyeHKy meKyuie2o
COCMOSIHUA  NAYUeHma U 8 COOMBEMCmeUU ¢ IMUM GHOCUM KOPPEKMUPOBKU 6 MNIaAH
MHO20NPOPUALHO2O HAOMIOOeHUs. B ceéoux pexomeHOayusx 6pau-He8ponoe YKA3vledem

HeoOxXo0uMble NayueHmy mexHudecKue cpeocmea peadurumayuu, MeOUyuHcKylo annapamypy,
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cpeocmea OpmoneoudecKkoll KOppeKyuu, 1eKapcmeeHHvle npenapamvl, U30eius MeOUuyuHcKo2o
HA3HAYEeHUs U Op. 8 COOMEEMCMBUU C 6blABIIEHHbIMU NOMPEOHOCMAMU NAYUEHMA.

5) CobOntoieHre TPHHIMIA «PAHHETO BMELIATENBCTBA», YTO MOJPa3yMeBacT NPOQUIAKTHKY
Hen30€)KHO BO3HUKAIOIIMX OCIOKHEHWH Ha (OHE pa3BUTHS 3a00JI€BaHMS U paHee MPUMEHEHHUE

TEXHUYECCKUX CPCACTB pea6I/IJ'II/ITaI_II/II/I, MCHHHHHCKOﬁ arrmaparypbl 1 ApYIrux METOJ0B TEpAIIuu.

7. lonoJsHUTeIbHAsA HH(popManus (B TOM yucjie (paKTOPbl, BIAUSIONIHAE

Ha UCXO0J 3200/1eBaHUA MJIH COCTOHHI/ISI)

JlononHuTeNbHAS UHPOPMAIUS OTCYTCTBYET.
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KpnTeplm OLICHKHU KaYecTBa MeIlI/I]_[I/IHCKOﬁ nomMoIm

NeNe Kpurepun xayecrBa Onenka
BBbINOJIHEHU S

1 | BoimonHeHO MOJEKYJISPHO-TEHETUYECKOE HCCIe0BaHNe Ja/uer
myTaruii B rene SMN1 Bcem manueHTam ¢ moJI03peHueM Ha
CMA 5q

2 | Bomonneno ompexnenenue umcna konuid reHa SMN2 y Ha/ner
NalMeHTa ¢ MOJATBEPKICHHBIM T'€HETUYECKUM JHArHO30M
CMA 5q

3 | Boimonnen mnpueM (OCMOTp, KOHCYyJbTalusl) Bpadya- Ha/ner
HEBPOJIOTa MEePBUYHBINA BCEM MAIlMEHTaM C TIOJJO3PEHUEM Ha
Hannune CMA 5q

4 | BeimosiHeHa KOHCYJIbTAIUs Bpaya-reHeTHKa npu Ha/ner
IIOCTaHOBKE JJUarHo3a

5 | Hauara kaKk MOXXHO paHbIlI€ TMATOTCHETHYECKas TEpaIuio Ha/ner
BceM mamueHTam co CMA 5q mocie MmOCTaHOBKHU
KIIMHUYECKOT0 JUarHo3a ¢ 00s3aTeIbHbIM T'C€HETUYECKUM
MOJITBEPKICHUEM

6 | [IpoBemena oneHka (QYHKIMOHAIBHOTO JBUTATEIHHOTO Ja/ner
craryca peOeHKa IO PEJICBAaHTHBIM IIKAJIaM U BPEMEHHBIM
TecTam

7 | IIpoBeneHa olieHKa (PyHKIINMU KEBAHUS U IJIOTAHUS da/ner

8 | IlpoBenena oneHka (yHKUUHM JbIXaHUS C TPOBEICHHEM Ja/uer
NyJIbCOKCUMETPHH

9 |IlpoBenén mnpuém (OcMOTp M KOHCYJbTALlMs) Bpayda- Ha/ner
MyJIbMOHOJIOTA TPH KIMHUYECKUX MPHU3HAKAX HAPYIICHUH
JIBIXAHUS

10 | IlpoBenen mpueMm (KOHCYIbTalMs) Bpada-TpaBMaToJIOTa- da/ner

opromnena Ipud IIOCTAHOBKE JHMarHo3a M Jajee II0
MOKa3aHUsM JJI OLEHKH IPOrpEeCCUPOBAaHUS CKEJIETHBIX
negopmanuii, BbIOOpa TEXHOJOTMH OpPTE3UPOBAHHUS H
MOCTYPaJIbHOTO KOHTPOJIS, @ TAKXKE JJIs1 PELIEHMs] BOIIpOca O
MOKa3aHUSAX K  XHUPYPTUYECKOMY  OPTONEAUYECKOMY
JIEUYCHUIO
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Jleonuyk Cepreii CepreeBM4 — TpaBMaTOJIOT-OPTOIEN, 3aB. TPaBMaTOJIOTO-
oproneandeckum otaeneHuem Ne6 kinnuku Heipooproneanu ®I'BY «PHIL «BTO» um. akan.

I'.A. Unu3apoBa» Munsznpasa Poccuu, kannuaat mea. Hayk, r. Kypran;

MeaBenesa Cpersiana HukonaeBna — Hesposior, ®PI'BY «Hayunelii unentp
BOCCTaHOBUTEJIBHON TpaBMaToJioruu u oproneaun» um. I'.A. Nnuzaposa M3 P®, ri. nerckuit
BHEIITaTHbIN HeBpoJor Kypranckoit obnacty;

Ounposa IlosmHa BsiyecnaBoBHAa — TpaBMAaToJIOr-OpTONENA KIMHUKHU IAaTOJIOTUU
MO3BOHOYHMKA U penkux 3adoneBanuil ornenenus Nel ®I'BY «PHI] BTO um. Akan. I'.A.
WNnuzapoBay», KanAUAAT MeI. HayK, I. Kypras;

IMoneBnuenko Eaena BaagummpoBHa — mnpodeccop Kadeapbl OHKOJIOTHH,
reMaToJIOTHH U JTy4eBO# Tepanuu neauarpuyeckoro gaxkyinprera DIAOY BO PHUMY umenn
H.N. Iuporosa, unen [IpaBnenns Acconuanuu npodeccnoHalbHbIX YYaCTHUKOB XOCIHUCHOM
IIOMOIIIH, JOKTOP MEJI. HayK;

IMoasikoB Anexkcanap BiragmmMupoBuy — reHeTuk, 3aBenyromuii taboparopueit JJHK
nuarHoctukn OI'BHY Menuko-renetndyecknii Hay4dHblii LEeHTp uUMeHH akaaemuka H.IL.
bouxoBa, unen-koppecnionieHT PAH, nokTop 6uonoruueckux Hayk, mpogeccop;

IHonkoB /Imutrpuii ApHOJBAOBHY — TPABMATOJIOT-OPTONE] BBICIIEH KaTErOpHH,
pykoBoautens KMMHUKKN Helipoopronenuu ®PI'bY «PHI] «BTO» uMm. akan. I'.A. MnuzapoBa»
Munsapasa Poccun, r. Kypran, 1oktop men. Hayk, mpogpeccop PAH, unen-kopp. @paniry3ckoii
aKaJIeMHUH HAyK;

IIpoxonses I'enHagmii I'epMaHOBHY — aHECTE3MOJOT-PEAHUMATOJIOT, JOLIEHT
kadenpsl OeTCKO aHecTe3noJoruu M MHTeHcuBHOU Tepanmnu OYB ®TAOY BO PHUMY

uMenu H. W. [Iuporosa, Beayniui Hay4Hslli COTPYIHUK U 3aBeyrolui oTaeseHueM «HayuHo-
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MIPAaKTUYECKOr0 LEHTpa CHEUUAIU3UPOBAHHON MEIMLMHCKOM MoMoIM AeTsaiM» uMm B. O.
Boiino-fIcenenkoro JlenapramenTa 34paBoOXpaHeHus I. MOCKBBI, KAHAUAAT MEJ. HayK;

Penuna Caersiana AdaHacbeBHa — I'€HETUK, OTAENI OpraHU3aluyd MEAMIMHCKON
nomou GI'bHY "Menuko-renernueckuii HaydyHbld 1IeHTp uM. akajgemuka H. I1. boukosa",
KaHAUJIaT MeJ. HayK;

Pynenko [Amutpuii UropeBuu — 3amecturens riaBHoro Bpaua CII6 I'BY3
«l"opoackast muorompodunbHas OonpHHIA Ne2y Cankr-IleTepOyprckoro MeauMHCKOTO
VYuusepcutera uM. W.I1. [1aBnoBa. moktop mMea. Hayk, mpodeccop;

Paobix TaTbsina BukropoBaa — neguatp Boiciieit kareropuu @I'BY «PHI BTO um.
Axkan. I''A. Unuzapoa» M3 PO, r. Kypras;

Padbix Cepreii OuieroBU4 — TpaBMaToJIOr-OpTONE] BbICIIEH KaTEropuw,
PYKOBOAMTENb KIMHHUKHU IATOJIOTMM TMO3BOHOYHMKA U penkux 3aboneBanuii ®I'BY «PHI]
«BTO» um. akan. I'.A. MinwuzapoBa» MunznpaBa Poccuu, r. Kypran, aupekrop 1o
00pa30oBaHMI0 B  HANpPaBIEHUU  «OPTOMEIUS»  POCCUMCKOrO  IPEACTaBUTENbCTBA
MEXIYHAPOJHON acColMali CHUHAJIBHBIX XHpyproB AOQOSpine, 4ieH accOUanuy IO
uzydeHuro wmeroga MmmzapoBa ASAMI Poccusi, uneH Bcepoccuiickoro oOmiecTBa
TPaBMAaTOJIOrOB-OPTOIEN0B, JOKTOP MEJI. HayK;

CasBa Haraabs HukosiaeBHa — J0LIEHT Kadeapbl OHKOJIOTHH, T'€MaTOJIOTUH U
aydyeBoit Tepanuu ['BOY BIIO «PHUMY um. H.M. IluporoBa Munzapasa Poccumy,
3aMECTUTENb IJIABHOIO BHEMITATHOIO CIHELMAIUCTA 10 MAJUIMATUBHONM IOMOIIM JETCKOMY
HACEJICHUIO, KaHIUAAT Mel. HayK;

Caun Imutpuii MuxailioBu4 — HEHpOXUPYpPr, TPAaBMATOJIOr-OPTOIE, 3aB. 3aB.
TPaBMAaTOJIOr0-OPTONEINYECKUM OTAeIeHHeM NeQ KIMHUKM MaTOJIOTUH MO3BOHOYHHKA U
penkux 3aboneBanuit ®PI'bY «PHIL «BTO» um. akan. I'.A. Nnuzaposa» Munsapasa Poccun,
KaHIuAaT MeJ. Hayk, I. Kypran;

Canero Esena OpbeBHa — HEBpOJIOT, OTACICHUE NMAUIMATUBHON MOMOIIUA JETAM
I'AY3 CO «O6nactHas aeTckas KIMHUYecKas 0oabHULay, r. ExatepunOypr;

Cy60oTun [Amutpuii MuxaiisioBuu — resetuk, ®I'BHY «Menuko-reneTnyeckuii
Hay4HbI neHTp uM. akagemuka H. I1. boukosay;

CyciioB Bacunuii MuxaiijioBU4 — HEBPOJIOT, aCCUCTEHT Kadeaphl peadMInTOIOTUN
OIl u AIIO, ®I'BOY BO «Cankt-IlerepOyprckuii rocyaapcTBEHHBIM IMeauaTpUYeCKuil

MEIULUHCKUHN yHUBEpcUuTeT» Mun3npasa Poccuu;
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Tozmmsan Eaena BacmiabeBHa — jnerckuili sHaokpunosnor, OCII Hayuyno-
MCCJIEZIOBATENIbCKUI KIMHUYECKUN UHCTUTYT neauarpuu uM. 10.E. Benstumesa ®TAOY BO
«PHUMY UM. HU.IIUPOI'OBA» M3 P®, kanauaat Me. HayK;

TperbsikoBa AHacracusi HukoaeBHA — aHECTE3UOJIOI-PEAHUMATOJION BBICIIEH
KaTerOpHvH, PYKOBOJIUTEIb CIYKObI JTETCKOW aHECTe3WOoJoruu U peanumarosiorun PI'BY
«Hay4Hbll IEHTp BOCCTaHOBUTEIBHOM TpaBMaToJIOTUU U oproneaun» um. I'.A. Unuzaposa M3
P®, r. Kypras;

@exucToB JMuTpuid AJiekcaHApPOBMY — Bpad TpaBMarojor-opronen; OCII
HayuHno-uccnenoBarenbCckuil KIMHAYECKU MHCTUTYT neauarpun um. FO.E. Benbpruiuesa
OI'AOY BO «PHUMY UM. H.U.ITMPOI'OBA» M3 P®;

®uiaaroB Erop IOpseBuu — Bpad TpaBMATOJOT-OPTONE] KIWHUKH MATOJIOTUH
MMO3BOHOYHMKA M penkux 3adoneBannii ®I'BY «PHI «BTO» um. akan. I'.A. MiauzapoBa»
Mun3sapasa Poccun, r. Kypran;

ITadunukuii Bacuimii AnapeeBHY — Bpay-IyJIbMOHOJIOT, JOIEHT Kadeapsl
nyasMoHosorun IO ®I'AOY BO «PHUMY M. HU.IIMPOI'OBA» M3 P®, skcnept
6narorBopurensHoro Gouaa «KuBu ceituacy, KaHIUIAT MEJl. HAYK;

Mykmuna Jlapuca AmHaTOJBeBHA — T[I€AUaTp, 3aBEAYIOIIAs OTAEJIICHUEM

MajuIMaTUBHOM momomM feTsiM  OO07JacTHOM  JETCKOM KIIMHUYECKOW OOJBHHUIBI, T.

ExarepunOypr.
Kounukt nuaTepecos:
Anncumona ura BaguMoBHa Her
AprembeBa Cgetrnana | OOpa3oBaTesibHbIE TPAHTHl U TOHOPAPHI 32 JIEKIUU
BbponuciaBoBHa or kommnaumii SlHcen Cwmmar, Pom, PTC 1o

pobeMaM HEPBHO-MBIIIIEUHBIX 3a00JIeBaHUM

VYperynupoBanue KOH(pIMKTAa — HE HMEeT
(bMHAHCOBBIX MHTEPECOB B yKa3aHHBIX KOMIAHUSIX,
HE  ydacTBOBaJa B  HAlMCaHUM  pasjena

«IlaTorenernyeckas TCpaung»

benoycosa Enena JImutpueBna I'onopap ot komnanuu Ancen Cuiiar 3a JIEKIUIO
VYperynupoBanne KoH(PIUKTA — B JICKIIUH

00CyX1aHCh TOJBKO BOMPOCH quarHoctuku CMA

Bnonasen Jimutpuii BnagumupoBuu | ['aBHBIN UCCIe10BATENb B MEKIYHAPOIHBIX
KIIMHUYCCKUX MTPOTOKOJIaX CO CIIOHCOPCTBOM
kommanuii PTC Therapeutics, F. Hoffmann-La
Roche, Novartis, Biogen, NS Pharma, Sarepta
Therapeutics, Pfizer, Avexis.
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I'onopap 3a nexuuu ot kommnaunuit PTC
Therapeutics, F. Hoffmann-La Roche, Janssen,
Novartis, [Tuk-dapma.

VYperynupoBanue KoH(pIUKTA HE HMEeT
(bMHAHCOBBIX UHTEPECOB B YKa3aHHBIX KOMIAHUSIX,

HE  Yy4YacTBOBaJl B  HAIMCAHMM  paslena
«Ilarorenernyeckas tepanus»

Bounbckuii ['puropuit bonucnaBosuu | Her
I'epmanenko Ogbra FOpreBHa Her
I'posnoBa Omnbra CepreeBna Her
I'yzeBa Banentuna llBaHoBHa Her
Wxesckas Bepa JleonunosHa Her
Nnpuna Enena CrenanoBHa Her
3a0HeHKOBa Bukropus | Her
Brnagumuposna

Kenuc Bnagumup Mapkosuu Her
Kucenes Anton BsiuecnaBoBuu Her
Kokopuna AnHa AnekcaHapoBHa Her
Konecos Cepreii BacunseBnu Her
Komaposa Okcana HukonaeBHa Her
Kysenkosa Jlronmuna Muxaitnopaa | Her
Kypb6atos Cepreii AnekcanapoBuy Her
Jleonuyk Cepreit CepreeBuu Her
Mengenesa Ceernana HukonaeBHa Her
Ounposa [Tonuna BsauecnaBoBHa Her
[ToneBnuenko Enena Bnagumuposna | Her
[TonkoB JIMuTpuii ApHOIBIOBUY Her
[Tonsaxos Anexcanap Bnagumuposuu | Her
[Ipokonwes ['ennanuit 'epmanoBuy | Her
Penuna Csernana AdaHnacbeBHa Her
Pynenko Imutpuii Uropesuu Her
Psa0bix Tarbsina BukTopoBHa Her
Ps6s1x Cepreit Onerosuu Her
CasBa Haranbes Hukomaesna Her
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CauH J[Imutpuii Muxainosuy Her

Canero Enena OpbeBHa, Her
Cy660otun IMutpuit MuxaitiioBuu Her
Cycnos Bacunuit MuxaitnoBuu Her
To3znusH Enena BacuiibeBHa Her

TpetpaxoBa Anactacust Hukomnaesna | Her

DekmcToB HJmutpunt | Her
AnekcanpoBuy
®unaros Erop KOpbeBuu Her

[Itabuunkuit Bacunuii AugpeeBud I'onopap ot komnanuu Axncen Cuiar 3a JIEKIUIO
VYperynmupoBanue KOH(IUKTa — B JICKIHUH
00CYXIaJIUCh TOJBKO BOIMPOCHI PECIUPATOPHOM

noanepxxku npu CMA

[ykmuna Jlapuca AnatonbeBHa Her

Ipuioxkenue A2. MeronoJiorusi pa3padoTKu KIMHUYECKUX PEKOMEHAaluil

IleseBasi avaiuTOpHs AaHHLIX KIMHUYECKHX PEKOMEHTAIIMI:

1. Bpauu: reHeTHK, HEBPOJIOTH, OPTOIEBI-TPABMATOJIOTH, HEHPOXUPYPTH, MEUATPBI,
AQHECTE3UOJIOTU-PEaHUMATOJIOTH, TaCTPOIHTEPOJIOTH, JUETOJIOTH, ITyJIBMOHOJOTH, IETCKUE
KapJIMOJIOTH, Bpauu JIe4eOHON (PU3KYIbTYPHI U Bpaun-(pU3NOTEPAIIEBTHI.

2. CtynenTtsl MetuuuHCKUX BY30B, OpIuHATOPHI, aCIUPAHTHI.

Metoabl, ucHoOJb3yeMble IJs1 cOOpa/celeKIUM 0KA3aTeJbCTB: TOHUCK B
AIIEKTPOHHBIX 0a3ax JaHHBIX.

Onucanme MeETOAOB, HCHOJB30BAHHBLIX /I OHNEHKHM KadecTBa MW  CHJIBI
A0KA3aTeNbCTB: JOKa3aTeabHON 0a30i [Jii PEKOMEHJIAIMKA  SBIISIFOTCSA  MyOJIMKAIIAH,

Bouemue B KoxpeliHoBckyto 6ubnuoreky, 6a3pl nanubix MEDLINE u PubMed.

I'ayouna nmoncka — 10 net.
MeToabl, HCIOJIb30BAHHBIE /ISl OLEHKH Ka4eCTBA H CHJIbI I0KA3aTEJIbCTB:

® KOHCEHCYC JKCIIEPTOB;
® OII€HKa 3HAYMMOCTHU B COOTBETCTBHH C PEUTHUHIOBOW CXeMOH (cxema Impujaraercs).

MeToabl, HCTIOIb30BAHHBIE IJI51 AHAIN3A I0KA3aTEeIbCTB:
e 0030pHI ONTyOJUKOBAaHHBIX METa-aHAIN30B;

® CcHCTEMaTHYEeCKHEe 0030pbI C TAOIUIIAMH JTOKA3aTEIIHCTB
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Onucanue METOA0B, UCITOJb30BAHHBIX IJIfl AaHAJIN3Aa J0Ka3aTECJIbCTB

I[Ipu otbOope mnyOnuKanmii, Kak TMOTEHIUAIBHBIX HWCTOYHUKOB JIOKA3aTEIbCTB,
UCIIOJIb30BaHHAS B KaXJIOM HCCIICIOBAHMH METOJOJIOTHS H3y4aeTcs JUIsl TOro, YTOOBI
yOemuThCs B €€ BAIUAHOCTH. Pe3yiabTaT M3ydeHHS BIMSECT Ha YPOBEHb JOKa3aTeNIbCTB,
IPUCBaMBACMbIH MyOJIMKAIIMK, YTO B CBOIO OYEpEe/b, BIMACT Ha CHIY peKOMeHmanui. s
MHUHHUMHM3AIAA OTEHIMAIBHBIX OIIMOOK Ka)KI0€ MCCIIEIOBAHUE OIEHMBAJIOCH HE3aBHCHMO.
JIroOble pa3nuuusi B OIIEHKAaX OOCYKJAJMCh BCEW TPYIONW aBTOPOB B MOJHOM cocTase. Ilpu
HEBO3MOXKHOCTH JIOCTH)KEHUSI KOHCEHCYCA MPUBJICKAJICS HE3aBUCUMBIN 3KCTIEPT.

B IMaHHBIX KIMHUYECKHX PEKOMEHANUSX BCE CBEACHHS PaHXKUPOBAHBI 10 YPOBHIO
JIOCTOBEPHOCTH (H0Ka3aTenbHOCTH) Wi Y /[Jl B 3aBUCHMMOCTH OT KOJIMYECTBA U KadecTBa
UCCIICIOBaHMIA 110 JaHHOM pobaeme (Tabnuna 3 u Tabuuna 4).

Taomnuua 3

Hlk ama oumwuenwnxku YA guasgs auarHOCTHYE CKHEKX

BMelmlaTeJdbCT BX*

MNepapxusd I 43 allHOoB KJHUHHUUYIE CKHX
YHAHdluccaengoBaHUH II o y OB B aHUIIO YV DPOBHGZH
IOCTOBEpPHOCTH AOKaszaTeabcTB oT 1 g0 b
CucrtremMmarTuuecKue o0630pH HCCJaJe€egJO0BaHUU
c KoHTpoaeM pedepeHCHBM MEeTOJLOM HJHU
1CHCTeMaTquCKHP’I o6 300D
PaHJOMUI3HUDPOBAAHHE X KJHUHHUYUECKHEZX
uccaepgoBaHUuH c NpUMEHEeHUEM MeTa-
aHaJ a3 a
OTnenbHBEe HUCCJAEeTJOBaAaHHUSI C KOHTDOJIEM
pedbepeHCHBM MeTO/JOM UJHu OTJAeJbHE e
PaAaHJOMUI3HUDPDOBAaHHTEe KJHUHUUIYECKHEe
2HCCH€AOBaHHH U cucTeMaTHUIeCKHEe
0630pH HCcCaegoBaHUNH aAWOOro JaJHU3aWHa,
3 a UCKJAIOY e HU €M DPaHTOMUHI3HUDOBAaHHEB X
KJHUHMUUYUE CKHX unccJaepgoBaHH, C
NpHMeHeHUEeM MeTa—-aHaJ a3 a
MccnenoBaunug ©O6e3 mocaegoBaTeabHOTO
KOHTDpPOUJU A pedbepeHCHBM Me€eTO/JOM UJu
nccaepgoBanusgs ¢ pedepeHCHBM MeTO/JOM,
3He S BJSIOUHUMC S He 3aBUCHUMBM oOT
nccaegyemMoroO MeTO/Haa UJHu
HepaHJOMMUI3UDPOBAaHHEE CpPaBHUTEJADb HH €
uccaegoBaHUSI, B TOM dYHCJA€e KOTODTHEE®e
HccJaegoBaHUSH
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4HeCpaBHI/IT€JIbeI€ uccJaejgoBaHUIH,
ONMUCaHUeEe KJUHHUYEeCKOTIro CJAy4Yasd
5I/IMeeTCH JUIIb OOOCHOBAHMHUE MeXxXxaHHWI3Ma
neHcTBUSIS UJAJU MHEeHHUE dKCcCIIepTOoaB

Tabnmura 4
[k a a a onpegeadaenusa YA nguas4 Jedye O HEL X,

peabuguTallidoHHE X,

BMelllaTeJdbCTB*
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Jlanee onpenensiics ypoBeHb YOSAUTEIHPHOCTH PEKOMEHIAIN — Tabnuia 5

Tabnuma 5
[lkana omnpenenenus YYP s TuarHOCTHYECKUX, JIEYEOHBIX U MPO(PHUIAKTUIECKUX
MEPONPUITHIA™.

Yvyp

Pacmmmdposka
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CunbHas pexkoMeHJanus (Bce paccMaTpuBaeMble KPUTEPHH APPEKTUBHOCTH
(ucxonpl) SBISIIOTCS  BaXXHBIMH, BCE HCCIENAOBAaHUS MMEIOT BBICOKOE WIIH
YIOBJIETBOPUTEIBHOE METOL0JIOTHYECKOE Ka4eCTBO, UX BBIBOJbI [I0 HHTEPECYIOIINM
1CXO0/1aM SIBJISIFOTCS COIIACOBAHHBIMMU )

YcioBHas pexkoMmeHJanus (HE BCE paccMaTrpuBaeMble KpuTepud 3((HEKTUBHOCTH
(ucxonpl) SBISIOTCS BaXKHBIMHM, HE BCE MCCIIEJOBAHMUS HUMEIOT BBICOKOE WU
YIOBJICTBOPUTEIBHOE METOAOJIOTUYECKOE KAayecTBO W/WIM HMX BBIBOABI IO
MHTEPECYIOIIMM UCX0JIaM HE SIBJISIFOTCS COITIACOBAHHBIMMU )

Cnabas pexomeHnanusi (OTCYTCTBHE JOKa3aTeNIbCTB HaJUIEXkKAlllero KauyecTBa (Bce
paccMmarpuBaeMblie KpuTepuu 3H(HEeKTUBHOCTU (MCXOIbI) ABISIOTCS HEBAXKHBIMH, BCE
MCCIEAOBAaHUSI MMEIOT HHU3KOE METOJIOJIOTHYECKOE KadyeCTBO M HX BBIBOJBI IO

WHTCPCCYIOINUM UCXOAaM HE ABJIAIOTCA COFJIaCOBaHHBIMI/I)

* Matepuaiibt TSt pa3paboTKu KIMHUYECKUX pEKOMEH Al
https://rosmedex.ru/kr/reco
IMopsinok 00HOBJIEHUS] KIMHUYECKUX PEKOMEHIaMH.

Mexanu3sm OOHOBJIEHHMS KIMHHYECKUX PEKOMEHJAIMi MpeaycMaTpuBaeT HX
CHCTEMATUYECKYIO AKTyaJIU3alHUI0 — HE PEKE YEM OJMH pa3 B TPU 0J1a, @ TAKXKE P MOSIBJICHUN
HOBBIX JaHHBIX C MO3ULHUH J10KA3aTE€IbHON MEAULUHBI [0 BOIIPOCAM JUArHOCTUKH, JICUCHUS,
npoQUIAKTUKA W PEaOWIMTANNK KOHKPETHBIX 3a00JICBaHMN, HAIMYUH OOOCHOBAHHBIX
JIOTIOTHCHUI/3aMeuaHuil K panee yrBepknéaubiM KP, HO He yame 1 pa3a B 6 MecsIieB.

IMpunoxenue A3. CnipaBo4yHble MaTepUaJIbl, BKJIKYasd COOTBETCTBHUE
MOKA3aHMH K NPUMEHECHUIO M NPOTHUBOINOKA3aHNH, CIIOCOO0B IPUMEHECHUS U
103 JIEKAPCTBEHHbIX IMpPeENaparoB, MHCTPYKUUM 10 IPUMEHEHUIO
JIEKAPCTBEHHOI'0 Ipenapara

1. Ilpuka3 Munsapasa Poccuu (MunucrepctBo 3apaBooxpanenuss P®) ot 13 oktsa0ps
2017 r. Ne804H "Ob YTBEPXXIEHNN HOMEHKJIATYPbI MEAUIITMHCKUX YCIIVI

2. Ilpuxa3z MunucrepcrBa 31paBooxpaHeHusi PO or 7 oxtsaops 2015 r. Ne 7001 "O
HOMEHKJIATYpe CIIENUAIBHOCTEH CIENUAINCTOB, HWMEIONMUX BBICIIEe MEIUIIMHCKOE U
dapmareBTuyeckoe oopazoBanue”

3. Ilpukaz MunuctepcTBa 3apaBooxpanenust Poccuiickoit ®deneparun ot 14 nexabps
2012 r. Ne 10471 "O6 yrBepxaenun llopsaka okazaHuss MEAMIMHCKONW MOMOIIM JIE€TSM IO
npodwito "HeBponorus"

4. VIHCTpyKIHMSI TO NPUMEHEHHUIO JIEKapCTBEHHOTO Iperapara HYCHHEpCeH*™ oT
19.08.2019 JIII-005730, pmoctynHO Ha BeO-moprane ['ocymapcTBEHHOro — peecrtpa
JICKApCTBCHHBIX CpCACTB 1o
cewuike:http://grls.rosminzdrav.ru/Grls_View v2.aspx?routingGuid=53afdec7-1b35-4583-
bb11-d5f7¢c5d2546a&t=
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IIpunoxenue b. Anropurmsbl JeiicTBUil Bpada

1. Aaroputm quarsoctukn CMA 5q

Nopo3pexue

Ha CMA?

OnpegeneHne KoJsmMyecTBa

Konwuit ak3oHoB 7 1 8 SMN1

0 Konui

1 konua

>2 Konui

JMarHoCTUKa HOCUTENbCTBA

y poautenei

Yuecno konuin SMN2

I

[MarHoCcTnKa oC0XKHEHN
CO CTOPOHbI AbIXaTe/bHOM,
OMOPHO-ABUraTeNbHOI,
nULLEeBapUTENbHOW U Ap.

cucrem

[vnarHos noarsep:AeH

93

CekseHvupoBaHue SMN1

y

KposHoe
pogactso?

Apyroe

3abonesaHne?

SMI, SHMT, KoK,
naHesbHOe UCCNeAOBaHue,

CeKBeHupoBaHue




2.AJIFO[)I/ITM TAKTHKH OPTONEINYEeCKOi TAKTHKH JAHMATHOCTHKH M JieYeHHs CK0JH03a Y

nanuenta co CMA 59

MNopo3peHne  Ha
ncKkpueneHue?
(KNMHMYECKKit
ocmoTp)

PeHTreHorpadus no3BoHOYHOrO

ctonba

HabnogeHne

Kakos yron
MCKPUBNEHUA NO
Kob6v?

>15-20°

PaccmoTtpeTb  xupypruyeckyto
KopceTupoBaHue KOpPEKLMIo

KOHTpOANb +

. Het
HabnoaeHue Cdopmmuposanca nu
ckenet?

KOHTPO/Ib

MeTtop, «PacTyLLmX

CnoHgunoaes ctepHeit», VEPTR,

MarHuUTHble CTepPXHU
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3. AJIropuTM pecnupaTopHoOi MOAAePKKH V NallHeHTa

co CMA 5¢g

He cngut camocrosaTenbHO

AKTUBHbI nouck AH
(kawnesan ¢yHKuma, PtCO2, PetCO2,

1ccnef0BaHUA BO BPEMS CHA)

MocTypanbHbI MaccaXk, MexaHUYeCcKui

oTKawnueatens u HUBJI

MOHMWTOPUHT ra3o0bmeHa, *KenyaoUHo-
NULLEBOAHOTO pedntokca,

rnoTaTesibHON GyHKLUK

KakoBO ¢yHKLMOHaNbHOE

cocToAHue?

CnaunT camMocToATeNbHO

Mowuck AH
(kawnesan yHKUMA, cnMpomeTpus,

nccnenoBaHUA BO Bpemsa CHa)

HalipeHa
AblxaTenbHas
HEA0CTaTOMHOCTb?

XoauT camocToATeNbHO

dakTopbl pucka?
(MHdbekumm BAM, anHo3

n rVII'IOBeHTMJ'IﬂLl,MH)

HabntopeHne

[OH = apixaTenbHaa HeAOCTAaTOYHOCTb,

PtcO2 = TpaHcKyTaHHas Ny/NbCOKCUMETPUA
napuuanbHoe pasneHne CO2 B
KOHLLe CMOKOMHOro Bbl40Xa

PetCO2
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4, AaroputM npeacumoromMarndeckon repanuu CMA 59

CKPUHUHT

HOBOPOXAEHHbIX

MoaTeepskAatOLWLMIA TeCT

'

Yucno Konui

SN2

v

v

v

1 konua SMIN2

BeposaTeH 0 Tvn CMA

2 konuun SMIN2

BeposaTeH 1 Tn CMA

3 konun SMN2
BeposTeH 2/3 Tvun CMA

4 konumn SMN2
BeposTeH 3/4 Tun CMA

I

JleyeHue B cyyae UCTUHHOMN

[LOKIMHUYECKON CTagmnn

MaToreHeTnyeckan Tepanua

HabntoaeHwe,
nevyeHune npu

BO3HWKHOBEHUU CUMIMTOMOB
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Hpuioxenue B. Undopmanus 1 nanueHTa

Y10 TaKkoe CMUHAJIbLHASI MbIILIEYHASA aTPO(l)I/IH?

CrnuHajibHast  MBIIIEYHAas

arpous

(manee CMA) 3TO TEHETHUYECKOE,

nporpeccupyloliee, HHOTIa CMEpTeNbHOEe HEPBHO-MBIIIEYHOE 3aboneBanue. Hecmotpst Ha 1o,

YTO HOBBIE CIy4aW BCTPEYAKOTCS JOCTATOYHO PEAKO, MHOrHWeE Jitoau kuByT co CMA. CMA

nopaxaeTr IpuMepHO OJAHOTO U3 6-10 ThICSY JeTel U SIBIAETCS BEAYIIEH B MUPE T€HETUUYECKON

IpUYMHON cMepTu feteit 10 2 ner®. HeszaBucumo oT Tsxectu, Bce mogu co CMA Tepsior

JIBUTaTEIbHBIC (1)yHKI_[I/II/Il.

CMA 00bIYHO MOAPA3AeIsSIOT HAa 4 OCHOBHBIX THNA®:

CMA 1 tuna

[TposiBnsiercss B Bo3pacTe 10 6 Mec.
[Ipu ecrecTBEHHOM pa3BUTUU 3a00JECBAHUS
JIeTH  HE  JIOCTHTaloT  CIIOCOOHOCTH
IIEPEBEPHYTHCS WM CUIETh, a OXHUAaemast

MMPpOAOJIDKUTCIIBHOCTb KU3HU COCTABJIACT <2

CMA 2 tTuna

IIposiBnsiercst B Bo3pacte oT 6 10 18

MCCAIICB. HpI/I CCTCCTBCHHOM  pa3BUTHU

3a0071eBaHus JACTH HC JOCTHUTI'alOT

CIIOCOOHOCTH XO0AUThb, MOXKCT Tpe6OBaTLC${

MOCTCIICHHO TCPAOT NMOABHUKXHOCTb, MHOI'A

U CITIOCOGHOCTD XOIUTH:

HUCIIOJIB30BaHUC MOTOpI/I3OBaHHOI71
.]'IG:T8 9] 1
MHBAJIMIHOU KOJISICKU
CMA 3 tTuna CMA 4 tuna
I[I/IaFHOZ% MOXET BO3HI/IKHyTb BIIJIIOTH I[I/IaFHOZ% 06LI‘{HO yCTaHaBHI/IBaeTC}I B
o MOJIPOCTKOBOTO BO3pacra. IIpu | 3penmom  BO3pacte. llpu ecrecTtBeHHOM
CCTECCTBCHHOM paSBI/ITI/II/I 3360H€BaHI/I${ I10CJIC paSBI/ITI/II/I 3216OJ'[€BaHI/I5I JIFOAN MOFYT
nepnoz[a HOpMaJ'H)HOFO pa?;BI/ITI/ISI JIFOAN | UCIIBITBIBATH YMepeHHBIC ABUT'AaTCIIBHBIC

HapyIIEHHs ¥ MBIILIEYHYIO CTa6oCTh!
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Ipu CMA Bo3uukaer aucyHKUMsT MHJIH THOeJb O-MOTOHEHpoHOB!. o-
MOTOHEHPOHbI CIUHHOIO MO3Ira MHHEPBHPYIOT CKeJeTHble MbIINIbLI M OTBEYAKT 3a

COKpalll€eHUuE MbIIIII.

H3-3a HenocTaTka ocodoro 0enka — 6eaxka SMN — npu CMA Bo3HHUKaeT rudeJib a-

MOTOHEHPOHOB
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Beaox SMN HeoOxoaum i1 (YHKIIMOHMPOBAHHMS MOTOHEHPOHOB B CIHHHOM

Mmo3rel!

B cuHreze Oenka SMN

6

Y4acCTBYIOT 2 T€Ha

SMN1

o Hctounuk maioro
OCHOBHOI UCTOYHUK

KOJINYECTBA
oenka SMN

(yHKIMOHAIIBHOTO OesKa

IIpu CMA koauyecTBO cuHTe3npyemoro Oeaxka SMN HexocTaToyHO 1Js
BbI)KHBAHHs HEHiPOHOB

*3abosnieBanne CMA BbI3BaHO Jenenuei nian myrauueit resa SMN1, uro npuBoauT k
CHIKEHHIO ypoBHs Gemka SMN*
*Ecimn rer SMN1 He paboTtaeT, eJMHCTBEHHBIM UCTOUHUKOM Oesika SMN cTaHOBHTCS

res SMN2, 0iHaKO OH HPOM3BOAMT HEJOCTATOUHO (yHKIMOHATEHOTO Gemka SMN®

CHuxKeHume akcnpeccum SMN CHUKeHune KosmuyecTBa

SMN1 SMN2

L
O

@
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Kak nposiBiisiercsi cimHAJIbHAS MbllIeYHasi aTpodusi y pedenka?

Y KaxIoro manuMeHTa CcO CIMHAIBHOM MBIMIEYHOH aTtpoduell uMeEroTCs
WH/JVBHIyaJIbHbIC HAPYLICHUS, 4 CHMIITOMBI MOT'YT Pa3JIM4aThCs B 3aBUCUMOCTH OT BO3pacTa
Hayaua U TsKecTd 3a0oisieBaHMs. JeTH MOT'yT UCHBITBIBATh IPOTrPECCUPYIOILYIO CIa0O0CTh B
MBIIIIAX, PACHIOI0KEHHBIX OJIMXKE K LIEHTPY Teja, TAKUX KaK Iuiedu, Oesipa u Ta3. MoryT Taxke
TIOPAKATHCS MBIIIIIBI, YIACTBYIOIIHE B AGIXAHUH U TIOTaHUM.

CruHanmpHast MbIIieyHas aTpoQust HE BIUSET Ha HEHPOHBI, OTBETCTBEHHBIC
untemiext. 101

Yrto Hy:kHO 3HATH 0 TeHe SMN27?

Y Bcex OONBHBIX CHUHAIBHON MBIIIEYHON aTpoduell uMeeTcss XOTs Obl OJUH
«pe3epBHBIA TeH», kKoTopblid Ha3piBatOT SMN2. Ctpyktypa rera SMN2 nomobHa cTpykType
rera SMN1, HO TobKO HeOOMbIIAas YacTh npoaynupyemoro um o6emka SMN (10%) sBasiercs
MOJIHOCTRIO  (DYHKIIMOHANBHOW. JTOro KojudectBa Oenka SMN  HEIOCTaTOYHO  JUIS
TIOJIepKaHHs BEDKHBAEMOCTH MOTOHeipoHoB. 1214

KomnyectBo renoB SMN2 moxer ObITh pa3HbIM; Oousbliee yuciao komuit SMN2
CBSI3BIBAIOT C 6OJIee HU3KOH TAKECTHIO CUMIITOMOB CITMHANBHOM MBIIIEUHO# aTpodun, 1418

[Tockonbky 3a0oJieBaHUE TPOSBISETCS CAMBIMU PAa3HBIMA CHMIITOMaMH, TIO YHUCITY
koruit SMNZ2 cTemeHp TSHXKECTH TIPOTHO3HPOBATH CIOXKHO. [IpW STOM  CIIeUAIHCTHI
PEKOMEHIYIOT TIpU MPHUHATHH pPElIeHus 00 OKa3aHUH MOMOIIM YYUTHIBATh HE TOJBKO YHUCIO
koruit SMN2, Ho 1 QYHKIMOHAJIbHbIE CTIOCOOHOCTH pebenka.t’

Kak npoucxoaut HacjienoBaHue CIMHAJbLHON MbIlIeYHOi aTpodun?

CrimHanbpHas MBITIIEYHAs aTpO(pUsI — ayTOCOMHO-PEIIECCHBHOE 3a00JICBaHIE, TO €CTh
pPHUCK 3a00JIeTh MOSIBISIETCS Y peOCHKA B TOM cliydae, €Clid OH YHACJIEAyeT MO OJHOMY T'€HY
SMN1 ¢ myTanusimu oT Kaxkaoro poautens. Eciu pebeHok yHacIeyeT Bcero oiuH 1e(heKTHhIN
rer SMN1, oH cunrtaercst «HOcHTeaeM». HOCHTENN He IMEIOT CHMIITOMOB 3a0oieBanus. '8

Ecim B cemeitHOM aHaMHe3€ eCTh CIIMHATbHAS MBIIICUHAs aTpodus, To Bamy maHcsr
OKa3aThCs HOCHTENeM OyayT Bbimie cpenHero. [Ipu NpUHSATHM pelIeHUH, CBS3aHHBIX C
TUTAHUPOBAHUEM CeMbH, Bam mose3Ho OyeT MpoKOHCYIbTHPOBATHCS CO CBOMM BPadOM.

Kak qauarnocruposars CMA?

Bpau-reneTuk uim Bpau-HEBPOJIOT MOTYT HA3HAYUTh T€HETUYECKUI aHaIN3, KOTOPBIA

MO3BOJIUT TIOJITBEPIUTH JIMOO UCKITIOUUTE 3a00JICBaHHE.
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C nenpro MOATBEPKIEHUS OUArHO3a IMPOBOAST MOJIEKYJISIPHO-TCHETUYECKUN aHAJIN3
kpoBu. OH TOKa3bIBaeT, UMeeTcs Ju y nanuenta myrtamus B rene SMN1. Kpome toro, HyxHO
ONpeenuTh YicIo Konuii rena SMN2.Y

MoryT OBITh Ha3HAY€Hbl U APYrHe AUArHOCTUYECKHE HCCIICOBAHUS, B TOM YHCIIE
JIONIOJIHUTEIIbHBIN TI'€HEeTHUECKUH aHalu3, 3JeKTpoMuorpadus WIM aHAIU3 KPOBU Ui
U3MEpPEHUS] YPOBHS KPEaTMHKUHA3bl. DTH MCCIEAOBAaHUS HE MOTYT C BBICOKOH TOYHOCTHIO
noaTBepAnTh Auarao3 CMA, 01HaKO MO3BOJISIOT HCKITIOYUTD APYTHe MOXO0KUE 3a00JIeBaHHSI.

KoMmmiiekcHbIH MOAX0A K OKa3aHWI0 MEIMUMHCKON MOMOIIH, B KOTOPOM
Y4YacTBYIOT CIIELUAIUCTBl CAMOT0 pa3HOro Hpoduiis, MOXKET IOMOYb YIY4IIUTh oOliee
COCTOSIHHE 3/I0POBbS H BBIKUBAEMOCTh

ACNeKToB MEIUIIMHCKOM IOMOIIM MHOIO, M POAUTEISIM COBMECTHO C BpPaYOM
OpPEJCTOMT IPUHHUMATh pa3Hble pELIeHHs, TaK KaK y KaXKAOro peOeHKa CHUMITOMBI
IPOSBIAIOTCA I10-CBOEMY. YUWTBIBas, 4YTO Kaxibpld nanueHT co CMA nmeer pasHble
CUMITOMBI U MPOSIBIIEHNUS, WIEHbI KOMaH/bl U CTEIIEHb UX BOBJIEUYEHHOCTH MOT'YT MEHATHCS B
3aBUCHUMOCTH OT TOTPEOHOCTEH M OOCTOATENLCTB. POIMTENsIM Kak TJIABHBIM WICHAM ITOU
KOMaHJbl PEKOMEHJYeTCsl TECHO COTPYJIHHYaTh C BpPayOM CBOEro pedeHKa, uTOOBI
chopMHpOBaTh KOMaHAY [0 OKa3aHHIO MOMOIIM, KOTOpas JIy4llle BCEro MOAOHAET JUIsl HUX U
ux cempu.t’

AbixaTtenbHas ¢Qynknus. [loMomps mJis TOAAEPKKH  ABIXATEIbHOM (PYHKITUU
3aHHMMAeT LIEHTpaJIbHOE MECTO B BeleHuH nanueHToB co CMA. M3-3a cnabocTu MbIII TPYAHOM
KJIETKH MOXET CHUXKAThCSl CIIOCOOHOCTh A(PPEKTUBHOIO JBIXaHUS U OTKAIUIMBAHUS, OTYETO
TIOBBIIAETCSA PUCK HHbeKIwH.?

HeunBasuBHas nckycctBeHHasi BeHTUsAus Jerkux (HMBJI) — meroasl, koTopbie
MO3BOJIAIOT MUCKJIKOYHMTh MWJIM OTCPOYMTh HWHBAa3MBHOE BMeWIATENbCTBO. (CrnenuanbHas
amnmaparypa, Takas Kak annapaT AByX()a3HOH BEHTWJISILIMU C MOJOXHUTEIbHBIM JIaBJICHUEM B
neixaTenbHbIX myTax (BiPAP), obecrieunBaeT mocTOSIHHBINA MPUTOK BO3/lyXa B JIETKUE Yepe3
MAacKy, 3aKpbIBAIOLIYIO POT W/UIM HOC. B TOMalIHUX yCIOBHSIX MOKHO TaK)Ke UCIOJIb30BaTh
OTKAIIlJINBATENb.

VHBa3uBHAs MCKYCCTBEHHAs! BEHTWISILMA JIETKUX oOecrieynBaeT 6e30MacHylo nojgauy
BO3[lyXxa B JIETKHE 4Yepe3 HHAOTpaxealibHyl0 TpPYyOKy, BBEIEHHYIO dYepe3 pOT MalueHTa
(uHTYOalMs), WU HENOCPEICTBEHHO B Tpaxel uepe3 HeOONbIIOe pacceyeHHe B Iiee
(TpaxeoTomus).

Optoneausi. Cxonno3 (MCKpUBIEHHE IO3BOHOYHMKA) — PpaclpoCTpaHEHHAs

npobiemMa y JeTel co CNHUHAIBHOM MBIIIEUYHOM aTpodueil, o0ycIOBICHHAs MBIIICYHON
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ciabocTbro. OpTones MOKET MOPEKOMEHJI0BAaTh MPUMEHEHHE CPEJCTB IOJAEpKaHUs 03kl
(OpTe3MpOBaHKE) UM XHUPYPTHIECKYIO KOPPEKIUIO CKOIMo3a. 1

Muranue. M3-3a MprmeyHoii cimaboctu aetu co CMA MOryT TepsTh CIIOCOOHOCTH
JKEBATh U TJI0TaTh. BO3HMKAET PUCK BABIXAHUS IHUILK U KUAKOCTU B JIETKHE BO BPEMS €1bl U
pasBUTHs PEeCHUPATOPHbIX MH(eKknuid. Poaurenn u Bpaum MOryT NpUHATH pELIEHHE 00
YCTAaHOBKE BPEMEHHOI'O MWJIM IIOCTOSHHOIO 30HAAa C ILenblo olecnedeHus pedeHKa
HEOOXOAMMBIMH TIHIIEH U KUAKOCTHIO.'® 30HIBI OBIBAIOT ABYX THIOB: HA3JIbHBIE U
abnoMmuHanbHble. HazoracTpasibHble 30HABI BBOAATCS 4Yepe3 HOC; MHUIIA IOCTYyHaeT
HEMOCPEACTBEHHO B JKelyloK. OOBIYHO OHM YCTAHABJIMBAIOTCS, €CIIM 30HJ TpeOyercss Ha
KOpPOTKOE€ BpeMs. lacTpocToMuyeckue TPYyOKH YCTAHABIMBAIOTCS XUPYPTUUECKUM IYyTEM
Yyepe3 OpPIOIIHYIO CTEHKY B JKeTyfoK. OHHM T0CTaTOYHO MPOCTHI B 00CITY)KUBaHUU U SIBIISIFOTCS
XOpOUIMM BapUaHTOM JJs JeTed, KOTOpbIM TpeOyeTcs JA0JINOCpOYHasi IMOAJEepKKa HpU
KOPMJICHUHU.

®dusuorepanus. Jletn co CMA MoryTt ObITh Yepecuyp CIaOBIMH JJIsi COBEPIICHHS
JBUKEHUH B IOJIHOM 00beMe. Bo3HUKaeT pucK pa3BUTHsI KOHTPAKTYP, KOTOPBIE B JalbHEUILIEM
MOTYT CTaTh IOCTOSIHHBIMM M OIrpaHMuYuBaTh JBUXKeHUs. JleyeOHass (U3KyIbTypa MOXET
COCTOATh W3 YHPaXXHEHUH IO BOCCTAHOBJIEHUIO THMOKOCTM M OOIIMX (PYHKIMOHAIBHBIX
BO3MOXKHOCTEH. B onpeneneHHbIX ciiydasx BEpTUKAIN3AaTOP MO3BOJISIET YIYUIIUTh IPOYHOCTh
KOCTell ¥ MOKET HCTIONb30BaATHLCS B JOMAIIHKX ycaoBHsx.

Kpome BpIIenepeYnCIEHHBIX CHENUAINCTOB, B COCTAaB KOMAaHIbl MEIUIIMHCKOU
MOMOIIM MOTYT TaK)K€ BXOJUTb W JPYIHe CHEIHUAIUCTBI, B TOM YHCJE, BPaud U HHbIE
CHEIMAIMCTBl W3 MEIUIIMHCKOW OpraHu3alMyd WM €€ CTPYKTYPHOIO NoJpa3ieleHus,
OKa3bIBAIOUIETO CIEHHATN3NPOBAHHYIO MAJUTMATUBHYIO METUIIMTHCKYIO TTOMOILb.

Baxnbie pecypcbl. CylmecTBYIOT MEXIYHapOJHBIE M POCCUICKHE OpraHU3aluy,
IPOEKTHl U COOOIIeCTBA, MPU3BAHHBIE TOMOYb OOJIErYUTh JKU3HB ManueHToB co CMA u ux
CEMEH.

ITauueHTCKHME OPraHU3aALMHU

SMA Europe — EBporneiickast manueHTckasi opranusanusi, cozgansas B 2006 roxy,
KOTOpass OOBEOUHsSEeT MalUEHTCKHE M HCCIeNI0BaTeIbCKUE OpraHu3aluuu Bced EBpormsl,
MOCBSAIIEHHBIE CTUMHAIBHOU MbITIIeuHOr aTpoduu (CMA).

ITocetnTe SMa-europe.eu

Cembu CMA — Poccuiickas nanueHTckass opranusanus, dactb SMA Europe,

co3nana B 2015 rony. [Ipemiaraer MHOXKECTBO MPOEKTOB /JIsl MAIMEHTOB M UX CEMEH, TaAKUX

102



KaK ropsiyas JIMHUS, W TMOJIe3HON MH(pOpMallMK, TaKOM Kak JeTajJbHOe OmucaHue OOJe3HU U
oubnmuoteka myosmkanuii. [Tocerure f-sma.ru

HNHuTepHeT-pecypcsl

TogetherInSMA—wmexayHapoaHbIH BeO-CaiiT, CO3MaHHBIA I WHPOPMHUPOBAHUS
nanueHToB co CMA u ux ceMmei.

ITocerute togetherinsma.com
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20. Finkel RS, Mercuri E, Meyer OH et al. Diagnosis and management of spinal
muscular atrophy: Part2: Pulmonary and acute care; medications, supplements and
immunizations; other organ systems; and ethics. Neuromuscul Disord. 2018 Mar;28(3):197-
207.
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IIpunoxenue I'1-I'N. HIkanbl oueHKH, BONPOCHUKH U APyrue OLleHOYHbIEe
HHCTPYMEHTbI COCTOSIHUSA MALMEHTA, IPUBEICHHbIC B KIMHUYECKHUX

peKoMeHIaAuUsIX

1. HazBanue Ha pycckoM si3bike: KioueBbie dTanbl ABUraTeJIbHON AKTHBHOCTH

(pazgea 2)*

* mkana B PD ne BaJIMAUPOBAHA, IJIs1 €€ HCIIOJIb30BAHHA H€O6XOI[I/IMO CIICHHNaJIBbHOC

o0yueHue

OpurunanabHoe Ha3Banue (ecnu ectb): Hammersmith Infant Neurological Exam -
Hcrounuk (oUIHaIbHBINA CAUT pa3paOOTUYMKOB, MTyOIUKAIIUS ¢ BATUIAIHEH):

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

Tun (MOTYEPKHYTH): IIKaIA OIEHKH

Haznauenue: oOmiast omeHKa IBUTAaTeNbHON akTUBHOCTH y peberka co CMA |, moxer

UCTIOJIB30BAThCS IS OLIEHKH AP PEKTHBHOCTH TEPATTHH
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https://www.ncbi.nlm.nih.gov/pubmed/?term=Bishop%20KM[Author]&cauthor=true&cauthor_uid=28556387
https://www.ncbi.nlm.nih.gov/pubmed/?term=Montes%20J[Author]&cauthor=true&cauthor_uid=28556387
https://www.ncbi.nlm.nih.gov/pubmed/?term=Finkel%20RS[Author]&cauthor=true&cauthor_uid=28556387
https://www.ncbi.nlm.nih.gov/pubmed/28556387

Copepxanue (111a010H):
OEHb BU3UTA:

KMFOYEBLIE
[BUATENBHOW
LIKATA HINE PA3ES 2

MMs naupeHTa -

ITAMNbI
AKTVBHOCTW:

MHMUManbl naupeHTa

Jata Bu3nTta

/ /
44 MM Irrr
Ynepxkarue He yaep#uBaeTronosy | KayaHuaronosbin3 YaepHuBaeT ronosy OueHKa:
ronosbl B BEPTUKA/IBHOM CTOPOHbI B CTOPOHY BCE BpeMA B BEPTH-
NONOKEHUN (Hopma B 4 mecaua) Ka/IbHOM NO/OKEHNM
(Hopma < 3 mecaues) (Hopma B 5 mec)
BospacT:
CnocobHocTb HEMOMKeET cuaeTb CHZMT CMIOAAEPHKKON CUAUT CONOpOit CUAMT yBEPEHHO 6e3 B nonoxeH cuaa | OueHka:
cuaeTb onopbl noBopau1BaeTca
BospacT:
(Hopma B 4 mecAua) (Hopma B 6 mecaues) | (Hopmas 7 mecsues) | (Hopmas 10 mecAues)
CosHaTenbHbli OTCyTCTBME 3aXBaTa UCTIONb3YET BCIO cabblit3axsat CUNbHBII 3aXBaT OueHka:
3axsar NafioHb PyK1 yKaszaTeNbHbIM
1 6ONbLUMM MaNbLiAMM BospacTt:
CnocobHocTb HET CNOCOBHOCTH HOMM HEe NOAHMMAlTCA HOMM NOAHUMAIOTCA MOKET NpMKacaTbca MmoxeTnpuKacatbcs | OueHka:
OpbikaTbca 6pblKaTbcA FOPH30HTa/IbHO BBEPX (BEPTUKA/IbHO) KHore K nasbLamHor
(BnonoxeHun
nexa)
Bospact:
(Hopma B 3 mecaua) | (Hopmas 4-5 mecaues) | (Hopmas 5- 6 Mecales)
CnocobHocTb HEe MOXeET nosopay1BaeTca noBopau1BaeTca noBopau1BaeTca OueHKa:
nepeBopayMBaTbCA | NEepeBopayMBaTbCA Ha 60K C MBOTa Ha CMIMHY WM | CO CMIMHbI Ha KMBOT
€O CNMHBI Ha HMBOT M C MBOTa Ha CIIUHY
Bospact:
(Hopma B 4 MecAua) (Hopma B 6 mecaLeB) (Hopma B 7 mecaues)
Cnoco6HoCTb HE MOXETiepiaTb NON3aET HaIOKTAX NON3aET HaBbITAHYTLIX | MON3aeT HaXUBOTE nonsaetHapykax | OueHka:
nonsatb ronosy pyKax WKONEHAX
Bospact:
(Hopma B 3 mecaua) | (HopmaB 4-5 mecaues) | (Hopmas 8 mecaues) | (Hopmas 10 mecAues)
Cnoco6HoCTb HE BbIJEPKUBBAETBEC | MOMET BblAEPHATb BEC | CTOWT CNOAAEPHKON | CTOUT 6€3 MOCTOPOHHEN OueHKa:
CTOATbL cBoeroTena CO6CTBEHHOrOTENA nomoLu
(Hopma B 4-5 mecaua) | (Hopmas 8 mecaues) | (Hopmas 12 mecsues) BospacT:
CnocobHocTb waraerca MEANEHHO XoguT Ouetika:
XOAUTb nepemetyaetca
(aeprxach 3a 4T0-NM60) BospacT:
(Hopma B 6 mecaues) | (Hopmas 11 mecaues) | (Hopmas 15 mecaues)

Kitou (MHTEpriperarus): oleHKa KauecTBeHHas (He OayuibHast), B Tabiuie 00BOAUTCS

TOT HABBIK, KOTOpLIfI CCThb Y pC6CHKa Ha MOMCHT OCMOTpa, TO K€ CaMOC ACJIaCTCAd IpHU OCMOTPC
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B JUWHaAMMHKC. CraHoBsTCS O4YCBUIHBIMH HpI/IO6peTeHI/Ie/ perpecCc OCHOBHBIX MOTOPHBIX

HaBBIKOB.

2.HazBanue Ha pycckoMm si3bike: HIkasia oneHkn MoTopHLIX pyakimii npu CMA*

* mkana B PO He BamuaupoBaHa, JUIsl €€ MCIOJIB30BAHMS HEOOXOAMMO CHEIHALHOE
o0yueHue

OpurunaipHoe HaszBanue (ecau ecthb): The Hammersmith Functional Motor Scale
Expanded (HFMSE)

Hcrounuk (ouuuanbHbIi CalT pa3pabOTYMKOB, MyOIHKALUS ¢ BATUIAIMCH):
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 inspinal muscular atrophy. BMC Neurol. 2017 Feb
23;17(1):39. doi: 10.1186/512883-017-0790-9.
Tun (MOIYEPKHYTH): KT OIEHKH
Haznauenwue: (yHKIMOHANBHAS OLEHKA JBHUraTEJIbHONM aKTUBHOCTH y manueHTa co CMA,
MOJKET UCMOIb30BaThHCS ISl OLIEHKH 3 (HEKTUBHOCTH Tepanuu

Conepsxanue (11aby1oH):
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https://www.ncbi.nlm.nih.gov/pubmed/?term=Pera%20MC[Author]&cauthor=true&cauthor_uid=28231823
https://www.ncbi.nlm.nih.gov/pubmed/?term=Coratti%20G[Author]&cauthor=true&cauthor_uid=28231823
https://www.ncbi.nlm.nih.gov/pubmed/?term=Forcina%20N[Author]&cauthor=true&cauthor_uid=28231823
https://www.ncbi.nlm.nih.gov/pubmed/?term=Mazzone%20ES[Author]&cauthor=true&cauthor_uid=28231823
https://www.ncbi.nlm.nih.gov/pubmed/?term=Scoto%20M[Author]&cauthor=true&cauthor_uid=28231823
https://www.ncbi.nlm.nih.gov/pubmed/?term=Montes%20J[Author]&cauthor=true&cauthor_uid=28231823
https://www.ncbi.nlm.nih.gov/pubmed/?term=Pasternak%20A[Author]&cauthor=true&cauthor_uid=28231823
https://www.ncbi.nlm.nih.gov/pubmed/?term=Mayhew%20A[Author]&cauthor=true&cauthor_uid=28231823
https://www.ncbi.nlm.nih.gov/pubmed/?term=Mayhew%20A[Author]&cauthor=true&cauthor_uid=28231823
https://www.ncbi.nlm.nih.gov/pubmed/?term=Messina%20S[Author]&cauthor=true&cauthor_uid=28231823
https://www.ncbi.nlm.nih.gov/pubmed/?term=Sframeli%20M[Author]&cauthor=true&cauthor_uid=28231823
https://www.ncbi.nlm.nih.gov/pubmed/?term=Main%20M[Author]&cauthor=true&cauthor_uid=28231823
https://www.ncbi.nlm.nih.gov/pubmed/?term=Lofra%20RM[Author]&cauthor=true&cauthor_uid=28231823
https://www.ncbi.nlm.nih.gov/pubmed/?term=Duong%20T[Author]&cauthor=true&cauthor_uid=28231823
https://www.ncbi.nlm.nih.gov/pubmed/?term=Ramsey%20D[Author]&cauthor=true&cauthor_uid=28231823
https://www.ncbi.nlm.nih.gov/pubmed/?term=Dunaway%20S[Author]&cauthor=true&cauthor_uid=28231823
https://www.ncbi.nlm.nih.gov/pubmed/?term=Salazar%20R[Author]&cauthor=true&cauthor_uid=28231823
https://www.ncbi.nlm.nih.gov/pubmed/?term=Salazar%20R[Author]&cauthor=true&cauthor_uid=28231823
https://www.ncbi.nlm.nih.gov/pubmed/?term=Fanelli%20L[Author]&cauthor=true&cauthor_uid=28231823
https://www.ncbi.nlm.nih.gov/pubmed/?term=Civitello%20M[Author]&cauthor=true&cauthor_uid=28231823
https://www.ncbi.nlm.nih.gov/pubmed/?term=de%20Sanctis%20R[Author]&cauthor=true&cauthor_uid=28231823
https://www.ncbi.nlm.nih.gov/pubmed/?term=Antonaci%20L[Author]&cauthor=true&cauthor_uid=28231823
https://www.ncbi.nlm.nih.gov/pubmed/?term=Lapenta%20L[Author]&cauthor=true&cauthor_uid=28231823
https://www.ncbi.nlm.nih.gov/pubmed/?term=Lucibello%20S[Author]&cauthor=true&cauthor_uid=28231823
https://www.ncbi.nlm.nih.gov/pubmed/?term=Pane%20M[Author]&cauthor=true&cauthor_uid=28231823
https://www.ncbi.nlm.nih.gov/pubmed/?term=Day%20J[Author]&cauthor=true&cauthor_uid=28231823
https://www.ncbi.nlm.nih.gov/pubmed/?term=Day%20J[Author]&cauthor=true&cauthor_uid=28231823
https://www.ncbi.nlm.nih.gov/pubmed/?term=Darras%20BT[Author]&cauthor=true&cauthor_uid=28231823
https://www.ncbi.nlm.nih.gov/pubmed/?term=De%20Vivo%20DC[Author]&cauthor=true&cauthor_uid=28231823
https://www.ncbi.nlm.nih.gov/pubmed/?term=Muntoni%20F[Author]&cauthor=true&cauthor_uid=28231823
https://www.ncbi.nlm.nih.gov/pubmed/?term=Finkel%20R[Author]&cauthor=true&cauthor_uid=28231823
https://www.ncbi.nlm.nih.gov/pubmed/?term=Mercuri%20E[Author]&cauthor=true&cauthor_uid=28231823
https://www.ncbi.nlm.nih.gov/pubmed/28231823

INKAJIA OLEHKN MOTOPHbIX
XAMMEPCMHUT (HFMSE)

OYHKIUM IIPU CMA BOJIbHUIIBI

(4[]

JlaTa oneHku

ILaTa onepanny Ha IO3BOHOYHUKE

[ata poxaeHus

Bpewms, 3aTpaueHHOE Ha 00CIeJ0BaHUE

OLIeHUBAOIIUI CIICIIHMATIUCT

TIpoGa \Uncmpyryus 2 1 0 OK |b= [Kommenrapun

b = Gayun
1. Cmoco6HOCTb| b1 MmoxcewnMoxeT cuaeth 6e3Heodxonuma omopalHeo6xoaima DIeMeHT 1
CHIICTh Ha CKaMbe/|cudems Ha|OTIOpBl Ha PYKH|HA OJHY PYKy Ajsijomopa Ha o00e [Ipeobnanatomie
CcTyIe ckamve/cmyne  Oe3|lloKa Bpad CUUTACT|yACPIKAHHS PYKH ULt €  TOJIOKCHHE
MosxeT cunets Halonopul Ha  pyku,|no 3 u Ooiee OanaHca, IIOKa Bpad|yAep KaHus M03BOHOYHHKA
Kpar0 CKaMbH WJIH|IOKA A CYUMAN 00 cuuTaer 110 3 OaraHca. [Ipeobnanatomie
Ha  ckambe/niony|3? (Be3z onopul noo He croco0eH e  TOJIOKCHHE
3anumuTe chuHy/c onopot uau CHIICTD HIDKHUX
Tydqmnit Oe3 onopsl Ho2amu) KOHEYHOCTEiH
YBHICHHBIN Ob6geoume
BapUaHT npeobnaoarowee
2.  CnocobHocTs|Tbi Mmooiceub|MoxkeT cuneth Ha|MokeT cuaeTh Ha|MOXKET CHIETh C noaodcenue
CHIIETH clcuoemo Ha|noy/cKkaMbe clmoy/ckambe C[BBITTPSMIIEHHBIMH n0360HOYHUKA U
BBINTPSIMIICHHBIMH  |1101)/CKAMbe C BBINPSMICHHBIMU  |BBIIIPSMJIEHHBIMH ~ |HOTAMH C OTIOPOM HUIANCHUX
HOTaMU Horwu|evinpsivnennvivu  [HoTaMu 0€3 OMOPBI[HOTAMH C  OIMOPOI|HA 00€ PYKH, MOKa Koneunocme
npsiMbIe = KOJIGHH|HOo2amu 6e3 onopei|Ha pyKH, IOKA Bpad|/Ha OJHY PYKY, IOKa[Bpad CUHTAET MO
MOTYT ObITb[HA pyKku, noka s|cuuTaeT 1o 3 Bpau cunrtaer 10 3 (3.
COTHYTHL, Ho|cuumaio 0o 3? Wnu He ciocobeH
KOJICHHBIC CHIIETh c
YaIIeUyKH JIOJDKHEI BBINPSIMIICHHBIMU
OBITH  OOpareHs] HOTaMU
BBEPX, JIOABDKKH
TOJDKHBI OBITH
pacIoJIOKEHB! He
nanbiie, yeM B 10
CM ApYT OT ApyTa
3.  Cnocobnocts| 7ot Modiceub|MoxeT Moxet He MOJKET [p/J1
KOCHYTBCSI TOJIOBBIKOCHYMbC  OOHOU|TOTPOHYTBCSL  JIO|IOTPOHYTBCSL  JIO|AOCTaTh 10
OJIHOIl pYKOHl B|pyKoii 20106bl, He[rOTOBBI OJIHOM|TOJIOBBI PYKOH|TOJIOBBI  pYKOH,
MOJIOKEHUN  CHUASA|HAKAOHAs 20108y? [pykod. [0noBa H|TONBKO  HAKIOHHB|IaXE C TOMOLIBIO
Pyxa JIOJDKHA TyJIOBHIIE TOJIOBY IBIDKEHHS
KOCHYTLCS TI'OJIOBBI OCTAITCA B T'OJIOBBI 151
BBIIIIE YPOBHS CTaOUIEHOM TYJIOBHILA
e [10JIO’KEHUH
4.  CnocoOHocTb|Tbr moodiceutbMoxeT monokuTbMoxker mnonoxuth|He MOXKET,

KOCHYTBECS TOJIOBEI
BYyMsS pyKaMH B
HOJNIOKEHUN  CUIA
Pyku
KOCHYTBCSI TOJIOBBI
BBIIIIC YPOBHs

JOJIZKHBI

yIIei.

KOCHYmbCsi 20710601
obeumu pyKamu
00HOBpEMEHHO,  He

HaKnOHAS 207108)?

KHCTH 00EnX PYK Ha|
rOJIOBY 4epes
cTOpoHBbI. ['onoBa u
TYJIOBHIIE
0CTaroTCs B|
CTa0MIBHOM

T1OJIOKCHUHN

KHUCTH Ha|

pyK
FOJIOBY, HO TOJBKO
HaKJIOHHUB TOJIOBY,
HAKIOHWBIIKCH B
CTOPOHY,

nepebupast pykamu

HJIH 110 OJHOM

K

[OHECTH KHUCTH
00enx  pyk
rojose
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TIpo6a [Hnempykyus 2 1 0 OK |b= |KomMeHTapuu
b = Gayn
5. CnocobHocTs|T6t ModrceutbMoxeT Moxet He MOJKET [Ineun
MOBEPHYTBCS  CO[NOBEPHYMbCS  CO|OBEPHYTHCS CO[TIOBEPHYTHCS CO[IIOBEPHYTHCSI  HU [epPIICHANKYIISP
CIIMHEI Ha 00K cnunbl Ha 0OOK 6|CTIMHEI Ha OOK B 00€|CIIMHEI TOJNBKO HalHA OJUH 00K HBI TIOBEPXHOCTH
0b6oux CTOPOHBI omuH 60k (IIp/JT) MaTa.
HanpagieHuax? Tynosuine n
Ilocmapaiics He| Oenpa Ha OJHOM
UCnoIbL306ams pyKu TTHHAY
6.  CnocobHocTb|T61 moorcewn|llepeBopaunBaercs (IlepeBopaunBaercs [He MOJKET
MEepPEeBEPHYTECS  Clnepegepnymbsbcsi  C|Ha CIUHY —4Yepes|Ha CIINHY, |[[IepeBEpHYTHCS Ha
PKMBOTA Ha CIMHY[X#CU60MA HA CHUHY 6[IPABbIi  OOK  OE3MCIONB3Yysl  PYKY,|CIHHY
uepes npaBblii 00K [0boux MTOMOIIY PYK 9TOOBI
7.  CnocobuocTs|HanpasneHusx? OTTOJIKHYTHCS/
MEePEBEPHYTHCS € HOATSHYTH cebst
PKHBOTa Ha CIIUHY [TepeBopaunBaercs |[IepeBopaunBaercs [He MOXET,
yepes JIeBbIi 00K Ha CIMHY uepe3Ha CIIUHY, [IEPEBEPHYTHCS HA
neBelli OOk Oe3[Mcronb3yst  PYKY,|CIHHY
MOMOILY PYK YTOOBI
OTTOJIKHYTHCS/
MOATSIHYTH ce0s
8. Cmoco6HOCTb| b1 Mmodcewn|llepeBopaunBaercs ([IepeBopaunBaercs |He MOJKET
HEePEBEPHYTBCS CO|nepesepHymbCsi colHa HKUBOT — 4depes|Ha JKUBOT,|IEPEBEPHYTHCS HA
CIIMHBI HA JKUBOT|CAUMbL HA JCUGOM G[IPABBIH  OOK  O€3[UCHONB3ysS  PYKY,PKHBOT
uepe3 mpaBblil 00K [0Ooux TOMOIITH PYK 9TOOBI
Hanpaenenusax? OTTOJIKHYTHCS/
MOATSIHYTH ce0st
9.  CmocobOHOCT, [lepeBopaunBaercs |[IlepeBopaunBaercs |He MOJKET
MepeBEPHYTHCS CO Ha OKUBOT uepeslHa JKHBOT,|[IePEBEPHYTHCS Ha
CIIUHBI Ha JKHBOT neBblii  OOK  Oe3[ucronp3yst  PyKYy,|[KHBOT
gepes JIeBBIi 00K TOMOIITH PYK 9TOOBI
OTTOJNKHYTbHCS/
MOITSIHYTH Ce0st
20. Cnoco6Hocts| b1 mooceuv|Criocober  cenats|CriocobeH  caenaTb|HeBbImonHIMO
XOIUTD 00ums bes3|0onee 4 miaro 6e3|oT 2 10 4 maros 6e3
nocmoponHell [MOCTOPOHHEN [MOCTOPOHHEN
nomowu  u  Oes3OMOLIN TOMOIIIN
nomowu
6CIOMOAMENLHBIX
lyempoticmes?
[Toxaorcu,
noaicanyicma
Koi-Bo ouenox 0
OILIEHKA Kozn-Bo oneHok 2 = [Kon-Bo oneHok 1 = | UTOI'O = /40

Kitou k mkane: OOBeauTe HaMBBICUIMI ypPOBEHb CaMOCTOSITENIbHBIX JIBUKEHHUI B

HacTodgmee BpEMIA W IIpU  AMHAMHUYECKOM OCMOTPC.

banrHag ormeHka OTYeET/IMBEE

ACMOHCTPUPYCT NO3UTHUBHYIO UJIM HCTAaTUBHYIO ITUHAMUKY ABUT'ATCIIBHOI'O PA3BUTHUA.

OK = orpannueHO KOHTpPaKTypou
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3. HazBaunme Ha pycckoM si3bike: IlepecMOTpeHHBIH MOAYJIL OHEHKH MOTOPHON

(VHKIMH BEpXHUX KOHEYHOCTEH™

* mkana B PO He BammaupoBaHa, JUIsl €€ UCIOIB30BaHUSI HEOOXOIUMO CIECIHUATBHOE
o0yueHue

OpurunanasHOe Ha3BaHue (ecnu ecth): Revised Upper Limb Module (RULM)

Hcrounnk (opunuaabHbI CaT pa3pabOTYMKOB, MyOJMKaIMs ¢ Banuaanuei): Mazzone
ES, Mayhew A, Montes J, Ramsey D, Fanelli L, Young SD, Salazar R, De Sanctis
R, Pasternak A, Glanzman A, Coratti G, Civitello M, Forcina N, Gee R, Duong T, Pane
M, Scoto M, Pera MC, Messina S, Tennekoon G, Day JW, Darras BT, De Vivo DC, Finkel
R, Muntoni F, Mercuri E. Revised upper limb module for spinal muscular atrophy:
Development of a new module. Muscle Nerve. 2017 Jun;55(6):869-874. doi:
10.1002/mus.25430. Epub 2017 Feb 6.

Tun (MoI4epKHYTH): MIKaJIa OIICHKH

Haznauenwue: ¢pyHKIMOHATbHAS OLIEHKA IBMKEHHUH B pyKax y aetel u B3pocibix co CMA Il u
CMA |ll, MmoxeT ncnoiap30BaThCs A7 OLEHKH 3()(EKTUBHOCTH TE€paIuu

Conepsxanune (11abJyioH):
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https://www.ncbi.nlm.nih.gov/pubmed/?term=Mazzone%20ES[Author]&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Mazzone%20ES[Author]&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Mayhew%20A[Author]&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Montes%20J[Author]&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Ramsey%20D[Author]&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Fanelli%20L[Author]&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Young%20SD[Author]&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Salazar%20R[Author]&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=De%20Sanctis%20R[Author]&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=De%20Sanctis%20R[Author]&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Pasternak%20A[Author]&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Glanzman%20A[Author]&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Coratti%20G[Author]&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Civitello%20M[Author]&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Forcina%20N[Author]&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Gee%20R[Author]&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Duong%20T[Author]&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Pane%20M[Author]&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Pane%20M[Author]&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Scoto%20M[Author]&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Pera%20MC[Author]&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Messina%20S[Author]&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Tennekoon%20G[Author]&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Day%20JW[Author]&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Darras%20BT[Author]&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=De%20Vivo%20DC[Author]&cauthor=true&cauthor_uid=27701745
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IKAJIA RULM UL UCITOJIB3OBAHUSA ITPU CMA

JlaTa OIlCHKH: / /
T MM O/
JIoOMUHMPYIOIIAst pyKa:

O IIpaBas O JleBas O AMOuzexcTp

Homenue opresa no3sonouynuka: O la* O Her
(*Ecnu 0oa, mo ykascume mun)

KonTtpaxtypa npasoro jgokreBoro cycrasa: O /la O Her
KonTtpaxrtypa neBoro nokresoro cycrasa: O Jla O Her
Canp0yramon: O Jla O Her

Omnepauus zHa mozBonounuke: O Jla O Her

OuenuBaemas ctopona: O IIpasas O Jleas

Bpewmsa navana (H4:MM): :

(24-uacosoii popmam)
Wmst/vn HOMEp MalueHTa:
®.1.0 Bpaya

KomMmenTapuu:
A 0 1 2 3 4 5 6
BxomxHoe
TeCTHpOBaHUE
OtcyrcTBUe |[MOXeT nepxaTh Mosker MoskeT Mosker Mosker Moker
[OJIC3HOM KapaH/al [OIHECTH [OJJHECTH KO PTY |OZTHOBPEMEHHO |0AHOBPEMEHHO OZIHOBPEMEHHO
(QyHKIMM PYK [MIIH TOAHATH 1 nnm 2 pyku|cTaHAAPTHBIH OTHATH 00e[mogHATh 00€ PyKH |0TBECTH B|
MOHETY/’KETOH KO [JIACTHKOBBIA  [pyKH HaJl TOJIOBOH, CTOPOHBI
WM yIPaBIsTh PTy, HO He|CTaKaH4HK C 10 YPOBHSI II€Y [HO COKpAIaeT 06e pyku
(DYHKIMOHAIBHBIM  [MOYXET 200-rpaMMOBBIM |C KOMITCHCALEH [TPaeKTOPHIO C pa3orHYTHIMHU
KpecioMm, [TOHSTH KO PTY[TPY30M, IIPH nm 6e3 Hee. IBIDKCHUS, TTOKTSIMU u
MOJIb30BATHCS CTakaH4UK ¢ [HeoOxoxammocTH |Pyka  corHyralcrubas pyky oIrcaTh
KHOTIKaMH 200- IBYMS pyKaMH  |AJTH B JIOKTEBOM [PYKaMH HOJHBII
Tenedona rpaMMOBBIM pazorHyTa B|CyCTaBe KpyT, cBeI|
rpy3oM TTOKTE (ucmonb3yer magoHn
TOTIOJTHUTEIIBHYIO |HaJ FOJIOBOMH
MYCKYJIaTypy)
PaCIHHpCHHaH HIKana:
Ornucanue 0 1 2 OL[EHKA
II JI
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Ilepememenue pyk c{He Moxer nepemectuts|[lonHOCTBIO HEpeMeniaeT
KOJICHEH Ha CTOJI Ha CTOJ HH OJHY U3 PYK [0AHY PYKY Ha CTOI

[lonHOCTBIO

repeMeraeT Ha CTol
obe pyku, mbo obe
BMECTE, mbo
CHadasia OfHy PYKY,

[IOTOM APYTYIO

OCTaHOBKM  WIM  HelOymare
OTpbIBasi KapaHZall oOT
Oymaru

Ilarment  otcnexusaeTHe MoxxeT yaep:kaTb|MoxeT HauepTUTh IIyTb,
OyTb W MPUBOAMT|KApAaHJAll B pyKe WIA{HO C OCTAaHOBKOW WM
MallMHy K GuHHLTY Oe3|caenaTh OTMETKY  HAlOTpbIBas — KapaHAall OT

Oymaru

MOKEeT — HauepTUTh
TyTh 0€3 OCTAaHOBOK
WM HE  OTpBIBas
KapaHjall oT Oymaru

CrocoOHOCTh cobupaTb/He MokeT HOAHATH HUMOXXET TOAHSATH OIHY|

MoxeT NOIHATH U

o yriom 90°

MOHETBI/5KETOHBI OJTHY MOHETY/KETOH MOHETY/ KETOH yaepxatb B pyke
nBe MOHETHI/IBa
JKETOHA
[lomernienne He MoxeTr mOJOXHUTHMOXET IMOJOKUTBMOXKET  TOJIOXKHUTH|
MOHETBI/>KETOHA B|MOHETY/ KETOH MOHETY/’)KETOH B|MOHETY/’)KETOH B
CTaKaHYUK CTakaHYMK IIOMEIIAIOT|CTaKaHYHK, JIeXKAIIHNH|CTaKaHIHK,
Ha crozne: Ha CTOJ B|FOPU30HTAIBHO pa3MELIeHHbIH  Ha
TOPU30HTAIILHO rOPU30HTAILHOM CTakaHYMK  [OMEUIAIOT|ypOBHE ILieya
Ha ypoBre mieya: [TOJIOKEHUN Ha|Ha cTON B|CTakaHYHK
BEPTUKAIBEHO PACCTOSIHUM JI0 3aIlSICThS[TOPU30HTAILHOM Y ICPKUBAIOT
BBI- TSHYTOH  PYKH,|TOJIOKCHUN Ha|BepPTUKAIBEHO Ha|
[JI€Y0 KOTOPOM COTHYTO|PAacCTOSIHUM JIO 3aICThSA[PacCTOSHUU
nop yriom 90° BbI- TSHYTOH  PYKH,[BBITSIHYTOH pyKu
[JIEY0 KOTOPOH COTHYTO|IAalMeHTA, 140

KOTOPOTO  COTHYTO
o yriom 90°, mpu
STOM BEpXHHUH Kpail
CTaKaH4HKa
HaXOAUTCS Ha|
YPOBHE IUIEY  TOJ
KHCTBIO TTAIlUeHTa

CniocoOHOCTh Lenw: Ilneuo
MOTSIHYThCSL BOOK M |omegedero na 90°,

OCTAaTh MOHETY / lmonema / orcemon
JKETOH. lpacnonacaemcs Ha
CriocoOHOCTh MOTHATD [PACCMOAHUY ONUHBL PYKU
KHCTh Ha yPOBCHH 0o zanscmos

[JIeYa U BbIILIE He moxert

MOJHATH KHCTh HA
YPOBEHb IjIeda

L{env: Omeeodenue Lenw:

naeua na 90°, monema |

Omeedenue nieua

orcemon pacnonazaemcs Halua 135°, socemon Ha

[paccmosiiuu ONuHbL PYKU
0o 3anscmos

lpaccmosinuu Onunbl
IpyKU 00 KOHUUKO8

HOI[HI/IMaeT KUCTb|naivyes nayuenma

Ha ypOBEHb IIeda, pyKa

[ToqHMMaeT KUCTh

MOKET OBITH COTrHY- Ta WJIH [BBIIIIE YPOBHSA

Pa3oruyTa B JIOKTEBOM
CyCTaBe

IUI€Y, JIOKOTh ITPpU
OTOM IIOJHAT KakK
MHUHUMYM 10
YPOBHA IJ1a3

Bximrouenne He moxert
CBETHJIBHHKA OJ1- HOW [BKJIIOYHTH CBETUJILHUK
pyKoi 0/IHOI pyKOH

MokeT 3aedb
CBETUJILHHUK Ha MTHOBEHHE
Ha)KaTHUEM TANbIEB H/WIN
OOJIBIINM IMAJIBLIEM OJI-
HOH pyKH

Jlokomy ne

oocem Oblmb eviuLe
JDOGHSL 3aNACMb3L

Moxert
BKJIIOYHUTH
CBETUILHUK
Ha)KaTHEM ITaJIbIEB
W/uay OONBIIAM
HaJIbIIEM OJHON
PYKH
Vlokomw ne moocem
Obimb GblULE

[VPOBHA 3aNnsAChbi
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PaspriBanue Oymaru

He moxert
[pa3opBath JIUCT OyMard,
CII0KEHHBIN BJIBOC

PaspeiBaer nuct
Oymaru, CIIO)KEHHBIH BIBOE,
HayMHAas CO CIIOKEHHOTO

PaspeiBaet nuct
Oymary,
CJIO’KEHHBIN

Kpast BUCTBEPO, HAUMHAS
CO CII0)KEHHOTO
Kpast
OTKpBIBaHUE KPBIILIKU He criocoben OTKpBIBaeT
KOHTEIHepa OTKPBITh KOHTEWHED,
[pacIioNIOKECHHBIN Ha CTOJIE,
YUY TIPU- JKaB ero K cebe
CnocobHOCTh He moxet Moxet nogHecTu Moxer

[MOJTHECTH KO PTY
CTaKaHYHK C TPY30M
maccoii 200 T

[IOJHECTH CTAKaHUYUK KO
pTy

KO PTy CTaKaHUHK C TPy30M
200 T 1ByMsS pyKaMu

TIOJTHECTH KO PTY
CTaKaH- YUK C
rpy3om 200 r oxHOM

pyKoii

[lonHumaer rpys u
repeMentaeT ero u3
OJTHOTO Kpyra B
Apyroi Kpyr
yIepIKUBasi Ha BeCy.
Mexny kpyramu,
PacHoJIOKEHHBIMH IO
ropuzoHTanmu. U3
LIEHTPAJIBHOI'O
KPYT'A BO
BHELLIHUHI KPVYT na
OLIEHHBAEMOI CTOpOHE

HespmonaumMo

Mozxer
[epEeMECTUTh IPy3 Maccoil
200 r o IOBEPXHOCTH
cToJa

Moxer
[ICPEMECTHUTD TPY3
maccoi 200 T,
[OJIHSIB €r0

IMoxguumaer rpy3 u
repeMeIaeT ero u3
OJTHOTO Kpyra B
ApyToit Kpyr
yIEepIKUBasi Ha BECy.
Mexny kpyramu,
PacHoJIOKEHHBIMH IO
rOPU30HTAIIH.

U3 HEHTPAJIBHOI'O
KPYT'A BO
BHELLHUH KPVYT na
TECTUPYEMOM CTOpPOHE

Hespmonaumo

Moxer
[EPEMECTHUTD I'Py3 Maccoi
500 r o MOBEepXHOCTH
cToNa

MoxeTt
[epEMECTHUTD TPY3
Maccoit 500 r,
[OJ/IHSIB €r0

[TopHumaer rpy3 u
repeMentaeT ero u3
OJIHOTO Kpyra B
Jpyroi Kpyr
yAep)KuBas Ha Becy.
Mexny kpyramu,
PaCIIONIOKEHHBIMHE 110
MaroHasu.

YEPE3 CPEJJHIOIO
JIMHUIO U3
LHEHTPAJIBHOI'O
KPYI'A BO
BHEUIHWM KPYT,
HaXOJSIIHICS HA
[TPOTHBOTIOJIOKHOM
CTOpPOHE

Hespimonaumo

Moxer
[EPEMECTHUTD I'Py3 Maccoi
200 r o NOBEPXHOCTH
cTona

MoxeTt
[epEMECTHUTD TPY3
Mmaccoit 200 r,
MOJHSB €ro

[Tepemeniaer memouex
¢ meckoM Maccoit 500 r
C KOJIe- HEW Ha CTOJ

He moxer
[ePEeMECTUTh TPy3 Ha
CTOJI IBYMsI pyKamMu

MoxeTt
[IepEeMECTHUTh

MokeT
MOJHATH IPY3 Ha
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WJIKM [IOJHUMACT Ha

Ipy3 Ha CTOI

YPOBEHB IJ1a3

HaJI TOJI0BOM —
Omeedenue nieua

207106011 0OHOB8PEMEHHO
moibko ceubas ux 6
LlokmeguvIx cycmagax
(ucnonwv3ys Komnencayuro)

Oyenxa 5 6annos 3a
6X00HOE
Tecmuposanue

YPOBEHB TJ1a3 IBYMSI pyKaMH BYMS pyKaMH

TToavem HeBrimonnnmo Moowcem \Moowcem

BBINPSIMIICHHBIX PYK nooHAmMb 0be pYKU HAO |0OHO8PEMEHHO
omeecmu

6 cmoponbl obe
pyKu ¢
Ipazoenymuimu
liokmsamu u
onucamo pyka- mu
OB KpYe, c8eos
liaoonu

HAO 20710601

Oyenka 6 6annos
3a 6X00HOe
Tecmuposanue

IToawem rpysa maccoit
500 T BbIIIE YPOBHS

He MoxeT mogHATh TPy3
maccoii 500 r gaxe ¢

MokeT NOIHATh
rpy3 maccoit 500 T c

MoJKeT HOIHITh
rpy3 Maccoit 500 T

1 kr BBIIIE YPOBHS

MOJHATH TPY3 Maccoi 1

rpy3 maccoil 1 krc

ey — Omeedenue  |[KOMIIEHCAIIUEH KOMITCHCAIIHCH 0e3 KOMITEHC AU
nieua
IToawvem rpysa maccoit He moxert MoskeT noaHsThH Moxer

[OJHATH TPY3

500 T BbIIIE YPOBHSA

MOJHATH IPY3 Maccoit

rpy3 maccoit 500 rc

ey — Omeedenue KI' JJakKe ¢ KOMITCHCAIIUEH [KOMIIEH CaITuei maccoil 1 kr 6e3
nieua KOMIICHCAIIH
Ilogbem KUCTH BBIIIE HespmonaumMo Brmonaumo ¢ Brimoaanmo 6e3
YPOBHS IIJIeY — KOMITCHCAIIHEH KOMITCHCAIIUN
Ceubanue nieva

IToawem rpysa maccoit He moxer MoskeT NoaHSTh Moxer

TMOOHATH I'PY3

1 Kr BbIIIE YPOBHS

MOJIHSATH TPy3 Maccoi 1

rpy3 Maccoit 1 krc

mied — Omeedenue (500 T gaxke ¢ KOMIIEHCAIIHEH maccoii 500 r 6e3
nieua KOMIIEHCALuEeN KOMITEHCAIIUU
IToawem rpysa maccoi He moxer MoskeT NoaHsTh Moxer

TMOAOHATH I'PY3

mwied — Omeedenue KI' Jaske ¢ KOMIIEHCALMEeH [KOMIICH CAIUei maccoii 1 kr 6e3
nieva KOMITIEHCalUN
UTOT'O

Kirou (I/IHTepHpeTaI_[I/ISI)Z OLICHUBACTCA B Oamrax Ha MOMEHT OoCMOTpa H IIOTOM, B

JTUHAMUKE.

4. HazBpanue Ha pyvcckoM s3bike: TecTt merckoil 00abHHUIBLI Puiaageabduu 1

OLIEHKH JIBUTaTeJbHbIX (VHKIMIA NALIMEHTOB ¢ HEPBHO-MbIIIEYHLIMH 3200J1€BAHUAMHU

Opurunanpaoe Ha3Banue (eciu ecth): the Children’s Hospital of Philadelphia Infant Test 104

of Neuromuscular Development (CHOP-INTEND)

Hcrounnk (oduiinanbHblii caiT pa3paboTInKoB, mybaukaius ¢ Banuaamnueii): Glanzman AM,
McDermott MP, Montes J, Martens WB, 730 Flickinger J, Riley S, et al. Validation of the
Children’s Hos731 pital of Philadelphia Infant Test of Neuromuscular Disorders 732 (CHOP
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INTEND). Pediatric Physical Therapy: The official 733 publication of the Section on Pediatrics
of the American 734 Physical Therapy Association. 2011;23(4):322-6

Tun (moaYepKHyTh): IKajla OLIEHKU

Hasnauenwne: Mcnonb3yeTcs s OLIEHKW JBUTAaTEIbHBIX (YHKIMKA y marueHToB co CMA, He
CIOCOOHBIX K CAMOCTOSATEIHLHOMY MEPEABIKEHUIO

Conepxanue (11abiaoH)

Nwmst: Junarnos:
Ne Uctopuu Oone3Hu: I'ecTanoHHBIH BO3pacT:
JlaTa noctymuieHus: Bpewms ouenku:  Bpewmst oT mocneaHero KopMieHus:

JHara poxxgenust:  Tekymee cocTosiHEE 300pOBhs: H(EKInsI BepXHUX AbIXaTeNbHbIX MyTel [ JKemymounsiit  30HT

O
BenTuisiuus ¢ IByMs YPOBHSIMHE MOJIOKHUTEIFHOTO TABJICHHS B IBIXaTENbHBIX MyTsax [ Yacos/neHb
YacoB 6e3 BEHTWIAIUK C JIBYMSI YPOBHSAMH TOJIOKUTECIBHOTO JABICHUS B JBIXATEIBHBIX MYTSAX BO BPEMs UCIIBITAHHS
[loxa3arenn [lonoxenue [Iponenypa ucnslTaHus OrneHuBaeMBbIii OTBET bann
1 Jlexa Ha crinHe HaOmronaioT B TeueHne AHTUTPABUTALIOHHOE JIBHJKEHUE 4 |1 Jlyamas
CrioHTaHHOE ucnbITaHuss MOXKHO CHATH ruieya (OTphIBAaeT JIOKOTh OT CTOpOHA:
BIDKEHUE HArpy3Ky ¢ KOHEUHOCTH MM  |HOBEPXHOCTH)
(Bepxmsist HCIIONB30BATh CTUMYJI, YTOOBI A 3
KOHEYHOCTB) [IOJTyIHUTH OTBET HTUTPaBUTALMOHHOC [IBIDKCHIC
JIOKTS (OTPBIBAET KUCTh WIIH
[perIedbe OT HOBEPXHOCTH
pen P ) 1 CocrosiHue:
JIBI)KSHYIE 3aIISCThS 2
JIBrOKEHHE Masbla 1
OTCyTCTBHE ABIDKEHHS KOHeUHOCTelt (0
2 Jlexxa Ha cimHe HaGumoaior B TeueHune AHTUTPABUTALIOHHOE JIBIKEHUE 4 |1 Jlyumras
CrioHTaHHOE ucnbITaHus: MOXKHO CHATH Oenpa (OTpBIBAET CTYIHH M KOJIEHU CTOpOHA:
IBIDKEHHE Harpy3Ky ¢ KOHEYHOCTH OT IIOBEPXHOCTH)
(Hmxnss WM UCHIOJNIb30BaTh CTHMYIL, A 3
KOHEYHOCTb) 4TOOBI TTOJTYYUTh OTBET HTUTpaBHTALHOHHAs
aITyKLHUs/BHYTPEeHHEe BpallleHHe
Oenpa (KOJEHH OTPBIBAIOTCS OT COCTOSIHHE:
TOBEPXHOCTH)
BripakeHHOE IBIDKEHHE KOJIEHA, 2 0
OTpaHUYCHHOE IIPEOJOICHUEM CHIIBI
TSDKECTH
J{B)KSHUS JIOABDKKA 1
OTCyTCTBHE ABIKEHHS KOHeUHOCTEl (0
3 Jlexxa Ha criHe Cuita 3aXBaTa: IOMEIIAIOT CoxpaHseT 3aXBaT NPH IOTHATHI 4 |1 Jlyumas
3axBatr pyKoH maser| B JIaJOHb U IOJHUMAIOT |[ICYEBOTO CYCTaBa C IIOBEPXHOCTH 11 CTOpOHA:
110 TeX Mop, TOKa IUIeY0 He KOBpHKa
OTOPBETCSI OT OBEPXHOCTH, c 3
HaGIoNaIoT, Kora Miagcuer  |COXPAHACT 3aXBAT NPU MOJHATHH
OCTaGHT 3aXBAT. JIOKTS C KOBpHKa (ILICYH HA
Jlns mereii Gonee crapuiero MOBEPXHOCTH) CocrosiHue:
BO3PACTA MOJKHO HCTIONB3OBAT|CoxpanseT 3aXBAT, KOTAA 2
MIPYIIKY aHAJIOTHIHOIO [peJieybe MOIHATO C KOBPHKA (a
/AMaMeTpa TOKOTH OCTaeTCs Ha TOBEPXHOCTH)
CoxpaHsIeT 3aXBaT TOJIBKO IPU 1
OTCYTCTBUH TATU
OTCYTCTBUE IOMBITKU COXPAHATD 0
3axBaT
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[lokazarens [lonoxenune [Ipouenypa ucnsiTaHust O1eHUBaeMBIi OTBET bann
4 [lonoxxenue nexa Ha|BusyanbHas ctumynsanus npu  [[IoBOpoT OT MakKCHMaIbHOTO 4 (JI>I1  |JIyumas
[IpuBeneHue CIIMHE C rOJI0BOH [MOMOIUM UTPYLIKH. [Ipu [10BOPOTA K CPETUHHOMY CTOpOHA:
TOJIOBBI B CPEAUHHOM 0epIICUBAHIUL 20106b1 [TOJIO’KEHUFO
B CPEIUHHOE MOJIOKCHUH 6 CPeOUHHOM NONOJICEHUU 6
[10JIOKEHUE meuenue 5 cexyno: Kianyr 1acTHHO NOBOPATHBACT TONOBY 3
[P IIOMOIIU TOJIOBY TaK, 4TO ObI OBLIO 11433/l K CPCIHHHOMY HONOXKCHIIO
BU3YaIbHOTO BO3MOXKHO MaKCHMAJILHO
CTUMYJINpPOBAaHUS* NIOCTYITHOE BPAILCHUE 1
HCIIONB3YIOT BU3yalIbHOE
CTHMYJIMPOBAHKE ISl TOTO [lojiepuBact cpennHoe 2
4TO6bI 06ECIENT [10JI0XKEHUE B TCUEHHE 5 CEKYH[ U
PACIIONOKEHHE TOJIOBH! B Gonee )1 |Cocrosmue:
CPEIMHHOM IIOJI0KEHUH.
[TonnepkuBaeT CpeAUHHOE 1
[10JI0KEHHUE MEHEE 5 CeKYH]T
["on0Ba Majiaet B CTOPOHY U HE 0
OTMedJaeTcsl IOIBITOK CHOBA
[iep>KaTh TOJNIOBY B CPEINHHOM
[10JIO’KSHUH
5 Jlexxa Ha crimee, Oe3 |Horu corHyTsI B OTpbIBaeT KoJeHo oT nosepxuoctn (4 [JI Jlyuamas
[IpuBozsIMe MBIIILIBI |[TOATY3HHKA Ta300eJPEHHOM CYCTaBe U KpOBaTH CTOpOHa!
Oenpa [OJTSHYThI K CPEIMHHON Ha > 5 CEKYH] WM OTPBIBAET CTOITY
mHMK Tena. Horu Ha mMMpUHE 0T IMOBEPXHOCTH
Oenep, Oenpa pacrosIoKeHbl 11
HapajLiebHo, KOJCHH Ha OTPBIBACT KOJICHO OT MOBEPXHOCTH 2 Cocrosuue:
HEGOIBIIOM pacCTOsHEK apyr |[\POBATH Ha 15 cexynn
OT pyra Het monbITKH COXpaHUTh KojeHo Ha (0
[IOBEPXHOCTH
6 Jlexa Ha ciuHe 1. YaepskuBasi HWKHIOIO 4acTh |[Ipy IpUMEHEHHUH BBITSHKEHUS B Bripaso|Jlyuas
CriocoOHOCTh (pyku 1o 60kam); Oeqpa MiTazeHIa, CrudaoT HOTY [KOHIIE MaHEeBpa, CTOpOHA:
[EpPEBOPAUMBATECA:  |CTOPOHA, PYHKLMIO |B Ta300€IPEHHOM CYCTaBEe U [mepeBOpauyMBACTCA Ha KUBOT C 4
3a cyer HOr™ MBIILIL KOTOPOH KOJICHHOM CyCTaBe 1 BBIIPSIMJICHHEM TOJIOBBI
OLICHHBAIOT, MOATSTHBAIOT K CPEANHHOMN uepes 6Ok
pacrionaraeTcst JIHVH Tella, TEM CaMbIM [ToBopauHBAETCA M3 TTONOMKEHHS 3
CBEPXY; [IPUBOJUA Ta3 B BEPTUKANLHOC  |neycq a Goky Ha KMBOT IOJOBOI
repeBopavnBaTh TOJIO’KEHNE, TPOJIOIKAIOT BHI3, Ge3 BLITIPAMIEHHS TOI0BbI
HaYHHAIOT CO TAHYTB U Oenarom naysy 6 3mom yepes GOK, MOTHOCTBIO TEPEHOCHT
CTOPOHBI, QYHKIHUIO [nOIOMCEHUU Bec ¢ OTOpHOI PyKH, YTOGHI )
MBITITI] 2. Eciu MylajieHel  amepumTs nepesopoT Bneso |CocrosiHue:
KOTOPOH OIIEHNBAIOT |IOBOpaYHBaeTcst Ha OOK, TO ero
o
TAHYT MO/l YTIOM 45 IMonHMMaeT Ta3, TYJOBHIIE U PYKy C (2
JHATOHATILHO K Ty M ICHAIOT |\ nopepxmocTH,
rays3y, 9To0bI TO3BOIUTH OBOAUHMBAET TONOBY H
MIIAJCHLLY TOTIBITATHCA [MOBOpaYMBaeTcs Ha OOK, IPH 3TOM
TOBEPHYTE TEIO Hasal pyKa mepeMeniaeTcs K nepetHei
cTopoHe Tena
[logHUMAaET Ta3 U TYJIOBHIIE C 1
OIIOPHO MOBEPXHOCTH U
[TOBOPAYMBAET FOJIOBY B CTOPOHY.
Pyka ocTaercsi o1 TyJIOBHILEM
Ta3 maccuBHO oTOpBaH OT onopHoii (0
[TOBEPXHOCTH
7 Jlexxa Ha criHe 1. Jlepxart pyky miaznenna 3a  |[loBopaunBaeTcst Ha )KUBOT, 4 |Bnpaso|Jlyummas
CHocoOHOCTB (pyku 1o OOKaM);  [IOKOTb H TSHYT K BEITIPSIMIISIS TOJIOBY Yepe3 OOk CTOpOHa:
[epeBOPAYMBATECS:  |CTOPOHA, IPOTHBOIONOKHOMY M€Yy,  ([loBOpauMBAETCA Ha KHBOT, Jexka 6e3(3
3a cuet pyk* (DYHKIIUFO MBI KOT/[a TUICUH PACTIONATAIOTC  [BLIMpPAMIIEHHS TOJOBHI 4epe3 GOK;
KOTOPOIi OLICHUBAIOT, [BEPTHKAJILHO, OCTAHABIMBAIOT |yGupaeT BeC ¢ OMOPHOIT PYKH, 4TOGB!
pacronaraeTcst NBIDKECHUE, IPY 9TOM pyKa [1epEBEPHYTHCS ]
CBEpXY; peGenKa 0CTaeTCsl B BEITAHYTOM Cocrosnue:
HepeBOpaynBaTh [1OJIO)KEHUH, TTO3BOJISTIOT
HATMHAIOT CO peOeHKy MOBEPHYTHCS Ha [MoBopaunBaeTcs Ha OOK, ToMoras |2
CTOPOHBI, QYHKIHIO  KHBOT. Ta3y NPUHATL BEPTUKATLHOE
MBIIIIL] KOTOPOH 2. Eciu Ta3 mocturaer [10JI07KEHHE BHIABHKCHHEM HOTH
OLICHUBAIOT BEPTHKATLHOTO TIONIOKEHHUS, TO |prene 1 ee MPUBEACHAEM
[POJOJDKAIOT TSHYTH peOeHKa
[ToBOpaumBaroT roJioBy B cTopoHy 1 (1 [BieBo
[IOHUMAET IICYO U TYJIOBHUIIE C
IOBEPXHOCTH
[ToBopaunBaet royoBy B cTopony; (0

TCJIO OCTACTCA BAJIBIM HWJIA IJICYO

ITACCUBHO IMMOTHUMACTCSA
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[lokazarens [lonoxenune [Ipouenypa ucnsiTaHust O1eHUBaeMBIi OTBET bann
8 [Tonoxenue nexa Ha |[IoOyxnaroT pedeHKa OTpbIBaeT TafgoHb OT moBepxHoctu (4 [JI Jlyumas
Crubanue pyku B 60Ky, pyka, NOTSHYTBCS 10 UTPYILKH, AHTUTPABUTALIMOHHBIM JIBHXKEHUEM CTOPOHA:
[ICYEBOM CYCTaBE U [PAcIIONOKEHHasI KOTOpasi HAXOJUTCS Ha PYKH
TIOKTE U CBEPXY, Pa3OTHYTa B |ACCTOSHMUM BEITAHYTOR PyKH |\ o pyKy B ieuesoM |3
TOPH30HTAIBLHOE [IEYEBOM CYCTaBe U [HA ypOBHE ILleya (MOKHO o
OTBEICHUE COTHYTa B JIOKTEBOM [HCIIONB30BATH CTHMYIIALMIO) 1 | abe Ha 45°, 6es
cycrase Ha 30° u HaOJII0JAI0T CIIOHTAHHOE AHTHIPABUTALIMOHHOIO [IBIKCHUS Cocrosinue:
HO/EPKUBACTCS HA |IBIDKCHHE PYK
Tese (Ipu 11
HEOOXOIMMOCTH
yIEepKUBAIOT PYKY,
PACIIOJIOKEHHYIO
CcHU3Y) Crubaet pyKy B JIOKTEBOM CycTaBe |2
[10CJIe TOr0, KaK OTPHIBAET PyKy OT
Tena
MoskeT 0TOpBaTh PyKy OT Tela 1
OTCYTCTBHE MOMBITKH 0
9 CuJis Ha KOJIHSIX Pacronarator ctTuMys1 Ha OTBOIMT IUIEHO WK crubaer pyky B (4 [JI Jlydmmas
Crubanue pyku B WM HA KOB- PHKE C |CPE/IHEH JIMHUM M Ha ypOBHE  |IUIEYEBOM cycTaBe Ha 60° CTOpOHA:
[UICYEBOM CYCTaBe U |[IOAIEPIKKOU TOJIOBHI [IUIeda Ha PACCTOSHHU
TIOKTE U TyJIOBHIIA (C BEITSIHYTOW PYKH (MO>KHO Orsozut revo i crubaer pyky s |3
HAKJIOHOM I0J1 HCII0/Ib30BaTh TUIeueBOM CycTaBe Ha 30°
yriiom 20°) CTUMYJIALMIO) U HAOII0Aal0T
CIIOHTaHHOE
NBIDKEHUE
Jlro6oe crubanne pyky B IIe4eBoM (2 |ry
CycTaBe MJIM OTBE/ICHHUE
Tonbko crubaer pyky B JTIOKTEBOM 1 CocrosiHue:
cycraBe
He npennpuHIMaeT MOMBITKH 0
IOJHSTH PYKY
10 Cups Ha KOJEHSIX 11{exo4yT OOLIBEHHYIO Pasrubaer Hory B KoJieHHOM cycrase (4 |J1 Jlyumras
Pasrubanue HOTH B WM HA Kparo [MOBEPXHOCTH CTOIIBI HITH Ha > 45° CTOpOHA:
KOJICHHOM CyCTaBe KOBpHKA C CIeTKa IUILTIOT TTaJIer] Pasrubaer HOTY B KOJCHHOM CycTase |2
MO IEPIKKOM Ha HOTe Ha 15-45°
TOJIOBBI U TYJIOBHIIA
(c HaKJIO-
HOM 11oJ yriiom 20°),
Genpo JIr060e BuanmMoe pasrudanue HOTu B (1
pactonoxKero KOJICHHOM CYyCTaBe I
TOPU3OHTAJIBHO CocTosHUE:
K TIOBEPXHOCTH
3eMIn
OtcyTcTBHE Kakoro-nubo Buanmoro (0
pasrubaHusl HOTH B KOJEHHOM
cycraBe
11 JlepxaT mnanenna, |[IpoBoasaT pykoi mo cTynHe Crubanne Hory B Tazo0eapenHom (4 |1 Jlyumas
CrubaHue HOTH B OpiKuMasi K cebe, (MM MIMMAIOT Iajel] HOTH CycTaBe WIIH B KOJIGHHOM CyCTaBe > CTOpOHA:
Ta300€ApEHHOM THIIOM BIIEpes, cO 30°
CycTaBe M TBUIBHOE  [CBO-
crubaHue CTOIIBI 0OHO CBUCAOILIMMH Crubanue HOrH B Taso0enpeHHOM 3
HOTAMIL CycTaBe HIH B KOJCHHOM CYCTaBe
Monepxusaior 0001 cTerneHn CocTosHue:
MIIaJeHIa B
paiioHe XHUBOTa, IpU 11
3TOM ro- TonbKO THUIBHOE CTHOAHHE 2
110Ba HAXOAUTCS TOJICHOCTOIHOTO CyCTaBa
MEXTy pyKoH
U IPYIHON KIIETKOH
B3pOCIIOTO,
OTOPBIH €ro AiepaiHT Her axTuBHOTO ABIOKEHUS Oefpa, 0
KOJICHA VUM TOJIEHOCTOITHOTO
cycTaBa
12 B monoxxennu cuas  |[lomemarotT MiaaeHiia Ha 113 MONI0XKEHNUs C OMyIEHHOM 4 basibr:
Y nepxaHue TONOBBI* KPYTJIOE CHJEHBE C IOTHATOH |FOJIOBOM MOJHUMAET TONOBY U
NIEPKUT €€ B BEPTUKATLHOM CocrosiHue:
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[lokazarens [lonoxenune [Ipouenypa ucnsiTaHust O1eHUBaeMBIi OTBET bann
C MOAJEPHKKOI 3a rOJIOBOH, HpHIEpKUBas 3a [OJI0XKEHUH, @ TAaK)Ke I0BOPAuUBAET
[UIeYd U OpSIMBIM  [TIIeYH (crepenu TOJIOBY U3 CTOPOHEI B CTOPOHY
TYJIOBHIIEM U C3311) (MOJICHO OMIONCUMb
oyenky I u 4 do konya Y 1epKHMBAET roJI0BY B BEPTHKAILHOM|
ucnoimanus) nonoxenun 6Goinee 15 cex. (npu
[10ePTUBAHHUH TOJIOBEI 32 UCIIBITAHUE
«yIepKaHUue TOJIOBbI» CTaBAT 2
Gasa)
Y 1epKUBAET TroJ0BY 0 CpeIHEN
JIMHUM >5 CeK, IMPU 3TOM rojIoBa
HaksioHeHa 10 30° Briepe WM Haszaj
AKTUBHO IIOJHUMAET HIII
[10BOPAUMBAET IOJIOBY BBl C
MOMEHTa CTHOaHHs B TeUeHHUE 15 cex.
(HE 3aCUMTHIBAIOT, €CIU JBIKCHUE
[IPOUCXOIUT OJHOBPEMEHHO C
IIBIXaHHEM)
OTCyTCTBUE OTBETA, FOJIOBA BUCHT
13 Jlexa Ha ciuHe OTBeT Ha BbITATMBaHUE: TAHYT [Crudaer pyky B JIOKTEBOM CYCTaBe J1 Jlyumias
Crubanue pyku B MJIaJICHII B TIOJIOXKEHHE CHIA, CTOpOHa:
JIOKTEBOM CYCTAaBe, PYKH JepikaT 1o yriaom 45° 1o
OLICHKA 110 MTyHKTY 14 TOYKH, KOTJa roJIoBa .
- Bunumoe cokparienue IByriaBoi o
oTphIBaETCH OT MBI 0€3 CrudaHus pyKu B c )
HoBEpXHOCTH JIOKTEBOM CYCTaBe OCTOsHHE:
OTCyTCTBUE BHIMMOIO COKPAILCHHS
14 Jlexxa Ha cIiiHE OTBeT Ha BEITSATHBaHNE: TAHYT |[lonHHMaeT rojoBy ¢ KpOBAaTH Bausr:
CrubaHue 1meu, MJIAZICHIIA B ITOJIOKEHUE CUIS,
OLIEHKA 110 [TYHKTY pyKu fepiar Bunumoe cokpamnieHne CocrosiHue:
13 101 yrioM 45° 10 TOUKH, KOT/a rpYAHHO-KIIOUYMYHO-COCLIEBUIHOM
rojoBa MBIIIIBI
[IOAHIMAETCS U OYTU
OTPEIBACTCI OT OTCYTCTBUE MBIIIEUHOTO
TOBEPXHOCTU cokpatenus
15 TIpo0a c TIpoBoasT pyKO# BIOJIB Ecii MitazieHer| yiep>KuBaeT rojiopy Basbl:
Pasrubanue BEHTPAIbHOH [03BOHOYHMKA OT IIEU K Ha OJJTHOM YPOBHE C TYJIOBHUIIEM UIIH
TOJIOBBI/IIIEN IO ISPIKKOMH: kpectiry. PpoHTaNBHAS BEIIIIC
(Jlannay) MIIa/ICHEI] JIEKHUT [JIOCKOCTB T'OJIOBBI IPU
A JKUBOTE, BpaY R ——— Eciu royioBa 9acTHYHO CocrosiHue:
yIepXKUBaeTCs,, HO HE 10
[IPUITOJJHIMAET €0  |apaJUIeNIbHO TOBEPXHOCTH .
omHOi pyKoii B oBpHKa = TOPH30HTAIBHON MIOCKOCTH
obsactu 0° (ropu30HTaNIBHA)
BepXHEH yacTu He BoITATHBAET ronoBy
PKHBOTA
16 TIpo0a c IIpoBoasT pyKkoil cHadama ¢ [loBOpaunBaeT Ta3 1o HaIpPaBICHUIO J1 Jlyumas
113ru6 Mo3BOHOYHMKA (BEHTPAIHLHOM [IPaBOi CTOPOHEL, a 3aTeM C K CTUMYJIy BHE OCH CTOpOHa:
(T"amanT) OJIJICPIKKOMN: JIEBOI CTOPOHBI
MIIa[ieHel] JISKHUT Ha (TI0 HOSICHUYHO-TPYJ0H 001acTi Bumoe COKpaILICH1C
JKHBOTE, Bpa 510D rapaBepTeOpaIbHON MBIIIITBI
MPUIIOAHIMAET [T03BOHOYHHUKA, MU IIEKOYYT 11 CocrosiHue:

€ro oIHOM pyKoii B
obnactn

BepXHeil yacTH
PKHBOTA

KUBOT HJIH

CTYITHIO, MJTH HAKJIOHSIOT
MIIaJICHIIa, IPOBEpsIs pediiekc
["amanTta. Y MaaJeHIIEB C BECOM
0osiee 10 KT KOJIEHH U TOJIOBA

OTBET OTCYTCTBYET

MOI'yT KaCcaTbCs IIOBEPXHOCTH

OO6mwii 6a1, Ty4YIIHid 6aiT ¢ KaXKI0i CTOPOHBI IO KaXOMY IapaMeTpy (MakcuMyM 64 Oarua):

Kirou (mHTEpIIpeTaIis): oreHnBaeTcs B 6ajiiax Ha MOMEHT OCMOTpa ¥ TTIOTOM, B TMHAMHKE
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