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CHucok coKpalneHuu
BbullAIl — ot anrn. Biphasic Positive Airway Pressure, BPAP, BiPAP

JIHK — ne3okcuprboHyKIeMHOBAs KHCIIOTa

JKEJI — xu3HeHHast EMKOCTb JIETKUX

k/la — xunonanbToH

KT — xomnbrorepHas Tomorpadus

K®K — kpearundocdokxnnaza (CHHOHUM — KpeaTHHKHUHA3a)

JIAI" — nakraraeruaporenasa

MPT — MarauTHO-pe30HaHCHasE TOMOTpadust

HHBJI — neunBa3uBHAasE BEHTUIISIIIUS JIETKUX

O®B1 — 00B&M hopcupoBaHHOTO BBIJI0XA 32 TIEPBYIO CEKYHy MaHEBpA (POPCUPOBAHHOTO BBIIOXA
IIJIE — noTeHumasnbl ABUTaTEIbHBIX €AUHUIL

[IAP® — nomuMopdusM UIMH PECTPUKLMOHHBIX (PparMeHTOB (CIOCOO HCCIEAOBAHMSI T'€HOMHOU
JHK)

[ICB — nukoBasi CKOPOCTh BbI0OXa

[ICK — nukoBasi CKOPOCTh KalllIst

[TIIP — nonumepasHas HenHas peakuus

PHK — pubonyxkienHOBast KHCJIOTA

CullIAIl — ot anr. Constant Positive Airway Pressure, CPAP
CMA — cniuHanbHas MbITedHas aTpodust

TCP — texHuueckue cpeicTa peadIuTaluu

OXEJI — dyHKunoHanpHas )KU3HEHHAS EMKOCTD JIETKHX
[IPM — mikana peabuauTallmoOHHOM MapIpyTH3alun
YVP — ypoBeHb yOeAUTENbHOCTH PEKOMEH AN

Y1/I — ypOBEHb TOCTOBEPHOCTH JOKA3ATEIHCTB

OKI' — snexrpokapaunorpadus



OMI" — snextpomuorpadus

OHMI" — snekrponeitpomuorpadus

9x0-KI" — axokapaunorpadus

HFMSE — Pacmmpennas mkasia oleHKl MOTOpHBIX (pyHKuui mpu CMA 60apHUIIEI XaMMEPCMHUT
MFM-32 — Ouenka MOTOPHBIX (YHKIMHA U3 32 MyHKTOB

MLPA — MynbTUIUIEKCHAS aMIuid(uKanus JUTHPOBAHHBIX 30HA0B (0T aHri. Multiplex Ligation-

dependent Probe Amplification)

NIPPV — nHenHBa3uBHasi BEHTWIAIUA JIETKUX TOJOKUTEIBbHBIM JaBieHUEM (OT aHII. Noninvasive

Positive Pressure Ventilation)
RULM — IlepecMOTpeHHBI MOAYJb OLIEHKA MOTOPHOU (DYHKIIMU BEPXHUX KOHEUHOCTEN

SpO2 — carypanusi KHCJIOPOAOM apTepHaTbHOW KPOBH, W3MEPECHHAss HEWHBAa3MBHBIM CIIOCOOOM C

IMOMOIIBIO ITYJIBCOKCUMCTPHUU



TepMuHBI U onIpeaeICHUS

BullAIl (ot aur. Biphasic Positive Airway Pressure, BPAP, BiPAP), 10 HOMEHKIIATYPe MEIUIIMHCKIX
u3ennii — Amnmapar HMCKYCCTBEHHOM BEHTWJISILMM JIETKUX C JBYX(a3HbIM IOJOKUTEIBHBIM
nasiennem (BPAP) mepenocHoil, AnmapaT WCKyCCTBEHHOM BEHTWISIIMU JIETKHX C JBYX(a3HBIM
nojoxuTenbHbIM napieHueM (BPAP) mist nomaminero ucnonb3oBanusi) — AByXda3zHas BEHTHIISIUS C
IIOJIOKUTEIIBHBIM JABICHUEM B JBIXaTEIbHBIX IYTAX — 3TO alllapar, CO3Jal0IINUN Ha BIOXE U BbIIOXE

manucHTa JaBJICHUC PA3JIMYHOTIO YPOBH.

I'uneprpodus Muokapa — MaToJIOrMYeCcKoe yTONIEHNE MBIIIEYHOIO CJI0S CEepLa.

JleHCUTOMETpHST — HEMHBA3UBHBIN METO]I OTIPEACICHUSI MUHEPATBbHOM IJIOTHOCTA KOCTHOM TKAHU.

Jlunararyst KaMep cep/ia — NaToJ0rHYecKoe yBenndeHne oo0bEémMa KaMep cepara.

Kapnuomuonarus — reTeporeHHass rpynmna 3a0ojeBaHMi  MHOKapla, COMPOBOXKIAIOLIUXCS
MEXaHUYECKOM M (WMu) 3JIEKTpUYecKor Auc(hyHKUMEH, OObIYHO (HO HE BCErla) MNPUBOASIIMX K

TUNEPTPOPUHN WIN JUIATALUNA U UMEIOIIUX Pa3InyHbIe (4ACTO TeHETUYECKHUE) MPUINHBI.

Kanmnomerpust u kamuorpadus — wu3MepeHue M IUPPOBOE OTOOpaKeHHWE KOHIEHTPALMH WU
MapIralbHOTO JAaBJICHHS YIJIEKHCIOTO Ta3a BO BJBIXa€MOM U BBIBIXa€MOM BO3JIyXe BO BpeMs

AbIXAaTCJIbHOT'O IUKJIA ITalluCHTA.

KucnorHo-ocHoBHOE cOCTOsiIHUE (KHUCIOTHO-IIENOYHOM OajlaHC, KHCIIOTHO-IIEIIOYHOE COCTOSHUE,
KIIC) — cooTHomeHne KOHIEHTpanuii MOHOB Bopopoaa H+ u ruapokcuneHbix rpynn OH— B

OMOJIOrHYECKUX KUAKOCTAX OpraHu3ma.

KOHTpaKTypa — OI'PaAHNYCHUC ITACCUBHBIX I[BPI)KGHI/Iﬁ B CyCTaBc.

HYHBCOKCI/IMCTpI/IH — MCTOA, HOSBOJ’I}IIOHII/Iﬁ ONPCACIINTD COACPIKAHUC KUCIIOPOAAa B KPOBU U YaCTOTY

IyJIbCa B MUHYTY.


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

CulTAII (or auri. Constant Positive Airway Pressure, CPAP — mnocTossHHOE MOJO0XKUTENbHOE
JABJIEHUE B JbIXaTeIbHBIX MYTAX; [0 HOMEHKJIAType MEIUUMHCKUX U3Ienuid — Amnmapar
UCKYCCTBEHHOM BEHTWIALIMM JIETKUX C IOCTOSHHBIM TOJOXUTENbHBIM JaBieHuemM (CPAP) nnsa
HOBOPOXJECHHBIX, Amnapar UCKYCCTBEHHOM BEHTWIALMU JIETKUX C TOCTOSHHBIM IOJIOKUTEIbHBIM
nasienreMm (CPAP) miis momaiiiHero ucnoib30BaHus) — 3TO UHIWBUIyaIbHBIA MEAUIIMHCKUIN anmapar
JUI. aBTOMATU3WPOBAHHOM JUIMTEIIBHOW BCIIOMOTaTEIbHOW WHTPAHA3AJbHOM BEHTWISLHUM JIETKHAX
IIOCTOSIHHBIM IIOJIOKUTEJIbHBIM JaBJICHUEM, IPUMEHSEMBIM IallMEHTOM BO BPEMs HOYHOIO CHa.
CulIAIl nmpencrasinser co0oil HEOONBIIONH KOMIPECCOP, KOTOPBIM MOIAET MOCTOSIHHBINA MMOTOK BO3yXa
MO/l OmpeNelEHHBIM JaBICHWEM B JbIXaTelbHBIC MYTH 4Yepe3 TUOKYyI0 TpyOKy M TEepPMETHYHYIO
HOCOBYIO WJIM POTO-HOCOBYIO MacKy. TakuM oOpa3om, OH He JAET JbIXaTeIbHbIM IyTSIM CMBIKAThCS U
OJIOKMpPOBATh MOCTYIUIEHHE BO3AyXa (M HEOOXOAMMOrO OpraHu3My Kuciopoaa). B pesynbrare
HCKJIFOYAETCSl PUCK BHE3AIIHOM CMEPTH OT OTCYTCTBMS BO3AyXa B JBIXaTCIbHBIX MYTIX, a TAKKE

o0ecreynBaeTCsi HOpMaJbHBIA COH.

CKkoano3 — 310 TpéXHHOCKOCTHa}I ne(bopMaumI ITIO3BOHOYHHKA.

Onexrpomuorpadust (OMI) — MeTonsl ucciaenoBanus nepuepuuecKuXx HEPBOB, MBI U HEPBHO-
MBITIIEYHOU Tiepenadu. [loapasaenstoress Ha CTUMYISIITUOHHYIO M HUTOJIBYATYIO DJIEKTPOMHUOTPAQHIO.
Hcnons3yeMbIii  MeTON  dNeKTpOHEeHpomMuorpaguu W O00bEM  HMCCJICHOBAHHWS  3aBUCAT  OT

IPEI0JIaraeMoro ypOoBHsI OPAXXEHUsI IPU OCMOTPE HEBPOJIOTA.

OHTepalbHOE IHTAHME — BBEIACHUE MUTATEIbHBIX BEIIECTB B JKEIYAOYHO-KHUILIECYHBIA TpPaKT
(mepopalibHO, Yepe3 30H] WU CTOMY) C II€JIbI0 MOAAEPKAHUS U KOPPEKIMH HYTPUTHUBHOTO CTaTyca B
COOTBETCTBHM C TEKYIIUMHU MOTPEOHOCTIMU OONBHOTO B dSHEpruu, Oeike, BUTaMUHAX, MUHEpaiax u

MHKPODJICMCHTAaX.


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

1. Kparkast nagopmanus 1mo 3a001€BaHNI0 WIH
COCTOSIHUIO (Ipynnbl 3200/ 1eBAHUM UJIHA COCTOSTHUM)



1.1 Onpenenenue 3a00/1eBaHUsA UM COCTOSTHUS
(rpynnbl 32001€BAHUMA UJIA COCTOSTHUI)

5g-accouuupoBaHHasi, WK MPOKCUMAaJbHAas, ClIMHaIbHas MbleyHas arpodus (CMA) — 31o Tspkénoe
HEPBHO-MbILIEYHOE 3a00JieBaHUE C ayTOCOMHO-PELECCUBHBIM THUIIOM HACJIEJOBAHUSA, KOTOPOE
pa3BUBAeTCs BCJEJACTBHE TOMO3UIOTHBIX (peXe — KOMIIAyHA-T€TEPO3UTOTHBIX) MaTOreHHBIX
BapUaHTOB B reHe SMNI u XapakTepus3yeTcsi HEYKIOHHOM JEeTr€Hepaluedd MOTOHEMPOHOB CIIMHHOIO
MO3ra M CTBOJIA TOJIOBHOTO MO3ra, YTO OOYCJOBIIMBAET PA3BUTUE MPOTPECCUPYIOLIECH MBIIIEYHOM

arpoduu 1 BATBIX ape3oB [1].



1.2 DTHOJIOTHUS U MATOT¢HE3 3a§0J1eBaHnﬂ WM
COCTOSIHUA (TPynnbl 3200/1€BAHUIN UJIM COCTOSHUMN)

CMA pa3BuBaeTcsi BCIEACTBUE MAaTOT€HHBIX BapuaHTOB B reHe SMNI (auri. survival motor neuron),
KOIUPYIOMeM O€eJI0K BBDKHBaeMOCTH MoOToHeWpoHoB (SMN). T'em SMNI nokanu3oBaH Ha 5-i
xpoMocome (1okyc 5q12.2-q13.3) Gmrke K TeoMepe, B CBSI3H C UeM UMEET aJbTepPHATUBHBIC HA3BaHUs

telSMN, SMNt u SMNT, tae «t» 0603Ha4aeT ero TeJIOMEPHOE PACTIONOKEHHE.

[Tonnouenusiit Oenoxk SMN cocrout u3 294 aMUHOKHCIOT M XapaKTEpPU3YEeTCS ITOBCEMECTHOMU
IKCIIPEeCCUeH, a Takke MHorooopasmeM ¢yHKIHA. OCOOCHHO BBICOKOEC COAEpP)KAaHHME ATOTO OCiKa
0OHapy>KMBAeTCA B TOJJOBHOM M CIIMHHOM MO3T€, IMOYKaX W MEYCHH, OJTHAKO OH TAKXKE COACPKUTCS B

cepanuc, MbIIax 1 IMpoYnuXx TKAHIX.

benok SMN mpucyTCTBYeT Kak B siApe, Tak U B LUTOILIa3Me B cocTaBe SMN-KOMILIEKCOB, KOTOPbIE
MPEICTABIAIOT cO00M caMOCOOMPAIOIINECs MHOIOMEPHBIE OEIKOBBIE CTPYKTYpbI, HEOOXOAUMBIE IS
crutaiicunra npe-MPHK. benok SMN BeicTymaer B ponu cyObenununbl SMN-koMIiekca MpH
OnocuHTe3e MajbIX SAEpHBIX prboHykIieonporenHoBbIX yacTull (MsPHII; small nuclear ribonucleic
particles). SMN-KOMIUIEKC MO3BOJISET SIEPHBIM Sm-0elkaM U OOOTamIéHHBIM YPUIUHOM MajbIM
anepasiM PHK ¢gopmupoBare MaPHII, yuactByromue B crumaiicuare npe-mPHK pasnuunbix reHos,
HEOOXOAUMBIX IS (YyHKIMOHUPOBAHUS IBUTATEIbHBIX HEUPOHOB U pslia APyrux kierok. Kpome Toro,
o6emok SMN MoxpynupyeT amnonrto3, OJOKUpPYS aKTMBALMIO HECKOJbKHUX Kacla3 M JIPYruX KIIHOYEBbIX

PEryJaaTOpOB BRIKMBAHUS KJIETKH [2].

VY mropedt U Ipyrux BbICHIUX NpUMAToB SMNI vMeeT mapajlordyHylo [EHTPOMEPHYIO KOIUI0 — TI'eH
SMN?2 (ansrepHatuBHBIE 0003HaueHusi cenSMN, SMNc, BCD541, SMNC). B 00bIYHOW TOMYJNISIAH
(6e3 CMA) npumepno y 10-15 % mroneit SMN2 BoBce orcyrctByeT [3]. KonuitHocTs rena SMN2 y
nanueHToB ¢ CMA BapbupyeT, Kak MpPaBWIO, OT OJHOM J0O YETHIPEX-MATU (KpailHe peako — 0

BOCbMH) [4,5].

O6a rena (SMNI wu SMN2) coctosT U3 JEBSITH DJK30HOB M 10 CBOEH HYKICOTHIHOMN
MOCJIEIOBATEIbHOCTH OTJIMYAIOTCS JIUIIb MSIThI0 HyKJIeoTuaamu [1,6]. B omiuuue ot rena SMNI, B
sk30He 7 reHa SMN2 B 840-M MONOXKEHUU LIMTO3UH 3aMEHEH Ha TUMHUH. HecMoTps Ha TO, 4TO Takas
3aMeHa HE BIMSIET Ha aMUHOKHUCIIOTHYIO MOCJEI0BATEIbHOCTh, 3TO NMPUBOAUT K HapyLICHUIO PabOThI
9K30HHOTO SHXAHCEpa CIUIAliCMHTa W albTepHaTuBHOMY crutaiicuary npe-MPHK, oGpasytometicst ¢
reHa SMN2, ¢ uckmouenneMm 3k30Ha 7 B 90 % TtpanckpuntoB SMN2 [7,8]. 910 00ycimoBiIuBaeT
oOpa3oBaHUE C TaKuUX TPAHCKPUINITOB HEMOJHOIEHHOW Bepcuu Oenka SMN, kotopas OBICTPO
MOJIBEpraeTcsi BHyTPUKJIETOUHOU nerpanauuu. Tem He menee, okono 10 % obpasyemoro ¢ rena SMN2

OETKOBOTO MPOIYKTA SBJISETCS MOTHOIICHHBIM (PyHKIIMOHATBHBIM OerkoM SMN.



CMA pa3BuBaercst NMpu OTCYTCTBUU Y ueJoBeka (PyHKIMOHaIbHO pabouux komui reHa SMNI.
Vuyactok 5ql12.2-q13.3 sBnsieTcs CHOXKHBIM W T€HETUYECKH HecTaObwibHbIM. [Ipumepno B 95 %
ciaydaeB npuunHOW pa3Butuss CMA SBISIOTCS TOMO3WTOTHBIE JEIEUUU SK30HOB 7 WM 7—8 reHa
SMNI. B ocTtabHBIX Cily4asX Yy IalMEHTOB BBIABISAETCS KOMIIAyHI-T€TEPO3UTOTHOE COCTOSIHUE IIO
JeJIEIMH B OIHOM Konuu reHa SMNI v MHBIM NaTOT€HHBIM BapUaHTOM (HOHCEHC, MHCCEHC, BapUaHThI

B 30HE CIUIACHHTa, UHCEPIINH, MaJIbIe JIeJICIUN) B IpyTroii [§].

OrcyrcrBue Oenka SMN BcelieZICTBME MAaTOTEHHBIX BapHMaHTOB Ha oOoux amiensx reHa SMNI
MPUBOIUT K HapymieHuto ouocuntesa MiPHII u, cooTBeTCTBEHHO, HAPYIIEHUIO CIUTAMCHHTA HE3PEbIX
MPHK reHOB, HEOOXOIMMBIX JIS KU3HEACATEIHPHOCTH MOTOHEHPOHOB, YTO BICUET 3a COOOHU
MIPOTPECCUPYIONLYI0 THOEh TTOCIEAHUX. Y UUThIBas MOBCEMECTHYIO dKcpeccuto 0einka SMN, moMumo
JOMUHUPYIOIIMX HEBPOJIOTMUECKUX HapyIIeHUH, ero ae@uuuT oOyCIOBIMBAET TaKXkKe U Pl
CHUCTEMHBIX HApyUIEHUN. JTO HAXOJUT CBOE MOATBEPXKICHHE KaK Ha SKCIEPUMEHTAJIBHBIX MOJEISX,

TaK U B SIIMACMHOJIOT'MYCCKUX UCCIICIOBaHUAX [9]

B cnydae reTtepo3UroTHOro HOCUTENIBCTBA JEJIEIUU 3K30HOB 7 unu 7—8 reHa SMNI u oTcyTcTBUA
MaTOT€HHBIX BAPUAHTOB Ha BTOpoM ayuiene 3toro rena CMA He pa3BuBaerca. [Tomumo CMA, npyrux

3a00JIeBaHM, CBSI3aHHBIX C TATOTCHHBIMU BapuaHTaMu B TeHe SMN 1, B HacTosIee BpeMsi He OMHICaHO.

B cBa3u ¢ tem, uTto ¢ reHa SMN2 Tem He MeHee oOpasyeTcs HeOombInas A0S MOJHOIIEHHOTO OeKka
SMN, uncno xonuii SMN2 sBAsieTCs OCHOBHBIM Moaudukaropom Tsxectu penotuna CMA [10,11].
Uewm Oompiie konuit SMN2 y nanmenta ¢ CMA, tem Msarde ¢eHoTun 3abosieBaHus (MO3KE BO3PACT
nebroTa, MEHEee CTPEMUTENHLHOE MporpeccupoBanue). B 3aBucuMocTu OT 0coOEHHOCTEH (eHoTHUIa

BbIZIETAIOT 5 TUIoB CMA (cM. Tabi. 1).

Ta6nuua 1. KnuHnueckue tunbl CMA 1 nx accoumaumsa ¢ KONUMMUHOCTbIO reHa SMN2 (apanTupoBaHo u3 [11-13])

Tun Yucno Konum BospacTt MpoAO/IKUTENBHOCTb HauBbiclune pocTuraemble 3Tanbl ABUraTenbHOro

CMA reHa SMN2* nebrota KUSHN** pasBuTua**

0 1 lMpeHaTanbHO Heckonbko Hepenb (oo 6 HeTt

Mec)

1 1/2/3 o 6 wMec MeanaHa »u3Hm 8-10 mMec He MoryT gepxaTb ronoBy, nepeBOpayMBaTbCsa U
XKU3HU (MeHee 2 neT) cnaetb 6e3 noaaepxkku

2 2/3/4 6-18 Mec 70 % poxkuBatoT Ao 25 net CnocobHOCTb caMocTosiTeNbHO (6€3 noaaepxkun)
XKU3HU cnpeTb

3 2/3/4 18 mec-20 O6blyHas MoryT camocTtosTenbHas (6e3  noanep>XKu)
net CcnaeTb, CTOSATb U XOA4UTb

4 >4 Mocne 20 net O6blyHas O6blYHbIE

* )KupHbim BblgesnieHo Hanbosiee 4acTo BCTpeyaroleecsl Yncao Konui reHa SMN2 ripyn kaxagom m3 turnos CMA

** [lpyn ycnoBun TOJIbKO NMoAAEPXKUBAIOLEro CMMITOMaTUYECKOro JIeHEHUS




Heobxonumo oTmMeTuTh, uto ompenencHue tuna CMA mpoBOAWTCS HE HA OCHOBAHHMH YHCIIA KOMUH
reHa SMN2, a ¢ yuéToM 0COOCHHOCTEN TeUEeHMsI 3a00JI€BaHNUS U KIIMHUYECKON KapTUHBI Y KOHKPETHOTO

manmrucHTa B COBOKYITHOCTHU C JaHHBIMH MOJICKYIISIPHO-ITCHCTHUYCCKOI'O TCCTUPOBAHMA.

[Tomumo komuitHOCTH SMNZ2, oOHapyxkeH emé omuH Moauduxarop dhenoruma CMA, cBS3aHHBIN C
3TUM TeHoM. Muccenc-BapuanT c¢.859G>C (pedepencHbiii Tpanckpunt NM _017411.3) B ax30He 7
reHa SMN2 npuBoIUT K 00pa30BaHUIO HOBOTO CaiiTa 3K30HHOTO SHXAHCEpa CIUIACHUHIa, PE3yIbTaToOM
4ero sIBIAETCS OoJblee, 4eM 0OBIYHO, BKIIOUEHUE dk30HA 7 B TpaHckpunt reHa SMN2 [3]. o atou
npuunHe y Hocurtened BapuanTa ¢.859G>C B rene SMN2 naxe mpu HEOONBIIOM YHKCIE KOMHMA
nocyienHero Oymer HaOmomatbes Oonee Markumii ¢eHorun CMA B cBA3u ¢ Oomblieidt  jgonei

nosiHotieHHoro 0eika SMN cpenn OeTKOBBIX MPOIYKTOB SMN2.

SMN2-accourpoBaHHbIE MOAU(PUKATOPHI SIBIISIFOTCS €IMHCTBEHHBIMU BAJIMIUPOBAHHBIMU (haKTOpaMH,
rusitomiuMu Ha ¢enotunn CMA. B HacTosiiee BpeMsi HHTEHCUBHO M3Yy4aeTcsl TaK)Ke MOTEHIMaIbHas
pPOJb IPYTHMX BO3MOXHBIX MOAU(DHUKATOPOB (F€HETUYECKUX, SMUTCHETHYECKHX, (aKTOphl BHEUIHEH

CpCI[I:I), OOHAKO KIIMHUYCCKOT'O ITOATBCPKACHUS 3TUX JJAaHHBIX ITOKa HCT.



1.3 Dnuaemuosorus 3aﬁoﬂgBaHnﬂ WJIM COCTOSTHMS
(rpynnbl 32001€BAHUMA UJIA COCTOSTHUI)

I'mo6anbhas 3a6oneBaemocts CMA Bapbupyer ot 1 ciydas Ha 6 000 HoBopoxkaAEHHBIX 10 1 Ha 10 000
HOBOPOXIEHHBIX; MPH 3TOM 4YacTOTa TIE€TEPO3UTOTHOIO HOCUTENIbCTBA MATOI€HHBIX BapUAHTOB,

acconuupoBaHHbix ¢ CMA, cocrasnsier npumepHo 1:50 [14-16].

Pacnpoctpanéanocts Bcex TumoB CMA BMecTe B3STHIX, IO ONMyOJIMKOBAaHHBIM Ha CETOIHSIIHUN JE€Hb

JTAHHBIM, B OOJIBIIMHCTBE CIydaeB Kojeomercs okono 1-2 cimydaes Ha 100 000 nHacenenus [16].

enTpanu3oBanHas craructuka no snuaemuonaorun CMA B P® orcyrctyer. Ilo nanusiM ®T'BHY
«MI'HL[ um. akagemuxa H. I1. boukoBay, yacTora reT€pO3UrOTHOTO HOCHUTENBCTBA JACJIEIUNA SK30HOB
7/8 rena SMNI B poCCHUICKON MOMYJISIITUU cocTaBisieT 1 Ha 36 4enoBek, a pacuéTHas 3a001eBaeMOCTh

CMA, Takum oOpa3om, MOkeT ObITh 1 citydait Ha 5184 HoBOpOxkAEHHBIX [17].



1.4 Oco0eHHOCTH KOAUPOBAHHUSI 3200/ 1€ BAHUSA WJIH
COCTOSIHUA (IPyNIIBI 3200J1€BaHUIl HIH COCTOSTHHA) 110
MexayHapOAHOH CTATHCTHYECKON KJIaCCH(PUKAIMU
0oJ1e3Hed U NPodJIeM, CBA3AHHBIX CO 310POBbEM

Koouposanue CMA no Meosicoynapoonoti knaccuguxayuu 6onesneit (MKB) 10-20 nepecmompa:
G12.0 Jerckas cnuHanbHas mbledHas arpodus, CMA 1-ro tuna [Bepauura-l'opdmana]

G12.1 dpyrue HacineACTBEHHbIC CIMHAIBHBIE MBIIICUHbIE aTPOPUU: UCTIOIB3YETCS JIJIsi KOAUPOBAHUS
CMA tumnos 2, 3 u 4.

Koouposanue CMA no Mesicoynapoonoii knaccuguxayuu 6onesnei (MKB) 11-2o0 nepecmompa:

8B61 CrinHanpHbIE MBIIIIEUHBIE aTPOPUU

8B61.0 CnunanbHast MblliedyHas arpodus paHHss 1eTckas popma, T [
8B61.1 [lozausis cnimHanpHas MbledHas arpodus, Tum [l

8B61.2 FOnomeckas ¢popma cnuHanbHOU MbIieyHoU nuctpoduu, tu I11

8B61.3 CnimHanbHas MbllliedHas arpodus B3pocCibIx, Tui [V



1.5 Knaccudpukanust 3a001€BaHusI MM COCTOTHHSA
(rpynnbl 320071€BAHUMA UJIA COCTOSTHUI)

HaunbGonee yacto ucnonb3dyemasi knuHudeckas kinaccudukanus CMA ocHOBaHa Ha Bo3pacte e0roTa
3a0oeBaHusl M TSKECTH (peHoTurna. ba3oBble XapaKTepUCTHUKUA JTOW KiacCU(UKAIMK  ObLIN

npeacTaBieHsl B Tabn. 1. Huke mpuBeaéH psn ITOMOTHUTENBHBIX JETaled MO KaXkJIOMYy M3 THUIIOB
CMA.

Tun 0, npeHarajbHass, WIK BPOKACHHAs], popMa. XapaKTepHu3yeTcsl NOHMKECHHON JIBUTATEIbHOU
AKTUBHOCTBIO TUIONA. Y HOBOPOXKJIEHHBIX OTMEUAIOTCA TpyOble HApyIICHWs IJIOTaHWUS U JbIXaHUS,
HEOHaTaJ bHAs THUIIOTOHMS, JIMIIEBas IUIIErHs, apTporpumno3. IIpogoKUTEeNbHOCTh JKHM3HU, Kak

MIPaBUJIO, HE MPEBBIIIAET HECKOIBKUX HENENb MOCIIEe poxaeHus [6,12].

Tun 1, wum3BecreH Kak Oosie3Hb Bepanura-loppmana, a Ttakke kak «ocrpags CMA»
(OMIM#253300). XapakTepu3yeTcsi pa3BUTHEM BBIPAXKCHHOM CIIa00CTH B MJIaJICHYECKOM Bo3pacTe (B
NepBbIe 5 MECSIEeB JKU3HH), HEBO3MOXKHOCTBIO CHIETh 0€3 MOIJIEPKKH, MPOTrPEeCCUPYIONIUMU
KOHTPAKTypaMH CyCTaBOB, HapyIIEHWEM COCaHUs U moTaHus. [Ipu oTCyTCTBUU peaOUIUTALIMOHHBIX

MEpPOTPUATUN U MATOTEHETHUYECKON Tepanuu CMEepPTh OOBIYHO HACTYMAET B TEUEHHUE 2-TO To/ia KU3HU
[6,12].

Tun 2, u3BecteH kak 0ojie3Hb Jly0oBuIa, a Takke Kak «xpoHudeckas CMA» (OMIM#253550).
JleGrot 3a0oneBanust mpuxoautcs Ha Bozpact 6—18 mecsnes. Jletu ¢ CMA 2-ro tumna npruoOperaroT
CIIOCOOHOCTh CaMOCTOSITEIBLHO (0€3 TMOMNEpPKKH) CUJIIeTh, OJIHAKO BIIOCIEACTBUM HAOIIONACTCS
OTCTaBaHHE B MOTOPHOM PAa3BUTHU C yTPATOW JOCTUTHYTHIX paHEe JBHUIaTeIbHBIX HABBIKOB. [To Mepe
TeueHus: 3a0oJeBaHMsl y TMAlMEHTOB  pa3BUBAIOTCSA  IpyOble  CKeleTHhle — JedopManui,
pacnpocTpaHEHHbIE KOHTPAKTYpbl CyCTaBOB, PECTPUKTHBHBIE JbIXaTEIbHbIE HAPYIICHUS Pa3InYHOU
CTEIEHH BBIPAKEHHOCTH, MOSABIISIETCS MOCTYypalbHbI TpeMop nanbleB pyk. MHorma CMA 2-ro Tuma
JIOTIOTHUTENILHO Pa3essifoT Ha moATurbl 2a u 2b. CMA 2b tuna ominyaercs oT 2a KpaTKOBPEMEHHOU
BO3MOKHOCTBIO MAIlMEHTOB CTOSITh MWJIM JIaXe JeJaTh HECKOJbKO IIaroB MNPH IMOCTOPOHHEH
nojaep:xke [6,12,18].

Tun 3, usBecren kak 0osie3Hb KyreinnOepra—Benanmep, a takike kak «wBeHHJbHasgs CMA»
(OMIM#253400). [eGror mpuxomuTcs Ha Bo3pacT oT 18 mec. mo 21 roma. IlamueHTh gOCTUTAIOT
CIIOCOOHOCTH CHUJIE€Th, CTOSTh M MEpelBUraTbcs 0e3 MOJAEPKKU 0 MEHBIIEH Mepe 10 myOepTaTHOro
[EpUOo/Ia, KOIJla MOYKET HAYMHATHCA OTHOCHUTEIIBHO MEJICHHAs yTpara JOCTUTHYTBIX paHEE 3TAloB
IBUTATeNbHOTO pa3BuTHs. CkeneTHble jAedopMalliy daile BCEro HOCAT JETKUN  XapakTep.

[TpoomKUTENBHOCTD KU3HU HEPEJKO COMOCTABMMAa C TAKOBOW B 1LieJIoM 1o nonyisiuuu. Muorga CMA



3-ro TUMa AOMOJHUTENHHO pa3fenstoT Ha moatumbl 3a u 3b. [Ipy CMA tuma 3a ge6r0T oTMevaeTcs B

nepuon ¢ 18 1o 36 Mec., B To BpeMst kak npu ture 3b — nociue 36 mec. u no 20 ner [6,12,18].

Tun 4, n3Becren kak CMA ¢ ne6roTom Bo B3pociaom Bo3pacte (OMIM#271150). CMA c Havasiom
JIBUTATEeNbHBIX HapylieHu# B Bo3pacTe nocie 20 net. 1ot Tun CMA kpaitHe pefok u HaOmogaeTcs
MeHee YeM y 5 % mamueHToB. Y TAIMEHTOB COXpaHEHA CIOCOOHOCTh K CaMOCTOSATEIHLHOMY

nepeaBrKeHn0. [IpogomKUTENbHOCTD KU3HU, KaK IPABUIIO, HE CHIKEHa [6,12].

B wnacrosimiee Bpemsi BCcE Oofbliiee pacnpoOCTpaHEHHE IOJYy4YaeT HECKOJIIbKO MHas Kiaccuukanus
CMA, ocHOBaHHasi Ha MCXOJIHBIX JIBUTATEJIbHBIX BO3MOXHOCTSIX mnanueHta [19]. B coorBeTcTBHM C
sTOM Kiaccudukament, manueHTsl ¢ CMA nenstcs Ha:

- HeCHoCOOHBIX CHJEThb, WIN «HOH-CUTTEPBI» (aAHIVL. non-sitters), — cootHocsATcsa co CMA 0-ro u

1-To THUMOB;
- CNMOCOOHBIX CHIETh, WU «CUTTEPb» (aHII. sitters), — cooTHocsaTca co CMA 2-ro tumna;

- CNMOCOOHBIX XOAUTh, HIIH «yOoKepb» (aHTI. walkers), — cooTHOCATCS co CMA TumoB 3 u 4 TUTIOB.



1.6 Kiimanyeckas KApTHHA 3a§0J1eBaHnﬂ W _
COCTOSTHUSA (IPyNnbI 3200/ 1€ BAHUM UJIM COCTOSIHUMN)

CMA 0-ro tima mpeacTaBisieT coOoil Hauwbonee TsDKENbIA BapuaHT 3abosieBanus. [lo gaHHBIM
HEKOTOPBIX aBTOPOB, A0Js manueHToB ¢ CMA 0-ro Tuma OT BCEX MAlMEHTOB C 3TUM 3a00J€BaHUEM
MOXeT cOCTaBIATh okono 1,8 %. Haunbonee yacteim nepBbiM nposiBienueM CMA 0-ro Tuna siBisieTcs
CHW)KEHME IMOJIBUJKHOCTH TUIO/A, HA KOTOpOe oOpaliatoT BHUMaHUE OepeMeHHbIE KEHIMHbBI Ha 24—38
Henensix oepemeHHocTr (Meauana — 32 Hegenu). Cpasy mocie poKICHHS Y MIIaJCHIIEB OTMEUAIOTCS
rpyOble MBIIIEYHAsT TUIMOTOHUS W JbIXaTelbHbIE HAPYIICHUs, TPeOyIONMe BEHTUISIIMOHHOM
HNOJJCPKKM B TMEpPBbIE 4Yachl KU3HU. Y OOJNBIIMHCTBA TAaKUX HOBOPOXKIEHHBIX OTCYTCTBYET
BO3MOXKHOCTb COCaTh WM [JIOTaTh, BBISBISAETCS JIByCTOPOHHSIS TUIETUS MUMUYECKUX MBI, Y MHOTHX
miazaenneB ¢ CMA 0-ro Tumna oOHapy»XKUBaIOTCS BPOXKAEHHBIE TIOPOKHU cep/ia (Jaie Bcero, 1e(exTs
MEXIIPEACEPAHON WIIA MEXOKEIYIOUKOBOM Teperoponiku). IIpogomxurensHocts xu3nu npu CMA 0-

rO THUIA HE MPEBBIIAET HECKOJIBKUX Henenb [20—22].

Ha nomto CMA 1-ro Tuna npuxogutcs okojio 45 % oT Bcex ciaydaeB ATOro 3a0o0jieBaHUs. DTOT THIT
CMA ne6rotupyeT B BO3pacTe 10 6 MecsieB. Y JeTei pa3BUBAeTCs TSKENas MbIIeuHas ciaabocTh ¢
HEBO3MOXKHOCTBIO  JIepXaTh  TOJIOBY,  JbIXarelibHasg  HEJOCTAaTOYHOCTh,  HECTOCOOHOCTh
NIEPEBOPAUMBATLCSA U CUJIETh 0€3 MOoAAEepKKU. JJOMUHUPYET CUMMETpUYHasl IPOKCUMaJIbHasA c1ab0CTh
B MbImax. [mybokue pednexcsl He BbI3bIBatoTCsA. Hepenko oTMeuaroTcs TPyIHOCTH C KOPMJICHUEM U
acmupanus MU, YYHUTHIBas OTHOCUTENBHYIO COXPAHHOCTh CHJIBI JuadparmMbl MO CPAaBHEHHUIO C
MEXPEOEPHBIMU MBIIIIAMU U MBIIIIAMH TPYIHOM KJIETKH, Y OOJBIIMHCTBA MAIlMEHTOB HaOIIOqaeTCs
Kynojoo0pa3Hasi aegopmaiusi TpyIHON KJIETKHM M MapajoKCalbHOE JIbIXaHue. B s3bIke BBIABIAIOTCS
dacuukynsauun u arpopus. Co BpeMeHEM pa3BUBAIOTCS CKOJIMO3 U KOHTPAKTyphl CycTaBoB. be3
MaTOreHETUYECKOTO JICUCHUS M PeaOMINTAIIMOHHBIX MEPONPHUATHI CMEPTh HACTYMAET A0 JOCTHKEHUS
Bo3pacta 2 ser [12,23]. Tem He MeHee, ¢ aKTHMBHBIM BHEJIPEHHUEM IaTOTCHETHUYECKON Teparnuu y
nanueHToB ¢ CMA 1-ro tuna B OyayieM, BEpOSTHO, MOXKHO OXXHJIATh MEPEXo]l TaKUX JIIOJAEH BO

B3POCIIYIO BO3PACTHYIO KaTeropHio Ha (DOHE M3MEHEHHsI eCTeCTBeHHOTO TeueHuss CMA.

CMA 2-ro Tuna nebroTupyeT B Bo3pacTe 6—18 MecsieB (1o JaHHBIM MoJbckoro peructpa CMA u3
790 mnamueHTOB, cpenHUM Bo3pact jaeOrora 11,5 MecsieB), uMeeT MeEHee TSKEIOe TEeUeHUe U
cocranisier okojio 30 % ot Bcex cinyyaeB CMA [13]. Okono 70 % nauuenToB ¢ 3tuMm tunom CMA
JO’KUABAIOT 70 25 net. Ha BbICOTE TOCTUTHYTHIX IBUTATEIbHBIX HABBIKOB MaueHThl co CMA 2-ro tuna
MOTY CHACTHh 0€3 MOJACPKKH (KaK MpaBuiIo, K BO3pAcTy 9 MecsIeB) U CaMOCTOSTEIBHO YIEPKUBAThH
TOJIOBY, OJIHAKO BIIOCJIEICTBHM MO MEpE TEUYeHUs 3a00JeBaHUs U MPU OTCYTCTBUHU MATOTEHETUYECKOU
TE€panuy pPa3BUBAETCS pPErpecc JABUTaTelbHbIX Bo3MOxHOcTeW. [lpy CMA 2-ro Thma Hepenko
OTMEYaroTCs (aCHUKYISALIUNA MBI SI3bIKA, MOCTYpadbHO-KUHETHYECKUN TpeMop mamibiieB pyk. [lo
mepe TedeHus CMA mporpeccupyroT rpyoas kudockoauoTudeckas aedopmaiusi MO3BOHOYHUKA U
pacnpocTpaHEHHbIE KOHTPAKTYpbl CYCTaBOB (BKJIIOUAsh aHKUIJIO3 YENIIOCTHOTO cycTasa). Jledopmanuu

MO3BOHOYHHUKA U TPYTHOMN KJIETKU COMPSHKEHBI ¢ OOJBIIEH BIPAKEHHOCTHIO JBIXaTeIbHBIX HAPYIICHUN



U Hepenko TpeOyrT Xupyprudeckond koppekmuu. BcenenctBue muddysHoii (Oosee BbIpakeHHOMN
MIPOKCUMAJIbHO) MBIIIEYHON CIa00CTH OTMEUAIOTCS CJIa00CTh Kallljisi, PECTPUKTUBHBIC JbIXaTEIbHbIE
HapyIICHU, TONEPXUBAHUS U aCTIUPAIIHS MIPU MPUEME TTUIIN; UMEET MECTO TOBBIIIICHHAS CKJIOHHOCTh
K pecnuparopHbIM HHOEKIUSIM. 3aTpyAHCHUS IbIXaHHWS W TJIOTAHHS OTMEUYarT y cebs Oomee 75 %
nanueHToB co CMA 2-ro tuna [24]. ITo qaHHBIM HEOOIBIIOT0 HAOIIOIATEILHOTO UCCACAOBaHUS, U3 24

nanueHToB ¢ CMA 2-ro tuna y 12 umen MecTo BhIBUX, a y 8 — NOJABBIBUX Oefpa [25].

[To maHHBIM KpyIHEHIIET0 Ha CETOMHSAIIHUN JIeHb HAOMIOAATEeILHOTO JOJATOCpOoYHOro (Oomee 8 jeT)
uccienoBanus ¢ yuactuem 348 nanuentoB co CMA 2-ro tumna, Haubosee HHTEHCUBHOE (0KoJi0 4 %/
rojl OT pacu€THOU HOpMBI PopcupoBaHHOM xKu3HeHHOU EMkocTH JE€rkux (OXKEJT)) mporpeccupoBanue
TBIXaTeIbHBIX PAcCTPOMCTB HaAOMIOmaeTcss B mepuoa ¢ S5 g0 13 jeT, mocne dYero TEMITbI
nporpeccupoBanus cHkaioTcs 10 1 %/ron ot pacuérnoit Hopmbl OXKEJI [26]. Tlo ganHBIM Ipyroro
uccienoBanusi ¢ ydyactuem 82 manueHToB co CMA 2-ro Ttuma, TeMIbl CHI)KEHHS (B MPOIIEHTaX OT
JOJHKHOTO 3HaYeHUs) 00bEMa (POpCUPOBAHHOTO BbII0XA 32 MepByto cekyHay (ODPB1) no mepe Teuenus
3aboneBanus coctaBuan 1,29 %/ron mus moaruma 2a u 1,37 %/ron mius moaruma 2b. DIKEJI
cHmxkanach Ha 1,32 %/ron npu noarune 2a u Ha 1,4 % npu noarune 2b. )KuzHeHHass EMKOCTh JIETKUX

(OKEJI) yxynmanacs B cpeanem Ha 1,57 %/ron npu noxrurne 2a u Ha 1,65 %/rox npu noarumne 2b [18].

[Ipaktuuecku y Bcex manueHToB co CMA 2-ro Tuma OTMEYaroTCsi HApPYLIEHUs CHA, YCTaJOCTh U
COHJIMBOCTh B JHEBHOE BpPEMsl, MOBBIIIEHHAs YTOMJISIEMOCTh M HEOOXOIUMOCTb «IKOHOMHUTBH» Ha
nerkeHusx [12,23,24]. Kpome Toro, y HeKOTOpsIxX manueHToB co CMA 2-ro THIa MOXKET pa3BHUBAaThCS
oxxupenue [19].

[Tpu CMA 3-ro Tuma ae0roT IBUTATENIbHBIX HAPYIIEHUH OoTMeuaeTcs B Bo3pacte ¢ 18 mecsien 1o 21
roga (1o JaHHbIM ToJibckoro peructpa CMA, cpennuii Bo3pact aedrota 4,54 roxa) [13]. Ha stot Tun
CMA npuxonutcs okoio 20 % ot Bcex ciydaeB 3a0oneBanus. [larmentst co CMA 3-ro Tuma kakoe-To
(HEpenKo IMTEIIBHOE) BPEeMsS COXPAaHSIOT CIIOCOOHOCTH IMEPEIBHUTaThCSI CAMOCTOSTEIBHO (ITPU ITOM
MOTYT OTMEYaThCs MaJICHUs, TPYIAHO NPH XOAbOEe IO JICCTHHIIE, Oere, MOIbEME U3 MOJOKCHUS CHIA).
Ecnu neOror 3aboneBanus mpuiinéics Ha Bo3pacT 10 3 jer (moarum 3a), TO yTpara CIOCOOHOCTU
XOIUTh, KaK TPaBWJIO, Pa3BUBAECTCS HA BTOPOM jecsaTwietud Ku3Hu, eciu CMA 3-ro Ttwuma
MaHu(pecTupoBaia TMociae 3 JIeT, TO CIOCOOHOCTh XOIUTh MOMKET COXPaHATHCS Jaxe IMocie
noctuxenus 20-netHero Bo3pacta [12]. Ilo gaHHBIM HEOONBIIOTO0 HAOMIOAATEIHLHOTO MCCIEIOBAHUSA,
3 17 manimentoB co CMA 3-ro tTuna y 2 uMen MeCTO BBIBHX, a y 5 — MOABBIBUX Oenpa [25].

[To onmyOIMKOBaHHBIM JaHHBIM, pacu€THasi BEPOSITHOCTh COXpaHHOW crocoOHocTH xoauTh mpu CMA
3-ro tuna cocrtanisieT 80 % nmociie 10 net 6one3nu, 68 % — nocie 20 net 6one3nu u 61 % — mocie
30 ner 3aboneBanusa. HocurenbctBo 4 komuit rena SMN2 comnpsikeHO ¢ OONBIIMMHU IIAHCAMU
COXPAaHHUTh BO3MOXHOCTh XOAuTh (82 % mocne 20 ner Gone3nu mpotuB 60 % mocie Takoil ke
JUIMTENLHOCTU 3a0oneBanust y Hocurtened 3 xomuit SMN2). CpenHuil BO3pacT BO3MOXHOM YyTpaThl

crocoOHocTH X0auTh — 14 et (+ 11 ner) [13].

[IpoGnemsbl ¢ mporaTbiBAHUEM MHILMY U JIbIXaHUEM OTMeYaroT y cebs menee 34 % mauuentos ¢ CMA

3-ro tumna [24]. /lpIxarenpHble HapyLIEHUs, 4Yallle BCETO, BBIPAXKEHbI HE TaK CHIBHO. [lo naHHBIM



KPYIMHEWIIIEro Ha CETOAHSIIHANA JeHb HAOMIOAaTeIbHOTO JOJITOCpouHOro (boee 8 jeT) uccieaoBaHus
¢ yuactuem 89 nmamuentoB ¢ CMA 3-ro tuna, HECIIOCOOHBIX XOJUTh, HAUOO0JIEE BHIPAKEHHOE (OKOJIO
3 %/rox ot pacuétaoit Hopmbl DIKEJI) nporpeccrpoBanue abIXaTelIbHBIX HApYIICHU HaOM0AaeTCs B
nmepuon ¢ 8 mo 13 jer; manee TeMibl mporpeccupoBaHus cHKaTca 10 0,9 %/rom or pacuérHOU
Hopmbl DIKEJT [26]. 1o nanHbIM 1pyroro uccienaoBanus ¢ yyactuem 78 nanueHtoB ¢ CMA-3 ro Turma,
TEMIIbl CHIKEHUS (B MpPOLIEHTaX OT JAoJbKHOro 3HaueHus) ODB1 mepe TteueHus 3aboseBaHus
coctasuiu 0,73 %/rox mist moaruna 3a; g noarumna 3b 3to 3Haduenue Obuio 0,11 %, HO He MMeEIo
CTaTUCTUYECKOM 3HAYMMOCTH M3-3a MJIOTO 4yucia nanueHToB ¢ 3tuM noarunom. OXXEJI camxkanack
Ha 0,67 %/ron npu noarurie 3a u Ha 0,23 % npu noarure 3b (mocieaHee 3HAYEHUE MOXKET ObITh
MEPEOLICHEHO M3-3a MaJIOro 4Kcia HaOmoAeHui nanueHToB ¢ 3TuM noarunom). JKEJI yxynmanace B

cpenrem Ha 1,06 %/ron mpu moxrure 3a [18].

Mpine! Hor ipu CMA 3-ro Tuna cTpagaroT 3Ha4UTEIIbHO CHIIbHEE, YeM MBIIILBI pyK. [locTypanbHbIi
TpemMop pyk Toxe BblaBiseTcsa npu CMA 3-ro tuna. IToBelIeHHas yTOMIIEMOCTD U yCTAJIOCTh MOTYT
B 3HAUUTENIbHOM Mepe yXyauarh KayecTBO KHU3HU mMauueHToB ¢ 3tuM TunoMm CMA. HawubGonee
CTPEMUTENIbHOE YXyJAUIEHUE (PYHKIMOHAJIBHBIX BO3MOXKHOcTeH mnamueHtoB ¢ CMA 3-ro Ttuma

HaOmogaeTcs B myOeprarHbiil nepuon [12,13,23].

Cronuornyeckas nedopmanusi mno3BoHounuka npu CMA 3-ro Tuma, Kak MpaBHIIO, BbIpa)KeHa
MUHHUMaJIBHO. [IpOAOIKUTENPHOCTD )KU3HN HE OTIIMYAETCS OT TAKOBOM B CPEHEM I10 MOYJsAnuu [27].

VY naruentoB ¢ CMA 3-ro TUna MOXET pa3BUBAThCS OxkupeHue [19].

Ha momro CMA 4-ro Tuna npuxoautcst MmeHee 5 % Bcex manueHToB co CMA [27]. Yame Bcero ne6roT
HaOmromaeTcst B Bo3pacTe okono 30 jer. B Hauane 3a0osneBaHusi aTpoQusi MBI MOXET HUMETb
ACUMMETPHUYHBI XapakTep M B IEPBYI0 OYEpPEIb BOBJEKAET JEJIbTOBUJIHBIE MBIIIIbI, TPULIETICHI U
KBajpullericel [6]. BmocneacTBuum MNOCTENEHHO MPHUCOEIUHSIOTCS TOBBIIICHHAS YTOMIIIEMOCTbD,
dacuukynsauuu (dame B O6€mpax), TpeMOp PYK, pexe — TCEBIOTUNIEPTPODUS MKPOHOKHBIX MBIIII]
[28]. Teuerne CMA 4-ro THMa OTHOCHUTENHHO TOOPOKAUECTBEHHOE;, CIIOCOOHOCTH CaMOCTOSATEIHHO
XOIUTh €CJIU U yTpauuBaercs, To nocie 50 net. U3-3a ocobennocret penoruna CMA 4-ro tumna eé
JIUATHOCTUKA MOXET TPEACTABIATh CIOKHOCTH TIPU OTCYTCTBHM Y Bpaueld KIMHUYECKOU
HacTopokeHHOCTU. [lo manHbIM ananmm3a koroptsl u3 20 marmueHtoB co CMA 4-ro Tuma, Bce
NEPBOHAYAJIIBHO HAONIONAINCh C HEBEPHBIMU JUAarHo3amu (Hampumep, KOHEYHOCTHO-IOsICHAs
MbIIIeyHasi JucTpodusi, O0KOBOM aMHOTPOPUUECKUN CKIEPO3 U Tp.), a CpeaHEe BpeMs YCTAHOBKU

BEPHOT0 JAMarHo3a coctasuio 12,4 rona [28].

[Ipu Bcex Tunax CMA MOXET BBISBISTHCS KapIUOJIOTHYECKas MATOJIOTUs (HapyIIeHUs] pUTMa CEepJILia,
yBEJIMYEHUE cepala U T.1.), ogHako npu CMA 2, 3 u 4 TUNOB 3TO BCTPEYAETCSI OTHOCUTEIBHO PENKO
[29].



2. Jlmarnocruka 3a00J1eBaHUsI UJIM COCTOSTHUS
(rpynnsl 320071€eBAHAMA UJIH COCTOSTHUI) MEeAUIIMHCKHE
MOKA3aHUS U MPOTUBONMOKA3AHUSA K IPUMEHEHUIO
METOA0B JMATHOCTHUKM

Kputepun ycranosiaenust auarnoza CMA 5q ¢ n1e6r0Tom 3a00/1eBaHusl Y B3pOCJIbIX.

Huarno3 CMA 5q dopMupyercss Ha OCHOBAaHHMH J>KaJIO0, aHAMHE3a, XapaKTEPHBIX KIMHHUYECKHUX
CUMIITOMOB TPOKCHUMAJIbHOW MBIIIEYHOW THUIIOTOHMM W MBIIMIEYHOW C1ab0CTH, CBSI3aHHBIX C
NopakeHHeM TepudepruyecKoro JBHUrareabHoro Helpona. OOocHoBaHHOCTH jauarHoza CMASq
JOJKHA TIOATBEPXKIAaThCSl OObEKTUBHBIMU PE3YJIbTaTaMU MOJIEKYISIPHO-TEHETUYECKOTO TECTUPOBAHMUS
(cm. 2.3 mabGoparopHbIC TUATHOCTHYECKHUE HCCienoBaHms). K OCHOBHBIM CHMIITOMaM KIMHUYECKON
KapTUHBI 3a00JIeBaHUsl, KOTOPBIE SIBJISIOTCS OCHOBaHUEM JUJIsi 00s3aTenbHOrO uckioueHus CMA 5q

IIPpH IMOMOIIIHU I'CHCTUYCCKOT'O TCCTUPOBAHUA OTHOCATCA:

CummerpuyHas THNOTPO(GHS W THUIIOTOHHUS MBI MPOKCUMAJILHOTO OT/ACHa HIKHEH
KOHEYHOCTH C BBIPOKEHHOW CJIA00CTBHIO MBIIII] TAa30BOTO Tosca. [ MMOTOHUS M TUMOTPO(HS MBIIIIT
MOXXET TpeoOnajarb B TOAB3IOIIHO-TIOSICHUYHBIX ~MBIIIIAX, SITOAMYHBIX MBIIIIaX, a Takke
MPEUMYIIIECTBEHHO B TMepeaHed W MeauaiabHoW rpymme weimn oemep [105, 106]. IlammeHTsI
UCIIBITHIBAIOT TPYIHOCTH MPHU MOABEME I10 JIECTHULIEC U MTPU BCTABAHUM CO CTyJa. HacTo MONOKUTEIEH
cumntoM [oBepca: ManMeHT, g TOrO YTOOBI MOJHSTHCA U3 TMOJIOKEHUS Ha KOPTOYKAX, OMHPAETCS
pyKaMu Ha MOJI, 3aT€M MOJHUMAETCS, OMUPAsICh pyKaMu Ha KOJIeHU. BO3MOXKHO pa3BUTHE HAPYILICHUS

X0ABOBI — TM30a3us 10 THITY «yTHHOM moxoakm» [107];

CummMerpuyHasi runoTpodus U TUIOTOHUS MBI MPOKCUMAJIBHOIO OT/ENIa BEpXHEH
KOHEYHOCTH, KOTOpas MOXET ObITh Ooyiee BhIpa)K€HA B JEIBTOBUIHBIX M TPEXIMIABBIX MBIIIIAX IO

CpPaBHEHMIO C JBYINIABBIMU MblIlamu 1eda [106];
CHUMMETpUYHOE CHU)KEHUE WIIH BBINAJIEHUE TITYOOKUX CYXOKUIBHBIX Pe(IIEKCOB KOHEUHOCTEH;

MElIeYHbIe CI)aCHI/IKYJ'I}IHHI/I, pacpeaciiCHUC KOTOPbIX MOKET HOCUTH KaK FeHepaHHBOBaHHbIﬁ,

TaK ¥ cermMeHTapHbii xapakrep [108];
[TocTypasibHBIN TPEMOP PYK.

VY nanueHToB ¢ ne6rToM 3a001eBaHus crapiie 18 jeT, o JaHHbIM aHaMHe3a XapaKTepHO MEIJICHHOE,
MpoTpeccupyroliee HapacTaHWe HeBpoJjormueckoro aedunmra (6onee 5 mer). JeOroT 3a0omeBaHus,
KaKk [paBWJIO, CBsS3aH C HapacTaHWeM CJ1a0OCTH MBI [POKCUMAJIbHOTO OTAeNa HIKHUX
koHeuHocTel. HecmoTpst Ha pasHooOpasue QeHorunuueckux nposisneHuit CMASq ¢ pebrotom
3a00yieBaHMsl y B3pPOCIBIX, Hajguuue OyabOapHBIX CHUMOTOMOB, nedopmaiusi TPyIHOM KIETKU HU
TUIOTPOQUS MEKPEOSPHBIX MBIIII] HE XapaKTEePHBI Y JAHHOW KaTeTOPUU MAIIMEHTOB, CKOJIMOTHYECKAs
nedopmalnys MO3BOHOYHMKA OTCYTCTBYET WIJIM BblpaxkeHa MuHuManbHO [108, 109]. Eciu nuarnos
CMA He noaTBepkIEH MpU MOMOUIM MOJIEKYISPHO-T€HETUYECKOTO aHalu3a W/ WIM UMEET MECTO

arunnubbii - ¢penorun  CMA Ui ompeneneHuss CHUMIITOMOB —TMOpaXkeHusl mnepudepruyeckux



JABUT'aTCIIbHBIX HeﬁpOHOB INPOBOAUTCA  HUrojipdyaras SHGKTpOMI/IOFpa(bI/I}I n  CTUMYJIALIMOHHAA

anekrpoHeripomuorpadpus (cM. 2.4.1 UHcTpyMeHTalIbHbBIE UCCIIEN0BaHUs A1 JuarHoctuku CMA).



2.1 /Kaa100bI 1 aHAMHE3

OcnoeHble ocobeHHocmu Hcanob U aAHAMHeCMUYeckKux OAHHbIX ONUCAHbL 6 pa3deﬂe «Knunuueckas

KkapmuHay. [lanee npedcmagneHul scanobvl, Komopuwle mpebyrom omoeibH020 YMOUHEeHUsL.

Heo0xoqnmo y B3pociibix nanueHToB co CMA:

- aKTUBHO BBISICHATD )KaJ'IO6I>I, YKa3bIBAlONIUC HA HAPYHIICHUC AbIXAHWSA BO CHEC: Xpall U (I/IJ'II/I) HacCThbIC
HpO6y)I(,[[CHI/I$[ BO CHC, COHJIIMBOCTbL H IIOBBIICHHAA YTOMJIICMOCTL B TCUCHHC IHS (IIJIH paHHECTO

BBISABIICHHUS THIIOBEHTUIISILIMU U aITHOD CHa);

- YTOYHATDH 4aCTOTY I/IHq)eKIII/IOHHBIX 3a00JIeBAaHUH U aHTI/I6I/IOTI/IKOT€paHI/II/I 3a IIOCJIICIHHEC 12 mecsien

(s HaggIeKaIen OIeHKN COMaTUYECKOTO CTaTyca MalueHTOB);

- YTOYHIATDH »Kajo0bl Ha HGB(l)(beKTI/IBHOCTL KallJist (I[J'IH CBOCBPCMCHHOI'O BbISAABJIICHUS HG,HOCTaTOqHOﬁ
OYUCTKHM HWXHHUX IObIXATCIIbHBIX HyTCfI OT CCKpCTa MW THUIIOBCHTUIIKIIUK, B IICPBYIO OYCPCIAb Y

nanueHToB co CMA 2 tuma);

- YTOUHSTH KaJI00bl, YKa3bIBaIONIKE Ha AUcGaruio: HapylIeHue IIOTaHUs KUJIKOCTU U (WIK) TBEPIOM
MUY, OIIYIIEHHE 3aCTPEBAHUS UMM B TOPJIE BO BpeMsl ITIOTaHUS, KAl WIM NONEPXUBAHUS J10, BO
BpeMs WU MOCTE TII0TaHUS, HATMYUEM XPUILIOTO MIIH «BIIAYXKHOTO)» TojI0ca MOCie aKkTa MoTaHus (s

CBOEBPEMEHHOM KOPPEKINU TaHHBIX HapYyIIEHUN);

- YTOYHATHh Hanmuuue y namueHToB co CMA cumnToMoB ractpossodareanbHOro peduirokca, 3amopa,
TOIIHOTHI MJIA PBOTHI (JIsI CBOEBPEMEHHOM JUArHOCTUKH HAPYIICHUS PaOOThI KeIyd0YHO-KHIIIEIHOTO
Tpakra) [19, 24, 29, 121].



2.2 Ou3uKaJbHOE 00CTeI0BAHUE

Obpawaem @HuMaHue, YMoO, CO2NIACHO MPedOBAHUAM K pa3pabomie KIUHUYECKUX DeKOMeHOayul, K
KaxcooMy me3ucy-pekoMeHOayuu HeooXo0uUmMo yKa3vleams CUYy PeKOMEeHOAyUull U 00Ka3amenbHyo 6asy
8 COOMBEMCMBUU CO WIKALAMU OYEHKU YPOoBHsi docmogepHocmu ookazamenvcms (YI[/[) u yposws
yoeoumenvrnocmu pexkomenoayuil (YVP). /s munoeux mezucoe YV P u VI[/ 6yoem nuskum no npudure
OMCYmcmeus. NOCEAUWEHHBIX UM KIUHUYECKUX UCCIe008aHUll 8blCOK020 ousatina. Hessupas na smo,
OHU SBTISAIOMCSL HEOOXOOUMBIMU IIeMeHmMamu 00C1e008aHUsl NayueHma 0is YCMAaHo81eHUus OUuacHo3a U

8bl60pa maxKmuKu 1e4eHusl.

Knunuuecxoe obcneoosanue nayuenmos co CMA exaiouaem 6 cebsi QUBUKATLHLIIL OCMOMP C
AKYEHMOM HA KOCMHO-MbIUEUHYIO CUCTEeMY, d MAaKice HeB8PON02UYeCKUll OCMOmp U OYEHK)
umernwuxcs GyHKyuoHanouwvlx Hapyuenuu. B 3asucumocmu om muna CMA cnekmp Heobxo0umbix 014
0053amenbHOl  OYeHKU aAcnekmos modicem omauuamocs. (OCHOBHbIE B03MOMNCHbIE HAXOOKU NpPU
QusuxarbHom 0bcredosanuu npeocmasiensvlt 6 pazoeine « Knunuueckas xapmunay. Huoice ompasicenvl

0cobeHHOCmuU PU3UKATILHO20 00C1e008aHus Y 63pocavlx nayuenmos ¢ CMA.

Pexomenayercsi npoBoauTh (hU3MKaIbHOE 00CIEIOBaHUE B3pOCIHbIX HanueHToB co CMA ¢ uenbio

peryinsipHoro MOHUTOpUHra coctostous [ 19, 31].
Yposenv yoeoumenvnocmu pexomenoayuti C (yposenvb 0ocmogepHocmu 00Ka3amenbcme — 35)

KommenTapuu: gusuxanvHuiti ocmomp nposooumcs pecyisapho, kaxcovle 6 mecsayes uiu dauje, npu
Heobxooumocmu. Pe2ynsaphviii MOHUMOPUHE COCMOSHUSL KOCMHO-MbIUEYHOU CUCMEMbl U CEA3AHHBIX C
Hell OYHKYUOHAIbHBIX HAPYULeHULl NO3BONIUM 808PEMSL GbIAGUMb USMEHEHUS, mpedyloujue KoppeKkyuu, a
makoice oyeHums OuHamuxy 3aoonesanus. Ananuz meveruss CMA 2-2o u 3-20 munoe 6 kocopme u3 268
nayuenmos 8 gozpacme om 2,5 0o 55,5 nem nokazan, umo 3a 12 mecayes umenu mecmo MUHUMANbHbIE
@DYHKYUOHAbHBIE UBMEHeHUs, YXyouleHue Y HebOnbuloco0 Hucia OONbHbIX ObLIO C8A3AHO C
Hapacmauuem 8blpadiCeHHOCMU KOHMPAKMYpP, HE3ANHbIM YCy2yOlleHuemM CKOMUO03a Uil 3SHAYUMelbHbIM

noswvluteHuem maccol mena [31].

PexoMenayercsi py 0CMOTpE B3pOCIbIX manneHToB co CMA, HeCoCOOHBIX CHIETh U CIIOCOOHBIX
cUAeTh (KaTeropuu non-sitters u sitters), Ipu (U3UKAIBHOM OCMOTpE OOJblllee€ BHUMAHUE YAEIUTH
OLICHKE BBIPAXKEHHOCTH TAape30B CKEJIETHBIX MBI (BKJIIOYash MBIIIIBI IIeM U TYJIOBHUIIA,
YYacTBYIOIIME B TMOCTYPAJIbHOM KOHTpPOJIE), KOHTPAaKTypaMm (B KOHEYHOCTSX, II€€ U YEIIOCTHOTO
cycrtaBa), AedopMalysiM MMO3BOHOYHHKA U HAKJIOHY Ta3a, BO3MOXXHOMY BBIBUXY Oezpa, IbIXaHUIO U
MOJIBU’KHOCTHU TPYIHOM KJIETKH, a TaKke 1eQopMaIuu CTOI, TPEMOPY PYK U BO3MOKHBIM IIEpesioMaMm C
1EJIbI0 OLIEHKH (DYHKIMOHATHHBIX BO3MOXKHOCTEH U BhIOOpA Hanbolee MOAXOASIICH TaAKTUKH JIeUeHUs

u peabunutaruu [19].



Yposenv yoeoumenvnocmu pexomenoayuti C (yposeHb 0ocmosepHocmu 00Ka3amenbcme — J)

KomMmenTapuu: oannwiii pynkyuonanvhsii kiacc yauje ecmpeuaemcs y nayuenmos co CMA 2 muna.
TIlomumo pymuHH020 HeBPOIO2UUECKO20 OCMOMPA KIUHUYECKAS] OYeHKA 83pocablx nayuenmos co CMA
Modrcem nposooumsvcsl ¢ ucnonvzosanuem wkair MFM32 [19, 32, 33] u HFMSE [19, 34]. Kpome moeo,
0J151 OyeHKU QYHKYUY pyKu modcem ucnonvzosamscs wxara RULM [19, 35]. Cmoum ommemums, yumo
Y 9OMux wKan cyuecmeyiom max Hazvieaemvle dQP@dekmovl «noia» u «nomoikay — 02PaAHUYeHUs
CHOCOOHOCMU  UCYepnblearouje 3aUKCUPOBAMb BCAKOE BO3MOJICHOE YXyOuleHue uiu YiyduleHue
COCMOAHUA U Kauecmea dHcu3nu nayuenma. Ilpunumasn 60 6HUMaHue 3HAYUMENbHYI0 DeHOMUNUYECKYI0
eemepozenHocmo CMA y 63pocivix, HeoOXo0UMO yuumsleams, Ymo NpuMeHeHue KIUHUYEeCKUX WIKAT
Haubonee BANUOHO NPU UHMEPRPEeMAyuU HA 2PYNNOBOM YPOGHe, NpU NPUMEHEHUU K KOHKPEmHOMY
nayuexrmy mpaKmosKka OUHAMUKY OYEHOK NO WKALAM OOAHCHA NPOU3BOOUMBCS C OCHOPONCHOCMbIO, A
HenocpeoCmeeHHo 00wue OYeHKU NO WKAIAM HA UHOUBUOYANbHOM YPOBHE He CIOUN pacCmMampusams
KaK eOUuHCmeEeHHvle NoKazamenu medenus O0Ne3HU, M.K. OHU He XapaxKmepusyrom @QVHKYUOHATbHbIE

B03MONCHOCTNU NAYUEHMOB 8 NOBCEOHEBHOU dHcu3HU [36].

OL;@HK(I KOHmMpaxkmyp mooicem COI’lpOSO.?fC()(lI’I’le}l OONOJIHUMENbHBIM usmepenuem 00bEMA BO3MONCHBIX

O08UDICCHULL 8 cycmaee npu nomowu conuomempa.

Knunuueckas oyenka Ovixauus eKIoyaem onpeoeieHue ysema KONCHbIX HOKP0808, I dexmusnocmu
OMKAWIUBAHUSA, UMEPEHUEe YACMOMbl ObIXAHUSA, UMEpeHUue OKPYICHOCMU 2PYOHOU  KIemKu,
onpeoenenue IKCKYpCuu 2epyoHOU KIemKU, NPUSHAKO8 OUCQYHKYUU ObIXAMEeNbHOU MYCKYIamypbl

(Ha/zutme napaaOKCaﬂbHOZO dblxaHu}Z, Ucnojb3oedadrHue B8CNOMOCAMENbHOU ObIXamenbHoll

MYCKYIamypbl).

Knunuueckas OUEHKA UHMEHCUBHOoCNU oonu u yemanocmu mMooancen OONONIHAMBCSL UCNONb30BAHUEM

BU3VATLHO-AHAIO208bIX WIKATL U ONPOCHUKO8 [19].

Knunuueckas OY€eHKa OUHAMUKU COCMOSIHUSL MOHCEN OONONHSIMbCS qbukcauueﬁ M3M€H€H1/l1/7, 0 Komopbuvlx

60061/146161’}’1 cam nayuernm, 6adi)NCHbIX 0151 €20 NOBCEOHEBHOU HCUHEOESAMEbHOCIIU.

Pexomenayercst Ipu OCMOTPE B3pOCIBIX MAMEHTOB, CIIOCOOHBIX XOIUTh, IPU (PUZUKAIBHOM OCMOTpE
0oJblllee BHUMAHUE YAEIUTh OLIEHKE BBIPAKEHHOCTH IMapPE30B CKEJIETHBIX MBI (BKIIOYAsT MBIIIIIbI
e W TYJOBHINA, YYacTBYIOIIHE B IMOCTYypajJbHOM KOHTPOJIE), TOJBMKHOCTH B CycTaBax (B
KOHEYHOCTSIX, II€€ M YEIIOCTHOM CYCTaBE€), MBIIICYHOW YTOMJISIEMOCTH M BO3MOMKHBIM MNAJCHUSIM C

OCJIbIO OIPCACIICHUSA HMCXOAHOI'0 CTaryca 6OJ'IBHOFO, a TaKXKC I MOHHUTOPHHIA JAIBHUIaTCIIBHBIX

¢bynkuit [19].
Yposenv yoeoumenvnocmu pexomenoayuti C (ypoeenv 0ocmosepHocmu 00Kazamenbcme — 5)

KommenTapuu: npu ecmecmeennom meuenuu 3abonesanusi OaHHuIL QYHKYUOHANbHBIL KIACC Yauje
scmpeuaemcsa  y nayuenmos co CMA 3 u 4 muna (6e3 neuenus). Ilomumo pymunHO20

HespoJlocuveckoeco ocmompa KIUuHU4YeCcKas OYeHKA 63pPOCiblx NnAyueHmos Cco CMA  moorcem



nposooumuvcsi ¢ ucnoavzosanuem wkar MFM32 [19,32,33] u HFMSE [19,34]. Kpome moeco, Ons
oyeHKu QyHKyuu pyKu modcem ucnonvzosamvcs wikara RULM [19,35]. Ilo oannvim uccredoganuii
ecmecmeenno2o mevenus CMA 3-2o0 muna, wxara HFMSE nozeonsem 6visagums npocpeccuposanue
Mmoo noomuna 3a00nesanus (3HauuMoe U 8alUOHoe YXyouleHue obuiell oyeHKu) npu HabarooeHuu 8
meueHue He menee 12 mecsayes [37,38], a wxara MEFM32 mooxcem nozeonums 3apecucmpuposams
Gaxm npoepeccuposanus CMA 2-20 u 3-eo munoé npu nabrooenuu 6 meyerue He meree 2 iem [39].
Takum obpazom, y nepeducieHHvlX WKal CyWecmeyiom maxk Hazvleaemvle 3Qgexmvl «nouay u
«NOMONKAY — O2PAHUYEHUST 8 CHOCOOHOCMU UCHEPNblearuie 3apUKCUPOBAmb BCAKOE BO3MONCHOE
yXyouieHue unu yiyuuleHue COCMOSIHUs U Kadecmea odicuznu nayuewma. llpunumas 6o eHumauue
3HauumenvHyro genomunudeckyio cemepoceHnocms CMA y 83pocivlx, HeoOX0OUMO yUUmvl8ams, 4mo
npuMeHeHue KIUHUYeCKUX WKal Hauboniee 8anUOHO NpU UHMepnpemayuu Ha epynnosom yposne, npu
NpUMEHeHUU K KOHKDEMmHOM)Y NAYUeHmy mpaKkmoeKka OUHAMUKU OYEHOK N0 WIKANaM OOIHCHA
NPOU3BOOUMBCS  C  OCHMOPONCHOCMbIO, 4 HEeNoCpeoCmEeHHo obujue OYyeHKU No WKAIaM Ha
UHOUBUOYATLHOM YPOBHE He CMOUm paccMampusams KAk eOUHCMBeHHble NOKA3amenu medeHusl

Oone3Hu, m.K. OHU He XapaKmepuzyrom QYHKYUOHANbHbIE 803MONCHOCMU NAYUEHNO8 8 NOBCEOHEeGHOU
arcuznu [36].

OL;QHKCZ KOHmMpakmyp mootcem COI’ZpOGOJfCOaI’I’ZbC}Z OONOJIHUMENTbHBIM usmeperHuem 00bEMA BO3MONCHBIX

08UdICEHULL 8 cycmaee npu nomowu coHuomempda.

Knunuueckas oyenka ovixanusi 6Kaoyaem onpeoeieHue Y8ema KONXCHbIX NOKPOBos, 2¢hghexmuenocmu
OMKAWLIUBAHUS, UBMEpeHUe Yacmomvl ObIXAHUS, UBMepEeHUe OKPYICHOCMU 2PYOHOU  KIemKu,
onpeodenenue IKCKYPCUU 2pyoHOU KIemKu, NPUHAKOE OUCHYHKYUU ObIXAMETbHOU MYCKY1amypbl

(Haﬂuuue napadokcaﬂbﬂoeo ()ledHu}l, Ucnonb3oearue 8CnoMo2amesibHoU ObIXAMENbHO

MYCKYIamypbl).

Knunuueckas oyenka unmencugHocmu OOIU U YCMALOCMU MOXNCEM OONOIHAMbCA UCHONb308AHUEM
BU3YAILHO-AHAN0206bIX WKaAl U onpocuukos [19]. Jlna 6onvnvix ¢ CMA 3-20 muna, cnocodHvlx
xX00umo, u 4-20 muna npumererue mecma ¢ 6-MuUHYmMHoU X00b0O0U NO36OIUM OYeHUMb YHKYUIO HO2 U

0owyro nepenocumocms guzuueckoui Haepysxku [19, 40].

PexomeHnayercsi uccleOBaHWE YYBCTBUTENBHOW U JIBUTATE€bHOW cdepbl NpH  MATOJIOTHU
nepudeprueckol HEPBHOW CHUCTEMBI B3pOCibIM TanmueHToB co CMA 1o COOTBETCTBYIOITUM
(OYHKIIMOHAIBHBIM IIIKaJaM ¥ TECTaM Ha BPeMs C IEJIbI0 ONIPEICIICHHs] UICXOTHOTO CTaTyca OOJBHOTO, a

Takke JUIsI MOHUTOPUHTA JIBUTATENbHBIX QyHKIHH [19, 34, 35].
Yposenv yoeoumenvnocmu pexomenoayuii C (yposenvb 0ocmosepHocmu doxazamenbcmes — 4)

KomMmenTapuu: wkanwt npusedenvl 6 Ilpunoocenuu. Kenamenbrho, umobdvbl oyeHKy NO WKALAM
npoBOOUNU  CNeyuarbHo obyueHHvle cheyuarucmol. I[lpu omcymcmeuu cepmughuyuposannoco

cneyuanucma aHcenaneslibHo Hanpasumos nayuennia 6 mont Uenmp, 20e makue cneyuanucnisl ecnio.



Pexomenayercsi orieHKa (PU3NYECKOTO pa3BUTHs (M3MEpPEHHE MAcCChl Tela, POCTa U MHACKCA MacChl
TeJa) Ha €XETrOJHOW OCHOBE B3pOCibIM marueHTaMm co CMA c 11e1bl0 OLIEHKH HYTPUTHBHOTO CTaTyca
[19, 41].

Yposenv yoeoumenvnocmu pexomernoayuti C (yposeHb 00CcmosepHocmu 00Ka3amenbcme — J)

KommenTapuu: 0ns opuenmupogouHou OyeHKU HYyMpUmueHo20 Cmamyca 603MONCHO NPUMEHeHUe
Memooa usmMepeHust MOaUUHbL KONCHOU CKAaoKku (naukomempus)). Y nayuenmos co CMA wacmo
OMMeYaAOmcs UMEHEHUsT 8 HYMPUMUGHOM cmamyce. Y Jnexcauux nayueHmos u nayueHmos ¢
oucghacueti nosviwiaemcs puck Hedocmamounocmu numarnus. CnocobHvle cudemv U X0OUMb
nayueHmovl NOOBEPHCEHbL PUCKY ONCUPEHUSL 8 CBA3U CO CHUNCEHUEM SHepeompam u3-3a YMeHbUleHUs

aKmueHOCmMu Npu ympame cnocooHocmu K xoovoe [41].

PeKOMeHI[yETCﬂ OLCHKA Q)YHKHI/II/I JKCBAHU W OLCHKA COCTOATCIBHOCTU TIJIOTAHHA B3POCIIbBIM

nanueHTaM co CMA nns BeisiBieHust gucharuu [19,42].
Yposenv yoeoumenvnocmu pexomenoayuti C (yposeHb 00cmosepHocmu 00Ka3amenbcme — 4)

KommenTapuu: omoenvnoe enumanue npu ocmompe ciedyem yoeiums Omcymcmeuio 210moyHo2o u
HEOHO20  pedhnexkcos, MPYOHOCMAM C JiCeBAHUEM U NPOIAMbIBAHUEM NUWU, YEeTUUEeHUIO

OnUmMenbHoCmiu eé npuema, Haaiuduro KOHmMpaKknypsvl 4e€lioCniHoco cycnaesda.

PexomMeHnayercsi Ha OCHOBaHUM KIMHMYECKOM KapTUHBI 3a00JieBaHUSI W JaHHBIX OCMOTpa
YCTaHOBJIEHHE B3POCJIOMY NAlMEHTy C T€HETUYECKU MOoATBEp:kAEHHOH CMA KIMHUYECKOro THUIa

3a0071€BaHMs B COOTBETCTBUH C KJIacCU(HUKAIIMEH C LIETTbI0 OMpe/IeeHUs MPorHo3a 6oe3nu [19].

Yposenwv yoeoumenvnocmu pexomenoayuii C (yposeHvb 00cmosepHocmu 0oKazamenbcms — J)



2.3 JIabopaTopHblie JMATHOCTHYECKHE MCCIeI0BAHUS

PexoMenayeTcst MOJIEKYISIPHO-TEHETHUECKOE UCCIIEAOBAaHUE JeNeluil 7-ro / uiu 7-8-ro 5K30HOB reHa
SMNI (cnuHanbHas aMUOTPOQus) B KPOBU (KOMIUIEKC UCCIEAOBAHUN ISl TUAarHOCTUKU CIIUHAJIBHOM
MBIIIEYHOW aTpoduu) BceM MamueHtaMm ¢ mnojo3penneM Ha CMA ¢ 1enbi0  MOJEKYISIpHO-

T€HETUYECKOT0 MOATBEPKIeHUs 1uarnosa [19, 45].
Yposenv yoeoumenvnocmu pexomenoayuii C (yposenvb 0ocmosepHocmu 0oxazamenbcmes — 4)

KommenTtapuu: «3on0muim cmanoapmomy MonekyisapHo-eenemudecko2o uccieoosanus npu CMA 5q
aensiemes anaauz yucia konuti eenoe SMNI u SMN2. Jlannoe ucciedosarnue npogooumcs memooamu
I[P 6 peanvrom epemenu unu xoauvecmeennoco MLPA-ananuza. /{uacrno3 noomeepoicoaemcs npu

0OHapydiceHul Oeneyuu IK30H08 7 uiu 7-8 8 20MO3UOMHOM COCMOSHUU (M.e. 8 00eux KONUsX 2eHa).

He pexomenayercsas wucnonb3oBarh [ILP-II/IP®-ananu3 wu [gpyrue KadyeCTBEHHBbIE METOJbI
UCCIIEIOBAaHUSl KaK MeToJla BbIOOpa mMmanueHtaMm c mnojo3peHrueM Ha CMA ¢ 1enblo HUCKIIOYEHUs

OImMOOYHOTO MOATBEPKACHUS quarHosa [46].

Ypoeenv yoeoumenvnocmu pexomenoayuti C (ypoeenv 0ocmosepHocmu 00Ka3amenbcme — 4)

PexomMeHnayercsi BBINIOJHATE NOUCK OJHOHYKJICOTHAHBIX NATOTEHHBIX BapuUaHTOB B TeHe SMNI
METOJIOM TPSMOTr0 aBTOMAaTHYECKOrO CeKBEeHUpOBaHUs 1O CoHrepy (KOMIUIEKC HCCIETOBaHUN s
JTUATHOCTUKHU CIWHAIBHOM MBIIIEYHOW aTpoduu) manueHTaMm ¢ KiIuHuYeckord kaptuHo CMA u
BBISIBIICHHOW Jenienieil Sk30HOB 7 wiu 7-8 reHa SMNI B reTepo3WroTHOM COCTOSIHUM C IIEJIbIO

ycTa"oBieHus auarnosa [110, 111].
Yposenv yoeoumenvnocmu pexomenoayuti C (yposeHvb 00cmosepHocmu 00Ka3amenbcme — 4)

KommenTapuu: naruuue deneyuu 6 2emeposucomHom cOCMOAHUU ONPedensemcs KaKk Haiuyue 00HOU
konuu eena SMNI. Oobuapyscenue namoecenHoco eapuanma 60 emopoti kKonuu eena SMNI

noomeeporcoaem ouacnoz CMA.

He pexomenayercsi ycraHoBienue auarfosa CMA mnanveHTaM ¢ OTCYTCTBHEM MyTalUid B JBYX

amnensix reHa SMNI ¢ 1eblo UCKITIOUEHUST YCTAHOBKYM HEMOATBEPKICHHOTO quarnosa [19].
Yposenv yoeoumenvnocmu pexomenoayuti C (yposeHvb 00cmosepHocmu 00Ka3amenbcme — J)

KomMmenTapuu: omcymcemeue oeneyuu 3xk30108 7 unu 7-8 eena SMN1 onpedensiemcs kax nanuuue 2 u
oonee xonui cena SMNI1 memooamu I[P 6 peanvrom epemenu unu koruvecmeenno2o MLPA-ananu3a.

B cnyyae xposHopoOcmeeHHbIX Opaxkog pekoMeHOyemcs. Npoecmu NOUCK OOHOHYKIeOMUOHbIX



namozenHvlx eapuanmos 6 cene SMNI memooom npsamoz20 asmomamuyecko20 CeK8eHUpPOB8aAHUsl NO

Coneepy Odaoice 6 cyuae omcymemeus oeneyuu 3k30H08 7 unu 7-8 2ena SMNI.

Pexomenayercsi onpeneneHre ynciaa konuii rena SMN2 (KOMIUIEKC UCCAeAOBaHUM ISl TUarHOCTUKU
CIUHAIBHOM MBIIIEYHON aTpoduu) marreHTaM ¢ MOATBEPKAEHHBIM T'eHeTHYecKuM auarHozom CMA

TUTSL OTIPEICTICHUS IPOTHO3a TeUeHUS Oose3Hu [48].
Yposenwv yoeoumenvrnocmu pexomenoayuii C (yposenvb 0ocmosepHocmu 0oxazamenbcms — 4)

KommenTapuu: neooxooumo nomnums, yumo mun CMA y KoHKpemHo20 nayuenma He modxcem Oblmb
ycmanosien no uucay konuii 2ena SMN2, max xaxk on onpedensiemcsi monvko KiuHudecku. llpu
KOHCYIbMUPOGAHUU NAYUEHMOB8 U UX cemell credyem 00BACHAMb, YUMo HeCMOmpPs HA MECHYIO C653b
yucna konuii SMN2 ¢ npoeno3om, umeiomes UCKIIOUEHUs, CEA3aHHbIe C OpY2UMU MOOUDUKAMOpaAMU
genomuna CMA.

Pexomenayercsi poaurenssM M MapTHEpAM NAUMEHTa C TIEHETHYEeCKHM noarBepxkaéHHon CMA
MOJIEKYJISIPHO-TEHETUYECKOE HCcieioBaHue jnaenenuid 7-ro / wnam 7-8-ro 9k30HOB reHa SMNI
(ctiuHanmbHasg aMuoTpodusi) B KpoBU KonmmuecTBeHHbIMU MeTogamu (ITL[P B peansHOoM Bpemenu winu

MLPA-ananu3om) ajist mporuosa AetTopoxaeHus [49].
Yposenv yoeoumenvnocmu pexomenoayuii B (yposenv 0ocmoseprocmu 00Kkazamenbcme — 2)

KommenTapuu: monexynsapuo-eenemuueckoe ucciedoganue namoeHHvlx eapuanmos 6 2ene SMNI
Makodice NOKA3AHO HOBbIM Cynpyeam pooumeineli OONbHbIX Oemell 68 NOBMOPHbIX Opakax (eciu
nianupyemcs O0emopoxcoenue), cynpyeam e3pociavix nayuenmos ¢ CMA npu naanupoeanuu
0emopoAHcOeHUs, ONUSKUM POOCMBEHHUKAM (CUOCHL NayueHmos u cubcvl pooumenel nayueHmos) 0
NPOCHO3A UX NOMOMCMEd, A MAKd’ce OOHOPAM CnepMbvl U AUYEKIeMmOK NpU IKCMPAKOPHOPATbHOM
onnodomeopenuu. Kpome moeo, MonekyusipHo-2enemuieckoe ucciedos8anue namo2eHHblX 6apuUanmos 6
eene SMNI pexomendyemcs npu niaHuposanuu OepemeHHOCmU 6 KPOBHOPOOCMBEHHLIX OpPAaKAX.
Heobxooumo  ungopmuposamsv — napvl, 68 KOMOPLIX  KAXCOLIL U3  NAPMHEPOS  ABNAemCs
NOOMBEPHCOEHHBIM 2emepOo3UcOMHbIM Hocumenem oereyuu 7 uiu 7—8 sk3on08 2ena SMNI, o
B03MONCHOCIU NPOBEOCHUSI NPEHAMANbHOU (80 8peMsl bepeMenHOCmU) Ul NPEeUMNIAHMAayUoOHHOU (¢
UCNONb308AHUEM — IKCMPAKOPNOPAIbHO20 — oniooomeopenus) JIHK-Oouacnocmuxu  (cm.  pasoen

IIpogpunaxmuxa,).

He PEKOMECHIAYETCH HMCIIOJIB30BaTh OIPCACICHUC AKTUBHOCTHM KPCATHMHKHWHA3bl B KPOBHU B Ka4C€CTBE
JUArHOCTUYCCKOI'0 IMoKa3aTrciid IPH IMOAO3PCHHUH Y IallMCHTA HETUNMYHOM KJIMHHUYECKOMN KapTHHBI

CMA c 11enbio HCKIIOYSHUS ITOCTAaHOBKH OITMO0YHOTO Auartosa [50].

Yposenwv yoeoumenvnocmu pexomenoayuii C (yposenob 0ocmosepHocmu doxazamenbcmes — 4)



KomMmenTapuu: yposenv kpeamunxuuasvl (kpeamungocgokunaza, KDPK) obviuno nopmanen uiu
NOBLIUEH HE3HAYUMETbHO, MeM He MeHee ONUCAHbl eOUHUYHble cayuau ¢ evipadicennvim (6 10 pa3)

nosviuenuem akmusHocmu KOK.

PexomeHnayercsi mpoBeIeHNE KOATYI0TPaMMbl (OPUEHTUPOBOYHOE UCCIEAOBAHUE CUCTEMBI T€éMOCTa3a)
(aKTUBUPOBAHHOE YACTUYHOE TPOMOOIIACTHHOBOE Bpems, OmnpeneneHue MeEKIyHAPOIHOTO
HopManu3oBaHHoro otHoueHus (MHO), omnpenenenue npoTpoMOMHOBOrO (TPOMOOIIACTHHOBOTO)
BPEMEHHU B KPOBH WJIM B IJIa3Me, MCCIIeOBaHHE ypoBHs (puOpuHOreHa B KpoBu) mamuentam co CMA

JUTSL OLIEHKH (PYHKIIMOHATLHOTO COCTOSTHUS TICUEHU U CBEPTHIBAIOIIEH CHCTEMBI KPOBH [S8].
Yposenv yoeoumenvnocmu pexomenoayuti C (yposenvb 0ocmosepHocmu 00Ka3amenbcme — 4)

KomMeHnTapuu: oannoe ucciedosanue 8 QuHamure nposoosim no mepe HeodxooumMocmi.

Pexomenayercsi BceM IAlMEHTaM C YCTAHOBIEHHBIM JuarHo3oM CMA wuccienoBaHue YpOBHS

[JIFOKO3bI B KPOBU IJIs1 UCKIIFOUEHUS runonimkemMu [19,61].
Yposenwv yoeoumenvnocmu pexomenoayuii C (yposenvb 00cmosepHocmu 0okazamenbcmes — J)

KOMMeHTapI/II/II npu Hamwuduu npusHaxKoe KQMOCII/;M()OS’G OONONIHUMENbHO NOKA3AHO 05Hapy9fceHue

KEMOHOBbIX mejl 6 Mode.

Pexomenayercst y B3pocibix nauueHToB co CMA ¢ HapylieHUsMH HYTPUTUBHOIO CTaTyca OLEHUTh
noTpeOJieHHe U BBIBEJICHUE W3 OpraHu3Ma MHUKPOIJIEMEHTOB, OCOOCHHO KasbliMsl M BUTaMuHa D, ¢

LEJIbIO KOHTPOJISI COCTOSIHUSI KOCTHOM TKaHu [ 19].
Yposenv yoeoumenvnocmu pexomenoayuti C (yposenvb 0ocmogepHocmu 00Kazamenbcme — 35)

Pexomenayercsi BceMm B3pocibiM nanveHtaM co CMA wuccnenosanue ypoBHs 25-OH Buramuna /] ¢

1EJIbI0 KOMITJIEKCHOW OIIEHKH pHcKa octeomnoposa [19, 112].
Yposenwv yoeoumenvnocmu pexomenoayuii C (yposenvb 00cmosepHocmu 0oKkazamenbcmes — J)

KommenTapuu: maxoce Heobxooumo — ucciedoganue  ypoGHs — UOHUSUPOBAHHO20 — KANbUYUS,
Heopeanuueckoeo @ocgopa u napameopmona 6 Kposu, onpeoenenue aKmueHOCMU WeNOUHOU
Gocghamaser 6 Kposu ecem nayuenmam ¢ ycmaumogieHuvim ouacnozom CMA ona uckaroyerus
B03MOJICHBIX HAPYUEHUTI MUHEPATILHO20 0OMena u nocieoyioweti koppekyuu. Cyujecmeyem KOHCeHCyC

1o N0800Yy HeobX0OUMOCMU NPOBeOeHUsT OAHHO2O0 Ucciedosanus 1 paz 6 2oo0.

Pexomenayercsi y B3pocibiX nanueHToB co CMA ¢ HapylIE€HHUsIMU HYTPUTUBHOIO CTaTyca OLICHUTh

HOTpC6J'I€HI/Ie M BBIBCACHHC M3 OpraHmnsmMa MHKPOIJIICMCHTOB, 0COOEHHO KaJblld WU BUTaAMHHAaA D, C



LEJIbI0 KOHTPOJISI COCTOSIHUSI KOCTHOM TKaHu [ 19].

Yposenwv yoeoumenvnocmu pexomenoayuii C (yposenvb 00cmosepHocmu 0oKazamenbcmes — J)



2.4 NucTpyMeHTAJIbHbIC JUATHOCTHYCCKUE
UCCJIeA0BAHMSA

2.4.1 UucTpyMeHTAIbHbIE MCCJIEIOBAHUSA 1 (uarHocTuku CMA

Pexomenayercsi onexktpomuorpadus wuronpuatas (0gHAa MBIIIIA) €W AJIEKTpoHepomuorpadus
CTUMYJISILMOHHAS ~ OAHOTO HepBa (OAHOBPEMEHHO), dJeKTpoHeipomuorpadus Hrojas4aTbIMU
AJIeKTpoaMu (OJUH HEPB) B3POCIBIM MAaLMEHTaM C KIMHUYECKUM mojo3peHueM Ha CMA c¢ uenbio

OnpeeNeHNs YPOBHS opaxeHus. [122].
Yposenv yoeoumenvnocmu pexomenoayuti B (yposenv docmogeepnocmu ookazamenbcme — 2)

KomMmeHTapuu: xpatine 6ajxcho npu nposeoeHuu OAHHO20 UCCAe008AHUS UCKTIOHUNMDb B06/leUeHUe
CEHCOPHBLIX B0NIOKOH nepughepuueckux Hepeos (1 neps na pyke u 1 Hepe Ha Hoee), U NPUSHAKOS
OeMUETUHUZAYUL NO MOMOPHLIM BOJIOKHAM nepugepuueckux nepeos (1 nepe na pyke u I neps na
Ho2e), HeobX0OUMO NPOBOOUMb UCCIEO08AHUE CKELEMHbIX MbIUY ULOILYAMBIM IIeKMPOOOM HA Mpex

yposHsax npu nooospenuu na CMA.

Buinonnenue SMI ne oonoicro 3a0€p3f0u66ll’l’Ib 6bINOJIHEHUE ceHemUu4YeCKoco mecmupoesarusd, Konopoe

ABISIEMCS MEMOOOM 8b100pa 0151 OUACHOCMUKU 3A00/1e8AHUSL.

IIpu uncmpymenmanvrHom obcredosanuu nayuermos ¢ nodosperuem Ha CMA ¢ yervio nepuunoil
OUACHOCMUKU OO0JIJICHbL OOHOBPEMEHHO NPUMEHAMbCS uzoavuamasn onekmpomuozpagus (OMI) u
CMuMYIAYUOHHAsE dnekmponetipomuocpagus (OHMI) ons ycmawnosienus HeUpoHAlIbHOZO YPOBHSI
nopasiceHusi nepughepuyeckoeo Heupo-momoprnoz2o annapama. Onpedensiouwjee 3HaAYeHUe umeem
ueonvuamas OMI': ona nozeonsem ucciedoéamv KOHKPEMHYIO MbIUWYY U ONpeoelums CHeneHb
BLIPANCEHHOCMU  OEHEePBAYUOHHOU AKMUBHOCMU 6 Hell, a MmakKdce usMeHeHue mopgonouu
nomenyuanog osucamenvuvix eounuy (IIJE) u unmepghepenyuonnoti xpusoi. Ilpu ueonvuamou IMI
XAPAKmMepHo — YeeludeHue  AMnIumyovl  UHMePHepPeHYuoHHoU  KPUBou,  PAa3perCceHHOCHb
unmep@epeHyuoHHoOU Kpueol, nosieleHue pasiudHblX NOMEHYUAN08 CHOHMAHHOU AKMUEHOCTU
(nomenyuano8 @GacyukyiaYyuli, NOMeHYUuaLos QUOPUIIAYUL, NONOHCUMENbHBIX OCHPLIX  BOJIH,
KOMNJIEKCHbIX PA3psi008 8bicoKol uacmomsl), napamempol [IJ[E uzmensaomes no HetpoeceHHoMY muny:
onumenvrocmo IlJ[E  yeenuuena, amniumyoa nosviwena. Jna ueonvuamou IMI' neobxooumo
8b10UPAMb  KIUHUYECKU YMepeHHO nopadxcennvle muluysvl. Cmumynayuonunas IHMI nozeonsem
NOTYYUMb OONOTHUMENbHYIO UHDOPMAYUI0: OYeHums omeem MOMOHEUPOHO8 CNUHHO20 MO032a Npu
uccneoosanuu F-eonn u napamempuit npoedeHus no 08ueamelbHulM U YyecmeumenvHvim Hepeam. Ilpu
cmumynayuounou IHMI npu CMA onpeodensromcs usmenenus F-eonn: nosenenue cueawmckux F-
80JIH, NAPHBIX U NOBMOPHLIX F-6onn unu paccovinannvix F-eonn unu ux omcymcemeue (6noxku F-eonn).
Cropocmu npogedenuss uUMnyibca u amniumyovt M-omeemos no nepugepuueckum 08uUcamenbHbiM
BOJIOKHAM MO2Ym OblMb KAK HOPMANbHLIMU, MAK U CHUNCEHHLIMU 3 CUEM 8MOPUUHBIX AKCOHAILHLIX
usmenenutl. Baoicnoii cocmasnsaiowet IHMI uccnedosanus sensiemcs uckirouenue Opyeux ypoeHel

nopasicenus (6 nepeyro ouepedb — NePEUYHO-MbIULEYHO20).



PexomMeHayeTcsi MarHUTHO-pE30OHAHCHAss ToMorpadusi MBIIMIEYHONW CHUCTEMBI TMalMEHTaM ¢
MMPOKCUMAJIBHOW MBIIIICYHOW THUIOTOHUEH M MBIIMIEYHOW CIa00CThI0, HE HMMEIONIUM T'C€HETHYECKOTO
MOJITBEP)K/ICHUS JMarHos3a, ¢ I1enbio auddepeHimanbHoi nuarHoctuku CMA u Apyrux HEpBHO-

MBIIIIEYHBIX 3a001eBanuil [62, 63].
Yposenwv yoeoumenvnocmu pexkomenoayuii B (yposenv 0ocmoseprocmu 00Kazamenbcme — 3)

Kommentapuu: npu nooospenuu na CMA evinonnenue MPT ne 0ondcHo 3a0epiicusams 8bINOJIHEeHUe
2eHemu4ecKko20  Mmecmuposanus, KoOmopoe SAGNAemcs MemoooM 6vloopa 011  OUACHOCMUKU

3a601e8aHusl.

YV nayuenmos ¢ CMA npu MPT mwvuuy obnapyscusaomes ampous u dicuposoe 3ameujeHue
MbluleyHot mraunu. B 06€0pax xapaxmepno Haubonbulee GosleueHue nepeorHe20 KoMnapmmeHma
MbIUUY, 8 MO 8peMsl KaK OTUHHAS NPUBOOAWAS MbIUUYA U OpY2ue MeOUdIbHble MbIUYbL OMHOCUMETLHO
COXPAHHbL UNU MeHee NOpAdCeHvl, 6 3A0HeM KOMNAapmMmeHme 8 Nepsylo ouepedb MAKCUMANbHO
cmpadaem nouycyxodxcunvHas meiuya. Ha yposne conenu 6 maubonvuieii cmenenu cmpaoaem
KamMoOano8uoHas mvliuya u ceubamenu, a pazeubamenu 806jieuensl 8 MeHvuell cmenenu. Tem He menee
nooooOHbIlL nammepH ampoduu He Aensiemcsa cneyuguunvim moavko CMA, a ecmpevaemcsa u npu
Opy2ux 6apuaHmax 2eHemudecKux CRUHANbHBLIX aMuompo@uii, Hanpumep, acCoOyuUpPOBaAHHbLIX C
namozenHvimu eapuanmamu 6 cenax DYNCHIHI, BICD2 unu TRPV4 [62].

2.4.2 UHcTpyMeHTAJIbHbIE UCCJIETOBAHNUS N/l TUATHOCTHKH KAPAUOJ0THYEeCKHX

ocanoxnenuii CMA Sq

Pexomenayercst peructpanus snekrpokapanorpammsl (OKI') Bcem nanuentam co CMA 1 pa3 B roz, a
TaKkKe TMepel IUIAHUPYIOIIMMHUCS ONEPATUBHBIMU BMEIIATEIBCTBAMU C  LEIBI0  HCKIIOYEHUS

HapylIeHU putma cepaua [64].
Yposenv yoeoumenvnocmu pexomenoayuii C (yposenvb 0ocmosepHocmu doxazamenbcmes — 4)

KommenrTapuu: y e3pocivix nayuenmos ¢ CMA nopasicenue cepoya ecmpeuaemcss Hewacmo u
NPOABIAEMCS NPEUMYUWEeCMBEHHO HAPYUWeHUAMU cepoeynoeo pumma. lIpu nossenenuu dcaniobd unu
KAUHUYECKOU CUMNMOMAMUKU NOPANCEHUST CEePOEYHO-COCYOUCHON CUCTNEMbl 80NPOC KPAMHOCU
HAOMI0O0EeHUsT U HeoOXO0UMOCMU BbINOIHEeHUs. dXoKapouocpaguu peuwaemcss UHOUBUOYAIbHO OISl
Kaxc0o2o nayueHma. Y Hekomopwix 63pocivlx nayuenmos — npeumyuwjecmeenro, npu CMA 2-eo muna

— Modicem HabI0O0amuvcs ounamayuouras kapouomuonamus [29,65].

2.4.3 UHCcTpYMEHTAJIbHbIC HCCACTOBAHUS /IS TMATHOCTUKHU ocaoxkHeHnit CMA 5q co

CTOPOHBbI ONIOPHO-ABUIATEJIbHOW CHUCTEMbI




Pexomenayercsi exXerogHass pPEHTTEHOJCHCUTOMETpHUS B3pocibiM mnanumeHtaMm co CMA  nans

HCKJIIOUEHUS ocTeornoposa [19].
Yposenv yoeoumenvnocmu pexomenoayuti C (yposenvb 0ocmosepHocmu 00Kazamenbcme — 5)

KommenTapuu: makoice HeobX00umMo npogederue 3mo20 UCCAe008AHUS NPU  NOO20MOBKe K
OpMONneouyecKomy Xupypeuueckomy emeuiamenvcmsy. Ilpu oonapyscenuu ocmeonoposa 6 nosiICHU4HOM
omaoene NO360HOYHUKA NOKA3AHA peHmeeHoOeHcumomempus ececo mena. [na nayuenmog co CMA
XApaKmepHa 6blCOKAs YACMOmMa Nepeiomos u ocmeoneHuu. /[anHvle pucku 00yCl061eHbl He MONbKO
MbIUEYHOU CIAO0CMbIO U HUZKOU NOOBUNCHOCMbIO NAyUueHmos, o u mem, ymo 2en SMN uepaem ponv

6 MemaobonuzmMe KOCmHOU MKAHU.

Pexomenayercsi peHtreHorpadusi IMO3BOHOYHHKA, CICIMAIBHBICE HWCCICAOBAHUS U TMPOCKIUU C
mmepenueM yria Ko66a B3pociomy manueHTy co CMA ¢ HapyleHHeM OCaHKU U (WJIH) BUAUMBIMU
nedhopMausIMi TPYIHON KJIETKH W MO3BOHOYHHUKA TSI UCKITIOUEHHUsT KU(POCKOIHMO3a U OMpeeICHUS

NalbHENIIEH OPTONEANYECKON TaKTUKK BeaeHus [19].
Yposenwv yoeoumenvnocmu pexomenoayuii C (yposenvb 00cmosepHocmu 0okazamenbcmes — J)

KomMeHnTapuu: penwmeenocpamma no360HOYHUKA (WEUHO20, 2PYOHO20 U NOSACHUYHO20 OMOeNo8
NO360HOYHUKA C 3AX8AMOM MaA3d U MA300e0PEeHHbIX CYCMABO8) BbINONHAEMC S 6 nepeoHell U ODOK08OU
npoekyusx. Hccnedosanue nposooumcsi 6 Hauboiee B03MONCHOM BEPMUKAILHOM —NONONCEHUU
nayueHma, NPUHUMAEMOM HEe3A8UCUMO OM  BCNOMO2AMENbHLIX ycmpoucms. Penmeenoepagus
mazobedpeHHbIX CyCmaso8 HeoOXoouma Npu KIUHUYECKOM NOO03DeHUU HA 8bleUX UNU NOOBbIEUX 8
mazobedpennom cycmase. Bspocivim nayuenmam ¢ CMA 2-e0 muna co ckoauoszom >20°
peHmeeHocpagus NO360HOUHUKA NPOBOOUMCS  eHCe200HO C Yelbld KOHMPOs 3d OUHAMUKOLL
Kughockonuosa u onpeoenenus oaivHeliulel opmoneoudeckou makmuxu eeoenus. Yacmoma ocmompos

00JIICHA YMOYHAMbCA I’lpOd)u]ZbelM cneyuaiucmom unu Myﬂbmuducuunﬂuﬂapnbm KOHCUJITUYMOM.

Tamfce BO3MOINCHO I’lpOG@@@HU@ MClZHl/lWlHO-pGSOHaHCHOMV mwvzoepagbuu NO360HOYHUKA, KOMnb}OmepHOﬁ
momozpaqbuu NO360HOYHUKA, YT1bMmMpa36YKOB020 ucme@oeanuﬂ NO360HOYHUKA npu Haauduu I/IOK(JS’CIHMZZ
[66,67]

2.4.4 NncTpyMeHTAJIbHBIC HCCICAOBAHNS JIJIA TUATHOCTHKHY ocjoxxHeHnit CMA 5q_co

CTOPOHLI JAbIXaTeJbHOW CHCTEMbI

PexomenayeTcst UpeCKOKHBIIT MOHUTOPUHT NApLHMAIBbHOIO JIABJIEHUSI KUCIOPOJA BO BPEMsI HOUHOTO
CHA B CTAIIMOHAPHBIX YCIOBUAX B3pOCbIM nanueHtaM co CMA npu MUHUMAaNIbHBIX MOJO3PEHUSIX IS

BBISIBJICHUSI HOUHOM TUTTOBEHTUIISIIIUU M OOCTPYKTUBHOTO amHoO? cHa [29, 65].



Yposenv yoeoumenvnocmu pexomenoayuti C (yposeHb 00cmosepHocmu 00Ka3amenbcme — J)

KommenTapuu: 6 nopue nokasamenu camypayuu naxoosamcs 6 npeoenax 95—100 %. Ipu SpO2 nuoice
90 % neobxooumo npursmo Heomaodcuvle mepovl. Camypayus 6 npomedcymre 94—90 % cuumaemcs

noepaﬂuqﬂoﬁ. Hat;ueﬂmajw C ZMHOGBHMMJZ}ZI/;MQMV JHceamenbHo umemsp 0oma nyJabCoOKcumemp.

Pexomenayercst ncciae10BaHUE HECTIPOBOLIMPOBAHHBIX JbIXaTEJIbHBIX OObEMOB U MOTOKOB B3pPOCIBIM
nanueHtaM co CMA nnst onpeneneHus: CTeNeH! TSHKECTH JIbIXaTelbHBIX HapylIeHU U BbIOOpa, mpu

HEOOXOUMOCTH, BUAA pECIUPATOPHON moaaepkku [ 18].
Yposenv yoeoumenvnocmu pexomenoayuti B (yposenv docmogepnocmu ookazamenbcme — 3)

KomMmeHTapuu: HeobXo0umo 6binonHaAmb  UCCIe008AHUE HECNPOBOYUPOBAHHBIX — ObIXAMENbHBIX
06vémos u nomoxos nayueumam ¢ CMA 2-eo muna u necnocobnvim xooumo nayuenmam ¢ CMA 3-2o
muna 1 pas 6 200 [18,26]; nayuenmam ¢ CMA 3-c0 muna, komopwvie Mocym camoCmosmenbHO
nepeogueamuvcs, u ¢ CMA 4-eo muna oyenka @yukyuu 6Heuwine20 ObIXAHUS MOXCem Nposooumsvcs 1
pasz 6 4 2ooa (npu HaUyuu KIUHUYECKUX OCHOBAHUU, 6 YACWMHOCMU, NOsGIeHUe Xpand, HOYHbIX
npoobyscoenull, OHe8HOU COHIUBOCMU — Yauje), M.K. UMEHHO 6 MmeueHue makoco NPOMeNHCYmKa
8pemeHnu, N0 OaHHbIM OyeHKUu ecmecmeeHno2o meyenus CMA, y cnocoOuvix xo00ums nayueHmos c
CMA 3-20 u 4-co munos mooicem odHapyscums ompuyamenvuyio ounamuxy [29]. Ilapamemp ons
OMCNEHCUBAHUSL CUTLL ObIXamenbHoU Mmyckynamypol y nayuenmos ¢ CMA, cnocobmvix evinoinume
uccnedoganue, — 3mo GopcuposanHasn oscusHennas émkocms aeekux (QKEJI). llayuenmor co
cHudcenuem DPKEJI om 20 % 0o 50 % om 001cHO20 N00BepIHCEHbL NOBBIUEHHOM) PUCKY NE€20UHbIX
ocnoocnenuti, a nayuenmol ¢ OKEJI <20 % — ewé bonee 8biCOKOMY PUCKY 8CAeOCMmBUE HATUYUS
Heo00CmamouyHoCmuy 8eHMUIAYUU U 8 OHesHvle dacwl. /na nayuenmos ¢ O)KEJI> 60 % xapaxkmepen
HU3Kuti puck Hounou eunosemmunayuu [68]. Iluxoeas cxkopocms xawnn (IICK) menee 270 n/mun
ceuoemenbecmeyem o CHUdCeHuu as@gexkmusnocmu xawias, a Mmenee 160 a/mun — o e2o

HedhheKkmusHOCmuU U 8bICOKOM PUCKe UHDEKYUOHHBIX 3a00nesanull OvixamenvHulx nymei [29,69].

Pexomenayercsi pOBENEHHWE  KApAUOPECIUPATOPHOTO  MOHUTOpPUHIA  (MYJIbCOKCUMETpUS U
MOHUTOPUPOBAHUUE 3JIEKTpOKapauorpaduyeckux JTaHHBIX) B3pociasiM mnanueHtam co CMA mnpu

MOJIO3PEHUHN HAa THUIIOBEHTHWJISLIMIO JUIsl YTOUHEHHS €€ XapakTepa M MCKJIIOYEHHUs anmHod cHa [29, 65,
123, 124].

Yposenwv yoeoumenvnocmu pexomenoayuii C (yposenob 0ocmosepHocmu 0oxazamenbcmes — 4)

KommeHnTapum: 011 ouacHocmuku 0OCMPYKMUBHO20 ANHOY CHA NPOBOOUMCS NOIUCOMHO2PAPDUL/
KapouopecnupamopHbulil. MOHUMOPUH2, KOMOPAs NO380JAEn Onpeoeiums Xapaxkmep OblXamelbHbIX
Hapywenuil. Bapocavie nayuenmol co CMA 2-20 muna umerom puck pazeumus HapyueHuu ObIXaHusl 60
CHe (Yawe 6ce2o, 2UNOBEHMUNAYUU) U3-30 YMEHbULeHUs ObIXAMeNbHO20 00béMa, HapyuleHus pabomol

ouagpazmvl, CHUNCEHUS DYHKYUU MEHCPEOEPHBIX U BCHOMOSAMENIbHBIX ObIXAMENbHbIX Mbluy. Taxoce y



MAKUX NayueHmos Moxicenm paseusamubcs 06CmMpYKMuUGHblll CUHOPOM U3-3d CIADOCMU MblUY 2OPMAHU
u enomku, ¢opmupyrowe NpPeopacnolONCeHHOCMb K  KOLIANCy OvixamelvbHvlx nymei. B
coomeemcmasuu ¢ Ilpukazom Munzopaea Poccuu 13 oxmsabps 2017 2 Ne 804u om «O6 ymeeporcoeHnuu
HOMEHKIamypbl MeOUYUHCKUX Yycayey Hem ycayeu «llonucomnocpaguay, 6 cea3u ¢ uyem 603MONCHO
ucnonv3o8anue Habopa yciye: 9nekmpodHyepanocpadus ¢ BUOECOMOHUMOPUHESOM, CYMOUHOE
MOHUMOPUPOBAHUE apmepuanbHo2o oasnenus, peaucmpayusi NEKMPOKAPOUOSDAMMDL,
MOHUMOPUPOBAHUE  INEKMPOKAPOUOSPAPUUECKUX — OAHHBIX,  XOAMEPOBCKOe  MOHUMOPUPOBAHUE
cepoeunHo2o0 pummad, pacuu@poska, onucamue U UHmMepnpemayus 3NeKmpoKapouocpapuieckux
OAHHBIX, INEeKMPOMUO2PADU HAKONHCHASL (0OHA AHAMOMUYECKAsl 30HA), 3NeKMpooKyiocpagus,

onpeoeieHue napyuaiIbHo20 0A61eHUs. KUCTIOPOOd 8 MASKUX MKAHAX (OKCUMempust))



2.5 Uuple TMArHOCTHYECKHE MCCJIeIOBAHNSA

Beoenue nayuenmos ¢ CMA noopazymesaem MmynomuoucyuniuHapHusii. nooxood. Koucynemayuu
CReYUanucmo8 Mo2ym npo8ooUmbCs NAYUEeHMam Ha pa3HblX SMAanax OKa3anus MeOUuyuHcKou nomowu,

8 MOM Yuce 8 Nepuod OUACHOCTMUKU 3A001e8aAHUSL.

Pexomenayercs B BeneHuu nanueHToB ¢ CMA uUCHNOIb30BaTh MYJIBTUAUCIUIIMHAPHBIN MOAXOA B
BUJy TOTO, YTO 3a00JICBAaHUE XapaKTEPH3yeTcs MOPaKEHHEM MHOTHUX OPraHoB M CHUCTeM, Tpelyer

KOMILJICKCHOM TCepalinu, ¢ HCJIbO COBMCCTHOI'O BCACHH MMAIUCHTA CIICHUAJIUCTAMHA PA3HbIX HpO(I)PIJ'IGfI

[19].
Yposenv yoeoumenvnocmu pexomenoayuti C (ypoeenvb 0ocmosepHocmu 00Kazamenbcme — 35)

KomMeHTapuu: nokazamvl nepeuunvie u nNOBMOPHblE KOHCYIbMAYUU 6paua-He8pono2d, 6pavd-
2eHemuKa,  8paia-mpasmamonoza-opmoneod,  8pava-nyIibMoHON02d,  8pPAYA-2ACMPOIHMEPONLOZd,
spaua-ouemonoaa, 6paia-kapouonoed, 6pava-sHOOKPUHOL02d, 6payelti U UHbIX CHeYUAIUCmo8 U3
MEOUYUHCKOU  OpeaHusayuu  uiu  e€  CMPYKMYpHO2O  Noopazoenenus,  OKA3blearuje2o
CReYUATUZUPOBAHHYIO  NALIUAMUBHYIO  MEOUYUHCKYIO  NOMOWb,  8pava-mepanesma,  8payd-
Heupoxupypaa, 8paya-anecme3uoioca-peanumamonoaa, pava-xupypad, 8pava-3H00CKOnUucma, epaya-
OMOPUHONAPUH20N02d, 8PAYA-MOPAKANLHO20 XUpyped — 8paia-cmomamonocd, 6epaia-4enioCnmHo-
IUYEeB020 Xupypea, epada-ncuxomepanesma, 8pay  Quauieckou u peadulumayuoHHOU MeOUuyuHbl,
8paia no NAITUAMUBHOU MeOUYUHCKOU NOMOWU, MEOUYUHCKO20 NCUXON02d, a4 MAaKdice 8paveti Opy2ux

cneuuaﬂbHocmeﬁ u cneyuaiucmoe.

Pexomenayercsi nmpuém (OCMOTpP, KOHCYJIBTALMS) Bpaya-HEBPOJOTa MEPBUYHBIN BCEM MalMEHTaM C

nosio3penrem Ha Hanuurne CMA c 1enbio MoATBepKIeHUs auartosa [19].
Yposenv yoeoumenvnocmu pexomenoayuii C (yposenvb 00cmosepHocmu 0okazamenbcmes — J)

KommenTapuu: eciu epau-negponoe noomeepacoaem eeposmuocmo naiudusi CMA, oum Oonowcen

Hanpaeuniv nayuerma Ha ceHentuvecKkoe mecmuposarnue.

Pexomenayercst nmpuém (OCMOTp, KOHCYJBTAIlMsA) Bpadya-HEBPOJIOTa MOBTOPHBIN BCEM MaIlMEHTaM C
nogo3peHremM Ha Hanmuuue CMA, mpolieAmuM JOMOJHUTEIbHBIE O0O0CIenoBaHusA (B TOM YHCIE

TeHETUYECKYIO JUArHOCTUKY) C IIEJIbIO MOATBEPXKACHUS Auartosa [19].

Yposenwv yoeoumenvnocmu pexomenoayuii C (yposenvb 00cmosepHocmu 00Kkazamenbcmes — J)

Pexomenayercsi npuém (OCMOTp, KOHCYJIbTAllMsl) Bpadya-r€HETHKA MEPBUYHBIA BCEM MAlUEHTaM C
nogo3peHremM Ha CMA c¢ 1enpto onpeaeneHuss 00beMa MOJIEKYIIPHO-TEHETUUECKOTO UCCIIEIOBAHMS U

MPOBEAECHUS MEIUKO-T€HETUYECKOTO KOHCYJIBTUPOBaHuUs [19].



Yposenv yoeoumenvnocmu pexomenoayuti C (yposeHb 0ocmosepHocmu 00Ka3amenbcme — J)

KommenTapmii: no pesyromamam JJHK-ouacnocmuku mpebyemcs npuem (0cmomp, KOHCYIbmayus)
8paua-ceHemuKa NOSBMOPHLIU C UYENblo 00CYHCOEHUS Ppe3VIbmamos MONLEKYIAPHO-eeHeMULeCcKol

OUACHOCMUKU U 2eHEMUYECKUX PUCKOB 6 cembe.

Pexomenayercsi mpuéM (OCMOTpP, KOHCYJIbTAIlUsl) Bpada-TPaBMATOJIOra-opTonena MEpPBUYHBIA U
MOBTOPHBINM, NMPU HEOOXOAMMOCTH, MAIMEHTY C HOATBEPKAEHHBIM auarHozoMm CMA s oleHKu
HaJU4Ms CKEJETHBIX AeopMaiuii, QyHKIIMOHAIBHBIX BO3MOXKHOCTEH MallMEeHTa, HEOOXOIUMOCTU U

o0bEma optesupoBanus [19, 65].
Yposenwv yoeoumenvnocmu pexomenoayuii C (yposenvb 0ocmosepHocmu 0okazamenbcmes — J)

KomMeHTapuu: ocmomp cneyuanucma ekaodaem OyeHKy o0beéma 08UdNCeHUll 6 CyCmasax u Haauyusl
UCKPUBTIEHUL NO360HOYHUKA, A MAKH#Ce OYEHK) MbIUEYHOU CUTbL U DYHKYUOHAILHBIX 803MONCHOCTEU
no Kadcoou KowewHocmu u cycmagy. Pewaromces eonpocvl neobxooumozo opmesuposanus. Ha
NOBMOPHOL KOHCYIbMAYUy NPo8OOUNICsL OYEHKA NPOSPecCcUupoB8aHus cKelemmvlx oegopmayutl, b100p
MEeXHONo2ULl  OpMe3UPO8aHUus U NOCMYPAIbHO20  KOHMPOJsA, — 00CYHcOaromcsi  NOKA3AHUSA K

XUpypauieckomy opmoneoudeckomy iedeHuo.

Pexomenayercsi mpuém (OCMOTpP, KOHCYIBTAIlMS) Bpada-IyJIbMOHOJIOTA TEPBUYHBIA W TTOBTOPHBIN,
npu HEOOXOIMMOCTH, TMAIMEHTy C TOATBEPKIEHHBIM muarHosoM CMA C 1enbio  BBISBICHHS

JBIXaTEIbHbIX HAPYIIEHUHN U ONPEIEIICHNs TAKTUKU PECIIMPAaTOpHON noaaep:kku [ 19, 29, 65].

Yposenwv yoeoumenvnocmu pexomenoayuii C (yposenvb 00cmosepHocmu 00Ka3zamenbcmes — J)

KommenTapuu: spau-nynbmononoe onpeoensem, HYICHbI AU nayuenmy — OONOJIHUMENbHbIE
06cne0osanus u Kakue UMeHHO (AHANU3 2a308020 COCMABA KPOBU, PEeHM2eHO2padus epyOHOlU KI1emKU,

KapouopecnupamopHulil MOHUMOPUH2, CHUPOMEMPUSL).

Pexomenayercst npuém (OCMOTp, KOHCYNbTAllMsg) Bpaya-OTOPUHOJIAPUHTONIOTA TEPBUYHBIA U
MOBTOPHBINM, MPU HEOOXOAMMOCTH, MAIMEHTY C MOATBEPKAEHHBIM auarHo3zoM CMA ¢ Hajgmuuem
TSDKEJBIX JIbIXaTeJIbHBIX HAPYLIEHUH U HAIMYHUEM ITOKA3aHUM K BBIITOJIHEHUIO TPAXEOCTOMHUH, a TAKKE
MalMeHTaM ¢ TPAaxeOCTOMHUEW NPU HAJWYMU IOKAa3aHWW K JCKAHIOIM3ALHUMU C LEJIbI0 BBITOJIHEHUS

HEOOXOIUMBIX BpaueOHBIX JIEYCOHO-THAarHOCTUUSCKUX MaHUITYIISAui [29].

Yposenv yoeoumenvnocmu pexomenoayuti C (ypoeenvb 0ocmogepHocmu 00Kazamenbcme — 5)



KomMeHnTapuu: 05 smux yenei makoice modxcem nompeb6osams npuem (0CMOmMp, KOHCYIbMAyus)
8PAUA-MOPAKATLHO2O XUpYpea nep8udnsli. Tpaxeocmomus modcem Obimb NOKA3AHA NAYUEHMAM HA
NPOOBUHYMOU cmaduu O0Ne3HU, 0OHAKO 8CE pedxce npumeHnsemcs y nayuenmos co CMA. Cuumaemcs,
ymo 6 nodasiauem OONbUUHCMEE CIYYAe8 HAOHCEHUS MPAXeoCmOoMbl MONCHO uzbexcams. OOHAKo,
OEeKaHIONU3AYUsL NAYUEHM OB, KOMOPble Yoce HAXOOAMCA HA UHBA3UBHOU BEHMUIAYUL IeKUX MONCem
Ovimb  3ampyonumenvHa. Bpau-omopunonapuneonoe u 8pay-mopaxanbHelil Xupype Onpeoesom

maxKkmukKy yCnaHo6J1eHUA mpaxeocmomultecmﬁ KAaHoau 6 cjiydae Haaiudus NOKA3aHUU.

Pexomenayercst npuéM (OCMOTpP, KOHCYJIbTALIMSI) Bpauya-racCTpOIHTEPOIIOra MEPBUYHbIN U MOBTOPHBIN
nanpeHTaM co CMA, umerommM cuMmntoMbl nopakeHust KKT, st [TMarHOCTUKM WM Ha3HAYEHUS

cuMnTOMaru4eckoro jieuenus [19].

Yposenv yoeoumenvnocmu pexomenoayuii C (yposenvb 0ocmosepHocmu 0okazamenbcms — J)

Pexomenayercst mpuém (OCMOTp, KOHCYNbTAIMsl) Bpavya-IMETONIOTa TEPBUYHBIA U TMOBTOPHBIN

nanueHTaM co CMA ¢ 1ienbio Ha3HaueHUS He0OX0AuMOoM aueTh [19].
Yposenwv yoeoumenvnocmu pexomenoayuii C (yposeHvb 00cmosepHocmu 0oKazamenbcms — J)

KommenTapuu: 6 nepsyro ouepedb, HeoOX00UMO nAyueHmam, UMerouum Hapyulenus HympumueHo2o
cmamyca uiu mem, KMO HAXOOUMCA 6 2pynne pucka no passumuio HeO0CmAamo4Ho20 UlU

U30bIMOYHO20 NUMAHUSL.

Pexomenayercst npuém (OCMOTp, KOHCYJIbTAIMS) Bpaya-KapIAUoJiora NEPBUYHBIA U TTOBTOPHBIN, MIPU
HEOOXOMMOCTH, TaIlMeHTaM C TOATBEPXKAECHHBIM auarHozoM CMA ¢ 1enplo CBOEBPEMEHHOMU
JUArHOCTUKU TMaTOJIOTUU CEPJAEYHO-COCYIMCTOM CHUCTEMBI, NIpU HEOOXOIMMOCTH, Ha3HAYEHUs

CUMITTOMATHYECKOTO JICUCHUSI M OTIPEICIICHUSI TAKTUKHU JlalibHeHero Hadmoaenus [29, 40, 118].

Yposenv yoeoumenvnocmu pexomenoayuti C (yposeHb 00cmosepHocmu 00Ka3amenbcme — 4)

Pexomenayercsi puém (OCMOTpP, KOHCYJIBTAIMS) Bpada-dHIOKPUHOJIOTA TIEPBUYHBIA U MOBTOPHBIM,
npu HeoOxoaumoctH, namueHTy co CMA mnpu oOHapyKeHHHM HapylIeHU oOMeHa IJIIOKO3bI,
MHHEPAJIBHOTO OOMEHa W (MJIM) MPHU3HAKOB OCTEOIOpo3a (OCTCONMEHUH) C IEIbI0 KOPPEKIIMH JaHHBIX

COCTOSIHUM U MOHUTOPHHTA COCTOSIHUS [29].

Yposenv yoeoumenvnocmu pexomenoayuii C (yposenvb 00cmosepHocmu 0oKa3zamenbcmes — J)



PexoMeHOyHOTCH TIEpBUYHBIC KOHCYJIBTAIMA BpPAu€ll M WHBIX CIEHUAINCTOB W3 MEIUIMHCKOU
OpraHu3alMd WK €€ CTPYKTYPHOIO TMOJPA3ACICHUs, OKA3bIBAIONIETO CHEHHAIA3UPOBAHHYIO
NaJUTMATUBHYI0 MEAUIMHCKYI0 MoMolls mnamueHtaM co CMA, npu Haliuuuud TOKa3aHui, yist

onpeneneHus 00bEmMa He0OX0AMMOM MaUTMATUBHON MEAUITMHCKOM TTomoriu [29].
Yposenwv yoeoumenvnocmu pexomenoayuii C (yposenvb 00cmosepHocmu 00Ka3zamenbcme — J)

KOMMeHTapI/II/IZ KOHCYynomayust OMHOCUMENbHO NaiIuamueHol Me()uL!MHCKOl/Ul nomowiu  mootcem
OKA3bIBAMbCS HA 6CEX dMANAxX 6e0eHus nayuerma c¢ CMA: npu nocmaHoeke ()MCIZHOS’CZ, 60 6pem:
npurAmus  Kjaodeevlx mepanecsmudecKux pemeHuﬁ, npu  603HUKHOBEHUU  JHCUSHEYZPOHCAIOUSUX

COCI’}’IO}IHI/IIZ, a makxoice 6 mepMquﬂbHOﬁ cmaouu 3a001e6aHU.

PekoMeHIyHOTCH IIOBTOPHBIE KOHCYJIBTAIMM BpPAY€W M HHBIX CIEHUAIMCTOB W3 MEIULMHCKOU
OpraHH3alMd WA €€ CTPYKTYPHOIO TMOJPA3ACICHUS, OKA3bIBAIONIETO CHEHHAIN3UPOBAHHYIO
NaJUTMAaTUBHYI0 MEAUIMHCKYI0 MoMolls mnamueHtaM co CMA, mnpu Haauuud TOKa3aHW#, is
ompeneneHuss o0bEMa HEOOXOIMMOW MNaJUIMATUBHOM MEIUIIMHCKOW TIOMOIIM W OIEHKH €€

s dexruBHOCTH [29].

Yposenwv yoeoumenvnocmu pexomenoayuii C (ypogenvb 0ocmosepHocmu 0okazamenbcms — J)

Pexomenayercst mpuém (0CMOTp, KOHCYJIbTalMs1) Bpadya (PU3NYECKON U peabUIuTallnOHHOW MEeIULIUHE

nepBUYHbIN nanueHty co CMA s onpeaenenus o0bEMa U miana peadbunuranuu [19].

Yposenv yoeoumenvnocmu pexomenoayuti C (yposeHvb 00cmosepHocmu 00Ka3amenbcme — 5)

Pexomenayercst mpuémM (0CMOTp, KOHCYJIbTALMs1) Bpadya (PU3NYECKON U peaOUInTalnOHHOW MeIULIHE
MOBTOPHBIN nanueHty co CMA st onieHKd 3(p¢GEeKTUBHOCTH peabUINTAlUK U ONpeeIeHUS] TAKTUKU

JanpHeumero geueHus [19].

Yposenv yoeoumenvnocmu pexomenoayuti C (ypoeenvb 0ocmogepHocmu 00Kazamenbcme — 5)

Pexomenayercst mpuém (0CMOTp, KOHCYJIBTAIIMSI) Bpaya-TeparneBTa nepBUUHbIi nanueHty co CMA ¢
1EJIbI0 KOHCYJBTAIIUU 0 OOIMM MEAUIIMHCKAM BOTIpOcaM U (WJIM) OTMPEECICHHs] TAKTUKU TIPU WHBIX

COITYTCTBYIOIINX 3aboneBanusx [19].

Yposenv yoeoumenvrnocmu pexomenoayuti C (yposenvb 00cmosepHocmu 0okazamenbcmes — J)



Pexomenayercsi mpuém (OCMOTp, KOHCYJbTallMsI) Bpadya-TepaneBTa MOBTOPHBIN marueHty ¢ CMA ¢
LEJIbI0 KOHCYJBTAIMKU 110 OOLIUM MEAMIIMHCKUM BONpOCaM U (WJIM) ONPENEsICHUs] TAKTUKU TIPU UHBIX

COITYTCTBYIOIINX 3a0oneBanusx [19].

Yposenv yoeoumenvnocmu pexomernoayuti C (yposeHb 00CcmosepHocmu 00Ka3amenbcme — J)



3. Jleyenue, BKJIKYAST MeTUKAMEHTO3HYIO U
HeMeIUKAMEHTO3HYI0 Tepalluu, TUeTOTEPAIHUIO,
00e300/1MBaHNe, MEIUIIMHCKHE NTOKA3aHUA U
MPOTHBONOKA3AHNA K IPMMEHEHUIO METO/I0B JIeYeHHUS

3.1 MeaukaMeHTO3HAs Tepanus

B nacmoawee epems meduxamenmosnaa mepanus CMA exnouaem 6 cebs npenapamvl 04

namozenemuyecko2o (ocnonuenue oegpuyuma oenka SMN) u cumnmomamuueckoeo neyeHus.

3.1.1 IlaTtoreHeTnyeckass MeJUKAMEHTO3HAS TepPanus

Ilamozenemuueckaa mepanus CMA eéxnrouaem 6 ceds 06a NPUHYUNUATILHBIX NOOX00A.!

—  moougpukayus cnaaticunea npemampuuroi PHK cena SMN2 ons exnrouenus 5k30Ha 7 6 3penyio
mampuunytlo PHK u noevluwenuss o6paszoeanus noaHoyennoz2o 6eirka SMN ¢ nomowwio
AHMUCMBICTI08020 ONUSOHYKIEOMUOA (HycuHepcer™™*) unu HU3KOMONEKYIAPHO20 COeOUHEHUs («KManas

monexynay — pucouniam**) [70];

— samecmumeilbHasds ceHHasd mepanus. npumenHerue peKOM6uHaHI’I’IH020 6EKNOPHO2CO npenapama
OHACEMHOZCEH a6enap60661< Ha OCHoO6¢€ adeuoaccauuupoeaHHoeo eupyca 9-20 muna,

CNPOEKMUPOBAHHO20 0/ 0becneyenus cunmesa noanoyenno2o oenxa SMN [71].

Hycunepcen™* 3apecucmpuposan 6 Poccutickoii @edepayuu 6 aszycme 2019 2. [52] Omo npenapam
0I5 UHMPAMEKANbHO20 (NOCpPeocmeom NoMOAIbHOU NYHKYuu) 66edenus. JliombanvHas nyHKyus
MOJCem NpoBOOUMbC KAK NOO0 MeCmHOU unu oodwjei anecmesuel, maxk u 0e3 MaKoGwlX, UMO
onpeoensaemcs Haruduem 803MONCHbIX NPOMUBONOKA3AHUL K NPUMEHEHUIO NPenapamos 0Jis MecmHou
u (unu) odbweu amecmezuu y KOHKPEMHO20 NAYUEHMA 6 COBOKYNHOCHMU C YCMOMpeHuem epaud,
npoeooawe20 npoyeodypy, U GHYMpPEeHHUMU NPAGULAMU TIeYeOHO-NPOPUIAKMULECKO20 VUPENCOeHUS,
20e nposooumcs 66edeHue Hycunepcena ™™,

Pucounnam™* szapecucmpuposan 6 Poccuiickou @edepayuu 6 nosope 2020 2. [53] Ilyms 66edenus

pucouniama™** — nepopanbHulii, YUMo no3eousem npoeooUms ieueHue 8 amoy1amopHbIX YCI08USIX.



Onacemnocen abenapsosex 3apezucmpuposarn 6 Poccutickoti @edepayuu 6 oexabpe 2021 2ooa [72].
IIpenapam 8600umcs 6HympuseHHo KaneibHo 00HOKpamuo. Ilokazanus Kk npumerenuro npenapama —
ouannenvuas mymayus 6 cene SMNI1 u kaunuueckuti ouaenos CMA 1 muna unu ouanienvras mymayus
6 cene SMN1 u ne 6onee, wem 3 xonuu ecena SMN2. OOHuM U3 OCHOBHLIX O2paHUYEHUU K NPUMEHEHUIO
npenapama sensiemcs eec nayuewma oonee 21 ke, umo Oenaem HEBO3MONCHbIM €20 NPUMEHeHUe Y

63POCIJIbIX NAYUECHMOE.

llokazanuem x npumenenuro HycuumepceHa™* u pucouniama™* saensemcas CMA ecex munos, 6Oes

02panuyeHus no muny 3a601e8anus, 603pacmy 0edrma Uil mexkyuwemy 603pacmy nayueHmad.

PeKOMeH)IyeTCSI KaK MOXHO PAaHbIIC HAYMHATDH ITaTOTCHCTUYCCKYIO TCPAIIUIO CMA BceMm ImangueHTaM C
TCHCTHYCCKHU HOI[TBep)KILéHHBIM JUargso30M (BHe 3aBUCHUMOCTHU OT BO3pacCTa ,HC6IOT8, 336OH€BaHI/IH,
TCKYLICTO BO3pacCTa IMaUCHTA W HCXOJHOIO (bYHK]_[I/IOHaJ'ILHOFO CTaTyca) C HOCJIBKO AOCTHKCHUA

HaWJIy4IIero TepaneBrudeckoro agdexra [73].
Yposenv yoeoumenvnocmu pexomenoayuti C (ypoeenvb 0ocmosepHocmu 00Kazamenbcme — 5)

KommenTapuu: ne nokazano oonoepemennoe npumenenue 08yxX npenapamos ois namo2eHemuieckot
mepanuu CMA, emusowux na cniaticune eena SMN2 (hanpumep, Hycunepcen™* u pucounnam™*).
Yuumuiean eounvie namoghuzuonocuveckue mexanusmvl meyeHus U HeyKIOHHOe NPOSPeccuposanue
CMA npu paznuunvix eé munax, mexkyujee cCOCMOsHUE NAyuenma He ciedyem paccmampuéams Kax
nosoo0 K omkazy om namoceHemuueckou mepanuu. Ilo >mou oce npuuuHe HEKOPPEKMHO
UCNONb308AHUE KOHYENYuu «peaduiumayuoHHo20 NOMEeHYuanay OJs Onpeoenenus: HeoOXoouMocmu

namozenemuyecko2o nedenus npu CMA.

PexomMeHayeTcsi  TpUMEHEHHE — Tpemapara  HyCHMHEpCeH™™®  mamumeHTamM ¢ TeHETUYECKH
MOATBEPKAEHHBIM auardHo3oMm CMA W KIMHUYECKUMH TPOSBICHUSIMH 3a00JICBaHUSA C IICJBIO

MIPOBEICHUS TTATOTEHETUUECKON Tepanuu 3aboseBanus [114].
Yposenv yoeoumenvnocmu pexomenoayuii A (yposenb 00cmosepHocmu 00KA3amenbcme — 2)

KommenTapuu: ¢ akmugHnvlx Ha ce200HAWHUL OeHb KIUHUYECKUX UCCLe008AHUAX HYCUHepceHa ™™
SHINE, ASCEND u DEVOTE npunumarom yuacmue nayuenmol cmapuie 18 n1em, Ho pe3ynbmamul no
HUM NOKa He onyonuxkoganvl. Tem He MeHee ONYOIUKOBAHbI pe3VIbmMamvl 00CeP8AYUOHHbIX
(Habntooamenvuvix) [75-80] u pempocnekmuenvix [81-83] uccnedosanuii, 8 KOMOpvIX OYEHUBANACD
neperocumocms u ounamuxka CMA no kiunuveckas wikaiam y 63pOCiblX RAYUEHMO8, NoKazamenu
@yHKYuU ObIXaHUs, MbIUEYHAs CUNd, NayUueHm-opuenmuposanvie ucxoovl. CogoKynHvle OaHHble NO
oonee 1200 nayuenmam ¢ CMA, npoanaiuzsupo8anHvim 8 SMux UCCled08aHUIX, C8UEMeNbCMBYION O
oocmamoyHotl bezonacnocmu Hycunepcena™* y e3pocavix 6ononvix ¢ CMA, a makoce 06 ynyywenuu

uiu cma6wzu3auuu nokazameineti OONIbHLIX NO KAUHUYECKUX WKAIAM Yy nayuermoe pd3sHoco eospacma.



Cucmemamuueckuti 0030p U Mema-aHaiu3 pe3yibmamos npuMeHeHus HycuHepceHa™*, exarouasuiull
15 nybaukayuii no 83pociviM, ¢ 8bICOKOU CHEeNneHblo 00CMO8EePHOCMU NOOMBEEPOUl IhhekmueHocmo
Hycunepcena™* y nayuenmos co CMA 2 u 3 muna no wkaiam OYeHKU OBUSAMEIbHbIX (DYHKYUl
HFMSE, RULM, T6MX npu eco npumenenuu 6 meuenuu 10-14 mecayes [84].

Uumpamexanvnoe 66edenue  Hycunepcena™™ moocem — conpogoricoamvcs — HedcenlamelbHbiMU
AGNEHUAMU, CBA3AHHBIMU C NPOYEOYPolU NIOMOAIbHOU NYHKYUU: NOBblULeHUe meMnepamypsl meid,

207106HAs1 OOb, OONbL 8 cnune, mowHoma, peoma [52, 75-83].

IIpu nookoxcnom unu 6/6 66e0eHUU HEKOMOPLIX AHMUCMBICIOBbIX ONUSOHYKIEOMUOO8 ONUCAHDL
MpoOMOOYUMONEeHUs, HAPYULEHUs. CEPMbIBAEMOCIU KPOBU U HepPOMOKCUUHOCIb, YUMO OMPAICEHO 8
uHcmpykyuu K Hycumepceny®*. [Ilpu Hanuuuu KIUHUYECKUX NOKA3AHUU HeoOX00umMo oenamv
nabopamopHvle  mecmvl  OAd  ONpeoeNeHus  Koauvecmea  mpomboyumoe u  nokasamesneu

ceepmuleaeMocmu Kposu neped egedenuem npenapama [52].

Pexomenayercst marieHTam co CMA, uMeEIOmuM CIOXKHYIO 1eQOopMaIiio MO3BOHOYHUKA, KOTOPHIM
IUTAHUPYETCsl Hayajao Teparnuu MpenapaTtoM HyCHHEpCeH™®*, BBIMOIHEHHE CIIMHHOMO3TOBOM MyHKIUH
[OJl KOHTPOJEM YIbTPa3ByKOBOIO HCCIEIOBAaHUS WJIM pEHTreHorpaduu WM  HU3KOAO3HOU
KOMITBIOTEPHOM TOMOrpaguu C IeJIbl0 O00ecneyeHus] MaKCHUMaJbHO O€30IacHOro IpPOBEIACHMS
npouexaypsl [85, 115, 116, 125].

Yposenv yoeoumenvnocmu pexomenoayuii C (yposenvb 00cmosepHocmu 0okazamenbcmes — 4)

KommenTapuu: npeonacaemes aneopumm blnoiHeHUs: UHMPAMeEKATbHO20 86€0eHUsi N0O KOHMPOeM
BU3YANUZAYUOHHBIX Mem0008. [lpu omcymcmeuu MemaiioKOHCMPYKYuil Ui CNOHOUL00e3a 3a0HUX
KOCMHbIX 271eMeHmMO08 NO360HOUHUKA, TIOMOANbHASL NYHKYUS 8bINOJIHAEMC NOO PEHM2eHOCKONUYeCKUM
koumponem. Ilpu Hanuuuu cnonounooesa, O 6vlI00PA ONMUMANLHOU MAKMUKU BbINOJIHEHUs.
MAHURYIAYUY  (MENCOCMUCMBIU UTU HEUPODOPAMUHANLHBIL OOCHYN) HE0OX00UMO ONUPaAmvCs Ha
pe3ynomamsl npeonpoyedypuou KT. B cnyuae, ecnu paccmampueaemcsi 8binonineHue aomMOanIbHOU
nyukyuu Ha yposuwe CI-C2, nokazaHo 6vblNoaHeHue nepeod Npoyeoypol MAcHUMHO-PE30HAHCHOU

momoecpaguu n0360HOYHUKA (00UH omoer).

Pexomenayercst mpuém (0OCMOTp, KOHCYJIBTALlKsA) Bpadya-HEHPOXUpYypra NEPBUYHbBIN U OBTOPHBIN, NpU
HEO0OXOIMMOCTH, MALUEHTY C MOATBEPKAEHHBIM AuarHo3oM CMA ¢ BbIpa)XeHHBIMU JieopMalusiMu
MO3BOHOYHUKA JJIA OIICHKM CKEJETHBIX JedopManuii ¥ OLEHKH BO3MOXXHOCTH BBITIOJHEHUS

CIIMHHOMO3TOBOM MyHKIHH [86].
Yposenwv yoeoumenvnocmu pexomenoayuii C (yposenvb 0ocmosepHocmu doxazamenbcmes — 4)

KommenTapuu: spau-uetipoxupype onpeoensiem G03MONCHOCMb GbINOIHEHUS THIOMOAIbHOU NYHKYUU,

YpOB€EHb NYHKUUuu U nexnHuxy ee 6blNOJIHEeHUA, st NPUMEHEHUA namozceHemu4ecKkoll mepanuu, Ha



OCHOBAHUU OCMOmMPA U  pe3yIbmamos NpeoMaHunyiayuounsvix uccieoosanut (KT, MPT,

penmeernozpaghusi).

Pexomenayercst mpuémM (0CMOTp, KOHCYJIBTAlMs) Bpaua-aHECTE3U0JI0ra-peaHuMarosiora NepBUYHbIN U
MOBTOPHBINA, TpU HEOOXOAWMOCTH, MAIMEHTY C MOATBEPXKIEHHBIM nuarHozoM CMA, kortopomy
IUTAHUPYETCSl aHECTE3UOJIOTUUYECKOe MOCOOUE JIsi BBIIMOJHEHHs JIIOMOATbHON MYHKIUH, C IEJbIO

pelIeHus Bormpoca 0 He0OX0AUMOM 00beME aHECTE3UOIOTHUECKOTo mocodus [86].
Yposenwv yoeoumenvnocmu pexomenoayuii C (yposenvb 0ocmosepHocmu 0okazamenbecmes — 4)

KommenTapuu: nayuenmam c evipasxxcennoti oegpopmayuell no3GOHOYHUKA TIOMOANbHbIE NYHKYUU U
unmpamexanibHvle 66€0eHUs eKApPCMEEeHH020 Npenapama MO2Ym 6bINOJIHAMbCA ¢ NpUMEHeHUeM

aHecme3uon02u4eckKko2o nocoousl.

PexoMeHayeTcst mpuMEHEHHE Mpernapara pUCAUIUIaM™* B3pOCIBIM MalMeHTaM C KIMHUYECKUMHU
IPOSABICHUSIMA TE€HETHYECKH NOATBEepKAEHHON CMA ¢ 1enbr0 NpOBEAEHHsS NaTOrEHETUYECKOU

Tepanuu 3aboneBanus [88].
Yposenv yoeoumenvnocmu pexomenoayuti A (yposernv 00cmogeprocmu 0okazamenbecmes — 2)

Kommentapuu: 6 uccnedosanuu BP39055 (SUNFISH) u3yuanoce npumenenue npenapama
pucouniam™®* y nayuenmos, coomsemcmsyrouux xiunudeckum npossierusm CMA 2 u 3 munos,
gozpacme om 2 00 25 nem npu ckpuHuree. B amo ucciedosanue 8KI04aiucy 8 Mom yucie nayueHmst,
umerowue 2epyovie Oeopmayuu NO360HOUHUKA, BbIPANHCEHHbIE PACNPOCMPAHEHHLIE KOHMPAKMYPbL
CYCmaegos, a makdce nepeHécuiue xupypauieckoe jedenue no nogody oepopmayuti nO360HOUHUKA.
Pesynomamvr - smoeo  uccnedosanusi - npOOEMOHCMPUPOBAIU — CIMAMUCTIUYECKU — 3HAYUMYIO
apekmusHoCcmb NoO NEPEUYHOL KOHEUHOU MOYKe U 00CIMAmMOYHYI0 OE30NACHOCMb npenapama 6 3mou
so3pacmuotl epynne. Hccnedosanue nokazano 0ocmudicenue cmamucmudecku 3HaYUMblX KIUHUYeCKUX
yayuwenui 3a 12 mecayese mepanuu no wkaram MFM-32 u RULM [88]. Ilo oOannvim
(apmaxkokuHemu4eckux uccie008anull, Macca meia u 603pacm nayueHma Mo2ym oKa3vléams GIuUsHUe
Ha hapmaxkokuHemuxy pucouniama™*, npu smom He 8bis61eHO UZMEeHeHUll npoduis be3onacHocmu u

aghghexmusnocmu npenapama [89].

Haubonee uacmoimu mnexcenamenvhvimu peakyuimu Ha d)OHe NPpUMEHEeHUs pucdunﬂaMa** moczcym

ObLIMb uapes U KONHCHASL CblNb, KOMOpble CamMocmoamenvho paspewaromces [53].

PexoMeHayeTcsi marueHTaM pempoayKTHBHOTO BO3pacTa UCIOJIb30BaTh BEICOKOI((EKTUBHBIC METOBI
KOHTpAIENIMA BO BPEMs JICUCHUS] U B TEUCHUE KaK MUHUMYM | mecsia mocie npuéMa nociaeaHei

J03bI TIpernapara pucauiiaMm™* manueHToOM-KeHIIMHON U B TEYeHHE KaK MUHUMYM 4 MECSIIEB MOCIIe



npuéMa MOCIEAHEH 03Bl Mpenapara pucAUIIaM™* MalueHTOM-MYKYHHON ¢ 1EIbI0 TUTAaHUPOBAHUS

netopoxaenus [53, 126].
Yposenv yoeoumenvnocmu pexomenoayuii C (yposenvb 0ocmosepHocmu 0oxazamenbcme — 4)

KommeHnTapuu: xnunuueckue oOanHble NO NPUMEHEHUIO pUcOUnIama™** y OepemMeHMbIX HCeHUWUH
omcymcmeyrom. Ilpu uzyuenuu npumenerus pucouniama** y  HCUBOMHBIX  HAOAOOANACH
aIMOpuohemanbHas MOKCUYHOCHb, A MAKJHCe 00pamumoe 8IusHUe Ha MYHCcKyio hepmunvrocms. Ilo
9MOU NPUUUHE NAYUESHMBI-MYICUUHBL He OOJNCHbL OblMb OOHOPAMU CHEPMbL 80 8PeMsl JeHeHUs U 8
meueHue 4 mecsayes nocie npuéma nocieouel 003vl npenapama pucouniam™* [53]. Bozmooxcnvim
8apUAHMOM A8IAemMCcs KPUOKoHcepsayus cnepmovl nayuenma-mydscuunovl ¢ CMA oo nauana nevenus

pucouniamom™*,

Ilannvie 06 sxckpeyuu pucouniama™* ¢ monokom mamepu y aroodeti omcymcemayrom. B uccieoosanusx
Ha Kpvicax ObL10 NOKA3AHO, YUMo pucouniam™* npoumuxaem 6 MONOKO, 8 C8iA3U C UeM HeoOX0OUMO

OMKA3aMbCsL OM 2PYOHO020 BCKAPMAUBAHUS HA (poHe eyeHus mamepu pucouniamom™**[88].

3.1.2. CuMnToMaTu4ecKass MeAMKAMEHTO3HAS Tepanus

Pexomenayercst puém konekanbiudepona®™* pcem nanuentam ¢ CMA B cilydyae BBISIBICHHS Y HUX
MPU3HAKOB OCTEOTCHUH WJIM HU3KOTO COAEpKaHus BUTaMuHA D B KpOBH, JIJIsi KOPPEKLIUUA CHUKEHUS

MUHEPaILHON MJIOTHOCTH KOCTHOM TKauu [19].

Yposenv yoeoumenvnocmu pexomenoayuii C (yposeHvb 00cmosepHocmu 0oKazamenbcmes — J)

Pexomenayercsi npuém OudochonaroB Bcem marmeHtam co CMA, ecnu BBIABICHBI MPHU3HAKU

OCTEONEHUHU UJIM YaCThI€ MEPEJIOMBI, C 1I€JIbI0 KOPPEKIIUU CHUKEHHUS INIOTHOCTU KOCTHOM TKaHu [19].

Yposenwv yoeoumenvnocmu pexomenoayuii C (yposenvb 00cmosepHocmu 0okazamenbcms — J)

He pexomenayercsi TIWTETbHOEC NMPUMEHEHHE MYKOJIMTHYECCKUX TPEHaparoB IS WHTAJISITOPHOTO
BBEJICHUS JICKAPCTBEHHBIX MpemnapaToB uepe3 HeOymaizep y marueHToB co CMA mu3-3a OTCYyTCTBUS
JI0Ka3aTeIbHON 0a3bl M B CBSI3U C PUCKOM YCHJICHHS CEKPETOPHOM HArpy3KH C IEJbI0 MPOPUITAKTHKA

YXyAUIEHUsI COCTOSIHUA nmarueHTa [29].
Yposenv yoeoumenvnocmu pexomenoayuti C (yposeHb 00cmosepHocmu 00Ka3amenbcme — 5)

KOMMCHTapI/II/II UCNOJIb306AHUE MYKOJIUMUYECKUX npenapanioe oe3 mepanesmu4ecKux NOKA3aHUU

Moarcem npueecmu K pasdicudlsitCeHuro cexkpema HOle/laJZbHOT;I 6A3KoCmu u yYCuieHuro C@erl’nOPHOﬁ



Hazpy3KU.

PeKOMeH)]yIOTCﬂ HMHBCKIINN 6OTYJ'II/IHI/I‘-IGCKOFO TOKCHMHA THIIa A** B CIIFOHHBIC JKEJIE3bI nanuceHTram Co

CMA, cTpafaroimum OT TUIIEPCAIMBALINY, C LIEJIbI0 YMEHBIIECHUS BBIPAXKEHHOCTH 3TOro cumnrToma [90,
104].

Yposenwv yoeoumenornocmu pexomenoayuti C (yposeHsb 0ocmogepHocmu 00Ka3amenscmes — 4)

KommenTapum: nayuenmam c eunepcanusayueli maxdxyice nokazawa canayus nonrocmu pma [91].
Huvekyuu 6omynunuueckoeo mokcuna muna A** 6 cruionnvie dicenezvl HeoOX0OUMO NPOBOOUMb NOO

KOHMpOoJiem yilbmpda36yKo602co UCCTIe00B8AHUS CTIIOHHBIX JCenes.

3.2 Xupypruueckoe Je4eHue

Xupypeuueckoe neuenue nayuenmos ¢ CMA npedcmasneno, npeumyuwjecmeento, Koppexmupyouumu
UHCIMPYMEHMANbHBIMU  BMEUAMenbCmeamu Ha NO360HOYHUKe, KOmopvle, meM He MeHee, HOCAM
NANTUAMUBHBII Xapakmep U He N0360110M OCMAHO8UMb npozpeccupyrowyio depopmayuro. Kpome
moeo, npu CMA xupypeuueckue emewamenbcmea Mo2ym nposooumsCs 6 Cé:3u ¢ 601e8blM CUHOPOMOM
8ciie0cmeue namono2ul ONOPHO-08ULAMENLHOL CUCHEMbL U BO3MOJNCHLIX neperomos. Yawe 6ceeo,
g3pocavie nayuenmovr co CMA (8 ocnosHom smo nayuenmor co CMA 2-20 muna) npoxoosam

XUpypauieckyio Koppekyuio oegopmayuti n0360HOUHUKA ewé 00 docmudicenus 18 nem.

Pexomenayercsi paccMOTPETh BO3MOXKHOCTh XHPYPTMUECKOTO BMEIIATENIbCTBA Ha IMO3BOHOYHHUKE
naiueHtaM co CMA ¢ TsokénbiM uckpusiieHneM (yron KoO6a myist Gonpmioi kpuBu3Hbl > 50°) u
BBICOKOM CKOpPOCTBIO TmporpeccupoBanust (= 10° B rom) anga coxpaHeHusi OajiaHca TyJIOBHINA,

KOppeKuu aedopMaiiy rpyIHOM KIETKU U YITy4IIeHHs 001Iero kadyecTsa xu3nu [ 128, 128].
Yposenv yoeoumenvnocmu pexomenoayuti C (yposenvb 0ocmosepHocmu 00Ka3amenbcme — 4)

KommenTapuu: npu npunamuu pewenus o Xupypeuueckom 6emMeulamensCcmee peKomMeHOyemcs
yuumeleams  CHudiCeHue Qynkyuu Ovixanus, oOegopmayuro pebep, cunepkugos, GiusHUE Ha

MOOUTIbHOCb U gbyHKquHupoeaHue nayuermad, HAKJIOH mas3a u oucoanamnc mynosuiwya.

PeKOMeHI[yeTCH PacCMOTPETb BO3MOKXHOCTL BbLIIMOJHCHUSA apTpOAC3a ITO3BOHOYHHKA (3az[Her0

CIIOHIMIIONC3a) C HCITONIB30BAHUEM TEXHOJIOTHH JUHAMHUYCCKOW (PUKCAIMM IO THITY «JIBOWHBIX



CTEp>KHEW», MOTMCETMEHTHbBIE KOHCTPYKITUU C WK 0e3 pukcaiuu Tasza (B 3aBUCUMOCTH OT BOBJICUCHUS
Ta3a B CKOJMOTHYECKHUI n3rud) y mauueHntoB ¢ CMA 11 ucnipaBieHus CKelleTHbIX Aedopmanuii [19,
92].

Yposenv yoeoumenvnocmu pexomenoayuti B (yposenv docmoseprocmu doxkazamenbecme — 3)

PeKOMeHI[yETCﬂ Ipu IJIaHUPOBAHHUUN OIICpAllMM HA ITO3BOHOYHHUKC Yy IMAIIUCHTOB C CMA ocTaBHTb
CBO6OI[HBIMI/I OAVH WJIK ZIBa YPOBHA B CPCAHCIIOACHUYHOM OTACIIC 11O cpenHeﬁ JIMHHUH AJI BBIITOJTHCHUA

TOMOQTBHBIX ITyHKIHH [19].

Yposenv yoeoumenvnocmu pexomenoayuti C (ypoeenvb 0ocmosepHocmu 00Kazamenbcme — 5)

PexomenayeTcsi  pacCMOTPETh  BO3MOXKHOCTh ~ XHPYPTrHYECKOTO  JICUYCHUS  HECTAOWIIBHOCTH
Ta300eApeHHOTr0 cycTaBa y nanueHToB ¢ CMA, cTpaalomux OT BEIPAKEHHOTO 00JIEBOTO CHHIPOMA, C
ICJIBI0 KOPPEKIIMH HECTAOMILHOCTH, CHYDKEHUS BBIPAKEHHOCTH OOJIM M TTOBBIMICHHS Ka4eCTBA YKU3HU

namuenTa [19].

Yposenwv yoeoumenvnocmu pexomenoayuii C (yposenvb 00cmosepHocmu 0oKazamenbcmes — J)

Pexomenayercss pacCMOTPETh BO3MOKHOCTh XUPYPTrAYECKOTO JICUEHUsS] KOHTPAKTYp Yy MAlUMEHTOB C
CMA, crpagatouux OT OOJEBOTO CUHAPOMA, C LIEJIbI0 KOPPEKIIMU COCTOSHMS M yBEJIMYEHUsT 00beMa

JIBHKeHUH [19].

Yposenv yoeoumenvnocmu pexomernoayuti C (yposeHb 00cmogepHocmu 00Ka3amenbcme — 5)

Pexomenayercst paccMoOTpeTh BO3MOXHOCTb 9KCTPAKOPTUKAIILHOIO OCTEOCHHTE3A,
MHTpaMEAyIIIPHOTO OJOKMPYEMOTO OCTEOCHMHTE3a, MHTPAMENYJUISIPHOTO CIHUIIEBOTO OCTEOCHUHTE3RA,
WHTpaMEAYIJIIPHOTO CTEP>KHEBOTO OCTeOCcHHTe3a y marueHToB co CMA, CmOCOOHBIX XOIUTh, C
HepeIoMOM JUIMHHBIX TPyOUaThIX KOCTEH HUKHUX KOHEUHOCTEH, a TAK)Ke y MallMEHTOB, HE CIOCOOHBIX
CaMOCTOATENIbHO XOAUTh, IPU TIEepesioMax Oeapa, ¢ LEeabl0 CTaOMIM3alMi OTJIOMKOB M 0OecreueHus

BO3MOXKHOCTU paHHEH BEpTUKAIU3AINH, peaOuIUTAIIMN U YCKOpEeHUs KoHcomuaanuu [19].
Yposenwv yoeoumenvnocmu pexomenoayuii C (ypogenvb 0ocmosepHocmu 0okazamenbcmes — J)

KommenTapuu: npu 6vi0ope KoHcepsamueHo2o neueHus ¢ eUnco8anuem (Hanoxcenue YupKyusapHou
2UNCOBOLL NOBA3KU, CHAMUE YUPKYIAPHOU SUNCOBOU NOBA3KU) cledyem usbezamsv OnumenvHoll (bonee 4

Heoelb) UMMOOUIUZAYUU, M.K. DO MOodcem ycy2yousams ampo@duio Mbluly U 0CMeonopo3.



PexoMenayeTcest ycTaHaBIMBAaTh racTpocToMy ((hyHIOMIMKALMS JanapoCcKonuueckasi, racCTpOCTOMHUSI.
racTpOCTOMHSI C HCIIOJIb30BAHMEM  BHUJCOIHIOCKOIIMYECKUX TEXHOJOTUMW, JIAApOCKOINYECKas
racTpoCcToMusi, 330(aroracTpoPpyHIOTUIUKALM) A1 KOPMIICHUST Yepe3 He€ B3POCIbIM MAIMEHTaM CO
CMA, npu Hanmu4uu WHIWBHUAYAIbHBIX TMOKAa3aHUN (HalpuUMeEp, yCTAaHOBICHWU HEBO3MOXKHOCTHU
OpOIVIaThIBaHUS TNUIIM, OOJNBIIOM PHUCKE ACMHMPALMOHHOIO CHUHAPOMAa W MpU HYTPUTUBHOMN

HemocTatouyHocT) [19].
Yposenwv yoeoumenvnocmu pexomenoayuii C (yposenvb 00cmosepHoCcmu 00Kka3zamenbcmes — J)

KommenTapuu: cacmpocmoma  ycmawnasnueaemcs,  wawje — 6ce2o0, 0l OCYU,ECMBILEHUsA
OONONIHUMENbHO20 NUMAHUS, HO He C Yelblo NONIH020 nepesooa npuéma nuwu yepes neé. Ilpu ananusze
122 nayuenmos ¢ CMA 2-20 muna 6 6o3pacme om 1 200a 0o 47 nem obnapysceno, umo y 25 % (30
Yeno6ex) umenu Mecmo HaApyuleHus 2Lomanus, npu SMom NONEPXUBAHUSL OMMEUATUCH Yauje UMEHHO VY
g3pocavix nayuenmos (cmapue 20 nem). Tonvko y 1 uz 48 e3pocnvix nayuenmog o6viia ycmaHosiena
2acmpocmoma, 0OHAKO OH NPOOOANCANl Ynompeonims yacmos nuwu yepe3 pom [93]. YV nayuenmos
cmapuie2o 803pacma 00 HANONCEHUSL 2aCMPOComsbl pekomenoyemcs onpedenenue OIKEJI, komopas
oondcHa 6vimv He menee 50 % om Oonxcnot; 6 cayuae bonee nuzxou DIKEJI puck ocnodcrenuti

yeeaudueaemcs no mepe CHUMICeHUs nokazamerneti cnupomempuu.

IIpu  HeobXoOuUMOCmMU ~ 803MOJCHLI — KOHCYIbMAYUU — CHeYUaIucmos  (8paua-aHecmesuonosd-
peanumMamonoea, 6epaia-xupypea nepeudHsli, 8paua-ouemonoeq, epava-mepanesma,  8payd-
9HOOCKONUCMA); BbINOJIHEHbL J1AOOPAMOPHbIE UCCe008aHUsL  (OnpedelleHue OCHOBHbIX 2SPYNNn No
cucmeme ABO, onpedenenue anmueena D cucmemot Pe3zyc (pe3yc-¢hakmop), onpedenerue nooepynnol u
opyeux epynn kposu menvue2o 3uavenuss A-1, A-2, D, Cc, E, Kell, Duffy, onpedenenue anmueena
(HbsAg) eupyca cenamuma B (Hepatitis B virus) é kposu, onpeoeienue anmumei K 8UpPycy 2enamuma
C (Hepatitis C virus) 6 xposu, onpedenenue awmumen kunaccos M, G (IgM, IgG) x eupycy
ummyHooepuyuma yenoseka BUY-1 (Human immunodeficiency virus HIV 1) 6 kposu, onpedenenue
anmumen K oneonou mpenoueme (Treponema pallidum) 6 kposu, koazynoepamma (opueHmuposouHoe
uccne0o8anue CucmeMmvl 2emocmasa), oowull  (KIUHUYeCKUll) auaiu3 Kpoeu, aHaius Kposu
ouoxumuyeckuti oowemepanesmudeckul, oOwuUl (KIUHUYECKUl) aHaiu3 Mouu, UCCIe008aHUe
KUCIOMHO-OCHOBHO20 COCMOAHUSL U 2A308 KpPOBU, U UHCMPYMEHMAaNbHble Memoobl 00C1e008aHUs
(a30¢hacoecacmpodyooenockonus, dxokapouocpagus, YibmpazeyKkoeadas Oonniepocpagus cocyoos
(apmepuil u 6eH) BePXHUX KOHEYHOCMEl, VIbMPa38yKo8as 0ONniepocpadus cocyoos (apmepuil u 6em)
HUMICHUX KOHEeYHOCmell, VIbmpa38yKo8oe UCCIe008aHUe OP2aH08 OPIOWHOL NOI0CmU (KOMNIEKCHOe),
pecucmpayusi 1eKmpoKapouocpamMmvl, NPUYEIbHAs pPeHmeeHoepapus op2aHos epyOHOU KIemKu,
PEHM2EHOKOHMPONb NPOXOHCOCHUST KOHMPACMHO20 euecmsa Nno HcemyoKy, MOHKOU U 00000YHOL
KUuuiKe, UCCIe008aHUe HeCNpOBOYUPOBAHHBIX ObIXAMENbHLIX 00beM0O8 U NOMOKO8, YVIbMpPa38YKOBOe
onpeoeiieHue HCUOKOCMU 6 OPIOWHOU NONOCMU, NPUYETbHASL DeHmeeHo2pagus 0peaHos 2cpyoHOl

KJ1emKU).

Tlocne 3axcusnenuss panvl HEOOXOOUMO 0OYUUMb NAYUSHMA U YXANCUBATOWUX JIUY CAMOCMOAMETbHOMY
yxody 3a eacmpocmpomou [94]. Twamenvnocms yxooa 3a eacmpocmomudeckor mpyoKou
Koppenupyem co CHUMCEHUeM DPUCKO8 OMCPOYEHHLIX OCIONCHEHULl U onpedensiem ee 001208e4HOCHb

[94]. I'acmpocmomuueckas mpybra noonexcum 3ameHne Kaxcovle 6-18 mecayes unu no nompebHocmu



CO2NIACHO UHCMPYKYUU npouzsooumens. Heobxooumo nabniodenue cneyuanucmos 0Jis C60€8PeMeHH020
onpeoenenuss NOKA3aHUull Ol CMEHbl 2ACMPOCMOMUYECKOU mpyoKu unu ee yoanenus (KOHCYIbmayuu
8paua-xupypea, 8paua-aHecme3uosio2a-peanumamonoed, 8pava-Hespoioea, epava-mepanesma, epaid
no NANUAMUBHOU MeOUuyuHcKot nomowu). Ilpu Heobxo0umocmu 603MONCHO BbINONIHEHUE CLE0VIOUUX
UCCTIE008AHULL KOA2YNO2PAMMA (OPUESHMUPOBOYHOE UCCLE008AHUE CUCMEeMbl 2eMOCMA3sad), 00uull
(KIUHU4eCcKull) aHanu3 Kposu, aHAIu3 Kpo8U Ouoxumudeckuil oduemepanesmuieckui, o0owuul

(KIUHUYEeCKUll) AHAIUu3 MOYU, pe2ucCmpayus 31eKmpoKapoUocpamMmul.

llocne cacmpocmomuu ocywecmsesiisiemcs I’l0050p uﬂdueudyaﬂbﬁoeo niaHa numaHus C
UCNOJIb30BAHUEM CNEYUATUSUPOBAHHRBLIX NUMAMENbHbIX cmecetl epadom-2acmposHmepojlocom, epadom-

ouemonozom [94].

PexomMeHnayeTcsi yCTaHOBKA Ha30racTpajibHOrO 30HAa namueHtam ¢ CMA ¢ HapylIeHUsIMU TJIOTaHUs
70 YCTAHOBKHM TacTPOCTOMBI MU TOCJEAYIOIIErO MOCTOSHHOIO KOPMJIEHHMSI 4epe3 racTpoCTOMy st

MO UIAKTUKY aCIUpPALMK U 0OecrieueHus afieKkBaTHoro nutanus [19].
Yposenv yoeoumenvnocmu pexomenoayuti C (yposeHb 00cmosepHocmu 00Ka3amenbcme — J)

KommeHTapuu: npu Heobdxo0umocmu 603MON*CHbL KOHCYIbMAYUU CREYUATUCTNO8. 8paia-0uemonoad,
8PAYA-HEBPONO2A, BPAYA-OMOPUHONAPUH2ON02d, BPAYA-MEPAnesmd, 6paya Nno  NALIUAMUEHOU
MEOUYUHCKOU NOMOWU, MeOUYuHcko2o ncuxonoea. Ilpu neobxooumocmu mocym Oblmb GblNOIHEHbL
1abopamopHvle UCCLe008aHUs (00wull (KIUHUYECKUL) aHaiu3 Kposu, aHaiu3 Kposu OUOXUMUUEeCKUll
obwemepanegmuueckuil, oOwWuUll (KIUHUYECKUL) AHATU3 MOYU, UCCTe008AHUE KUCIOMHO-OCHOBHO2O0
COCMOAHUSL U 24308  KPOBU),  UHCMPYMEHMAIbHbIE  UCCIe008aHUsi  (8UOONAPUHESOCKONSL,
Gapuneockonus, NPUYeIbHAsE PEHM2eH02PApUsL OP2AH08 2PYOHOU KIeMKU, PEHMEEHOCKONUS NULEe800d

¢ KOHMPAcmupoBanuem, nyibCOKCUMEMPUs, KapOUOPeCnupamopHvlii MOHUMOPUHE).

Tlocne ycmanosku Ha302acmpanbho2o 30H0A HeoOX0OUMO 0OVHUMb NAYUEHMA U YXANCUBAIOUUX TIUY
npasuiam yxooa u KopMmleHus 8 OomMawHux ycioeusx. Ilo ucmeuenuu cpoxa cayocoOvl uiu npu
HapyuweHuu npoxooumMocmu 30HO0a mpedyemcs e2o 3ameHd. B ciyuae HeoOXooumocmu 30HO08020

numanus 6onee 4 Hedenb paccmompens 80NPOC 00 YCMAHOBKe 2aCmMpocmomsl (cm. eviue) [94].

PexoMeHayeTcst paccMOTPETb BONPOC O HEOOXOAMMOCTH IOCTAHOBKH BpPEMEHHOMW/TIOCTOSHHON
TpPaxeocToMbl B3pocibiM narueHTaMm ¢ CMA Tonbko B cllydae OJHO3HAYHOW HEIP(HEKTUBHOCTH

HEUMHBa3UBHOM HCKYCCTBeHHOﬁ BCHTUJIATIUA JIETKUX C HCJIbIO KOPPCKOHH AbIXATCIbHBIX HapymeHI/Iﬁ

[29].
Yposenwv yoeoumenvnocmu pexomenoayuii C (yposenvb 00cmosepHocmu 0oKazamenbcms — J)

KommenTtapuu: y ¢3pocivix nayuenmos ¢ CMA npumenenue HUBJI sienaemcs npeumyuecmeenHol
MAaKmMuKol 6e0eHusi OblXamenbHvlX HapyuieHutl. Heobxooumocmsv 6 HanodxceHuu mpaxeocmomvl y

63POCJIbIX NAYUEeHmoe ¢ CMA 603HuKaGEm UCKTIOYUMENBHO pe()KO. Qau;e 6ceco, anmom eapuaHn



paccmampusaemcs y Kpatine ociaonenuvix nayuenmog ¢ CMA 2-eo muna. Pewenue o nepexooe na
mpaxeocmomy OO0NAHCHO OCYWECMBIAMbC C VUEMOM UHMePeco8 NayueHma u cemvll, KIUHUYECKO2O

cmamyca, npocHo3a u 6y0yuje2o Kawecmea HCusHu.

llepe0  ycmanoskoti  mpaxeocmomvl — HEOOXO00UMbl — KOHCYIbMAYUU — CREYUAIUCMO8:  8payd-
aHecme3uos02a-peanumamonoed, epada-xupypeda, epada-Hesponoad, 6pavd-omopuHOIApUHe0aI02d,
8paua-mepaneema, 6paia-nyibMOHON02d, 8PAYA-MOPAKAILHO20 XUpyped, 6paia no NalIuamueHou
MeOUYUHCKOU NOMOWU U Npusiieuerue Opy2ux Cneyuanucmos npu Heooxooumocmu. Heobxooumuviil
cnekmp 1a00OPAMOPHLIX  UCCLe008aAHULL Neped ONepamuHbiM  BMeuamenbCmeom: onpeoeieHue
anmueena (HbsAg) supyca eenamuma B (Hepatitis B virus) 6 kpoeu, onpeoenenue anmumei K 8upycy
eenamuma C (Hepatitis C virus) 6 kposu, onpedenenue anmumen kiaccoe M, G (IgM, 1gG) « supycy
ummyHooepuyuma yenosexa BUY-1 (Human immunodeficiency virus HIV 1) 6 xposu, onpedenenue
anmumen K oneonou mpenoneme (Treponema pallidum) é kposu, koazynoepamma (opueHmupogoyroe
uccnedosanue cucmemvl 2emMocmasa), oowull  (KIUHUYeCKUll) aHaiu3 Kposu, aHalu3 Kpoeu
ouoxumuueckuti obujemepanemMuyecKull, Ucciled08anue KUCIOMHO-OCHOBHO2O0 COCMOSHUS U 2d308
Kpogu. BosmooicHvie nHeobxooumvie UHCMpPyMeHmMaibHble UCCIe008AHUS: UPECKONCHBIU MOHUMOPUHE
NapyuaibHo20 O0AaslleHUs KUCIopoOd, NPUYETbHASl pPeHmeeHocpaus OpeaHo8 2pyOHOU KIemKu,
Kanuozpaghusa, KAnHOMempus. UCC1e008aHUe HECNPOBOYUPOBAHHBIX ObIXAMENbHBIX 00beMo8 U

NOMOKO8, NYIbCOKCUMEMPUSL, KAPOUOPECNUPAMOPHBIN MOHUMOPUHL.

Ilocne ycmanoeku mpaxeocmomvl HEOOXOOUMO 00YYUMb NAYUCHMA U YXAHCUBAIOWUX TTUY NPABUIAM
yxooa. Heobxooumo pecynapnoe nabniooeHue cneyuanucmos ¢ Yeiblo CE0E8PEMEHHOU 3aMeHbl
mpaxeocmomudeckou mpyoxu. Tpaxeocmomuyeckas mpybKa noonexcum 3ameHne Kaxcovle 2-4 neoenu

6 3asucumocmu om mamepuajia npous’@o()umeﬂ}z.

IIposedenue onumenvroti HUBJI/UBJI mpebyem nabnooeHus ciedyiowux CReyuaiucmos: npuem
(ocmomp, KOHCYTbmMayus) 6pavoM-aHecme3uoi020M-PeaHuManmono2om Nepeudtslil, npuem (ocmomp,
KOHCYIbMayus) 6paia-eacmposnmepono2a nepeuuHblll, npuem (0cmMomp, KOHCYIbmayus) epaya-
ouemono2a NepeudHblil, npuem (0CMOmp, KOHCYIbMAayus) epaya - Kapouono2a nepeudbvlll, npuem
(ocmomp, Koucynemayus) epada no iededHou GusKkyiemype, npuem (0CMomp, KOHCYIbmMayus) pava-
HeB8poN02a NepeuyHblll, npuem (0CMOmp, KOHCYIbMAYUs) 6paia-omopuHoIapuHe0102ad NepeudHbll,
npuem (ocmomp, KOHCYIbMAayus) epaia-mepanesma NepeuyHblil, npuem (0CMomp, KOHCYNbmayus)
8PAYA-NYIbMOHONI020 NEPEUUHBLL, NpUuemM (0CMOmp, KOHCYIbMAYUs) 6paia-mpasmamorno2a-opmoneoa
nepeuyHblil, ocMOmp (KoHCyibmayus) epada-gusuomepaneema, npuem (0CMOmMp, KOHCYIbmMAayus)
8paya no NAIIUAMUEHOU MEOUYUHCKOL NOMOWU NePEBUYHbLU, npueM (mecmuposanue, KOHCYIbmayusl)
MeOUYUHCKO20 NCcuxono2a nepsuyHvii. Ilpu HeobXooumocmu 603MONCHO BbINOIHEHUE CLeOVIOUUX
1aO60pamopHuIX ucciedosanuti: ucciedosanue ypoeus 25-OH eumamuna /] 6 kposu, obHapysiceHue
KEeMOHOBbIX mell 8 Moye, MUKPOOUOIo2UYecKoe (KyIbmypaibHoe) Ucciedosanue MOKpOmbl Ha
aspobHbvle U axKyrbmamueHo-anaspobHvle MUKPOOP2AHUIMbL, MUKPOOUONIo2udecKoe (KVibmypanibHoe)
uccieoosanue Cau3u ¢ MUHOANUH U 3A0Hell CMeHKU 2NOMKU HA adpobHule U (PakyibmamueHo-
AHAIPOOHBIE MUKPOOP2AHUIMbL, 0OWULL (KAUHUYECKUL) aHAIU3 KPOBU, AHAIU3 KPOBU OUOXUMUYECKULL
obwjemepaneemuieckuil, oowuUll (KIUHUYECKUL) AHAIU3 MOYU, UCCIEe008AHUE KUCTOMHO-OCHOBHO20
cocmoanuss U 2azos kposu. Illpu HeobXOOUMOCMU — B803MOJNCHO — BbINOIHEHUE  CNe0YIOUUX

UHCMPYMEHMANbHbIX — 00CNe008aHUl.  MpPAXeocKonus,  axoxapouozpagus,  YIbmpazeyKogoe



uccireoosanue 0p2anos OPIOUWIHOU NoIocmu (KOMHIIEKCHOe), YIbmpa38yKo8oe UCCe008aHUe NOYEK,
peaucmpayusi  3NeKMpPOKAPOUOSDAMMbL,  UPECKONCHBIN ~ MOHUMOPUHE — NAPYUATLHO20 — OABeHUs
Kuciopooa, penmeenocpagus welHo20 omoena NO360HOYHUKA, peHm2eHo2pagus 2pyoHoco u
NOACHUYHO20 ~ Oomoend  NO360HOYHUKA,  peHmeeHozcpadus  maszda,  pPeHmeeHOOeHCUmoMempus,
peHmeeHo0eHCumomempusi HOSICHU4HO20 Omoeld NO360HOYHUKA, peHmeenocpagus mazobeopeHHo2o
cycmasa, npuyelbHas peHmeeHozpapus opeanoe epyoHoll KiemKu, KanHomMempus, nyibCOKCUMempUs,
CYMOYHOe  NPUKPOBAMHOE  MOHUMOPUPOBAHUE  JICUSHEHHLIX  (DYHKyuli U napamempos,
KapouopecnupamopHuiil MoHumopune. Ilpu HeobOXooumocmu 603MOXMCHO HpUMEHeHUe CLedyIoUUX
Memo0oo8 JedeHus: 2dcmpoCcmomMus, YCMAHOBKA  HA30UHMECMUHANbHO20 30HOd, YCMAHOBKA
HA302ACMPATILHO20 30HOA, MEOUKO-T020Ne0UudecKds npoyeoypa ¢ UCHONb306AHUEM UHMEPAKMUBHBIX
UHGDOPMAYUOHHBIX MEXHON02UL, NPOYedypbl NO AOANMAYUU K YCIO0BUAM MAKPOCPEObl, OMCACHIBAHUE
CIU3U U3 BEPXHUX ObIXAMENbHbIX Nymel, CMeHd mMpaxeoCmOMU4ecKkol mpyoKu, UCKYCCMEEeHHAs.
BEHMUNAYUS JIe2KUX, JedebHas Qu3Kyromypa npu 3a001e6aHUsX U Mpasmax Cycmagos, JleyeOHAs
Quskynemypa npu 3a001€6aHUAX NEPUPEPUUECKOU HEPEHOU CUCMEMbl, YAPANCHEHUS 1e4eOHOL
@U3KYTbMYpbl ¢ UCNONL308AHUEM NOOBECHBIX CUCMEM, OOWUL MACCANC MEOUYUHCKUL, MACCANHC TUYd
MEOUYUHCKUL, MACCAdC weu MeOUYUHCKUU, MACCadC 8epXHell KOHEUHOCMU MeOUYUHCKUL, Maccaxnc
HUICHEU KOHEYHOCMU MEOUYUHCKUL, MACCadC CRUHbL MEeOUYUHCKUL, jledeOHas ¢usKyibmypa npu
3a0071€8aHUAX BEPXHUX ObIXAMENbHBIX NYMell, MAcCcadc 2pyOHOU KIemKU MEeOUYUHCKUU, YCIyeu no
MeOUYUHCKOU peabunumayuyu nayueHmos ¢ Heupo-opmoneouyeckou namonocueti Memooamu
eyebHo20  mMeunupo8anus,  paspabomka  UHOUBUOYANLHOU  NPOCPAMMbBL  J1020NEeOUUeCcKOll

peaburumayuu.

3.3 UHoe JicueHue

3.3.1. /Iluerorepanus

PexomenayeTcsi KOHCY/IBbTAIIMS Bpaya-AUETONIOra B3pociabiM namueHTam co CMA ¢ uensio nogdopa u

Ha3HAYEHUsI ONTUMAJILHOMN queThl [19].
Yposenv yoeoumenvnocmu pexomenoayuti C (yposenvb 0ocmogepHocmu 00Kazamenbcme — 35)

KommenTapuii: koncynomayuu Heobxo0umo nposooums exce200Ho.

PexomMenayercst pacy€T KaJOpPUMHOCTH AMETHl (KOPPEKLHMs KaJOPUHHOCTH MHINU, HOTpeOneHus
KUAKOCTU, MAKPO- U MUKPO3JIEMEHTOB) nanueHtam co CMA, umeronuM HapyleHus: HyTPUTUBHOTO

cTaryca, C LIeJIbI0 KOHTPOJIS 3a ypoBHEM nutanus [ 19].



Yposenwv yoeoumenvnocmu pexomenoayuii C (yposenvb 00cmosepHocmu 00Kkazamenbcmes — J)

Kommenrapuu: npu cocmasnenuu payuona numanus nayuenmam co CMA oyenusaemcs
nompeOHOCMb 8 KALOPUsX (C NOMOWbIO pACYEéma pacxooa 3Hepaull 8 NOKoe ¢ KoppeKyuel no yposHio
AKMUBHOCMU), MAKpo- U MUKPDOHYMPUEHMO8, U HCUOKOCmU. [[1a pacyéma numanus ucnoivb3yiom

obwue cmanoapmu3zoseantvle opmynvt [95].

Pexomenayercst usberarb rosnoganus y mnamueHToB co CMA nans npenynpekIeHus: pa3BUTHUS

MeTabonmdeckux Hapymenui [19, 61, 117].
Yposenv yoeoumenvnocmu pexomenoayuti C (ypoeenvb 0ocmosepHocmu 00Kazamenbcme — 5)

KommenTapuu: y nayuenmose co CMA moeym paszsusamvcsa memabonudeckue HapyuieHus (npu
207100aHUU, OIUMENbHLIX NEPePbl8ax 8 NPUEmMe NUWU Ul NPU HEOMILOHNCHBIX COCIMOANHUSAX), MaKue KaxK
memaobonuyeckuil ayuoo3, Hapyuienue OOMEeHA JHCUPHBIX KUCIOM, 2UNepiunuoemus, eunep- uiu

cunociukemus, mvliledHasl MMmOXOHapuaﬂbHClﬂ ()MCQbyHKL!M}Z.

Pexomenayercsi monbop misa manueHToB co CMA onTHMalbHOTO OOIMIETO TOJOKCHHS, a TaKkKe
TOJOBBI M PYK JUIsI JAOCTHKEHHUS BO3MOXXHOCTH CaMOCTOSITEJILHOTO MHUTaHUs, B TOM 4YHCIE C
WCIIOIb30BAHUEM  CHCIUANBHBIX MPUCTOCOOJICHUN, C IIeJIbI0 TIOBBINICHUS O€30MacCHOCTH U

s dexTuBHOCTH TIIoTaHus [19].

Yposenv yoeoumenvnocmu pexomenoayuti C (ypoeenvb 0ocmosepHocmu 00Kazamenbcme — 35)

PexomeHnayercsi M3MeHEHHME KOHCUCTEHLUMH NUIIM B MOJb3y MNONYTBEpHOM mamueHtam co CMA,
cTpajalmuM aucharveit, ¢ 1elbl0 KOMIIEHCUPOBAHHS CIIa00OCTH JKEBATEIbHBIX JABMKCHHN W

YMEHBIIECHUS NPOAOKUTEIBLHOCTH NpuéMa nuiu [ 19, 120].
Yposenv yoeoumenvnocmu pexomenoayuii B (yposenv 0ocmoseprocmu 00Kazamenbcme — 3)

KOMMeHTapI/II/II cycnivle arcuoxocmu bonee be3onactvl 6 OMHOUEHUU acnupayuu, yem bonee meKydue.
Heobxooumo ucnonvzosanue 6onee niomuvix nUmMamenbHbix CM@C@ZZ 9fC€Jl€06pCl3Hblx ¢0pﬂ/l nuwu,
HCUOKUX niope. Moowcno ucnonvzosamo cneyuanvbrole  3azycmumenu AHCUOKOCMU HA  OCHOBE

MaﬂbmodekcmpuHa NPOMbIULTIEHRHO2O0 I/ZPOMS’GOOCMGCI.

He PEKOMECHIAYECTCH IMPUMCHATH PYTUHHO CMECH Ha OCHOBC AaMHWHOKHMCIIOT WJIM BBICOKOI'O TMAPOJIN3a

Oenka naurentam co CMA juist ynydllieHuss HyTpUTUBHOTO cTaryca [19].

Yposenwv yoeoumenvnocmu pexomenoayuii C (yposenvb 00cmosepHocmu 0okazamenbcmes — J)



Pexomenayercst mnamuentaM co CMA, mnomyyaromuMm KOPMIJIGHHE 4Yepe3 30HA U TacTpOCTOMY,
UCIOJb30BaTh CHEIMAIbHBIE CMECH JJIs DJHTEPAJIbHOTO MUTAaHUS C LeNblo  OoOecrneyeHus

cOaIaHCUPOBAHHOCTH MTUTAHMSI IO OCHOBHBIM IUIIIEBBIM BeriecTBaMm [ 19].
Yposenwv yoeoumenvnocmu pexomenoayuii C (yposenvb 00cmosepHocmu 0okazamenbcmes — J)

KOMMeHTapI/II/I: COBpEMEHHblE CMeCU ot IHmMepAailbHOcO0 numarus C6ClJZCZHCblp06aHbl no cocmasesy
OCHOBHbIX NUULEBBIX BEULECb. Cmecu ons IHMEPAIbHOCO NUMAaHUA n006upai0mc;l MH()UBu()y(lJZbHO 6

3asucumocmu om nompe6ﬂocmezl.

Pexomenayercsi Ha3HAUCHHUE AMETHUECKOTO MUTAHMS TP 3a00JIeBaHUAX Tepu(epuueckoil HEpBHOMN
CUCTEMBI, OOraroro MUIIEBBIMU BOJOKHamu, naumeHtaMm co CMA, cTpajnaroomuM 3amnopamu, Ajs

obneruenus aedexaruu [19].
Yposenv yoeoumenvnocmu pexomenoayuti C (yposeHb 00cmosepHocmu 00Ka3amenbcme — J)

KommeHTapuu: 011 xoppekyuu 3anopog UCHONb3Yemcs KOMNIEKCHbIL N00X00 ¢ NposedeHuem
ouemomepanuu, npu HeoOXOOUMOCMU — JeKAPCMBEHHOU Mepanuu U MexaHuiyeckoeo OnopON’CHEeHUs
Kuweunuka. [lpu nanuuuu niomnoeo cmyna nepopanbHo HA3HAYAIOMCs Clabumenvhvle NPenapamsl ¢
OCMOMUYECKUM Oelicmeuem: npenapamol 1akmynosvl** uiu maxkpozona™*. Iloobop 003 npenapamos
ocyulecmennemcs: UHOUBUOYAIbHO 00 OOCMUICeHUs KAuHuvecko2o sgpghexma. [Ipooondcumenvrocms

JAeUeHUsd. onm Kypcoeo2co 00 NOCMOSIHHO20 npueMa

PexomMeHayercst KOpMIIeHHE Yepe3 Ha3oracTpaibHbBIM 30HI TskenoOonpHOro mnamueHta co CMA ¢

HapyLIEHUSIMU ITI0TaHUA ISl NpO(UIAKTUKK acIUpaluy U o0ecrieueH s aieKBaTHOro nutanus [19].
Yposenwv yoeoumenvnocmu pexomenoayuii C (yposenvb 00cmosepHocmu 00Kkazamenbcmes — J)

3.3.2. PeciMpaTopHas noaaepxKKa

OuyeHnka u nodoepIIcKa pecnupamopHoll PYHKYUU OO0NINHCHbL UMEMb HAUBLLCULULL NPUOPUNEN 8 e0eHUU
nayuenma ¢ CMA. B nocneonee spems npunyun nedenus né2ounvix nposeienuti CMA uzmenuncs om
PEaAKmuBHO20 Nno0xXo0d, NpedyCMampuearouieco Ha4aio Meponpusmull no OYUCKe OblIXAMeTbHbIX
nymet U uUxX BeHMUIAYUU MOIbKO NPU HATUYUU SIBHBLIX NOKA3AHUU, HA NPOPUIAKMUYECKUll NOOX00 C
BHEOPEeHUeM SMUX Memooo8 mepanuu Ha 0Oolee pawHux smanax 3abonesanus. Ilian neuebHBIX
Meponpusmuil Onpeoensemcs Cneyuaiucmom no pecRUPamopHol mepanuu, 8 poiu KOmopozo mMo2ym
BLICIIYNAMb  BPAYU  PAIUYHBIX  CREYUATUZAYULL:  BPAYU-AHECME3UON02U-DeAHUMAMON02Y, BPAYU-
NYIbMOHONO2U, 8PAYU-HEBPON02U, 8PAYU NO NATIUAMUBHOU MEOUYUHCKOU NOMOWU, OPUEHMUPOBAHHbLE

6 60Nnpocax HEPEHO-MblULEUHbLX 3ab01e6anull.



Knrouesvimu npobnemamu, césa3anubiMu ¢ ovixamenbHol cucmemou y nayuenmos co CMA, asnaromces
Hapyuilernue OMKAWIUBAHUS, NPUBOOsAULee K HeOOCMAMOYHOU OUUCKE HUNCHUX ObIXAMelbHbIX nymel
om cexpema, 2UNOBEHMUNAYUSA 80 8PeMS CHA, HeOOpA3eumue 2pyoOHOU KIemKu U JéeKuUx (y 83pocivlx
Haonooaemcs  npeumywecmeenno npu CMA 2-e0 muna), nosmopHvie uH@pexyuu, Komopwvie
yeunuearom mviwieunyro ciabocmo. OCHOBHLIMU NYMAMU PEULeHUs. IMUX 3a0ad AGNAI0MC OYUCKA
ObIXAMENbHLIX Nymell U HEeUHBA3UBHAs UCKYccmeenHas eeHnmunayus néekux (HUBJI). Cnedyem

coO00ams 0OCHOBHbBIE npurHyunsl oYU eHuAl ObIXaAMebHbIX nymeﬁ

1. Pyunvie u mexanuueckue scnomozamenvhvle cpeocmea 60CCMAHOGNICHUS KAULLEBOU (BYHKYUU
HeoOX00UMbl Ol eXHCEOHEeBHO20  UCNONb308AHUsL )Y  Oolee msdcénvlx  nayuenmos. Jluya,

ocyuiecmeijidrouiue yxod 3a nayuernom, 00JIICHBL ObIMb 06y1{€Hbl nojib306amvCA OMumMu Cp€0Cl’l’l6ClMu.

2. Jluya, ocywecmenaowue yxo0 3a NAyueHmMom, OOAHCHbL MAKIHCe BLA0emb MEXHUKOU YOaleHUsl
NIE204H020 CeKpemd, BKIoUAs NOCMYPAIbHLIL OpeHaddc, U Oblmb UHGOPMUPOBAHBL O Memooax

KUuHezuomepanuu 2pyoHou Kiemxu (OpeHupyrouuil Maccaxc).

3. Hannvle okcumempuu asnraiomcs noxkazamenem 3¢gexmusnocmu mepanuu. Omcocvl mMo2ym

ObImb nonesnwvl 0Js ydaﬂenuﬂ cekpema nocie no2o, KAk oKasana nomMoutb 6 omxkauliuearnuu.

PeKOMeH)]yeTCﬂ OTCAaCbIBAHUC CJIM3U M3 POTOITIOTKH, HOCA MW BCPXHUX AbIXATCIIbHBIX HYTCﬁ )51
HCIIOJIB30BaAHUC MCXaHHNYCCKOT'O I/IHCY(bJIHTOpa-aCHI/IpaTOpa JICKAYUM U CUIAYNUM ITallUCHTaM CO CMA

C pecrnupaTOpHbIMU HAPYHICHUSMHU 11 TPOPUIAKTUKN JIETOUHBIX OCJIOKHEHUU U TUTTOBEHTHIISIIUU
[29, 120].

Yposenv yoeoumenvrocmu pexkomenoayuii B (yposenv 0ocmoseprocmu 00Kazamenbcme — 3)

KommenTapuu: nayuenmos neobxooumo obecneyueams COOMBEMCMBYIOUUM 000PYOOBAHUEM.
Dnekmpuueckas acnupayus U UCNOIb308AHUE UHCYDAAMOPA-ACNUPAMOPA OOJIHCHbL NPOBOOUMBCS )
Kaxcooeo nayueHma c Hedpgdexmusnoiv omrauinuearuem. OCHOBHblE MemoObl OpPeHUPOBAHUS.
MOKpOmMbL OISl 1eHCAUUX U CUOAYUX NAYUEHMO8 — IMO COYemaHue UCNONb308AHUL HEeCKOIbKUX
Memoo08: MeXAHUUecKoeo UHCYGuamopa-acnupamopa (Omkauwiugamens) u pPyyHvIX KOMNPeCccull
2PYOHOU KIemKU UIU NOCMYPATbHO2O OPEHANCA 8 COYeMmAaHUuu ¢ NeKMpUYecKuUM acnupamopom.
OmHocumenvHbiM NPOMUBONOKA3ZAHUEM K UCHONb308AHUIO UHCYDIAMOPA-ACRUPAMOPA  ABIAIOMCS
XpoHuYecKue 3abonesanusi JNéeKux (Hanpumep, smeusema). Hcnonvzoeanue uHcygiamopa-
acnupamopa 6 mMakou cumyayuu OOINCHO OblMb  636EULEHO NPOMUBE  BOZMONCHLIX PUCKOB

nHesMmomopaxca.

Ipyeue memoowvr npouiakmuxu UnOBEHMUIAYUU (NOCMYPATbHLIN OPEHANC U NEePKYCCUOHHBLU

maccaxc — cm. Pazoen 4.1.1. Peabunumayus).



Pexomenayercsi HEMHBAa3WBHAs MCKYCCTBEHHAs BEHTWISIUS C JABYXYPOBHEBBIM TMOJOXKUTEIbHBIM
nasinennem (BiPAP) Bcem mnammentam co CMA ¢ cumntoMamu JIUC)YHKIMM JIbIXaTEIbHOU
MYCKYJaTypbl JUIsl MPOMUIAKTUKN TUIOTPO(GUU TPYIHOM KIETKH, 00JerdeHusl OJbIIIKA U OOpBHObI ¢

TUMOBEHTHUJIALMEH [29].
Yposenwv yoeoumenvnocmu pexomenoayuii C (yposenvb 00cmosepHocmu 00Ka3amenbcme — J)

Kommentapuu: peuwenue 06 ucnonvzoeanuu HUBJI npunumaemcs uHOuSUOYaibHO 8 KAHCOOM
KoHKpemHom caydae. OHa HeobXo0uma npu HAIUYuU cunepkantuu 6 oHesrnoe epems. Hounas HUBJI
YMeHbUlaem CUMNMOMbl HaAPYUWEHH020 ObIXAHUsL 80 8peMsl CHA U yiyduiaem Kavecmeo scuznu. HUBJI
O0NICHA  KOMOUHUPOBAMBCS € MEXHUKOU ouucmku ovixamenvHvlx nymeti. Cnedyem nposecmu
UHOUBUOYATbHBLU N0000p macok st HUBJI. Hnousuoyanvhwsiii n0060p nposooumcst no pesyibmanty
0CMOMPA NAYUEHMA C BO3MONCHOCHbIO 8blO0PA U3 HECKOAbKUX MUNO8 MACOK PA3HLIX PA3MepPO8 C
VUEMOM aHamoMudeckux ocobennocmell cmpoenus auya. Heobxooumo umemv u uUCnoib308amo
nonepemenHo 06e pasHvie MACKU OOHOBPEMEHHO, 4moObl CHU3UMb PUCK DA38UMUS NPONEHCHel U
Odepopmayuu nuyesozco ckerema. I[loooop napamempose HUBJI Oonoicen ocywecmensimocs noo
KOHmMponeM nokasameieu 2a3000MeHa (HOUHAs NYyNbCOKCUMEMPUsl, KANHOMempus, KanHocpagus uiu
uccnedo8anue KUCI0MHO-0CHOBHO20 COCMOSHUS U 24308 KPOBU), ¢ VUEMOM pabomvl OblXamenbHbIX

MbliYy U Cy6'b€Kmu6H080 KOquopma nayuenmada.

He pexomeHnayercsi HEMHBAa3MBHAs HCKYCCTBEHHAsl BEHTWIALMS JIETKUX C MOCTOSHHBIM JIaBJICHUEM
(CPAP) mnaunmentam co CMA ¢ cumntoMaMu JUCHYHKIMHM JbIXaTEIbHONM MYCKYJIaTyphl s
oOneryeHusi OABILIKA M OOpbOBI C TUMOBEHTWISAIMEH, T.K. npuMmeHenne CPAP Moxer npuBoaut

¢du3nueckomMy yromieHuto nanuenta [29, 120].

Yposenv yoeoumenvnocmu pekomenoayuti B (yposenv docmoseprocmu doxkazamenvecmes — 3)

Pexomenayercsi oOecriedeHIEe peCIUPATOPHBIMA MOHUTOPAMHU M aHECTE3UOJIOTHUECKUMHU CUCTEMaMH
(ammaparamu BiPAP-tepanuu) mammentoB co CMA ¢ cuMmnToMamMu AUCHYHKIIUU IbIXaTE€IbHON

MYCKYJIATypbl JUIsl OCYILIECTBICHUSI HEMHBA3UBHOM MCKYCCTBEHHON BEHTWJISILIMM JIETKUX HA oMy [29,

69].
Yposenv yoeoumenvnocmu pexomenoayuii C (yposenvb 00cmosepHocmu 0okazamenbcmes — J)

KoMMmeHTapuu: nayuenmovl u yxascusarmowue 3a HUMU JuYd OOIICHbL OblMb  0OecneyeHbvl
MEOUYUHCKUM 000pY00B8aHUeM — MeWKOM ObIXAMEIbHLIM PeaHUMAYUOHHbIM muna Amoy, npu
HeoOXo00UMOCmU 91eKMpPOOMCOCOM C AKKYMYJISAMOPHOU Oamapeell u uzoeiuem MeOUYUHCKUM OJisl
ovixamenvHou mepanuu (annapamom BiPAP-mepanuu) 01 OomawiHe20 MOHUMOPUPOBAHUS.
pecnupamopuulx Gyukyuil. Ilayuenmol u yxagicusarowue 3a HUMU TUYA OONNCHbL ObIMbL 0OYUeHbl

npasuIam npuUMeHeHUs nepeducienHo2o 060py008aHusl.



PexomeHnayercss HEWHBAa3WBHAS BEHTWISALMUSA JIETKUX B COYETAHUM C TEXHUKOM OYUILCHUS
JBIXaTEIbHBIX MyTEH XOAIYUM W CcHASYMM mmanueHTaM co CMA B oCTpbhIX cHTyanusax (WHGEKIUs

JIBIXaTENbHBIX MyTeH) ¢ 1eIbI0 MPO(PMIAKTHKN Pa3BUTHS OCIoxXHEeHUH [29, 120].
Yposenv yoeoumenvnocmu pexkomenoayuii B (yposenv 0ocmoseprocmu 00Kazamenbcme — 3)

KomMeHTapuu: eciu 6 ocmpuix cumyayusx 603HUKaem Heobxooumocmev npumenenusi HUBJI, mo
00n1ceH OblMb PACCMOMPER 8ONPOC O Hatudyuu cpedcms ons nposedenuss HUBJI ooma. [lpumenenue
UHSATAYUU YUCMO20 KUCAOPOoOad 6e3 OONOTHUMEeNbHOU eenmunayuu aéekux (nHanpumep, HUBJI) ue

noxkasano npu CMA, m.k. modicem npugecmu K Hapacmauuio ayuoosa.

Hpu HeobxXo0umMocmu BO3MOIHCHbL KOHCYTbmayuu cneyuanucnos. epada-anecmesuojilioca-
pearnumamolioza, epadda-neespoiioca, epada-omopuronapurzcoioza, epada-mepaneesma, epada-
nymibmMoHos02Aa, spada-cnmomamaoiioea, epada-4ejaroCnmHio-iuyesoco xupypea, epada no NaaIuamuHou
Me()ul/!uHCKOIZ nomouiu, Me()uL;UHCKOZO ncuxoijioea. Hpu HeoOX00UMOCMU  BO3MONCHO CymodHoe

NPUKPOBAMHOE MOHUMOPUPOBAHUE HCUSHEHHBIX DYHKYUL U napamempos [66].

3.3.3. ITanauaTuBHAS MeIUIUHCKAA TOMOIIb

lannuamusnas meOuUyUHCKas NOMOWb NPeoCmasisen coool KOMNIEKC MepOnpusmull, 8KIOYAOUWUX
MeOUYUHCKUe — BMeuamenvCmed,  Meponpusimusi — NCUXONO02UYECKO20  Xapakmepa U YXo00,
ocywecmensiemvle 6 Yeuax VIYUUEHUS Kadecmed MHCUZHU HeU3Neyumo OONbHbIX 2padcOan u
HanpasienHvle HA oOnecyeHue 00au, Opyeux msidcenvlXx nposasieHull 3abonesanus. Llenvio
NALTUAIMUBHOU MEOUYUHCKOU NOMOWU SBTISLEeMCS YIYHIUEHUe KAYeCm8a HCUSHU NAYUEHMO8 U Y1eHO8 UX
cemell, OKA3a8WIUXCS neped JIUYOM Y2pOodicaowe2o HCU3Hu 3a00nesanus. Ima yeib 00Cmu2aemcs
nymem npeoynpedicoeruss u odiecueHus cmpadanuti 61a2o00aps paHHeMy BblA8l1eHUI0, MUamelbHOU
oyeHKe U Kynuposanuro 0onu u Opyeux mseoCmHuIX QU3UYECKUX CUMNMOMOS, d MAaK#ce OKA3AHUIO
ACUXOCOYUATILHOU U OYXOBHOU noodoepxcku [96]. [hasnas 3adaua naniuamueHou MeOUYUHCKOU
nOMOWU — NOOOEPHCKA, COXPAHEHUe U NOBbIULCHUE, HACKOIbKO MO BO3MOJICHO, KAYECMBA HCUSHU
nayueuma. OOHAKO onpederums, 4mo MaxKoe «Kawecmeo MHCUSHUY», MOdNCem MONbKO CAM NAyueHm
[97]. Baoicho He npomusonocmasnime axmueHoe (UHMEPBEeHYUOHHOe) JedeHue NaLIUamueHoOu

Meduuuﬂcmﬁ nomouwiu, a 63auUMHO UX OONONHAM®.

Ilpu edenuu nayuenmos coO CHUHANLHOU MblIUEYHOU ampouel HeodX00UMO NOTHOYEHHO
npoungopmupoeams ux 0 OUANA3oHe MepanesmuyecKux GO3MONICHOCEN U KOPPEKMHO 0OCYyOums,
Ymo 8vb100p NANIUAMUBHOU UIU UHMEPEEHYUOHHOU NOO0EPIHCUBAIOW el Mepanul He AGIAemc sl MOAbKO
UL OUHAPHBIM 8bIOOPOM (8b100POM 00HO20 U3 08YX). OOHAKO HA Ce200HAWHUL OeHb 00Ul

KOHCEHCYC ONnHOCUMEINbHO cmam)apmoe NAIIUAMuUEHOU Me()l/lLﬂ/lHCKOlZ noviouwiu nNPpUMEHUmMeIbHO K



CMA ne oocmuenym, umo Haxooum c80€ ompaxjiceHue 8 yeiom psoe NpocpamMHbIX OOKYMEHMO8 HO

8e0eHUI0 NayueHmos ¢ smum 3aoonesanuem [29].

Pexomenayercst npueM (OCMOTp, KOHCYJIbTalUsl) Bpadya MO MAJUIMATUBHOM MEIMUIIMHCKON MOMOIIU
MEePBUYHBINA/ TOBTOPHBIM M MAaTPOHAXX BBIC3THOM MATPOHAXKHOW OpHUTanoil OTIEICHUS BBIC3THOU
NaTPOHAXKHOW MAJUTMATUBHON MEAUIIMHCKON MOMOIIM B3pOCbIM K narueHTam co CMA Ha pa3in4HbIX

sTarnax 3a00JieBaHus C 11eJIbI0 00JIeryeHune 00Iu, IPyTuX TSHKEIbIX MPOosiBICHUM 3a00neBanust [29].
Yposenv yoeoumenvnocmu pexomenoayuii C (yposenvb 00cmosepHocmu 0oKazamenbecmes — J)

KommeHnTapuu: naniuamusnas mMeOuyuHckas nOMOwb MOdNCem OKA3bleAMbCs HA 6CeX 2MAnax
sedenusi nayuenma co CMA: npu nocmanoske OuacHo3a, 60 6peMsi NPUHAMUS KIIOUeBbIX
Mmepanesmuyeckux peuweHull, npu G03HUKHOBEHUU IHCUSHEYZSPONCAIOUUX COCMOSHUL, d MAaKdice 8
mepmunanvHol ¢asze zabonesanus. Ilpu okazanuu naiiuamuéHol MeOUYUHCKOU NOMOWU NAYUECHNTY
npeodocmasnaiomcs OJisl UCNONb30BAHUSL HA OOMY MeOUYUHCKUEe uzoenus, NnpeoHa3HauyeHHvie O

n000epHCanHUs PYHKYULL OP2AHO8 U CUCTEM OP2AHUIMA YEeTLOBEKd.



4. MeaquMHCKASA peadUIUTANMA U CAHATOPHO-
KYPOPTHOE JIeYeHH e, MeTUIIUHCKUE TOKA3AHUA U
INPOTUBONOKA3aHNA K IPUMEHEHUI0 METO10B
MEIMIMHCKON peaduIuTaluu, B TOM YHUCJIe
OCHOBAHHBIX HA UCIOJIL30BAHUM NPUPOIHBIX
Je4eOHbIX (PAKTOPOB

B HacmosAuiee e6pems ()OKLZS’(JHO, umo pecyiAapHas d)lxlS’leGCKa}l mepanus u pea6wmma14uﬂ nayuenmoes
CNOCOOHBL UBMEHUMb eCmeCmeEeHHoe MmeyeHue CMA, noevlutas I/lPOaO]ZJlCT/lmeJZbHOCWIb u Kadsecmeo
HCU3HU nayueHmoes, a makoice Yiayduas ¢yHK1/;MOHCUZbeZI:Z cmamyc. Peafms’auuﬂ smou KOHYyenyuu

B03MOJICHO MOJILKO 8 hopmame Yelb-0pUeHmupo8anHol peaourumayuu.

Peabunumayusa nayuenmos ¢ CMA cmasum neped coboui cnedyowue yenu: yeerudeHus MoouibHoCmu
Nayuenmos, 3ameo0NeHUsi Npocpeccuposanuss ampo@uii Muluy U NpPeoomepauieHus pPa3eumust

6MOPUUHBbLX opmoneéuqecmtx OCJIOJHCHEHU.

IIpoyecc 0ocmudicenusi nocmasieHHbIX Yenel peaburumayuu onpeoensem cieoyoujue 3a0aqu.

- He Oonycmumz; qupMMpOGdHM}Z npuesbliYHOcO NOPOHUYHOCO NOJOHCEHUA KOHeuHocmel U Ux

cecmernmoe, U, Kak Cﬂedcmeue, bonee CmpemumenbHOo20 npocpeccuposanusl KOHmpaxknyp,

- 3ameonums npoyecc ampopuu muluuy om 6e30elcmasusi;

- npenAiamcneoedanbs dezenepamueﬂomy YKOPOYEHUIO MblULEYHbIX 60]10KOH,

- TZPOOJZMWZb ¢yHKZ4MOHCUZbHyiO AKMUeHOCmMb nayuernoes,

- npenamcneosams paseumuio KOHmMpaxkmyp cycmaeoe KOHequcmeﬁ;

- yeenuuums NOOBUNCHOCHb NAYUEHMO8 (COXPAHUMb/NOBbICUNMb 00BEM U AMNAUMYOY OBUNCEHULL);



- obecneyumos 603MOANCHOCb Oolee qbusuwzozuqecxomy ¢yHKL;1/l0HMp0661HuIO 6HYMPEHHUX OPcaAHO8

u cucmem.

Yenyau no meduyuncrou peabunumayuu nayuenma ¢ 3a0071€8aHUAMU Nepughepuyeckol HepeHol
cucmemvl npu CMA exnouarom npumeneHue cpeocme u Memooos ¢huauueckol peabunumayuu
(newebnas eumHacmuxa, maccaxc, uzuomepanus, MexaHomepanus, 6 m.Yy. pPoOOMU3UPOBAHHAS,
3auaAmusl  Ha  mMpeHaxcepax, 2UOpPOKUHEe30mepanus), Opmesuposanus, npu  HeoodX0OUMocmu
Xupypauueckou  KOppeKyuu, paHmee NPUMEHEHUe  MeXHUYecKux cpeocme  peabuiumayuu,

11020ne0UYecKoll KoppeKyuu, 3p2omepantiu.

IIpu nposedenuu peabunrumayuoOHHbIX MeEPONPUAIMULL HEOOXOOUMO:

- Cmapamuvcs. 6CMpoums QU3UYECKYI0 Mepanuio U pe2yisapHule YAPAX*CHEHUS 8 NOBCEOHEBHYIO

AKmueHocCnlb nayuenmada, cqbopMupoeamb HA Ux ocHoee 06pa3 €20 IHCU3HU,

- Yyuumsi8amo, Ymo OOMUHUPYrOuUM cumnmomom y nayuenmos ¢ CMA asnsemcs ycmanocms u
NOBLIUEHHAS. YIMOMIAEMOCb, pacnpeoenss Qu3u4yeckylo Hacpy3Ky HaA 6ecb O0eHb YacmblMu, HO

HeHPOOOﬂDfCMmeﬂbelMM nepuodamu;

- cmasums yeiu pea6wlumauuu Ha Onaudicatiuiue HecKoIbKO mecAyees 6neped c yqé’mom mexKyueco

CKeNemHo-MbliledHoco cmanityca nayuerma u npocHo3upyemblx yxydmeﬂuﬁ;

- 1O 803MONCHOCMU 3A0€UCME08AMb 8 NOBCEOHEBHOU HCUZHU nayuenma ece CKejlenHvle Moluilbl.

Hexomopble pexomendayuu no peabunumayuu HoOcAm o0OWUL Xapakmep, U OHU OOAHCHbL
ocywecmenamocs 0nsa ecex nayuenmog ¢ CMA. Meponpuamusa meouyunckol peadburumayuu
OCYWeCmeIAIMmCcs 8 3A8UCUMOCTIU OM (DYHKYUOHAIbHO20 CMamyca nayueHma (a He KIUHUYeCKO20
muna CMA):

- Hecnocobmwvle cuoems (no30Hssa Heamoyiamopuas cmaous (LLIPM 5-6);
- cnocobHvle cudems (pauHsn neamoyramopHas cmaous) (LLIPM 3-4);
- cnocobmvle xooumsw (amoyramopras cmaous) (LLIPM 2).

Takas ¢hynkyuonanvHas kiaccugukayus no3eonsem KOHKpemusuposams 3a0auu peaduiumayuu OJis
Kaxc0020 NayueHma ¢ yuémom e2o 803ModNCHocmell (cm. pazdenvt 4.1, 4.2., u 4.3. nudice), a makoice
OpP2aHU308aMb HEOOXOOUMYIO CREeYUATUUPOBAHHYIO NOMOUWDb NAYUEHNY, NOO2OMOBUMb CREeYUATUCTNOS,

060opyoosanue u nomeujeHusl 01 NPo8edeHUss MEPONPUIMULL N0 MEOUYUHCKOU PeaOurumayuu.



Pexomenayercsi mpueM (OCMOTp, KOHCY/IbTalMs) Bpada (U3MYECKOW H  peaOuIuTarmOHHON
MEIUIIMHBI TIePBUYHBIA BceM marueHTtaMm co CMA nisi cocTaBieHUs IUIaHA 3aHATHH 1O JieueOHOM

¢uskynsType [19].

Yposenv yoeoumenvnocmu pexomenoayuti C (yposeHb 00CcmosepHocmu 00Ka3amenbcme — 5)

Pexomenayercst mnpueM (OCMOTp, KOHCy/dbTalMs) Bpada (U3MUECKOW U peaOuaIuTauuoOHHOU

MEIMIIMHBI TIOBTOPHBIN BceM nanuernTam co CMA niist coctaBieHus miaHa peadunuranuu [ 19].

Yposenv yoeoumenvnocmu pexomenoayuti C (yposeHb 00cmosepHocmu 00Ka3amenbcme — J)

PexomeHayoTCs TpoLEaypbl MO aJaNTallMM YCIOBUM Makpocpenbl (BKIIOYAas JOMAIIHIOK) BCEM

nanuentam ¢ CMA, UMEonuM JIBUTaTeIbHbIC HAPYIIECHHUS, JJ1s1 TOBBILIECHUS KaueCcTBa *KU3HU [19].

Yposenv yoeoumenvnocmu pexomenoayuti C (yposeHb 00cmosepHocmu 00Ka3amenbcme — J)

Pexomennyercs neuebHast Gu3KyIbTypa npu 3aboseBaHusX nepudepruueckoil HEpBHON CUCTEMBI U
cycraBoB BceMm mnamueHtamMm ¢ CMA c¢ menpio yBenudyeHUs: o0ObEMa M aMILUIUTYAbl JBM)KEHUM U

MpOo(UIaKTHKN Pa3BUTHSA KOHTPAKTyp [98, 120].

Yposenv yoeoumenvnocmu pexomenoayuti B (yposenv docmogepnocmu ookazamenbcme — 3)

Pexomenayercsi siedueOHast (uU3KyapTypa MpU 3a00€BaHUSX BEPXHHUX JAbIXaTEIbHBIX MyTEH BCEM
nanuentaMm co CMA ¢ pecniupaTopHbIMUA HAPYIICHUSAMH JIJIS1 TPOPUIAKTUKY JIETOYHBIX OCIOKHEHUH U

runoBeHTWIANMM [19, 129].

Yposenwv yoeoumenvnocmu pexomenoayuii C (yposenvb 00cmosepHocmu 0oKazamenbcms — J)

PexoMeHnayercsi MexaHoTepanusi W pOOOTU3MPOBAHHAS MEXaHOTEpamus Tpu  3a00JIeBaHUSIX
nepudeprueckoil HEPBHOUW CHUCTEeMBI BceM mamueHTaM co CMA ¢ 1enbio COXpaHEHHsI, BO3MOYKHOTO

yBEJIUYEHHUs 00bEMa M aMIUTUTY/AbI JBKEHUN U MPODUIIAKTUKK pa3BUTHSI KOHTpakTyp [98, 120].
Yposenv yoeoumenvnocmu pexkomenoayuii B (yposenv 0ocmoseprocmu 00Kazamenbcme — 3)

KomMmeHTapuu: ons nesxcauux nayueHmos mocym NpUMeHAmMbCs MmpeHadceépvl peaduiumayuoHHvle
(Hanpumep, 8elomMpeHaxscép), O CUOSAHUX NAYUEHMO8 — HAOOP peabUNUMAYUOHHBIX U30eNUll Npu

HapyuleHusx ONOPHO-08ULAMENbHO20 annapama u opyeue mpeHaxdcepvl peadurumayuoumuvie, OJis



XOOAUUX — BCE BblUENEPEHUCTEHHOe, d MAKI’Ce 00POAHCKA 6e208asi CMAHOAPMHASL MEXAHUYECKAs, UL C

ANNEKMPONnuUnaHuem.

Bosmooicno  npogedenue pacmsoicek, CONpoBONCOAeMblx JIE€2KUM —maccaxcem (pasozpesaroujee
oeticmsue) [19]. Munumanvras vacmoma 3auamuii 05l paCMANICKU U Y8eIUUeHUs 00bEMA OBUNCEHUT
0J151 1edcavux nayuenmos cocmasusiem 3—5 pas 6 neoento, 0Jisl CUOAYUX nayuenmos 5—7 paz & Heoerio.
[numenvHocmo 3auamutl 015 dhPHEeKMUBH020 pacmaicenuss U y8enuyeHus 00beMa 0BUNCEHUS 3A8UCIM

oM KOHKpEMHblX nompe6H0cmeL7 nayuenma, COCnosAHUuA cycmaesos u 148]161/7 pea6wzumauuu.

Pexomenayercsi eueOHOE MuaBaHue B OacceitHe mammeHTam co CMA st oOnerdeHus BHKEHUN
[99].

Yposenwv yoeoumenvnocmu pexomenoayuii C (yposenvb 0ocmosepHocmu 0okazamenbcmes — 4)

KommenTapuu: 3anamus ninasanuem nonesust u npuamusl nayuenmam ¢ CMA. Booa neiimpanuzyem
oelicmeue Cuibl 2pasumayuy Ha meso, Ymo uMensem owjywienue coocmseenno2o meaa. Kpome moeo,
niasauue s61Aemcs Xopouwum apuaHmom a3pooHoll mpeHuposKu. Imom Memoo peadbunumayuu He
umeem abconromuvlx npomusonoxazanuti npu CMA. Temnepamypa 600vl 6 baccetine 0ondcHa 6vims
30°-33° (onmumanvHvle memnepamypHvle pamku OJisi Hauayuuieco memaoboruzma moiuy). llepsovie
HECKONIbKO 3AHAMUL  OOJIICHbL NPOXOOUMb 00S3aMENbHO C  UHCIMPYKMOPOM, KOMOPbIL 00y4um
nayueHma u — npu HeobX0O0UMoCmu — yxaxcugarowie2o 3a Hum auya. Ileped xasxcovim sauamuem

HeobxXo0uMo oyeHumo coMamu4ecKutl cmamyc nayuenma.

PexoMeHnayeTcsl HAIOKEHUE UPKYISIPHOM TMIICOBOM MOBSI3KM nanueHTam co CMA ¢ KoHTpakTypamu

B KOJIEHHBIX U FOJIEHOCTONHBIX CYCTaBax JyIsl yIy4dllIE€HUs MO3uIMoOHupoBanus [19].
Yposenwv yoeoumenvnocmu pexomenoayuii C (ypogeHvb 00cmosepHocmu 0oKazamenbcms — J)

KommenTapuu: ocobennocmu HanodiceHus yupkyiapHol 2uncosol noeasku y nayueimos ¢ CMA —

2UNCOBAHUE KOPOMKUMU Kypcamu (Ha 5 OHell uepe3 2 OHs).

Pexomenayercsi MHAMBUAYaNbHBIN 10A0O0p B3pocibiM nanueHTam co CMA TeXHHYECKUX CpE/ICTB
peabmIuTalMKi Ha OCHOBAHUHU TEKYIIETO (PYHKIIMOHAIBHOTO CTaTyca MallMeHTa U e€ro MOTPeOHOCTEeN C

LEJIbI0 yIy4YlIeHUs KauecTBa ku3HH [19].

Yposenwv yoeoumenvnocmu pexomenoayuii C (yposenvb 00cmosepHocmu 0oKazamenbcms — J)

[Maimentam co CMA Heo0x0IuMO MPOBEACHUE MEIUKO-JIOTONEUYECKON MPpoLeypbl Ipu aucharuu

B3pPOCJIbIM, MGHHKO-HOFOHCHHHCCKOﬁ npoucaypnl C HCITIOJIB30BaHUEM HHTCPAKTHBHBIX



WH(GOPMAIIMOHHBIX TEXHOJOTUN (MPUMEHSETCS TMPHU 3aHIATHIX M0 YAYUYIICHUIO apTUKYISIUU U
KOPPEKLIMM PEYEBBIX HAPYIICHUM, MOMKET HCIIOJIb30BaThCS MPU MPOBEICHUU APTUKYJIALMOHHOU
TUMHACTHKH) — B TOM YHCJIe, KaK BapUaHThl METOAMK IPU WHTETPaIliy C MEIUKO-JIOTONEINYECKON
mporeaypoil mpu aucdarusax (B KauyecTBE BO3JCHCTBUS Ha CIWHBIM aHATOMO-(PU3MOIOTHYECKUN
CyOCTpar) C IMeNbl0 TPEHHUPOBOK JKEBATEIBHBIX W TJIOTATEIBHBIX MBI, COXpaHEHUs/ YIydIICHUS
GyHKIMM JKeBaHUS M TIOTaHUS, NPEIOTBpaIleHUs/ MNPO(UIAKTUKH YEIIOCTHBIX KOHTPAKTYD,
TPEHUPOBKH CHIIBI TIpUKyca. [[aHHas mporemypa OyaeT MoJe3HOM I MalMeHTOB BCEX KIMHUYECKUX
TUoB CMA (T€XHUKH JIOTONEIUYECKOTO Maccaxa; YNpaKHEHUs, KOTOPbIE MOMOTatOT 3a/IeMCTBOBATh
Y TPEHUPOBATh MBIIIILIbI )KEBAHUS U IJIOTAHUS, B TOM YHCJIE TEXHUKU C BO3MOXXHOCTBIO UCIIOJIb30BaHUS

JJOTOIICANYCCKHUX 30HO0B, BKIIIOYasa 06yqu1/Ie MMOCTypaJIbHbIM TCXHHKAM, O6J'I€F‘laI-OIJ_[I/IM TJIOTAHHUC,

JIMIL IO YXOIY).

Pexomenayercsi: nposenenue nanueHtaM co CMA maccaxa JMna MEIUMIMHCKOIO, Maccaxa IIen
MEAMLIMHCKOTO C LEJbI0 TPEHUPOBOK KEBATEJIbHBIX U ITIOTATEIbHBIX MBIIIL, COXPAaHEHUE/YIIyUllIeHUE
GYHKIIMH W JKeBaHUS W IJIOTaHUSA, MPEIOTBPAILCHUS/TPO(UIAKTUKN YETIOCTHBIX KOHTPAKTYp,

TPEHUPOBKU CUJIbI IipuKkyca [130].
Yposenv yoeoumenvnocmu pexomenoayuti C (yposenvb 0ocmosepHocmu 00Ka3amenbcme — 4)

Kommentapuu: o nayuenmos co CMA xapaxmephvl napyuwenus 0y1b0apHbvix QyHKYULl, Komopuvle
umMerom eouHyro npupooy, HO pa38UBAIOMC NO O08YM OCHOBHbIM MEXAHUBMAM — MEXAHUYEeCKOM) U
opoghapuneeanvnomy. Tax, no muozouucienuvim Habaooenusm, borvuvim ¢ CMA 6cex kaunuyeckux
munog I-IIl (8 Oonvuiell unu meHvuwiel cmeneHu COOMEENCMBEEHHO) CBOUCMBEHHbL: YMeHbUleHUE
B03MONCHOCNU PACKPLIMUSL pMa U POPMUPOBAHUE PULUOHOCMU YeTOCMU (CHUMCeHUEe CROCOOHOCTU K
UWUPOKOMY/O0CMAMOYHOMY  PACKPLIMUIO  POMOBO20 OMBEPCMUsL, 00eCnedu8aemMomy O08UNCeHUEM
HUDICHELl Yentocmu), mpyoOHOCMU NpUu nepemeujeHul nUeo20 KOMKA 8 NOJOCMU Pmd, CLONCHOCU
Jcesanuss U Oblcmpas — YMOMIAEMOCMb — JHCEBAMENbHOU — MYCKVIAMYPbl,  NI0X0€  KAYecmeo
38yKOU3BREUeHUsT NPU peyesoli npodykyuu, npooremvl enomanus [101,102]. Takum obpazom, mpu
BbIULEUBTIONCEHHbIE PeKOMEeHOayUU, 00beoutsemvle OAHHbLIM KOMMeHmapuem, npu paHHem 68e0eHuUU 8
UHOUBUOYATBHYIO PeadUIUMAYUOHHYIO NPOSPAMMY MO2YH HOMOYb NPOMUBOCHOAMb NePeUUCIeHHbIM
UBMEHEeHUSAM, TUOO VIYUUWUMDb UCXOOHble NOKA3AMENU U KA4eCmeo HCUHU NAYUEeHMO8 (Hanpumep, npu
00CMUIACEHUU BO3ZMONCHOCMU OOJlee KOMGDOPMHO20 npuema nuwu yepes pom) — Npu yice UMerouuxcs
OMKJIOHEHUAX (KaK npu 6blO0pe KOHKPEMHbIX Memooux, maxk u, 4mo Oolee NpuopumemHo, npu ux
KOMOUHUPOBAHUU 8 UHOUBUOYATILHOU PeaduIUmayuoHHOL npoepamme nayuenma). Bozmoocno max oice
OONONHEHUe OAHHLIX  MeMmOOUK  QU3UOMEPANEBMUUECKUMU — MemOooamu  (MUOCIMUMYTAYUS — —
NEKMPOCMUMYTIAYUS MbIUUY, MHO2ODYHKYUOHAIbHASL JLeKMPOCIMUMYIAYUS MbIULY) U MeUnuposaHuem

(cm. eviute).

Pexomenayercs nposeneHue BceM mnanueHtam ¢ CMA oOmiero mMaccaxa METUIIMHCKOTO, Maccaxa

BCPpXHUX W HUKHUX KOHEUHOCTEH MCINIIMHCKOI'O, MacCaxa CIHMHblI MCIHUIMHCKOIO C NOCJIbIO



YAYUIIEHUS] COCTOSTHHSI MBIIIEYHOTO armapara u Juisi TpoQUIaKTUKN Pa3BUTHUS HEHPOOPTOTETNIECKIX

npoOiem [131].
Yposenwv yoeoumenvnocmu pexomenoayuii C (yposenvb 00cmosepHocmu 0oKazamenbcmes — J)

KommenTapuu: ¢ mouxku 3penus peabunumayuonno2o nooxooa k nayuenmam c¢ CMA, maccaorc,
8ePOSIMHO, He OO0JICEeH CNOCOOCMB08AMb KAMAOOIUYECKOMY 8030€LUCMEUI0 HA Mbludybl (HOIMOMY He
noopazymesaemcs e20 upesmepHas Cula 8030eUcmaus, HO pa3yMHAs, coYemarwas mo eozoelicmaue
Ha MbLUYY, NPU KOMOPOM U He B03HUKAeNm ee YIMOMAeHUs, U 00CU2aemcs HeoOXooumoe «BKIIUeHUe)
MulUYbL, «pabomay Moludybl, YUMo KOHMPOIUPYEMCS 6padoM No MeOUYUHCKOU peadunumayuu ).
Maccasic cnocoben obecneuums Kax cmumynupyrouwee, max u pacciaoniroujee 6o30elcmsue Ha
MbIUYDBL (8 CBA3U C UeM MONCEeM NPUMEHAMbCS 01 Peaiu3ayuu npOMuUBONoN0NCHbIX 3a0ay, Hanpumep,
8 3ABUCUMOCMU OM BbLICMPAUBAHUSL PeabUIUMAYUOHHBIX Npoyedyp 6 medenue OHA, UIU Npu
Heobxooumocmu, O OKA3aHus, obe3donusaroue2o/pacciadbisaouieco 0elucmeus nocie UHMeHCUBHOU
Gusuuecxoti mepanuu/JIPK u op.). Maccasic cnocobcmayem yiyuueHuio Kpo8OCHAOICEHUS U NUMAHUS
MbIUEYHO20 annapama, pazocpesy MvlldY, PACMANCEHUIO MbIUEUHbIX BOJIOKOH, CMUMYIAYUU
NPONPUOPEYENMOPO8 MbIUEUHO20 NOJIS (ceeMenmapHas unuepsayus). B oowem anvsance memooux
maccaxce, Hapsady ¢ usuveckou mepanuet/JIPK, nomocaem 6 oOocmudiceHuu 3a0ad u yenell
peabunumayuu nayuenmos. QOHa U3 8ANCHBIX 3a0a4 npumeneHus maccazxca y nayuenmos ¢ CMA
(coemecmnas 3a0aua ¢ memooukamu gusuueckor mepanuu/JIPK) — nomouv nayuenmy Hay4umucs
NONb308AMBCSA CEOUMU MbIUUYAMU, HAYUUMBCA OWYUamb pabomy KOHKPEMHbIX MblULY/2PYAN MbllY 6
ONpeoeneHHoOM O08USAMENbHOM aKme, HAYYUMbCA «BKII0YAmvy 6 pabomy UMEHHO me Mblliybl,
Komopwle HeoOXo0umbl OJisl pearu3ayu KOHKPemHo2o 08UeameibHo20 akma (0COOeHHO aKmyaIbHbiM U
NOKA3AMENbHLIM 2MO0 CMAHOBUMCA y NAYUEHMO8 HA Mmepanuu, Ko20d 6UOHbl NOJOHCUMETbHbIE
UBMEHeHUsT CO CMOPOHbL MbllY, U Ol NAYUEHMA CMAHOBUMC BO3MONCHbIM U HEOOXOOUMbBIM
nocmueams HO8ble MOMOPHbIE HABLIKU, UMO, 0e3YCI06HO, Koppenupyem ¢ (02paHudusaemcs)

8bIPAINCEHHOCMbIO HEUPOOPMONEOUYECKO20 CUHOPOMA).

4.1. Peabuauranusi HallMeHTOB, HECIIOCOOHBIX CH/IETh.

OcHo6noe nonodicenue 3mux NayueHmos 6 OOMAWHUX YCIOBUAX — NOJOJNCEHUE «NENCAY, KOMOpoe
ONaAcHoO opmMUposanuem NPUBLIYHLIX HeNPAGUILHLIX YCMAHOBOK KOHEUHOCMENU U UX Ce2MEHMO8 8 8UJY
oelicmeus Cul 2pasumayuu Ha KOHEYHOCMU U OMCYMCMUs. CNnoCOOHOCMU nayuenma K
AHMUSPABUMAYUOHHBIM OBUIICEHUAM, A MAKICE BO3HUKHOBEHUEM COOMEEMCMBYIOWUX OCTIONCHEHUII.
Ilo smoii npuuune ¢ npoPurarmuyeckol Yeiblo PeKOMEeHOVIOMCs Yacmble CMeHbl NONOJHCEHUsI Meld 8
nocmenu, UCHONbL308AHUE NOOPYUHBIX CPEOCm8, KOMOopble MO2YM JIe2KO UBMEHAMb C80l0 hopmy u

NPpUHUMANb 6€C KOHEeYHOCNnU HA 065}2, mem camviM UMUMUPYA aHmucpasumayuoHHoe Oeticmeue.

Lenu peabunumayuu nayueHmos, HECHOCOOHBIX CUOEMb.



- yeenuuenue 00vbéma u amnaumyobl akmueHbIX U NACCUBHBIX OBUNMCEHULL 8 TI0OOM cecMeHme meid

U KOHeYHoCmell,

- yIyuuleHue cmenenu KOHmMpOJisl O8UNCEHUL 20]108bl 8 NONONCEHUU (NEHCA HA CNUHEY,
- yayuueHue 08UNCeHULl 8 PYKAX,

- co30aHue YyCcio8ull 0/ HOPMAIbHO20 QYHKYUOHUPOBAHUS BHYMPEHHUX OP2AHO8;

- 3ameodneHue pazeumus UCMUHHBIX ampoguii Moy u ampouii bezoetcmeausi;

- paspabomka cycmagos u npopuiakmuka 00pazoeanus KOHMpaKkmyp.

4.1.1. Maccax nanueHToB co CMA, HeClIOCOOHBIX CH/IETh.

Pexomenayercsi MEIUIIMHCKUN Macca)XX TPYIHOW KJIETKM MEIUWUMHCKUNM mnanueHtam co CMA,
HECTIOCOOHBIM CHJIETb W UMEIOIIMM PECIUPATOPHBIC HAPYIICHUA, ISl YIYUIICHUS MOCTYpPalbHOTO

JpEeHaXKa U JJIA MPOQPMIAKTHKY JETOYHBIX OCIOKHEHUN U TUOBeHTHIsIIHH [ 19, 29].
Yposenv yoeoumenvnocmu pexomenoayuti C (yposenvb 0ocmogepHocmu 00Kazamenbcme — 35)

KomMeHTapuu: npo6oosim nepkycCcuoHublll U 8UOPAUUOHHBLI MACCANC 2PYOHOU KAEMKU.

Pexomennyercss mposeneHue mnanueHtram co CMA, HecrnocoOHBIM CHAETh, OOILEro Maccaxa
MEAMIIMHCKOTO, MEUIIMHCKOTO Macca)a BEPXHMX M HM)KHUX KOHEYHOCTEW, MEIMLMHCKOTO Maccaxa
CIUHBI, IIEM U JUIA C LENbI0 YAYUYIIEHUs COCTOSHHUS MBIIIEYHOTO ammapara U s NpoPUIaKTHKA

pa3BUTH HepoopToneauyeckux npoodmem [19, 131].

Yposenwv yoeoumenvnocmu pexomenoayuii C (yposenvb 00cmosepHocmu 0oKazamenbcms — J)

4.1.2 Texunuyeckue MetToabl U cpencrea peadunuranuy (TCP) nanueHToB, HECMOCOOHBIX

CUICTD.

s oocmudiceHus nocmaesneHuvix yeneti peadurumayuy UCHoab3yemcs cmpo2as NPUSEepICeHHOCb
NPUHYUNAM — NOCMYPANbHO20 — MEHEeONCMEHmMA,  KOMOpblll — 6KIouaem 6 cebsi  NpasuibHoe

no3uUyuoOrUposarue u opmesuposarue myjiosuwia u KoHeyHocmell.

° PEKOMeHHyeTCﬂ MMPOBOAUTDH BCPTUKAIIN3ANIO ITAIIUCHTOB CO CMA, HECIOCOOHBIX CHICTDb, C OCJIBIO

NpoPUIAKTUKKA  OPTOINEIUYECKUX  OCJIOKHEHMM  OCHOBHOTO  3a00Ji€BaHMS W CO3JIaHMS



(U3HOTOTHYECKUX YCIOBHHM JUIsl HOPMAJIbHOTO (PYHKIIMOHHWPOBAHMS BHYTPEHHUX OpraHoB [19,
131].

Yposenwv yoeoumenvnocmu pexomenoayuii C (yposenvb 00cmosepHocmu 0oKazamenbcmes — J)

KommenTapuu: sepmukanuzayus nayuenma 6 onope OJisi CMOSHUSL PEKOMEHOYemcs CYMMAPHO He

menee 1 yaca 6 0env 6 3a8UCUMOCINU OM BO3MONCHOCEU nayuerma.

PexomMeHayeTcsi peaOUIMTAIMOHHBIC W aJalTUPOBAHHBIC U WHBAIHMIOB HM3ACIHS (3aTHE-OTIOPHBIE
OTIOPBI IS CTOSTHHSI ¢ BOBMOXKHOCTBIO HakioHa oT 90° mo 180°) marmentam co CMA, HecmocoOHBIM

CUJETb, 151 0€30MacCHOr0 U KOM(OPTHOTO pazmenieHus 1 Beprukanuzanuu [103].
Yposenwv yoeoumenvnocmu pexomenoayuii C (yposenvb 0ocmosepHocmu 0okazamenbecme — 4)

KomMmenTapuu: onopst 01 cmosHus  OO0MJNCHbI  UMemb  (QYHKYUOHANbHBIUL — NOO020J0BHUK,
obecneuusarowuli OOKOBYIO U NepeoOHe3a0HIO CMAOUIU3AYUIO 20/108bl U HE O02PAHUYUBAIOUSULL
BO3MONCHOCIU OBUNCEHUSL 20110801, (DUKCAMOPbL KOPNYca HA YPOsHe 2pyou u masa, @ukcamopbl
HUICHUX KOHEYHOCMEU HA YPOBHE HUNCHUX mpemell 60ep U KOJLEHHbIX CYCMAB08, NOOCMABKY OJisl
CmMon ¢ pecyiuposkoll no Yyeny HAKIoHd, npucmasHou cmoaux. Hemanosasicnvim 01 nexcayux
NAYUeHmMos SIIAemcs. BO3MONCHOCIIL  BEPMUKAIUAYUU 6 ONope ONsl CMOSIHUSL 8 NONONCEHUU

"pazeedénnvix bedep" (Oononnumenvuas GyHKyus y onop 0is CMosHUs).

PexomMeHnaywoTesi opTe3bl I KOHEYHOCTEHM W TYJOBHUINA, a TaKXe CIEeHUAIM3UPOBAHHBIE U
aJanTUPOBAHHBIC [JI1 HMHBAJIUIOB MPUCTIOCOOICHUS JJIS TO3MIIMOHUPOBAHUS (CHCTEMBI  JJIs
OPTOCTAaTUYECKON TOMJCPKKH, BKITIOYAIONTNE B Ce0s BajdukH, (DOPMOBAHHBIC MOMYIIKHA Pa3TAIHOMN
KECTKOCTH W KoH(purypanun) marmueHTam co CMA, HEeCnoCOOHBIM CHIETh, C IENbI0 TPUIAHUS
MPUTIOAHITOTO (PYHKIIMOHATILHOTO TOJIOKEHUSI ¢ HEOOXOAUMOM (DUKCAIlMeH TYJIOBUILA U MOANCPIKKOMN
rosioBsl [19,103].

Yposenv yoeoumenvnocmu pexomenoayuti C (ypoeenv 0ocmosepHocmu 00Ka3amenbcme — 4)

KomMeHnTapuu: opmesst npeocmasnsiom coboll — mexHuyeckue cpeocmea — peabuiumayuil,
ucnonv3yemvie 015 USMEHEHUs. CIMPYKMYPHBIX U QYHKYUOHATbHBIX XAPAKMEPUCTNUK HEePEHO-MbILUEUHOU
U CKelemuvlX cucmem u obecnewusaowue, 6 3ABUCUMOCIIU OM MEOUYUHCKUX NOKA3AHULL
OpMONeoUYecKyr0 KOppeKkyuro, paszepysky, @ukcayuro, aKxmueuzayuio O08UeamenbHbvlX @OYHKYUIL.
Cymmapnoe 8pems HaxodcOeHus 8 opmesax cocmasisem 0o 8—I12 yacos 6 Oenv. Munumanvhas
yacmoma NpuUMeHeHus. opme308 Ol aexcaqyux nayuenmos — 5 pasz 8 nedenio. Duxcayus epyoHol
KJlemKU peKoMeHOyemcsi OJisl CMAOUIU3AYUU NOTONHCEHUS, NPODULAKMUKU CKOIUO3A U OISl CIUMYIAYUU
GyHxyuonanvrol axmusHocmu. Qukcayus weu 4acmo UCNoIb3yemcs OJisi NOOOePIHCKU 20108bl OIS
MUHUMUZAYUU DUCKA VOYULbS 8 BEPMUKAILHOM NOJONCEHUU, MAK KAK (QYHKYUs KOHMPOJSL 20108bl

yacmo omcymcemeyent ujiu ociabnena.



PexomMeHaylOTCH  KPECIa-KOIACKM C PYYHBIM TPHUBOAOM C  JOMOJIHUTENIbHOM  (uKcanuen
(o e pIKKOM) TOJIOBBI M Teja, MPOTYIIOUHBIC (11 MHBAIWI0B) marueHTaM co CMA, HecrmocoOHBIM
CUJIETh U CIIOCOOHBIM CHUJIETh, KOTOPBIE B COCTOSIHUU OCYILECTBIISATh YIPABICHUE TAKUMH KOJISICKaAMHU,

U151 oOecriedeHus: oomeit moounpHocTH [19, 103, 120].
Yposenwv yoeoumenvrnocmu pexkomenoayuii B (yposenv 0ocmoseprocmu 00Kazamenbcme — 3)

KommenTapuu: o5 mobunvnocmu u mpancnopmuposku HeodXo0umMo UCHOIb308aMb KPecia-KOACKU
C PYUHBIM NPUBOOOM C OONOIHUMENbHOU hukcayueti (N000epIHCKOL) 20108bl U mend, KOMHAMHbIE U
NpPORYIOYHbIE U KPeCAa-KOMACKU ¢ OONOTHUMENbHOU Qurcayuell (no00epxCKoll) 20108bl U mend ¢
anekmponpueooom. OHU U320MABIUBAIOMCS UHOUBUOYATLHO NO O00BLEMHOU MPEXMEPHOU MOOenu
3a0Hell N0BEPXHOCU Mend, IMO — JIOHCEMEHMbl, YCMAHOBIeHHble HA KOJECHYI0 6a3y Kpecia-KoNACKU
coomeemcmeayrouieco pasmepa u HasHawenus. Ilpu noobope Kpecaia-konsAcKu U QYHKYUOHANbHO2O
Kpecia —cneyuamucm —OO0NdCeH yyecmb  HeoOX0OUMOCMb  OONOIHUMENbHLIX — JeMeHmMos8  OJis
Nn000ePIHCAHUsL PEKOMEHOYeMOlU Nno3bl U GHeCmu d5mo 6 pexkomeHoayuu no uzdemuro. Credyem
y6e0umuvcs 8 MAaKCUMAIbHOU (QYHKYUOHANbHOU HE3A8UCUMOCIIU U KOM@DOpmMHOCmU npeOblanus 8

Kpecile-KoJIsCKe.

PexoMeHIYIOTCH KPECIa-KOSICKU € JIEKTPONPUBOIOM C JOMOTHUTEIBHONM (UKcaIel (MoIIep Ko )
TOJIOBBI M Teja, MPOTrYyJIOYHbIE (11 MHBAJIMIOB) ociaabieHHbIM nauueHtam co CMA, crocoOHbIM U
HECTOCOOHBIM CHJIETh, KOTOPHIE B COCTOSHUU OCYIIECTBIATH YMPABICHUE KOJISICKAMHU C PYyYHBIM

IPUBOJIOM, I obecrieueHus oomei moounsHocTH [19,103].

Yposenv yoeoumenvnocmu pexomenoayuii C (yposenvb 0ocmosepHocmu doxazamenbcmes — 4)

Pexomenayercsi mpeObIBaHUE B MOJIOKEHUH «cus» marueHtam co CMA, HECOCOOHBIM CHUJETh, C
HEeNbI0 MPOPUIAKTUKA OPTONEAUYECKUX OCJIOKHEHUH OCHOBHOTO 3a00JIeBaHMSI W CO3JAHUS

(U3HONTOTHYECKUX YCIOBUH /I HOPMaJbHOTO (PYHKIIMOHUPOBAHUS BHYTPEHHHUX opraHos [19].
Yposenwv yoeoumenvnocmu pexomenoayuii C (yposenvb 00cmosepHocmu 0oKazamenbcmes — J)

KommenTapuu: ona npebviganus 6 nonodcenuu «cudsy UcCnorb3ylOmcs Onopvl Ol CUOEHUS UU
Kpecia-KosiacKu KOMHAMHble ¢ OONOJHUMENbHOU ukcayuetl (noodepoickotl) 2onosvt u mena. Taxoice
NONOJICEHUE «CUOS» 8 meyeHue OHA 00Cmusaemcs npedvleaHuem 6 Npo2YIOYHOM Kpecie-KONscCKe.
Cuoenue 6 mexHuueckom cpeocmee 00NHNCHO NPOBOOUMBCSL 8 MYMOPAX HA 20NEHOCHONHbIE CYCMABHL.

IIpedvisanue 6 npasuibHOM NOOHCEHUU «CUOS» NOKAZAHO CYMMAPHO 00 6 4aco8 6 OeHb.



B xauecmee OononHumenvHulx Oemanell 8 cpeocmee 0N CUOEHU OOJNCHbL  BbICIIYNAMD.
DYHKYUOHAIbHBLIL NOO20N0BHUK (TUOO NOZUYUOHUPOBAHUE 20/108bl C NoMowwblo nemau 1iuccoua),
obecneuusarowuti OOKOBYIO U NePeOHe3A0HIO CMAOUIU3AYUIO 20/108bl U HE O02PAHUYUBAIOUJULL
B03MONCHOCIU OBUNCEHUSL 2010801, CUOEHbE C PecyIupyembiMu yOUHOU, WUPUHOU U Y2IOM HAKIIOHA.
KoncmpyxkmueHo cudenue pazoeieHo Ha maszosyio u beopeHmvie yacmu, 4mo no380asaem MaKCUMAIbHO
NOTHO pewams umerowjuecs y nayuenma npoodiemvl ¢ OalaHcOM U cuMMempuell, 6bl36aHHbIe
BMOPUUHBIMU OPMONEOUHECKUMU OCNIONCHeHUAMU. Peaynupyemas no eévicome u y2ny HaKioHa cnuHKA;
Quxcamop mynosuwa (dHcuiem), npedoxXpanumenbHblil MAa306blil NOAC, pecyrupyemovle NOOTOKOMHUKU,
pasoenvhvle, pecyiupyemvle  NOOHONCKU C  (pukcamopamu — CmMon,  NPUCMAsHOU  CMOAUK,

NPOMUBONPOJIENHCHEBAS NOOYUIKA.

Pexomenayercsi €XEeIHEBHOE HCIONB30BAaHUE OPTE30B HA HUKHUE KOHEYHOCTH, HM3TOTOBJICHHBIX
WHIUBUIYaIbHO (HAPUMEP, TYTOPHI HA TOJIEHOCTOIHBIE CyCTaBbl ISl CUACHUS, TyTOPhI HA BCIO HOTY
s cHa) naupeHTam co CMA, HecrmocoOHBIM CHJIETh, Ui MPEAOTBPAILCHHS U 3aMeJICHUs Tpoliecca
o0pa3oBaHusl KOHTPAKTYpP CycTaBOB kKoHeuHocTei [19,103].

Yposenv yoeoumenvnocmu pexomenoayuti C (yposeHb 00cmosepHocmu 00Ka3amenbcme — 4)

PexomeHnayeTcsi UCIONB30BAaHUE BCIIOMOTATENBHBIX TEXHOJOTHA M aJalTallMOHHOTO O0OpYIOBAHUS
(Hanmpumep, yCTPOMCTBA HA OCHOBE OTCIICKMBAHUS JIBXKCHUH IV1a3, aJalTUPOBAHHBIC YCTPOMCTBA JIJIs
yIpaBiIeHUsS KOMIbIOTEpoM u Tip.) manmueHtamMm co CMA mns pacmmpenuss (QyHKITMOHATBHBIX
BO3MOXKHOCTEH maruenTa [19].

Yposenv yoeoumenvnocmu pexomenoayuii C (yposenvb 00cmosepHocmu 0oKazamenbcmes — J)

4.2. PeaOnauranusi nNalMeHTOB, CMIOCOOHBIX CH/ETD.

/s nayuenmos, cnocoOHvIX cudemsv, 8ANCHO KAK COONOOeHUe NPUHYUNG O03UPOBAHUS (PU3UUECKOU

Ha2py3Ku, max u NPUHYUNa 6HeOpeHus (huuUyecKoli mepanuu 8 06pa3 HCU3Hu.

OO0HO U3 8edyuUx NON0NHCEHUU MAKUX NAYUEHMO8 — HON0NCEHUE «CUOS», KOMOPOe 8 CUTY OCHOBHO20
cumnmoma 3a0o0ne8anus (c1aboCmu CKelemHblX MbludlY), HEeCNOCOOHOCMU K CAMOCMOAMENbHOMY
UBMEHEeHUI0 NOJIOJNCEeHUs. mela U HAPYUWEHULl NOCMYPAlbHO20 KOHMPOAs CNOCOOHO chopmuposams
HeCUMMEeMPUYHbIL NAMmepH NOCAOKU C HEPABHOMEPHbIM pAchpedesleHueM ONnopbl HA KOCMU mda3a

(cnpasa/cnesa) c¢ nepekocom masza u ycy2yoname pazeumue CKOAUOMuYeckou oegopmayuu



N0380HOYHUKA. B cea3u ¢ smum ocoboe sHUMAHUE OONIHCHO YOeNambCs CUMMEMPUUHOMY DA3BUMUIO

MENOCIONCEHUSL NAYUECHMOS U NPABULLHOMY NOZUYUOHUPOBAHUIO.
Lenu peabunumayuu nayueHmos, CnOCOOHbIX CUOEMb:
- nosvluienue MoOOUILHOCMU NAYUCHINOB,

- 3ameodnerue npocpeccuposansi MblueyHol ciabocmu, nomepu QyHKyuu u Gopmuposanus

ampoguii be3oeticmausi;

- YIyuuieHue O8UdNCeHUll 8 PYKax,

- co30anue Ycnosuil 0Jis1 HOPMAIbHO20 PYHKYUOHUPOBAHUSL 6HYMPEHHUX OP2AHO8;

- paspabomka cycmagos u npopuiakmuka 0opazosanus KOHMpaKmyp;

- opmuposanue u noooepiicanue CUMMEMPUUHOCIU NO3bL,

- mpeodympedsicOeHue CKOIUOMuyecKkol oepopmayuu N0360HOYHUKA U NepeKoca masa,
- obyyeHue 6bIMOBLIM HABLIKAM U HABLIKAM CAMOOOCTYHCUBAHUS & Cpeoe.

Ocoboe 3nauenue 6 @uzuueckoli mepanuu yoeiiemcs GOopMupo8aHuro CUMMEMpPUYHOCMU NO3bl U

MUHUMUIAYUU pas’ﬂutmﬁ 6 passumocmu u quHKI/ﬂ/lu MleC()y npaessvimu U 1e6blIMU KOHEYHOCMAMU.

Pexomenayercsi MCIONB30BAaHUE CHEIUATM3UPOBAHHBIX OPTE30B (OPTONMEIUYECKHUX ammnaparoB) Ha
HIOKHUE KOHEYHOCTHM U TynoBuile mnanueHtaMm co CMA, cmocoOHBIM CHAETh, Y KOTOPBIX HET
KOHTPAKTYyp, JJIs MOAJIEP>KAHUSI BEPTUKAIBHOM MO3bl U CIIOCOOHOCTU K MEPEABUKEHHUIO C TIOMOIIBIO

CPEACTB JIOMOJHUTEIBHON onopsI [19].
Yposenwv yoeoumenvnocmu pexomenoayuii C (yposenvb 00cmosepHocmu 0oKkazamenbcmes — J)

KommeHnTapuu: makoii opmoneouueckuii annapam cKOHCMPYUPOBAH CHEeYUdibHO OJisi NAYUEHMO8 C
GANLIM NAPATUYOM U CUTOU MbIULY HUNCHUX KOHeyHocmel menee 2 6ann08. OcobeHHoCmbio 0aHHO20
opmesa SGNIAEMCcs 803MONCHOCIb MEXAHUYECKU ACCUCUPOBAMb  YCUTUAM NAYUEHMA, 63AUMHO
nepemewas HUNCHUe KOHeYHOCmU, 8 CUMMempuyHou nose. Taxkou annapam no3eojsien Haxooumocs 8
BEPMUKATILHOM NOJLONCEHUU U NepeMeujamvcs ¢ ONOpoll Ha XOOVHKU 06e3 N000EepAHCKU NOCOPOHHUX
nr0oetll, npu 0ocmamounol cuie ¢ pykax. Ocegasi Hazpy3Ka HA CKelem Npedomsepaujaem paszeumue
0CMeonopo3a u 8MopudHbIX degopmayuii Kocmetl u cycmaeos. IIpedvieanue 6 cmosiuem NoLONCeHUU
00121cHO noowpamscs. I[loooepocusaemoe nonodxcerue cmosi O0NNCHO cocmasnams 00 60 munym, a

MUHUMANbHAS yacmoma — 3—5 pas 6 Heoeno, onmumaivbHas 5—7 pas 6 Heoeio.

PexomeHayloTCsl OpTE3hI TYJIOBHMINA — KOPCETHI, (PYHKIIMOHAIBLHO KOppHUTHUpYOIIHE (Tpyao-

nosicHuyHo-kpectioBble TUna TSLO) mamuentam co CMA, cnocOOHBIM CHACTh, IJs YAYUIIECHUS



OCaHKHM U ABUTaTenbHbIX QyHKIni [19,103].
Yposenwv yoeoumenvnocmu pexomenoayuii C (yposenvb 0ocmosepHocmu doxazamenbcmes — 4)

Kommenrapuu: cmamuueckue, ounamuueckue u QYHKYUOHANbHbIE OpPME3bl UCHONL3YIOMCA Ol
U3MEHeHUsl NOJIOJCEHUs U Nepesood 8 epPMUKAIbHOE NONOJCeHUe nayuenmos. [{na eepmukanuzayuu
B03MOJCHO UCNONB308AMb  KPECN0-KONACKY C  9NEeKMPONPUBOOOM C  BO3MOICHOCMbIO Nepesood
nayuenma 6 nonodcenue «cmosy. Ilpucnocobnenus 0 noOOepI’HCKU 8 BePMUKATbHOM NOJIOHCEHUU
8adCHLL 0Nl 00Ne2uenUsl PACMANCKU HUMCHUX KOHEYHOCmel, a makxice 07 YAVYuleHus @QYHKYuil
op2aHusMa U 0300pOGIEeHUsI KOCMHOU MKAHU, Ol 0Oecnedenus 6epmuKaibHO20 MNON0NCEHUs U

VAYUUEHUA NOIOHCEHUA NO3BOHOYHUKA U 6Ce€20 méld.

PexoMeHayOTCS OpTOTIEIUYECKHE allaparbl — OOJETY€HHBIN ammapaT Ha HIDKHHE KOHEYHOCTH U
TYJIOBUIIIE WJIM arraparbl Ha TOJIEHOCTOIHBIN U KOJICHHBIM CyCTaBbl, UJIW alllapaTbl Ha BCIO HOTY, WIIU
anmapar Ha HIDKHHUE KOHEYHOCTH W TYJIOBHINE JJISI PEIUIPOKHON XOAn0bl manueHtam co CMA,
CIIOCOOHBIM CHJIETH M OOJAJAIOIIMM JIOCTATOYHOM CHJIOH, JUIS OOJIETYEHHS CTOSHUS U XOIBOBI C

MOMOILbIO Apyrux Juil [ 19].
Yposenv yoeoumenvnocmu pexomenoayuii C (yposenvb 00cmosepHocmu 0oKazamenbcmes — J)

KommenTapuu: munumansnas uacmoma npebviganus 6 opmezax — 5 pas 8 Heoeiio.

PexomeHayOTCH CpeACTBA IMEPEABMKEHUS aJalTUPOBAHHbIE (MHIWBUIYAIU3UPOBAHHBIE Kpecia-
KOJISICKH C PYYHBIM U 3JIEKTPOIPUBOJIOM C JIOTIOJHUTENBHOU (hUKcarueil (moaaep kkoi) rooBsl U Tela,
KOMHATHBIE M TPOTYJIOYHBIE W M3TOTOBJICHHBIE WHIWBUIYAIBHO MO OOBEMHOW TPEXMEPHON Moenu
3agHEll TOBEPXHOCTH TeJia JIOKEMEHTHI, YCTAaHOBJICHHBbIE Ha KOJECHYI0O 0a3y Kpecia-KOJIsICKU
COOTBETCTBYIOIIETO pa3Mepa M Ha3HaueHusd) nanueHtaM co CMA, cnocoOHBIM CUAETh, IS

obecrieuenus oomeit moouiapHOCTH [19,103].
Yposenv yoeoumenvnocmu pexomenoayuti C (ypoeenv 0ocmogepHocmu 00Ka3amenbcme — 4)

KomMeHnTapuu: npu noobope Konsacox ciedyem pykos8oOCme0o8amvbCsi MAKCUMANbHOU QYHKYUOHATbHOU
He3a8UCUMOCTIBIO U KOMpOPMHOCMbIO Npedbléanust 6 Kpecie nayuenma, npeonoumenue ciedyem

0moasams KOASACKAM AKMUEHO20 MUNA U KOJIICKAM C aﬂekmponpueodww.

Pexomenayercsi sprorepanus narueHtam co CMA, cnocoOHBIM CHAECTH, JUIsl OKa3aHUsS ITOMOIIN
MaIMEeHTY B TTOBCEIHEBHOM KU3HH, Pa3BUTHS U MOICPIKAHUS KESTHEBHO HCITONB3YEMbIX M HABBIKOB

[19].

Yposenv yoeoumenvnocmu pexomenoayuii C (yposenvb 00cmosepHocmu 0oKa3zamenbcmes — J)



KomMmeHnTapuu: HeoOXOAMMO TPHBICKATh CIENUATUCTAa IO HProTepanuy Kak TpH Moadope
OpOrpaMMbl (PU3MYECKUX YNPAKHEHUN M PACTKEHUS, TaK U A1 PEKOMEHAAMI OTHOCHUTEIBHO
COLIMAJIBHBIX B3aUMOJICUCTBUM, TaKMX KaK IMOCEIIEHUE Y4YeOHBIX 3aBeJeHUM, BbIOOp mpodeccuun u

y4aCTuC B COMAJIbHBIX aKTUBHOCTAX.

Pexomenayercsi mpoBeneHue mnanumeHtaMm co CMA, cmocoOHBIM CHAETh, OOIIEro Maccaxka
MEIULUHCKOIO, MEAUIIMHCKOTO MAcCa)a BEPXHUX M HIKHUX KOHEYHOCTEH, MEAMIMHCKOTO Maccaxa
CIUHBI, TPYAHOM KIIETKH, LIEHM M JIUIA, JIEYeOHON (U3KYIBTYpPhl C LEIbI0 YAYUYIIEHUS COCTOSHUS

MBIIIIEYHOTO amnmapara u Jyisi npoUIaKTUKHA Pa3BUTHsI HepoopToneauyeckux mpoodmem [19, 131].

Yposenv yoeoumenvnocmu pexomenoayuti C (yposenvb 0ocmosepHocmu 00Ka3amenbcme — 35)

4.3. Peabuiauranusi HalMeHTOB, CIIOCOOHBIX XOAHUTh.

ZI]Z}Z nayuernmoe, CNoOCcoOHbIX XOOI/ln/Ib, CoXpaHsdiemcsd npuopumentHocms NnpuUHyunoe 0031/lp06aH1/l}Z

Qusuueckotli Haspy3Ku U 6HeOPEeHUs PUUYECKOU MEPANUU 8 NOBCEOHEBHYIO HCU3HD.

llayuenmor OauHOU 2epynnvl cmMpeMamcs K aKMUGHOMY HEepe0GUMCEHUI0 U X00bbe, O0OHAKO U3-3a
crabocmu CKenemuou MyCcKynamypul U CHUNCEHHOU BbIHOCIUBOCTNU UMEIOM 4acmyr NOmMpeOHOCmb 8
omovlxe, 80 8peMsi KOMOpPo2o HepeoKo NPUHUMAIOM HENnpaeUuibHOe NON0JCeHUe «cuosy. B yerom ona
xo00suux nayuenmos ¢ CMA 6 cpasHenuu ¢ cuosUuUMU NAYUEHMAMU XAPAKMEPHO Oollee MAcKoe
meuenue GMOPUUHLIX OPMONEOUUECKUX OCIIONCHEHUl (KaK pazeumusi KOHMPAKmyp 6 Cycmasax
KOHeuHocmel, max u @QopMuposanus CcKoauomuyeckou oegopmayuu noszeoHounuxa). ILleau
peadunumayuu nayueHmos, CHOCOOHLIX X0OUMb, NPUMEPHO me dce, Ymo U ) CHOCOOHBIX CUOemb
nayueHmos ¢ 0obasieHuem yenu NOBbIUEHUS BbIHOCIUBOCMU/MONEPAHMHOCIIU K QU3UYECKUM

Ha2py3Kam.

Pexomenayercsi mammentam co CMA, cnocoOHBIM XOIWTh, peryilspHas a’dpoOHas ¢uznueckas
Harpy3ka (Hanpumep, IUIaBaHbe, X0Ab0a, BENOTPEHAXKEP WU IUITMNTHUECKUN TpeHaXEP) HE MeHee 2—3
pa3 B Heemo (onTuMaibHas 4actoTa 3—5 pa3 B HEAEINI0) JUIMTENbHOCThI0O He MeHee 30 MUHYT ¢

1eJBbI0 coOXpaHeHus pu3nuecKkor akTuBHOCTH [19].

Yposenv yoeoumenvnocmu pexomenoayuti C (yposenvb 0ocmogepHocmu 00Kazamenbcme — 5)



PexomeHnayercsi UCIIOJIB30BAHUE CPENICTB MEPEABUKEHUS aJaITUPOBAHHBIX (TPOCTH U MHOTOOIIOPHOMN
TPOCTH, XOAYHKOB KOJECHBIX M APYIMX CpPEACTB, HauOoJjiee MOJHO OTBEYAIOUIUMX IOTPEOHOCTIM
MAalMEHTa, annapaToB Ha HWKHUE KOHEYHOCTH U TYJOBHILE JIsl PELUIIPOKHOMN XOABOBI (CM. Y CHASUUX
nanueHToB) nanueHTaMm co CMA, criocoOHBIM XOAUTHh U TPEOYIOIIUM JOMOJHUTEILHOM OMOPBI MPH

X0ZIb0E, C IIeJIbI0 COXPAHEHUS JIBUTaTeIbHOM aKTUBHOCTH [19].
Yposenwv yoeoumenvnocmu pexomenoayuii C (yposenvb 00cmosepHocmu 0okazamenbcmes — J)

KommeHnTapumn: co epemenem noodepowcanue cnocobHocmu xooums 0aa nayuenmos co CMA
HauuHaem O0O0CMU2AMbCS UL C NOMOWbIO CPeOCms8 OONOIHUMENbHOU Onopvl. B ciyyae noobopa
cpeocme OONOIHUMENbHOU ONOPbl C Yelavio npooienus x00vowl y nayuernmos ¢ CMA neobxooumo
OnUPamvCs HA MeKyWull Ccmamyc nayueHma (COXpawsis aKmueHOCMb U COYUAIbHBIL CMamyc

/quocmu), a He HA npocHo3upyemoe medeHue.

Pexomenayercsi UCIONB30BAaHUE OPTE30B — aNaparoB WM TYTOPOB Ha TOJEHOCTOIHBIE CYCTaBbl
COBMECTHO ¢ 00yBbI0 mareHTaM co CMA, crnocoOHBIM XOAUTH U UMEIOIIUM JAedopMaliiy CTOII, s

obnerdyenus xonpOsl [19].

Yposenv yoeoumenvnocmu pexomenoayuii C (yposenvb 00cmosepHocmu 0oKazamenbcmes — J)

PeKDMeH}IyeTCﬂ HUCIIOJB30BAaHUC CPCACTB MNCPCABMIKCHHA aAallTUPOBAHHBIX — KPCCIa-KOJISACKN
AKTUBHOI'O THIIAa XOOJAYMM ITallUE€HTaM C CMA npu OFp&HPI‘-IGHHOfI BBIHOCJIMBOCTHU IAallMCHTa HWJIH

HeO6XOI[I/IMOCTI/I MNCPCABUIKCHUA HA OonbIne pPacCTOAHMA JJIsI YBCIINYCHUA MOOMIILHOCTHU [19]

Yposenwv yoeoumenvnocmu pexomenoayuii C (yposenvb 00cmosepHocmu 00Ka3zamenbcmes — J)

Pexomenayercsi MCIIONIBb30BaHUE PEAOUTUTAIIMOHHBIX U aJaNTUPOBAHHBIX ISl MHBAIUIOB U3ICTUN —
Oomop Uil CHJEHHs, OTBEYAIOLIMX BCEM TpPeOOBaHUSIM MPABWIBHOIO MO3ULIUMOHUPOBAHUS
(monosHEHHBIX OOKOBBIMH (PUKCATOpAMU KOPITyCa Ha YPOBHE TPy, PETYISTOPOM HAKJIOHA CHUHKH,
MOJIOKOTHUKAMH C MEXaHM3MOM PEryJIMpOBAaHUS BBICOTHI, MOACTABKOW I CTON C MEXAHU3MOM
peryaupoBaHus yria HakjgoHa) mnamueHTam co CMA, crmocoOHBIM XOOuTh, A MPO(UIAKTHUKU

ckoiuro3za [19].

Yposenwv yoeoumenvnocmu pexomenoayuii C (yposenvb 00cmosepHocmu 00Kka3amenbcmes — J)

PexoMeHayeTcsi NpUMEHCHHE OpTe3a TYJIOBHINA — (DYHKIIMOHAIBLHO-KOPPHUTUPYIOIIETO KOopceTa
narueHTaM co CMA, crmocoOHBIM XOMUTh, MPU HAMWYMK yria jaedopMaldyd TO3BOHOYHHKA,
n3MepeHHoro 1o metoxy Kob60a, 15 u Gonee rpaaycoB, H3TOTOBICHHOTO MO CJIETIKY C TPYIHON KIETKH

ManueHTa, JUIT CoXpaHeHus Oananca [19].



Yposenwv yoeoumenvnocmu pexomenoayuii C (yposenvb 00cmosepHocmu 00Kkazamenbcmes — J)

Pexomenayercsi mpoBeneHue xoasumM marueHtam ¢ CMA 5q olmiero maccaxka MEIHIIMHCKOTO,
MEJIUIIMHCKOTO MAaCCa)ka BEPXHUX M HUKHUX KOHEYHOCTEH, MEJUIIMHCKOTO MacCa)a CIHUHBI, TPyJHON
KJICTKH, IIICH U JIUIIA, JIEYeOHON (PU3KYIBTYPHI C MEJIBIO YITYUIIICHUS COCTOSTHUS MBIIICYHOTO armapara

U U1 IPOPUITAKTUKY Pa3BUTUSI HEUPOOPTOIeAUIeCcKux mpoodmem [19, 131].

Yposenwv yoeoumenvnocmu pexomenoayuii C (yposeHb 00cmosepHocmu 00Ka3amenbcms - 5)



S. IIpoduiaakTuKa ¥ AUCHAHCEPHOE HAOJIIOIEHHE,
MEIUIMHCKHNE NMOKA3AHUSA U POTUBOINOKA3AHUSA K
NMPUMEHEHHUI0 METOA0B NPOPHIAKTUKHA

5.1 IIpoduiakruka

Pexkomenayercst BakuuHamus B3pochblix mamueHToB co CMA ¢ menbio  NpoMIaKTUKH

nH(EKIMOHHBIX 3a00eBaHui [29].
Yposenv yoeoumenvnocmu pexomenoayuii C (yposenvb 00cmosepHoCcmu 00Kka3zamenbcmes — J)

KommeHnTapuu: npomusonokaszanus Kk eéakyunayuu y e3pocavix nayuenmos ¢ CMA ne omauuaomes
Om MAKOBbIX Y OpYeUX Kame2opull epaxcoan u npogooumcs coanacHo Hayuonanvnomy ranendapro
npogurakmuveckux npueusox. Heobxoouma eaxyunayus, 6 mom uucie, Npomue KOPOHABUPYCHOU

unghexyuu COVID-19, svisvigaemoii koponasupycom SARS-ColV-2.

PexomenayeTcss MOJIEKYJISIPHO-TEHETHUECKOE HCCIIeIoBaHMM MyTanuid B reHe SMNI y mioja, u
MPEUMIUIAHTAIIHOHHOE TEHETUYECKOe TECTUPOBAHUE (MOJIEKYISIPHO-TEHETUYECKOE HCCIICOBAHHMI
myTarnuii B reHe SMNI) y smMOpuoHa (KOMIUIEKC HCCIEAOBAHWNA Ui TUATHOCTHKU CHUHAIBHOU
MBIILIEYHOU arpoduun) pomutensm mnauueHta co CMA, a Taxke mnapaMm, B KOTOPBIX KaxAbld M3
MapTHEPOB SBISAETCS NOATBEPKAEHHBIM F€TEPO3UTOTHBIM HOCUTEEM JENeUUN 7 WIH 7-8 5K30HOB reHa
SMNI wnu B KOTOPBIX NApTHEP WIM NApTHEPHI ABISIIOTCS TOMO3UTOTHBIMU HOCUTENSIMU MMATOT€HHBIX
BapuaHTOB B reHe SMNI, ¢ 11esblo NpeIoTBpaIleHUsl TOBTOPHOTO pokaeHus peoénka ¢ CMA B cembe
[19].

Yposenv yoeoumenvnocmu pexomenoayuti C (yposeHb 00cmosepHocmu 00Ka3amenbcme — J)

KommenTapuu: npogedenue npenamanvrou J{HK-Ouaenocmuxu  (MoneKyIapHO-2eHemuyecKoe
uccneoosanuti mymayuii 6 cere SMNI y niooa, Komniexkc ucciedo8anuii O0isi OUACHOCMUKU
CNUHANILHOU MbIUUEUHOU ampoduu), KOMNIEKCHOe UCCed08anue Ol NPEeHAMAanIbHOU OUASHOCHUKU
HapyweHUull pa3eumust pebeHKa (6HympuympooHo)) 603MONCHO HA PA3HBIX CPOKAX bepemerHocmu: S8—
12 Heodenv (sopcumvt xopuoua), 15—18 Hedenv (amuuomuueckas wcuokocms), 20-24 wnedenu
(nynosunnas Kpoev). ONmumaivbHbIM A611emcs UCCIed008anue ouonmama Xopuoua (obuoncus
XOPUOHQ): NpU Heba2oNPUSMHOM NPOSHO3e OepeMeHHOCHb Modicem Obimb NPepeana (UCKYCCmMEeHHOoe

npepvléarue bepemeHHocmu (abopm)) 68 cpoxu 00bIYHO20 MEOUYUHCKO20 abopma.

5.2 JlucnnancepHoe HAOJIOAEeHE



B3pocnvim nayuenmam co CMA Heobxo0umo 6vinonnenue MOHUMOPUH2A CLeOYIOUUX 1AO0PaAmMOPHbIX
noxkazamenetl. oowuil (Kiunuvweckui) ananuz kposu (1 paz 6 12 mecayes u neped xupypeuveckum
eMeuamenbCmeom), anaiu3 Kposu ouoxumudeckutl oowemepanesmuyeckuil (1 pas 6 12 mecayes u
nepeo Xupypeuueckum emMeuamenscmeom), oowuil (kiunuveckuii) ananus moyu (1 pas 6 12 mecayee u
nepeod  Xupypeuueckum  8MeuamenbCcmeom), d makyice UHCMPYMEHMANbHble — UCCLE008AHUL:
anekmpokapouoepamma (1 paz 6 12 meciyes u neped Xupypeuueckum eMeuamenbCcmeom),
axoxapouozpagus (no nompedHocmu), YIbmpazeyKo8oe UCCIe008aHue OpeaHo8 OPIOWHOU NOA0CHU
KOMNJIeKCHOe (N0 nompebHOCmuU), YIbmpazgyKo8oe UCCIe008anue noueK (Ho NOmpedHOCmuU) ¢ Yeibo
OYEHKU OCHOBHBIX NAPAMEmpPO8 KpPOBEMEOPEHUs, HAIUYUSA  BOCHANUMENbHLIX  NPOYEcco8 U

DYHKYUOHATLHO20 COCMOAHUA BHYMPEeHHUX opearos [19].

Tax orce e63pocnvim nayuenmam co CMA neobxo0umo ewvinoiweHue MOHUMOPUHEA CNe0YIOUUX
1aO0pAMOPHLIX U UHCMPYMEHMANbHLIX — UCCIE008AHUL:  UCCIe008aHUe  KUCTOMHO-0CHOBHO20
COCMOANHUSL U 2A308 KpOBU (N0 NOMPeOHOCMU), NPUYEIbHAS peHmeeHo2paghus 0peanos 2pyoHOll
kremku (1 paz 6 24 wmecaya), KomnviomepHas momozpagus o0peaHos 2pyoHOU noiocmu (no
nompebnocmu), kanhozpagus (no nompebnocmu), KanHomempusi (N0 nompeoHocmu), UCC1ed08aHue
HeCnpoBOYUPOBAHHBIX ObIXAMENbHbIX 00beM0o8 U nomoxos (1 pas 6 6-12 mecayes u no nompebHocmu),
nynbcokcumempus (o nompeoHocmu), KapouopecnupamopHvili. MOHUMOPUH2e (no nompebHocmu) ¢

Yenblo OYEeHKU OCHOBHBIX Napamempos ovixamenbHou gyuxyuu [29].

B3pocavim nayuenmam co CMA neobxooumo evinonnenue penmeernocpaghuu nozeonounuxa (1 paz 6 12
mecayes), penmeenozpaguu Kucmu (no nompebHocmu), penmeenozpaguu masa (no nompeoHocmu),
penmeernooencumomempuu (1 pas 6 12 mecayes), penmeenoepaghuu mazobeopenno2o cycmaesa (no

nompeoHocmu) ¢ yenvio OYeHKU COCMOAHUSL ONOPHO-08ucamenbHo2o annapama [19].

PCKOMCH)]yIOTCﬂ B BCACHHHU IIALIUCHTOB CO CMA wucnonbp30BaTh My.]'II)TI/II[I/ICIII/IHJ'II/IHapHI:Iﬁ noaxon ¢
OCJIbK0O MOHUTOPHUHI'A COCTOSSHHA 1 CBOCBPCMCHHOI'O OKa3aHU s HOJ'IHOI.ICHHOfI oMoy crncouaaincraMu

pasHbIx npodwueit [19].

Yposenv yoeoumenvnocmu pexomenoayuti C (ypoeenvb 0ocmogepHocmu 00Kazamenbcme — 3)



6. Opranuszanus oKa3aHusl MeJJUIUHCKON IMTOMOIIH

6.1 Iloka3zanus K rociuTaAJIN3aAUAN

6.1.1 IToxazanus 1/ NJIAHOBOM FOCNUTAJN3ANNYA BO B3POCJI0€ HEBPOJOTHYECKOe

oTACJICHUE

- B3pociibie nanueHTel co CMA npu OTCYTCTBUM BO3MOXKHOCTH TOJIHOIEHHOTO aMOyJaTOPHOTO
obcrnenoBanuss — Il (DPYHKIIMOHAJIBHOW JBUTATEIBLHOM OIICHKH, OOCIEIOBaHUS Ha HaJUIUE
OCJIOKHEHHH 3a00JIeBaHUS (PECIMPATOPHBIX, KOCTHO-CYCTABHBIX M TaCTPOIHTEPOIIOTHICCKIX, a TAKKe

U1 IPOBEACHUS peabUITUTAIINHN );
- B3pocible naueHTsl co CMA 11 HHTpaTekanbHOTO BBEJICHUS HyCUHEpCceHa™  *;
KommenTapun: HycuHepceH** MoKeT ObITh BBEJIEH B YCIOBUAX JHEBHOIO CTAllMOHAPA.

- B3pociibie nanueHTel co CMA, Tpebyroriue o0caen0Banus nepes XUpypruiecKuM OpTONeANIeCKUM

BMEIIATCIbCTBOM.

IToka3anus K BBINMCKE ITallMEHTA I1OCJI€ IIAHOBOM TOCHUTAIW3AlMUA BO B3POCJIOC HCBPOJIOTHYCCKOC

OTACIICHUC!

- BBIIIOJIHEHHUC IIJIaHa O6CJ'ICJIOB3.HI/I51 nanueHTra, B TOM YHUCJIC OLCHKA PCCIHUPATOPHBIX

HapyUICHUM;
- MPOBEJICHNE PEAOUTUTAIMOHHBIX MEPOTIPUSITHI;

- YTOUHEHHE PEKOMEHIallui 10 ajibHENIEMY HAOMIOIEHUIO U JICUEHUIO.

[TokazaHus 11 MJIAHOBOM TOCHUTAIU3ALMHU BO B3POCIOE XUPYPIUUECKOE OTIACIEHUE:
- manuentsl co CMA, Tpebyromiye NoOCTaHOBKH racTPOCTOMBI;
- nanueHTsl co CMA, TpeOyrolie yCTaHOBKH TPAXxeOCTOMBI.

IToxazanus JIIA TIAHOBOM rocimrain3alnvmm B OTACIICHHC MaJJIMaTUBHOMN MGHHHHHCKOfI IIOMOIIIHN

B3POCIIbIM:



- BBIPKEHHBIN 00JEBOM CHHAPOM, HE TIOJIAFOIINIICS JI€UEHUIO B aMOYJIaTOPHBIX YCIOBHIX, B TOM

YHUCJIC HA IOMY;

- TAXKCIIBIC IMPOABJICHUA, Tpe6y}0mne CHUMIITOMAaTUYCCKOTO JICUCHUA II0[ Ha6J'IIOI[eHI/IeM Bpada B

CTAaIMOHAPHBIX YCIIOBUAX,
- HOI[60p CXCMBbI TCpaIluu AJI IPOAJOJIKCHUA JICUCHUA HAa TOMY,

- AJI1 IPOBEACHUA MCAMIMHCKHX BMCIIATCIBCTB, OCYHICCTBJIICHUC KOTOPBIX HCBO3MOXXHO B

aMOyJaTOPHBIX YCIOBUSX, B TOM UHCJIE Ha JIOMY.

Ecnu y B3pocnoro manueHTa BBISIBIEHO CONMYTCTBYIOIIee 3a0o0jieBaHUe, TpeOyrollee XUPypruueckoro
BMEUIATENbCTBA, TO HEOOXOAMMO 3TO CHEJaTh B IUIAHOBOM MOPSAKE C MPEIBAPUTENHHON MOAIOTOBKOM
u oOcienoBanueM. PUcCKU onepaTMBHOTO BMENIATENbCTBA B MJIAHOBOM IOPSIIKE TOPa3a0 HUXKE PUCKOB

IIpH SKCTPCHHBIX BMCIIATCIIbCTBAX.

6.1.2. ITokazanus 1jid YKCTPEHHON TOCHUTAJIU3ALMHI:

- PazButne y mammenta co CMA «oObIYHBIX» 3a0o0sieBaHMid (OCTpast BUpPYCHasi MHMEKIus,
OpOHXMT, TAaCTPORHTEPUT C OOE3BOKMBAHMEM, AMMEHAMLIMUT U JPYrH€ OCTPbI€ BOCHAIUTENIbHbBIE
MIPOILIECCHI), HETIPEABUACHHBIC TIEPETIOMBI, 3aINIAHUPOBAHHBIC XUPYPrUUECKUE MPOIEAYPHI (HapuMmep,
yCTaHOBKa JKENMyAOYHOTO 30HIA, OCTEOTOMHS Oeapa), HO TMPOTEKAIIMX TSHKENIO, YYHUTHIBAs

0CcO00EeHHOCTH OOJIE3HMU.

KoMMmenTapum: 1enpto yxola 3a NalMEHTaMUM B OCTPOM CHUTyallud SIBISETCA HOpPMalu3alus
razoooMeHa MyTEéM MPEIyNPEKIACHUS aTeICKTa3upOBAHUS WM OYHWIIEHUS JbIXaTebHBIX IyTeh. B
OOJIBIIMHCTBE CIy4YaeB, O BO3MOXHOCTH, ATH 33/1a4H JTOJKHBI PEIIATHCS C TOMOIIBI0 HEMHBA3UBHOU

HCKYCCTBGHHOﬁ BCHTUJISILIUM JIETKUX.

1. PazBuTHe TSKENBIX )KU3HEYTPOKAOUIUX JbIXaTEIbHbBIX HAPYIICHUN ¢ TUIOBEHTUIISILUEN U altHO),
0e3 CONMyTCTBYIOIIMX 3a00JIeBaHM, TIPU OSTOM JbIXaTeJIbHbIE HApPYyIICHUS TPeOyIoT
pEaHUMAIIMOHHBIX MEPOIPHUATUH, TOKa3aHa TOCMUTAIU3alMs B MEIUIMHCKUE OpTraHHU3alluy,
UMEIOIINEe B CBOEH CTPYKType OTHEJICHHE aHECTE3UOJOTHMH pEeaHMMaluu WU OJoK (manary)
peaHMMalliid W WHTEHCUBHOM Tepanud W 00eCHeYuBaIOIIMe KPYIIOCYyTOUHOE MEIUIIMHCKOE

HaOJIIOICHUE U JICUCHHUE.



KommeHTapun: mpu BBIMOJIHEHUH MPOTOKOJIOB HEOTIOKHON TMOMOIIM HEOOXOIUMO CBS3BIBATHCSA C
MYJIBTUIMCUUIITIMHAPHON OpUraioil (HEBPOJIOTrHYECKOW U MyJIbMOHOJIOTMYECKOW), BKIIIOUasl Bpaya, Kak
MpaBUJIO, HEBPOJIOTa, KOTOPBI OCBENOMJIEH O TEYEHUH OOJE3HH W NOTEHLUUAIBHBIX MpoliemMax
KOHKpeTHoro nanuenra. Kucinopon y mamueHToB ¢ CMA 10IKEH MPUMEHSTHCS C OCTOPOKHOCTBIO.
Bropuynasi rumokcemMusi, 00yclOBIIeHHAsI TUIOBEHTUISIIMEH, MOXKET ObITh CIyTaHa C THIIOKCEMUEH,
00yCIIOBIIEHHON APYTMMU MPUYMHAMH, TAKUMH KaK 3aKyIlopKa CIM3bl0 WK aTenekra3. KanmHomerpus
WJIM UCCJIeIOBAaHUE KHCIOTHO-OCHOBHOTO COCTOSIHHSI M Ta30B KPOBHU MOMOXKET BHIOpaTh MPaBUIHHBIN

PEKUM BCHTHUIIALINA JIETKUX.

ITokazanus A5 MJIaHOBOM TOCIUTAIN3ALMN

6.2 IIpyHUMNIBI OPraHU3aANUN MEIUIMHCKON moMolnu naunuenrtam ¢ CMA

[TocranoBka auarno3a CMA CTaBUT MHOIO BONPOCOB NEPe] POACTBEHHUKAMH NMAlUEHTa WU MEpe.
CHeMATUCTaMH, paboTaIOIIMMU ¢ TAKUMHU MalueHTaMu. MHOTOYHCIIEHHbIE TPOOJIEMbI, BO3HUKAIOLIHIE
npu oOHapy>KeHUU U pa3BuTuu 3aboneBanuss CMA, ana pemeHus: KOTOPBIX TpeOyeTcs rpaMOTHas
Oopra"u3anys nporecca NOMOIIM IPYU YYACTHU MYJIBTUAMCUUAIUIMHAPHON KOMAaHJbl CIEUUAINCTOB U

CO6J'IIOJI€HI/IC OCHOBHBIX ITPUHIUIIOB U ITOAXO0O0B K €€ OKa3aHHIo.

I[aHHI)Ie MMPUHIMUIIBI JOJIZKHBI CO6J'IIOI[3.TI>C}I Ha JII000M 3Tare OKa3aHus Me,Z[I/IHI/IHCKOﬁ IIOMOIIM, KaK B

MOMCHT IIOCTaHOBKH AHAIrHO3a, TaAK U Ha JIFOOOM »Tarne Ha6HIOIICHI/I${ nmanucHTa.

[TaneHT W ero mnpeAcTaBUTENM JOJDKHBI IMOJNy4aTh MOJIHYI0 HH(OpMaiuio o 3aboieBaHUM, €ro

TCUCHUH, IIATOICHE3C, IMMPOTHO3axX, OCIOKHCHUAX U MCTOAaX BO3MOKHOM TCpaluu.

Juarno3 CMA mnoxapa3yMeBaeT BO3MOXHOCTb OKa3aHWsS IIEPBUYHOM, CHEUUAIM3UPOBAHHON U

HaJUTMATUBHOM MEIUIIMHCKON MOMOIIIM HA BCEX dTarax 3a00JIeBaHU.

[Tpu mocranoBke amarHo3za CMA, mamnueHT JIOMKEH OBITh HAIPABIICH K CIICIHAIHICTY, HMCIOIIEMY
ombIT paboTtel co CMA, oOmamaromero CoBpeMeHHOW HHopMalueld O TEUYeHWH 3a00JIeBaHUS U
BO3MOKHOCTH Y4YacTHsl B KIIMHUYECKUX HCCICOBAHMAX (HOBBIX JICKAPCTBEHHBIX IMPENapaToB W/WIH

TEXHUUYECKUX YCTpOoMCTB). Takke BakKHBIM SIBIsieTCS MH(GOPMHUPOBAHUE MAIMEHTOB M HUX CEMEN O



CYIIECTBYIONIUX OOIIECTBEHHBIX OpraHU3alMSX, PAOOTAIONIUX C ATOW TPYIION JIOAeH, O Ciayxoe

MaJJJIMaTUBHOMN MCI[PII.[PIHCKOFI IIOMOIIIH.

K naGmronenuto 3a naruentom co CMA fomxHa ObITh MPUBJICUEHA MYJIBTHAUCIIUITIMHAPHAS KOMaH/Ia
CIICIIMAJIUCTOB B COCTaBE: Bpauy-HEBPOJIOL, BPAu-TEPANEBT, BPAUY-TCHETUK, CICIUAIUCT IO
peCTUpaTopHON MOAJEPKKE (Bpad-MyJbMOHOJIOT W/WIU Bpad-aHECTE3HOJIOT-PEaHNUMAaToNIOT), Bpay-
KapuOJIOT, Bpa4-TPaBMaTOJIOr-OpTONE ], Bpau-Xupypr, Bpad Mo MEAUIIMHCKON peaduIuTaluu U Bpau-
dbuzmoTepareBT, Bpau-IUETOJION, BPAY-TACTPOIHTEPOJIOT, Bpadya MO NAUIMATUBHON MEIUIIMHCKOM
MOMOIIY, a TAaKXE€ COTPYAHUKU MEAMIIMHCKUX OpraHu3auuii (M UX MmoJpas/elieHuil), OKa3bIBAIOIINUE
CHEUUATIM3UPOBAHHYIO TAJUIMATUBHYIO MEIUIMHCKYI MOMOIIb. Jlpyrue crneuuanucTbl JOJAKHBI

ITPUBJICKATHCA 110 MEPC BOSHUKHOBCHH CHGHI/I(I)I/I‘-IGCKI/IX HpO6JIeM.

KommenTapun: Bpau-HEBpOJIOT, KaK CHEHUAIUCT B OOJACTH HEPBHO-MBILICUYHBIX 3a00JIeBaHU,
OCYIIIECTBIISIET OCHOBHOE HaOmogeHue 3a mamueHtamu co CMA. B kpyr oOs3aHHOCTE Bpada-
HEBPOJIOTa BXOAUT OOCJIEIOBAHME U MMOCTAHOBKA JMArHo3a, HHPOpMUpPOBaHHE CeMbU O 3a00JIeBaHUM,
COCTaBJICHHE IJJaHA MHOTONPO(UILHOTO HAONIIOAEHUS, OCYIIECTBICHUE HAOIIOACHUS 32 MALMEHTOM,
OlICHKAa JMHAMUKA M CTENEHHM MPOTPEeCcCUpPOBaHUs 3a00JIEBaHMUSI TPU PETYISIPHBIX OCMOTpax,
Ha3HayeHue Tepanuu. Ha osrame oxa3zaHus CHeNUaIu3UpPOBAHHOW MEAMIIMHCKOW TIOMOIIM Bpau-
HEBPOJIOT MPUHUMAET Y4acTUE B OIICHKE (PYHKIMOHAIBLHOTO COCTOSHUS MAIlMeHTa (OIIeHKA 10 IIKalIaM
HEpBHO-MbIIIEUHbIX Hapymienut npu CMA). Ilpu cocrtaBieHuUM IU1aHa MHOTONPO(UIBEHOTO
HaOMIOZCHNUS, Bpau-HEBPOJOT OIpPEAENseT KpaTHOCTh HAOMIONEHUS Yy JPYTUX CHEIUATHCTOB
MHOTONPO(UIBLHOW KOMaHJBI, COOTBETCTBEHHO TEKYIIEMY COCTOSHUIO manueHTa. [lpum kaxaom
OCMOTpE Bpay-HEBPOJOI OCYILIECTBISET NEPEOLEHKY TEKYIIero COCTOSIHUS TalueHTa W B
COOTBETCTBUM C 3TUM BHOCHUT KOPPEKTHUPOBKH B IUIaH MHoOromnpoduiabHOoro Habmonenus. B cBoux
PEKOMEHJIAIMAX Bpad-HEBPOJOT yKa3bIBaeT HEOOXOMMMBIE TAIMEHTY TEXHHUYECKHUE CpelCcTBa
peabunuTanuy, MEAUIMHCKYIO anmapaTrypy, CpeACTBa OpTONEIUYECKON KOPpPEeKIUH, JeKapCTBEHHBIE
npenaparbl, W3AeNus MEIUWLUHUHCKOTO Ha3HAYeHUs] W Jp. B COOTBETCTBHUHM C BBISIBJICHHBIMU

HOTpe6HOCT$IMI/I manueHTa 1 pCKOMCHAAIUAMUA HpO(bI/IJ'IBHBIX CIICaJInCTOB.

Heobxonumo crienoBaTh MPUHIINIY «PAaHHETO BMEIIATENbCTBA», UYTO MOApPa3yMeBaeT MPO(HUIAKTHKY
HEM30€KHO BO3HUKAIOIIUX OCJIOKHEHUH Ha (oHe pa3BUTUS 3a00J€BaHMA W paHee NPUMEHEHHE

TEXHUUYECKUX CPEACTB peaduInuTalui, MEIULIMHCKOMN anmnapaTypsl U JPyruX METOJI0B TEPaIUU.



7. lonoJtHUTeIbHAsA MH(pOpMALUA (B TOM YHUCJIE
(paxkTOpHbI, BIUSIONINE HA UCXOA 3200/ 1eBAHUS WU
COCTOSIHMA)

JlononmauTenbHASE HHGOPMAITUS OTCYTCTBYET.



Kpurepun oieHKH KayecTBa MEIUIIUHCKOU MTOMOLIH

N2 OueHka

Ne Kputepumn kauecrBa BbINONAHEHNS

1 BbINO/IHEHO MONEKYNSApHO-TeHeTUYEeCKOe WCCrefoBaHMe MaToreHHbIX BapuaHToB B reHe SMN1 Bcem Aa/HeT
rnauueHTam ¢ nogo3peHvem Ha CMA

2 BbinonHEHO onpegeneHve 4ucna Konui reHa SMN2 y naumeHTa C MOATBEPXAEHHbIM TeHeTUYECKUM Aa/Her
anarHosom CMA

3 BbinonHeH npueM (OCMOTP, KOHCy/bTauusl) Bpadya-HeBposiora rMepBUYHbIN BCEM MNauMeHTaM C Aa/HeTt
noaospeHmem Ha Hanmume CMA

4 BbinonHeH npmém (0CMOTp, KOHCY/bTaLMs) Bpavya-reHeTmka nepBuMYHbIi BCEM MauneHTaMm C Nnogo3peHnem Aa/Her
Ha Hannume CMA

5 HauaTta Kak MOXHO paHblle naTtoreHeTndeckas Tepanus CMA BceM nauMeHTaM C reHeTu4Yecku Aa/HeT
noaATBepPXAEHHbIM AMArHo3oM (BHe 3aBMCMMOCTM OT Bo3pacTa AebioTa 3abosieBaHMs, TeKyLero Bo3pacrta
rnauueHTa n NCXogHoro yHKLUMOHANbHOIo ctaTyca)

6 lMpoBeaneHa oueHka OYHKUMOHANbLHOIO ABWUraTeNlbHOro craTtyca B3poc/abix naumeHtoB co CMA no Aa/HeTt
COOTBETCTBYHOLNM (DYHKLMOHANbHbLIM LWKafaM U TecTaM Ha BpeMs

7 [MpoBeaeHa oueHka MYHKLMN KeBaHUS U rNoTaHUsa naumeHTam co CMA Aa/HeT

8 MpoBeaeHo wuccnenoBaHME HECMPOBOLMPOBAHHbLIX AblXaTelbHbIX O0O6HEMOB WM MNOTOKOB B3POC/bIM Aa/HeTt
nauueHtam co CMA

9 MpoBenéH npuémMm  (OCMOTP, KOHCy/nbTauusi) Bpada-ny/JbMOHOSIOra  MEPBUYHLIN  MauUMEHTy C Aa/HeT
noaTBEPXAEHHbLIM AnarHozom CMA

10 MpoBeaeH npuém (OCMOTP, KOHCy/bTauMsl) Bpada-TpaBMaTosiOra-opronena MNEepBUYHbLIA MNaLMEHTY C Aa/HeTt

noaTBEPXAEHHbIM AnarHozom CMA
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Ipuaoxkenue Al. CocraB padouer rpynnsl mo
pa3paloTke U mepecMOTpPy KIHMHUYECKHX
pPeKOMeHaalni

AnucumoBa MHra BaauMoBHa, Bpau-reHETHK, 3aBEIyIOIIasi OTJEJIOM OpPraHu3allud MEIUIMHCKOU
nomoun GPI'bHY «Menuko-renernueckuii HaydHbl HeHTp nmeHn akajgemuka H.I1. boukoBa», K.M.H.

AptrembeBa Cpernana bpoHuciaaBoBHa, HEBPOJIOL, 3aBeNyIOLIasi JETCKUM IICUXOHEBPOJIOTUYECKUM
ornenenueM-2 OCII HayuHo-uccnenoBaTelbCKUd KIMHUYECKUA WHCTUTYT neauarpuu um. FO. E.
Bensrumesa ®T'AOY BO «PHUMY um. H.U. [Tuporoay M3 PO, k.M.H.

benoycosa Enena /ImutpreBHa, HEBPOJIOT, 3aBEAYIOMIAsA OTICIIOM IICUXOHEBPOJIOTUHN U SMUJICITOJIOTUN
OCII HayuHo-ucclienoBaTeNbCKU KIMHUYECKUM WHCTUTYT neauarpuu um. FO.E. Benbsruiiena
OI'AOY BO «PHUMY UM. HN.ITMPOI'OBA» M3 P®, npodeccop, 1.M.H.

Bonbsckuii ['puropuii bonucnaBoBud, Bpau TpaBmaronor-opronen, 'AY3 TO JJIPL «Hanmexna» T
Tromenp

Bnomageny JlmMuTpuii BrmaauMupoBH4Y, HEBPOJIOL, BEAYIIAM HAy4YHbIM COTPYIHUK OTHENa
ncuxoHeBpoiorun u snwientogornn OCII HaywHo-uccienoBaTeNbCKUl KIMHUYECKUT HWHCTUTYT
neauaTpu M AeTcko xupyprun um. akagemuka [O.E. Bensrumesa ®I'AOY BO «PHUMY nwm.
H.N.ITuporosa» M3 P®, noueHTt xadeapbl HEBPOJIOTHH, HEUPOXUPYPTUU U MEIUIIMHCKONM T€HETHUKU
nmenu akaaemuka JI.O. bamansna nemmarpuueckoro ¢akynsreta ®I'AOY BO «PHUMY umenu
H.N. TIuporosay MunznapaBa Poccuu, IlpesumeHT Accorumaiuu IETCKHMX HEBPOJIOTOB B 00JacTH
muojiorun «HEOMMO», K.M.H.

I'epmanenko Ombera IOpbeBHa, ydpeauTeab W AUPEKTOp OJArOTBOPUTEIHHOTO (DOHIA TIOMOIIH
OOJIbHBIM CIMHAJILHOW MBIIICUHOU aTpouelt M JIpYyrMMH HEPBHO-MBIIICYHBIMH 3a00J€BaHUSIMU
«Cembpu CMAY»

I'yzeBa Banentuna MBaHOBHa, HEBpOJIOT, 3aBenyromias Kadempoil HEBPOJOTHH, HEUPOXUPYPTUH U
meaunuHckod reHetuku OI'BOY BO Cankr-lletepOyprekuii rocynapCcTBEHHbINH TeAUaTpUUECKUN
MEIMIIMHCKUN YHUBEPCUTET, UlieH-KoppecnonaeHT Poccuiickoit Akagemun EctecTtBo3nanus, [ 1aBHbIM

BHEIITATHBIN JETCKUH criennaauct Hespojaor M3 P®, mpodeccop, 1.M.H.

3a0nenkoBa Bukrtopuss BmanumupoBHa, Bpau 1a0OpaTopHbId T€HETHK, K.M.H., CTapIIMi Hay4YHbIN
corpynuuk maboparopun JIHK muarnoctukm mabopatopum JIHK muarnoctuku ®I'BHY Mennko-

TeHeTHUECKUI Hay4IHbIN 1IeHTp nMeHn akaaemuka H.I1. boukosa, k.0.H.

NpanoBa T'anuna EsrenbeBHa, I[lpencenmarens OOmepoccuiickoii OOIIECTBEHHOW oOpraHu3aluu
COJICHCTBUS Pa3BUTHIO MEAUIIMHCKON peadbmnuronorun «Corw3 peadbunutonoroB Poccum», riaBHBIN
CHEIMATUCT 10 METUIMHCKON peaOunuranun MuHUCTEpCTBa 37paBooxpaHeHus Poccwuiickoit
®enepanuu, ®PMBA Poccun, 3aBeayromas kadenpoit meaunuHckond peadunurtanuu OO I'BOY
BIIO PHUMY um. H.W. Iluporosa, pykoBonutens HUL] menunmnckoit peadbmnmurannu OI'Y OGIIMH
®MBA Poccumn, n1.M.H., mpodeccop



Nnnapuomkun Cepreit HukomaeBuy, HeBposior, A.M.H., ipod., akagemuk PAH, nupextop MucTHTyTa
mo3ra ®I'BHY «HayuHblil IEHTp HEBPOJIOTUNY», 3aMECTUTEIb IUPEKTOpa 10 HayyHoil pabore ®T'BHY

«Hay4Hblil HIEHTp HEBPOJIOTUW

Kenuc Bmagumup Mapkosuu, 3amecturens nupekropa OI'BY «HayuHo-uccienoBarenbCckuil 1eTCKUA
opronenuyeckuit uHctutyT uMenu [.M. Typuepa» Munsapasa Poccuu, 1. Caunkr-IlerepOypr,
PYKOBOJIUTEb OTJEICHHUS MATOJIOTHU CTOIbI, HEHPOOPTONEAUH M CUCTEMHBIX 3a00JeBaHMM, I.M.H.,
uyiieH EBpomeiickoro o0miecTBa AETCKMX OPTONENOB U AMEpPUKAHCKOW akaJeMuu IepedpaibHOro

Iapajnva.

KntomnnkoB Cepreit AHATONbEBUY, HEBPOJOL, K.M.H., BEIYIIMA HAy4YHBIM COTPYAHUK S-TO
HEBPOJIOTUYECKOTO OTACIICHUS C MOJIEKYIIPHO-TeHeTUUeCKo# Taboparopuelt MHCTUTYTa KITMHUYECKOM

u npo¢unakruyeckoit Heponoruu ®I'BHY «Hayunslii neHTp HEBpoIOTUN».

Konecos Cepreii BacunbeBud, pyKOBOAUTENb OTAEIEHUS Marojoruu no3BoHouHuka OI'BY «HMUI]

TO um. H.H. [IpuopoBa» Munszapasa Poccuu, . MockBa, A.M.H., nmpodeccop

KomapoBa Oxcana HukomnaeBHa, Bpad meauarp, racTpOdIHTEPOJION, JIMETOJION, CTapIIuii Hay4YHbIN
corpyaHuk otaena ractposnteponoruu OCII HayuHo-uccnenoBaTeabCKUi KIMHUYECKUH HHCTUTYT
neauarpun uM. FO.E. Bensrumesa ®I'AOY BO «PHUMY M. H.U.ITUPOT'OBA» M3 PO, k.M.H.

Kyp6aroB Cepreii AnekcaHapoBWY, K.M.H., Bpa4-T€HETHK BBICIIEH KBaTU(UKAIIMOHHON KaTeropuw,
HEBPOJIOT, TEHETHK, Bpad (yHKIuoHambHON muarHocTuku OOO «3mopoBsiii Pebenok" (Boponex),
CTapIINM HAy4YHbIM COTPYAHUK Hay4yHO-MCCIIEI0BATENIbCKOTO HHCTUTYTA JKCIEPUMEHTAIBHOM
OMoJOoTUU W MEAUIMHBI, BOpOHEKCKMN TOCymapCTBEHHBIM MeauIMHCKU yHuBepcuteT um. H.H.
Bypaenko; miaBHbIM MEIMUMHCKANA COBETHMK MO penkum 3aboneBanusM OOO Cemantuk XaoO,

MockBa.

Kyues Cepreit IBanoBuu, akagemuk PAH, nupexrop ®I'BHY Menuko-reHeTH4eCcKuil HayYHbIi HEHTP
umenu akajgemuka H. II. boukoBa, Ii1aBHBIM BHEINTATHBIM CHEIUAINUCT MO MEIUIIMHCKOM T'€HETHUKE

Munsapasa Poccun, npe3uneHT Acconranuy MEIUIUHCKUX TeHETUKOB Poccuu, 1.M.H.

Hes3opoBa Jluana BrnagumuposHa, Ilpencenarens IIpaBneHuss HEKOMMEpPYECKOM OpraHu3alvuu
«Acconpanus NpoPECCUOHATIBHBIX YYAaCTHUKOB XOCIHCHOM mNoOMOIIM», aupekrtop PenepanbHOro
Hay4YHO-IIPAaKTUYECKOrO LIEHTpa naumatuBHON meauuuHckor nmomomu OI'AOY BO Ilepswiii MI'MY

uM. U.M. CeuenoBa Munsznpasa Poccun (CedeHOBCKUI YHUBEPCHUTET), K.M.H.

Hukutun Cepreit Cepreesuu, Ilpencenarens PernonanbHOW OOIIECTBEHHON — OpraHU3alUU
«OOI11eCTBO CHEIUANTKNCTOB MO HEPBHO-MBIIICUYHBIM OOJIE3HAM», 3aBEAYIOMMA Kadenapoil reHeTHKU
HepBHBIX O0oe3Heit ®I'BHY « MI'HL» a.Mm.H., mpodeccop

[TonsikoB Anexcannap Bmamumuposud, 3aBeayrommuii jgadoparopueit JIHK nuarnoctuku ®I'BHY
Menuko-reneTnuecKuii HayyHblil HeHTp umenn akagemuka H.I1. boukosa, unen-koppecnonnent PAH,
1.0.H., mpodeccop.



Pynenko JImutpuii Uropeswu, 3amectutens miaBHoro Bpaua CII6 I'BY3 «lopoackas
MHoronpo¢uiasHas 6onpHuna Ne2y Cankr-IlerepOyprckoro Menununckoro Yuusepcurera um. M.II.

[TaBnoBa, 1.M.H., mpodeccop

Cy66otun JImutpuit Muxaiinosuu, Bpau-reHeTuk ®I'BHY «Menuko-reHeTH4ecKil HayuYHbId LIEHTP

nmenu akagemuka H.I1. boukoBay, unen Acconmanuy MEIUIIMHCKUX TEHETHKOB

CynoneBa Haranbs AnekcanapoBHa, HEBPOJOT, Bpau (HyHKIMOHATHHOW NUAarHOCTHKH, J.M.H., IPod.,
yneH-koppecronnenT PAH, mupextop WMHcTtuTyra HeiipopeaOWiuTalliud M BOCCTAaHOBUTEIHHBIX

texHonornt ®I'bHY «Hayunslii neHTp HEBPOIOTUW

CycnoB Bacunmii MuxaiinoBud, HEBpOJOr, accUcTeHT Kadenpsl peadmmmronorunu OII u IO,
OI'bOY BO  «Cankr-lIletepOyprckuii  rocynapCTBEHHBIM — MEAMATPUYECKUM — MEAUIIMHCKUAN

yHuBepcure™» Munsapasa Poccun.

numrokoBa KOnust AnexcanipoBHa, HEBPOJIOT, K.M.H., HAyUYHbIH COTPYIHHUK S5-TO HEBPOJIOTHYECKOTO
OTHEJNIEHUs] C  MOJIEKYJISIpHO-TeHEeTH4Yeckol  ymaboparopueid  MHCTUTyTa  KIMHMYECKOM U

npodunakruueckoit HeBponoruu GI'BHY «HayuHblit 1IeHTp HEBPOIOTHI.

[tabuuukuii Bacunuit AHapeeBud, Bpad-IyJIbMOHOJIOTL, JOLEHT Kadeapsl myiabMoHonorun OAITO
OI'AOY BO «PHUMY UM. H.U.ITMPOI'OBA» M3 P®, skcniept 6rarorBoputensHoro gponnaa «Kusu

ceryacy, K.M.H.

SctpebueBa Mpuna [lerpoBHa, HEBpOJIOT, Bpay (pU3MUECKON U peaObUINTAMOHHOW MEIULMHBI, JI0L.,
npodeccop kabenpsr HeBposoruu u Hehpoxupyprun ®I'BOY BO HBanoBckas rocymapcTBeHHas

MeIUIMHCKas akaaeMuss Munsapasa Poccun, 1.M.H.

Konguaukr uatepecos:
Apmemvesa Ceemnana bponucnagosna

OO6pa3zoBareabHbIC TPAHTHI M TOHOPAPHI 3a Jeknuu oT Kommanui SAuccen, Pom, PTC mo mpoGmemam
HEPBHO-MBIIICYHBIX 3a00JIeBaHU. YperynupoBaHue KOH(MINKTA: HE UMeeT (PMHAHCOBBIX MHTEPECOB B

YKa3aHHBIX KOMITIAaHUSX, HE Y4acTBOBAJIa B HAaNMCaHUM paszaena «llarorenernueckas tepanus».
benoycoea Enena /[mumpuesna

ToHopap or xoMmanum SIHCCEH 3a JEKLHIO. YPErylupoBaHHWE KOH(UIMKTA: B JIEKIIMU OOCYXKJaJUCh

TOJIbKO BOIIPOCHI quarHoctuku CMA.

Bnrooasey JImumpuii Braoumuposuu



['maBHBIA wuccienoBaTelb B MEXIYHAPOIHBIX KIMHUYECKUX HCCIECIOBAHUSAX CO CIOHCOPCTBOM
xomnanuii PTC Therapeutics, F. Hoffmann-La Roche, Novartis, Biogen, NS Pharma, Sarepta
Therapeutics, Pfizer, Avexis; ronopap 3a nekuuu ot komnanuidi PTC Therapeutics, F. Hoffmann-La
Roche, Janssen, Novartis, [luk-hapma. VYperymupoBanme KoH(DIHWKTa: HE wHMeeT (HUHAHCOBBIX
MHTEPECOB B YKa3aHHBIX KOMIIAHWSAX, HE Y4YacTBOBaJ B HamucaHuu paszzaena «llatorenermueckas

Tepanus.
I'epmanenxo Onvea IOpvesha

T'oHOpaps! 3a NEKIMK ¥ KOMIIEHCAIMS TPAHCIOPTHBIX PAacX0/I0B 32 YYacCTHE B AKCIEPTHBIX COBETaX OT
komnanui Biogen, Novartis Gene Therapies, Novartis, Roche. YperynmupoBanne koHpIHKTa: HE IMEET
(PMHAHCOBBIX MHTEPECOB B YKa3aHHBIX KOMIIAHUAX, B JEKIUSAX U SKCIEPTHBIX COBETaX 00CYKIANINUCh
BONPOCHI IMyTH NalMEHTa CO CIHHAJIbHOM MbleyHOW arpoduei. He ywacTBOoBasia B HamucaHuu

pasnena «llatoreneTnueckas Tepanus».
Unnapuowxun Cepeeu Huxonaesuu

Tonopap ot xommnanuii Pom-MockBa u SIHCceH 3a nekuuu. YperyaupoBaHHe KOH(IUKTA: B JEKIUU
00CYXIaluCh TOJBKO BOIpPOCH maropusuonorud u auarHoctuku CMA, He uMeeT (DUHAHCOBBIX

MHTEPECOB B YKa3aHHBIX KOMITAHUSIX.
Kypbamos Cepeeti Anexcanoposuu

Tonopap or xomnanum SHCCeH 3a NEKUMH. YPEryaupoBaHHWE KOH(IUKTA: B JIEKIIUU O0OCYXKIAIUCH

TOJILKO BOIPOCHI natoduanonoruu u quarioctuku CMA.
Knrownukoe Cepzeii Anamonvesuu

Tonopap ot xommnanuu SHCCeH 3a NEKIMH. YPEryaupoBaHHWE KOH(IUKTA: B JIEKIIMH OOCYXKIAINCh
TOJIBKO BOIpockl natopusnonornu CMA u npoOiema BBINOJIHEHUS TIOMOAIbHON MyHKIUHN, HE UMEET

(PMHAHCOBBIX UHTEPECOB B YKa3aHHOIN KOMIIAHUU.
Cynonesa Hamanvs Anexcanoposna

T'onopap ot xommnanuii Pom-MockBa u SIHcceH 3a JeKuuu. YperyaupoBaHHe KOH(IUKTA: B JIEKLUUU
00CYXIaNnuCh TOJBKO BOMPOCH (u3mdeckoil peadwmmraruu npu CMA, He uMMeeT (HUHAHCOBBIX

MHTEPECOB B YKa3aHHBIX KOMITAHUSIX.
Lnunoxoea IOnus Anexcanoposeua

T'onopap ot xommanuii Pom-MockBa u SlHcceH 3a JeKUMH. YperyaupoBaHUE KOH(IMKTA: HE UMEET

(MHAHCOBBIX UHTEPECOB B YKA3aHHBIX KOMITAHUSIX.
LImabnuyxkuii Bacunuti Anopeesuy

ToHopap or xommanum SlHCCEH 3a JEKLHUIO. YPErylupoBaHHWE KOH(IIMKTA: B JIEKIIMU OOCYXKIIaTUCh

TOJIBKO BOITPOCHI pecniuparopHoil nogaep:xku nmpu CMA.






IIpunoxkenne A2. MeronoJiorusi pa3padoTKku
KJINHUYECKHUX PeKOMEHIAIMT

LeneBast aynnTopus JAHHBIX KIMHUYECKUX PEKOMEHIALMIi:

1. Bpauu-HeBponoru, Bpauyu-TPaBMaTOJIOTHU-OPTOIE b, Bpauu-HEHPOXUPYPTH, Bpaul-aHECTE3UOIOTH-
pEaHMMAaTONIOTH, BpPAYU-TaCTPOIHTEPOJIOTH, BPAUMU-IUETOJIOTH, BpPAuYM-IIYJIbMOHOJOTH, Bpaydu-
KapAHOJIOTH, Bpayu M0 JeuyeOHOU (PU3KYIbType, Bpaul (U3HUECKON U peaOuINTalMOHHON MEIULIMHBI,

Bpa4H-dHIOKPHUHOJIOT Y, BpaYH-TEPAIICBTHI.
2. CTyaeHThl MEIUIIMHCKUX BY30B, OPJAMHATOPHI, ACIIUPAHTBHI.

MeTOI[bI, HCIMOJb3YEMbIC IJIA cﬁopa/ce.ﬂelcmm AOKa3aTeJIbCTB: IIOMCK B OJJICKTPOHHBIX 0azax

JTAHHBIX.

Onucanue MeTOA0B, HCHOJB30BAHHBIX /ISl OLEHKH Ka4ecTBa W CWIbI JI0Ka3aTejbCTB:
J0Ka3aTesNbHONM 0a30M Juisl peKOMEHAALMM SBJISIOTCA MyOnukauuu, Boweamue B KoKpelHOBCKYIO
6ubnmnoreky, 6a3sl qanHbpix MEDLINE u PubMed.

I'my6una moucka — 10 ner.

MeToabl, HCTIOIb30BAHHbIE sl OIEHKH Ka4eCTBA M CHJIbI I0KA3aTeIbCTB:
- KOHCEHCYC IKCTIEPTOB;

- OIIEHKA 3HAYUMOCTH B COOTBETCTBHU C PEUTHHIOBOM CXeMOM (CXema MpHIaraeTcs).

MeTonbl, HCTIOIb30BAHHBIE VIS AHAJIH3A 10KA3aTeJIbCTB:
- 0030pbI OMyOTMKOBAaHHBIX METa-aHAJIN30B;

- CHUCTCMATHUYCCKHUEC 0630pI>I C Ta6J'II/II_IaMI/I J0Ka3aTCJIbCTB.



Onucanmne METOA0B, HCITI0JIB30BAHHBIX /IJI1 aHAJIHU3a T0KAa3aTECJIbCTB

HpI/I 0T60pe HY6J'II/IK3HI/1ﬁ KaK IIOTCHIIMAJIbHBIX UCTOYHHNKOB JOKA3aTCIbCTB MCIIOJIB30BAHHAA B KaXKXI0M

HCCIICAOBAHUN MCTOAOJIOTUSA M3Yy4YaCTCAa IS TOIO, YTOOBI Y6CI[I/ITBC$I B €€ BaJIUJIHOCTH. P C3yJIbTaT

HU3Yy4YCHUs BIMACT HAa YPOBCHb AOKA3aTCIILCTB, HpI/ICBaI/IBaeMBII\/'I Hy6J'II/IKaLII/II/I, 4TO B CBOIO OUYCPCAb,

BJIMACT HA CUITY peKOMCHHaHHﬁ. I[J'ISI MHHUMU3aAOIUH IMIOTCHIOHAJIbHBIX OImnoOOK KaXXJ10€ HCCIICA0OBAHUEC

OLCHHUBAJIOCh HE3aBHCUMO. JIro0nIe pasimuusl B OLOCHKAX O6CY)KI[aJ'II/ICB BCel rpynnoﬁ ABTOPOB B

IIOJIHOM COCTaBcC. HpI/I HCBO3MOKXHOCTH JOCTHXCHHA KOHCCHCYCA IIPUBJICKAJICS HE3aBUCUMBIN OKCIICPT.

B JaHHBIX KIMHHUYCCKHUX PCKOMCHIANMAX BCC CBCACHHUS PAHKXHWPOBAHLI IO YPOBHIO JOCTOBCPHOCTHU

(nokazarenbHOCTH) WK Y/[/[ B 3aBUCMMOCTH OT KOJIMYECTBA U Kauye€CTBa HCCIICIOBAHUN IO JaHHOMU

npoOieme (Tabnuiia 2 1 Tabnuina 3).

Tao0auua 2

[lIxana onenxu Y/ 1 nMarHoCTUYECKUX BMEIIATEILCTB™.

van MUepapxus AN3aliHOB KJIMHUYECKUX UCC/iefoBaHU No y6biBaHUIO YPOBHSA AOCTOBEPHOCTM AOKa3aTesIbCTB oT 1
po 5

1 CuctemaTnyeckme 0630pbl MCCNEAOBaHUI C KOHTPONeM pedepeHCHbIM MeTOAOM WM  cucTemaTuveckuii  063op
paH,CI,OMVIBVIpOBaHHbIX KINIMHNYEeCKUX nccnegoBaHmm cC I'IpVIMEHeHVIeM MeTa-aHa/1n3a

2 OT,EI,eﬂbeIe mnccnegoBaHmna cC KOHTpOJ'IeM pecbepeHCHblM MEeToA0OM WU OTAESIbHbIE paH,CLOMVIBVIpOBaHHbIe KJINMHUN4YecKune
nccnegoBaHna Mo cuctemMatTuydeckume 0630pr MCCﬂeﬂ,OBaHMVI nboro p,m3a17|Ha, 3a WUCK/KYEHMEM PaHAOMU3UPOBAHHBbIX
KIMMHNYECKNUX nccnegosaHnmn, C npuMeEHEHNEM MEeTa-aHann3a

3 WccnenoBaHus 6e3 nocneaoBaTe/lbHOrO KOHTPOsS pedepeHCHbIM MeTOA0M WKW UCCenoBaHust C pedepeHCHbIM MeTOA0M,
HE ABNAKWNMCA HE3aBUCUMbIM OT UCCIEAYEMOro MeToda WM HepPaHOAOMU3MPOBaAHHbIE CpaBHUTE/IbHbIE UCCIEAOBAHUA, B
TOM 4NCNe KOropTHble nccneaoBaHun4a

4 HeCpaBHMTeﬂbele nccneaoBaHus, onncaHne KIIMHNMYeECKOoro cnyyas

5 MMeeTca nuwb o60CcHOBaHME MeXaHU3Ma ,Cl,el‘/JICTBVIFI NN MHEHUNE 3KCNEPTOB

Tab6auua 3

Ilkana onpenesenus YA/ nas  JgeyeOHbIX, peaOdMIMTANUOHHBIX, MNPOPUIAKTHYECKHX

BMeENIATEJIbLCTB Y.

Uepapxusn AW3aAHOB KJIMHUYECKUX UccnepoBaHuim no y6b|Ba|-|mo YPOBHSI OCTOBEPHOCTU AOKa3aTeNbCcTB OT 1

yan no s

1 CucteMaTnyeckuin 0630p paHAOMU3NPOBAHHBIX KIMHUYECKUX UCCIe0BaHWUIM C MpUMEHEHMEM MeTa-aHanusa

2 OTaenbHble PaHAOMM3MPOBAHHbIE KJIMHWYECKME WCCIeA0BaHMA W cucTeMatnyeckne 0630pbl MCCNeaoBaHwii o6oro
Au3aiiHa, 3a UCKIOYEHNEM PaHLOMU3MPOBAHHbIX KIIMHUYECKUX UCCNIeA0BaHMA, C MPUMEHEHMEM MeTa-aHanm3a

3 HepaHAOMU3NPOBaHHbIE CPAaBHUTENbHbIE UCCIEA0BAHNUS, B TOM YMC/IE KOTOPTHbIE UCCNeA0BaHUS

4 HecpaBHWTENbHbIE WCCEA0BaHNUS, OMUCAHWE KJIMHUMYECKOrOo Ccflydyas WM CEepuM C/y4yaeB, WUCCNefOoBaHME <«Crydyaii-

KOHTPO/1b>»




van MUepapxusa AM3aiHOB KJIMHUUYECKUX UcciefoBaHMi No y6biBaHUIO YPOBHS 4OCTOBEPHOCTU AOKa3aTesbCTB OT 1
nobS

5 MmMeeTca nuiib 060CHOBAHUE MeXxaHW3Ma [AEeNCTBUS BMeELaTeNbCTBa ([AOK/IMHUYECKME WCCNEeNOBaHUSA) WU MHEHUe
3KCMepToB

Jlanee onpenensics ypoBeHb YOSIUTEIbHOCTH PEKOMEH AN — Tabnuia 4
Tadauua 4

Ilkana onpenenennss YYP [aiasi JIMArHOCTHYECKHX, Je4YeOHBIX W NPOPUIAKTHYECKHX

MePOoTpuATU™.

YYP PacwudcdpoBka

A CunbHas pekoMmeHzaumsa (Bce paccMaTpmBaeMble Kputepun 3(PhEKTUBHOCTU (MCXOAbl) SBASKOTCA BaXKHbIMU, BCe
MUccrnenoBaHUsl MMEKT BbICOKOE WM YAOB/IETBOPUTENbHOE MEeTOA0JIOMMYeckoe KayecTBO, UX BblBOAblI MO WHTEPECYHLLNM
NCXo4aM ABNAKTCA COFﬂaCOBaHHbIMVI)

B YcnoBHaa pekoMeHzauus (He BCce paccMaTpuBaeMble Kputepun 3dhekTUBHOCTM (MCXOAbl) SIBASIKOTCS BaXHbIMWU, HE BCe
WUCCNeaoBaHMs MMEKT BbICOKOE WM yAOBJIETBOPUTENIbHOE METOA0JIOrMYeckoe KayecTBO W/WAM UX BbiBOAbI MO
MHTEPECYIOLWMM UCX0A4aM He ABASKTCA COr/lacoBaHHbIMK)

C Cnabasi pekoMeHgauusi (OTCYTCTBME [OKas3aTesNbCTB Hagjexalero KkKadectBa (BCE paccMaTpuBaeMble KpuTepuu
3(pHeKTUBHOCTM (MCXOAbI) ABNAOTCS HEBAaXHbIMM, BCE UCCNEAOBaHUS UMEKT HU3KOE METOAONOrMYEecKoe KayecTBO U UX
BbIBOAbI MO UHTEPECYIOLLMM UCXOAAM HE SIBAISIKOTCS COr/lacoBaHHbIMM)

* Marepuansl 115 pa3paOOTKu KIMHUYECKUX pekomeHaanuit https://rosmedex.ru/kr/reco

Iopsinok 00HOBJIEHUS KIMHUYECKUX PEeKOMEeH/IAIUIA.

MexaHu3Mm OOHOBIICGHHUS KIMHMUYECKUX PEKOMEHJAIMN MpelycMaTpuBaeT WX CHCTEMAaTUYECKYIO
aKTyalu3alfio — HE Peke YeM OJUH pa3 B TPH roja, a TaKXKe MPU TMOSIBICHUH HOBBIX JIaHHBIX C
NO3UIIMK JI0OKa3aTeJbHONM MEIUIMHBI [0 BONPOCAaM JHWAarHOCTUKH, JIEUEHUs, NPOPHUIAKTUKUA U
peadbmIuTali KOHKPETHBIX 3a00J€BaHUM, HAIMYUU OOOCHOBAHHBIX JIONOJHEHUI/3aMeuaHnuil K paHee

yTBepxkAEHHBIM KP, HO He yamie 1 pa3za B 6 mecsues.


https://rosmedex.ru/kr/reco

IIpunoxkenune A3. CnpaBo4yHbIe MaTEPHAJIbI,
BKJIIOYasl COOTBETCTBHE NOKA3AHUI K IPUMEHEHUIO H
MPOTUBOIOKA3AHUI, CIOCO00B MPUMEHEHHUA U 103
JIEKAPCTBEHHBIX MPENaparoB, MHCTPYKIIMH 110
MPUMEHECHHIO JIEKAPCTBEHHOIO Npenapara

l. [Ipuka3z Munznapasa Poccuu ot 13.10.2017 N 804n (pexn. ot 24.09.2020, ¢ uszm. ot 26.10.2022)

"O6 yTBEepXKACHUN HOMEHKJIATYPhl METUIIUHCKUX yCIyT";

2. [Ipuka3z Munznpasa Poccuu ot 07.10.2015 N 700H (pen. ot 09.12.2019) "O nomeHkiarype
CHEIUATbHOCTEN  CHEIUANIMCTOB, HMEIOIIMX BbICHIEE MEAMIIMHCKOE M (papMaleBTUYECKOe

obpazoBanue";

3. [Ipukaz Munszapaa Poccuu ot 15.11.2012 N 926u "OO6 ytBepxkaeHuun Ilopsiika okazanus

MEIUIIMHCKOU MTOMOIIM B3POCIOMY HACEJICHUIO MPU 3a00JI€BaHMSIX HEPBHOW CUCTEMBI "

4. NHCTpyKIMS 110 MPUMEHEHUIO JIEKAPCTBEHHOIO IMpenapara HyCUHEpCeH™ ™, TOCTymHO Ha BeO-

nopraje ['ocynapcTBEeHHOTo peecTpa JeKapCTBEHHBIX CPEJCTB MO CChUIKE:

https://grls.rosminzdrav.ru/Grls_View v2.aspx?routingGuid=1122c0fa-2d51-462b-b3b9-
f3482f3aa446&t=

5. NHcTpykiust Mo MPUMEHEHHUIO JIEKapCTBEHHOTO Tpernapara pucaumiaM™*, nocTymHo Ha BeO-

ImopTajc FOCYJIapCTBCHHOFO peccTpa JICKAPCTBCHHBIX CPCACTB 110 CCBIIIKC!

https://grls.rosminzdrav.ru/Grls_ View v2.aspx?routingGuid=997acb67-4bc6-4810-b173-
886c29314b5Sa&t=



Ipuaoxkenue b. AJropurMbl JeiicTBUA Bpaya
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Ipuwioxenue B. Unpopmanus 1 manmeHTa

Yto Takoe cIHHAJLHASA MbllIeYHast aTpodun?

CnunanpHas wbimedHas arpodus (mamee CMA) — 93TO TEHETHYECKOE HEPBHO-MBIIICYHOE
3a0oJieBaHue, MOpa)karollee IBUTATeIbHbIE HEHMPOHBI M MPUBOJAIIEE K HapacTarouled MbIIIEYHON
cmaboctul. boie3sHb HOCHUT MNPOTPECCHUPYIOMMNA XapakTep: ci1aboCTh HAYMHACTCS C  MBIIII]
KOHEYHOCTEH W TYJIOBUIIA U TIO MEpE TeUeHUs 3a00JIeBaHUS JOXOAUT JI0 MBIIII], OTBEYAIOIIUX 3a

TJIOTAaHHUEC U JbIXaHHUEC.

Pacnpoctpanénnocts Bcex TunmoB CMA BMecTe B3SIThIX, IO ONyOJIMKOBAaHHBIM Ha CETOIHSIIHUMN JEHb
JaHHBIM, B OOJBIIMHCTBE Ciy4yaeB Kojebnercs okomo 1-2 ciaywaeB Ha 100 000 Hacenenus2.

HesaBucumo ot TsoxecTH, Bee Mo ¢ CMA nocTeneHHo TepsIoT ABUTareabHbie GpyHkmml.

CMA 00b19HO MOAPA3AEJAT HA 4 OCHOBHBIX THIIA8:



CMA 1 THnIa

[Iposaeaserca B BoO3pacTe a0 6 Mec.
Ilpr ecrecTEeHHOM pasBHTHH 3a0OIeBaHHA
JeTH CTIOCODHOCTH

HE AOCTHIawoT

NEPEBEPHYTRCA HIH CHIOETHE, a OXHIAEMAA

NpOoOOLFHTEIRHOCTE XHIHH COCTAEIAET <2

CMA 2 tTmna

[Ipoasaserca B Bospacte oT 6 g0 18

MECALIEE. HPH ECTECTECHHOM  pPasEHTHH

3a001epaHHA IeTH He TOCTHTAIOT

CIIOCOOHOCTH XOJHTB, MOXET TpeOoBaTeCA

HCIOIb30BaHHE MOTOPH30BAHHOH

.I'I'E’TB - 1

HHEATTHIHOH KOJIACEH

CMA 3 tuna CMA 4 Tuna

Juarsoz MOXeT BOZHHKHYTB EBILIOTH Junarsoz oOBMHO yCTaHABIHBAaeTCA B
a0 IIOJPOCTKOEOTO BO3pacTa. Ilpu | sperom  pospacte. Ilpm  ecrecTBeHHOM
€CTECTBEHHOM PasBHTHH 3a007epaHHA MOCTE | pasBHTHH  3a0oIeBaHHA  WOJH  MOTYT
HEPHO;IE HDPLIEIILHDI"G pﬂE'BHTHH JEOOH | HCIIBEITEIEATE }FBIEPEHHLIE JAEHT ATETEHEIE

NOCTEIICHHO TEPAKOT NOABHAEHOCTE, HHOI'JA H

CIOCODHOCTE XOTHTE!

HapyIIeHHA H MEIIIEYHYIO c1abocTs!

I'eneTnueckue ocooennoctu CMA

[Ipuunnoii Oone3Hu siBnsiercs Hapyumienue B rene SMNI. B Hopme ren SMNI BbipaOaTbiBaeT
omnpeneneHHpid Tunm Oenka — SMN (0emok BBDKMBAHUS MOTOHEMPOHOB), KOTOPHIA OTBEYACT 3a

nepeaayy HepBHO-MBILIEUYHBIX UMITYJIBCOB, HEOOXOIUMBIX JIJIs1 paOOThI MBIIILI.



CMA — reHeTn4yeckoe 3abonesaHue, NPUYMHOWN KOTOPOrO
AIBNSIETCA MyTauuu unu aeneuyuu B reHe SMN11.2

*SMN17 n SMN2 — npakTU4eckn WAEHTUYHBIE MeHbl,
pacnonoXeHHsle Ha Xxpomocome 5g131.2,

- Kogupylowas nocnegoearensHocte SMN2 otnuuaerca - SMN2 SMN1 c
oT nocnenoeatensHocT SMN1 ogHUM HykneoTUaoM 1 1
(840C > T)2 — —
*Tonbko ~ 10 % 6enka SMN, koTopblit BelpabaTtbiBaeT reH LleHTpomMepHan Konua TenomepHas konwa

SMN2, asnsetca oyHKUMOHaNbHBIM, YTO HEAOCTATOYHO AN
KomneHcauumn HencnpaeHoro reHa SMNT npu CMAZ,

/SR AIRIA
[+

- Mpwu otcyTcTBUKM 3abonesaHus red SMN2 He aBnsAeTcA i P 00%
HeobxogumblM, Tak kak SMNT npon3BoauT OCTATOMHO ‘ 0,00
dyHKkumoHansHoro Genka SMN. OOOOOOO

HedbyHkyMoHanbHbIA OyHKUMOHANBHbLIA
MpuyrHoin CMA ABNAKTCA Oeneuud UNK ToYeYHble Genok SMN Genok SMN

MyTaumu reHa SMN1, npueogsaLLmMe K HEAOCTATOMHBIM
YPOBHAM (hyHKLMOHanbHoro Benka SMN1. 2,

SMIN — Seaon asMWUBIEMOCITIU MOMOpHE Helpoxoa,
1. Butchbach MER. Front Mol Biosci 2016;3:7; 2. D'Amico A et al. Orphanet J Rare Dis 2011;6:71.

benok SMN HeoOxomuMm 17151 GyHKITMOHUPOBAHUS MOTOHEHPOHOB B CITMHHOM MO3TE€.

IIpu CMA ren SMN1 OTCYTCTBYET WX MOBPEXK/ICH, a 3HAYUT HE MOXKET BbIpadarbiBaTh Oes10k SMN. B
pe3yapTare 4ero pa3BUBAETCs TMOeNb 0-MOTOHEHPOHOB]. 0-MOTOHEHUPOHBI CIMHHOTO MO3Ta MPOBOJST
HMMITYJIbChI K MBIIIIAM M OTBeYaroT 3a ux cokpaumieHue. [Ipy CMA sTa nepenada HapylleHa, 4TO

NPUBOJUT K OCIIA0JIECHUIO U aTPO(UN MBIIIII.

CnuHHOR '
MO3T ML

HopmaneHen
&-MOTOHEHPOH

e,



1 Arpodmna
CnuHHOR ML

MO3r

a-MOTOHEHpPOH
npu CMA /

VY Bcex 6onbHBIX CMA umeeTcst XOTs ObI OJTHA KOTIHS «PE3EPBHOTO T€Hay», KOTOPHIN Ha3bIBalOT SMN2.
Crpykrypa rena SMN2 mnonobHa crpykrype reHa SMNI, HO TOIbKO HeOOJbIIas YacTh
npogyuupyemoro um Oenka SMN (10-20 %) sBusieTcs MONHOCTBIO (PYHKIIMOHAIBHOH. ITOTO

konudecTBa 6enka SMN HeoCTaTO4HO AJIs MOAAEPKaHUsI BBDKUBAEMOCTH MOTOHEHPOHOB.

Poab reaa SMN2

KonmnuectBo konuit reHa SMN2 MoxeT ObITh pa3HbIM. JTOT apaMeTpP UCHOJb3YIOT AJI ONPEACICHHUS
MOTEHIIMAJIBHOTO MPOTHO3a pa3BUTHs 3a0o0jieBaHUS — OoJbliee ynuciao konuid SMN2 cBS3BIBAIOT C
Ooree HU3KOM TsKecThIO cuMNTOMOB CMA. OgHako, JaHHAs KOPPENSIHs HE SIBISICTCS aOCOMIOTHOM.
14-16

[Tockonbky 3a00eBaHUE MOMKET MPOSBIATHCS B Pa3HBIX BO3PACTHBIX paMKaxX M IIMUPOKOM CIIEKTpe
CHMIITOMOB, MCKIIFOYUTEIBHO MO 4YMCIHy Konmuii SMN2 creneHb TSHKECTH MPOTHO3UPOBATH CIOKHO.
CnernuanucTsl peKOMEHIYIOT YUYHUTHIBaTh HE TOJBKO 4YHMCIIO Komwuii SMN2, HO u (PyHKIIMOHAJIHHBIE

CITOCOOHOCTH TIAIIMEHTA.

Bo3znetictBue Ha BBIpaObOTKY Oosbinero konmmuectBa Oenka SMN c¢ rema SMN2 JeXUT B OCHOBE

3aperucTpupoBaHHbIX B Poccuu npenaparos /i1 naroreHetudeckoro jeuenus CMA.

Kak npoucxoaur HacjiefoBaHue CIUHAJBbHON MbIIIEYHOU aTpoduun?



CrinHanbHasi MblIIeYHast aTpousi — ayTOCOMHO-pPELIECCUBHOE 3a00JieBaHue, TO €CTh PUCK 3a00J1eTh
NOSIBJISIETCS Y YEJIOBEKA B TOM CJIydae, €ClIM OH YHACIELYeT 10 OJHOMY reny SMNI ¢ myTtauusmu OT
Kaxxgoro poautens. Eciam yenoBek yHacnmeayeT Bcero oauH nedexkTHwld reH SMNI, oH cuuTaercs

«Hocutesiem». Hocurenu He UMEIOT CHMIITOMOB 3a00JICBaHUS.

Ecnu B cemeiiHoM aHamHe3e €CTh CIMHAJIbHAs MBIIIeYHas arpodus, TO Balld IIAHCHI OKa3aTbCA
HOCHUTEJIEM, a TaKKe€ PHCKHM B OTHOIIEHHWU OydylIero MoTomMcTBa OyayT Bbllie cpeanero. Ilpu
MPUHATUU PELICHUM, CBSI3aHHBIX C IUIAHUPOBAHUEM CEMbHU, PEKOMEHAYETCS OOpaTUThCs 3a MEIUKO-

T€HETUYECKOU KOHCYJIBTAIIACH.

Kak qauarnocrupoBars CMA?

Bpa‘-I—FCHeTI/IK HUJIM Bpav-HEBPOJOI' MOI'YT HA3HA4YUTH IeHEeTUYECKUM aHalJIn3, KOTOpBIﬁ ITO3BOJIUT

IMOATBCPAUTDH 100 MCKIIIOUNUTH 3a00JICBaHNE.

C 1enpio NOATBEPKICHUS IUarHo3a MPoBOAAT MolieKyispHo-renerndeckuit (JJHK) ananus kposu. On
MMOKA3bIBACT, UMEETCS JIM y MAllMEHTa MAaTOreHHbI BapuaHT B reHe SMNI/. Kpome TOro, HyXHO

OmnpeAeIuTb Ynciio konuit rena SMN2.

MoryT OBITh Ha3HAYEHBI M JAPYTHUE TUATHOCTHUYECKUE WCCIICIOBAHUSA, B TOM YHUCIIC JOTOJHUTEIHHBIN
TCHETUYECKUIN aHaIM3, SJIEKTPOMUOTpadus WIM aHAIIM3 KPOBH ISl U3MEPEHUS aKTUBHOCTU (hepMEeHTa
KpPEaTUHKWHA3bl. JTU UCCJIEJOBAHUSI HE MOTYT C BBICOKOM TOYHOCTBHIO MOJATBEPAUTH AuarHo3 CMA,

OJHAKO IMO3BOJIAIOT UCKIIFOYHUTDL APYTUC IMTOXOKHEC 3a00JIeBaHus.

Kak nposiBisieTcsl ciMHAJIbHASI MbIIIEYHAs1 aTpopusi?

VYV xaxnoro namueHta co CMA wuMerTcs WHAMBUIyaJbHbIE HApyIIEHHUs, & CUMIOTOMBI MOTYT
pa3nuuaTbCsl B 3aBHCHUMOCTM OT BO3pacTa Hayala M TKECTH 3a0o0JeBaHMs. YHHUBEPCAIbHBIM
IIPOSIBJICHUEM SIBJISIETCS] IPOTPECCUPYIOIIast c1abOCTh B MBIIILAX U UX UCTOIIEHUE. B nepByto ouepennb
CTpaJaloT MBIIIIBI, PACIONOKEHHBIX ONMKe K IeHTpy Tena (mieud, 0éapa u Ta3). Moryt taxxke
NOPAKATHCS. MBIIIIBI, YYACTBYIOIIME B JBIXaHMM W NIOTaHUM, Kpome Toro, npu CMA crpagaer
(yHKIMS W JpYyrUX OPraHoB M CHCTEM OpraHW3Ma, 4YTO OIPENesieT CHUCTEMHBIH XapakTep

Pa3BHUBAIOIINXCS HAPYLIEHUMN.



CMA He BIUSAET HA UHTEJUIEKT U KOTHUTUBHBIE CIIOCOOHOCTH.

Kak npaBumno, yem paHbliie MpOSBIINCH NIEPBBIC MPU3HAKU OOJIE3HU, TEM SIpU€ BBIPAKEHBI CUMITTOMBI
U TeM OBICTpee MporpeccupyeT 3aboneBaHue, U TeM OONBIINKA 00hEM MEIUIIMHCKON M COIHMATIbHOU
HOMOIIN MOXET IMOHAJO0UTHCS.

B 3aBucumoctn or tuna CMA, Bo3pacta mnposiBieHHs OOJE3HM U (PYHKIMOHAJIBLHOTO CTaTyca
MOSIBJICHUE W Pa3BUTHE MATOJIOTMUYECKUX CUMIITOMOB HJET Pa3HbIMU TE€MIaMH, HO MPH 3TOM MOXKHO

BBIICIINTh OCHOBHBIC HAPYIICHUSA, XapPAKTCPHLIC OJIA 3a00y1eBaHMs.

JABuxenue

° OrpanuyeHue MOABMKHOCTU: CAMOCTOSTEIbHBIC JABM)KCHHUSI MUHUMAJIbHBI WIH TOJHOCTBIO
orcyTcTBYIOT (CMAL); nBmKeHUss HOT OcCiabJIeHBbl WU TOTHOCTHIO OTCYTCTBYIOT, JABM)KCHHS PYK
ocyabinensl, MoxeT HabmonaTecst Tpemop (CMA?2); 3aTpyqHeHHOE CaMOCTOSTENHHOE MEePEABHUKCHHE,
HEBO3MOXKHOCTb MEPEBHKEHUS Ha OOJIbIINE PACCTOSHUS, CIOKHOCTH C MOABEMOM MO CTyIEHbKaM,

HEO0OXOIMMOCTh BCTIOMOTATENBHBIX CPEACTB OMOPHI ISl TOTO, YTOOBI BCTaBaTh 1 XoAuTh (CMA3).
° [TponexxHu: puck BO3pacTaeT ¢ yBeITUUYEHHUEM MacChl Tella ¥ BO3pacTa MalueHTa.

o Bricokuii puck pa3BUTHS KOHTPAKTYp M Apyrux nedopmariuii, a Takke CKOIN03a, apTpo3a
CyCTaBOB, OCTEOII0PO3a, IIEPEIOMBI.

° Jedopmarust rpynHoi KIeTKA

° WHble nBUTATENLHBIC HAPYIIICHUS

JAbixanue

° CnabocCTh JABIXaTeNIbHBIX MBIIII U Ie(OpManiy TPYIHON KICTKH MPUBOIAT K HEMOTHOIIEHHOMY

CaMOCTOSITEJILHOMY JIBIXaHUIO U HEIOCTATOYHON BEHTHIISIUU JIETKUX.
° Hapymienue ¢yHKIuM Kanuist 1 BIBOIa MOKPOTHI U3 JIbIXaTEIbHBIX MyTEH.

® HapymeHHe ITI0TaHHuA, OITIACHOCTDb ACIIUpAllvU IMWUIIU U CJIIOHBI, U, KaK CJICACTBUC, BBICOKHIM

PUCK IICPCKPBITUA AbIXATCIIbHBIX HYTGI\/II, TAIIOKCHUH WUJIN YAYIIbA.



° Bo Bpemsi pecniupaTopHbIX 3a00JIeBaHMI TPOUCXOIUT CHIBHBINH pErpecc AbIXaTeabHOU

(I)YHKI_[I/II/I, 4acCThIC I/IH(beKI_[I/IOHHBIe 3360J’ICB3HI/IH, YBCIIMYUBAOIINEC MBIIIICYHYTO cJ1a00CTh.

° 3aTpyIHEHHOE JIbIXaHUE B HOUHOE BPEMS.

IMuranue

° Henoctarok/u30bITOK Macchl Tela U3-3a HEMPABUIHLHOTO MUTAHUS.

° CII0’)KHOCTH C IPUEMOM MUIIIH, 3aTPYIHEHHOE )KEBAHUE U ITIOTAHUE, PUCK ACITUPALIAH.
° Hapymienue nepucTagbTUKU KUILIEYHHKA.

° ['acTposHTEpONOrNUEeCKre HapyIEHUS

° byns6apHbIii CHHAPOM.

Brlle npuBenieHbl TONBKO Hambojee pacrnpocTpaHeHHble oOnactu nposiBieHuil npu CMA. Ognako

3TOT NEPEYEHb HE UCUEPIBIBAOIIMN U MOTYT BCTPEUAThCs U IPYyTUe HAPYLICHHUS.

Kaxkas nomoimb MoxkeT nmoHagooutbest npu CMA?

KomriexkcHbIH Ioaxoa K OKa3aHHIO MCI[HHHHCKOﬁ noMom, B KOTOPOM YUYACTBYIOT CIICHHUAJIMCTLI

CaMoOro pasHoro l'IpO(l)I/IJ'IH, MOXXET IMIOMOYb YyITYy4YIIHUTH 06mee COCTOsIHHEC 3/10POBbA U BBIDKUBACMOCTD.

y‘-II/ITBIBaSI, qTo Ka)K,Z[BIﬁ IHanucHT CO CMA wnmeer Pa3HbBIC CHUMIITOMBI W TIIPOABJICHUA, YJICHBI
TepaﬂeBTquCKOI)'I KOMaHAblI M CTCIICHb HX BOBJICYEHHOCTHU MOT'YT MCHATHLCA B 3aBUCHUMOCTHU OT

MOTPEOHOCTEH U 00CTOSATEITHCTB.

KpaﬁHe BaXxXHO, yTOOBl B 30HE Balllero J0CTyIla OKa3ajJdaCb MCKIWCHOUIIMHAPpHAsd KOMaH/da
CIICHUAJIMCTOB B Pa3JIMYHBIX obnactax. B cocras Me)I(,Z[HCHHHHHHapHOﬁ KOMaHIbI 00s13aTeILHO

JOJKHBI BXOAUTH BpayH MO MaJUIMATUBHOW MEAUIIMHCKON TOMOIIH.

JbixareabHas pynknus. [Tomous A5 MoaaepKKU AbIXaTeIbHON (PYHKIIMM 3aHUMAET LEHTPAIbHOE
MecTo B BefeHuu marnueHToB co CMA. U3-3a cnaGocTu MBI TPYIHOW KIETKH MOXKET CHHKATHCS

CIIOCOOHOCTH 3(1)(1)6KTI/IBHOFO ABIXaHHWA U OTKAIUJIMBAHUA, OTYCTO ITOBBIIIACTCA PUCK I/IH(beKI_[I/II/I.zo



[Tpu CMA Ba)XHO pEeryJsipHO MOJIy4YaTh KOHCYJIBTAIUU 110 PECIUPATOPHON noaaepkke. [Ipu atom, mis
pEIIeHHs BO3HUKAIOIINX MPOOJIEM BaKHO UCTIOIB30BaHNE MPOQPMIAKTHYECKOTO TOX0/1a, T.€. HAYMHATh

YK€ IIPpU HC3HAYUTCIIbHBIX, PAHHUX CUMIITOMAX.

JIJisi OUMCTKY BEPXHUX JbIXaTENbHBIX MyTeH y JIEKAUYUX U CUIASYMX MAIUEHTOB MOXKET MPUMEHSITHCS
ayieKTpoacnuparop (y MalMeHTOB, COXPAHSAIOMUX (PYHKINIO XOAbObI IPUMEHEHHUE JIEKTpoacnuparopa
MOXKET TOTpeOOoBaThCs B Mepruoa WH(PEKIIMOHHBIX 3a00JIEBaHUN U WHBIX MEPUOJOB ociiadnenus). s
OYHMCTKH HIKHUX JIbIXaTebHBIX MyTEH M OTKALIUIMBAHUS B TE€X )K€ CUTYAIUSIX — OTKAIUIUBATENIb. JTH

npuOOpPbI MOTYT NPUMEHSITHCS B JOMAITHUX YCIOBHUSIX.

B JOMAIllHEM O6I/IXO,[[€ PECKOMCHAYCTCA HWMCTb ITYJIbCOKCHUMCTP JIA KOHTPOJISA HACBIMICHHA KPOBHU
KHUCJIOPOI0OM. HpI/I HAapymICHUAX AbIXaHHA BaXHO PAaHHCC HA4YaJl0 BCHTWIAIOHHN W TPCHHUPOBKA

AbIXAaTCIIbHBIX MBIIIII.

IIpn ycTaHOBIEHHBIX (B TOM YHUCJIE€ PAHHMUX) MPOSBIEHUSAX IbIXaT€JIbHONM HEAOCTATOYHOCTH BayKHO
CBOEBPEMEHHO HauyaTh HEMHBA3MBHYIO UCKycCTBeHHYIO0 BeHTWsinua a€rkux (HWUBJI). HUBJI nomxua
OCYIIECTBISATHCA uepe3 ammapar JByX(pa3HOW BEHTWIALMH C TOJIOKUTEIBHBIM JaBICHHUEM B
neixarenbHbIX MyTsaxX (BiPAP), koTopsiii oOecrieunBaeT MOCTOSTHHBIA MPUTOK BO3/yXa B JETKUE Yepe3

MacCKy, 3aKpbIBAIOIIYIO POT n/unu Hoc. Macka JOJI’KHA HOII6I/IpaTBC$[ HNHANBHUAYAJBHO.

I[Ipu CMA Kuciaopoa [OJDKEH TPUMEHATHCS € OCTOPOXKHOCTBIO (HEJOMYCTUMO JITUTENBHOE
npUMeHeHue 0e3 JIOMOJHUTEIbHOM BEHTWISIUOHHOW TMOAAEPKKA WIM BHE MaJUIMATUBHOU

MEJIUIIMHCKOW MMOMOIIU B KOHIIE KU3HH).

JUiss TMarHOCTHKHU JbIXaTeNbHBIX HApyIIEHUWH Ba)XHO PETYISPHO MPOBOAUTH OLEHKY (YHKIHH
IbIXaHUs (CIIUPOMETPHIO), a TAK)KE MHbIE HOUHbBIE (JIJIUTENIbHBIE) UCCIIEN0BAaHUS AbIXaHUs (Hampumep,

HOYHYIO MyJIbCOKCUMETPHIO, TTOJIMCOMHOTPAHUIO U TIP.)

IMuranue. M13-3a mbimednoit cnaboctu marueHTsl co CMA MOTYT HMCTIBITHIBAThH 3aTPyAHEHUS MU

npueMe Ui, Tpedytonre Moau(pUKaluu KOHCUCTEHIIUY UK U 0COOCHHOCTeH e€ mpuéma.



N3-3a orpaHuveHl MOABMKHOCTH MOXET (HOPMHPOBATHCS M3OBITOK\HEIOCTATOK Beca, TpeOyrommen

N3MCHCHUS pallOHa U NUCTDI.

I[Ipuy CMA  d4Yacto  BO3HMKAKOT  HApyWIEHWs  [EPUCTAIBTUKM  KHUIIEYHWKAa W HHbIE

racTPOIHTEPOIOTHUECKUE HApYIIeHUs (HanpumMep, peIrtokc, MOBIIICHHE KETOHOB U pouee).

[Ipu TsKETTOM MPOTPECCUPOBAHUH MOXKET OBITh HAPYIIIEHA CIIOCOOHOCTD JKeBaTh U IIIOTaTh. Bo3Hukaer
PHUCK BJBIXaHUS MUIIK U KUJIKOCTU B JIETKHE BO BpeMs €bl M Pa3BUTUS PECHUPATOPHBIX WH(DEKIHHA.
D10 MOXET TpeOoBaTh UCIOIb30BAHUS 30Ha WJIK FaCTPOCTOMBI Ha BpEMs UJIM MOCTOSIHHO, U Mepexo/ia

Ha KOPMJICHHC YCPC3 HUX YACTHUYHO HIIN ITOJITHOCTBIO.

Baxxno perynsapHo oOcienoBaThCsi W TMOMy4YaTh KOHCYJABTAIlUU JUETOJOTa\racTpOIHTEPOIOra IS

KOPPEKIUHU BO3ZHUKAKOIIUX HapymeHHfI IMUTAaHUA U KCITYJOYHO-KUIICYHOI'O TPaKTa.

Oproneausi. Cxonno3 (MCKpUBJIEHUE MO3BOHOYHMKA) — pacnpocTpaHEHHas npoliema y MalnueHToB
co CMA, oOycnoBiieHHass MbIIIEUHON ci1abocThio. Cpeau B3pOCHbIX MAIlMEHTOB CKOJIMO3 Haubolee
BelpakeH npu CMA 2-ro tuma. Opromes MOXKET IOPEKOMEHAOBATh NPHUMEHEHUE CPEACTB

NOJICPKaHUs 036 (OPTE3UPOBAHNE) WITH XUPYPTHUECKYIO KOPPEKITUIO CKorno3a.19

ITomumo 9TOr'0, BO3HHUKACT PHUCK Pa3BUTHA KOHTPAKTYP (CHI/I)KCHI/IG IIOABMXHOCTH B Cy'CTaBaX),
KOTOPLIC B I[EUIBHGfIHIGM MOT'yT CTAaTb INOCTOAHHBIMU W OIpaHUYMBATDL ABHIKCHHS, TAKIKC BO3MOIKHDLI
BBIBUXH, ITOABBIBHXH. OpTonez[ MOXKXCT MOPCKOMCHAOBATH NMPHUMCHCHHC OPTC30B PA3HbLIX BHUIAOB H

TEXHUYCCKUX CPCACTB pea6HHI/ITaHI/II/I JJI1 pCIICHUA JaHHBIX HpO6J'IeM.

Jlnist npopUIakTUKK Pa3BUTHUSL KOHTPAKTYP U CKOJIMO3a BaKHO MPUMEHSATH MPOMUIAKTHUECKUX MOIXO
U UCIOJIb30BaTh OPTOINEAUYECKUE U3IEIHs, KOTOPhIE MOTYT CKOPPEKTUPOBATh HAPYLIEHUS] HA paHHEU

CTaAuH. A TakKe peryisapHoe HAOIIOIEHNUE y OpTOMeaa.

Opno¥i u3 yacTeix nmpobnem npu CMA saBrseTcst XpynKOCTh KOCTEH (OCTEOINEHUs) U MOTEHIIMATbHBIN
PHUCK pa3BUTUA OCcTeOnopo3a. MokeT MoHaA0O0UThCS BHECTH U3MEHEHUS B IUETY AJISl MPOPUIAKTUKH,

o0cre10BaHrEe U KOHCYJbTAIUS YHI0KPUHOJIOTA



dusnveckass Tepanus u peadusmranusa. [lanuentst ¢ CMA MOTyT MCHBITBIBATh CIOXHOCTU JJIsS
COBEpIIEHUsI ABWKEHHI B MONHOM o0béMe. B 3aBucuMoctu oT (YHKUIMOHAJIBHOTO COCTOSHUS
WHJUBUYaJIbHOTO MallMeHTa BO3HUKAET MOTPEOHOCTh B MPUMEHEHUU METOAMK (PHU3UUECKON Teparnuu

1 peabuIuTalnu.

Perynsipnast puznueckas Tepanus U peadUInTalus TOJKHBI ObITh TOCTOSHHBIMH Y BCEX MAIMEHTOB CO
CMA. Hamnyumwmii cnocod — BCTPOUTH (PU3NYECKYIO aKTUBHOCTbh U CHELUAbHBIE YIPAXKHEHUS U

METO/bI B CBOKO ITIOBCEHEBHYIO KU3Hb.
OcHOBHbIE HalpaBieHUs! OyAyT BKIIOUATh

- [IpenorBpalieHne BTOPUYHBIX OCI0KHEHUN

- [lonnepxaHue U yaydIIeHUE MOTOPHBIX HABBIKOB

- [Tonnepxkanne kauecTBa MOBCEAHEBHOM )KU3HU U HE3aBUCHUMOCTH

- [TocTypanbHblii MEHEKMEHT (IIPaBUIILHOE MOJIOKEHHUE Teja), HallpUMep, KOHTPOJIb 3a MO30i,

KOHTPOJIb BOSHUKAFOIIEH aCHMMETPHUH BBHUIY CKOJIMO3a U APYTHX JAe(opMarimii
- VBenuuenue o0beMa ABMKEHUI
- KonTtpons GoneBoro cunapoma

- Hcnonp3oBanue OpTONCANICCKUX HpI/ICHOCO6J'ICHI/II71 N TCXHUYCCKHUX CPCACTB pea6I/IJ'II/ITaI_II/II/I

CouuajbHasi aKTUBHOCTh

Kpaiine BayxHO moaep>KuBaTh KOM(POPTHBIM BaM MaKCUMaJIbHBIN YPOBEHb aKTUBHOCTH M COIIMAIIBHBIX
KoHTakToB. He 3a0piBaiiTe, 4T0 0OJIE3Hb — TOJIBKO YacTh Ballleid >KM3HH U BaKHO HE OTPAHUYMBATHCSA
«JIeUeHHeM U peabunuraiuei». Bama xu3Hb — ropa3no 0osiee MHOTorpaHHa, 4em 0oJie3Hb, C KAKUMU

OBl TSDKEJIBIMU €€ OPOABICHUAMHA Bbl HC CTOJIKHYJIHUCE.

NMeTh BO3MOXHOCTh YUUTBHCS, padOTaTh U peaju30BbIBaTh c€0sl B TROpUECTBE, Mpodeccrun, CeMEMHON

KHN3HU — HCOTBEMJICMAA 4aCTb KHM3HU C JTMAarHO30M.

CBoeBpeMeHHass W TIOJHOIEHHAs KOMIUIEKCHAs METUIIMHCKAs TOMOIIb SIBISETCS HEOOXOAUMOi,
OJTHAKO, HE JOJDKHA 3aHMMATh BCHO Bally »KU3Hb. [logaep:kuBanTe MOo3UTUBHBIN HACTPOU U OCTABIAUTE

MCCTO AJIA )KU3HH B COOTBCTCTBUM C BAIlIUMHU MIEPCOHAJIBbHBIMHA MHTCPCCAMMU.

Baxnble pecypcebl. CyleCTBYIOT MEXIYHApOAHBIE W POCCHUMCKHE OpraHu3aldu, MPOEKThl U

COO6HI€CTBa, IMIPHU3BAHHBIC ITIOMOYb 00JICTYNTBH JKU3Hb IHaIuECHTOB CO CMA n ux ceMeH.






Ipuaoxkenue I'l-I'N. IlIkajabl OLleHKH, BONPOCHUKHU U
JApyrue OueHOYHbIC HHCTPYMEHTHI COCTOSIHUS
MANUCHTA, IPUBEJACHHbIC B KINHUYCCKUX
pPeKoOMEeHIalusX

Ilpunnoxenue I'l. Pacimupennasi mKajia oeHKH
MOTOPHBIX PpyHKkUuA npu CMA

Hasanue Ha pycckom si3bike: PacimpenHnas mkaia oleHKd MOTOpHBIX QyHkiui nmpu CMA

OpurunansHoe Ha3zBaHue (eciu ecth): The Hammersmith Functional Motor Scale Expanded
(HFMSE)

Uctounuk (obunmaibHbIi callT pa3pabOTUMKOB, myoOnukarus ¢ Banupauueit): Pera MC, Coratti G,
Forcina N, Mazzone ES, Scoto M, Montes J, Pasternak A, Mayhew A, Messina S, Sframeli M, Main
M, Lofra RM, Duong T, Ramsey D, Dunaway S, Salazar R, Fanelli L, Civitello M, de Sanctis R,
Antonaci L, Lapenta L, Lucibello S, Pane M, Day J, Darras BT, De Vivo DC, Muntoni F, Finkel R,
Mercuri E. Content validity and clinical meaningfulness of the HFMSE in spinal muscular atrophy.
BMC Neurol. 2017 Feb 23;17(1):39. doi: 10.1186/s12883-017-0790-9.

Tun (MomMYepKHyTH): MIKala OLIEHKU

Ha3znauenue: ¢yHKIMOHAIBHAS OIICHKA JBHTaTeIbHONW aKTMBHOCTH y marmueHta ¢ CMA, moxer

UCIIOJIb30BaThCS ISl OUEHKH 3(D(PEKTUBHOCTHU TEPANIUU

Coneprxanue (1rabiaoH):

LWKAJIA OLLEHKW MOTOPHbIX ®YHKLUMWA NMPU CMA BOJIbHNLbI XAMMEPCMUT (HFMSE)

[o]7]6] [aTta poxaeHus
[aTa oueHkun Bpewms, 3aTpayeHHoe Ha obcnenoBaHue
[aTa onepaumun Ha NO3BOHOYHUKE OueHuBaloLwWwmn cneymanmct




KomMmmet

Mpo6a NHcTpyKkyms 2 1 0 OK B = 6as
1. CnocobHoCTb Thi MOXKeLlb MoxeT cugeTb 6e3 Heobxoanma Heobxoamma SneMeH1
cnaeTb Ha cuaeTb Ha onopbl  Ha PpyKw, oropa Ha OAHYy onopa Ha obe Mpeobn:
cKkambe/ cTyne ckambe/cTyne 6e3 noka Bpay cumTaet YKY ans yKMn ans nosioxet
MoxeT  cuaeTb oriopbl Ha pyKwu, £o 3 n 6onee yAepxXaHus yAepxXaHus NO3BOHC
Ha Kpal ckambu rnoka s cumTaro Ao 6anaHca, rnoka 6anaHca. Mpeobn:
WM Ha ckambe/ 3? (be3 onopsbl Bpa4 cuMTaeT Ao 3 He crnocobeH rnosioxet
nony. 3anuwute | noa CrimHy/c cnaeTb HUKHUX
nyywunmn oriopovi wnan 6e3 KOHEYHC
YBUAEHHbIN oriopbl Horamm) O6Begu
BapuaHT npeobne
rosioxet
MO3BOHC
2. CnocobHocTb Thl MOJXKelllb MoxeT cuaetb Ha MoxeTt cuaetb Ha MoxeT cunaetb C HWKHUX
cnpeTb ¢ cuaetb Ha rnosy/ nony/ckambe C nony/ckambe ¢ BbINPAMIEHHbBIMU KOHEYHC
BbINPSAMAEHHbIMU cKkambe C BbINPSAMEHHbIMU BbINPSAMAEHHbIMU HOoramm C onopo
Horamm Horun BbIMPSIM/IEHHBIMU Horamn 6e3 onopbl Horamm C Ornopomn Ha o06e pyku,
npsMble = Horamu be3 Ha pyKku, Moka Ha O4HY  pYKY, noka Bpauy
KOJIEHM MOFyT | Oropbl Ha pykKu, Bpa4 cyuTaeT 4o 3 noka Bpay cymTaeT | cuyuTaet 4o 3.
6blTb  COrHYTHI, roka s cymTaro 4o £o 3 Nnn He
HO KONleHHble 37 cnocobeH cnaeTb
yalueykm C
AOJSDKHBbI 6bITb BbINPSAMIEHHbBIMU
obpalyeHbl Horamm
BBEPX, JTOAbIXKMN
OOJIKHbI 6bITb
pacrosioXeHbl He
fanbwe, 4yem B
10 cM gapyr ot
apyra
3. CnocobHocTb Tbi MOXKelLllb MoxeT MoxeT He MOXET Mp/N
KOCHYTbCS KOCHYTbCSI OAHOW AOTPOHYTbCS o OOTPOHYTbCS o AocTaTb no
rofioBbl  OAHOM PYKOW ros0Bbl, HE roN0BbI OfHOM ros10Bbl pyKoW rofioBbl  PYyKOMH,
pyKow B | HaksoHss pykowh. T[onoBa u TOIbKO  HaKJ/IOHWUB Aaxe C
NOMIOXKEHUN cnas rosoBy? Tynosuiie ronosy MOMOLLLbIO
Pyka AOJDKHA ocTaroTcs B ABUXEHUSA
KOCHYTbCS cTabunbHoOM rof10Bbl "
rosiIoBbl Bbllle NONOXEHNU Ty/noBuULLA
YPOBHS yLlen
4. CnocobHOCTb Thi MOXKelllb MoXeT  MonoXuTb MoxeT  MonoXuTb He MOXeT
KOCHYTbCS KOCHYTbCS Knctm obeux pyk KNCTH pyK  Ha NOAHECTN KUCTU
rofioBbl  ABYMS ros08bl  obenumm Ha rosoBy u4epes roIoBy, HO TOJIbKO obenx pyk K
pykamu B pyKkamu CTOpOHBbI. ['0noBa 1 HaK/IOHMB TOJIOBY, ronose
NOMOXEHUN CMas O4HOBPEMEHHO, Tynosuwe HaK/OHMBLUNCb B
Pykun AOJDKHBbI He HaKJ10Hs51 ocTaroTcs B CTOPOHY,
KOCHYTbCH rosoBy? cTabunbHoOM nepebupas pykamu
ros10Bbl Bbille NONOXEHUU WY 1Mo O4HOM
YPOBHS yLUEN.
5. CnocobHocTb Thi MOXKeLLb MoxeT MoxeT He MoXeT Mneun
NOBEPHYTbLCH CO MOBEPHYTbCA  CO NOBEPHYTHLCSH co NoOBEpPHYTbLCA co NOBEPHYTbCA HMU nepnex/.
CNWHbI Ha 60K CriuHbI Ha 60K B CnNuHbl Ha 60K B CMWHblI TObKO Ha Ha oanH 6ok noeepxr
oboux o6e CTOpOHbI oaunH 6ok (Mp/J) MmaTa.
HarnpasieHnsx? Tynosuu
locrapavica  He 6enpa
MCro/Ib30BaTh JINHUN
pyKku
6. CnocobHocTb Thi MOXKelllb MepeBopaymBaeTcs lMepeBopaynBaeTcs He MOXeT
nepeBepHyTbCS C nepeBepHyThCS C Ha CMuWHY 4epes Ha CMWHY, nepeBepHyTbCS
XMBOTa Ha )XKUBOTa@ Ha CrIUHYy npaebii 60k 6e3 ncnonb3ys  pyky, Ha CnuHYy
CNnHY yepes B obonx NOMOLUN pyK 4yTObbI
npasbiin 60K HanpasaeHUsx? OTTONKHYTbCS/
NOATSAHYTb cebs
7. CnocobHocTb
nepeBepHyTbCS C
XKMBOTA Ha
CMNHY yepes [MepeBopaynBaeTcs [MepeBopaynBaeTcs He MOXeT
nesbll 6ok Ha CMuWHY 4epes Ha CrNHY, nepeBepHyTbCS
nesbii 6ok 6e3 Ucnonb3ys  pyky, Ha cnuHy
nOMOLLM pyK 4yTObHbI
OTTONIKHYTbCS/
NOATAHYTb cebs
8. CnocobHocTb Thbi MOXKeLlb [MepeBopaynBaeTcs [MepeBopaynBaeTcs He MOXeT
nepeBepHyTbCSH rnepeBepHyThCS Ha >KMBOT 4epes Ha XKMBOT, nepeBepHyTbCH
CO CrNWHbl  Ha CO  CrUHbI  Ha npaebin 60k 6He3 UCcnonb3ys  pyky, Ha XUBOT
XUBOT yepes | xuBOoT B o0b6oux NOMOLLUN pyK 4yTObbI
npasbiin 60K HarnpasieHUsIX? OTTONKHYTbCS/
NOATAHYTb cebs
9. CnocobHoCTb [MepeBopaunBaeTcs [MepeBopaynBaeTcs He MOXeT
nepeBepHyTbCS Ha >KMBOT u4epes Ha XKUBOT, nepeBepHyTbCH
CO CrNWHbl  Ha nesbii 6ok  6e3 UCcnonb3yss  pyky, Ha XUBOT
XUBOT yepes NMOMOLLUN pyK yTObbI
neBbIn 60k OTTONIKHYTbCSI/

NoOATAHYTb cebs




Mpo6a HUHCTpyKuMs 2 1 0 OK | = | Kommer
b = 6arsr
20. CnocobHoCTb Thi MOXKeLLb CnocobeH caenatb CnocobeH caenaTb HeBbINOHMMO
X0AUTb XoAnTb bes 6onee 4 waros 6e3 oT 2 o 4 waros
MOCTOPOHHEN NOCTOPOHHEN 6e3
nomowm m  6e3 noMoLLmn NMOCTOPOHHEN
romoLym MOMOLLN
BCr1OMOraTesibHbixX
YCTPOKCTB?
lNokaxu,
noxxanayucra
OUEHKA Kon-Bo oueHok 2 Kon-Bo oueHok 1 Kon-Bo oueHok 0 NTOIO = /:

Kittou k mkane: O0BenuTe HAaUBBICIIMKM YPOBEHb CAMOCTOATENIBHBIX ABMKEHHUM B HACTOAILEE BPEMS U
IIpA IUHAMHUYECKOM OcCMOTpe. banbHas OIEeHKa OTYETIMBEE JAEMOHCTPUPYET IO3UTUBHYIO WU

HCTAaTUBHYIO JMHAMUKY ABHUIaTCIIbHOI'O PA3BUTHAA.

OK = orpaHn4eHO KOHTPaKTypoOu

Ipuaoxkenue I'2. OueHka MOTOPHBIX PyHKIMHA U3 32
IYHKTOB™*

* mkana B PO He BanuaupoBaHa, A €€ UCIOJIb30BaHMSI HEOOXOAMMO CIielhalibHOE O0yUeHue
Ha3Banue Ha pycckom sizbike: OlieHKa MOTOPHBIX (PyHKINNA U3 32 MyHKTOB

OpurunansHoe Ha3zBanue (ecnu ecth): The 32-item Motor Function Measure (MFM-32)
Ncrounuk (opunmaabHbli calT pa3pabOTIMKOB, MyOIUKalus ¢ Baauaamnuei): https:/mfm-nmd.org

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

Trundell D, Le Scouiller S, Le Goff L, Gorni K, Vuillerot C (2020) Assessment of the validity and
reliability of the 32-item Motor Function Measure in individuals with Type 2 or non-ambulant Type 3
spinal muscular atrophy. PLOS ONE 15(9): €0238786.


https://mfm-nmd.org/

Tun (MoIYepKHYTH): MIKaJa OLIEHKU

Hasznauenue: ¢GyHKIMOHANIBbHAS OIICHKA JBHUTaTeIbHONW aKTMBHOCTH y marmueHta ¢ CMA, Moxer

MCITIOJIb30BaThCA ISl OLIEHKH d(PPEKTUBHOCTH TEpaITHH

Conepxanue (11adI0H):

OneHOYHBIH JIUCT

WM 1 hamMuis nanmeHra:

JlaTa poxKIeHHS: Bospacrt:

Jlata obcnegoBaHu: HWmd uccnemoBaTend:

YCTanocTe nanpeHTa Ha MOMEHT DGCJIE,I[DBRHHSI N0 CPaBHCHHIO C OOBIYHEIM COCTOSTHHEM (l'IO MHE

II €HTa):

AxTtueen U O6b1unoe cocrosmue Hemnoro yeran U CunbHo yeran tired U

MFM - 310 oleHouHas IKaia, paspaboraHHas M yTBEpKAEHHAA HccnenoBaTensckoit rpynnoii MFM s msmepenus

JBHIaTENBEHBIX BO3MOKHOCTEH HCTBITYEMBIX C HEPBHO-MBINIEYHBIMH BaGOHBBaHHﬂMH. HPH MNOBTOPHOM HCCIIEIOBAHHH C
TEYCHHEM BpPEMCHH MFM mnossonser OUCHHTE H3MCHCHHC JIBHIaTCIIBHBIX BO3MOMKHOCTEH HCIIBITYEMOT' Q. JIJI)I
MOCHEAYIOMIHX OLEHOK IO IIKale JO/KHA NpPOBOAHTECH 00mas Hymepamus. JIs Kaxmoro 3ajaHHs NPHBEICHEL
KOHRpe‘I‘HBIe HHCTPYKIHH JUIA NOJACYETa 53!1.!108; HCIIOJIB30BAHHE 3THX HHCTpYKT.lHﬁ ABNAETCH 00sA3aTeNbHBEIM. JTH
MHCTPYKLMH TIPHBE/ICHBI B MOJIb30BATENBCKOM PYKOBOICTBE .
OueHka BbINOJHEHHS 3alaHHM

( = He yjaercs Ha4aTh BHINOJIHATE 3aJaHHE

1 = YacTHYHO BLITOJHAET 3aJaHHe

2 = BBINONHAET JBHKEHHE He MOTHOCTBIO HIIH MOJHOCTBIO, HO HECOBEPIIEHHO (KOMIIEHCALMOHHBIE ABHKEHHS,

TNOJONKECHHE IMOJICPKHBACTCA B TEUCHHE HEI[OCTEI.TOIIHDFI TNPONOJKHTENEHOCTH BPEMEHH, METIHTCIIBHOCTE,

HEKOHTPOJIHPYEMOE JIBHKEHHE)

3 = BhINONHAET 33/IaHHE MOJTHOCTHIO M "HOPMAIBHO" ; IBHXKEHHE KOHTPOJIMPYIOTCSH, TOYHBIE , HATIPAB/ICHHLIE H

OCYIIECTBIISAIOTCS ¢ OOBIYHOM CKOPOCTHIO.




3apanns MFM-32 (ot 6 10 60 xet).  © 3amanus MFM-20 (aetn <7 ner)

3

D1 D2 D3
1. © JIEXA, TOJIOBA POBHO I10 CPEJIHEM JIMHWM: yjuepkuBaTh rojioBY MO Qo
cpejiHei JINHHH, 3aTeM IIOBOPAYHBaTh €€ C OJIHOH CTOPOHEI HA APYIYIO. (|
e T T Q2
-------------------------------------------------------------------------------------------------------------------------------------------------- D3
2. JIEXKA HA CITMHE: noguaTe TOJIOBY H YACPKHBATE MOJHATOH Oo
(
KOMMEHMGPUU .e.cveiiieetire ettt sttt tes s pes et ns e st sit st st st sit e et et WP
Q3
3. © nixa: COTHYTh HOTH B Ta300eJpeHHOM M KOJICHHOM cycTase Oonee uyem Ha 90o, o
NpPH 3TOM NOJAHAMAsA HOTH B TEYEHHE BCETO [IBHAKEHHA. O
Q2
KOMMEHIIAPULE ...ttt e s e sa st saa e st e st s s se e sanans e ebae st s s e snessbessrnans O3
CTOpOHA: crpasa: U cnesa:
4. © JIEXA, HOTH TTOJIIEPXKUBAIOTCS UCCJIIEJIOBATEJIEM: nepesects cTommy 0
U3 MOJIOKEHHA MAaKCHMAaJIBHOT0 crH0aHHA B MaKCHMalbHOe pasrubanue Gonee gyem Ha 900. El?
JOOMMEHIMAPUIL ......oovveveiineiiiiiieieeies e eisessss s et st e ssss s sessesseshsbbesssssasssssessesssstessssssssssnessesss Q2
CTOpOHA: cnipasa: (1 ciepa: —
5. © KA HA CIIAHE: MOJIHATE PYKH BBEPX H 3aTEM MOJ0XKHUTh HA MPOTHBOMOIOKHOE o
IIe4o. O
()
A M T (] 1L S O T S 3
CTOpOHA: cnpasa: [ cresa:
6. © JIEXXA, HOTH TIOJIVCOTHYTBI KOJIEHSIMU BBEPX, HOI'M HA IIOJIY, | g
CJIETKA PA3BEJIEHBI: ynepsuBaTs Ha4uanbHYIO NO3HIHMIO, 3aTEM IPHIIOIHATE Ta3, cOXpanad | ]
nonoxkenne Oénep. TloAcHUYHEI oTaEN, Ta3 H O€pa HAXOAATCA B POBHOM MOJIOKEHHH, CTOIIBI Q2
CIIETKa pHSBI.‘,jIEHBI. Dj
O T (L L O —
7. © JNEXA HA CIIMHE: TIEPEBePHYTLCA Ha KMBOT M OCBOOOOMTE PYKH H3 TOJ Qo
TYJIOBHILA. m
Kommenmapuu: 02
T —— 03
CTOpOHA: crpasa: cesa: O
8. JIEXA HA CITMHE: cects Ge3 noMomiH pyk. Qo
KOMMERMAPUU ...ovveiiiiiiiiiiiiiiccsie ettt s et ne s st e s s b s ss b s s b sat e as bt seb s sbns g;
a3
9. © CH/IS1 HA TTIOJTY WJIM MATE: Ge3 onopbl H NOMOLIH PYK YAEPKHBATh CHAAYEE Co
NONOKEHHe 5 CeKYH, 3aTeM 5 CeKyHJI TIOUIePKHBATE KOHTAKT MENIY JBYMS PYKaMH. m
Kommenmapuu: Q2
10. © CHJIS HA TIOJIY WJIM MATE, TEHHUCHBIM MSY PACIIOJIOXKEH ITEPE]] Do
HCIIBITYEMBIM: HaknoHHTECA BiepEN, IOTPOHYTECA [I0 MAYA H CECTh Hazajl. m ]
KommenTapuu: =
D T T T D3
11. © cups HA TIOJTY WIM MATE: Berats Ges nomom pyx. Qo
Kommenmapuu: Qi
(euata e s s ais e et e R e entas as sa e e e oE S sHes S ea e She AR she s ea Sa s L he i seeat S eSS e e AR sa el 0




3aganus D1 D2 D3
12. © CTOS: 6e3 nomonm BEPXHHX KOHEYHOCTEH CecTh Ha CTYJ, CTONBI HOJDKHEL ORITE | [0
clierka pa3BelieHEl. 01
T T TR et o S e T T D TP PO P T PP AT T O TP T Q2
Q3
13. CHJIS HA CTVYJIE: 63 moMomm BepXHHX KOHEYHOCTEH, He OIMHpasch Ha CIHHKY CTYIa, Qo
yAepXKHBaTh POBHOE CHIOAYee MOJOKEHHE, TOJIoBA M TYJIOBHIIE B MOJOKEHWH MO CpelHei ]|
JIMHHMH 5 CeKyHA. 2
Kommenmapuu: .. v Qs
14. © CHIU'—I HA CTYIIE HJIIK HHBAJ'[HI[HOM KPECIJIE, I'OJIOBA B ITOJIOXKEHHH Qo
CI'MBAHHA: PacnonokuTe HCIBITYEMOr0 B TIOJIOMEHHH CHJIA, MpH HeoDXOIUMOCTH O
NOMOTHTE MOANEPAKHBATh MOJOKeHHE. ['0/loBa HCIBITYEMOro NOKHA OBITE B IONOKEHHH 1
MOJHOTO CrHOaHuA D2
: Qs
ST TR e oo et e o e e e
15. cuasg HA CTVIIE WIM MHBAJIMJHOM KPECJE, MPEAIUIEYBS (3A Qo
UCKJIFOYEHUEM JIOKTEN) HAXOJISATCA HA CTOJIE: onHOBpEMEHHO MONOKHTH PYKH ]
HA TOJIOBY, TOJIOBA H TYIOBMINE HAXOAMUTCA B MOJOKEHHH POBHO MO CPEJHEH JIHHHH Ha )
HPOTAMEHHH BCErO 3a/IaHUA. s
Kommenmapuu: . -
16. cujsi HA CTVJIE WM UHBAJIMJHOM KPECIJIE, KAPAH,H,AI.LI PACIIOJIOXKEH
HA CTOIJIE: 6e3 ABMXKEHHA TYJIOBHIIEM JOTPOHYTHCA JO HEr0 KHCTHIO HJIH NpeauiedseM (c o
[OJIHBEIM pa3rHbaHHeM PYKH BO BpEMs JBHMKCHHA). ()|
Q2
KOMMEHMAPUUL ...t s e sr s et e Esasaabas s m bt as assassan Qs
CTOpPOHA: cnpasa: cnepa:
17. CHA HA CTVYIIE UJIM B UHBAJIMJHOM KPECIJIE, 10 MOHET JIEXZXAT HA
CTOJIE: B3sTh MOHETEI H YAEP#aTh HX B pyKe B TeueHue 20 cexyHI. go
1
FKOMMEHIUAPULL ...........oovoviieeeivitisees e eae e teseas e ae s eseseas et et eae s e st ess e essebe s st et e s eaes s bessin s nssesessenssenen a2
CTOpPOHA: cnpasa: crnepa: U3
18. © CHUIA HA CTVIJIE HJIKM B UHBAJTHJIHOM KPECIJIE, ITAJIEL] PACITIOJIOXKEH 0o
B HEHTPE CD-TUCKA: obsectu onnum nansiiem CD-muck Ge3 moMonH pykH. 0
FKOMMEHIIAPUIL ....eeveieeentt s s s mer e s s e sasn s en e et sa s e s ssn s £ans £amnsnns s aans e s anssnnns 2
CTOpOHa: cnipasa: O cnesa: a3
19. cujisl HA CTYJIE WIM B UHBAJIUJIHOM KPECJIE, KAPAHJIALI HA CTOJIE:
B3ATh KapaH[all ¥ HAPHCOBATh HENPEPHIBHYIO CIIHPAlb OT Hayana H J0 KOHI@ (opmsl, 4T0ObI
OHa Kacallach BEPXHHX H HHKHHX TPaHHIL.
" Uo
HenbITaTeIbHbIH Ne 1 O
Q2
Q3
HCNBITATENLHBIH Ne 2
KOMMEHMAPUI «..cvviivriieiiiiisiisin e sissssssssssssssssssersssssessessos sessssssess derereies et senssanns
CTOpPOHA: cnpasa: U cnesa:
20. cu1sl HA CTVJE WM B MHBAJIMJIHOM KPECJIE, YJIEPXKHUBAS JIUCT Qo
BYMAT H: paszopeats iucT Oymars, cioxeHHBIH B 4 pasa, HauWHaA OT Kpas cruba. (]|
Q2

KOMMEHIMUAPUIE ...ccvevirieiiresiieseesisasiesssesssesass e st s e st s na s b st e seaaes s eb e s et s aaa e hatean s s ae e anabenasaanobes on

Qs




3ananus D1 D2 D3
21. © cuad HA CTYJIE WIKM B MHBAJIMJIHOM KPECJIE, TEHUCHBIA MSY HA Do
CTOIJIE: B3aTh MA4 M NIOJHOCTEIO IOBEPHYTE KHCTh, YICPXKHBAas ero. o1
KOMMEHIMAPULL ... sese e sen s s s s s s s et s s s8 s st ens o0e Q2
CTOpOHa: crpasa: cnesa: Qs
22. © CHUIA HA CTVIJIE WK B MHBAJIMAHOM KPECIIE, ITAJIELl B LIEHTPE
JUATPAMMOBI: nogHATE Nanen # nepeMecTHTE ero Ha 8 neeHuil, He Kacaach JIHHHH. go
1
FCOMMEHINAPULL ...ttt ettt eae bt ee sttt esese et e shebe et et ehesesesssas s essasaaas st et et e bea et et et s Q2
CTOpOHA: crpaga: cneea: O O3
23. © CHIIA HA CTVYJIE WIHM B HWHBAJIMJIHOM KPECIJIE, PYKHM BJOJIb o
TYJIOBHILA: mosnoxuTe 00a mpeanieyss H/HIH PYKH Ha CTOJN O/IHOBPEMEHHO 0€3 JIBHAKCHHH [
TYJIOBHILIEM. [ )
(N
T T Lo 1
24. © CHUJISl HA CTVYJIE: 6e3 nojjiep:KKi BEpXHHX KOHEYHOCTEH BCTaHbTE co cTyia, Horn | (10
CJIErKa Pa3BeCHBI. | J
Q2
T T T L S 03
25. © cT0s C OIOPOI BEPXHUMH KOHEYHOCTSIMH HA CTOJI MJIM CTYJI: Ges Qo
MOJIEPKH BEPXHHX KOHEYHOCTEH y/ep:KHBAHTE IOJIOMKEHHE CTOA TeYEHHE 5 CeKyHJI, pOBHO H 01
NpAMO YepiKHBas TeJI0, FOJIOBY H KOHEYHOCTH, CTOIILI CJIErKa pa3sBeieHE] 0>
e | — Q3
26. CTOs, C OMOPOM BEPXHMMH KOHEYHOCTSIMU HA CTOJI WK CTYIL: 6e3 |
NIOJUIEPKH BEPXHHX KOHEYHOCTEH yAep:KHBaHTe HOT'Y noauaTol B TedeHHe 10 cexynna. 01
KOMMEHIMEAPUUL ..ottt et sr e e em st et hib e s st e s s e b san s enen Q2
CTOpOHa: cnpasa: U cresa: 03
27. © cTos: 6es MOCTOPOHHEH MOMOIIH KOCHHTECH M0JIa PYKOH H BHIIPAMHTECE. Qo
Qi
T EITTE commrorrron oo o OO T T T T D OO O TP SR C OO EEY) m))
Qs
28. CTOs BE3 NOJOEPXKH: npofinure 10 maroe nepén Ha NATKax. Qo
)
KOMMEHIMEAPULL ....ovvivveiriiiiiise st a s s s s s en e e s s s r e 02
Qs
29. CTOS BE3 ITOJIEPKKM: npoiiaure 10 maros Buepén no npsAMoii TMHHH. Qo
Q1
KOMMEMMAPUU ... e e s e e s e e e e e e emmen s 02
Q3
30. © CTOs BE3 IOYIEPXKKH: npoberute 10 mMerpos. Qo
)|
O L L e IR =]
Q3
31. CTOs HA OJIHOM HOTE BE3 ITOUIEPXKKH: nojnpsranTe 10 pas Ha mecre. Qo
Qi
KOMMEMMAPUU ..o oo e e Q2
CTOpOHa: crpasa: O cnesa: 0 03
32. © cTOS C NOJYIEPKKOM: 6e3 nomomn BEPXHHX KOHEUHOCTe iBaxsl npucaasre u | (10
BCTAHBTE. Q1
Q2
s T T L U 03
Di1= D2= D3=




IpuBep:KeHHOCTH MANMEHTA: Her O Cpemusia O Ontumansuas O

Kommenrapuu:

CYET MFM 32* :

D1. noaséM u nepeBIKEHHE D1 = X 100 = ...... guvsons %
13x3 39

D2. akcuanpHBIE ¥ MPOKCHMAIBHBIEC IBHTaTeIbHBIC QYHKIHH D2 = X 100 = .oiieene. %
12x 3 36

D3. qucranbHble ABUTATENbHEIE HYHKIIHH D3 = X100 = ..oocgereen. %
7x3 21

O6mmii cuér = D1+D2+ D3 = X 100 = ..oy %

32x3 96

Kitou (uHTEpIpeTanus): oleHrnBaeTcs B 0amiax Ha MOMEHT OCMOTpa U Jjajiee, B THHAMUKE.




IIpunoxenue I'3. IlepecMoTpeHHBIH MOIYJIb OLICHKH
MOTOPHOM PYHKIIMH BEPXHUX KOHEYHOCTEH ™

* mkaia B PO He BaJIMAUPOBAaHA, JJIsI €€ NCIOJIb30BaAHUS HCO6XOI[I/IMO CIICOHaJIbHOC 06yquI/Ie

Ha3Banue Ha pycckom s3bike: IlepecMOTpeHHBII MOAy/nb OLEHKM MOTOPHOM (PYHKIMHM BEPXHUX

KOHEYHOCTEM

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

Ncrounuk (opuimanbHbll calT pazpaboTUnKoB, myOnukaus ¢ Banunanueii): 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 (Mog4epKHYTh): IIKajJa OICHKH

Ha3nauenue: ¢pyHKIMOHaNIbHASI OLIEHKA JBUKEHUN B pyKax y nered u B3pocibix co CMA 1T u CMA

1, MmoXeT uCcoab30BaThCS AJIsd OLEHKU AP (HEKTUBHOCTH TepaIuu

Conepsxanue (11a0I0H):

LWKAJIA RULM A1 NCNOJ1Ib3OBAHUA NPU CMA

[aTa oueHku: / / Bpemsi Hayana (Y4:MM):
an MM rog (24-4acoBovi ¢popmar)




LUKAJIA RULM A1 UCNOJ1Ib3OBAHUA NMPU CMA

JoMuHupylowas pyka: nmsa/va.

O lNpaBas O NleBas O AmMbupekcTtp TN TST 2 = P
HoweHne opTesa no3BoHo4YHUKa: O fa* O Het ®.n.0

(YECm Ala, TO YKaXKUTE TUI) ittt et e a e
.................................................................................................... Moanuncob

KoHTpakTypa npaBoro siokteBoro cycrasa: O Ja O Het

KoHTpakTypa neBoro nokresoro cycrasa: O [a O Het

Canbbytamon: O [a O Het

Onepauuns Ha no3BoHo4Huke: O a O Het

OueHunBaemas ctopoHa: O lNpasasa O JleBas

MawuHy K duHUwy 6e3
OCTaHOBKM nnm He
OTpblBas kKapaHzaw oT
bymaru

caenaTb
bymare

OTMETKY Ha

OTpbiBasi KapaHaaw oT
bymaru

KapaHaaw oT 6ymaru

KoMmMmeHTapum:
A 0 1 2 3 4 5
BxoaHoe
TecTupoBaHue
OTcyTcTBME MoxeT aepxaTb MoxeT MoxeT MoxeT MoxeT
nonesHom KapaHaaLw noaHecTn NOAHECTU KO pTYy OfJHOBPEMEHHO OAHOBPEMEHHO
dyHKUNM WY NOAHSATb 1 wm 2 CTaHAapTHbIN noaHsATb 06e pyku noaHsTb 0be pyi
pyK MOHETY/XEeTOoH PYKM KO MNacTUKOBbIN [0 YPOBHS nney HaZ rosoBow,
WNu ynpasnsaTb pTy, HO He CTaKaH4uK C C KOMMNeHcaunemn HO cokpaliaeT
PYHKUNOHANbHBIM MOXeT 200-rpaMMoBbIM nnu 6e3 Hee. TpaeKTopuio
Kpecnom, NOAHATb KO rpysom, npu Pyka corHyta unm OBUXEHUSA,
Nosb30BaTbCS pTY Heob6xoanMMoOCTU pa3orHyTa B JIOKTE crnbas pyky
KHOMKaMu CTakKaHu4umK ABYMS pyKamu B JIOKTEBOM
TenedoHa C cycTaBse
200- (ncnonb3yet
rpamMMOBbIM AOMNONHUTENbHY!I
rpysom MyCKynaTypy)
Pacimmpennas mkana
OnucaHue 0 1 2 OLIEHKA
n n
MepemeweHne pyk C He MoxeT nepemectutb MonHocTblO nepemelwjaer [MonHOCTBIO nepeMewaetr Ha
KOJIeEHeWn Ha cTon Ha CTO/M HW OAHYy wu3 OLHY PYKYy Ha CTon cton o6be pykun, nubo obe
pyK BMecTe, Nnubo cHayana oAHy
pyKy, NOTOM ApPYryto
MauneHT  oTcnexwusaeTr He wMoxeT yaepxaTb MoxeT HayepTuUTb MNyTb, MoxeT HadepTuTb nNyTb 6e3
nyTb " npuBOANT KapaHpalw B pyke unau HO C OCTaHOBKOW WK OCTaHOBOK WM He OoTpbiBas

CnocobHocTb  cobupaTb
MOHETbI/>XETOHbI

He MoXeT MoAHSATb HU
OAHY MOHETY/>XeToH

MoxeT noaHATb
MOHETY/ XXEeTOH

OLHY

MoXeT MOAHSATb WM yAepxaTb B
pyKe ABe MOHETbI/ABa XeToHa




OnucaHune 0 1 2 OLIEHKA
MomelweHne MOHETbI/ He M™MoOXeT nonoXuTb MoxeT NONOXUTb MoxeT MONOXNUTb MoHeTy/
XXETOHAa B CTaKaH4YuK MOHETY/ XXETOH MOHETY/XEeTOoH B XKETOH B CTaKaH4uK,
. Ha crone: CrakaHuuK nomewatoT CTaKaHuuK, nexatuni pa3MeLLeHHbI Ha ypOBHE
rOpPU30HTaNIbHO Ha cTon B rOpU30HTaAbHO naeya
. Ha ypoBHe rOpU30HTasIbHOM CTakaHuukK nomMeLlatoT CTakaHuunkK yAep>XusatoT
nieva: BepTMKaabHO MONIOXEHNU Ha Ha cTon B BEPTMKaNbHO Ha pacCTOSHUMU
paccTosaHUn no rOpU30HTasIbHOM BbITAHYTOW  PpyKM MNauUMeHTa,
3anacTbst  BbITAHYTOM NoNoXXeHun Ha nJe4yo KOTOPOro COrHyToO oA

pYKW, NJie4yo KOTOpOM
COrHyTO noA yraom 90°

PaCCToAHNN A0 3anACTbA
BbITAHYTOWN PYKW, NJieyo

yrnom 90°, npu 3TOM BepXHUN
KpaWn cTakaH4yMKa HaxoAuTCs Ha

KOTOPOW  COTHYTO MoA YPOBHE nJied oA  KUCTbIO
yrnom 90° naumeHTa
CnocobHocTb Lens: lneyo Llenb: OTBEAEHME ryieda Lenb: OTBEAeHME ri/iedya Ha
NOTAHYTbCA BOOK U orBegeHo Ha  90°, Ha 90°, mMoHeTa / )XeToH 135°, XeToH Ha paccTtosiHuu
[noctatb  MoOHety / MOHeTa / JKETOH pacrnionaraercsi Ha | 4/MHbI  PpyKM A0 KOHYMKOB
XKETOH. pacrionaraercs Ha paccTosiHun A7IMHbI PyKu nasabyeB nayneHTa
CrnocobHoCTb paccrosiHumn A/INHbI A0 3anscrbs MogHumaeT KNCTb BblLle

nanbues u/vnun 60nbLIUM
nanbLeM OAHOM pyKu
JIOKOTb HE MOXXET bObIThb
BbILLIE YPOBHS 3arisiCThbs

MOAHATb KWUCTb Ha PYKW [0 3anscTbs MogHMMaeT KUCTb  Ha YPOBHS M€Y, JIOKOTb MpU 3TOM
YPOBEHb nNfieya w He MoxeT noaHsATb YpOBEHb Mjeya, pyka MOAHAT KAk  MWHUMYM A0
BbiLLE KUCTb Ha  YypOBEHb MOXeT 6bITb COrHyTa MUam YPOBHS rnas
nneya pasorHyta B JIOKTEBOM
cycrase
BkntoueHune He MoOXeT BKIKUYUTb MoxeT 3axeub MoXeT BKJIOUNTb CBETUJIbHUK
CBeTU/IbHUKA O4HOWM CBETUJIbHUK OAHOM CBETUJIbHUK Ha Ha)xaTnem nanbues n/vnm
pyKoW pyKown MrHOBEHME HaxaTnem 60M1bWNM NanbLeM OAHON pyKu

JIOKOTb HE MOXET 6biTb BbILLIE
YPOBHS 3aMsiCThs

Pa3zpbiBaHue
bymarn

He m™oxeT pa3opsaTtb
nvcrt bymarm,
CNTOXEHHbIN BABOE

PaszpbiBaet nuct 6ymarm,
CJTOXEHHbIN BABOE,
HayMHasi CO CNOXXEHHOro
Kpas

PaspbiBaeT 6ymaru,
C/TOXXEHHbI BYETBEPO,
HauyMHasi CO C/IOXKEHHOro Kpas

nncT

rpysom maccor 200
r

OTKpblBaHune He cnocobeH oTKpbITb OTKpbIBaeT KOHTeNHep,
KPbILLIKM pacrnosIoXeHHbIN Ha
KOHTeNHepa CTOJIe, NN NpUXKaB ero K

cebe
CnocobHocTb He m™MoxeT noaHecTn MoXeT noaHecTn Ko pTy MoxeT nogHectTu KO  pTy
noaHecTm Ko PpTy CTaKaH4yuK KO pTy CTakaHumk ¢ rpysom 200 CTakaHuymk c rpysom 200 r
CTakaH4uK C r ABYMS pyKamu OAHOW pyKOM

nepeMeLllaeT ero m3

OAHOrO Kpyra B
Apyrown Kpyr
yAepxuBas Ha
Becy.

Mexnay Kpyramu,

pPacnosioXXeHHbIMU
Mo ropu3oHTann.

LLEHTPAJIbHOIO
KPYIA BO,
BHELWWUHWWN KPYT Ha
TecTupyemom
CTOpOHE

Maccom 500 r rno
MOBEPXHOCTW CTONa

MoaHUMaeT rpys wu HeBbInonHMMO MoXeT NepeMecTuTb rpy3 MoxeT  nepeMecTuUTb rpys
nepemellaeT ero u3 mMaccon 200 r no Maccor 200 r, nogHsB ero
O4HOIO Kpyra B NMOBEPXHOCTU CTONA

Apyroi Kpyr

yaepxuBas Ha

Becy.

Mexay Kpyramu,

pacnofioXXeHHbIMU

no  rOpPU3OHTaNN.

n3

LUEHTPAJIbHOIO

KPYTA BO,

BHELUHWW KPYT Ha

oueHnBaeMomn

CTOpOHe

MogHuMaeT rpys wu HeBbInosIHMMO MoxeT nepeMecTuTb rpy3 MoxeT nepeMecTuTb rpys

maccon 500 r, nogHsB ero




OnucaHue

0

2

OLIEHKA

MogHuMaeT rpys wu
nepemeLlaeT ero u3
OAHOrO Kpyra B
Apyromn Kpyr
yaepxuBas Ha
Becy.

Mexay Kpyramu,
pacrosioXXeHHbIMU
rno AnaroHanu.
YEPE3 CPEOHIOIO
JINHNIO n3
LUEHTPAJIbBHOIO
KPYFA o}
BHELUHNN KPYT,
Haxoasiwmmnes Ha
NMPOTMBOMOJIOXHOMN
CTOpOHe

HeBbINOMHNUMO

MoxeT nepeMecTuTb rpys
Maccon 200 r no
NOBEPXHOCTU CTONA

MoxeT rnepeMecTuTb
Maccon 200 r, nogHaB ero

rpys

MepemewaeTt
MeLloYeK C MeckoMm
maccom 500 r c
KOJIEHEN Ha CTo
UM NogHUMaeT Ha
YPOBEHb a3

He MOXeT
nepeMecTuTb rpy3 Ha
CTON ABYMS pyKamm

MoxeT
nepemecTuTb
rpys Ha cTon
pykamu

ABYyMsI

MoXeT MoAHSTb  rpy3  Ha
YPOBEHb IN1a3 ABYMSI pyKaMmu

Moabem
BbINPSMAEHHbIX PYK

HeBbINOAHNUMO

Moxxet
PYKU Haa

nogHsATb obe

MosxeT 0oqJHOBpEMEHHO OTBECTU

Hap ronoeson  —
OTBegeHue rnaeya

ros0804 0AHOBPEMEHHO

TOo/IbKO crubasi ux B
JIOKTEBbIX cycTaBax
(ncrionb3ysi
KOMreHcaumio)

B  CTOPOHbI 06e pykm C
pPa3orHyTbIMU JIOKTSAMU u
onucatb pyKamu roJHbIb Kpyr,
cBeAsl N1afoHM

Ha/ ros10Boi

OueHka 5 6annos 3a
BXo4Hoe

OueHka 6 6asioB 3a BXOAHOE

OTBeseHune nneda

TectnpoBaHue TectnpoBaHue
Moavem rpysa He MoXxeT noAHATb MoxeT noAHATb  rpy3 MoxeT noAHATb rpy3 Maccon
maccor 500 r Bbiwe rpys maccom 500 r Maccom 500 r C 500 r 6e3 koMneHcauum
ypOBHA nne4y — [axe C KoMneHcauumen KOMMeHcaumemn
OTBeseHune nieda
Moabem rpysa He MoxeT noaHATb MoxeT noAHATb  rpy3 MoxeT noaHAaTb rpy3 maccomn 1
Maccon 1 Kr Bbiwe rpys maccom 1 kr paxe mMaccon 1 Kr C Kr 6e3 komneHcauuu
YPOBHA nsie4y — C KOMMeHcauuemn KoMrMeHcauunemn
OTBeseHue rieda
MNoabem KNCTKU HeBbinonHMMoO BbinoaHuMo C BbinonHuUMo 6e3 KoMneHcauumm
Bbllle YPOBHS KOMMeHcaumemn
nney — CrubaHune
nne4ya
MNoabem rpysa He MoxeT noaHSaTb MoxeT noaHsaTb  rpys MoxeT noAHATb rpy3 Maccon
maccor 500 r Bbiwe rpys maccom 500 r Maccom 500 r C 500 r 6e3 KoMMNeHcaumm
ypoBHA nne4y — AaXke C KoMMeHcauuen KOMMeHcaumemn
OtBegeHune naeya
Moabvem rpysa He MoxeT noaHATb MoxeT noAgHATb  rpys MoXeT noAHATb rpy3 mMaccomn 1
Maccor 1 Kkr Bbiwe rpy3 maccom 1 Kr gaxe Maccom 1 Kr C Kr 6e3 KomneHcauum
ypOBHA nfne4y — C KOMMeHcaumemn KOMMeHcaumemn

NTOro

Kirou (HHTepnpeTaum{): OLCHHUBACTCA B 0ajij1ax Ha MOMEHT OCMOTpa U IOTOM, B JTMHAMHUKCE.







