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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

BullTAIl (ot aur. Biphasic Positive Airway Pressure, BPAP, BiPAP), 10 HOMEHKIIATYPe MEIUIIMHCKIX
u3ennii — Amnmapar HMCKYCCTBEHHOM BEHTWJISILMM JIETKUX C JBYX(a3HbIM IOJOKUTEIBHBIM
nasinennem (BPAP) mepenocHoil, AnmapaT MCKyCCTBEHHOW BEHTWISIIMU JIETKHX C JBYX(a3HBIM
nojaoxuTenbHbIM napieHueM (BPAP) mist nomaminero ucnonb3oBanusi) — AByXda3zHas BEHTHIISIUS C
MIOJIOKUTENBHBIM JIaBIICHUEM B JIBIXATEJIbHBIX IYTAX — 3TO almnapar, CO3Jal0IINi Ha BIOXE U BBIIOXE

manucHTa JaBJICHUC PA3JIMYHOTIO YPOBH.

I'uneprpodus Muokapa — MaToJI0rMyeCcKoe yTONIEHNE MBIIIEYHOIO CJI0s CEepaLa.

JleHCHUTOMETpHST — HEMHBA3UBHBIN METO]I OTIPEACICHUS MUHEPATBbHOM IJIOTHOCTA KOCTHOW TKAHU.

Jlunararys KaMep cep/ia — NaToJorHYecKoe yBenndeHne oo0bEémMa KaMep cepara.

Kapnuomuonarus — TrTeTeporeHHass rpynmna 3a0ojeBaHMi  MHOKapla, COMPOBOXKIAIOLINXCS
MEXaHUYECKOM M (WMu) 3JIEKTpUYecKor AuC(hyHKUMEH, OObIYHO (HO HE BCErja) MNPUBOASIIMUX K

TUNEPTPOPUHN WK JUIATALUN U UMEIOIIUX Pa3InYHbIe (4ACTO TEHETUYECKHUE) MPUINHBI.

Kanmnomerpust u kamHorpadus — wu3MepeHue M IUPPOBOE OTOOpaKeHHWE KOHIEHTPALMHU WU
MaplralbHOTO JAaBJICHHS YIJIEKHCIOTO Ta3a BO BJBIXa€MOM U BBIBIXa€MOM BO3JIyX€ BO BpeMs

AbIXAaTCJIbHOT'O IUKJIA ITalluCHTA.

KucnorHo-ocHOBHOE coCTOsiHUE (KHUCIOTHO-IIENOYHOM OajlaHC, KHCIOTHO-IIEIIOUHOE COCTOSHUE,
KIIC) — cootHomeHne KOHIEHTpanuii MOHOB Bopopoaa H+ u ruapokcuneHbix rpynn OH— B

OMOJIOrHYECKUX KUAKOCTAX OpraHu3ma.

KOHTpaKTypa — OI'PaHNYCHUC ITACCUBHBIX I[BI/I)KGHI/Iﬁ B CyCTaBc.

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

IyJIbCA B MUHYTY.
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CulTAII (or aurmi. Constant Positive Airway Pressure, CPAP — mnocTossHHOE MOJ0XKUTENbHOE
JNABJIECHWE B JbIXaTelIbHBIX MYTAX; [0 HOMEHKJIAType MEIUUMUHCKUX U3Ienuid — Amnmapar
UCKYCCTBEHHOM BEHTWIALIMM JIETKUX C IOCTOSHHBIM TOJOXUTENbHBIM JaBieHuemM (CPAP) nnsa
HOBOPOXIECHHBIX, Amnapar UCKYCCTBEHHOM BEHTWIALMU JIETKUX C IOCTOSHHBIM IOJIOKUTEIbHBIM
nasienreMm (CPAP) miis momaiiiHero ucnoib30BaHus) — 3TO UHIWBUIyAIbHBIA MEAUIIMHCKUN anmapar
JUI. aBTOMATU3WPOBAHHOM JUIMTEIIBHOW BCIIOMOTaTEIbHOW HMHTPAHA3AJbHOM BEHTWISLHUM JIETKHAX
IIOCTOSIHHBIM IIOJIOKUTEJIBHBIM JaBJICHUEM, IPUMEHSAEMBIM IallMEHTOM BO BPEMs HOYHOIO CHa.
CulIAIl nmpencrasinser co0oil HEOONBIIONH KOMIPECCOP, KOTOPBI MOMAET MOCTOSIHHBINA MMOTOK BO3yXa
MO/l OmpeNeiEHHBIM JaBICHUEM B JbIXaTelbHBIE MYTH 4Yepe3 TUOKYyI0 TpyOKy M TEepPMETHYHYIO
HOCOBYIO WJIM POTO-HOCOBYIO MacKy. TakuM oOpa3om, OH He JAET JbIXaTeIbHBIM IYTSIM CMBIKAThCS U
OJIOKMpPOBaTh MOCTYIUIEHHE BO3AyXa (M HEOOXOAMMOIO OpraHu3My Kuciopoaa). B pesynbrare
HCKJIFOYAeTCSl PUCK BHE3AIIHOM CMEPTH OT OTCYTCTBMS BO3AyXa B JBIXaTCIbHBIX MYTIX, a TAKKE

o0ecreunBaeTCcsi HOpMaJbHBIA COH.

CKoano3 — 310 TpéXHHOCKOCTHaH I[e(l)OpMaHI/I}I ITIO3BOHOYHHKA.

Onexrpomuorpadus (OMI) — meronasr ucciaenoBanus nepuepuuecKux HEPBOB, MBI U HEPBHO-
MBITIIEUHOU Tiepenayuun. [logpasfaenstorcss Ha CTUMYISIITUOHHYIO M UTOJIBUATYIO DJIEKTPOMHUOTPAQHIO.
Hcnons3yeMbIii  MeTOM  3NEeKTpOHEeHpomMuorpaguu W O00bEM  HMCCJICHOBAHHS  3aBUCAT  OT

IPEII0JIaraéMoOro YpOBHsI OPAXXEHUsSI IPU OCMOTPE HEBPOJIOTA.

OHTepalbHOE IHTAHME — BBEIACHUE MUTATEIbHBIX BEIIECTB B JKEIYAOYHO-KHUILIECYHBIA TpPaKT
(mepopalibHO, Yepe3 30HJ UM CTOMY) C II€JIbI0 MOAAEPKAHUS U KOPPEKIMH HYTPUTHUBHOTO CTaTyca B
COOTBETCTBUM C TEKYIIUMHU MOTPEOHOCTAMU OONBHOTO B dHEpPruu, Oeike, BUTaMUHAX, MUHEpaiax u

MHKPODJICMCHTAax.
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1. Kparkast nHpopmMauus 1mo 3a001€BaHNI0 WIH
COCTOSIHUIO (IpynnbI 3200/1eBAHUUA UJIA COCTOSTHUM)
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1.1 Onpenenenue 3a00/1eBaHUsA HJIH COCTOSTHUS
(rpynnbl 32001€BAHUMA UJIA COCTOSTHUI)

5g-accouuupoBaHHasi, WM NPOKCUMAaJbHAas, CliMHadbHas MblieyHas arpodus (CMA) — 3to Tspkénoe
HEPBHO-MbILIEYHOE 3a00JieBaHUE C ayTOCOMHO-PELECCUBHBIM THUIIOM HACJIEJOBAHUSA, KOTOPOE
pa3BUBAeTCsl BCJEJACTBHE TOMO3WUIOTHBIX (peXe — KOMIIAyH/A-T€TEPO3UTOTHBIX) MaTOr€HHBIX
BapUaHTOB B reHe SMNI/ u XapakTepus3yeTcsi HEYKIOHHOM JEeTr€Hepalueldd MOTOHEMPOHOB CIIMHHOIO
MO3ra M CTBOJIA TOJIOBHOTO MO3ra, YTO OOYCIOBIIMBAET PA3BUTUE MPOTPECCUPYIONIECH MBIIIEYHOM

arpoduu 1 BAIBIX Tape3o0B [1].
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1.2 DTHOJIOTHUS U MATOT¢HE3 3a§0J1eBaHnﬂ WM
COCTOSIHUA (TPynnbl 3200/1€BAHUIN UJIM COCTOSAHUMN)

CMA pa3BuBaeTcsi BCIEACTBUE MAaTOT€HHBIX BapuaHTOB B reHe SMNI (auri. survival motor neuron),
KOIUPYIOMEeM O€JI0K BBDKHBaeMOCTH MoOToHeWpoHoB (SMN). T'em SMNI nokanu3oBaH Ha 5-i
xpoMocome (1okyc 5q12.2-q13.3) Gmrke K TeaoMepe, B CBSI3H C UeM UMEET aJbTepPHATUBHBIC HA3BaHUs

telSMN, SMNt n SMNT, tne «t» 0003Ha4aeT ero TeJIOMEPHOE PACTIONOKEHHE.

[Tonnouenusiit 0enoxk SMN cocrout u3 294 aMUHOKHCIOT M XapaKTEpPU3YyeTCs ITOBCEMECTHOMU
IKCIIPEeCCUeH, a Takke MHOroooOpasmeM ¢yHKIu. OCOOCHHO BBICOKOE COAEpP)KaHHME ATOTO OeiKa
oOHapy>KMBAeTCA B TOJJOBHOM M CIIMHHOM MO3T€, IMOYKaX M MEYCHH, OJTHAKO OH TAKKE COACPKUTCS B

cepanuc, MbIIax v IMpoYruX TKAHIX.

benok SMN mpucyTCTBYeT Kak B siApe, Tak U B LUTOILIa3Me B cocTaBe SMN-KOMILIEKCOB, KOTOPbIE
IPEICTABIAIOT cO00M caMOCOOUPAIOIIECs MHOIOMEPHBIE OEIKOBBIE CTPYKTYpbI, HEOOXOAUMBIE IS
crutaiicunra npe-MPHK. benok SMN BeicTymaer B ponu cyObenuuunbl SMN-koMIiekca MpH
OuocuHTe3e MajbIX SAEpHBIX pruboHyKIeonporenHoBbIX yacTull (MsPHII; small nuclear ribonucleic
particles). SMN-KOMIUIEKC MO3BOJISET SAEPHBIM Sm-OeflkaM U OOOTamIéHHBIM YPUIUHOM MajbIM
anepasiM PHK ¢gopmupoBare MaPHII, yuactByromue B crutaiicuare npe-mPHK pasnuunbix reHos,
HEOOXOAMMBIX I (YyHKIMOHUPOBAHUS IBUTATEIbHBIX HEUPOHOB U pssia APyrux kierok. Kpome Toro,
oemok SMN MoxpynupyeT amnonrto3, OJOKUpPYS aKTMBALMIO HECKOJbKHUX Kacla3 M JIPYruX KIIHOYEBBIX

PEryJIaTOpOB BRIKMBAHUS KJIETKH [2].

VY mropedt U Ipyrux BbICHIUX NpUMAToB SMNI vMeeT mapajlorduyHylo [EHTPOMEPHYIO KOMUI0 — TI'eH
SMN?2 (ansrepHatuBHBIE 0003HaueHusi cenSMN, SMNc, BCD541, SMNC). B 00bIYHOW TOMYJISIAH
(6e3 CMA) npumepno y 10-15 % mroneit SMN2 BoBce orcyrctByeT [3]. KonuitHocTs rena SMN2 y
nanueHToB ¢ CMA BapbupyeT, Kak NpPaBWIO, OT OJHOM J0 YETHIPEX-MATU (KpailHe peako — 0

BOCbMH) [4,5].

O6a rena (SMNI wu SMN2) coctosT U3 JEBSITH DJK30HOB M 10 CBOCH HYKICOTHIHOMN
MOCJIEIOBATEIbHOCTH OTJIMYAIOTCS JIUIIb MSIThIO HyKJIeoTuaamu [1,6]. B omiuume 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 HapyILICHUIO PabOThI
9K30HHOTO SHXAHCEpa CIUIAliCMHTa W albTepHaTuBHOMY crutaiicuary npe-MPHK, oGpasytometicst ¢
reHa SMN2, ¢ uckmouenneMm 3k30Ha 7 B 90 % TtpanckpunrtoB SMN2 [7,8]. D10 00ycaoBIuBaeT
oOpa3oBaHUE C TaKuUX TPAHCKPUIITOB HEMOJHOIEHHOW Bepcuu Oenka SMN, kotopas OBICTPO
MOJIBEpraeTcsi BHyTPUKJIETOUHOU nerpanauuu. Tem He meHee, okono 10 % obpasyemoro ¢ rena SMN2

OETKOBOTO MPOIYKTA SBISETCS MOTHOIICHHBIM (PyHKIIMOHATBHBIM OerkoM SMN.
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CMA pa3BuBaercst Nmpu OTCYTCTBUU Y uejoBeka (PyHKIMOHaIbHO padouux komui reHa SMNI.
Vuyactok 5ql12.2-q13.3 sBnsieTcs CHOXKHBIM W T€HETUYECKH HecTaObwibHbIM. [Ipumepno B 95 %
ciaydaeB npuunHOW pa3Butuss CMA SBISIOTCS TOMO3WIOTHBIE JEIEUHUU SK30HOB 7 WM 7—8 reHa
SMNI. B ocTtabHBIX Cily4asX Yy IalMEHTOB BBIABISAETCS KOMIIAyHJ-T€TEPO3UTOTHOE COCTOSIHUE IIO
JIeJIEIMH B OHOM Konuu reHa SMNI v MHBIM NaTOT€HHBIM BapUaHTOM (HOHCEHC, MUCCEHC, BapUaHThI

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

OrcyrcrBue Oenka SMN BcelieZICTBME MAaTOTEHHBIX BapMaHTOB Ha oOoux amiensx reHa SMNI
MPUBOIUT K HapymieHuto ouocuntesa MaPHII u, cooTBeTCTBEHHO, HAPYIICHUIO CIUTAMCHHTA HE3PETbIX
MPHK reHOB, HEOOXOIMMBIX JIS KU3HEACATEIHPHOCTH MOTOHEHPOHOB, YTO BICUET 3a COOOMU
MIPOTPECCUPYIONLYIO THOEh TTOCIEAHUX. Y UUThIBas MOBCEMECTHYIO dKcIpeccuto 6einka SMN, moMumo
JOMUHUPYIOIIMX HEBPOJIOTMUECKUX HapyIIeHUH, ero neuiuuT oOyCIOBIMBAET TaKXkKe U Pl
CHUCTEMHBIX HApyUIEHUU. JTO HAXOJUT CBOE MOATBEPKICHHE KaK Ha SKCIEPUMEHTAJIBHBIX MOJEISX,

TaK U B SIIMACMHOJIOTMYCCKUX UCCIICAOBaHUAX [9]

B cnydae reTepo3uroTHOoro HOCHUTENIBCTBA JEJICIUU 3K30HOB 7 unu 7—8 reHa SMNI m oTcyTcTBUA
MaTOT€HHBIX BAPUAHTOB Ha BTOpoM ayene 3toro rena CMA He pa3suBaerca. [Tomumo CMA, npyrux

3a00JIeBaHM, CBSI3aHHBIX C TATOTCHHBIMU BapuaHTaMu B TeHe SMN 1, B HacTosIIee BpeMs He OMHICaHO.

B cBa3u ¢ tem, uto ¢ reHa SMN2 Tem He MeHee oOpasyeTcss HeOombInas A0S MOJHOIIEHHOTO OeKka
SMN, uncno xonuii SMN2 sBAsieTcss OCHOBHBIM Moaudukaropom Tsxectu penoruna CMA [10,11].
Uewm Oompmie konuit SMN2 y nanmenta ¢ CMA, tem msarde ¢eHoTun 3abosieBaHus (MO3KE BO3PACT
nebroTa, MEHEee CTPEMUTENLHOE MporpeccupoBanue). B 3aBucuMocTu OT ocoOeHHOCTEH (eHoTHUIa

BbIJIETAIOT 5 TUoB CMA (cM. Tabm. 1).

Ta6nuua 1. KnuHunueckme tunbl CMA 1 nx accoumauma ¢ KONMMHOCTbIO reHa SMN2 (aganTupoBaHo u3s [11-13])

Tun Yucno Konum BospacTt MpoAO/IHKUTENBHOCTb 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 »um3Hm 8-10 mMec He MoryT gepxaTb ronoBsy, nepeBOpayMBaTbCs U

XU3HU

(meHee 2 neT)

cnpeTb 6e3 noaaepxxku

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

3 2/3/4 18 mec-20 O6blyHas MoryT camocTtosTenbHass (6e3  noanepxKu)
net CUAETb, CTOSITb U XOAUTb

4 >4 Mocne 20 net O6bIyHas O6bIYHblE

* )KupHbiM BblgesnieHo Hanbosiee 4acTo BCTpeyarolueecs: Yncao Konui reHa SMN2 ripyn kaxagom m3 turnos CMA
** [lpn ycnosun TOﬂbKO no,q.qepmnsarol.uero CMMHTOMaTM‘-IeCKOI'O J1Ie4eHns




Heobxonumo oTmeTuTh, uto ompenencHue tuna CMA mpoBOAWTCS HE HA OCHOBAHHMH YHCIIA KOMUH
reHa SMN2, a ¢ y4€ToM 0COOEHHOCTEN TeUeHHUs 3a00JI€BAHUS U KIIMHUYECKOW KapTUHBI Y KOHKPETHOTO

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

[Tomumo xomuiitHOCTH SMNZ2, oOHapyxkeH emé oauH Moauduxarop dhenoruma CMA, cBA3aHHBIN C
3TUM TeHoM. Muccenc-BapuanT c.859G>C (pedepencHbiii Tpanckpunt NM _017411.3) B sx30He 7
reHa SMN2 npuBoauT K 00pa30BaHUIO HOBOT'O CaiiTa HK30HHOTO HYHXAHCEpa CIUIAlCHHTA, PE3yJIbTaTOM
Yero sIBIAETCS OoJblee, 4eM 0OBIYHO, BKIIIOUEHUE Sk30HA 7 B TpaHckpunt reHa SMN2 [3]. o atou
npuunHe y Hocutened BapuanTa ¢.859G>C B rene SMN2 naxe mpu HEOONBIIOM YHKCIE KOMHMA
nocyienHero Oymer HaOmomatbes Oonee Markmii ¢enorun CMA B cB3u ¢ Oomblied  jgonei

nosiHotieHHoro 0eka SMN cpenn OeIKOBBIX MPOIYKTOB SMN2.

SMN2-accolrpoBaHHbIE MOAU(PUKATOPHI SIBIISIFOTCS €IMHCTBEHHBIMU BAJIMTUPOBAHHBIMU (haKTOpaMH,
rusitomiuMu Ha ¢enotunn CMA. B HacTosiiee BpemMsi HHTEHCUBHO M3Y4YaeTCsl TakKyKe TOTEHIUAbHAs
pPOJIb IPYTHMX BO3MOXHBIX MOAU(DUKATOPOB (F€HETUYECKUX, SMUTCHETHYECKUX, (AaKTOpPhl BHEUIHEH

CpCI[I:I), OOHAKO KIIMHUYCCKOI'O ITOATBCPKACHUS 3TUX JJaHHBIX ITOKa HCT.
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1.3 Dnuaemuosorus 3aﬁoﬂgBaHnﬂ WJIM COCTOSTHUS
(rpynnbl 32001€BAHAMA UJIA COCTOSTHUI)

I'mo6anbuas 3a6oneBaemocts CMA Bapbupyer ot 1 ciydas Ha 6 000 HoBopoxkAEHHBIX 10 1 Ha 10 000
HOBOPOXIEHHBIX; MPH O3TOM 4YacTOTa TIeTEPO3UTOTHOIO HOCHUTENIbCTBA MATOI€HHBIX BapUAHTOB,

accouuupoBaHHbIXx ¢ CMA, coctapnsetr npumepHo 1:50 [14-16].

Pacnpoctpanéanocts Bcex TumoB CMA BMecTe B3STHIX, IO OIMyOJIMKOBAHHBIM Ha CETOIHSIIHUMN JE€Hb

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

[entpanuzoBanHas craructuka no snuaemuonoruu CMA B P® orcyrcrByet. 1o nanueim ®I'BHY
«MI'HI[ um. akagemuka H. I1. boukoBay, yacTora reT€pO3UroTHOTO HOCHUTENBCTBA JACJIEIMNA IK30HOB
7/8 rena SMNI B poCCHUICKON MOMyYJISIITUU cocTaBisieT 1 Ha 36 4enoBek, a pacuéTHas 3a001eBaeMOCTh

CMA, takum oOpa3om, MOkeT ObITh 1 citydait Ha 5184 HoBOpOxkAEHHBIX [17].
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1.4 Oco0eHHOCTH KOAUPOBAHHUSI 3200/ 1€ BAHUSA WJIH
COCTOSIHUA (IPyNIIBI 3200J1€BaHUIl HIH COCTOSIHHIA) 110
MexayHapoOAHOH 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 [Bepnuura-l'opdmana]

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

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

8B61 CrinHanbHbIE MBIIIIEUHBIE aTPOPUU

8B61.0 CnunanbHast MbllieuHas aTpodusi paHHss 1eTckas popma, T [
8B61.1 [lozauss cnimHanbHas MbliedHas arpodus, Tam [l

8B61.2 FOnomeckas ¢popma cnuHaibHOU MblieuyHoU nuctpoduu, tu I11

8B61.3 CnimHanbHas MbllliedHas arpodus B3pocibIx, Tum [V
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1.5 Knaccugpukanust 3a001€BaHust MM COCTOSTHHSA
(rpynnsl 32001€BAHAMA UJIA COCTOSTHUI)

HaunbGonee yacto ucnonb3dyemasi kaunudeckas kinaccudukanus CMA ocHOBaHa Ha Bo3pacte /1e0roTa
3a0oneBaHusl M TSOKECTH (peHoTurna. ba3oBble XapaKTepUCTHUKUA JTOW KiacCU(UKAIMK  ObLIN

npeacTaBieHsl B TaOn. 1. Huke mpuBeaéH psn ITOMOTHUTENBHBIX JETaled MO KakJIOMYy M3 THUIIOB
CMA.

Tun 0, npeHarajbHass, WIK BPOKAEHHAs], popMa. XapaKTepHu3yeTcsl NOHMKECHHON JIBUTATEIIbHOU
AKTUBHOCTBIO TUIO/IA. Y HOBOPOXKJIEHHBIX OTMEUAIOTCA TpyOble HApyIICHWs TJIOTaHWUSI U JbIXaHUS,
HEOHaTaJbHAs THUIIOTOHMS, JIMIIEBAs IUIIETHs, apTporpumno3. IIpogoKUTEeNbHOCTh JKHM3HU, KaK

MIPaBUJIO, HE MPEBBIIIAET HECKOIBKUX HENENb MOCIIE poxkaeHus [6,12].

Tun 1, wu3BecreH Kak Oosie3Hb Bepanura-l'oppmana, a Ttakke kak «ocrpags CMA»
(OMIM#253300). XapakTepu3yeTcsi pa3BUTHEM BBIPAKCHHOM CIIa00CTH B MJIaJICHYECKOM Bo3pacTe (B
NepBbIe 5 MECSIEeB JKU3HH), HEBO3MOKHOCTBIO CHIETh 0€3 TMOIJIEPKKH, MPOTrPEeCCUPYIONIUMU
KOHTPAaKTypaMH CyCTaBOB, HapyIIEHWEM COCaHUs U moTaHus. [Ipu oTCyTCTBUU peaOMIUTALIMOHHBIX

MEpPOTPUATUNA U MATOT€HETHYECKON Tepanuu CMEpPTh OOBIYHO HACTYIMAET B TEUEHHUE 2-TO To/ia KU3HU
[6,12].

Tun 2, u3BecteH kak 0ojie3Hb Jly0oBuIa, a Takke Kak «xponudeckas CMA» (OMIM#253550).
JleGroT 3a0o0meBanus MPUXOAUTCS Ha Bo3pacT 6—18 mecsues. Jletn ¢ CMA 2-ro Tuma npuoOpeTaroT
CIIOCOOHOCTh CaMOCTOSITEILHO (0€3 TMOANEpPKKH) CUIIETh, OJIHAKO BIIOCIEACTBUM HAOIIONAETCS
OTCTaBaHHE B MOTOPHOM PAa3BUTHU C yTPATOW JOCTUTHYTHIX paHEe JBHUIaTeIbHBIX HABBIKOB. 1o Mepe
TeueHus: 3a0oJeBaHMsl y TMAlMEHTOB  pa3BUBAIOTCSA  IpyOble  CKeleTHhle  JedopManui,
pacnpocTpaHEHHbIE KOHTPAKTYpPbl CyCTaBOB, PECTPUKTHBHBIE JbIXAaTEIbHbIE HAPYIICHUS Pa3InYHOU
CTEIEHH BBIPAKEHHOCTH, MOSABIIIETCS MOCTYypalbHbI TpeMop nanbleB pyk. MHorma CMA 2-ro Tuma
JIOTIOTHUTENILHO Pa3fesifoT Ha moATuribl 2a u 2b. CMA 2b tuna ominyaercs oT 2a KpaTKOBPEMEHHOU
BO3MOKHOCTBIO MAIlUEHTOB CTOSITh WIJIM JIaXe JeJaTh HECKOJIbKO IIaroB MNPH IMOCTOPOHHEH
nojaep:xke [6,12,18].

Tun 3, usBecren kak 0ose3Hb KyreianOepra—Benanmep, a takike kak «wBeHHJIbHasgs CMA»
(OMIM#253400). [eGror mpuxomuTcs Ha Bo3pacT oT 18 mec. mo 21 roma. IlamueHTh gOCTUTAIOT
CIIOCOOHOCTH CHJIETh, CTOSTH M MEpelBUraTbcs 0e3 MOJAEPKKU M0 MEHBIIEH Mepe 10 myOepTaTHOro
MepUoa, KOIJla MOYKET HAYMHATHCA OTHOCHUTENIBHO MEJICHHAs yTpaTra JOCTUTHYTBIX paHEE 3TAloB
IBUTATeNbHOTO pa3BuTHs. CkeneTHble JjAedopMalliyd daile BCEro HOCAT JETKUN  XapakTep.

[TpoomKUTENBHOCTD KU3HU HEPEKO COMIOCTABMMA C TAKOBOW B 1ieJIoM 1o nonyisiuuu. Muorga CMA
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3-ro TUMa AOMOJHUTENBHO pa3fenstoT Ha moatumnbl 3a u 3b. [Ipy CMA tuma 3a ge6r0T oTMeyaeTcs B

nepuon ¢ 18 1o 36 mec., B To BpeMst kak npu ture 3b — nociue 36 mec. u g0 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. Otot Tun CMA kpaitHe pefok u HaOmogaeTcs
MeHee YeM y 5 % mamueHToB. Y TAIMEHTOB COXpaHEHA CIOCOOHOCTh K CaMOCTOATEIHLHOMY

nepeaBKeHn0. [IpoaomKUTENbHOCTD KU3HU, KaK IPABUIIO, HE CHIKEHa [6,12].

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

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

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

- CMOCOOHBIX XOAMTh, HIIH «yOoKepb» (aHMI. walkers), — cooTHOCATCS co CMA TumoB 3 1 4 TUTIOB.
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1.6 Kiinmanyeckass KApTHHA 3a§0J1eBaHnﬂ WA _
COCTOSTHUSA (IPynnbI 3200/ 1€ BAHUM UJIM COCTOSIHUMN)

CMA 0-ro tuma mpeacTaBisieT coOoil Haubonee TsDKENBIA BapuaHT 3abosieBanus. [lo JaHHBIM
HEKOTOPBIX aBTOPOB, A0Js manueHToB ¢ CMA 0-ro Tuma OT BCEX MAlMEHTOB C 3TUM 3a00JeBaHUEM
MOXeT cOCTaBIATh okoso 1,8 %. Haunbonee yacteim nepBbiM nposisienueM CMA 0-ro Tuna siBisieTcs
CHM)KEHME TMOJIBUJKHOCTH TUIO/A, HA KOTOpPOE oOpaliatoT BHUMaHUE OepeMeHHbIE KEHIIUHbBI Ha 24—38
Hezenax OepemeHHOCTH (MeauaHa — 32 Henenu). Cpasy mociie pokJIeHUs Y MJIaJICHIIEB OTMEUYat0TCs
rpyOble MBIIIEYHAsT TUIOTOHUS © JbIXaTelbHbIE HApyIICHUs, TPeOyIONMe BEHTUISAMOHHON
NOJJECPKKM B TMEpPBbIE 4Yachl KU3HU. Y OOJNBIIMHCTBA TAaKUX HOBOPOXKIEHHBIX OTCYTCTBYET
BO3MOKHOCTb COCaTh WJIM [JIOTaTh, BBISBIISAETCS JIBYyCTOPOHHSIS TUIETUS MUMUYECKUX MBI, Y MHOTHX
miazaenneB ¢ CMA 0-ro Tumna oOHapyXUBarOTCsS BPOXKIAEHHBIE TIOPOKHU cep/a (Jaiie Bcero, 1e(exTs
MEXIIPEACEPAHON WIIM MEXOKEIYI0UKOBOM Teperoponiku). [IpogomxurensHocts xu3nu npu CMA 0-

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

Ha nomto CMA 1-ro Tuna npuxogutcs okojio 45 % oT Bcex ciaydaeB ATOro 3a0ojieBaHusl. DTOT THIT
CMA ne6rotupyeT B BO3pacTe 10 6 MecsieB. Y AeTeil pa3BUBAETCs TSKENAsh MbIIIEUHAs CIab0CTh C
HEBO3MOXKHOCTBIO  JIepXaTh  TOJIOBY,  JbIXarelibHasg  HEJOCTAaTOYHOCTh,  HECTIOCOOHOCTh
NEPEBOPAUNBATLCSA U CUJIETh 0€3 MOoAAEepKKU. JJOMUHUPYET CUMMETpUYHAsl TPOKCUMaJIbHas cl1ab0CTh
B MbImax. [mybokue peduexcsl He BbI3bIBatoTCsA. Hepenko oTMeuaroTcs TPyIHOCTH C KOPMIICHUEM U
acmupanus TUIIU. YYHUTHIBass OTHOCUTENBHYIO COXPAHHOCTh CHJIBI JuadparmMbl MO CPAaBHEHHUIO C
MEXpPEOEPHBIMU MBIIIIAMU U MBIIIIAMH TPYIHOM KJIETKH, Y OOJBIIMHCTBA MAllMEHTOB HaOIIOqaeTCs
KynojooOpa3Hasi aegopmanusi TpyIHON KJIETKH M MapajoKCalbHOE JIbIXaHue. B s3bIke BBIABIAIOTCS
dacuukynsauun u arpopus. Co BpeMeHEM pa3BUBAIOTCS CKOJIMO3 U KOHTPAKTyphl CycTaBoB. be3
MaTOreHETUUYECKOTO JICUCHUS U PEaOMINTAIIMOHHBIX MEPONPUATHI CMEPTh HACTYMAET J0 JOCTHKCHUS
Bo3pacta 2 ser [12,23]. Tem He MeHee, ¢ aKTHMBHBIM BHEJIPEHHUEM IaTOTC€HETHUYECKON Teparnuu y
nanueHToB ¢ CMA 1-ro tuna B OyayieM, BEpOSITHO, MOXKHO OXHJIATh MEPEXo]l TaKUX JIIOJAEH BO

B3POCIIYIO BO3PACTHYIO KaTeropuio Ha (DOHE M3MEHEHHsI €CTeCTBEHHOTO TeueHuss CMA.

CMA 2-ro Tuna ne6roTupyeT B Bo3pacTe 6—18 MecsieB (1o JaHHBIM MoJbckoro peructpa CMA u3
790 mnamueHTOB, cpenHUM Bo3pact jaeOrora 11,5 MecsieB), uMeeT MeHee TSKEIOe TEUeHUEe U
cocranisier okojio 30 % ot Bcex cinyyaeB CMA [13]. Okono 70 % nauuenToB ¢ 3tum tuniom CMA
JO’KUABAIOT 10 25 net. Ha BbICOTEe TOCTUTHYTBIX IBUTATEIbHBIX HABBIKOB MaeHThl co CMA 2-ro tuna
MOTY CHUACTHh 0€3 MOAACPKKH (KaK MpaBuiIo, K BO3PAcTy 9 MecsIeB) U CaMOCTOSTENIBHO YAEPKUBAThH
TOJIOBY, OJIHAKO BIIOCJIEICTBHM MO MEpE TEUeHHUs 3a00J€BaHUSl U MPU OTCYTCTBUHU MATOTEHETUUECKOU
TE€panuy pa3BUBAETCS pPErpecc JABUrarelibHbIX Bo3MoxkHOcTe. [lpy CMA 2-ro Thma Hepenko
oTMeYaroTCs (acCHUKYISALIUNA MBI SI3bIKA, MOCTYpadbHO-KUHETHYECKUN TpeMop mamibiieB pyk. [lo
mepe TedeHus CMA mporpeccupyroT rpyoas kudockoauoTudeckas aedopmainusi MO3BOHOYHUKA U
pacnpocTpaHEHHbIE KOHTPAKTYpbl CYCTaBOB (BKJIIOYAash aHKMIJIO3 YENIIOCTHOTrO cycTana). Jledopmanuu

MTO3BOHOYHUKA M TPYTHOM KJIETKH COTPSDKEHBI ¢ OOJBIIIEH BRIPAKEHHOCTHIO JbIXaTEIbHBIX HAPYIICHUN
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U Hepenko TpeOyrT Xupyprudeckon koppekmuu. BcenenctBue muddysHoii (Oonee BbIpakeHHOMN
IPOKCUMAJILHO) MBIIIEYHOW CITa00CTH OTMEYAIOTCS CIa00CTh Kallllsl, PECTPUKTUBHBIC JbIXaTelIbHbBIE
HapyIICHUS, TONEPXUBAHUS U aCTIMPAIIHS MIPU MPUEME TTUIIN; UMEET MECTO TTOBBIIIICHHAS CKJIOHHOCTh
K pecnuparopHbIM MHOEKIUIM. 3aTpyAHCHUS JbIXaHHWS W TJIOTAHHS OTMEUYarT y cebds Oomee 75 %
nanueHToB co CMA 2-ro tuna [24]. I1o qaHHBIM HEOOBIIOT0 HAOIIOIATEILHOTO UCCASAOBAHUS, U3 24

nanueHToB ¢ CMA 2-ro tuna y 12 uMen MecTo BbIBHX, a Y 8 — MoABBIBUX Oexpa [25].

[To maHHBIM KpyIHEHIIET0 Ha CETOMHAIIHUN JIeHb HAOMIOAATEeIHLHOTO JOJATOCpOoYHOro (Oomee 8 JeT)
uccienoBanus ¢ yyactuem 348 nanuentoB co CMA 2-ro tumna, Haubosnee HHTeHCUBHOE (0KoJi0 4 %/
rojl OT pacu€THOU HOpMBI PopcupoBaHHOM xKu3HeHHOU EMkocTH NE€rkux (OXKEJT)) mporpeccupoBanue
TBIXaTeIbHBIX PAcCTPOMCTB HaAOMIOmaeTcss B mepuoa ¢ S5 1o 13 jeT, mocne dYero TEMITbI
nporpeccupoBanus cHkaioTces 10 1 %/ron ot pacuérnoit Hopmbl @IKEJI [26]. Ilo ganHbIM Ipyroro
uccienoBanusl ¢ ydyactuem 82 manueHToB co CMA 2-ro Tuma, TeMIbl CHM)KEHHS (B MPOIIEHTaX OT
JIOJKHOTO 3HaYeHUs) 00bEMa (POpCUPOBAHHOTO BbI0XA 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 BpEMsl, MOBBIIIEHHAS YTOMJISIEMOCTh M HEOOXOIMMOCTb «IKOHOMHUTBHY» Ha
nekeHusx [12,23,24]. Kpome Toro, y HEeKOTOpbIX manueHToB co CMA 2-ro THIa MOXKET pa3BHBAaThCS

oxxupenue [19].

[Tpu CMA 3-ro Tuma ne0roT IBUTATENIbHBIX HAPYIIEHUH OoTMeuaeTcs B Bo3pacte ¢ 18 mecsien mo 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. [larmentsl co CMA 3-ro Tuma Kkakoe-To
(HEpenKo JIMTEIIBHOE) BPEeMsS COXPAaHSIOT CIIOCOOHOCTH IMEPEIBHUTaThHCSI CAMOCTOSTEIBHO (ITPU 3TOM
MOTYT OTMEYaThCs IMaJICHUs, TPYIAHO NPHU XOAbOEe IO JICCTHHIIE, Oere, MoIbEME U3 MOJOKCHUS CHIIA).
Ecnu nebror 3aboneBanus mpuinéics Ha Bo3pacT 10 3 jer (moarum 3a), TO yTpara CIOCOOHOCTU
XOIUTh, KaK TPaBWJIO, pa3BUBAECTCS HA BTOPOM jecsaTwietud Ku3Hu, eciu CMA 3-ro Ttuma
MaHu(pecTupoBaiga IMociae 3 JIeT, TO CIOCOOHOCTh XOIUTh MOMKET COXPaHATHCS Jaxe IMocie
noctuxenus 20-netHero Bo3pacta [12]. Ilo gaHHBIM HEOONBIIOTO HAOIIOAATEIHLHOTO MCCIEIOBAHUS,

n3 17 manimentoB co CMA 3-ro tTuna y 2 uMen MeCTO BBIBHX, a y 5 — MOABBIBUX Oenpa [25].

[To onmyOIMKOBaHHBIM JaHHBIM, pacu€THasi BEPOSITHOCTh COXpaHHOU crocoOHocTH xoauTh npu CMA
3-ro tuma cocrtabisieT 80 % nmocie 10 net 6one3nu, 68 % — nmocie 20 net 6one3nu u 61 % — mocie
30 ner 3aboneBanusa. HocurenbctBo 4 komuit rena SMN2 compsikeHO ¢ OONBIIMMHU IIAHCAMU
COXPaHHUTh BO3MOXHOCTH XOmuTh (82 % mocne 20 ner Gone3nu mpotuB 60 % mocie Takoil ke
JUIMTENLHOCTU 3a0oneBanust y Hocurtenedd 3 xomuit SMN2). CpenHuil BO3pacT BO3MOXHOM yTpaThl

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

[IpoGnemsbl ¢ mporaTkiBAHUEM MHILIU U JIbIXaHUEM OTMeYaroT y cebs menee 34 % mauuentos ¢ CMA

3-ro tuna [24]. JPeREMOHHDEEHEAIOWIABHAI0 PEHEKFESEM IR REA Yo 561K - Gitpstimddoniasiosm/



KPYIHEWIIIEro Ha CETOAHSIIHANA JeHb HAOMIOIaTeILHOTO JOITOCpOouHOTro (Oosee 8 JeT) uccieaoBaHus
¢ yuactuem 89 nmamuentoB ¢ CMA 3-ro tuna, HECIIOCOOHBIX XOJUTh, HAUOO0JIEE BHIPAKEHHOE (OKOJIO
3 %/rox ot pacuétaoit Hopmbl DIKEJI) nporpeccrpoBanue ObIXaTelIbHBIX HApYIIEHUN HaOM0AaeTCs B
nepuon ¢ 8 mo 13 jer; manee TeMibl mporpeccupoBaHus cHKaTca 10 0,9 %/rom or pacuértHOU
Hopmbl @IKEJT [26]. 1o nanHbIM Ipyroro uccienaoBanus ¢ yyactuem 78 namnueHToB ¢ CMA-3 ro Turma,
TEMIIbl CHIKEHUS (B MpPOLIEHTaX OT JA0JbKHOro 3HaueHus) ODBI1 mepe TteueHus 3abosieBaHus
coctasuiu 0,73 %/rox mist moaTuna 3a; g noarumna 3b 3to 3Haduenue Obuio 0,11 %, HO He MMeIo
CTaTUCTUYECKON 3HAYMMOCTH M3-3a MJIOTO yucia nanueHToB ¢ 3tuM noarunom. OXKEJI camxkanack
Ha 0,67 %/ron npu noarure 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 ipu moxrure 3a [18].

Mpine! Hor mpu CMA 3-ro Tuna cTpagaroT 3Ha4UTEIIbHO CHIIbBHEE, YeM MBIIIIBI PyK. [locTypanbHbii
Tpemop pyk Toxe BblsaBiseTcsa npu CMA 3-ro tuna. IToBelIeHHas yTOMIIEMOCTb U yCTAJIIOCT MOTYT
B 3HAUUTENIbHOM Mepe yXyauarh KayecTBO KHU3HU mMauumeHToB ¢ 3TtuM TunoMm CMA. HaubGonee
CTPEMUTENIbHOE YXyJAUIEHUE (PYHKIMOHAJIBHBIX BO3MOXKHOcTeH mnamueHtoB ¢ CMA 3-ro Ttuma

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

Cronuoruyeckass nedopmanusi mo3BoHouHuka npu CMA 3-ro Tuma, Kak MpaBHIIO, BbIpa)KeHA
MUHHUMaJIBHO. [IpOAOIKUTENPHOCTD )KU3HN HE OTIIMYAETCS OT TAKOBOM B CPEHEM I10 MOYJsAnuu [27].

VY nmaruentoB ¢ CMA 3-ro Tuna MOXeT pa3BUBAThCsl OxkupeHue [19].

Ha momro CMA 4-ro Tuna npuxoautcst Mmenee 5 % Bcex manueHToB co CMA [27]. Yame Bcero ne6roT
HaOmromaeTcst B Bo3pacTe okono 30 jer. B Hauane 3a0orneBaHusi aTpoQusi MBI MOXET UMETh
ACUMMETPHUYHBI XapakTep W B IEPBYI0 OYEpPEIb BOBJEKAET JAEJIbTOBUJIHBIE MBIIIIbI, TPULIETICHI U
KBaJpulernicel [6]. BmocneacTBuum MNOCTENEHHO MPHUCOEAUHSIOTCS TOBBIIICHHAS YTOMIIIEMOCTb,
dacuukynsauuu (dgame B O6€mpax), TpeMOp PYK, pexe — TCEBIOTUNIEPTPODUS MKPOHOKHBIX MBIIII]
[28]. Teuenne CMA 4-ro THMa OTHOCUTENILHO JOOPOKAYECTBEHHOE; CIIOCOOHOCTh CAMOCTOSTEIHHO
XOIUTh €CJIU U yTpauuBaercs, To nocie 50 ner. U3-3a ocobennocreit penoruna CMA 4-ro tumna eé
JIUATHOCTUKA MOXET TMPEACTABIATh CIOKHOCTh TIPU OTCYTCTBHM Y Bpaueld KIMHUYECKOU
HacTopokeHHOCTU. [lo maHHbIM aHanmm3a koroptsl u3 20 marmueHtoB co CMA 4-ro Tuma, Bce
NEPBOHAYAIIBHO HAONIONAINCh C HEBEPHBIMU JUArHo3amu (Hampumep, KOHEYHOCTHO-IOSICHAs
MbIIIeyHasi JucTpodusi, O0KOBONM aMHOTPOPUUECKUN CKIEPO3 U Tp.), a CpeaHEe BpeMs YCTAHOBKU

BEpHOTO0 JAMarHo3a coctasuio 12,4 roxa [28].

[Ipu Bcex Tunax CMA MOXET BBISBISTHCS KapIUOJIOTHYECKas MAToJIOTUs (HapylIeHUs] pUTMa CEpJILIa,
yBeJIUYEHUE cepAala u T.1.), ogHako npu CMA 2, 3 u 4 TUIIOB 3TO BCTPEUAETCSI OTHOCUTEIIBHO PEIKO
[29].
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2. JIlmarnocruka 3a001eBaHUsI UJIM COCTOSTHUS
(rpynnsl 32001€eBAHUMA UJIH COCTOSTHUI) MEeAUIIMHCKHE
MOKA3aHUS U MPOTUBONMOKA3AHUSA K IPUMEHECHUIO
METOA0B JMATHOCTHUKM

Kputepun ycranosiaenust auarnoza CMA 5q ¢ n1e6r0Tom 3a00/1eBaHusl Y B3pOCJIBIX.

Huarno3 CMA 5q dopMupyercss Ha OCHOBAaHHMH J>KaJIO0, aHAMHE3a, XapaKTEPHBIX KIMHUYECKUX
CUMIITOMOB TPOKCUMAJIbHOW MBIIIICYHOW THIIOTOHWM W MBIIMICYHON Ci1abOCTH, CBS3aHHBIX C
NOopakeHHeM TepudepruyecKoro JBHUrareabHoro Helpona. OOocHoBaHHOCTH auarHoza CMASq
JOJKHA TIOATBEPKAATHCS OOBEKTUBHBIMHU PE3YJbTaTaMU MOJICKYJISIPHO-TEHETHUYECKOTO TECTUPOBAHUS
(cm. 2.3 mabGoparopHBIC TUATHOCTHYECKHUE HCCienoBaHus). K OCHOBHBIM CHMIITOMaM KIMHUYECKON
KapTUHBI 3a00JIEBaHUs, KOTOpPbHIE SBISIOTCS OCHOBAHMEM JJIsi 00si3aTresibHOTrO HMcKiItoueHuss CMA 5q

IIpHU MOMOIIHU I'CHCTUYCCKOTO TCCTUPOBAHUA OTHOCATCA:

CummeTrpuyHas THNOTPOMUS W THUIIOTOHUS MBIIII MPOKCUMAJIBLHOTO OTACHAa HIKHEH
KOHEYHOCTH C BBIPOKEHHOW CJIA00CTBHIO MBIIII] TAa30BOTO Tosca. [ MMOTOHMUS M TUMOTPO(HS MBIIIIT
MOXET TMpeodsiaiaTh B TOJB3IOMIHO-TIOSICHUYHBIX MBIIIIAX, SATOJWYHBIX MBIIIIAX, a TaKXKe
MPEUMYIIIECTBEHHO B TMepeaHed W MeauanbHoW rpymme weima oemep [105, 106]. IlammeHThI
UCIIBITHIBAIOT TPYIHOCTH MPU MOABEME IO JIECTHULIE U MTPU BCTABAHUM CO CTyJa. HacTo MONOKUTEIEH
cumntoM [oBepca: ManMeHT, g TOrO YTOOBI MOJHSITHCSA U3 TOJIOKEHHUS HAa KOPTOYKAX, OMHPAETCS
pyKamu Ha 1OJI, 3aT€M MOJIHUMAETCS, ONUPAsiCh pyKaMu Ha KOJIEHU. BO3MOXKHO pa3BUTHE HAPYILICHUS

X0ABOBI — TU30a3us 10 THITY «yTHHOM moxoakm» [107];

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

CpPaBHEHHMIO C JBYINIABBIMU MbIamu 1mieda [106];
CHUMMETpUYHOE CHU)KEHUE WM BBINAICHUE TITYOOKUX CYXOKUIBHBIX Pe(IIEKCOB KOHEUHOCTEH;

MElIeUHbIe CI)aCHI/IKYJ'I}IHHI/I, pacpeacsiCHUC KOTOPbIX MOKET HOCUTH KaK FeHepaHHBOBaHHbIﬁ,

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

VY nanueHToB ¢ ne6rToM 3a0oeBaHus crapiie 18 jeT, Mo JaHHBIM aHaMHEe3a XapaKTepHO MEIJICHHOE,
MpoTpecCcUpyrolIee HapacTaHWe HeBpoJjormueckoro aedunmra (6onee 5 mer). JleOroT 3a0omeBaHus,
KaKk [paBWJIO, CBS3aH C HapacTaHWeM CJl1a0OCTH MBI [POKCUMAJIbHOTO OTAeNa HIKHUX
KoHeyHocTel. HecmoTpst Ha pasHooOpasue QeHotunuueckux nposisaeHuit CMASq ¢ npebrotom
3a00sieBaHMsl y B3pPOCIBIX, Hajguuue OyabOapHBIX CUMIOTOMOB, nedopmaiusi TPyIHOM KIETKU HU
TUIOTPOQUS MEKPEOSPHBIX MBIIII HE XapaKTePHBI Y JaHHOW KaTeTOPUU MAIIMEHTOB, CKOJIMOTHYECKAs
nedopmalniis MO3BOHOYHMKA OTCYTCTBYET WJIM BblpaxkeHa MuHuManbHO [108, 109]. Eciu nuarnos
CMA He noATBepKIEH MpU MOMOIIM MOJEKYISPHO-T€HETUYECKOTO aHalu3a W/ WIM UMEET MECTO

arunnubblii - ¢penorun  CMA s ompeneneHusi CHUMIITOMOB —TMOpaXeHWsl mnepudepruyeckux
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JABUT'aTCIIbHBIX HeﬁpOHOB INPOBOAUTCA  HUrojipdyaras BHGKTpOMI/IOFpa(l)I/ISI n  CTUMYJIALIMOHHAA

anekrpoHeripomuorpadus (cM. 2.4.1 UHcTpyMeHTallbHbBIE UCCIIEN0BaHUs A1 JuarHoctuku CMA).
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2.1 /Kaa100bI 1 aHAMHE3

OcnoeHble ocobeHHocmu Hcanob U aAHAMHeCMUYeckKux OAHHbIX ONUCAHbL 6 pa3deﬂe «Knunuueckas

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

Heo0xonnmo y B3pociibix nanueHToB co CMA:

- aKTUBHO BBISICHATD )KaJ'IO6I>I, YKa3bIBAlONIUC HA HAPYHIICHUC AbIXaHWS BO CHC: Xpall U (I/IJ'II/I) HacCThbIC
HpO6y)I(I[CHI/IH BO CHC, COHJIMBOCTb M IIOBBIICHHAA YTOMJIICMOCTH B TCUCHHC IIHSA (IIJIH paHHECTO

BBIAABJIICHHU S THIIOBECHTUIISILIMU U aITHOD CHa);

- YTOYHATDH 4aCTOTY I/IH(i)eKIII/IOHHBIX 3a00JIEBAaHUH U aHTI/I6I/IOTI/IKOT€paHI/II/I 3a IIOCJIICIHHEC 12 mecsien

(s HagTIeKaIen OIeHKN COMaTHUYECKOTO CTaTyca MallueHTOB);

- YTOYHITH ’Kajo0bl Ha HeC-)(l)(l)eKTI/IBHOCTL KallJist (I[J'IH CBOCBPCMCHHOI'O BbISAABJICHUS HC,HOCT&TO‘—IHOﬁ
OYUCTKHM HWXHHUX IObIXATCIIbHBIX HyTefI OT CCKpCTa MW THUIIOBCHTUIIKIIWH, B IICPBYIO OYCPCIAb Y

nanueHToB co CMA 2 tuma);

- YTOUHSTH KaJI00bl, YKa3bIBaIONIME Ha AUC(aruio: HapylIeHue MIOTaHUs KUJIKOCTU U (HK) TBEPIOM
MUY, OIIYIIEHHE 3aCTPEBAHUS UMM B TOPJIE BO BpeMsl ITIOTaHUS, KAl WIM NONEPXUBAHUS J10, BO
BpeMs WU MOCTE TII0TaHUS, HAIMYUEM XPUILIOTO WIIH «BJIAYXKHOTO) TOJI0Ca MOCHe aKTa MoTaHus (s

CBOEBPEMEHHOM KOPPEKINU TaHHBIX HapYyIIEHUN);

- YTOYHATHh Hamuuue y namueHToB co CMA cumnToMoB ractpossodareanbHOro peduirokca, 3amopa,
TOIIHOTHI MJIM PBOTHI (ISl CBOEBPEMEHHOM JUArHOCTUKH HAPYIICHUS PaOOThI KeITyI0YHO-KHIIIEYHOTO
Tpakra) [19, 24, 29, 121].
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2.2 Pu3uKaJbHOE 00CTeI0BAHUE

Obpawaem @HuMaHue, YmMo, CO2NIACHO MPebOBAHUAM K pA3pabomKe KIUHUYECKUX DEeKOMeHOayul, K
KaxcooMy me3ucy-pekoMeHOayuu HeooXo0uUMo yKa3vleams CULY peKOMEeHOAyull U 00Ka3amenbHyo 6asy
8 COOMBEMCMBUU CO WIKANAMU OYEHKU YPOo6Hsi docmogepHocmu ookazamenvcms (VI[/[) u yposws
yoeoumenvrHocmu pexomernoayuil (YVP). /s munoeux mezucoe YV P u Y[/ 6yoem nuskum no npudure
OMCYymcmeus. NOCGAUWEHHbIX UM KIUHUYECKUX UCCIe008aHUll 8blcoK020 ousatina. Hessupas na smo,
OHU SBTISAOMCSL HEOOXOOUMBIMU IIeMEeHmMamu 00C1e008aHUs. nayueHma 0us YCMaHo81eHUus OUuacHo3a U

8bl60pa mMaxKmuKu 1e4eHusl.

Knunuuecxoe obcneoosanue nayuenmos co CMA exaiouaem 6 cebsi @QUBUKATLHLIIL OCMOMP C
AKYEHMOM HA KOCMHO-MbIUEUHYIO CUCTeMY, d MAaKice He8PONI02UYeCKUll OCMOmp U OYEHK)
umMernwuxcs GyHKYyuoHarousvlx Hapyuenuu. B 3asucumocmu om muna CMA cnekmp Heobxo0umbix 014
0053amenbHOl  OYeHKU aAcnekmos modicem omauuamocs. (OCHOBHbIE B03MOMNCHblE HAXOOKU NpPU
QusuxarbHom 0bcredosanuu npeocmasiensvl 6 pazoeine «Knunuueckas xapmunay. Huoice ompasicenvl

ocobenHocmu PuU3UKaIbHO20 00c1e008anus y 63pocivix nayuenmos ¢ CMA.

Pexomenayercsi npoBoauTh (hU3MKaIbHOE 00CIEI0BaHUE B3pOCHbIX manueHToB co CMA ¢ uenbio

peryinsipHOro MOHUTOpUHra coctostHus [ 19, 31].
Yposenv yoeoumenvnocmu pexomenoayuti C (yposenvb 0ocmosepHocmu 00Kazamenbcme — 35)

KommenTapuu: gusuxanvHuiti ocmomp nposooumcs pecyisapHo, kaxcovle 6 mecayes uiu dauje, npu
Heobxooumocmu. Pe2ynsaphviii MOHUMOPUHE COCMOSHUSL KOCMHO-MbIUEYHOU CUCMEMbl U CEA3AHHBIX C
Hell OYHKYUOHAIbHBIX HAPYULeHU NO3BOIUM 808DEMSL GbIAGUMb USMEHEHUS, mpebyloujue KoppeKkyuu, a
makoice oyeHums OuHamuxy 3aoonesanus. Ananuz mevernuss CMA 2-2o u 3-20 munoe 6 kocopme u3 268
nayuenmos 8 gozpacme om 2,5 0o 55,5 nem nokaszan, umo 3a 12 mecayes umenu mecmo MUHUMAIbHbIE
QDYHKYUOHAbHBIE UBMEHeHUs, YXyoulenue Y HebOnbUuloco0 HUcia OONbHLIX ObLIO C8A3AHO C
Hapacmauuem 8blpadiceHHOCMU KOHMPAKMYpP, 6HE3ANHbIM YCy2yOlleHuemM CKOMUO03a Uil 3SHAYUmelbHbIM

noswviuleHuem maccol mena [31].

Pexomenayercsi mpu 0CMOTpE B3pOCIbIX marueHToB co CMA, HEeCrOCOOHBIX CHAECTh U CIIOCOOHBIX
CUAETh (KaTeropuu non-sitters u sitters), Ipu (PU3UKAIBHOM OCMOTpE OOJblllee BHUMAHUE YAEIUTH
OLICHKE BBIPAXKEHHOCTH Tape30B CKEJIETHBIX MBI (BKJIIOYas MBIIIIBI IIeM | TYJIOBHUIIA,
YYacTBYIOIIME B TMOCTYPAJIbHOM KOHTPOJIE), KOHTPAaKTypaMm (B KOHEYHOCTSX, II€€ U YETIOCTHOTO
cycrtaBa), AedopMalysiM MMO3BOHOYHHKA U HAKJIOHY Ta3a, BOZMOXXHOMY BBIBUXY Oelpa, IbIXaHUIO U
MOJIBU’KHOCTHU TPYIHOM KJIETKH, a TaKke eQopMaluu CTOI, TPEMOPY PYK U BO3MOKHBIM IIEpeioMaM C
LEJIbI0 OLIEHKH (DyHKIMOHATBHBIX BO3MOXKHOCTEH M BbIOOpA HanboJee MOAXOASIICH TAKTUKH JIeUeHUs

u peabunutaruu [19].
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Yposenv yoeoumenvnocmu pexomernoayuti C (yposeHb 00cmosepHocmu 00Ka3amenbcme — 5)

KomMmenTapuu: oannwiii pynkyuonanvhsii kiacc yawje ecmpeuaemcs y nayuenmos co CMA 2 muna.
TIlomumo pymuHHO20 HEeBPOIO2UUECKO20 OCMOMPA KIUHUYECKASl OYeHKA 83pocablx nayuenmos co CMA
Modrcem nposooumsvcsl ¢ ucnonvzosanuem wkair MFM32 [19, 32, 33] u HFMSE [19, 34]. Kpome moeo,
0J151 OyeHKU QYHKYuU pyKu modcem ucnonvzosamscs wxara RULM [19, 35]. Cmoum ommemums, ymo
Y 9Mux wKan cyuecmeyom max Hazviéaemvle dQ@dekmul «noia» u «nomoikay — 02PaAHUYeHUs 8
CHOCOOHOCMU  UCYepnblearuje 3aPUKCUPOBAMb BCAKOE BO3MOJCHOE YXYOuleHue uiu YiyduleHue
COCMOAHUA U Kauecmea dcu3nu nayuenma. Ilpunumasn 60 6HUMaHue 3HAYUMENbHYI0 HeHOMUNUYECKYI0
eemepozenHocmo CMA y 63pocivix, HeoOXo0UMO yuumsleams, Ymo NpuMeHeHue KIUHUYECKUX WIKAT
Haubonee BANUOHO NPU UHMEPRPEeMAyuU HA 2PYNNOBOM YPOGHe, NpU NPUMEHEHUU K KOHKPEmHOMY
nayuexrmy mpaKmosKa OUHAMUKY OYEHOK NO WKALAM OOAHCHA NPOU3BOOUMBCS C OCHOPONCHOCbIO, A
HenocpeoCmeeHHo 00wue OYeHKU NO WKAIAM HA UHOUBUOYANbHOM YPOBHE He CIOUN pacCmMampusams
KaK eOUuHCMeEeHHvle NoKazamenu medenuss O0Ne3HU, M.K. OHU He XapaxKmepusyrom @QVHKYUOHATbHbIE

B03MONCHOCTNU NAYUEHMOB 8 NOBCEOHEBHOU dcu3HU [36].

OL;eHK(l KOHmMpaxkmyp mootcem COI’lpO@ODfC()(lI’I’le}l OONOIHUMENbHBIM usmepenuem 00bEMA BO3MONCHBIX

O08UdICCHULL 8 cycmaee npu nomowu conuomempa.

Knunuueckas oyenka Ovixauus ekioyaem onpeoeiieHue ysema KONCHbIX NOKP0808, 3¢ dexmusnocmu
OMKAWIUBAHUSA, UMEPEHUe YACMOMbl ObIXAHUSA, UMepeHUue OKPYICHOCMU 2PYOHOU  KIemKu,
onpeoenenue IKCKYpCUuu 2pyoHOU KIemKU, NPUSHAKO8 OUCQYHKYUU ObIXAMENbHOU MYCKYIamypbl

(Hafzutme napadoxcaﬂbﬂoeo 0blxaHu}Z, Ucnojib3oedrHue B8CNOMOCAMENIbHOU OblXamenbHoll

MYCKYIamypbl).

Knunuueckas OUEHKA UHMEHCUBHOoCNU oonu u yemanocmu mMooaicent OONONIHAMBCSL UCNONb30BAHUEM

BU3VATLHO-AHAI0208bIX WIKATL U ONPOCHUK08 [19].

Knunuueckas OY€eHKa OUHAMUKU COCMOSIHUSL MOACENT OONONHSIMbCS d)MKCClL;Ll@IZ M3M€H€HML7, 0 Komopbuvlx

60061/1461617’1 cam nayuernm, 6ddi)HCHbIX 0151 €20 NOBCEOHEBHOU HCUHEOEeSAMENbHOCIU.

Pexomenayercst Ipyu OCMOTPE B3POCIBIX MAMEHTOB, CIIOCOOHBIX XOIUTh, TPU (PUZUKAIBHOM OCMOTpE
OoJblllee BHUMAHUE YAEIUTh OLIEHKE BBIPAKEHHOCTH IMAapE30B CKEJIETHBIX MBI (BKIIOYAsT MBIIIIIbI
e W TYJOBMINA, YYacTBYIOIIHE B IMOCTYypajJbHOM KOHTPOJIE), TOJBMKHOCTH B CycTaBax (B
KOHEYHOCTSIX, II€€ M YEJIIOCTHOM CYCTaB€), MBIIIEYHOW YTOMJISIEMOCTHM M BO3MOMKHBIM HAJCHUSIM C

OCJIbIO OIPCACIICHUSA HMCXOAHOI'0 CTaryca 60J'IBHOFO, a TaKXKC I MOHHUTOPHHIA AOBHUIaTCIIBHBIX

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

Kommenrapuu: npu ecmecmeennom meuenuu 3aboneanusi OaHHuIl QYHKYUOHANbHBIL KIACC Yauje
scmpeuaemcsa  y nayueumos co CMA 3 u 4 muna (6e3 neuenus). Ilomumo pymunHO2O
HeB8pPONI02UYeCcK020 OCMOmMpa KIUHUYECKAs OyeHKa 63pocivix nayuenmos co CMA  moocem
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nposooumuvcsi ¢ ucnoavsosanuem wkar MFM32 [19,32,33] u HFMSE [19,34]. Kpome moco, Ons
oyenKu QyHKyuu pyKu modcem ucnonvzosamvcs wikara RULM [19,35]. Ilo oannvim ucciedoganuii
ecmecmeenno2o mevenus CMA 3-2o0 muna, wxara HFMSE nozeonsem 6visaeums npocpeccuposanue
9mMoeo noomuna 3a0onesanus (3HauuMoe U 8aIUOHoe YXyouleHue obuell oyeHKu) npu HabarooeHuu 8
meueHue e menee 12 mecsayes [37,38], a wxara MEFM32 mooxcem nozeonums 3ape2ucmpuposams
@axm npozpeccuposanus CMA 2-2o u 3-20 munoé npu nabnooenuu 6 meyenue He mernee 2 niem [39].
Takum obpazom, y nepeducieHHvlX WKal CyWecmeyiom mak Hazvieaemvle 3Pgexmvl «nouiay u
«NOMONIKA» — O02PAHUYEHUS 8 CNOCOOHOCMU UCUepnblealouje 3aQUKCUPOBAmMb BCAKOE BOIMONCHOE
yXyouieHue unu YayduleHue cOCmosanus u Kavecmea dcusnu nayuewma. Ilpunumas 6o Humanue
3HauUmMenvHyro enomunuueckyro cemepozennocms CMA y 63pocnvix, HeoOXo0umo yuumsléams, 4mo
npuMeHeHue KIUHUYeCKUX WKal Haubonee 8anuoHO Npu UHMepnpemayuy Ha cpynnoeom yposHe, npu
NpUMEHeHUU K KOHKPEMHOMY Nnayuenmy mpaKmosKa OUHAMUKU OYEHOK NO WKALAM OONHCHA
NPOU3800UMbCSL  C  OCMOPONCHOCIBIO, A HENOCPeOCMBEHHO o0Owue OYeHKu No WKAIAM Ha
UHOUBUOYANLHOM YPOGHE He CHMOUM PACCMAMpPUaAmv Kax eOUHCMEEeHHble NOKA3amenu medeHus

Oone3Hu, m.K. OHU He XapaKmepu3yrom QYHKYUOHANbHbIE 803MONCHOCMU NAYUECHMO8 8 NOBCEOHEeGHOU
arcuznu [36].

OL;QHKCZ KOHmMpakmyp mootcem COI’ZpO6OJdedI’I’le}Z OONOJIHUMETbHBIM usmepeHuem 00bEMA BO3MONCHBIX

08UIICEHULL 8 cycmaee npu nomowu coHuomempa.

Knunuueckas oyenka ovixanusi 6Kaoyaem onpeoeieHue yeema KONXCHbIX NOKPOB0s, 2¢hhexmuenocmu
OMKAWLTUBAHUS, UBMEPeHUe Yacmomvl ObIXAHUS, UBMepEeHUe OKPYICHOCMU 2PYOHOU  KIemKu,
onpeodenenue IKCKYPCUU 2pyoHou KlemKu, NPUHAKO8 OUCHYHKYUU ObIXAMETbHOU MYCKYIamypbl

(HClJll/l'{l/le napadokcaﬂbﬂoeo ()leClHM}l, Ucnonb3oearue 8CnoMo2amesibHoU ObIXAMENbHOL

MYCKYL1amypbl).

Knunuueckas oyenka unmencugHocmu OOIU U YCMALOCIU MOXNCEM OONOIHAMbCA UCHONb308AHUEM
BU3YAILHO-AHAN0208bIX WKaAl U onpocuukos [19]. /lna 6onvnvix ¢ CMA 3-20 muna, cnocodHbvlx
x00umow, u 4-20 muna npumenerue mecma ¢ 6-MuUHymHoU Xo0b0O0U NO36OIUM OYeHUMb DYHKYUIO HO2 U

0owyro nepenocumocms guzuueckoui Haepysxku [19, 40].

PexomeHnayercsi uccleOBaHWE YYBCTBUTENbHOW U JIBUTATE€NbHOW cdepbl TpH  MaTOJIOTHU
nepudeprueckoi HEPBHOW CHUCTEMBI B3pOCibIM TanueHToB co CMA 1o COOTBETCTBYIOITUM
(hYHKIIMOHAIBHBIM IIIKaJaM U TECTaM Ha BPeMs C IEJIbI0 ONPEICIICHHs ICXOIHOTO cTaTyca OOJBLHOTO, a

TakKe JUIsi MOHUTOPUHTA JIBUTATENbHBIX QyHKIHH [19, 34, 35].
Yposenwv yoeoumenvnocmu pexomenoayuii C (yposenvb 0ocmosepHocmu 0oxazamenbcmes — 4)

KomMmenTapuu: wkanwt npusedenvl 6 Ilpunooscenuu. Kenamenbro, umobdvbl oyeHKy NO WKALAM
npoBOOUNU  CNeyuaibHo obyueHHvle cheyuarucmol. I[lpu omcymcmeuu cepmugpuyuposannoco

cneyuanucma acenaneslibHo Hanpasumos nayuennia 6 mont yenmp, 20e maxue cneyuanucnisl ecnib.

PekomeHaoBaHO K n3y4yeHuto pegakropamu canta MeaYHumeep - https://meduniver.com/



Pexomenayercsi orieHKa (PU3NYECKOTO pa3BUTHs (M3MEpPEHHE MAcChl Tela, POCTa U MHACKCA MacChl
TeJa) Ha €XETrOJHOW OCHOBE B3pOCHbIM marueHTam co CMA c 11eJ1bl0 OLIEHKH HYTPUTHBHOTO CTaryca
[19, 41].

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

KommenTapuu: 0ns opuenmupogouHou OyeHKU HYyMpUmueHo20 Cmamyca 603MONCHO NPUMEHeHUe
Memooa umMepeHust MOauUHbL KONCHOU CKAaoKku (naukomempus)). Y nayuenmos co CMA wacmo
OMMeYaomcs UMEHEHUsT 8 HYMPUMUGHOM cmamyce. Y Jnexcauux nayueHmos u nayueHmos ¢
oucghacueti nosviwiaemcs puck Hedocmamounocmu numanus. CnocobHvle cudemv U X00UMb
nayueHmovl NOOBEPIHCEHBL PUCKY ONCUPEHUSL 8 CBA3U CO CHUIICEHUEM dHep2ompam u3-3a yMeHblUeHUs

aKmueHOCmMU Npu ympame cnocooHocmu K xoovoe [41].

PeKOMeHI[yeTCﬂ OLCHKA Q)YHKHI/II/I JKCBAaHMW W OLCHKA COCTOATCIIBHOCTU TIJIOTAHHA B3POCIIbBIM

nanueaTaM co CMA nns BeisiBieHust gucharuu [19,42].
Yposenv yoeoumenvnocmu pexomenoayuti C (yposeHb 0ocmosepHocmu 00Ka3amenbcme — 4)

KommenTapuu: omoenvnoe enumanue npu ocmompe ciedyem yoeiums OmMcymcmeuio 210moyHo2o u
HEOHO2O  pechnexcos, MPYOHOCMAM C JiCeBAHUEM U NPOIAMbIBAHUEM NUWU,  YEeIUUEeHUIO

OnUmMenbHoCmu eé npuema, Haaiuduro KOHmpaKknmypsvl 4elioCniHoco cycnaesda.

PexomMeHnayercsi Ha OCHOBaHUM KIMHMYECKOM KapTUHBI 3a00JieBaHUSI W JaHHBIX OCMOTpa
YCTaHOBJIEHHE B3POCIOMY NAIMEHTy C T€HETUYECKU MOoATBEpkAEHHOH CMA KIMHUYECKOro THUIla

3a00J1€BaHMsI B COOTBETCTBUH C KJIacCU(HUKAIIMEH ¢ LIETBIO OMpe/eeHUs MPorHo3a 6oae3nu [19].

Yposenwv yoeoumenvnocmu pexomenoayuii C (yposeHvb 00cmosepHoCcmu 0oKa3zamenbcms — J)
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2.3 JIabopaTopHbIe JMATHOCTHYECKHE MCCIeI0BAHUS

PexoMeHayeTcst MOJICKYISIPHO-TEHETHUECKOE MCCIIE0BAaHUE JeNeluil 7-ro / uim 7-8-ro 35K30HOB reHa
SMNI (cnuHanbHas aMHOTPOQus) B KPOBU (KOMIUIEKC UCCIEAOBAHUN ISl TUAarHOCTUKU CIUHAIBHOM
MBIIIEYHOM aTpoduu) BceM manueHtam c mnojo3penneM Ha CMA ¢ 1enbi0  MOJEKYISIpHO-

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

KommenTtapuu: «3or0muim cmanoapmomy MonekynsapHo-eenemuuecko2o uccieoosanus npu CMA 5q
aensemcs ananuz yucaa konuu 2enog SMN1 u SMN2. Jlannoe ucciedosanue npogooumcs memooamu
I[P 6 peanvrom epemenu unu xoauvecmeennozo MLPA-ananuza. /{uacno3 noomeepoicoaemcs npu

0OHapyiceHuU Oeneyuu IK30H08 7 Ui 7-8 8 20MO3UOMHOM COCMOSHUU (M.e. 8 00euX KONUsX 2eHa).

He pexomenayercsas wucnonb3oBarh [ILP-II/IP®-ananu3 wu [gpyrue KadyeCTBEHHBIE METOJbI
UCCJIEIOBAaHUSl KaK MeToJla BbIOOpa mManueHtam c mnojo3peHrneM Ha CMA ¢ 1enblo HUCKIIOYEHUs

OImMOOYHOTO MOATBEPKACHUS quarHosa [46].

Yposenwv yoeoumenvnocmu pexomenoayuii C (ypogenvb 0ocmosepHocmu 0oxazamenbcms — 4)

PexomMeHnayercsi BBINOJHATE NOUCK OJHOHYKJICOTHAHBIX NATOTEHHBIX BAapHUaHTOB B TeHe SMN/
METOJIOM TPSIMOTr0 aBTOMAaTHYECKOrO CeKBeHUpOBaHUs 1O CoHrepy (KOMIUIEKC HMCCIEIOBaHUMN s
JTUATHOCTUKHU CIHWHAIBHOM MBIIIEYHOW aTpoduu) manueHTaMm ¢ KiIuHuYeckord kaptuHodi CMA u
BBISIBIICHHOW Jefielieil Sk30HOB 7 wiu 7-8 reHa SMNI B reTepo3WroTHOM COCTOSIHHHM C IIEJIbIO

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

KommenTapuu: Haruuue deneyuu 6 2emeposucomHom COCMOAHUU ONPedensemcs KaKk Haiuyue 00HOU
konuu eena SMNI. Oobuapyscenue namoecenHoco eapuanma 60 emopoti Konuu 2ena SMNI

noomeepoicoaem ouacnoz CMA.

He pexoMenayercsi ycraHoBieHue auarHoza CMA mnamueHTaM ¢ OTCYTCTBUEM MyTalud B JBYX

amnensix reHa SMNI ¢ 1enblo UCKITIOUEHUST YCTAHOBKYM HEMOATBEPKICHHOTO quarnosa [19].
Yposenwv yoeoumenvnocmu pexomenoayuii C (ypogenvb 0ocmosepHocmu 0okazamenbcmes — J)

KomMmenTapuu: omcymcmeue oeneyuu 3xk30n08 7 unu 7-8 eena SMN1 onpedensiemcs kax nanuuue 2 u
oonee xonuii ecena SMNI1 memooamu I[P 6 peanvrom epemenu unu konuvecmeenno2o MLPA-ananu3a.

B cnyyae xposHopoOcmeeHHbIX Opaxkog pekoMeHOyemcs: Npoecmu HNOUCK OOHOHYKIeOMUOHBIX
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namoezeHHvlx sapuanmos 6 2ere SMNI memooom npsamoco asmomamuyecko20 CeK8eHUpOBAHUs NO

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

Pexomenayercsi onpenenenre yncia konui rena SMN2 (KOMIUIEKC UCCAEA0OBaHUMN ISl TUarHOCTUKU
CIUHATBHOM MBIIIEYHON aTpoduu) marreHTaM ¢ NOATBEPKAEHHBIM T'eHeTHYeCcKuM auarHozom CMA

TUTSL OTIPEICTICHUS IPOTHO3a TeUCHUS OoJe3Hu [48].
Yposenwv yoeoumenvnocmu pexomenoayuii C (yposenvb 0ocmosepHocmu 0okazamenbcmes — 4)

KommenTapuu: neobxooumo nomnums, yumo mun CMA y KoHKpemHo20 nayueHma He modxcem Oblmb
ycmanosien no uucay konuii 2ena SMN2, max xaxk on onpedensiemcsi monvko KiuHudecku. Ilpu
KOHCYIbMUPOGAHUU NAYUEHMOB8 U UX cemell credyem OOBACHAMb, YUMo HeCMOmMpPs HA MECHYIO C653b
yucna konuii SMN2 ¢ npoeno3om, umeiomes UCKIIOUEHUs, CEA3AHHbIEe C OpYy2UMU MOOUDUKAMOpaAMU
Genomuna CMA.

Pexomenayercsi poaurenssM M NapTHEpAM NAUMEHTa C TIEHETHYECKHM noarBepkaéHHon CMA
MOJIEKYJISIPHO-TEHETUYECKOE HUCCieloBaHue jaenenui 7-ro / wnam 7-8-ro 9k30HOB TreHa SMNI
(ctivHanmbHass aMuoTpodusi) B KpoBu kKonmmuecTBeHHbIMU MeTogamu (ITL[P B peansHOoM Bpemenu wnu

MLPA-ananu3om) ajist mporuo3a getTopoxacHus [49].
Yposenv yoeoumenvnocmu pexomenoayuii B (yposenv 0ocmoseprocmu 00Kazamenbcme — 2)

KommenTapuu: monexynsapuo-eenemuueckoe ucciedoganue namoeHHvlx eapuanmos 6 2ene SMNI
Makodice NOKA3AHO HOBbIM Cynpyeam pooumeineti OONbHbIX Oemell 6 NOBMOPHBIX Opakax (eciu
nianupyemcs 0emopodcoenue), cynpyeam 63pociavix nayuenmog ¢ CMA npu nranuposanuu
0emopoAHcOeHUs, ONUSKUM POOCMBEHHUKAM (CUOCHL NayueHmos u cubcvl pooumenell nayueHmos) 0
NpPOCHO3A UX NOMOMCMEd, A MAKd’ce OOHOPAM CnepMbl U AUYEKIeMOK NpU IKCMPAKOPHOPATbHOM
onnooomeopenuu. Kpome mozo, monexynapHno-eenemuuecxkoe ucciedo8anue namo2eHHvlx 8apuanmos 6
eene SMNI pexomendyemcs npu niaHuposanuu OepemMeHHOCmU 6 KPOBHOPOOCMBEHHLIX OpaKaXx.
Heobxooumo  unghopmuposams  napvl, 6 KOMOPLIX  KANCObIL U3  NAPMHEPOS  S6I5eMmCsl
NOOMBEPHCOEHHBIM 2emepo3UcOMHbIM Hocumenem oereyuu 7 uiu 7—8 sk3on08 2ena SMNI, o
B03MOXCHOCIU NPOBEOEHUSI NPEHAMANbHOU (80 8peMs OepeMeHHOCMU) Ul NPeUMNIAHMAYUOHHOU (C
UCNONBL30BAHUEM — IKCMPAKOPNOPAIbHO20 — onjodomeoperus) [HK-Oouaenocmuxu (cm.  pazden

IIpogpunaxmuxa,).

He PEKOMECHAYETCH HCIIOJIB30BaTh OIPCACICHUC AKTUBHOCTH KPCATHMHKHWHA3bl B KPOBHU B KadyC€CTBE
JAUArHOCTUYCCKOI'0 IMOoKa3aTrciid IMPH IMOAO3PCHHUH Y IMAllMCHTA HETUNMYHOM KJIMHHUYECKOMN KapTHHBI

CMA c 1nienbio HCKITIOYCHUS ITOCTAaHOBKH OITMO0OYHOTO Auartosa [50].

Yposenv yoeoumenvnocmu pexomenoayuii C (yposenvb 0ocmosepHocmu doxazamenbcmes — 4)
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KomMmenTapuu: yposensv kpeamunxuuasvl (kpeamurgocgokunaza, KDPK) obviuno nopmanen uiu
NOBLIUIEH HE3HAYUMETbHO, MeM He MeHee ONUCAHbl eOUHUYHble cayuau ¢ evipadicenHvim (6 10 pa3)

nosviuenuem akmueHocmu KOK.

Pexomenayercsi mpoBeIeHNE KOATYI0TPaMMBbl (OPUEHTUPOBOYHOE UCCIIEAOBAHUE CUCTEMBI TeéMOCTa3a)
(aKTUBUPOBAHHOE YAaCTUYHOE TPOMOOIIACTHHOBOE Bpems, OmnpenencHue MeEKIyHAPOIHOTO
HopMaiu3oBaHHoro otHoueHus (MHO), omnpenenenue npoTpoMOMHOBOrO (TPOMOOIIACTHHOBOTO)
BpEMEHHU B KPOBH WJIM B IJIa3Me, MCCIIeOBaHHE ypoBHs (puOpuHOreHa B KpoBu) namuentam co CMA

JUTSL OLIEHKH (PYHKIIMOHATILHOTO COCTOSTHUS TICUEHU U CBEPTHIBAIOIIEH CHCTEMBI KpOBH [S8].
Yposenv yoeoumenvnocmu pexomenoayuti C (ypoeenvb 0ocmogepHocmu 00Ka3amenbcme — 4)

KomMeHnTapuu: oannoe ucciedosanue 8 QuHamure nposoosim no mepe HeodxooumMocmi.

PeKOMeHI[yeTCﬂ BCCM IMalMCHTaM C YCTAHOBJICHHBIM JIMWAarHO30M CMA HCCIICOOBAaHUEC YPOBHA

[JIFOKO3bI B KPOBHU JIJI UCKITFOUEHUS runonmkemMud [19,61].
Yposenwv yoeoumenvnocmu pexomenoayuii C (yposenvb 00cmosepHocmu 0oKkazamenbcmes — J)

KommenTapuu: npu uanuuuu npusHaxkoé kemoayuoosza OONOIHUMENbHO NOKA3AHO OOHApYlCeHUe

KEMmMOoOHOBbIX mejl 6 Mode.

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

1I€JIbIO KOHTPOJISI COCTOSHUSI KOCTHOM TKaHu [19].
Yposenv yoeoumenvnocmu pexomenoayuti C (ypoeenvb 0ocmogepHocmu 00Ka3amenbcme — 5)

Pexomenayercsi Bcem B3pocibiM nanueHtaM co CMA uccnenoBanue ypoBHs 25-OH Buramuna /] ¢

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

KomMenTapuu: makoice HeobOX00umo  uccieoosanue  YpoOBHs  UOHUZUPOBAHHO20 — KAJIbYusl,
HeopaaHuieckozo ¢hocopa u napameopmMoHa 6 KpoO8u, OnpedeleHue aKmueHOCMU Wel0YHOU
Gocghamaser 6 Kposu 6cem nayuenmam ¢ ycmaumogieHuwvim ouacnozom CMA ona uckaroyerus
B03MOJNCHBIX HAPYULEHULL MUHEPATbHO20 oOMeHa u nocaedyroujelt koppekyuu. Cyujecmeyem KOHCEHC)C

1o N0800Yy HeoOX0OUMOCU NPOBEOeHUsT OAHHO2O0 Ucciedosanus 1 paz 6 2oo.

Pexomenayercsi y B3pocibix nanueHToB co CMA ¢ HapylIE€HHUsIMU HYTPUTUBHOIO CTaTyca OLICHUTh

MoTpeOieHne W BBIBEJACHHWE M3 OpraHW3Ma MHKPOXJIEMEHTOB, OCOOCHHO KaJbIMsA W BUTaMHHA D, C
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LEJIbI0 KOHTPOJISI COCTOSIHUSI KOCTHOM TKaHu [ 19].

Yposenwv yoeoumenvnocmu pexomenoayuii C (yposenvb 00cmosepHocmu 0oKazamenbcms — J)
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2.4 NucTpyMeHTA/IbHbIC JUATHOCTHYCCKUE
UCCJIe0BAHMSA

2.4.1 UucTpyMeHTAIbHbIE MCCJIEIOBAHUSA 1Js1 (uarHocTuku CMA

Pexomenayercsi snexktpomuorpadus wuronpuatas (0aHAa MBIIIIA) €W AJIEKTpoHeHpomuorpadus
CTUMYJISILIMOHHAS ~ OAHOTO HepBa (OAHOBPEMEHHO), dJeKTpoHeHpomuorpadus Hrojab4aTbIMU
aJIeKTponaMu (OJUH HEPB) B3POCIBIM MalMEHTaM C KJIMHUYECKUM mojo3peHueM Ha CMA c¢ uenbio

OnpeleNeHUs YPOBHS MopaxeHus. [122].
Yposenv yoeoumenvnocmu pexomenoayuti B (yposenv docmogepnocmu 0ookazamenbcme — 2)

KomMmeHTapuu: xpatine 6ajxcho npu nposeoeHuu OAHHO20 UCCAe008AHUS UCKTIOHUUNMDb B06/leUeHUe
CEHCOPHBLIX B0NIOKOH nepughepuueckux Hepeos (1 neps na pyke u 1 Hepe Ha Hoee), U NPUHAKOS
OeMUETUHUZAYUL N0 MOMOPHLIM BOJIOKHAM nepugepuueckux nepeoé (1 nepe na pyke u 1 neps na
HOo2e), HeobX0OUMO NPOBOOUNMDb UCCIEO08AHUE CKELEMHbIX MbIUUY USOILYAMBIM IeKMPOOOM HA mMpex

yposHsax npu nooospenuu ha CMA.

Buinonnenue SMI ne oonoicro 3(108]?3:‘01466”’11!) 6bINOJIHEHUE ceHemudYeCKoco mecmupoearusd, Konopoe

ABISAEMCSL MEMOOOM 8b100pa OJ1s1 OUACHOCTMUKU 3A00/1e8aAHUSL.

IIpu uncmpymenmanvrHom obcredosanuu nayuenmos ¢ nodosperuem Ha CMA ¢ yervio nepuunoi
OUACHOCMUKU OO0JIJICHbL OOHOBPEMEHHO NPUMEHAMbCS ueoavyamasn onekmpomuozpagus (OMI) u
CMUMYIAYUOHHASL dnekmpoHetipomuocpagus (DHMI) onsa ycmanosienus HeUpoHAlIbHO2O YPOBHSI
nopasiceHusi nepughepuueckoeo Heupo-momoprnoz2o annapama. Onpedensioujee 3HaYeHue umeem
ueonvuamas OMI': ona nozeonsem ucciedoéamsv KOHKPEMHYIO MbIUWYY U ONpeoelums CHeneHb
BLIPANCEHHOCMU  OEHEePBAYUOHHOU AKMUBHOCMU 8 Hel, a makdce uUsMeHeHue Mmopgonouu
nomenyuanog osucamenvuvix eounuy (IIJE) u unmepgepenyuonnoti xpusoi. Ilpu ueonvuamou SMI
XAPaKmepHo — YeeluueHue — AMHAUmyovl  UHMEPHEePeHYUOHHOU  KPUBOU,  PA3PEHCEeHHOCHb
unmep@epeHyuoHHoOU Kpueotl, NosieleHue pasiudHblX NOMEHYUAI08 CHOHMAHHOU AKMUEHOCHU
(nomenyuano8 @Gacyukyiayuli, NOMeHYUuaLos QUOPULIAYUL, NONOHCUMENTbHBIX OCHPLIX  BOJIH,
KOMNJIEKCHBIX Pa3psi008 8bicokol uacmomwl), napamempul [IJ[E uzmensaomes no HetpoeceHHoMy muny:
onumenvrocmo IlJ[E  yeenuuena, amniumyoa nosviwena. Jna ueonvuamou IMI' neobxooumo
8b10UPAMb  KIUHUYECKU YMepPeHHO nopadxcennvle muluysvl. Cmumynayuonunas IHMI nozeonsem
NOTYYUMsb OONOTHUMENbHYIO UHDOPMAYUIO: OYeHums Omeem MOMOHEUPOHO8 CNUHHO20 MO032a Npu
uccneoosanuu F-eonn u napamempui npoedenus no 08ueamelbHulM U YyecmaeumenvHvim Hepeam. Ilpu
cmumynayuounou IHMI npu CMA onpedensromcs usmenenus F-eonn: nosenenue eueanmckux F-
80JIH, NAPHBIX U NOBMOPHLIX F-6onn unu paccvinannvix F-eonn unu ux omcymcemeue (onoxku F-eonn).
Cropocmu npogederuss uUMnyibca u amniumyovt M-omeemos no nepugepuueckum 08uUcamenbHbiM
BOJIOKHAM MO2Ym OblMb KAK HOPMANbHLIMU, MAK U CHUNCEHHLIMU 3 CUEM 8MOPUUHBIX AKCOHAIbHLIX
usmenenutl. Baoicnoul cocmasnsaiowet IHMI uccnedosanus sensiemcs uckirouenue Opyeux ypoeHel

nopascenus (8 nepeyio ouepeodb — NepeUIHO-MbIULEYHO20).

PekomeHaoBaHO K n3y4yeHuto pegakropamu canta MeaYHumeep - https://meduniver.com/



PexomMeHayeTcsi MarHUTHO-pE30OHAHCHAsT ToMorpadusi MBIIMIEYHONW CHUCTEMBI TMalMEHTaM ¢
MMPOKCUMAIIBHOW MBIIIICYHOW THUIMOTOHUEH M MBIIIEYHOW CIA00CThI0, HE WMEIONIAM TCHETHYCCKOTO
MOJTBEP)KICHUS JMarHos3a, ¢ I1enbio auddepeHnuanbHoi nuarHoctukni CMA u Apyrux HEpBHO-

MBIIIIEYHBIX 3a001eBanuii [62, 63].
Yposenv yoeoumenvnocmu pexkomenoayuii B (yposenv 0ocmoseprocmu 00Kazamenbcme — 3)

Kommentapuu: npu nooospenuu na CMA evinonnenue MPT ne 0ondcHo 3a0epiicusams 8bINOJIHEeHUe
2eHemu4ecKko20  mecmuposanus, KoOmopoe AGNAemcs MemoooM 6bloopa 011  OUACHOCMUKU

3a001e8aHusl.

YV nayuenmos ¢ CMA npu MPT mwvuuy obHapyscusaromes ampous u dicuposoe 3ameujeHue
MululeyHot mraunu. B 6€0pax xapaxmepno Haubonvuiee GosleueHue nepeoHe20 KoMNnapmmeHma
MbIUUY, 8 MO 8peMsl KaK ONUHHAS NPUBOOAWAS MbIUUYA U Opy2ue MeOUdIbHble MbIUYbL OMHOCUMETLHO
COXPAHHbL UNU MeHee NOpaAdCeHvl, 6 3A0HeM KOMHapmMmeHme 8 Nepseylo ouepedb MAKCUMANbHO
cmpadaem nonycyxodxcunvHas meiuya. Ha yposne conenu 6 maubonvuieii cmenenu cmpaoaem
KamMoOano8uOHas mvliiya u ceubamenu, a pazeubamenu 80sjieuensl 8 MeHvuell cmenenu. Tem He menee
nooooOHbIlL nammepH ampoguu He Aensiemcsa cneyuguunvim moavko CMA, a ecmpevaemcsa u npu
Opy2ux 6apuaHmax 2eHemudecKkux CRUHANbHBLIX aMUuompo@uii, Hanpumep, acCoOyuUpPOBaAHHbLIX C
namozenHvimu eapuanmamu 6 cenax DYNCHIHI, BICD2 unu TRPV4 [62].

2.4.2 UHcTpyMeHTAJbHbIE UCCIETOBAHNUS /ISl TUATHOCTHKH KAPAUOJ0THYEeCKHX

ocaoxnenuii CMA Sq

Pexomenayercst peructpanus anekrpokapanorpammsl (OKI') Bcem nanuentam co CMA 1 pa3 B roz, a
TaKkKe Mepel IUIAHUPYIOIIMMHUCS ONEPATUBHBIMU BMEIIATEIBLCTBAMU C LEIBI0 HCKIIOYEHUS

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

KommenTapuu: y e3pocivix nayuenmos ¢ CMA nopasicenue cepoya ecmpeuaemcss Hewacmo u
NPOAGIAEMCS NPEUMYUWEeCMBEHHO HAPYUWeHUIMU cepoeynoeo pumma. lIpu nossenenuu dcaniob unu
KAUHUYECKOU CUMNMOMAMUKU NOPANCEHUST CEePOEYHO-COCYOUCHON CUCTNEMbl 80NPOC KPAMHOCU
HAOMI0O0EeHUsL U HeoOXO0UMOCMU BbINOJIHEeHUsT dXoKapouocpaguu pewaemcss UHOUBUOYAIbHO OISl
Kaxic0o2o nayueHma. Y Hekomopwix 63pocivlx nayuenmos — npeumyuwjecmeento, npu CMA 2-2o muna

— Modicem HabI00amuvcs OunamayuoHHas kapouomuonamus [29,65].

2.4.3 UHCcTpYyMEHTAJIbHbIE HCCAETOBAHUS /IS TMATHOCTUKH ocaoxkHeHnit CMA 5q co
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Pexomenayercsi exXerogHass pPEHTTEHOJCHCUTOMETpHUS B3pocibiM mnanueHtaMm co CMA  nans

HCKJIIOUEHUs ocTeonoposa [19].
Yposenv yoeoumenvnocmu pexomenoayuti C (ypoeenvb 0ocmosepHocmu 00Kazamenbcme — 5)

KommenTapuu: makoice HeobX00uMo npogedenue 3mo20 UCCLe008AHUS NPU  NOO20MOBKe K
opmoneouyeckomy Xupypeuueckomy emeuwiamenscmsy. Ilpu obnapysicenuu ocmeonoposa 6 nosiCHUYHOM
omaoene NO360HOYHUKA NOKA3AHA peHmeeHooeHcumomempus ececo mena. [na nayuenmog co CMA
XApakmepHa 6blCOKAs YACMOma Nepeiomos u ocmeoneHuu. /lanHvle pucku 00yCl06eHbl He MONbKO
MbIUEYHOU CIAO0CMbIO U HUZKOU NOOBUNCHOCMbIO NAyuenmos, Ho u mem, ymo 2en SMN uepaem ponv

6 MemaobonuzmMe KOCmMHOU MKAHU.

Pexomenayercsi pentreHorpadusi IMO3BOHOYHHKA, CIICIMAIBHBIC HWCCICAOBAHUS U TPOCKIUU C
mmepenueM yria Ko66a B3pociomy manueHTy co CMA ¢ HapymieHHeM OCaHKU U (WJIH) BUAUMBIMU
nedopManusIMi TPYIHON KJIETKH W MO3BOHOYHHWKA TSI UCKITIOUEHHUsT KU(POCKOIHMO3a U OMpeeIICHUS

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

KomMmeHnTapuu: peumeenoepamma no360HOYHUKA (WelH020, 2PYOHO20 U NOSACHUYHO20 OMOEN08
NO360HOYHUKA C 3AX6AMOM Ma3a U mazo0e0peHHblX CYCmasos8) 8bINOIHAEeMCcs 6 nepeonel u OOK08oll
npoekyusx. Hccnedosanue nposooumcs 6 Hauboiee B03MONCHOM BEPMUKAILHOM —NONONCEHUU
nayuenma, NPUHUMAEMOM HEe3A8UCUMO OM  BCNOMO2AMENbHLIX ycmpoucms. Penmeenozcpagus
mazobedpeHHbIX CyCmasos HeoOXoouma Npu KIUHUYECKOM NOO03DeHUU HA B8bleUX UNU NOOBbIGUX 8
mazobedpennom cycmase. Bspocivim nayuenmam ¢ CMA 2-e0 muna co ckoauoszom >20°
peHmeeHocpadus NO360HOUHUKA NPOBOOUMCS  eHCe200HO C Yelbl) KOHMPOs 3d OUHAMUKOLL
Kughockonuosa u onpeoenenus OaibHelulel OpmoneouyecKol makmuku eedenus. Yacmoma ocmompos

00JIICHA YMOYHAMbCA I’lpOd)u]Zbel]l/l cneyuaiucmom uiu Myﬂbmuducuunﬂunapnbm KOHCUJITUYMOM.

Takafce BO3MOINCHO I’lpOG@d@HU@ MClZHllelHOj?@SOHCZHCHOﬁ mwvzoepagbuu NO360HOYHUKA, KOMnb}OmepHOﬁ
momozpaqbuu NO360HOYHUKA, YT1bMmMpa36YKOB020 uccvledoeanuﬂ NO360HOYHUKA npu HaAauduu I/IOK(IS’aHl/lljl
[66,67]

2.4.4 NHCcTpYMEHTAJIbHBIC UCCJICTOBAHNS /Il IUATHOCTUKM ociaoxHeHuniit CMA Sq co

CTOPOHLBI AbIXaTeJbHOW CHCTEMbI

Pexomenayercst UpeCKOKHbBIIT MOHUTOPUHI NMapLHAIbHOIO JIABJIECHUSI KUCIOPOJA BO BPEMSI HOUHOTO

CHa B CTAOMOHAPHLBIX YCIOBHAX B3POCIIBIM IIAIUCHTAM CO CMA IIpU MUHUMAJIbHBIX MMOAO3PCHUAX IOJIA
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Yposenv yoeoumenvnocmu pexomernoayuti C (yposeHb 00cmosepHocmu 00Ka3amenbcme — 5)

KomMmenTapuu: ¢ Hopme noxkazamenu camypayuu naxoosmes 6 npeoenax 95—100 %. IIpu SpO2 nuoice
90 % neobxooumo npursmo Heomaodcuvle mepol. Camypayus 6 npomedcymxe 94—90 % cuumaemcs

I’ZOZPCZHI/IHHOI/?. Hat;ueﬂmajw C eunoeeHmwl}mueﬁ aHceNamenbHo umems 0oma nyJabCoOKcumemp.

PexoMenayercs McciieIoBaHUE HECTIPOBOLIMPOBAHHBIX JBIXAaTEIbHBIX 00BEMOB U TTOTOKOB B3POCIIBIM
nanueHtaM co CMA nnst onpeneneHus: CTeNeHN TSHKECTH JIbIXaTelbHBIX HapylIeHU U BbIOOpa, mpu

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

KomMmeHnTapuu: Heobxo0umo 6binonHams uUcciedo8aHue HeCcnposoOyUpPOSAHHbIX — ObIXAMENbHbIX
00bémo6 u nomokos nayuenmam ¢ CMA 2-20 muna u necnocobnvim xooumo nayuenmam ¢ CMA 3-2o0
muna 1 pas 6 200 [18,26]; nayuenmam ¢ CMA 3-ec0 muna, komopwvie Mo2cym cCamMOCMOAMENIbHO
nepeogueamuvcs, u ¢ CMA 4-eo muna oyenka @yukyuu Hewine2o ObIXAHUS MOdCem Nposooumsvcs 1
pasz 6 4 2ooa (npu HaIUyuu KIUHUYECKUX OCHOBAHUL, 6 YACWMHOCMU, NOsSGIeHUe Xpand, HOYHbIX
npoobyscoenutl, OHe8HOU COHIUBOCMU — Yauje), M.K. UMEHHO 6 MeueHue makoco NPOMeNCYmKa
8pemeHnu, N0 OaHHbIM OyeHKUu ecmecmeeHno2o meyenus CMA, y cnocobmvix xo00umes nayueHmos c
CMA 3-20 u 4-co munos mooicem odHapyscums ompuyamenvuyio ounamuxy [29]. Ilapamemp ons
OMCAEHCUBAHUSL CUTLL ObIXAmenbHOU MycKynamypol y nayuenmos ¢ CMA, cnocobmvix evinoinume
uccnedoganue, — 3mo GopcuposanHasn ocusHennas émkocms aeekux (QKEJI). llayuenmor co
cHudcenuem OKEJI om 20 % 0o 50 % om 001cHO20 N0OBEPIHCEHbL NOBBIUEHHOM) DUCKY NE€20UHbIX
ocnoxcnenut, a nayuenmol ¢ OKEJI <20 % — ewé Oonee 8bicoOKOMY PUCKY BCeOCMBUE HATUYUSI
HeO00CmamouyHoOCmuy 8eHMUIAYUU U 8 OHesHvle dacwl. /na nayuenmos ¢ O)KEJ[> 60 % xapaxkmepen
HU3Kuti puck Hounou eunosemmunayuu [68]. Iluxoeas cxkopocms xawna (IICK) menee 270 n/mun
ceuoemenbcmeyem o0 CHUdCeHuu a3@gexkmusnocmu xawias, a Mmenee 160 a/mun — o e2o

HedhheKkmuBHOCmuU U 8bICOKOM PUCKe UHDEeKYUOHHBIX 3a00nesanull OvixamenvHulx nymei [29,69].

Pexomenayercsi pOBENEHHWE  KApAUOPECIUPATOPHOTO  MOHUTOPUHIA  (MYJIbCOKCUMETpUS U
MOHUTOPUPOBAHUUE 3JIEKTpOKapauorpaduyeckux JTaHHBIX) B3pociasiM mnarueHtam co CMA mnpu

MOIO3PEHUM HAa THUIIOBEHTHJISLIMIO JUIsl YTOUHEHHS €€ XapakTepa M HCKJIIOYEHHUs anmHo’ cHa [29, 65,
123, 124].

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

KommeHnTapum: 011 ouacHocmuku 0OCMPYKMUBHO20 ANHOD CHA NPOBOOUMCS NOIUCOMHO2PAPDUSL/
KapouopecnupamopHulil. MOHUMOPUH2, KOMOPAs NO380JAEn Onpeoeiums Xapaxkmep OblXamelbHbIX
Hapywenuil. Bapocavie nayuenmol co CMA 2-20 muna umerom puck pazeumus HapyueHuu ObIXaHusl 60
CHe (Yawje 6ceco, 2UNOBEHMUNAYUU) U3-3a YMEHbULeHUs ObIXAMeNbHO20 00béMa, HapyuleHus pabomol
ouagppazmvi, CHUNCEHUs PYHKYUU MEHCPEOEPHBIX U BCROMOAMENbHBIX ObIXAmenbHblX Mbluiy. Taxoice y
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MAKUX NAYueHmo8 Moxicem paseusamucs 00CmMpYKMUGHblll CUHOPOM U3-3a CIADOCMU MblUY 20PMAHU
u enomku, ¢opmupyrowel NpPeopacnoLONCeHHOCb K  KOLIANCy OvixamelvbHblx nymei. B
coomeemcmauu ¢ Ilpukazom Munzopaea Poccuu 13 oxmsabps 2017 2 Ne 804u om «O6 ymeeporcoeHnuu
HOMEHKIamypbl MeOUYUHCKUX ycayey Hem ycayeu «llonucommocpaguay, 6 cea3u ¢ uyem 603MONCHO
ucnonv3o8aHue Habopa yciye: 9onekmpodHyepanozpadus ¢ BUOECOMOHUMOPUHESOM, CYMOUHOE
MOHUMOPUPOBAHUE apmepuanbHo2o oasnenus, peaucmpayusi NEKMPOKAPOUOSDAMMDL,
MOHUMOPUPOBAHUE  INEKMPOKAPOUOSPAPUUECKUX — OAHHBIX,  XOAMEPOBCKOe  MOHUMOPUPOBAHUE
cepoeunHo2o0 pummad, pacuu@poska, onucamue U UHmMepnpemayus 3NeKmpoKapouocpapuieckux
OAHHBIX, INEeKMPOMUOSPADUA HAKOJCHASL (0OHA AHAMOMUYECKAsl 30HA), 3NeKMpooKyiocpagus,

onpeoeieHue napyuaibHo20 0A61eHUs. KUCIOPOOAd 8 MASKUX MKAHAX (OKCUMempust))
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2.5 Uuple TMAarHOCTHYECKHE MCCJIeIOBAHNSA

Beoenue nayuenmos ¢ CMA noopazymesaem MmynomuoucyuniuHapHusii. nooxood. Koucynemayuu
CReYUanucmo8 Mo2ym npo8ooumbCs NAYUeHmMam Ha pa3ublx SManax oKa3anus MeOUyuHcKou nomowu,

8 MOM Yuce 8 Nepuod OUACHOCMUKU 3A00/1e8aAHUSL.

Pexomenayercs B BeneHuu nanueHToB ¢ CMA UCHOIb30BaTh MYJIBTUIWCIUIIMHAPHBIN MOAXOA B
BUJy TOTO, 4TO 3a00JI€BAaHUE XapaKTEPH3yeTCs MOPaKEHHEM MHOTHUX OPraHoB M CHUCTeM, Tpelyer

KOMILJICKCHOM TEepalinu, ¢ ICJIbO COBMCCTHOI'O BCACHH MMAIMCHTA CIICHUAJIUCTAMHA PA3HBIX HpO(I)PIJIGfI

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

KomMeHTapuu: nokazamvl nepeuunvie u NOBMOPHblE KOHCYIbMAYUU 6paua-He8poso2d, 6pavd-
2eHemuKa,  8paia-mpasmamonoza-opmoneod, 8pava-nyIibMoHON02d,  8pPAYA-2ACMPOIHMEPONLOZd,
spaua-ouemonoea, 8paia-kapouonioed, 6pava-sHOOKPUHOL02d, 6padyelti U UHbIX CHeYUAIUCmo8 U3
MEeOUYUHCKOU  OpeaHusayuu  uiu  e€é  CMPYKMYpHO2O  Noopazoenenus,  OKA3blearuje2o
CReYUATU3UPOBAHHYIO  NALIUAMUBHYIO — MEOUYUHCKYI0 — NOMOWb,  8pava-mepanesma,  8payd-
Heupoxupypaa, 8paya-anecme3uoioca-peaHumamonoaa, paia-xupypad, 8pava-3H00CKonucma, epaya-
OMOPUHONAPUH20N02d, 8PAYUA-MOPAKANLHO20 XUpyped — 8paia-cmomamonocd, epaia-4enioCmHo-
IUYEeB020 Xupypea, epada-ncuxomepanesma, 8pay  Quauieckou u peadunumayuoHHOU MeOUuyuHbl,
8paia no NAITUAMuUEHOU MeOUYUHCKOU NOMOWU, MEOUYUHCKO20 NCUXON02d, a4 Makdice epavetli Opy2ux

cneuuaﬂbHocmeﬁ u cneyuaiucmoe.

Pexomenayercsi mpuém (0CMOTp, KOHCYJBTAIUsl) Bpada-HEBPOJIOTa MEPBUYHBIA BCEM MAIMEHTaM C

nosio3penreM Ha Hanuurne CMA c 1enbio moaATBepsKIeHus auartosa [19].
Yposenwv yoeoumenvnocmu pexomenoayuii C (yposenvb 00cmosepHocmu 0okazamenbcmes — J)

KommenTapuu: eciu epau-nesponoe noomeepoicoaem eeposmuocmos naaudusi CMA, oum Oonowcen

Hanpaeunivb nayuerma Ha ceHentudecKkoe nmecmuposarnue.

Pexomenayercsi npuém (OCMOTp, KOHCYNBTAIlMsA) Bpadya-HEBPOJIOTa MOBTOPHBINA BCEM MAI[MEHTaM C
nojgo3peHremM Ha Hamuuue CMA, mpoleAmuM JOMOJHUTEIbHBIE OO0CeNoBaHUsA (B TOM YHCIE

TeHETUYECKYIO JUArHOCTUKY) C IIEJIbIO MOATBEPKACHUS Auartosa [19].

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

Pexomenayercsi npuém (OCMOTp, KOHCYJIbTalMsl) Bpadya-r€HETHKA MEPBUYHBIA BCEM MAlUEHTaM C
nogo3penreM Ha CMA c¢ 1enpto onpeaeneHus 00beMa MOJIEKYIIPHO-TEHETUUECKOTO UCCIIEIOBAHMS U

MPOBEACHUS MEAUKO-TEeHETHUECKOT0 KOHCYILTUPOBAaHUA [19]. . .
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Yposenwv yoeoumenvnocmu pexomenoayuii C (yposenvb 00cmosepHocmu 00Kkazamenbcmes — J)

KommenTapmii: no pesyromamam JHK-ouaenocmuku mpebyemcs npuem (ocmomp, KOHCYIbmMayus)
8paua-ceHemuKa NOBMOPHBIU C UYEIblo O00CYHCOEHUS pe3VIbmamos MONeKVIAPHO-eeHeMULeCcKouU

OUACHOCUKU U 2eHEMUYECKUX PUCKOB 6 cembe.

Pexomenayercsi mpuém (OCMOTpP, KOHCYJIbTAIlUsl) Bpada-TPaBMATOJIOra-opTonena IEpPBUUHBIA U
MOBTOPHBINA, MPU HEOOXOAMMOCTH, MAIMEHTY C MHOATBEPKAEHHBIM auarHozoMm CMA s oleHKu
HaJU4Ms CKEJETHHIX JAeopMaiuii, QyHKIIMOHAIBHBIX BO3MOXKHOCTEH MallME€HTa, HEOOXOIUMOCTU U

o0BEma optesupoBanus [19, 65].
Yposenv yoeoumenvnocmu pexomenoayuii C (yposenvb 00cmosepHocmu 0oKazamenbcmes — J)

KommeHnTapuu: ocmomp cneyuanucma ekuouaem OyeHKy 00bEmMa OBUNMCEHUL 8 CYCMABAX U HAIUYUS
UCKPUBTIEHULI NO360HOYHUKA, A MAKH#Ce OYEHK) MbIUEYHOU CUTbL U YHKYUOHAILHBIX 803MONCHOCIENU
no Kadfcoou KowewHocmu u cycmagy. Pewaromcs eonpocvl neobxooumozo opmesuposanus. Ha
NOBMOPHOL KOHCYIbMAYUy NPo8OOUNCSL OYEHKA NPOSPecCUpoB8aHus cKelemmvlx oegopmayutl, b160p
MEeXHONo2ULl ~ OpMe3UPO8aHUss U NOCMYPATbHO20  KOHMPOJA, — 00CYHcOaromcsi  NOKA3AHUSA K

XUpypauieckomy opmoneoudeckomy i1edeHuo.

Pexomenayercsi mpuém (OCMOTpP, KOHCYIBTAIlMs) Bpada-IyJIbMOHOJIOTA TEPBUYHBIA W TTOBTOPHBIH,
npu HEOOXOIMMOCTH, TMAIMEHTy C TOATBEPKIEHHBIM nuarHosoM CMA C 1enbio  BBISBICHHS

JBIXaTEIbHbIX HAPYIIEHUHN U ONPEIEIICHNs TAKTUKU PECIIMpAaTOpHOM noaaepkku [ 19, 29, 65].

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

KommenTapuu: epau-nynbmononoe onpedensem, HYJICHbI AU nayuenmy  OONOJIHUMENbHbIE
06cne008anusl U KaKue UMeHHO (AHANU3 2a308020 COCMABA KPOBU, PEHM2eHO2papus epyOHOU KI1emKU,

KapouopecnupamopHbulil MOHUMOPUHS, CHUPOMEMPUSL).

Pexomenayercsi npuém (OCMOTp, KOHCYNbTAllMsA) 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 ¢ TPaxeOCTOMHUEW NPU HAJWYMU IOKA3aHWW K JCKAHIOIM3ALHUMU C LEJIbI0 BBIITOJIHEHUS

HEOOXOIUMBIX BpaueOHBIX JIEYCOHO-TUArHOCTUUSCKUX MaHUITYIISAui [29].

Yposenv yoeoumenvnocmu pexomenoayuti C (yposenvb 0ocmogepHocmu 00Kazamenbcme — 5)
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KomMeHTapuu: 051 smux yenei makoice modxcem nompebosams npuem (0OCMOmp, KOHCYIbMAyus)
8PAUA-MOPAKATLHO2O XUpYpea nepeudnslil. Tpaxeocmomus modcem Oblimb NOKA3AHA NAYUEHMAM HA
nPOOBUHYMOU cmaduu O0Ne3HU, 0OHAKO 8CE pedxce npumensemcs y nayuenmos co CMA. Cuumaemcs,
ymo 6 nodasiauem OONbUUHCMEE CIYYAe8 HALOHCEHUS MPAXeoCmOoMbl MONCHO uzbexcams. OOHAKo,
O0EeKaHIONU3AYUsL NAYUEHM OB, KOMOPble YIHce HAXOOAMCS HA UHBA3UBHOU BEHMUIAYUL IeKUX MONCem
obimb  3ampyoHumenvha. Bpau-omopunonapuneonoe u  6pau-mopakaivbHulil Xupype Onpeoensiom

maxKkmukKy yCnmaHOo6J/1eHUsA mpaxeocmwmmecmﬁ KAaHioau 6 cjiyvae Haaudus NOKA3aHUU.

Pexomenayercst npuéM (OCMOTpP, KOHCYJIbTALIMS) Bpauya-racCTpOIHTEPOIIOra MEPBUYHBIN U MOBTOPHBIN
nanpeHTaM co CMA, umerommM cuMmntoMbl nopakeHust KKT, 1isi [TMarHOCTUKM W Ha3HAYEHUs

cuMnTOoMaru4eckoro jieuenus [19].

Yposenwv yoeoumenvnocmu pexomenoayuii C (yposeHvb 00cmosepHocmu 0oKa3zamenbcms — J)

Pexomenayercst npuém (OCMOTp, KOHCYNbTAlMsl) Bpavya-IMETONIOTa MEPBUYHBIA U TMOBTOPHBIN

nanueHTaM co CMA c 1ienbio Ha3HaueHUST He0OXoAuMOoM aueTs [19].
Yposenwv yoeoumenvnocmu pexomenoayuii C (ypogeHvb 00cmosepHocmu 0oKazamenbcms — J)

KommenTapuu: g nepgyio ouepeosb, HeoOX00UMO nNayueHmam, UMerwum HapyuleHus HympumueHo2o
cmamyca uiu mem, KMO HAXOOUMCs 6 2pynne pucka no pazeumuio HeoOCmMamouyHo20 UIU

U30bIMOYHO20 NUMAHUSL.

Pexomenayercst npuém (OCMOTp, KOHCYJIbTAIIMS) Bpaya-KapauoJiora NEPBUYHBIA U TTOBTOPHBIN, MPU
HEOOXOMMOCTH, TalMeHTaM C TOATBEPXKAECHHBIM auarHozoM CMA ¢ 1enblo CBOEBPEMEHHOU
JUArHOCTUKU TMaTOJIOTUU CEPAEYHO-COCYIMCTOM CHUCTEMBI, IpU HEOOXOIMMOCTH, Ha3HAYEHUs

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

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

Pexomenayercsi puémM (OCMOTpP, KOHCYJIBTAIMS) Bpada-dHIOKPUHOJIOTA TIEPBUYHBIA U MOBTOPHBIM,
npu HeoOxoaumoctH, namueHty co CMA mnpu oOHapyKeHHHM HapylIeHHMH oOMeHa IJIIOKO3bI,
MHHEPAJIBHOTO OOMEHa W (MJIM) MMPHU3HAKOB OCTEOIOpo3a (OCTEONEHUH) C IEIbI0 KOPPEKIINHU JaHHBIX

COCTOSIHUM U MOHUTOPHHTA COCTOSIHUS [29].

Yposenv yoeoumenvnocmu pexomenoayuii C (yposenvb 00cmosepHocmu 0okazamenbcmes — J)
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PexoMeHaOyHOTCH TIEpBUYHBIC KOHCYJBTAIMA BpPau€ll M WHBIX CICHUAIKNCTOB W3 MEIUIMHCKOU
OpraHM3alMd WA €€ CTPYKTYPHOIO TMOJPA3ACICHUsA, OKA3bIBAIONIETO CHEHHATIA3UPOBAHHYIO
NaJUTMAaTUBHYI0 MEAUIMHCKYI0 MoMolls mnamueHtaM co CMA, npu Haniuuud TOKa3aHu#, ist

onpeneneHus 00bEmMa He0OX0AMMOM MaNIMATUBHON MEAUITMHCKOM oMot [29].
Yposenwv yoeoumenvnocmu pexomenoayuii C (yposenvb 00cmosepHocmu 00Kka3zamenbcmes — J)

KOMMeHTapI/II/IZ KOHCYnbmayusl OMHOCUMENbHO NaiiuamueHo Me()uL!MHCKOﬁ nomouwiu mootcem
OKA3bIBAMbCS HA 6CEX dMANAX 6e0eHus nayuerma c¢ CMA: npu nocmaHoeke ()MCZZHOS‘CZ, 60 6pem:
npurAmus  Kjaodeevlx mepanecsmudecKux pemeHuﬁ, npu  603HUKHOBEHUU  JHCUSHEYZPOHCAIOUIUX

COCWIOEHMI:Z, a makoice 6 mepMqu]le01/7 cmaouu 3a001e6aHU.

PekoMeHIyHOTCH IIOBTOPHBIE KOHCYJIBTAIMM BpPAaY€W WM HHBIX CIEHUAIUCTOB W3 MEAULMHCKOU
OpraHu3alMd WA €€ CTPYKTYPHOIO TMOJPA3ACICHUSA, OKA3bIBAIOIIECTO CHEHHAIN3UPOBAHHYIO
NAJUTMATUBHYI0 MEAUIMHCKYI0 MoMolls mnamueHtaM co CMA, npu Haiuuud TOKa3aHu#, yist
ompeneneHuss o0bEMa HEOOXOIMMOW MNaJUIMATUBHOM MEIUIIMHCKOM TOMOIIM W OIEHKH €€

s dexruBHOCTH [29].

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

Pexomenayercst npuémM (0CMOTp, KOHCYJIbTAIMs1) Bpauya (PU3NYECKON U peaOUInTalnOHHOW MeIULINHE

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

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

Pexomenayercst mpuémM (0CMOTp, KOHCYJIbTaLMs1) Bpadya PU3NYECKON U peabUInTalnOHHOW MeIULIUHE
MOBTOPHBIN nanueHty co CMA st onieHKd 3(p¢GEeKTUBHOCTH peabUIMTAlUK U ONpe/IeIeHUS] TAKTUKU

JanpHeumero geyeHus [19].

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

Pexomenayercst mpuém (0CMOTp, KOHCYJIbTALIMS) Bpaya-TeparneBTa nepBUUHbIi nanueHty co CMA ¢
1[EJIbI0 KOHCYJBTAIIUU 0 OOIUM MEAUIIMHCKAM BOMIPOCaM U (W) OTMPEIECICHHs] TAKTUKU TIPU UHBIX

COITYTCTBYIOIINX 3a0oneBanusx [19].

Yposenv yoeoumenvnocmu pexomenoayuii C (yposenvb 0ocmosepHocmu 0okazamenbcmes — J)
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Pexomenayercsi npuém (OCMOTp, KOHCYJbTallMsI) Bpadya-TepaneBTa NOBTOPHBIN maruenty ¢ CMA ¢
LEJbI0 KOHCYJBTAIMK 110 OOLIUM MEAMIIMHCKUM BONpPOCaM U (WJIM) ONPENENICHUs] TAKTUKU TIPU UHBIX

COITYTCTBYIOIINX 3a0oneBanusx [19].

Yposenv yoeoumenvnocmu pexomenoayuti C (yposeHb 00cmosepHocmu 00Ka3amenbcme — J)
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3. Jleyenue, BKJIKOYAS MeTUKAMEHTO3HYIO U
HeMeIUKAMEHTO3HYI0 Tepalluu, TUeTOTEPAIHUIO,
00e300/1MBaHNe, MEIUIIMHCKHE NTOKA3aHUA U
IMPOTHBONOKA3AHNA K IPMMEHEHUIO METO/I0B JIeYeHHUS

3.1 MeaukaMeHTO3HAs Tepanus

B nacmoawee epems meduxamenmosnaa mepanus CMA exnouaem 6 cebs npenapamvl 04

namozenemuyeckoz2o (ocnonuenue oegpuyuma derka SMN) u cumnmomamuueckoeo neyerus.

3.1.1 IlaTtoreHeTuyeckass MeJUKAMEHTO3HASI TePaNus

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

—  mooughukayus cnaaticunea npemampuurot PHK cena SMN2 0ns eéxnrouenusi 3k30Ha 7 8 3penyio
mampuunyto PHK u noeviwenus obpazoeanus nonnoyenHoeo oOeika SMN ¢ nomowwio
AHMUCMBICTI08020 ONUSOHYKIEOMUOA (Hycunepcer™™*) unu HU3KOMONEKYIAPHO20 COeOUHEHUs («KManas

monexkynay — pucouniam**) [70],

— samecmumeilbHasds ceHHasd mepanusi. npumeHerue p€KOM6uHClHI’I’IH020 6EKNOPHO2CO npenapama
OHACEMHOZCEH Cl6€l’ldp608€K Ha OCHoO6¢€ adenoaccauuupoeaHHoeo 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 (NOCPeoCcmeom NoMOANbHOU NYHKYuu) 66edenus. JliombanvHas nyHKyus
Modcem nposooUmMsbCsi KAk noo MeCmHOU Uulu obwjell amecmesuel, maxk u 0e3 Mmakogvlx, uYmo
onpeoensemcs Haruduem 803MONCHbIX NPOMUBONOKA3AHUL K NPUMEHEHUIO NPenapamos 0is MeCmHoU
u (unu) odbweu amecmezuu y KOHKPEMHO20 NAYUEHMA 6 COBOKYNHOCMU C YCMOmMpeHuem epaud,
nposoosiuge20 npoyeoypy, U 6HYMPEeHHUMU NPAGULAMU J1e4eOHO-NPOPUIAKMULECKO20 VUPENCOeHUs,

20e nposooumcs 66edeHue Hycunepcena ™™,

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

pucouniama™** — nepopanbHulii, Ymo no3eousem npoeooUms leueHue 8 amoy1amopHbIX YCI08USIX.
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Onacemmnocen abenapsosex sapezsucmpuposarn 6 Poccuiickoti @edepayuu 6 oexabpe 2021 2ooa [72].
IIpenapam 8600umcs 6HympuseHHo KaneibHo 00HOKpamuo. llokazanus Kk npumerenuro npenapama —
ouannenvuas mymayus 6 cene SMNI1 u kaunuueckutl ouaenos CMA I muna unu ouanienvras mymayus
6 cene SMN1 u ne 6onee, wem 3 konuu 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.

PexomMeHayeTcsi Kak MOKHO paHbllIe HAYMHATh MTaTOreHeTHYeCcKyto Tepanuio CMA Bcem nmanueHTam ¢
TEHETHUUYECKU TOATBEPKAEHHBIM JAMArHo30M (BHE 3aBHCHUMOCTH OT BO3pacTa Je0roTa 3a0oJeBaHus,
TEKyIIero BO3pacTa MalMeHTa M HCXOAHOTO (PYHKIIMOHAJBLHOTO CTaryca) C IeJIblI0 JOCTHXKEHUs

HaWJIy4IIero TepaneBrudeckoro a¢dexra [73].
Yposenv yoeoumenvnocmu pexomenoayuti C (ypoeenv 0ocmosepHocmu 00Kazamenbcme — 5)

KommenTapuu: ne nokazano oonoepemennoe npumenenue 08yxX npenapamos ois namoz2eHemuieckot
mepanuu CMA, emusowux na cnaaticune cena SMN2 (nanpumep, Hycunepcen™* u pucounnam™*).
Yuumuiean eounvie namogpuzuonocuveckue mexanusmvl medeHus U HeyKIOHHOe NPOSPeccuposanue
CMA npu paznuunvix eé munax, mexkyujee COCMOSIHUE NAyuenma He ciedyem paccmampuéams Kax
nosoo0 K omkazy om namoceHemuueckou mepanuu. Ilo >mou oce npuuuHe HEKOPPEKMHO
UCNONb308AHUE KOHYENYUuu «peaduiumayuoHHo20 NOMeHYuanay OJs Oonpeoenenus HeoOXo0uMocmu

namozenemuyecko2o nedyenus npu CMA.

PexoMeHayeTcsi  TpUMEHEHHWE  Tpemapara  HyCHMHEpCeH™™®  mamumeHTaM ¢ TeHETUYECKH
MOATBEPKAEHHBIM auardHo3oMm CMA W KIMHUYECKUMH TPOSBICHUSIMH 3a00JICBaHUSA C IICIBIO

MIPOBEICHUS TATOTEHETUYECKON Teparnuu 3aboneBanus [114].
Yposenv yoeoumenvnocmu pexomenoayuii A (yposenv 0ocmosepHocmu 00KA3amenbcme — 2)

KommenTapuu: ¢ akmusnvix Ha ce200HAWHUL OeHb KIUHUYECKUX UCCLe008AHUAX HYCUHepceHa ™™
SHINE, ASCEND u DEVOTE npunumarom yuacmue nayuenmol cmapuie 18 n1em, Ho pe3yrbmamul no
HUM NOKa He Onyonuxkosawvli. Tem He MeHee ONYOIUKOBAHbL pe3YIbmamvl 00CEPEAYUOHHBIX
(nabmooamenvrovix) [75-80] u pempocnekmusnvix [81-83] uccredosanuil, 8 KOMOPHIX OYEHUBANACD
nepenocumocms u ounamuxka CMA no Kiunuueckas wKaiam y 63pocivblX NAYUEeHmMO8, NoKazamenu
GyuKyuU ObIXaHUS, MbIUEYHAs CUNd, NAYUeHM-opueHmuposanuvie ucxoovl. CogoKkynHvle OaHHble NO
oonee 1200 nayuenmam ¢ CMA, npoanaiuzsupo8anHvim 8 SMux UCCle008aHUIX, CBUEMeNbCMBYION O

oocmamoyHot bezonacnocmu Hycunepcena™* y e3pocavix 6ononvix ¢ CMA, a makoce 06 ynyywenuu

W cmabuTusayup JoKAsamenel Conuueiy no IIIIMECKIG: IKAIGY RANULEIINOR PATIOC0 E0TIACHG,



Cucmemamuueckuii 0030p U MemMa-anHaiu3 pe3yibmamos npumeneHus Hycunepcena™**, exaouasuiuil
15 nybaukayuii no 83pocivbiM, ¢ 8bICOKOU CHeNneHblo 00CMO8EePHOCMU NOOMBEePOUl IhhekmueHocmo
Hycunepcena™* y nayuenmos co CMA 2 u 3 muna no wkaiam OYeHKU O8USAMENbHbIX (DYHKYUl
HFMSE, RULM, T6MX npu eco npumenenuu 6 meuenuu 10-14 mecayes [84].

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

20106Has1 OOb, OONL 8 cnune, mowHoma, peoma [52, 75-83].

IIpu nookoxcnom unu 6/6 66e0eHUU HEeKOMOPLIX AHMUCMBICIOBbIX ONUSOHYKIEOMUOO8 ONUCAHDL
MpoMOOYUMONEeHUsl, HaAPYULeHUs. C6EPMbIBAEMOCIU KPOBU U HepPOMOKCUUHOCIb, YUMO OMPAINCEHO 8
uHcmpykyuu K Hycumepceny®*. Ilpu Hanuuuu KIUHUYECKUX NOKA3AHUU HeobXo0umMo oenamv
nabopamopHvle  mecmsl  OAd  ONpeoeNeHus  Koauvecmea  mpomboyumoe u  nokasamesneu

ceepmuleaeMocmu Kposu neped egederuem npenapama [52].

Pexomenayercst marieaTam co CMA, UMEIOMUM CIOXKHYIO 1e(QOopMaIiio MO3BOHOYHUKA, KOTOPHIM
IUTAHUPYETCsl Hayajao Teparnuu MpenapaTtoM HyCHHEpCeH™®*, BBIMOIHEHHWE CIIMHHOMO3TOBOM MyHKIUH
NOJ, KOHTPOJEM YIbTPa3ByKOBOIO MCCIEIOBaHUS WJIM pPEHTreHorpaduu WIM  HU3KOAO3HOU
KOMITBIOTEPHOM TOMOrpauu C 1eJbl0 O0ecHeyeHUs: MaKCHUMalbHO O€30IacHOr0 IPOBEIACHMS
npouenyps [85, 115, 116, 125].

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

KommenTapuu: npeonacaemcs aneopumm blnoiHeHUs: UHMPAMeEKAlIbHO20 86€0eHUsi N0O KOHMPOeM
BU3YANUZAYUOHHBIX Mem0008. [lpu omcymcmeuu MemaiioKOHCMPYKYuil Ui CNOHOUL00e3a 3a0HUX
KOCHHbIX 271eMeHmMO08 NO360HOUHUKA, TIOMOANbHASL NYHKYUS 8bINOIHAEMC NOO PEHM2eHOCKONUYeCKUM
koumponem. Ilpu Hanuuuu cnonounooesa, O 6vlIO0PA ONMUMANLHOU MAKMUKU BbINOJIHEHUs.
MAHURYIAYUY  (MENCOCMUCMBIU UTU HEUPODOPAMUHATLHBIL OOCHYN) HEOOX00UMO ONUPaAmsvCs Ha
pe3ynomamsl npeonpoyedypuou KT. B cnyuae, ecnu paccmampueaemcsi 8binonineHue aomMOAnIbHOU
nyukyuu Ha yposuwe CIl-C2, nokazaHo 6vblnojaHeHue nepeod Npoyeoypou MAeHUMHO-PE30HAHCHOU

momoecpaguu n0360HOYHUKA (00UH omoer).

Pexomenayercst mpuém (0CMOTp, KOHCYJIBTALMsS) Bpauya-HENPOXUpYypra NEPBUYHbBIN U IOBTOPHBIN, NpU
HEO0OXOIMMOCTH, MALUEHTY C MOATBEPKAEHHBIM nuarHo3oM CMA ¢ BbIpak€HHBIMU JedopMalusIMu
MO3BOHOYHUKA JJI1 OIICHKM CKEJETHBIX JedopManuii ¥ OLEHKH BO3MOXXHOCTH BBITIOJHEHUS

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

KommenTapuu: spau-uetipoxupype onpeoensiem G03MONCHOCMb GbINOIHEHUS TIOMOAILHOU NYHKYUU,

YpPOB€Hb NYHKUUuu U nmexnHuxy eé 6blNOJIHEeHUA, onst NPUMEHEHUA namozcenemu4ecKkoll mepanuu, Ha
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OCHOBAHUU  OCMOMPA U  pPe3yIbmamos npeomMaHunyiayuonHolx  ucciedoganuti (KT, MPT,

penmeenozpagusi).

Pexomenayercst mpuémM (0CMOTp, KOHCYJIBTAlMs) Bpaua-aHECTE3U0JI0ra-peaHuMaroyiora NepBUYHbIN U
MOBTOPHBINA, TpHU HEOOXOIWMOCTH, MAIMEHTY C MTOATBEpPKIEHHBIM nuarHozoM CMA, kortopomy
IUTAHUPYETCSl aHECTE3UOJIOTUYECKOe IMocoOue Ui BBIMOJHEHUS JTIOMOATbHOW MYyHKUWH, C LENbIO

peIIeHuUs BOMPOca 0 HEOOXOAUMOM 00beMe aHeCTEe3UOJI0OrHUECKOro mocobus [86].
Yposenv yoeoumenvnocmu pexomenoayuii C (yposenob 0ocmosepHocmu doxazamenbcmes — 4)

KommenTapuu: nayuenmam c evipasxxcennoti oegpopmayuert no3GOHOYHUKA TIOMOANbHbIE NYHKYUU U
uHmMpameKaibHvle 66€0eHUs NeKApPCMBEeHHO20 Npenapama MO2Ym 6bINOJTHAMbCA ¢ NpPUMEHeHUueM

aHecme3uon0cu4eckKko20 nocoousl.

Pexomenayercsi mpuMEHEHHE Mpernapara pUCAUILUIaM™* B3pOCIBIM TallMEeHTaM C KIMHUYECKUMU
IPOSBICHUSAMHA TE€HETHYECKH NOATBEepKAEHHON CMA ¢ 1enbro NpOBENEHUs NaTOrEHETUYECKOU

Tepanuu 3aboneBanus [88].
Yposenv yoeoumenvnocmu pexomenoayuti A (yposernv 0ocmogeprocmu 0okazamenbemes — 2)

Kommentapuu: 6 uccnedosanuu BP39055 (SUNFISH) u3yuanoce npumenenue npenapama
pucouniam™®* y nayuenmos, coomsemcmsyrouux xiunudeckum nposgierusm CMA 2 u 3 munos, 6
gozpacme om 2 00 25 nem npu ckpunuree. B amo ucciedosanue 8KI04aIUCy 8 MOM YUCIe NAYUeHMbl,
umerowue 2epyovie oeopmayuu NO360HOUHUKA, BbIPANHCEHHbIE PACNPOCMPAHEHHBIE KOHMPAKMYPbL
CYCmaegos, a makdice nepeHécuiue xupypauieckoe jedenue no nogody oepopmayuti nO360HOUHUKA.
Pesynomamvr ~ smoeo  uccnedosanusi - npPOOEMOHCMPUPOBANU — CIMAMUCTIUYECKU — 3HAYUMYIO
apekmusHoCmb NO NEPEUYHOL KOHEUHOU MOYKe U O0CMAMOYHYI0 Oe30NACHOCMb Npenapama 6 3moi
so3pacmuotl epynne. Hccnedosanue nokazano 0ocmudicenue cmamucmudecku 3HaYUMblX KIUHUYeCKUX
vayuwenu 3a 12 mecayee mepanuu no wkaram MFM-32 u RULM [88]. Ilo oOannvim
(apmaxkokuHemu4eckux uccie008anull, Macca meia u 603pacm naAyueHma Mo2ym oKa3vléams GluUsHUe
Ha hapmakokuHemuxy pucouniama™*, npu smom He 8bls61eHO UBMEHeHUll npopuis b6e30nacHocmu u

aghghexmusnocmu npenapama [89].

Haubonee uacmeimu nedcenamenvHulMu peakyusmu HaA QoHe npumeneHus pucouniama™** mocym

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

PexomMeHayeTcsi marueHTaM pempoayKTHBHOTO BO3pacTa UCIOJIb30BaTh BEICOKOI(P(EKTUBHBIC METOIBI
KOHTpAIENIMA BO BPEMs JICUCHUS] U B TEUCHUE KaK MUHUMYM | mecsia mnocie npuéMa nociaeaHei

JI03bI TIpernapara pucauiiaM™* manueHToOM-KeHIIMHON U B TeYeHUE KaK MUHUMYM 4 MECSIEB MOCIie
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npuéma MoCIeAHEeH M03bl Mpemnapara pucAuIiaM™* MalueHTOM-MYKUYHHON ¢ 1EIbI0 TUIAaHUPOBAHUS

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

KommenTapuu: xnunuueckue oOanHble NO NPUMEHEHUIO pucouniama™** y oOepemMeHHbIX HCeHUWUH
omcymcmeyrom. Ilpu uzyuenuu npumenenus pucouniama** y  HCUBOMHBIX  HAOAOOANACH
aMOpuohemanbHas MOKCUYHOCb, A MAKJHCe 00pamumoe GIusHUe Ha My*cckyio epmunvrocms. Ilo
SMOU NPUUUHE NAYUESHMBI-MYICUUHBL He OOJHCHbL OblMb OOHOPAMU CHEPMbl 80 8peMsl JeHeHUs U 8
meueHue 4 mecsayes nocie npuéma nocieouel 003vl npenapama pucouniam™* [53]. Bozmooxcnvim
8apuUanmMoM A61Aemcs Kpuokoucepsayus cnepmovl nayuenma-mysscuunovl ¢ CMA 0o Hauana nevenus

pucouniamom™*,

Iannvie 06 sxckpeyuu pucouniama™* ¢ monokom mamepu y aroodeti omcymcemayrom. B uccieoosanusix
Ha Kpvlcax Obllo NOKA3aHO, 4mo pucouniam™* nponuxaem 6 MONOKO, 8 C85A3U C 4eM HeoOX0OUMO

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

3.1.2. CuMnToMaTu4ecKass MeAMKAMEHTO3HAS Tepanus

Pexomenayercs npuém konekanbiudepona®™* pcem nanuentam ¢ CMA B cilydyae BBISIBICHHS Y HUX
MPU3HAKOB OCTEONECHUH WJIM HU3KOTO COAEpKaHusl BUTaMuHA D B KpOBH, NIl KOPPEKLIUU CHUKEHUS

MUHEPaILHON MJIOTHOCTH KOCTHOM TKauu [19].

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

Pexomenayercsi npuém OudochonaroB Bcem mnarmeHtam co CMA, ecnu BBISABICHBI MPHU3HAKU

OCTEONEHUHU WUJIM YaCThI€ MEPEJIOMBI, C LIEJIbI0 KOPPEKIIUU CHUKEHHUS TNIOTHOCTU KOCTHOM TKaHu [19].

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

He pexomenayercsi JIUTETbHOEC NMPUMEHEHHE MYKOJIMTHYCCKUX TMPENaparoB IS WHTAJISTOPHOTO
BBEJICHUS JICKAPCTBEHHBIX IIperapaToB depe3 HeOymaizep y manueHToB co CMA m3-3a OTCYyTCTBHS
JI0Ka3aTeIbHON 0a3bl M B CBSI3U C PUCKOM YCHJICHHS CEKPETOPHOM HArpy3KH C IEJbI0 MPOPUITAKTHKA

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

KOMMEHTapI/II/II UCNOJIb306AHUE MYKOJIUMUYECKUX npenapanioe oe3 mepanesmu4ecKkux NOKA3aHUll

MOJCEem NPUBECMU K PA3HCUNCEHUIO CeKpemad HOPMAIbHOU 6A3KOCMU U VCUTLEHUIO CeKPemOopHOU
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Ha2py3KuU.

PexoMeHayOTCS MHBEKIIUN OOTYJIMHUYECKOTO TOKCHHA TUTIa A** B CIIFOHHBIC JKeJIe3bI MallUeHTaM CO
CMA, cTpaaaroium OT TUIIEPCAIMBALINY, C LIEJIbI0 YMEHBIICHUS BBIPAXKEHHOCTH 3TOro cumnToma [90,
104].

Yposenv yoeoumenvnocmu pexomenoayuii C (yposeHvb 00cmosepHocmu 00Ka3amenbcme — 4)

Kommenrapum: nayuenmam c eunepcanusayuei maxdice nokaszawa canayus norocmu pma [91].
Huvekyuu 6omynunuueckoeo mokcuna muna A** 6 cruionnvie dcenezvl HeoOX0OUMO NPOBOOUMb NOO

KOHMpoJiem ylbmpda36yKo602co UCCTIe00B8AHUS CTIIOHHBIX JiCenes.

3.2 Xupypruueckoe JjiedeHue

Xupypeuueckoe neuenue nayuenmos ¢ CMA npedcmasneno, npeumyujecmeento, Koppexmupyouumu
UHCIMPYMEHMANbHBIMU  BMEUAMenbCmeamu Ha NO360HOYHUKe, KOmopvle, meM He MeHee, HOCAM
NANTUAMUBHBII Xapakmep U He NO0360110M OCMAHO8UMb npozpeccupyrowyio depopmayuro. Kpome
moeo, npu CMA xupypeuueckue emewamenbcmea Mo2ym nposooumsCs 6 Cé:3u ¢ 601e8blM CUHOPOMOM
8crie0Ccmeue namoao2ul ONOPHO-08ULAMENLHOL CUCTEMbL U B03MOMNCHLIX neperomos. Yawe 6ceeo,
g3pocavie nayuenmovl co CMA (8 ocnosHom smo nayuenmer co CMA 2-20 muna) npoxoosm

XUpYpauieckyio Koppekyuio oepopmayuti n0360HOUHUKA ewé 00 docmudicenus 18 nem.

Pexomenayercsi paccMOTPETh BO3MOXKHOCTh XHPYPTMUECKOTO BMEIIATENIbCTBA Ha MO3BOHOYHHUKE
narpienTaM co CMA ¢ TsokénbiM uckpupieHuem (yron Ko66a mist Gonbiioii kpuBu3Hbel > 50°) u
BBICOKOM CKOpPOCTBIO TmporpeccupoBanust (= 10° B rom) ang coxpaHeHus: OajiaHca TyJIOBHINA,

KOppeKuu aedopMaiuy rpyIHOM KIETKU U YITy4IIeHHs 0011ero kadyecTsa xu3nu [ 128, 128].
Yposenv yoeoumenvnocmu pexomenoayuti C (yposenvb 0ocmogepHocmu 00Ka3amenbcme — 4)

KommenTapuu: npu npunamuu peweHus o0 XUpypeuueckom 6emeulamenbCmee peKoMeHOyemcs
yuumeleams  CHudiceHue Qynkyuu Ovixanus, oOegopmayuro pebep, cunepkughos, GiuUsHUE Ha

MOOUIbHOCb U c[)yHKquHupoeaHue nayuermad, HAKJIOH mas3a u oucoanamnc myjnosuiwyda.

PeKOMeHI[yeTCﬂ PaCcCMOTPCTL BO3MOKXHOCTBL BBLIIMOJHCHHUSA apTpOoAC3a ITO3BOHOYHHKA (3az[Her0

CIIOHJMIIONE3a) C HCIIONIB30BAHWEM TEXHOJIOTHH JWHAMHUYCCKOW (PUKCAIMM IO THITY «JIBOWHBIX
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CTEp>KHEW», MOJTMCETMEHTHBIE KOHCTPYKITUU C WK 0e3 pukcaruu Tasza (B 3aBUCUMOCTH OT BOBJICUCHUS
Ta3a B CKOJMOTUYECKHUI n3rud) y mauueHntoB ¢ CMA 11 ucnipaBieHus! CKeleTHbIX Aedopmanuii [19,
92].

Yposenv yoeoumenvnocmu pexomernoayuti B (yposenv docmoseprocmu doxkazamenbecmes — 3)

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

TOMOQTBHBIX TTyHKIHH [19].

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

PexomenayeTcsi  pacCMOTPETh  BO3MOXKHOCTh ~ XHPYPTrHYECKOTO  JICUYCHUS  HECTAOWIIBHOCTH
Ta300epeHHOr0 cycTaBa y nanueHToB ¢ CMA, cTpafaomux OT BEIPaKEHHOTO 00JIEBOTO CHHIPOMA, C
ICJIBI0 KOPPEKIIMKM HECTAOMILHOCTH, CHYDKEHUS BBIPAKEHHOCTH OOJIM M TTOBBIIMICHUS Ka4eCTBA YKH3HU

namuenTa [19].

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

Pexomenayercss pacCMOTPETh BO3MOKHOCTh XUPYPTrAUYECKOTO JICUEHUS] KOHTPAKTYp Yy MAlUMEHTOB C
CMA, crpagatoumx OT OOJEBOTO CUHAPOMA, C LIEJIbI0 KOPPEKIMU COCTOSHMS M yBEJIMYEHUsI 00beMa

JIBHKeHUH [19].

Yposenv yoeoumenvnocmu pexomenoayuti C (yposeHb 00cmosepHocmu 00Ka3amenbcme — 3)

Pexomenayercst paccMoTpeTh BO3MOXHOCTb 9KCTPAKOPTUKAILHOTO OCTEOCHHTE3A,
MHTpaMeAyIJIIPHOTO OJOKUPYEMOTO OCTEOCHUHTE3a, MHTPAMENYJUISIPHOTO CIHUIIEBOTO OCTEOCHUHTE3RA,
MHTpaMEAYIJIIPHOTO CTEP’KHEBOTO OCTeOCcHHTe3a y marueHToB co CMA, CmOCOOHBIX XOOUTh, C
HepeIoMOM JUIMHHBIX TPyOUaThIX KOCTEH HUKHUX KOHEUHOCTEH, a TAK)Ke y MalMEHTOB, HE CIOCOOHBIX
CaMOCTOATENILHO XOIUTh, IPU IepesioMax Oeapa, ¢ LEeIbl0 CTadMIM3alMi OTJIOMKOB M 0OecreueHus

BO3MOXKHOCTU paHHEH BEpPTUKAIU3AINH, peaOUIUTAIINN U YCKOpEeHUs KoHcomuaauu [19].
Yposenwv yoeoumenvnocmu pexomenoayuii C (ypogenvb 0ocmosepHocmu 0okazamenbcms — J)

KomMmenTapuu: npu 6vioope KoHcepsamueHo2o neueHus ¢ 2Unco8aHuem (Hanoxicenue YupKyisapHou
2UNCOBOLL NOBA3KU, CHAMUE YUPKYIAPHOU SUNCOBOU NOBA3KU) cledyem usbezams OnumenvHoll (bonee 4

Heoelb) UMMOOUIUZAYUU, M.K. DO MOodcem ycy2yonsams ampo@duio Mbluly U 0OCMeonopo3.
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PexoMeHayeTcsl ycTaHaBIMBAaTh racTpocToMy ((QyHIOMIMKALMS JanapocKonuueckasi, racTpOCTOMHUSI.
racTpOCTOMHSI C HCIIOJIb30BAHMEM  BHUJACODHIOCKOIIMYECKUX TEXHOJOTUMW, JIAApOCKOINYECKas
racTpocTomusl, 330¢aroracTpopyHI0IUIMKaLKA) A1 KOPMIIEHUSI Yepe3 He€ B3pOCIbIM NallMeHTaM CO
CMA, mnpu Hajauuuu WHIUMBUIYaJbHBIX [OKa3aHUM (HampuUMep, YCTAHOBJIEHUH HEBO3MOXKHOCTH
OpOINIaThIBaHUsl MHUIIM, OOJIBIIOM pPHUCKE AaCHUPALMOHHOTO CHHApPOMAa W TMPU HYTPUTHUBHOU

HegocTaTouHocTH) [19].
Yposenwv yoeoumenvnocmu pexomenoayuii C (yposenvb 00cmosepHocmu 00Kkazamenbcmes — J)

KommenTapuu: cacmpocmoma  ycmawnasnueaemcs,  wawje — 6ce2o, 0l OCYU,eCMBIEHUsA
OONOIHUMENbHO20 NUMAHUS, HO He C Yelblo NOJH020 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
Yen0Bex) umeny Mecmo HapyuleHus 2omanus, npu SMom NONEPXUBAHUSL OMMEUATUCH Yauje UMEHHO Y
g3pocavix nayuenmos (cmapuwe 20 nem). Tonvko y 1 uz 48 e3pocnvix nayuenmog o6viia ycmaHosniena
2acmpocmoma, 0OHAKO OH NPOOOINCAll Ynompeonims yacmos nuwu yepe3 pom [93]. 'V nayuenmos
cmapuie2o 803pacma 00 HALONACEHUS 2aCMPOCombl pekomenoyemcst onpedenenue OIKEJI, komopas
oondcHa Ovimv He menee 50 % om Oondxcnot; 6 cayuae bonee nuzxot DIKEJI puck ocnodcrenuti

yeeaudueaemcs no mepe CHUMNCeHUs nokazamerneti cnupomempuu.

IIpu  HeobXoOuUMOCmU  803MOJCHLI  KOHCYIbMAYUU — CHeYUaIucmos  (8paua-aHecmesuonoed-
peanumMamonoea, 6paia-xupypea nepeuuHsli, 6paua-ouemonoza, 8pava-mepanesma, 8payd-
9HOOCKONUCMA); BbINOJIHEHbL J1AO0PAMOPHbIE UCCe008aHUsL  (OnpedelieHue 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) 6 kposu, onpeoeienue anmumei K 6UpPycy 2enamuma
C (Hepatitis C virus) 6 xposu, onpedenenue amwmumen knaccos 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
ouoxumuyeckut oowemepanesmudeckul, oOwUl (KIUHUYECKUl) aHaiu3 Mouu, UCCIe008aHUe
KUCIOMHO-OCHOBHO20 COCMOAHUSL U 2A308 KpPOBU, U UHCMPYMEHMAaNbHble Memoobl 00C1e008aHUs
(a30¢hacoecacmpodyooenockonus, dxokapouocpagus, Yibmpazeykoeas Oonniepocpagus cocyoos
(apmepuil u 6eH) BePXHUX KOHEYHOCMEl, VIbMpPa38yKo8as 0ONniepocpadus cocyoos (apmepuil u 6e)
HUMICHUX KOHEeYHOCmell, VIbMmpa38yKo8oe UCCIe008aHUe OPeaH08 OPIOWHOU NoI0Cmu (KOMNIEKCHOe),
pecucmpayusi 31eKmpoKapouocpamMmvl, NPUYEIbHAs pPeHmeeHo2papus opearHos epyOHOU KIemKu,
PEHM2EHOKOHMPONb NPOXOHCOHUSI KOHMPACMHO20 Bewecmsa Nno HcenyoK)y, MOHKOU U 00000YHOL
KUuuiKe, UCCIe008aHUe HECNPOBOYUPOBAHHBIX ObIXAMENbHLIX 00beMO8 U NOMOKO8, VIbMpPa38YKOBOe
onpeoeiieHue HCUOKOCMU 6 OPIOWHOU NON0CMU, NPUYETbHASL DeHmeeHo2paghus 0peaHo8 2cpyoHOl

KJ1emKU).

Tlocne 3axcusnenusi panvl HEOOXOOUMO 00YUUMb NAYUSHMA U YXANCUBATOWUX JTUY CAMOCMOAMETbHOMY
yxooy 3a eacmpocmpomou [94]. TwamenvHocms yxooa 3a eacmpocmomudeckolr mpyoKou
Koppenupyem co CHUMCEHUeM DPUCKO8 OMCPOYEHHLIX OCIONCHEHULl U onpedensiem ee 00]1208e4HOCHb

[94]. I'acmpocmomuueckas mpybra noonexcum 3amene Kaxcovie 6-18 mecayes unu no nompebHocmu
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CO2NACHO UHCMPYKYUU npouzgooumerns. Heobxooumo Habaoodenue cneyuaniucmos 0 c60e8pemMeHH020
onpeoenenuss NoKa3anuil 0jisi CMeHbl 2ACMPOCMOMUYEcKoll mpyoKu uiu ee yoanenus (KOHCYlbmayuu
8pava-xupypea, 8paid-aHecmesnuono2a-peaHumamonoed, epaia-1eepono2a, epava-mepaneemad, 6payd
no NANIUAMUBHOU MeOUYUHCKOU nomowu). IIpu Heobxooumocmu 603MONCHO 8bINOIHEHUE CEOVIOUJUX
UCCNIe008AHULL KOA2YN02PAMMA  (OPUEHMUPOBOUHOE UCCIe008aHUe CUCEMbl 2eMoCmasa), oouull
(KIuHU4eCcKuil) aHanu3 Kposeu, aHAIu3 Kpo8U OuoxuMudeckuil oduemepanesmudeckui, o0owuu

(KIUHUYEeCKULl) AHAIU3 MOYU, Pe2UCMpayus J1eKmpoKapoUocPamMMul.

Ilocne cacmpocmomuu ocywecmsesiisiemcs I’l0060p Z/IHOMGI/I()yCZJZbHOZO niaHa numaHusl C
UCNOJIb306AHUEM CNEYUATUSUPOBAHHRBIX NUMAMENbHbIX cmecetl epadom-2acmposHmepojlocom, epadom-

ouemonozom [94].

PexoMeHayeTcsi yCTaHOBKA HA30racTpaibHOTO 30HAa namnueHTam ¢ CMA ¢ HapylieHUsIMU TJIOTaHUs
JI0 YCTAaHOBKHM TacCTPOCTOMBI U TOCJEAYIONIEr0 MOCTOSHHOTO KOPMJICHHSI 4epe3 racTpOCTOMY st

MpOo(UIAKTUKY aCIUpALMK U 0OecrieueHus afiekBaTHoro nutanus [19].
Yposenv yoeoumenvnocmu pexomenoayuti C (yposeHb 00cmosepHocmu 00Ka3amenbcme — J)

KommeHnTapuu: npu Heobdxooumocmu 603MONACHbL KOHCYIbMAYUU CREYUATUCTNO8. 8paia-0uemonoad,
8PAYA-HEBPONO2A, BPAYA-OMOPUHONAPUH2ON02d, 8PAYA-Mepanesmd, 6paya Nno  NALIUAMUGHOU
MEOUYUHCKOU NOMOWU, MeOUYuHcko2o ncuxonoea. Ilpu neobxooumocmu mocym Oblmb GblNOIHEHbL
1abopamopHvle UCCLe008aHUs (00Wull (KIUHUYECKUL)) aHAIUu3 Kposu, aHAIU3 KpOosU OUOXUMUUEeCKUL
obwemepanegmuueckuil, oOWULl (KIUHUYECKUL) AHATU3 MOYU, UCCTe008AHUE KUCTOMHO-OCHOBHO2O0
COCMOsAHUSL U 24308  KPOBU),  UHCMPYMEHMAIbHbIE — UCCIe008aHUsi  (8UO0NAPUHSOCKONSL,
Gapuneockonus, NPUYeIbHAsE PEHM2eH02PADUSL OP2AH08 2PYOHOU KIeMKU, PEHMEEHOCKONUS NUUE800d

C KOHMPAcmupoBanuem, nyibCOKCUMEMPUs, KapOUuopecnupamopHvlii MOHUMOPUHS).

Ilocne ycmanosku Ha302acmpanbHo2o 30H0A HeoOX0OUMO 0OVHUMb NAYUEHMA U YXANCUBAIOUUX TIUY
npasuiam yxooa u KopMmieHus 6 OdomMawHux ycioeusx. Ilo ucmeuenuu cpoxa cayxicoOvl uiu npu
HapyuweHuu npoxooumMocmu 30HO0a mpedyemcs e2o 3ameHd. B ciyuae HeoOXooumocmu 30HO08020

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

PexomMeHayercst paccMOTpETb BONPOC O HEOOXOAMMOCTH IOCTAHOBKH BpPEMEHHON/TIOCTOSHHON
TpaxeocToMbl B3pocibiM mnamueHTaM ¢ CMA Tonbko B cllydae OJHO3HAYHOW HEIP(HEKTUBHOCTH

HEWHBa3UBHOM HCKYCCTBeHHOﬁ BCHTUWJIATIUA JIETKUX C HCJIbIO KOPPCKOHH AbIXATCIbHBIX HapymeHI/Iﬁ

[29].
Yposenv yoeoumenvnocmu pexomenoayuii C (yposeHvb 00cmosepHocmu 0oKazamenbcms — J)

KommenTtapuu: y 63pocavix nayuenmos ¢ CMA npumenenue HUBJI sienaemcs npeumyuecmeenHou

MAaKmMuKo 6e0eHusi OblXxamenbHvlX HapyuieHutl. Heobxooumocmsv 6 HanodxceHuu mpaxeocmomvl y

sspocbix nayuengge, o CMA eosusqen, uckeumeio nedrq. Uaiue, 6eeco, amom aapyaunt



paccmampugsaemcs y Kpatine ociaonenuvix nayuenmog ¢ CMA 2-eo muna. Pewenue o nepexooe na
Mpaxeocmomy OOJIHCHO OCYWECMBIIMbCA C YUEMOM UHMepeco8 NayueHma u cemvl, KIUHUYEeCKO20

cmamyca, npocHo3a u 6y0yuje2o Kawecmea HCusHu.

Ilepeo  ycmamnoskoti  mpaxeocmomvl — HeOOXO0OUMbl — KOHCYIbMAYUU  CREYUAIUCMO8:  8payd-
aHecme3uos02a-peanumamonod, epada-xupypeda, epaia-Hesponoad, 6pavda-omopuHOIApUHe0aI02d,
8paua-mepaneema, 6paia-nyIbMOHON02d, 8PAYA-MOPAKAILHO20 XUpyped, 6paia no NalluamueHou
MEOUYUHCKOU NOMOWU U NpusieyeHue Opyeux Cneyuaiucmos npu Heobxooumocmu. Heobxooumviil
cnekmp  1a00OPAMOPHLIX  UCCLe008aAHULL Neped ONEePaAmuBHbIM  BMeuamenbCmeom: onpeoeieHue
anmueena (HbsAg) supyca eenamuma B (Hepatitis B virus) é kpoeu, onpeoenenue anmumein K 8upycy
eenamuma C (Hepatitis C virus) 6 kposu, onpedenenue anmumen kiaccoe M, G (IgM, 1gG) x supycy
ummyHooepuyuma yenosexa BUY-1 (Human immunodeficiency virus HIV 1) 6 xposu, onpedenenue
anmumen K oneonou mpenoneme (Treponema pallidum) 6 kposu, koazynoepamma (opueHmuposouHoe
uccnedosanue cucmemvl 2emMocmasa), oowull  (KIUHUYeCKUll) aHaiu3 Kposu, aHaAlu3 Kpoeu
ouoxumudeckuti obujemepanesmMuyecKull, Ucciled08anue KUCIOMHO-OCHOBHO2O0 COCMOSHUA U 2A308
Kpogu. BosmooicHvie nHeobxooumvie uHCmMpymeHmanibHvle UCCIe008AHUS: UPECKONCHBIU MOHUMOPUHE
NapyuaibHo20 O0AasleHUs KUCIopoOd, NPUYENbHASl pPeHmeeHo2paus 0peaHo8 2pyoOHOU KIemKu,
Kanvozpaghusa, KAnHOMempus. UCC1e008aHUe HEeCNnPOBOYUPOBAHHBIX ObIXAMENbHbIX 00beMo8 U

NOMOKO8, NYIbCOKCUMEMPUSL, KAPOUOPECNUPAMOPHBIN MOHUMOPUHL.

Ilocne ycmanogku mpaxeocmomvl HEOOXOOUMO 00YYUMb NAYUCHMA U YXAHCUBAIOWUX TTUY NPABUIAM
yxooa. Heobxooumo pecynapnoe nabniooeHue cneyuanucmos ¢ Yeiblo C80E6PEMEHHOU 3aMeHbl
mpaxeocmomudeckou mpyoxu. Tpaxeocmomuyeckas mpybKa noonexcum 3ameHne Kaxcovle 2-4 neoenu

6 3asucumocmu om mamepuajia npous’@odumeﬂﬂ.

IIposedenue onumenvroti HUBJI/UBJI mpebyem nabnooenus ciedyiowux CReyuaiucmos: npuem
(ocmomp, KOHCYyTbmMayus) 6paiom-anecmesuonro2oM-peanumMamonocom nepeudtslii, npuem (0Cmomp,
KOHCYIbMayus) 6paia-eacmposnmepono2a nepeudHblll, npuem (0cmMomp, KOHCYIbmayus) epaya-
ouemono2a NepeudHblil, npuem (0CMOmp, KOHCYIbMAyus) epaya - Kapouono2a nepeudnbvlli, npuem
(ocmomp, Koucynemayus) epada no aeuyedOHou QusKkyibmype, npuem (0CMOmp, KOHCYIbmMayus) epava-
He8poN02a NepeuyHblll, npuem (0CMOmp, KOHCYIbMAYUs) 6paia-omopuHoIapuHe0102ad NepeudHbll,
npuem (ocmomp, KOHCYTbMAayusl) epaia-mepanesma NepeuyHblil, npuem (0CMomp, KOHCYNbmayus)
8PAUA-NYIbMOHON02A NEPEUUHBLU, NpuemM (0CMOmp, KOHCYIbMayus) 8pava-mpasmamonozd-opmoneoa
nepeuunbll, ocmMomp (KoHcyibmayus) epada-gusuomepanesma, npuem (ocmomp, KOHCYIbmayus)
8paya no NAIIUAMUEHOU MEOUYUHCKOU NOMOWU NePBUYHbLI, npuem (mecmuposanue, KOHCYIbmayusl)
MeOUYUHCKO20 NCcuxonoza nepsuyHvli. Ilpu HeobXooumocmu 603MONCHO BbINOIHEHUE CLeOVIOUUX
1aO0pamopHuIX ucciedosanuti: ucciedosanue ypoeus 25-OH eumamuna /] 6 kposu, obnapysiceHue
KEeMOHOBbIX mell 6 Moye, MUKPOOUOIo2UYecKoe (KyIbmypaibHoe) Uucciedosanue MOKpOmbl Ha
aspobHvle U axkyremamusHo-anaspoobHble MUKPOOP2AHUIMbL, MUKPOOUOTIo2uYecKoe (KVibmypanibHoe)
uccneoo8anue Causu ¢ MUHOQIUH U 3A0HeU CMeHKU 2IOMKU HA a3poOHble U DaxKyivmamueHo-
aHa’apoOHble MUKPOOP2AHUIMYL, 00Ul (KIUHUYECKUL)) AHAIU3 KPOBU, AHANU3 KPOBU OUOXUMUYECKUL
obwemepaneemuieckuil, oOwWULl (KIUHUYECKUL) AHAIU3 MOYU, UCCAe008aHUE KUCTOMHO-OCHOBHO20

CoOCmoAHUA U 2ad306  KpPOeu. Hpu He0OX00UMOCMU — B03MONCHO  6bINOJIHEHUE cxzedyiomux

UHCTpPYMEHM AL HPIgKoMEEBBAA6HRHS e HIIY FERARFEBHMN caiffaNIBANRUNER U https YIMBRGTIvErassia/



uccieoosanue 0peanos OPIOWIHOU Norocmu (KOMHJIEKCHOe), VIbmpa38yKooe UCCe008aHUe NOYEK,
peaucmpayusi  NeKMpOKAPOUOSDAMMbL,  YPECKONCHBIN ~ MOHUMOPUHZE — NAPYUATLHO20 — OABleHUs
Kucnopooa, penmeenozpagus welHo20 omoena NO360HOYHUKA, peHmeeHozpagus 2pyoHoco u
NOACHUYHO20 ~ Oomoend  NO360HOYHUKA, — peHmeeHozcpagus  maszda,  PeHmeeHO0OeHCUmoMempus,
peHmeeHo0eHCUumomempusi HOSICHUYHO20 Omoeld NO360HOYHUKA, peHmeenocpagus mazobeopeHHo2o
cycmasa, npuyebHas peHmeeHocpapus opeanoe epyoHoll KiemKu, KanHomMempus, nyibCOKCUMempusl,
CYMOYHOe  NPUKPOBAMHOE  MOHUMOPUPOBAHUE  JICUSHEHHLIX  (DYHKyuli U napamempos,
KapouopecnupamopHulil. MoHumopune. Ilpu HeodXooumocmu 603MONMCHO HpUMEHeHUe CLedyIoUUX
Memo0oo8 JedeHus: 2AcmpoCmoMus, YCMAHOBKA HA30UHMECMUHANbHO20 30HOd, YCMAHOBKA
HA302ACMPANbHO20 30HOA, MEOUKO-T020ne0udecKkds npoyeoypa ¢ UCHONb306AHUEM UHMEPAKMUBHBIX
UHGDOPMAYUOHHBIX MEXHON02UL, NPOYedypbl NO AOANMAYUU K YCI0BUAM MAKPOCPeObl, OMCACHIBAHUE
CIU3U U3 BEPXHUX ObIXAMENbHbIX Nymel, CMeHd mMpaxeoCmOMUYecKkol mpyoKu, UCKYCCMEeHHAs.
BEHMUNAYUS Jle2KUX, JedeOHas QU3KyIbmypa npu 3a0071e8aHUsX U MpAeMax cycmaeos, JeyebHas
Quskynemypa npu 3a001€6aHUAX NEPUPEPUUECKOU HEPEHOU CUCMEMbl, YAPANCHEHUS J1e4eOHOl
@U3KYILMYpbl ¢ UCNONL308AHUEM NOOBECHBIX CUCMEM, OOWUL MACCANC MEOUYUHCKUL, MACCANHC TUYa
MEOUYUHCKUL, MACCAdX’C weu MeOUYUHCKUU, MACCadC 8epXHell KOHEUHOCMU MeOUYUHCKUL, Maccatc
HUICHEU KOHEYHOCMU MEOUYUHCKUL, MACCadc CRUHbL MEOUYUHCKUL, JledeOHas @u3Kyibmypa npu
3a0071€8aHUAX BEPXHUX ObIXAMENbHBIX NYMell, MACcaxdc 2pyOHOU KIemKU MEeOUYUHCKUU, YCayeUu no
MeOUYUHCKOU peabunumayuu nayueHmos ¢ Heupo-opmoneouyeckou namonocueti Memooamu
eyebHo20  Meunupo8anus,  paspabomka  UHOUBUOYANLHOU  NPOCPAMMbBL  J1020NEeOUUeCcKoll

peaburumayuu.

3.3 UHoe JicueHue

3.3.1. /Iluerorepanus

PexomMeHayeTcsi KOHCYJIBTAIMS Bpada-aUEeTOI0Ta B3pOCiabiM marueHTam co CMA ¢ mienbio moabopa u

Ha3HAUYCHUs ONTUMAJIbHOM IUeTHI [19].
Yposenv yoeoumenvnocmu pexomenoayuti C (yposenvb 0ocmosepHocmu 00Kazamenbcme — 5)

KommenTapuii: koncynomayuu Heobxo0umo nposooums exce200Ho.

Pexomenayercsi pacdy€ér KaJOPUHHOCTH JUETHI (KOPPEKIHUS KaJIOPUMHOCTH THINH, MOTPEOICHUS
KUJKOCTH, MaKpO- U MUKpPOdJIEeMEHTOB) nanuentam co CMA, uMeromuM HapylieHus: HyTPUTUBHOTO
cTaryca, ¢ 1eJIbI0 KOHTPOJIS 32 ypoBHEM nuTanus [ 19].
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Yposenwv yoeoumenvnocmu pexomenoayuii C (yposenvb 00cmosepHocmu 00Kkazamenbcmes — J)

Kommenrapuu: npu cocmasnenuu payuona numanus nayuenmam co CMA oyenusaemcs
nompeOHOCMb 8 KALOpUsX (C NOMOWbIO pACYEéma pacxooa 3Hepeull 8 NoKoe ¢ KOppeKyuel no yposHio
AKMUBHOCMU), MAKpO- U MUKPDOHYMPUEHMO8, U HCUOKOCmU. [[1a pacyéma numaHus ucnoivb3yom

obwue cmanoapmuszosarnvie popmynot [95].

Pexomenayercst uslerars rosnoganus y mnamueHToB co CMA nans npenynpekIeHus: pa3BUTHUS

MeTabonmdeckux Hapymenui [19, 61, 117].
Yposenv yoeoumenvnocmu pexomenoayuti C (yposenvb 0ocmosepHocmu 00Kazamenbcme — 35)

KommenTapuu: y nayuenmose co CMA moeym paszsusamvcsa memaboniudeckue HapyuieHus (npu
207100aHUU, OIUMENTbHLIX NEPePbl8ax 8 NPUéme NUWU Ul NPU HeOMIONCHbIX COCIMOANHUSAX), maKue KaxK
memaobonuyeckuil ayuoo3, HapyuieHue OOMEeHA JHCUPHBLIX KUCIOM, 2UNepiunuoemuss, cunep- uiu

cunociuKkemus, molileuHasl MMI’I’ZOXOHapMaJZbHClﬂ ()MCQ[))/HKL;M}Z.

Pexomenayercsi monbop mis manueHToB co CMA onTHMallbHOTO OOIMIETO TOJIOKCHHS, a TaKkKe
TOJOBBI M PYK JUIsl JAOCTHKEHHUS BO3MOXXHOCTH CaMOCTOSITEJIbHOTO MHUTaHUs, B TOM 4YHCIE C
WCIIOJIb30BAHUEM  CIEIUAIBHBIX MPUCTOCOOJICHUN, C IIeJIbI0 TIOBBIIMICHUS O€30IaCHOCTH U

s dexTuBHOCTH TIIoTaHus [19].

Yposenv yoeoumenvnocmu pexomenoayuti C (ypoeenv 0ocmosepHocmu 00Kazamenbcme — 3)

PexomeHnayercsi M3MEHEHME KOHCUCTEHLUMH NUIIM B MOJb3y MONYTBEpHOM mamueHtam co CMA,
cTpajalmuM aucharueid, c 1elbl0 KOMIIEHCUPOBAHHS CIIA00OCTH JKEBATEIbHBIX JABMKEHHN W

YMEHBILIECHUS TPOJOJKUTENbHOCTH puéma num [19, 120].
Yposenv yoeoumenvnocmu pexomenoayuii B (yposenv 0ocmoseprocmu 00Kazamenbcme — 3)

KOMMeHTapI/II/II cycnible arcuoxocmu bonee be3onactvl 6 OMHOUEHUU acnupayuu, yem bonee meKydue.
Heobxooumo ucnonvzosanue Oonee niomuvix nUmMamenbHbix CM@C@MV, 9fC€Jl€06pa3Hblx ¢0p]l/l nuwu,
HCUOKUX niope. Moowcno ucnonvzosamo cneyuanivbrsvle  3azycmumenu AHCUOKOCMU HA  OCHOBE

MaﬂbmoéekcmpuHa NPOMbIULTIEHRHO2O0 np0u3eodcm6a.

He pexoMeHayeTcsi IpUMEHATh PYTUHHO CMECU HA OCHOBE aMMHOKHCIIOT WJIM BBICOKOTO THIPOJIN3a

Oenka naurentam co CMA uis ynydilieHuss HyTpUTUBHOTO cTatyca [19].

Yposenwv yoeoumenvnocmu pexomenoayuii C (yposenvb 00cmosepHocmu 0oKazamenbcmes — J)
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Pexomenayercst nanuentamM co CMA, mnomyyaromuMm KOPMIJIGHHE 4Yepe3 30HA U TacTpOCTOMY,
UCIOJb30BaTh CHEIHMAJbHBIE CMECH JJIsi DJHTEpPAJIbHOTO MUTAaHUS C Lenblo  OoOecredeHus

cOaIlaHCUPOBAHHOCTH MTUTAHMSI 10 OCHOBHBIM IUIIICBBIM BeriecTBam [ 19].
Yposenwv yoeoumenvnocmu pexomenoayuii C (yposenvb 0ocmosepHocmu 0okazamenbcmes — J)

KOMMeHTapI/II/I: COBpEMEHHblE CMeECU ot IHmMepAailbHOcO0 numanus C6ClﬂaHCMp06aHbl no cocmasesy
OCHOBHbIX NUULEBBIX BEULECNB. Cmecu ons IHMEPAIbHOCO NUMAHUA n006upai0mc;l MH()USM()yaJZbHO 6

3asucumocmu om nompe6H0cmezZ.

Pexomenayercsi Ha3HAUCHHUE JAMETHUECKOTO MUTAHMS TP 3a00JIeBaHUAIX Tepu(epuueckoil HEpBHOMN
CUCTEMBI, OOraroro MUILIEBBIMU BOJOKHamu, naumeHtaMm co CMA, cTpajzaroomuM 3amopamu, A

obneruenus aedexaruu [19].
Yposenv yoeoumenvnocmu pexomenoayuti C (yposeHb 0ocmosepHocmu 00Ka3amenbcme — J)

KommeHTapuu: 011 xoppekyuu 3anopog UCHONb3Yemcs KOMNIEKCHbIL N00X00 ¢ NposedeHuem
ouemomepanuu, npu HeoOXOOUMOCMU — NeKAPCMBEHHOU Mepanuu U MexaHuiyeckoeo OnopON’CHEeHUs
Kuweunuka. [lpu nanuuuu niomnoeo cmyna nepopaibHo HA3HAYAIOMCs Cladumenvhvle NPenapamsl ¢
OCMOMUYECKUM Oelicmeuem: npenapamol 1aKkmynosvl** uiu maxkpozona™*. Iloobop 003 npenapamos
ocyulecmeansnemcs: UHOUBUOYAIbHO 00 OOCMUICeHUs KAuHUYecko2o sgpghexma. [Ipooonscumenvrocmo

JIeYEeHUsA. om Kypcoe0oco 00 NOCMOSIHHO20 npueMa

PexoMeHayeTcst KOpMIIeHHE Yepe3 Ha3oracTpaibHbIN 30HI TskenoOonpHOro nanueHta co CMA ¢

HapyUICHUSMU IIOTaHUs JUIsl NPOPUIAKTUKU aclIipaluy U o0ecrieueH sl aieKBaTHOro nutanus [19].
Yposenv yoeoumenvnocmu pexomenoayuii C (yposenvb 00cmosepHocmu 00Kkazamenbcme — J)

3.3.2. PeciuparopHas noaaepxKKa

OuyeHnka u nodoepIcKa pecnupamopHoll PYHKYUU OO0NINHCHbL UMEMb HAUBLICULULL NPUOPUEN 8 Be0eHUU
nayuenma ¢ CMA. B nocneonee spems npunyun nedenus né2ounvix nposeienuti CMA uzmenuncs om
PEAKmuBHO20 Nno0xX00d, NpedyCMampuearouieco Ha4aio Meponpusmull no OYUCKe OblIXAMeIbHbIX
nymet u uUx BeHMUIAYUU MOAbKO NPU HATUYUU SBHBIX NOKA3AHUU, HA NPOPUIAKMUYECKUll NOOX00 C
BHEOPEeHUeM SMUX Memooo8 mepanuu Ha 0olee pawHux smanax 3abonesanus. Ilian neuebHBIX
Meponpusmuil Onpeoensemcs Cneyuaiucmom no pecRUpamopHol mepanuu, 8 poiu KOmopozo mMo2ym
BLICIIYNAMb  BPAYU  PASIUYHBIX  CREYUATUZAYULL:  BPAYU-AHECME3UON02U-DeAHUMAMON02Y, BPaAYU-
NYIbMOHONO2U, 8PAYU-HEBPON02U, 8PAYU NO NAJIUAMUBHOU MEOUYUHCKOU NOMOWU, OPUEHMUPOBAHHbLE

8 BONPOCAX HEPBHO-MbIUEHHBIX 3A001eBAHUIL. 3 _
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Knrouesvimu npobnemamu, cesasanubimu ¢ ovixamenbHol cucmemou y nayuenmos co CMA, asnaromces
Hapyuilenue OMKAWIUBAHUS, NPUBOOsAULee K HeOOCMAMOYHOU OUUCKE HUNCHUX ObIXAMEeNbHbIX nymel
om cexpema, 2UNOBEHMUNAYUSA 80 8PeMS CHA, HEOOpa3eumue 2pyoOHoU KIemKu U Jé2KuUx (y 83pocivlx
Habnooaemcs npeumywecmeenno npu CMA 2-e0 muna), nosmopHvie uH@pexyuu, Komopbvie
yeunuearom mviwieunyro ciabocmos. OCHOBHbIMU NYMAMU PEULeHUS. IMUX 3A0ad AGNAI0MC OYUCKA
ObIXAMeNbHbIX nymell U HeUHBA3UBHAS UCKYccmeenHas eenmunayus aéekux (HUBJI). Crnedyem

coO00ams OCHOBHbBIE npurHyunsl oYU eHUAl ObIXamebHbIX nymeﬁ

1. Pyunvie u mexanuueckue scnomozamenvhvle cpeocmea 0CCMAHOGICHUS KAULLEBOU (BYHKYUU
HeoOX00UMbl Ol eXHCEOHEeBHO20  UCNONb308AHUsL )  Oolee msdcénvlx  nayuenmos. Jluya,

ocyuiecmeiidroujue yXOO 3a nayuerniom, O00JIICHBL ObIMDb O6y1{€Hbl nojib306amvCA OMumu cpe@cmeajwu.

2. Jluya, ocywecmenaowjue yxo0 3a NayueHmom, OOAHCHbL MAaKIHCe BlLA0emb MEXHUKOU YOaleHUsl
NIE204H020 CeKpemd, BKIUAs NOCMYPAIbHLILL OpeHaddc, U Oblmb UHGOPMUPOBAHLL O Memooax

KUuHe3uomepanuu 2pyoHoul Kiemku (OpeHUpyowull Maccaic).

3. Hannvle okcumempuu asnsaiomcs noxkazamenem 3¢pgexmusnocmu mepanuu. Omcocvl mMo2ym

ObImMb none3nwvl 0Jis ydaﬂeuuﬂ cekpema nocie nmo2o, KAk oKadsana nomMoutb 6 omxkauliueanuu.

PeKOMeHJIyeTCﬂ OTCaChIBAHUEC CJIHM3W M3 POTOITIOTKHM, HOCA MW BCPXHUX AbIXAaTCIbHBIX HYTCﬁ )51
HCIIOJIB30BaHHNEC MCXaHUYCCKOI'O I/IHcy(bJI;ITopa—aanpaTopa JIC)KAYUM M CUIAYUM ITallMCHTaM CO CMA

C pecnupaTOpHbIMU HAPYHICHUSMHU 11 TPOPUIAKTUKU JIETOUHBIX OCJIOKHEHUU U TUTIOBEHTHIISIINU
[29, 120].

Yposenv yoeoumenvnocmu pexomenoayuti B (yposenv oocmogepnocmu ookazamenbcme — 3)

KommenTapuu: nayuenmos neobxooumo obecneyueams COOMEEMCMBYIOUUM 000PYOOBAHUEM.
Onexmpuueckas acnupayusi U UCNOAb308AHUE UHCYDIAMOPA-ACRUPAMOPA OOJIHCHbL NPOBOOUMBCSL Y
Kadco0o2o nayuenma ¢ Hedppexkmusuvim omrawnusanuem. OCHOBHble Memoobl OpPeHUpPOBAHUS
MOKpOmMblL OISl JIeHCAYUX U CUOSAYUX NAYUEHMO8 — OMO COYemdaHue UCHONb308AHUS HECKONbKUX
Memo008: MEXAHUYECKO20 UHCY@IAMOpa-acnupamopa (Omxauiueamens) u pyuyHulX KOMNPeccuil
2PYOHOU KIemKU UIU NOCMYPANbHO20 OPEHANCA 6 COYEMAHUU ¢ NeKMPULECKUM ACNUPAmopoM.
OmuocumenvHbiM NPOMUBONOKAZAHUEM K UCNONb308AHUIO UHCYDIAMOPA-ACNUPAMOpa  SGJsI0Mmcs
Xponuweckue 3abonesanusi aéekux (nanpumep, ompuzema). Hcnonvsosanue uncyusimopa-
acnupamopa 6 mMaxou cumyayuu OOINCHO OblMb  636CUEHO NPOMUE  BOIMONCHBIX PUCKOS

nHesMmomopaxca.

Ipyeue memoowvr npoguiakmuxu UnOBEHMUIAYUU (NOCMYPATbHLIN OPEHAXC U NEePKYCCUOHHBLU

maccaxc — cm. Pazoen 4.1.1. Peabunumayus,).
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Pexomenayercsi HEMHBAa3WBHAs MCKYCCTBEHHAs: BEHTWISIUS C JABYXYPOBHEBBIM TMOJOXKUTEIbHBIM
nasiennem (BiPAP) Bcem mnamumentam co CMA ¢ cumntoMamu JIUC)YHKIMM JIbIXaTEIbHOU
MYCKYIaTypbl JUIsl POMUIAKTUKN TUIOTPOGUU TPYIHON KIETKH, 00JerdeHusl OJBIIIKA U OOpBHObI ¢

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

KomMmenTtapuu: peuwenue 06 ucnonvzoeanuu HUBJI npunumaemcs uHOuSUOYaibHO 8 KAHCOOM
KoHKpemHom cayuae. OHa HeoOXo0umMa npu HAIUYUU cunepkantuu 6 oHegHnoe epems. Hounas HUBJI
YMeHbUulaem CUMNMOMbl HaAPYUWEHH020 ObIXAHUSL 80 8peMsl CHA U yiyuuiaem Kavecmeo scuznu. HUBJI
O0NICHA  KOMOUHUPOBAMBCS € MEXHUKOU ouucmku ovixamenvHvlx nymeti. Crnedyem nposecmu
UHOUBUOYATbHBLU N0000p macok 0 HUBJI. Hnousuoyanvhviii n0060op nposooumcst no pesyibmanty
0CMOMPA NAYUEHMA C B03MONCHOCMbIO 8blO0PA U3 HECKOAbKUX MUNO8 MACOK PA3HLIX PA3MepPO8 C
VUEMOM aHamoMu4eckux ocobennocmell cmpoenus auya. Heobxooumo umemv u uUCnonib308amo
nonepemMenHo 06e pasHvie MACKU OOHOBPEMEHHO, 4moObl CHU3UMb PUCK DA3GUMUS NPONEXCHel U
oepopmayuu nuyesozco ckerema. I[loooop napamempose HUBJI Oondicen ocywecmensimocs noo
KOHmMponeM nokasameieu 2a3000MeHa (HOUHAs NYyNbCOKCUMEMPUsl, KANHOMempus, KanHozcpagus uiu
uccnedos8anue KUCI0MHO-0CHOBHO20 COCMOSIHUS U 2A308 KPOBU), ¢ YUEMoM pabomvl OblXameibHbIX

MblUY U Cy6'b€Kmu6H020 KOquopma nayuenmada.

He pexoMeHayeTrcsi HEMHBa3MBHAsI MCKYCCTBEHHAs] BEHTWISILUS JIETKUX C MOCTOSIHHBIM JaBJICHUEM
(CPAP) manuentam co CMA c¢ cumnromamu JOUCQYHKIMHM JBIXaTeIbHONW MYCKYNATyphl IS
oOJieryeHusi OABIINIKM M OOpbObI C TUMOBEHTWIANMEH, T.K. npuMmeHeHue CPAP moxer npuBogut

dusznueckomMy yromieHuto nanuenta [29, 120].

Yposenv yoeoumenvnocmu pexomenoayuti B (yposenv docmoseprocmu doxkazamenbemes — 3)

Pexomenayercst obecriedyeHre pecupaTOPHBIMU MOHUTOPAMU U aHECTE3HOJIOTMYECKUMH CUCTEMaMU
(anmapatamu BiPAP-tepanun) namuentoB co CMA ¢ cumnromamu JUChYHKIUU JIbIXaTEIbHOU

MYCKYJIATypbl JUIsl OCYILECTBICHUSI HEMHBA3UBHON MCKYCCTBEHHON BEHTWJISILIMM JIETKUX HA oMy [29,

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

KoMMmeHTapuu: nayuenmovl u yxadcusarowue 3a HUMU JUYad OOINCHbL OblMb  0OecneyeHvl
MEOUYUHCKUM 000pY008aHUEM — MEWKOM ObIXAMEIbHLIM DPeaHUMAYUOHHbIM muna Amoéy, npu
HeoOXo0uMOoCmu 91eKmpoOmMcoOCOM C aKKYMYJISAMOPHOU Oamapeell u uzoeiuem MeOUYUHCKUM OJisl
ovixamenvHou mepanuu (annapamom BiPAP-mepanuu) 01 OomawiHe20 MOHUMOPUPOBAHUS.

pecnupamopuulx Gyukyui. Ilayuenmol u yxasxcusarowue 3a HUMU JUYA OONHCHbL ObIMbL 00YUeHbl
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PexomeHnayercss HEWHBAa3WBHAS BEHTWISALMUSA JIETKUX B COYETAHUM C TEXHUKOM OYHUILECHUS
IBIXaTEIbHBIX MyTEH XOMIYUM M CHASYMM MmanueHTaM co CMA B oCTpbhIX cHTyanusax (WHGEKIUs

JIBIXaTEIbHBIX MyTeH) ¢ 1ebI0 MPO(PMIAKTHKN Pa3BUTHS OCIoxXHEHUH [29, 120].
Yposenv yoeoumenvnocmu pexomenoayuii B (yposenv 0ocmoseprocmu 00Kazamenbcme — 3)

KomMeHTapuu: eciu 6 ocmpuix cumyayusx 603HUKaem Heobxooumocmsv npumenenusi HUBJI, mo
00n21CceH ObIMb PACCMOMPER 8ONPOC O Hatudyuu cpedcms oasa nposedenuss HUBJI ooma. [lpumenenue
UHSATAYUU YUCMO20 KUCTIOPOoOd 6e3 OONOIHUMEeNbHOU eenmunayuu aéekux (nHanpumep, HUBJI) ue

noxkasano npu CMA, m.k. modcem npueecmu K Hapacmauuio ayuoosa.

Hpu HeobxXo0umocmu BO3MOIHCHDbL KOHCYTbmayuu cneyuanucnos. epada-anecmesuoilioca-
pearnumamolioza, epada-neespoiioca, epada-omopuronapurzoioza, epada-mepaneesma, epada-
nymibmMoHos02a, spada-cmomamaoiioea, epada-4ejaroCnio-iuyesoco xupypea, epada no NaaIuamuHoul
Me()l/tl/!uHCKOIZ nomouiu, Me()uLﬂ/lHCKOZO ncuxoijioea. Hpu HeoOX00UMOCMU  BO3MONCHO CymodHoe

NPUKPOBAMHOE MOHUMOPUPOBAHUE HCUSHEHHBIX (OYHKYUL U napamempos [66].

3.3.3. ITanauaTuBHAS MeIUIIUHCKAA NOMOIIL

lannuamusnas meOuUyUHCKAs NOMOWDb NPeOCmasisen coool KOMNIEKC MepOnpUusmull, 8KIOYAIOUWUX
MeOUYUHCKUe — BMeuamenvCmed,  Meponpusimusi — NCUXOLO02UYECKO20 — Xapakmepa U YXo00,
ocywecmensiemvle 6 YeuAx VIYUUIEHUS Kadecmed MHCUZHU HeU3neyumo OONbHbIX 2padcOan u
HanpasienHvle HA oOnecyeHue 00auU, Opyeux msidcenvlX nposasienull 3abonesanus. Llenvio
NANTUAMUBHOU MEOUYUHCKOU NOMOWU SBTISLEeMCS YIYHIUEHUe KAYeCm8ad HCUSHU NAYUEeHMO8 U U1eHO8 UX
cemetl, OKA3ABUIUXCS Neped UYOM YePOdiCarouje2o dCusHu 3aboneeanus. Oma yenvb 00Cmueaemcs
nymem npeoynpedicoerust u obiecueHus cmpadanuti 61a2o00aps paHHeMy Bbl8l1eHUI0, MUameibHOU
oyeHKe U Kynuposanuro 0onu u Opyeux mseoCmHulX QU3UYECKUX CUMNMOMOS, d MAaK#ce OKA3AHUIO
ACUXOCOYUATILHOU U OYXOBHOU noooepxcku [96]. [hasnaa 3adaua naniuamueHou MeOUYUHCKOU
NOMOWU — NOOOEPHCKA, COXPAHEHUe U NOBbIULeHUE, HACKOIbKO MO BO3MOJCHO, KAYECMBA HCUSHU
nayueuma. OOHAKO onpeoerums, 4mo MaxKoe «Kauecmeo MHCUSHUY», MOdNCem MONbKO CAM NAyueHm
[97]. Baoicho He npomusonocmasnime axmueHoe (UHMEpP8eHYUOHHOe) JedeHue NALIUamueHoOL

Meduuuncmii nomouwiu, a 63auMHO UxX OONONHAM®.

Ilpu edenuu nayuenmos coO CHUHANLHOU MbIUEYHOU ampouel HeodX00UMO NOTHOYEHHO
npouHgopmMuposams ux 0 OUANA3OHe MepanesmuyecKux GO3MONICHOCHEN U KOPPEKMHO 0OCYyOums,
Ymo 8vb100p NANIUAMUBHOU UIU UHMEPEEHYUOHHOU NOO0EPIHCUBAIOWell Mepanul He AGIAemcs MOAbKO
UL OUHAPHBIM 8bIOOPOM (8b100POM 00HO20 U3 08YX). OOHAKO Ha Ce200HAWHUL OeHb 00Ul

KOHCEHCYC OMHOCUMENbHO CMAHOAPMO8 NALIUAMUBHOU MEOUYUHCKOU NOMOWU NPUMEHUMENbHO K
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CMA ne oocmueHym, umo HAxX00um c80€ OMpPAddNCEHUE 8 YeNoM psoe NPOCPAMMHBIX OOKYMEHMO8 NO

8e0eHUI0 NayueHmos ¢ smum 3aoonesanuem [29].

Pexomenayercst npueM (OCMOTp, KOHCYJbTalMsl) Bpadya MO MAJUIMATUBHOM MEIMUIIMHCKOM MOMOILIU
MEPBUYHBIN/ TOBTOPHBIM M MAaTPOHAXX BBIC3THON MATPOHAXKHOW OpHUTanoil OTIEICHUs BBIC3THOU
MaTPOHAKHOW MaJNIMATUBHON MEAUIIMHCKOM MOMOIIM B3pOCbIM K nanueHTam co CMA Ha pa3inu4HbIX

JTanax 3a00JIeBaHUS C 1ICJIbI0 00JIerYeHHE OOJIH, APYTUX THKEIBIX IPOsBICHUH 3a001eBanus [29].
Yposenwv yoeoumenvnocmu pexomenoayuii C (yposenvb 00cmosepHocmu 0okazamenbcmes — J)

KomMmeHnTapuu: naniuamusnas mMeOUyuHcKas nOMOwb MOdNCem OKA3bleAMbCs HA 6CeX 2MAanax
gedenusi nayuenma co CMA: npu nocmanoske OuacHo3a, 60 6peMsi NPUHAMUS KIOUeBbIX
mepanesmuueckux peuweHull, npu G03HUKHOBEHUU IHCUSHEYZPONCAIOUUX COCMOSHUL, d MAaKdice 8
mepmunanvhol ¢asze 3abonesanus. Ilpu okazanuu naiiuamuéHol MeOUYUHCKOU NOMOWU NAYUECHNTY
npeodocmasnaiomcs OJisi UCNONb30BAHUSL HA OOMY MeOUYUHCKUE uU3zoenus, NpeoHa3HauyeHHvie O

no00epHCanus PYHKYULL OP2aHo8 U CUCeM OP2AHUIMA YeTlOBEKd.
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4. MequuMHCKASA peadUIUTANMA U CAHATOPHO-
KYPOPTHOE JIeYeHH e, MeTUIIUHCKUE IOKA3AHUA U
INPOTUBONOKA3aHNA K IPUMEHEHHI0 METO10B
MEIUIMHCKON peadujIuTaluu, B TOM YHUCJIe
OCHOBAHHBIX HA UCIOJIbL30BAHUM NPUPOIHBIX
Je4eOHBIX (PAKTOPOB

B HacmosAuiee e6pems ()OKCZS’CZHO, uno pecyiAapHai d)lxlS’lMéCKCl}l mepanus u pea6wmmaz4u;l nayuenmoes
CNOCOOHBL UBMEHUMb eCmeCmeEeHHoe MeyeHuUe CMA, noevlutas nPOOOJZQfCMmeJZbHOCWIb u Kadsecmeo
HCU3HU nayueHmoes, a makoice Yiayduas qbyHKI/;MOHCUZbelI;Z cmamyc. PeaﬂMBClI/ﬂ/lﬂ amou KOHYyenyuu

B03MOJICHO MOJILKO 8 hopmame Yelb-0pUenmupo8anHol peaourumayuu.

Peabunumayus nayuenmos ¢ CMA cmasum neped coboui cnedyrowue yenu: ygerudeHus MoouIbHoCmu
Nayuenmos, 3ameo0NeHUsi Npocpeccuposanuss ampo@uii Muluy U Npeoomepauierus pPa3eumust

6NMOPUUHbIX Opmoneéuqecmtx OCJIOJHCHEHU.

IIpoyecc oocmudicenusi nocmasieHHbIX Yenel peaburumayuu onpeoensem cieoyoujue 3a0aqu.

- He OOI/lyCI’I’lMI’I’Ib qupMMpOGCZHM}Z npuesvliYHOcO0 NOPOHYHOCO NOJOHCEHUA KOHeuHocmel U Ux

cecmernmoes, U, Kak CJZQOCWISM(?, bonee CmpemumenlbHOo20 npocpeccuposarusl KOHRmpaxknyp,

- 3ameonums npoyecc ampopuu moluuy om 6e30elcmsusi;

- npensiamcnieoednmbs OQZQHQPQMMGHOM)/ YKOPOUYEHUIO MbIULEYHbIX 60]10KOH,

- TZPOOJZMWZb (byHKZ/ﬂ/lOHCUZbHyiO AKMU6HOCmMb nayuernoes,

- npenamcneosams pa3eumuio KOHmMpaxkmyp cycmaeoe KOHellHOCmelz,'

- yeenuuums NOOBUNCHOCHb NAYUEHMO8 (COXPAHUMb/NOBbICUNMb 00BEM U AMNAUMYOY OBUNCEHULL);
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- obecneyums 803MONHCHOCIb Oolee Pu3UOIocULECKOMY BYHKYUOHUPOBAHUIO 6HYMPEHHUX OP2AHO8

u cucmem.

Yenyeu no meouyunckou peabunumayuu nayuenma ¢ 3a001e8AHUAMU NepUudepuieckoli HepeHOU
cucmemvl npu CMA exnouarom npumeneHue cpeocme u Memooos ¢huauueckou peaburumayuu
(newebnas eumHacmuxa, maccaxc, uzuomepanus, MexaHomepanus, 6 m.y. pPoOOMU3UPOBAHHAS,
3aHAmMUs HA  MpeHadcepax, 2UOPOKUHe30mepanus), OpmesuposaHus, npu  HeoodXo0oUMocmu
XUupypauueckou  KOppeKyuu, pauHee NPUMEHEHUe  MeXHUYecKux cpeocme  peabuiumayui,

11020ne0UYecKoll KoppeKyu, 3p2omepantiu.

IIpu nposedenuu peabunrumayuoOHHbIX MeEPONPUAIMULL HEODXOOUMO:

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

AKmueHocCnlb nayuenma, cqbopMupoeamb HA Ux ocHoee 06p(13 €20 IHCU3HU,

- Yyuumsi8amo, Ymo OOMUHUPYOUWUM cumnmomom y nayuenmos ¢ CMA asnsemcs ycmanocms u
NOBLIUEHHAS. YIMOMIAEMOCb, pacnpeoenss Qu3u4yeckylo Hazpy3Ky HaA 6ecb O0eHb YaCmblMU, HO

Hel’lPO()OJZDfCMmeJZbeZMM nepuodamu;

- cmaesums yeiu pea6mumauuu Ha Onaudicatiuiue HecKoIbKO mecAyees eneped c yqé’mom mexKyueco

CKelemHro-MmbliledHoco cmanityca nayuerma u npocHo3upyemblx yxydmeﬂuﬁ;

- 1O 803MONCHOCMU 3A0€UCME08AMb 8 NOBCEOHEBHOU HCUZHU nayuenma ece CKejlentHvle Moluilybl.

Hexomopvle pexomenoayuu no peabuiumayuu HOCAmM oOwull xapakmep, U OHU OOJNCHbL
ocywecmenamocs 0ns ecex nayuenmog ¢ CMA. Meponpuamusa meduyunckol peadburumayuu
OCYWeCmeIAImCcs 8 3A8UCUMOCTIU OM (DYHKYUOHAIbHO20 CMamyca nayueHma (a He KIUHUYeCKO20
muna CMA):

- Hecnocobmuwvle cuoems (no30Hsa Heamoyiamopuas cmaous (LLIPM 5-6);
- cnocobHvle cudems (pauHsn neamoynamopuas cmaous) (LLIPM 3-4),;
- cnocobHvle xooums (amoyramopras cmaous) (LLIPM 2).

Takas ¢hynkyuonanvHas kiaccugukayus no3eonsem KOHKpemusuposams 3a0auu peaduiumayuu OJis
Kaxc0020 nayueHma ¢ y4eémom e20 8o3modicHocmeti (cm. pazoenst 4.1, 4.2., u 4.3. Huoxce), a maxoice
OpP2aHU308aMb HEOOXOOUMYIO CReYUATUIUPOBAHHYIO NOMOUDb NAYUEHIY, NOO2OMOBUMb CREeYUATUCTNOS,

0bopyoosanue u nomeujeHust 01 NPo8edeHUsi MEPONPUIMULL NO MEOUYUHCKOU PeaOurumayuu.
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Pexomenayercsi mpueM (OCMOTp, KOHCYIbTallUsg) Bpada (U3HYECKOW U peaOuIUTaIMOHHON
MEAMIMHBI MepBUYHBIN BceM mnanueHtaM co CMA s cocTaBieHMs IUIaHA 3aHSATUN MO JiedeOHOM

duskynsType [19].

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

Pexomennyercst mpueM (OCMOTp, KOHCYNIbTalus) Bpaua (uU3NUecKo © peadHINTAMOHHOM

MEIMIIMHBI TOBTOPHBINA BceM nanueHTam co CMA niist coctaBieHus miaHa peadunuranuu [ 19].

Yposenv yoeoumenvnocmu pexomenoayuti C (yposeHb 00cmosepHocmu 00Ka3amenscme — 5)

PexomeHayoTCcs TpoLEeaypbl MO aJanTallMM YCIOBUM Makpocpenbl (BKIIOYas JOMAILIHIOK) BCEM

nanuentam ¢ CMA, UMEoIuM JIBUTaTeIbHbIE HAPYIIECHHUS, JJ1s1 TOBBILICHUS KaueCcTBa *KuU3HU [19].

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

Pexomenayercsi siedeOHass GU3KyIbTypa TIpH 3a00JIeBaHUSIX Mepudeprudeckol HEPBHOW CHUCTEMBI U
cyctaBoB BceM manueHtamMm ¢ CMA ¢ 1menpio yBelnueHus o0bEMa W aMIUIUTYIbl JBUXKCHUU U

Mpo(HIaKTUKU Pa3BUTUSA KOHTPAkTyp [98, 120].

Yposenv yoeoumenvnocmu pexomenoayuti B (yposenv docmogeepnocmu 0okazamenbcme — 3)

Pexomenayercst siedueOHast (uU3KyapTypa MpU 3a001€BaHUSX BEPXHHUX JAbIXaTEIbHBIX MyTEH BCEM
nanuentaMm co CMA ¢ peciupaTopHbIMU HAPYIICHUSAMHU JUJIS1 TPOPUIAKTUKY JIETOYHBIX OCIOKHEHHUH U

runoBeHTWIALMH [19, 129].

Yposenwv yoeoumenvrnocmu pexomenoayuii C (yposeHvb 00cmosepHocmu 0oKa3zamenbcms — J)

PexoMeHnayercsi MexaHoTepanusi W pOOOTU3MPOBAHHAS MEXaHOTEpamus Tpu  3a00JIeBaHUSIX
nepudeprdeckoil HEpBHOUW CHUCTeMBI BceM mamueHTaM co CMA ¢ 1enbio COXpaHEHHUsI, BO3MOYKHOTO

yBEIMYCHUS 00bEMA U aMIUTUTY/IbI IBIOKEHUN U IPODUIAKTUKY pa3BUTHUS KOHTpakTyp [98, 120].
Yposenv yoeoumenvrnocmu pexkomenoayuii B (yposenv 0ocmoseprocmu 00Kazamenbcme — 3)

KoMMeHTapuu: 015 nexcaquux nayueHmos Mocym NPUMEHIMbC MPeHadceépbl peadurumayuoHHvle
(Hanpumep, 8elompeHaMcép), 0 CUOSAHUX NAYUEHMO8 — HAOOP peabuIUMAYUOHHBIX U30eNUll npu

HapYyUleHusx ONOPHO-08ULAMENLHO20 annapama u opyeue mpeHaxdcepvl peadurumayuonmuvie, OJis
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X00A4UX — 6CE ebluienepeducileHnoe, a makaice OOPOJICKCZ becosas cmaH()apmHa}z mexanudeckas ujiu ¢

ANNEKMPoOnumaHuem.

Bosmooicno  npoeedenue pacmsicek, CONpoBONCOAeMblx JIE€2KUM —Maccaxcem (pasozpesaroujee
oeuicmsue) [19]. Munumanvras vacmoma 3auamuii 05l pacCmANCKU U Y8eIUUeHUs 00bEMA OBUNCEHUT
0J151 1edcauux nayueHmos cocmaeisiem 3—5 paz 6 neoenio, 01 CuOA4UX nayueHmos 5—7 paz 8 Heoeio.
[numenvHocmo 3auamutl 015 dhPeKMUBH020 pacmaicenuss U yeenuyeHus 00beMa 0BUNCEHUS 3A8UCM

Om KOHKpEMHbIX I’l0mp€6HOCWZ€ZZ nayuerma, COCmMoARUA CYycmaeos U 148]161/7 pea6wzumauuu.

Pexomenayercsi eueOHOe TMaBaHue B OacceitHe mammeHTam co CMA st oOnerdeHus IBHKEHUN
[99].

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

KommenTapuu: 3anamus ninasanuem nonesust u npuamusl nayuenmam ¢ CMA. Booa neiimpanuzyem
oeticmeue Cuibl 2pasumayuy Ha meso, 4mo uMensem owjyuwienue coocmseenno2o mena. Kpome moeo,
niasamue s611emcs Xopouwum apuanmom a3pooHoll mpeHuposKu. Imom Memoo peadbunumayuu He
umeem abconromuvlx npomusonoxazanuti npu CMA. Temnepamypa 600vl 6 baccetine 0ondcHa 6vimy
30°-33° (onmumanvHvle memnepamypHvle pamku OJisi Hauayuuieco memaodoruzma moiuy). llepsovie
HECKONIbKO 3AHAMUL  OOJICHbL NPOXOOUMb 00513aMEIbHO C  UHCIMPYKMOPOM, KOMOPbIL  00y4um
nayueHma u — npu HeobX0O0uUMocmu — yxasxcugarowje2o 3a Hum auya. Ileped xasxcovim sauamuem

HeobxXo0uMo oyeHumo CoOMamu4ecKutl cmamyc nayuenma.

PexoMeHnayeTcsl HAIOKEHUE UPKYISIPHOM TMIICOBOM MOBS3KM nanueHTam co CMA ¢ KoHTpakTypamu

B KOJIEHHBIX U FOJIEHOCTOIHBIX CYCTaBax JUIsl yIy4YllE€HUs MO3uIMoHupoBanus [19].
Yposenv yoeoumenvnocmu pexomenoayuti C (yposenvb 0ocmosepHocmu 00Kazamenbcme — 5)

KomMeHTapHu: ocobennocmu HanoNHCeHUss YUPKVIAPHOU 2Uncosoll nossasku y nayuenmos ¢ CMA —

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

Pexomenayercsi MHAMBUAYaNbHBIN 10A00p B3pocibiM namueHTam co CMA TeXHHYECKUX CpE/ICTB
peadbmIMTalKy Ha OCHOBAHUHU TEKYIIETO (PYHKIIMOHAILHOTO CTaTyca MallMeHTa U e€ro MOTPeOHOCTeN C

LEJIbI0 yAy4YlIeHUs KauecTBa ku3HU [19].

Yposenwv yoeoumenvnocmu pexomenoayuii C (yposeHvb 00cmosepHocmu 0oKa3zamenbcms — J)

[Maimentam co CMA He0o0x0IuMO MPOBEACHUE MEAUKO-JIOTONETUYECKON MPoLeypbl Ipu aucharuu

B3pPOCIIBIM, MEJIUKO-JIOTOIIEINY e CKOM MPOLIEAYPHI C _ HCIOJIb30BaHUEM MHTEPAKTUBHBIX
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MH()OPMAIIMOHHBIX TEXHOJMOTUN (MPUMEHSETCA MPHU 3aHIATHAX 10 YAYUYIICHUIO apTUKYISIUUd U
KOPPEKILIMM PEYEBBIX HAPYIICHUM, MOMKET HCIOJIb30BaThCS IPU MPOBEICHUU APTUKYJIALMOHHOU
TUMHACTHKH) — B TOM YHCJIe, KaK BapUaHTBhl METOAMK IPU WHTETPAIlUU C MEIUKO-JIOTONEINYeCKON
mporeaypol mpu aucdarusax (B KadyecTBE BO3ICHCTBUS Ha EIWHBIN aHATOMO-(PU3MOIOTHYECKUN
CcyOCTpar) C IMeNbl0 TPEHHUPOBOK JKEBATEIBHBIX M TJIOTATEIBHBIX MBI, COXpPaHEHUs/ YIydIICHUS
GyHKIMM JKeBaHUS M TJIOTaHUS, NPEIOTBpaIieHUs/ MNPOYUIAKTUKH YEIIOCTHBIX KOHTPAKTYD,
TPEHUPOBKH CHIIBI TIpuKyca. [[aHHast mporeaypa OyAaeT MoJe3HOM I MAaMeHTOB BCEX KIMHUYECKUX
TuoB CMA (T€XHUKH JIOTONEIUYECKOTO Maccaxa; YIpaKHEHUs, KOTOPbIE MOMOTAalOT 3a/IeMCTBOBATh
Y TPEHUPOBATh MBIIIILIbI )KEBAHUS U IJIOTAHUS, B TOM YHCJIE TEXHUKU C BO3MOXXHOCTBIO UCIIOJIb30BaHUS

JJOTOIICANYCCKUX 30HIO0B, BKIIFOYasa 06yqu1/Ie MNOCTypaJIbHbIM TCXHHKAM, O6J'I€F‘laI-OIJ_[I/IM TJIOTAHHUCEC,

JIIL IO YXOMY).

Pexomenayercsi: nposenenue nanueHtaM co CMA maccaxa JiMna MEIUMIMHCKOIO, Maccaxa IIen
MEIUIUHCKOTO C LIETbI0 TPEHUPOBOK KEBATEIbHBIX U TIOTATEIbHBIX MBIIIIL, COXpaHEHUe/yIydlleHIe
GYHKIIMH W JKeBaHUS W IVIOTaHUS, MPEeIOTBPAILCHUS/TPO(UIAKTUKN YETIOCTHBIX KOHTPAKTYp,

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

Kommentapuu: o nayuenmos co CMA xapaxmephol nHapyuwenus 0y1b0apHviX QyHKYUL, Komopvle
umerom eouHyro npupoody, HO pa3eUBAIOMcs No 08YM OCHOBHbIM MEXAHUBMAM — MEXAHUYECKOM) U
opoghapuneeanvnomy. Tax, no muozouucienuvim Habaooenusm, oonvuvim ¢ CMA 6cex kKaunuyeckux
munog I-IIl (8 Oonvuiel unu meHvwel cmeneHu COOMEENCMBEHHO) CBOUCMBEHHbL. YMeHbUleHUe
B03MONCHOCIMU PACKPLIMUSL pMa U POPMUPOBAHUE PULUOHOCMU YeTOCMU (CHUMCeHUEe CHOCOOHOCTU K
UWUPOKOMY/O0CMAMOYHOMY  PACKPLIMUIO  POMOBO20 OMBEPCMUsL, 00eCnedusaemomy O08UNCeHUEM
HUDICHELl Yentocmu), mpyoOHOCMU NpU nepemeujeHul NUeo20 KOMKA 8 NOJOCMU Pmd, CLONCHOCU
Jcesanuss U Oblcmpas — YMOMIAEMOCMb — JHCEBAMENbHOU — MYCKVIAMYpPbl,  NI0X0e  KAYecmeo
38yKOU36NeUeHUs Npu peuesol npooykyuu, npoodremvr enomanus [101,102]. Takum obpazom, mpu
BbIULEUBTIONCEHHbIE PEKOMEeHOayUuU, 00beoutsemvle OAHHbIM KOMMeHmapuem, npu paHHem 68e0eHuUU 8
UHOUBUOYATBHYIO PeadUTUMAYUOHHYIO NPOSPAMMY MO2YH HOMOYb NPOMUBOCHOAMb NePeUUCIeHHbIM
UBMEHEeHUAM, TUOO VIYUUWUMDb UCXOOHble NOKA3AMENU U KA4eCmeo HCUHU NAYUeHmMOos8 (Hanpumep, npu
OOCUICEHUU BO3MONICHOCMU DONlee KOMGBOPMHO20 npuema nuwu yepe3 pom) — npu yice UMerouuxcs
OMKJIOHEHUSAX (KaK npu 6blO0pe KOHKPEMHbIX Memooux, maxk u, 4mo Oolee NpuopumemHo, npu ux
KOMOUHUPOBAHUU 8 UHOUBUOYATILHOU peadUIUmayuoHHOL npoepamme nayuenma). Bozmooxcno mak oice
OononHeHue OAaHHBLIX MemOoOUK  (QU3UOMepaneemuyecKuMy mMemooamu  (MUOCMUMYIAYUs ——
NEKMPOCMUMYTIAYUS MbIUY, MHO2ODYHKYUOHAIbHASL JLeKMPOCIMUMYIAYUS MbIUY) U MeUnuposaHuem

(cm. eviute).

Pexomenayercs nposeneHue BceM nanueHtam ¢ CMA oOmiero mMaccaxa MEIUIIMHCKOTO, Maccaxa

BCPpXHUX W HUKHUX KOHEUHOCTEH MCINIIMHCKOI'O, MacCaxa CIHMHblI MCIAHUIMHCKOI'O C NOCJIbIO
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YAYYIIEHUsI COCTOSTHUS MBIIIEYHOTO anmapata 1 I MpoQUIaKTHKN Pa3BUTHS HEHPOOPTONEANUECKUX

npoOinem [131].
Yposenwv yoeoumenvnocmu pexomenoayuii C (yposenvb 00cmosepHocmu 00Ka3zamenbcmes — J)

KommenTapuu: ¢ mouxku 3penus peadbunumayuonno2o nooxoda k nayuenmam c¢ CMA, maccaorc,
8ePOSIMHO, He OO0JIHCEH CNOCOOCMB08AMb KAMAOOIUYECKOMY 8030€LUCMEUI0 HA Mbluiybl (HOIMOMY He
noopazymesaemcs e20 upesmepHas Cula 8030eUcmasus, HO pa3yMHAs, coYemarwas mo eozoelicmaue
Ha MbLUYY, NPU KOMOPOM U He B03HUKAeN ee YIMOMAeHUs, U 00CU2aemcs HeoOXooumoe «BKIIUeHUe)
MulUYbL, «pabdomay Moludybl, 4YMoO KOHMPOIUPYEMCs 6paioM no MeOUYUHCKOU peadurumayuu ).
Maccasic cnocoben obecneuums Kaxk cmumynupyroujee, max u paccraonaroujee 6o3oelcmsue Ha
MbIUYDBL (8 CBA3U C UeM MONHCEM NPUMEHAMbCA 01 Peaiu3ayuu nPOMuUBONnON0NCHbIX 3a0ay, Hanpumep,
8 3ABUCUMOCTMU OM BbLICMPAUBAHUSL PeabUIUMAYUOHHBIX Npoyedyp 6 medenue OHA, UIU Npu
Heobxooumocmu, O OKA3aHus, obe3donusaroue2o/pacciabisaouie2o 0elicmeus nocie UHMeHCUBHOU
Gusuuecxoti mepanuu/JIPK u op.). Maccasic cnocobcmayem yiyuueHuio Kpo8OCHAOICEHUS U NUMAHUS
MbIUEYHO20 annapama, pazocpesy MbvlldY, PACMANCEHUIO MbIUEUHbIX BOJIOKOH, CMUMYIAYUU
NPONPUOPEYENMOPO8 MbIUUEUHO20 NOJISL (ceeMenmapHas uHHwepsayus). B oowem anvsance memooux
maccaxc, Hapsady c Qusuveckou mepanuet/JIPK, nomocaem 6 oOocmudicenuu 3a0au u yenell
peabunumayuu nayuenmos. QOHA U3 8ANCHBIX 3a0a4 npumeneHus maccazxca y nayuenmos ¢ CMA
(coemecmnas 3a0aua ¢ memooukamu gusuueckou mepanuu/JIPK) — nomouv nayuenmy HaAy4umucs
NONb308AMbCS CEOUMU MbIUUYAMU, HAYUUMBCA OWYUamb pabOmy KOHKPEMHbIX MblULY/2PYNN MbllY 6
ONpeoeleHHoOM O08USAMENbHOM aKme, HAYYUMbCA «BKII0YAmbvy 6 pabomy UMEHHO me Mblliybl,
Komopuvle HeoOX00uMbl OJisl peaiu3ayuu KOHKpEemHo20 08U2amebH0o20 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 HOBble MOMOPHbIE HABLIKU, YMO, 0e3YCI06HO, Koppenupyem ¢ (02paHudusaemcs)

8bIPAINCEHHOCTMBIO HEUPOOPMONEOUYECKO20 CUHOPOMA,).

4.1. PeaOuauranusa nanyeHTOB, HECIMOCOOHBIX CHETbD.

OcHosHoe nonodicenue >mux nayuennos 6 OOMAUIHUX YCIao8UAX — NOJIOIMCEHUE ((Jlé.?fca)), Komopoe
onacHo d)OpMMpO@CIHM@M npuesblYHblX HENPABUTIbHBIX YCNTAHOBOK KOHeyHocmell U UX ce2ueHmos 8 eudy
oelicmeusi  CuJ cpasumayuu Ha KOHeYHocmu U Omcymcmeust cnocobrocmu nayuernma K
anmuepasumayuOHHbIM a6u9fC€Hu}lM, a makoice 603HUKHOBEHUEM cooneentcmeyroujux OCJLOJNCHEHUIL.
Ilo smoti npuduHe c I’lqubu]Z(leMIlQCKOZZ yemnvro peKOMeHOyiomC}z Yacmosvle CMEHblL NOJIOHCEeHUSA meld 6
nocmenu, uUCnojib3o6aHue I’lOdpyl{Hle Cp@dCl’l’l@, Komopboeie mocynt J1€cKO U3SMEHANTb C60I0 gbOpMy u

NPpUHUMANb 6€C KOHEeYHOoCNnU HA C€6ﬂ, mem camviM UMUMUPYA AHmMucpasumayuoHHoe Oeticmeaue.

Lenu peabunumayuu nayueHmos, HECHOCOOHBIX CUOEMb.
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- yeenuueHue 00bema u amMnaumyovl aKMUBHbIX U NACCUBHBIX OBUIICEHULL 8 TH0OOM cecMeHnme mend

U KOHeYHoCmell,

- yIyuuleHue cmenenu KOHmMpOJisk O8UNCEHUL 20J108bl 8 NONONCEHUU NEHCA HA CNUHEY,
- VayuueHue 08UNCeHULl 8 PYKAX,

- co30aHue yCcro8utl 0Jis1 HOpMAIbHO20 QYHKYUOHUPOBAHUS BHYMPEHHUX OP2AHO8;

- 3ameoneHue pazeumus UCMUHHBIX ampoguii Moy u ampouii bezoeticmesusi;

- paspabomka cycmagos u npopuiakmuka 0opazoeanus KOHMpaKmyp.

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

Pexomenayercsi MEIUIIMHCKUN Macca)X< TPYAHOW KJIETKM MEIUWUMHCKUNM mnanueHtam co CMA,
HECTIOCOOHBIM CHJIETb W UMEIOIIMM PECIUPATOPHBbIE HAPYIICHUA, ISl YIYUIICHUS MOCTYpPabHOTO

JpeHaXka U AJIA MPOQPMIAKTHKY JETOYHBIX OCIOKHEHUN U TunoBeHTIIsIIHH [ 19, 29].
Yposenv yoeoumenvnocmu pexomenoayuti C (yposenvb 0ocmosepHocmu 00Kazamenbcme — 5)

KommeHnTapuu: nposoosm nepkyccuonusiii u UOPAYUOHHBIU MACCAHC 2PYOHOU KIEeMmKU.

Pexomenayercs nposeneHue mnauueHTaMm co CMA, HecnocoOHBIM CHJETh, OOLIEro Maccaxa
MEINULUHCKOTO, MEAULIMHCKOTO Macca)ka BEPXHUX M HMKHUX KOHEYHOCTEH, MEIUIMHCKOIO Maccaxa
CIMHBI, €U U JIMLA C LEJIbI0 YIYyYIIEHUS COCTOSHHUS MBIIIEYHOIO amnmnapara U A NpOoQUIaKTUKU

pa3BUTHS HEMpoopToneandeckux npoodmem [19, 131].

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

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

CUICTD.

HJZ}Z 00CMUNICEHUS NOCMABIICHHbIX 148]161;[ pea6wzumauuu UCnojibzyemcsa cmpoecasi NpueepICeHHOoCNn1b
npuHyunam nocnypaibHo2co MeHedaf(:MeHma, KOI’I’lOpbll:Z 6KJlrodaem 6 ceos npasujlbHoe

no3uyuorUposarue u opmesuposarue myjiosuwia u KOHeyHocmell.

° PeKOMeHHyeTCﬂ IMPOBOJUTH BEPTUKAIHU3AUIO ITAIITMCHTOB CO CMA, HECIOCOOHBIX CHOCTD, C LICIIBIO

NpOPUIAKTUKKA  OPTONEIUYECKUX  OCJIOKHEHMM  OCHOBHOTO  3a00J€BaHMS W CO3JIaHMS
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(U3HOTOTHYECKUX YCIOBHH JUIs HOPMAJIbHOTO (DYHKIIMOHHWPOBAHMS 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 0enwv 6 3a8UCUMOCINU OM BO3MONCHOC U nayuermada.

Pexomenayercsi peaOUIMTAIMOHHBIE W aJaNTUPOBAHHBIC JUISI UHBAJIUIOB M3AENUs (3aJHE-OMOpHbIC
OTIOPBI IS CTOSTHHSI ¢ BOBMOXKHOCTBIO HakioHa oT 90° mo 180°) manmentam co CMA, HecmocoOHBIM

CUJETb, 151 0€30MaCHOTr0 U KOM(OPTHOTO pazmenieHus 1 Beprukanuszanuu [103].
Yposenwv yoeoumenvnocmu pexomenoayuii C (yposenob 0ocmosepHocmu ookazamenbecmes — 4)

KommenTapuu: onopst 014 cmoanus  O00NXHCHbL  uMemb  (OYHKYUOHANILHLIL — NOO20JI06HUK,
obecneuusarouwuli OOKOBYIO U NepeOHe3a0HIO CMAOUIU3AYUIO 20/108bl U HE O02PAHUYUBAIOUSULL
BO3MONCHOCIU OBUNCEHUSL 20110801l (DUKCAMOPbL KOPNYca HA YPOosHe 2pyou u masda; ukcamopbvl
HUICHUX KOHEYHOCMEU HA YPOBHE HUNCHUX mpemell 60ep U KOLEHHbIX CYCMAB08;, NOOCMABKY OJisl
CMon ¢ pe2yliuposKoll no Yyeny HAKIoHA;, npucmasHou cmoaux. Hemanosasicnvim 01 nexcayux
NAYUeHmMos8 SGIAemcs BO3MONICHOCHIL  BePMUKAIUAYUU 8 ONOpe ONsl CMOSIHUAL 8 NOAONCEHUU

"pazeedénnvix bedep" (Oononnumenvuas GyHKyus y onop 0 CMosiHus,).

PexomenayoTcest opTe3bl IS KOHEYHOCTEH W TYJIOBWINA, a TakKe CIElUaIu3UpOBaHHBIC U
aZJanTUPOBAHHBIC [JI1 HMHBAJUIOB MPUCTIOCOOICHUS JJIS TIO3UIIMOHUPOBAHUS (CHCTEMBI  JJIs
OPTOCTAaTUYECKON TOMJCPKKH, BKITIOYAIONTNE B Ce0s BajaukH, (DOPMOBAHHBIC MOMYIIKHA Pa3TAIHOMN
KECTKOCTH W KoH(purypanun) mamueHTam co CMA, HEeCmoCOOHBIM CHJETh, C IENbI0 TPUIAHUS
MPUTIOHATOTO (PYHKITMOHATIBLHOTO TOJIOKEHHSI ¢ HEOOXOAUMOM (hUKCaIlMel TYJOBUILA U MOAICPIKKOMN
rosioBsl [19,103].

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

KomMeHnTapuu: opmesvt npeocmasnsiom coboll — mexHuveckue cpeocmea  peabuiumayuil,
ucnonv3yemvie 05 USMEHEHUs. CIMPYKMYPHBIX U QYHKYUOHATbHBIX XAPAKMEPUCTNUK HEePEHO-MbILUEUHOU
U CKelemuvlX cucmem u obecnewusawowue, 6 3ABUCUMOCIIU OM MEOUYUHCKUX NOKA3AHULL
OpMONeoUYecKyr0 KOppekyuio, paszepysky, @ukcayuro, aKxmueuzayuio 08UeameibHbvlX @OYHKYUIL.
Cymmaproe 8pemsi Haxodcoenusi 6 opmeszax cocmaeiiem 00 8—12 wacos 6 Oenv. MunumanvHas
yacmoma NpuUMeHeHUs. opme308 Ol Jelcaqyux nayuenmos — 5 pa3z 8 nedenio. Dukcayus epyoHoll
KJlemKU peKoMeHOyemcsi OJisk CMAOUIU3AYUU NOTOHCEHUS, NPODULAKMUKU CKOIUO3A U OISl CIUMYIAYUU
@yHxyuonanvrol axmusHocmu. Qukcayus weu 4acmo UCnoab3yemcs O0Jisi NOOOePIHCKU 20108bl OIS
MUHUMUBAYUU DUCKA VOYULbSL 8 BEPIMUKAILHOM NOJONCEHUU, MAK KAK (QYHKYUs KOHMPOJSL 20108bl

yacmo omcymcemeyent ujiu ocinabnena.
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PexomMeHaylOTCH  KPECIa-KOJIICKM C pPYYHBIM TPHUBOAOM C JOMOJHUTENbHOM  (uKcanuen
(moa e KKOM) TOJIOBBI M Teja, MPOTYIIOUHBIC (11 MHBAIWI0B) marueHTaM co CMA, HecrmocoOHBIM
CUJIETh U CIIOCOOHBIM CHUJIETh, KOTOPBIE B COCTOSIHUU OCYIIECTBIISATh YIPABICHUE TAKUMH KOJISICKaAMHU,

U151 oOecriedeHus: oo1eit moounbpHocTH [19, 103, 120].
Yposenv yoeoumenvnocmu pexkomenoayuili B (yposenv 0ocmoseprocmu 00Kazamenbcme — 3)

KommenTapuu: o5 mobunvHocmu u mpancnopmuposku HeodXo0umMo UCHOIb308aMb KPecia-KONACKU
C PYUHBIM NPUBOOOM C OONOIHUMENbHOU hukcayueti (N000epIHCKOL) 20108bl U mend, KOMHAMHbIEe U
NpPO2YIOYHbIE U KPeCAa-KOMACKU ¢ OONOTHUMENbHOU Qurcayuell (N000epHCKol) 20108bl U menda ¢
anekmponpueooom. OHU U320MABIUBAIOMCS UHOUBUOYATLHO NO O00BLEMHOU MPEXMEPHOU MOOenu
3a0Hell NOBEPXHOCU Mmend, IMO — JIOHCEMEHMbl, YCMAHOBIeHHble HA KOJECHYI0 6a3y Kpecia-KoNACKU
coomeemcmeayruieco pasmepa u HasHawenus. Ilpu noobope Kpecaia-konsAcKu U QYHKYUOHANbHO2O
Kpecia cneyuamucm OO0NdCeH  yyecmb  HeoOX0OUMOCMb  OONOIHUMENbHLIX — JNeMeHmMOos8  OJis
Nn000ePICAHUsL PEKOMEHOYeMOlU Nno3bl U GHeCmu 5mo 6 pexkomeHoayuu no uzdenuro. Crnedyem
y6e0umsvcs 8 MAaKCUMAILHOU (QYHKYUOHANbHOU HEe3A8UCUMOCIIU U KOM@OpmHocmu npebbleanus 8

Kpecile-KOJIsCKe.

PexoMeHIYIOTCH KPECIa-KOJSICKU € IEKTPONPUBOIOM C JOMOTHUTEIBHON (QUKcaIiel (MoIIep KoM )
TOJIOBBI M TeJa, MPOTrYyJIOYHbIE (11 MHBAJIMUJIOB) ociaabieHHbIM nauueHtam co CMA, crocoOHbIM U
HECTOCOOHBIM CHJIETh, KOTOPHIE B COCTOSHUU OCYIIECTBIATH YMPABICHUE KOJISICKAMHU C PYyYHBIM

IPHUBOJIOM, JJI oOecrieueHus oomei moounsHocTH [19,103].

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

Pexomenayercsi ipeObIBaHNE B TIOJIOKCHUM «CUs» marmeHTam co CMA, HecrmocoOHBIM CHIIETh, C
IEIbI0  MPOPUIAKTHKHA OPTONCAMYCCKUX OCIOKHEHUNW OCHOBHOTO 3a0O0JICBaHUS U CO3JIaHHS

(U3NOIOTHIECKUX YCIIOBUH JIJI1 HOPMAJIbHOTO ()YHKIIMOHUPOBAHUS BHYTPEHHHUX OpraHoB [19].
Yposenwv yoeoumenvnocmu pexomenoayuii C (yposenvb 00cmosepHocmu 0oKazamenbcmes — J)

KommenTapuu: ona npebviganus 6 nonodcenuu «cudsiy UCnoIb3yIOmcs Onopvl Ol CUOEHUS UU
Kpecaa-KosacKu KOMHAMHble ¢ OONOTHUMENbHOU ukcayuetl (noodepoickotl) 2onosvl u mena. Taxoice
NONOJICEHUE «CUOS» 8 meyeHue OHA O00Cmusaemcs npedvleaHuem 6 Npo2YlOYHOM Kpecie-KONscCKe.
Cuoenue 6 mexHuueckom cpeocmee 00NHNCHO NPOBOOUMBCSL 8 MYMOPAX HA 20NEHOCHONHbIE CYCMABHL.

IIpebvisanue 6 npasuibHOM NOOHCEHUU «CUOS» NOKAZAHO CYMMAPHO 00 6 4aco8 6 OeHb.
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B xauecmee OononHumenvHulx Oemanell 8 cpeocmee O0ns  CUOEHUS OOJNCHbL  BbICIIYNAMD.
DYHKYUOHATbHBLL NOO20N0BHUK (TUOO NOZUYUOHUPOBAHUE 20]108bl C NOoMowblo nemau 1iuccona),
obecneuusarowuli OOKOBYIO U NepeOHe3a0HIO CMAOUIU3AYUIO 20/108bl U HE O02PAHUYUBAIOUJULL
B03MONCHOCIMU OBUNCEHUSL 2010601, CUOEHbE C PecyIupyembiMu yOUHOU, WUPUHOU U Y2IOM HAKIIOHA.
KoncmpyxkmusHo cudenue pazoeieHo Ha maszosyio u beopeHuvie Yacmu, 4mo no3e0asaem MaKCUMAIbHO
NOMHO pewams umelowuecs y nayueHma npooremvl ¢ OAIAHCOM U CUMMempuell, 6bl36aHHbLe
B8MOPUUHBIMU OPMONEOUECKUMU OCNI0NCHeHUAMU. Peaynupyemas no eévicome u y2ny HaKioHa CnuHKaA;
Guxcamop mynosuwia (dHcunem), npedoXpaHumenbHbill Ma308bslll NosC, pecyiupyemvie NOOIOKOMHUKU,
pasoenvivle, pecyiupyemvle  NOOHONCKU C  (ukcamopamu  CMon,  NPUCMABHOU  CMOAUK,

NPOMUBONPOJIENHCHEBAS NOOYUIKA.

Pexomenayercsi €XEeIHEBHOE HCIIONB30BAaHUE OPTE30B HA HUKHUE KOHEYHOCTH, H3TOTOBJIECHHBIX
WHIUBUIYabHO (HAIpUMEp, TYTOPHI HA TOJIEHOCTOITHBIE CyCTaBbl JUIsl CUACHUS, TyTOPBI HA BCIO HOTY
s cHa) nauueHTam co CMA, HecrmoCOOHBIM CHIIETh, Ui MPEAOTBPALECHHS U 3aMeJICHUs Tpoliecca
o0Opa3oBaHusl KOHTPAKTYp CycTaBOB kKoHeuHocTei [19,103].

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

PexomeHnayeTcsi UCIONB30BAaHUE BCIIOMOTATENIBHBIX TEXHOJOTHA WM aJalTallMOHHOTO OO0OpPYIOBAHUS
(Hampumep, yCTPOMCTBA HA OCHOBE OTCIICKMBAHUS JIBIXKCHHUH IV1a3, aJJalTUPOBAHHBIE YCTPOMCTBA JIJIs
yIIpaBJIeHUS KOMIbIOTEpOM u Tip.) manmueHtam co CMA s pacmmpenuss (QyHKITMOHATBHBIX
BO3MOXKHOCTeH maruenTa [19].

Yposenwv yoeoumenvnocmu pexomenoayuii C (yposenvb 00cmosepHocmu 0oKa3zamenbcms — J)

4.2. PeaOnauranus nNanMeHTOB, CMIOCOOHBIX CH/ETh.

s nayuenmos, cnocoOHvIX cudemsv, 8ANCHO KAK COONOOEHUe NPUHYUNA O003UPOBAHUS (PU3UUECKOU

HAa2py3Ku, max u NPUHYUNa 6HeOpeHusl (huuUYecKoli mepanuu 8 06pa3 HCU3HuU.

O0HOo U3 6edyujux NONONHCEHUU MAKUX NAYUeHMO8 — NON0NHCEHUE «CUOSL», KOMOPOe 8 CUTY OCHOBHO20
cumnmoma 3a0oneeanus (c1abocmu CKelemHblX MbludlY), HEeCNOCOOHOCMU K CAMOCMOAMENbHOMY
UBMEHEeHUI0 NOJIOJNCEeHUs. mena U HAPYWEHULl NOCMYPAlbHO20 KOHMPOAs CHOCOOHO chopmuposams
HeCUMMEMPUYHDBIL NAMMEPH NOCAOKU C HEePABHOMEPHBIM pacnpedenenuem Onopvl HA KOCmu masa

(cnpasa/cnesa) c¢ nepekocom masza u ycy2yonames pazeumue CKOAUOMuUYeckou oegopmayuu
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no360HOYHUKA. B ces3u ¢ smum ocoboe sHumanue OONHNCHO yoeﬂﬂl’l/ZbCﬂ CUMMEMPUUHOMY pA36UMUIO

MENOCAONCEHUSL NAYUECHMOS U NPABUTLHOMY NOZUYUOHUPOBAHUIO.
Lenu peabunumayuu nayuenmos, CnOCOOHbIX CUOEMb:
- noewluleHue MOOUIbHOCMU NAYUCHINOE,

- 3ameodnerue npocpeccuposans MulueyHou ciabocmu, nomepu (QyHKyuu u Gopmuposanus

ampoguii be3oeticmausi;

- YIyuuieHue O8UdNCeHUll 8 PYKax,

- co30anue ycnosuil 0Jis1 HOPMAIbHO20 PYHKYUOHUPOBAHUSL 6HYMPEHHUX OP2AHO8;

- paspabomka cycmagos u npopuiakmuka 0opazoeanus KOHMpPaKmyp,

- ¢opmuposanue u noooepicarHue CUMMEMpPUYHOCMU NO3bl;

- mpeodympedsicOeHue CKOIUOmuyecKkol oepopmayuu N0360HOYHUKA U NepeKoca masa,
- obyyeHue O6bIMOBLIM HABLIKAM U HABLIKAM CAMOOOCTYHCUBAHUS & CPeOe.

Ocoboe 3nauenue 6 @uzuueckoli mepanuu yoeiiemcs GopmMupo8aHuro CUMMEMPUYHOCMU NO3bl U

MUHUMUIAYUU pas’flutmzl 6 passumocmu u ¢yHKI4uM Meofcdy npasvimu U 1€e6blIMU KOHEYHOCMAMU.

Pexomenayercsi MCIONBb30BaHUE CHEIUATM3UPOBAHHBIX OPTE30B (OPTONMEIWYECKHUX ammaparoB) Ha
HIOKHUE KOHEUYHOCTHM U TynoBuile mnanueHtaMm co CMA, cmocoOHBIM CHAETh, Y KOTOPBIX HET
KOHTPAKTYyp, IJs MOAJEP KaHUSI BEPTUKAJIBHOM MO3bl U CIIOCOOHOCTH K MEPEABUKEHHUIO C TIOMOIIBIO

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

KommenTapuu: makoii opmoneouueckuti annapam cKOHCMPYUPOBAH CHEeYUAIbHO OJisi NAYUEHMO8 C
GANLIM NAPATUYOM U CUTOU MbIULY HUINCHUX KOHeuyHocmel menee 2 6ann08. OcobeHHoCmbio 0aHHO20
opmesa SNIAEMCcs 803MONCHOCb 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
nr0oetl, npu docmamounol cuie ¢ pykax. Ocegas Hazpy3Ka HA CKelem npedomsepaujaem paszeumue
0CMeonopo3a u 8MopPudHbIX degopmayuii Kocmeti u cycmaeos. I[Ipebvieanue 6 cmosiuem NoioNCeHUU
0021cHO noowpamscs. Iloooepocusaemoe nonodxcerue cmosi O0INCHO cocmasnams 00 60 munym, a

MUHUMANbHAS yacmoma — 3—35 pas 6 Hedenio, onmumaivbHas 5—7 pas 6 Heoeio.

PexoMeHaylOTCsl OpTe3bl TYJOBHIIA — KOPCETHI, (YHKIMOHAIBHO KOppPUTHpPYIOIHE (TPyo-
OSICHIIHO-KPECTRRRBIGeHABRaN® k 113y HEMIIS A KT8 p SNMH S a FiEON R VA M S A ¢k s M H e UM VB EEH/



OCaHKHM U ABUTaTeNnbHbIX QyHKIMi [19,103].
Yposenwv yoeoumenvnocmu pexomenoayuii C (yposenvb 0ocmosepHocmu 0oxazamenbcmes — 4)

KommenTapuu: cmamuueckue, ounamuueckue u QYHKYUOHANbHbIE OPME3bl UCHONb3YIOMCA  OJlfl
U3MEHeHUsl NOJIOJCEHUs U Nepesooa 8 BePMUKAIbHOE NON0JCeHUe nayuenmos. [{na eepmukanuzayuu
B03MOJCHO UCNONB308AMb  KPECN0-KONACKY C  9NeKMPONPUBOOOM C  BO3MOICHOCMbIO Nepesood
nayuenma 6 nonodcenue «cmosy. Ilpucnocobnenus 0 noOO0epI’HCKU 8 BePMUKATLHOM NOJIOHCEHUU
8aJHCHLL 0Nl 00N1e2UenUsl PACMANCKU HUMCHUX KOHEYHOCmel, a makdxice 07 YAVYuleHus @QYHKYuil
opeaHusMa U 0300pOGIEeHUsI KOCMHOU MKAHU, Ol 0Oecnedenuss 6epmuKanibHO20 MNON0NCEHUs U

VAYUUWEHUA NOIOHCEHUA NO3BOHOYHUKA U 6Ce€20 méld.

PexomMeHayIOTCSI OpPTOIIEIMYSCKUE aIapaThl — OOJErYéHHBIM anmapar Ha HIDKHUE KOHCYHOCTH M
TYJIOBHIIIE WJIM arraparbl Ha TOJIEHOCTOIHBIN U KOJICHHBIM CyCTaBbl, UM alllapaThl Ha BCIO HOTY, WU
anmapar Ha HIDKHUE KOHEYHOCTH U TYJIOBWINE JISI PEIUIPOKHON XOoan0bl mainueHtam co CMA,
CITOCOOHBIM CHICTh M OOJIAJAIOIINM JOCTATOYHOM CHJIOH, JJI OOJICTUYCHHUS CTOSHHS H XOIBOBI C

NOMOILbIO Apyrux juil [ 19].
Yposenv yoeoumenvnocmu pexomenoayuii C (yposenvb 00cmosepHocmu 0okazamenbcms — J)

Kommenrapuu: munumanvnas uacmoma npebviganus 6 opmezax — 5 pas 8 Heoeiio.

PexomeHayoTCs CpeACTBa IEPEABMKEHUS aJalTUPOBAHHbIE (MHIMBUYyaIU3UPOBAHHBIE Kpecia-
KOJISICKH C PYYHBIM M 3JIEKTPOIPUBOJIOM C JIOTIOJHUTENBHOU (hUKcarueil (moaaep kKoil) rojioBsl U Teja,
KOMHATHBIE M TIPOTYJIOYHBIE W HU3TOTOBJICHHBIC WHIWBUIYAIBHO TO OOBEMHON TpPEXMEpPHOU MOAETH
3aJHEll TOBEPXHOCTH TeJia JIOKEMEHTHI, YCTAaHOBJICHHBbIE Ha KOJECHYIO 0a3y Kpecia-KOJISICKU
COOTBETCTBYIOIIIETO pa3Mepa U Ha3HaueHus1) mnanueHtram co CMA, crmocoOHBIM CHIETh, IS

obecrieuenus oomieit moounbpHOCTH [19,103].
Yposenv yoeoumenvnocmu pexomenoayuti C (ypoeenvb 0ocmosepHocmu 00Ka3amenbcme — 4)

KomMeHTapuu: npu noobope Konsacox ciedyem pykos8oOCmeo8ambCsi MAKCUMANbHOU QYHKYUOHATbHOU
He3a8UCUMOCTIBIO U KOMMOPMHOCMbIO Npedbléanust 6 Kpecie Nayuenma, npeonoumenue ciedyem

0moasams KOASACKAM AKMUEHO20 MUNA U KOJISACKAM C aﬂekmponpueodww.

Pexomenayercsi sprorepanust nanpeHraMm co CMA, cmocoOHBIM CHJIETh, JUIsl OKa3aHWs ITOMOIIN
MAIMECHTy B MTOBCEAHEBHOM JKM3HU, Pa3BUTHS M IOJICPKAHUS €XKETHEBHO HCITOJIb3YEMbIX MM HaBBIKOB
[19].

Yposenv yoeoumenvnocmu pexomenoayuti C (yposenvb 00cmosepHocmu 0oKazamenbcmes — J)
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KomMmeHnTapuu: HeoOXOAMMO TPHBICKATh CIENUATUCTAa IO HProTepanvuy Kak TpH  Mmoadope
OpOrpaMMbl (PU3MYECKUX YNPAXKHEHUNM U PACTSKEHHUS, TaK U A1 PEKOMEHAALMN OTHOCHUTEIBHO
COLIMAJIBHBIX B3aUMOJICUCTBUM, TaKMX KakK IOCEIIeHHuE Y4YeOHBIX 3aBeJeHUM, BbIOOp mpodeccuun u

y4aCTuC B COIMMAJIbHBIX aKTUBHOCTAX.

Pexomenayercsi mpoBeneHue manmeHtaMm co CMA, cmocoOHBIM CHAETh, OOIIEro Maccaxka
MEIULIMHCKOIO, MEAUIIMHCKOTO MAcCa)a BEPXHUX M HIIKHUX KOHEYHOCTEW, MEAMIMHCKOIO Maccaxa
CIUHBI, TPYOHOM KIIETKH, LIEH M JIUIA, JIEYeOHON (U3KYIBTYphl C LEIbI0 YAYUYIIEHUS COCTOSHUS

MBIIIIEYHOTO afnmnapara u Jyuisi npoduUIaKTUKUA Pa3BUTHsI HeMpoopToneauyeckux mpoodmem [19, 131].

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

4.3. Peabuiauranusi MalMeHTOB, CIIOCOOHBIX XOAHUTh.

ZI]Z}Z nayuenmoe, CNoCcoOHbIX XOOI/IWIb, CoxXpaHsdiemcsd npuopumentHocms NnpPpUHYyunoe 003up06aH1/l}Z

@usuueckoti Hazpy3Ku U 6HeOPEeHUsl (PUUYECKOU MePAnUU 8 NOBCEOHEBHYIO HCU3HD.

llayuenmor OauHOU 2epynnvl cmMpeMamcs K aKMUGHOMY HEepeoGUMCEHUI0 U X00bbe, O0OHAKO U3-3a
crabocmu CKenemuol MycKynamypuvl U CHUNCEHHOU 8bIHOCIUBOCTNU UMEIOM 4acmyr NOmMpeOHOCmb 8
omovixe, 80 8pemMsi KOMOPO20 HePeOKO NPUHUMAIOM HENnpasuibHoe NOJLodCeHUue «cuosay». B yerom ons
xo00auux nayuenmos ¢ CMA 6 cpasHenuu ¢ cuos4uMuU NAYyUeHmMamu XapaKxmepHo Oojee MAcKoe
meuenue GMOPUUHLIX OPMONEOUUECKUX OCIIONCHEeHUll (KaK pazeumusi KOHMPAKmyp 6 Cycmaeax
KOHeuHocmel, maKk U @QopMuposaHus CKoIuomudeckou oegopmayuu no3eonounuxa). Llenu
peadbunumayuu nayueHmos, CnoCoOOHbIX X0OUMb, NPUMEPHO me e, Ymo U ) CHOCOOHBIX cudemb
nayueHmos ¢ 0obasieHuem yenu NOBbIUEHUS BbIHOCIUBOCMU/MONEPAHMHOCIIU K QU3UYECKUM

Ha2py3Kam.

Pexomenayercsi mammentam co CMA, cnocoOHBIM XOIWTh, perylspHas a’poOHas ¢uznueckas
Harpy3ka (Hanpumep, IUIaBaHbe, X0Ab0a, BENOTPEHAXKEP WU IUITMNTHUECKUN TpeHaXEp) HE MeHee 2—3
pa3 B Heemo (onTuMaibHas 4acTtoTa 3—5 pa3 B HEAEINI0) JUIMTENbHOCThIO He MeHee 30 MUHYT ¢

1eJbI0 coXpaHeHus pu3nueckor akTuBHOCTH [19].

Yposenv yoeoumenvnocmu pexomenoayuti C (yposenvb 0ocmosepHocmu 00Kazamenbcme — 35)
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PexomeHnayeTcsi UCIIOJIB30BAHUE CPENICTB MEPEABUKEHUS aJaITUPOBAHHBIX (TPOCTH U MHOTOOIIOPHOMN
TPOCTH, XOAYHKOB KOJIECHBIX M JIPYTMX CpEACTB, HamOojee MOJHO OTBEYAIOMIMX MHOTPEOHOCTIM
MalMEHTa, annapaToB Ha HWKHUE KOHEYHOCTH U TYJOBHILE JUIsl PELUIIPOKHOMN XOABOBI (CM. Y CUASUUX
nanueHToB) nanueHTaM co CMA, ciocOOHBIM XOAWTHh U TPEOYIOIIUM JOMOJHUTEILHOU OMOPHI TIPH

X0nb0€, C IEeNbI0 COXpaHEHHs JBUTATeIbHON aKTUBHOCTH [19].
Yposenwv yoeoumenvnocmu pexomenoayuii C (yposenvb 0ocmosepHocmu 0okazamenbcmes — J)

KomMeHTapuu: co eépemenem nooodepoicanue cnocoonocmu xooums 01 nayuenmos co CMA
HauuHaem O0O0CMU2AMbCA UL C NOMOWbIO CPeOCms8 OONOIHUMENbHOU Onopul. B ciyuae noobopa
cpeocme OONOIHUMENbHOU ONOpPbl C Yeavio npooienus x00vowl y nayuenmos ¢ CMA neobxooumo
OnUPamvC HA MeKyWull Ccmamyc nayueHma (COXpawsas axmueHOCmb U COYUAIbHBIL CMamyc

]ZM’-IHOCWIM), a He HA npocHo3upyemoe medeHue.

Pexomenayercsi UCIONB30BAaHUE OPTE30B — aNlapaTroB WM TYTOPOB Ha TOJEHOCTOITHBIE CYCTaBbl
COBMECTHO ¢ 00yBbI0 mareHTaM co CMA, crnocoOHBIM XOAUTh U UMEIOIIUM AedopMalliy CTOII, s

obneryenus xoas0s [19].

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

PeKDMeH}IyeTCﬂ HUCIIOJB30BaHUC CPCACTB IMCPCABMIKCHHUA aAallTUPOBAHHBIX — KPCCIa-KOJIACKN
AKTUBHOI'O THIIAa XOOJAYMM ITallUE€HTaM C CMA npu OFp&HPI‘-IGHHOfI BBIHOCJIMBOCTHU MHAMCHTaA HWJIH

H€O6XOI[I/IMOCTI/I IMEPpCABMIKCHUS HaA OonbIIMe pacCToOAHMA JJIs1 YBCIINYCHUA MOOMIIBHOCTH [19]

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

PexomeHnayercsi MCIIONB30BaHUE PeAOUTUTAIIMOHHBIX U aJaNTUPOBAHHBIX TSI MHBAIUIOB U3ICTUN —
omop Uil CHJAEHHs, OTBEYAIOLIMX BCEM TpPeOOBaHUSM NPABWIBHOIO MO3ULIUOHUPOBAHUS
(monosHEHHBIX OOKOBBIMM (PUKCATOpaMHU KOPITyCa Ha YPOBHE TPy, PETYISTOPOM HAKJIOHA CHUHKH,
MOJIOKOTHUKAMH C MEXaHM3MOM PEryJIMpOBAaHUS BBICOTHI, MOACTABKOW JJIA CTON C MEXAHU3MOM
peryaupoBaHus yria HakjgoHa) mnamueHTam co CMA, cmocoOHBIM XOOuTh, AN MPO(UIAKTHUKU

ckoiuro3za [19].

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

Pexomenayercsi mpuUMEHEHHE OpTe3a TYJIOBUIA — (YHKIIMOHAIBHO-KOPPHUTHUPYIOIIETO KOpceTa
naiueHTaM co CMA, crnocoOHbIM XOauTh, MpPU HAIMYMK yriia jAedopMaluyd TO3BOHOYHHKA,

n3MepeHHoro 1o metoay Kob60a, 15 u Gonee rpaaycoB, U3TOTOBICHHOTO MO CJIETKY C TPYIHON KICTKH
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Yposenwv yoeoumenvnocmu pexomenoayuii C (yposenvb 00cmosepHocmu 00Kkazamenbcmes — J)

Pexomenayercsi mpoBeneHue xoasunM marueHtam ¢ CMA 5q olmiero maccaxka MEIHIIMHCKOTO,
MEJIUIIMHCKOTO MAaCCa)ka BEPXHUX M HUKHUX KOHEUHOCTEM, MEJUIIMHCKOIO MAacca)a CIUHbBI, TPYJHON
KJICTKH, IIICH U JIUIIA, JIEYeOHON (PU3KYIBTYPHI C IEJIbIO YITYUIIIEHUS COCTOSTHUSI MBIIICYHOTO armapara

U U1 TPOPUIIAKTUKY Pa3BUTUSI HEUPOOPTOIeAuIecKux mpooimem [19, 131].

Yposenv yoeoumenonocmu pexomenoayuti C (yposerns 0ocmosepHocmu 00Ka3amenscms - 3)
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S. IIpoduiaakTuKa ¥ AUCIAHCEPHOE HAOJIIOIEHHE,
MEIUIMHCKNE NMOKA3AHUSA U POTUBOINOKA3AHUSA K
NMPUMEHEHHUI0 METOA0B NPOPHIAKTUKHA

5.1 Ilpoduiakruka

PexoMenayercss BakuuHanus B3pochblix mamueHToB co CMA ¢ menpio  npogMIaKTUKH

nH(EKIMOHHBIX 3a00seBaHui [29].
Yposenwv yoeoumenvnocmu pexomenoayuii C (yposenvb 00cmosepHocmu 0oKkazamenbcmes — J)

Kommenrapum: npomusonoxkazanus k eaxyunayuu y e3pocivix nayuenmos ¢ CMA ne omauuaromcs
Om MAKOBbIX Y OpYeUX Kame2opull epaxcoan u npogooumcs coanacHo Hayuonanvnomy ranendapro
npogurakmuveckux npueusox. Heobxoouma eaxyunayus, 6 mom ducie, Npomue KOPOHABUPYCHOLU

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

Pexomenayercss MOJIEKYJISIPHO-TEHETHUECKOE HCCIIeIOBaHUMNM MyTanuid B reHe SMNI y miona, u
MPEUMILJIAHTAIIUOHHOE T'€HETUYECKOE TECTHUPOBaHHE (MOJIEKYISIPHO-TEHETUYECKOE HCCIIEI0BaHUMN
mytauuii B rene SMNI) y sMmOpuoHa (KOMIUJIEKC HCCIEIOBAHMNA ISl JUArHOCTUKU CHUHAJIBHOM
MBIILIEYHOU arpoduun) pomutensm mnauueHta co CMA, a Takke mapaMm, B KOTOPBIX KaxAbld W3
MapTHEPOB SBISAETCS NOATBEPKAEHHBIM F€TEPO3ZUTOTHBIM HOCUTENIEM JENEUUU 7 WIH 7-8 S5K30HOB reHa
SMNI wny B KOTOPBIX NApPTHEP WIM NApPTHEPHI ABISIIOTCS TOMO3UTOTHBIMU HOCUTENSIMU MATOT€HHBIX
BapuaHTOB B reHe SMNI, ¢ 11esblo NpeIoTBpaIleHUsl TOBTOPHOTO pokaeHus peoénka ¢ CMA B cembe
[19].

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

KommenTapuu: npogedenue npenamanvrou J{HK-Ouacnocmuxu  (MoneKyIapHO-2eHemuyecKoe
uccneoosanuti mymayuii 6 2cere SMNI y nioda, Komniexc ucciedo8amuil O0asi OUACHOCTUKU
CNUHANLHOU MbIUUEUHOU ampo@uu), KOMNIEKCHOe UCCLed08anue Ol NPEeHAMANIbHOU OUASHOCTUKU
HapyweHUull pa3eumust pebeHKa (6HympuympooOHo)) 603MONCHO HA PA3HBIX CPOKAX bepemerHocmu: 8—
12 Heodenv (sopcumvt xopuoua), 15—18 Hedenv (amuuomuueckas wcuokocms), 20-24 wnedenu
(nynosunnas Kpoev). ONnmumalvbHbIM A611emcs UCCIed08anue ouonmama Xopuowa (buoncus
XOPUOHQ): NpU HebIa2oNPUSIIMHOM NPOSHO3e OepeMeHHOCTb Modicem Oblmb Npepeand (UCKYCCmEeHHoe

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

5.2 JlucnnancepHoe HAOJIOAeHHE
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B3pocnvim nayuenmam co CMA Heobxo0umo evinonnenue MOHUMOPUH2A CLeOYIOUUX 1AO0PaAMOPHbIX
noxkazamenet. oowuil (Kiunuvweckui) ananuz kposu (1 paz 6 12 mecayes u neped xupypeuueckum
eMeuamenbCmeom), anaiu3 Kposu ouoxumuveckuil oowemepanesmuyeckuil (1 pas 6 12 mecayes u
nepeo Xupypeuueckum emeumamenbcmeom), oowuil (kiunudeckuii) ananuz mouu (1 pas 6 12 mecayes u
nepeo  Xupypeuueckum  8MeuamenbCcmeom), d Mmakyice UHCMPYMEHMANbHble — UCCLe008AHUL:
anekmpokapouoepamma (1 paz 6 12 meciyes u neped Xupypeuueckum eMeuamenbCcmeom),
axoxkapouozpagus (no nompedHocmu), YIbmpazeyKo8oe UCCIe008aHue OpeaHo8 OPIOWHOU NOA0CHU
KOMNJIeKCHOoe (N0 nompebHOCmU), YIbmpPa3gyKo8oe UCCIe008anue nodek (no NOmpedHOCmu) ¢ yeibo
OYEeHKU OCHOBHBIX NAPaAMempo8 KpOBEemMBOPEHUS, HAIUYUS BOCNAIUMENbHbIX  NPOYEeccos U

DYHKYUOHATbHO20 COCMOAHUSA BHYMPEHHUX op2aros [19].

Tax owce e63pocnvim nayuenmam co CMA neobxooumo ewvinoineHue MOHUMOPUHEA CEOYIOUUX
1aO0PAMOPHLIX U UHCHPYMEHMANbHLIX — UCCLe008AHUL:  UCCNe008aHUe  KUCTOMHO-OCHOBHO20
COCMOANHUSL U 2A308 KpOBU (N0 NOMPeOHOCMU), NPUYEIbHAS PeHmeeHo2paghus 0peano8 2pyoHOll
knemku (1 paz 6 24 wmecaya), KomnviomepHas momozpagus o0peaHos 2pyoHOU noiocmu (no
nompebnocmu), kanhozpagus (no nompebnocmu), Kanhomempusi (N0 nompeoHocmu), UCCied08aHue
HeCnpoB8OYUPOBAHHBIX ObIXAMENbHbIX 00beM0o8 U nomoxos (1 pas 6 6-12 mecayes u no nompebHocmu),
nyIbcoKCuMempus (o nompeoHocmu), KapouopecnupamopHvlli. MOHUMOPUHe (no nompebHocmu) ¢

Yenblo OYEeHKU OCHOBHBIX NaApamempos ovixamenbHou gyHxyuu [29].

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

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

PCKOMCH)]yIOTCﬂ B BCJACHHHU IIALIUCHTOB CO CMA ucnoab30BaTh My.]'II)TI/II[I/ICIII/IHJ'II/IHapHLIﬁ noaxon ¢
OCJIb0O MOHUTOPHUHI'A COCTOSSHHA 1 CBOCBPCMCHHOI'O OKa3aHU s HOHHOHCHHOfI oMoy crneouaaincraMu

pasHbIx npodmueit [19].

Yposenv yoeoumenvnocmu pexomenoayuti C (ypoeenv 0ocmosepHocmu 00Kazamenbcme — 5)
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6. Opranm3zanus oKa3aHusi MeTUIUHCKON MOMOIIN

6.1 Iloka3zanus K rociuTAJIN3AIUAN

6.1.1 IToxa3anus N/ NJIAHOBOM FOCNUTAJN3ANNHA BO B3POCJI10€ HEBPOJOTHYECKOe

oTACJICHHNE

- B3pocibie nanueHTel co CMA npu OTCYTCTBUM BO3MOXKHOCTH TOJHOIEHHOTO aMOyJaTOPHOIO
obcnenoBaHuss — I8 (DYHKIIMOHAJIBHOM JBUTATEIBHOM OIICHKH, OOCIEIOBaHUS Ha HaJIUIUE
OCJIOKHEHHH 3a00JIeBaHUs (PECITMPATOPHBIX, KOCTHO-CYCTABHBIX M TACTPOIHTEPOIIOTHICCKHUX, a TAKKE

U1 IPOBEACHUSI peabUITUTAIINHN );
- B3pocible nanueHTsl co CMA 111 HHTpaTekanbHOrO BBEJICHUS HyCUHEpCceHa™  *;
KommenTapun: HycuHepceH** MokeT ObITh BBEJIEH B YCIIOBUAX JHEBHOIO CTAllMOHApA.

- B3pocuibie nanueHTsl co CMA, Tpebyroniue o0caenoBanus nepes XUpypruieckuM OpTONeANIEeCKUM

BMEIIATCIbCTBOM.

IToka3anuss K BBINMCKE ITallMEHTA I1OCJI€ IIAHOBOM TOCHHUTAIW3alMUd BO B3POCJIOC HCBPOJIOTNYCCKOC

OTACIICHUC!

- BBITIOJIHEHHUC IIJIaHa O6CJ'ICI[OB3,HI/I51 nanmyueHTa, B TOM YHCIIC OLCHKa PCCIMPATOPHBIX

HapyUIEHU;
- MPOBEJICHNE PEaOUITUTAIITMOHHBIX MEPOTIPUSITHH;

- YTOUHEHHE PEKOMEHIallui 10 ajibHENIeMY HAONIOIEHUIO U JICUEHUIO.

[TokazaHus 11 MJIAHOBOM TOCHUTAIU3ALMHI BO B3POCIOE XUPYPIUUECKOE OTACIEHUE:
- naiueHTsl co CMA, TpeOyrolie moCTaHOBKH TaCTPOCTOMBI;
- nanueHTsl co CMA, TpeOyrolie yCTaHOBKH TPAaXxeOCTOMBI.

ITokazanus a1 IJIAHOBOM TOCHUTAIW3allMUd B OT/ACJICHHE NaJUIMAaTUBHOM MCHHHHHCKOfI IIOMOIIIHN

B3POCIIBIM:
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- BBIPKEHHBIN 00JEBOM CHHAPOM, HE TIOJIAIOIINIICS JICUEHUIO B aMOYJIaTOPHBIX YCIOBHSIX, B TOM

YUCJIC HA IOMY;

- TAKCIIBIC ITPOABJICHUA, Tpe6y}01u1/1e CHUMIITOMAaTU4YCCKOTO JICUCHUA II0[ Ha6J'IIOI[eHI/IeM Bpada B

CTAaIMOHAPHBIX YCIIOBUAX,
- HOI[60p CXCMBbI TCpaIlluu AJIA IPOAJOJIKCHUA JICUCHUA HAa TOMY,

- AJ1 IPOBEACHUA MCIAMIMHCKHX BMCIIATCIBCTB, OCYHICCTBJIICHUC KOTOPBIX HCBO3MOXHO B

aMOyJaTOPHBIX YCIOBUSX, B TOM YHCJIE HA JIOMY.

Ecnu y B3pocioro manueHTa BBISIBIEHO CONMYTCTBYIOIIee 3a0o0jieBaHUe, TpeOyrollee XUpypruueckoro
BMEUIATENbCTBA, TO HEOOXOAMMO 3TO CHEIaTh B IUIAHOBOM MOPSAKE C MPEIBAPUTENBHON MOATOTOBKOM
u oOcnenoBanueM. PUcku onepaTMBHOrO BMEIIATENbCTBA B MJIAHOBOM IMOPSIIKE TOPa3ao HUXKE PUCKOB

IpH SKCTPCHHBIX BMCIIATCIIbCTBAX.

6.1.2. ITokazanus 1j19 SKCTPEHHO! rOCHUTAJIU3ALNMHI:

- PazButne y mammenta co CMA «oObI4HBIX» 3a0o0sieBaHMid (OCTpast BUpPYCHasi MHMEKIus,
OpOHXMT, TAaCTPOIHTEPUT C OOE3BOKMBAHMEM, AaMNMEHAMLIMUT U JPYrH€ OCTpbI€ BOCHAIUTENIbHbBIE
MIPOILIECCHI), HETIPEABUACHHBIC TIEPEIOMBI, 3aINIAHUPOBAHHBIC XUPYPrUUE€CKUE MPOLEAYPHI (HapuMmep,
YCTAaHOBKA JKETMyAOYHOTO 30HAA, OCTEOTOMHS Oeapa), HO TMPOTEKAIIMX THKENIO, YYHUTHIBAs

0CcO00EeHHOCTH OOJIE3HMU.

KoMMmenTapum: wenpto yxola 3a NalMEHTaMUM B OCTPOM CHUTyallud SBISETCS HOpPMalu3alus
razoooMeHa MyTEéM MPEIyNPEKIACHUS aTeICKTa3upOBAHUS M OYHWIIEHUS JbIXaTeIbHBIX IyTeh. B
OOJBITMHCTBE CITy4acB, 10 BO3MOXKHOCTH, 3TH 33/I1a4M JOHKHBI PEIIaThCs C TTOMOIIEI0 HEMHBAa3UBHOU

I/ICK}/CCTBGHHOI;'I BCHTHUJISLIUM JIETKUX.

1. PazBuTHe TSKENBIX )KU3HEYTPOKAOUIUX JbIXaTEIbHbBIX HAPYIICHUN ¢ TUMOBEHTUIISILUEN U allHO),
0e3 CONyTCTBYIOIIMX 3a00JIeBaHM, TP OSTOM JbIXaTelIbHbIE HApPYyIICHUs TPeOyIoT
pEaHUMAIIMOHHBIX MEPOIPHUSATUH, TMOKa3aHa TOCMUTAIU3alMs B MEIUIMHCKUE OpraHHU3alluy,
UMEIONINEe B CBOEH CTPYKType OTHEJCHHE AaHECTE3UMOJOTHMH pEeaHMMalud WU OJoK (manary)
peaHMMallid W WHTEHCUBHOM Tepanuu W O00ECHEeYMBAIOIIME KPYIIOCYTOUHOE MEIUIIMHCKOE

HaOJIIOICHUE U JICUCHHUE.
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KommeHnTapun: mpu BBIMOJIHEHUH MPOTOKOJIOB HEOTIOKHON TOMOIIM HEOOXOAUMO CBS3BIBATHCA C
MYJIBTUIMCUUIIIIMHAPHON OpUraoil (HEBPOJIOTrHYECKOW U MyJIbMOHOJIOTMYECKON), BKIIIOUasl Bpaya, Kak
MpaBUJIO, HEBPOJIOra, KOTOPbI OCBEIOMJIEH O TEYEHUH OOJE€3HH W NOTEHLUUAIBHBIX MpoliemMax
KOHKpeTHoro nanuenra. Kucinopon y mammeHToB ¢ CMA [10JIKEH MPUMEHSATHCS C OCTOPOKHOCTBIO.
Bropuynas rumokceMusi, 00yclOBI€HHAs! TUIOBEHTUISIIMEH, MOXKET ObITh CIyTaHa C THIIOKCEMUEH,
0OyCIIOBIEHHON APYTMMH MPUYMHAMM, TAKUMH KaK 3aKyIllopKa CIU3bl0 WK aTenekra3. KanmHomerpus
WJIM UCCJIEIOBAaHUE KHCIIOTHO-OCHOBHOTO COCTOSIHHSI M Ta30B KPOBHU MOMOXKET BHIOpaTh MPaBUIIbHBIN

PEKUM BCHTHUIIALNA JIETKUX.

Ilokazanus Ui MIIaHOBOUW T'OCHUTAIU3AIANA

6.2 IlpyuHIMIIBI OPraHM3aUU MeIUIUHCKON moMouy namuenram ¢ CMA

[TocranoBka auarno3a CMA CTaBUT MHOIO BONPOCOB NEpea POACTBEHHHUKAMH MAlUEHTa W MEpeN
CHelMaTuCTaMH, paboTalOIIMMU ¢ TAKUMHU MalueHTaMu. MHOTOYHCIIeHHbIE TPOOIEMbI, BO3HUKAIOIIHIE
npu oOHapyXeHUU W pa3BUTHH 3a0osieBaHuss CMA, nnsi pemieHus KOTOpbIX TpeOyeTcs rpaMoTHast
Opra"u3anys mnporecca NOMOIIM IPYU YYAaCTHUU MYJIBTUAUCUUAIUIMHAPHON KOMAaHJbl CIELUUAINCTOB U

CO6J'IIO)I€HI/IC OCHOBHBIX ITPUHIUIIOB U ITOAXO0O0B K €€ OKa3aHHIO.

I[aHHI:Ie MMPUHIMUIIBI JOJIZKHbBI CO6J'IIOI[3.TI>C}I Ha JTI000M 3Tare OKa3aHus MGI{HHHHCKOﬁ IIOMOIIM, KaK B

MOMCHT IIOCTaHOBKH JHAIrHO34a, TaK M Ha JIFOOOM dTarne Ha6HIOIIeHI/ISI nanucHTa.

[TaimeHT W ero mpeAcTaBUTENM JIOJDKHBI IMOJNy4aTh MOJIHYI0 HH(OpMaluio o 3aboieBaHUM, €ro

TCUCHHUH, IIATOICHE3C, IMMPOTHO3axX, OCIOKHCHUAX U METOAaX BO3MOKHOM TCpaluu.

Junarno3 CMA mnoapa3yMeBaeT BO3MOXKHOCTb OKa3aHUSI MEPBUYHOM, CIHEHHATU3UPOBAHHOW U

HaJUTMATUBHOM MEIUIIMHCKON MOMOIIM HA BCEX dTarax 3a00JI€BaHU.

[Tpu mocranoBke nuarno3za CMA, manmyeHT AODKEH OBITh HANpaBlieH K CHEIHAJIHCTy, UMEIOIEMY
onbIT padorel co CMA, obGnagaromiero coBpeMeHHOM HHpopManueil o TedeHUu 3abosieBaHUS U
BO3MOJKHOCTH Y4acTusl B KIIMHUYECKHUX HCCIIEAOBAHUSX (HOBBIX JIEKAPCTBEHHBIX IPENaparoB W/WIN

TEXHUUYECKUX YCTpOoMCTB). Takke BakKHBIM SIBIsieTCS MH(GOPMUPOBAHUE MAIMEHTOB M HUX CEMEN o
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CYIIIECTBYIOIIUX OOIIECTBEHHBIX OpraHU3alMSX, PAOOTAIONIMX C ATOW TPYIION JIOAeH, O Ciyxoe

MaJJIMaTUBHOMN Me,I[HL[I/IHCKOﬁ IIOMOIIIH.

K naGmronenuto 3a naruentom co CMA fomxHa ObITh MPUBJICYEHA MYJIBTHAUCIUIIMHAPHAS KOMaH/1a
CIEIMAJIMCTOB B COCTaBE: Bpady-HEBPOJIOL, BPaAu-TEPANEBT, BPAUY-TCHETUK, CICHUAIUCT IO
pECTIMPATOPHON TMOIACPKKE (Bpad-IyJIbMOHOJIOT HW/WIW Bpad-aHECTE3HOJIOT-PEaHUMATOJIOT), Bpad-
KapAuOJIOT, Bpa4-TPaBMaTOJIOr-OpTONE, Bpau-Xupypr, Bpad Mo MEAUIIMHCKON peaOuIuTaluu U Bpau-
dbuzmoTepareBT, Bpau-IUETOJION, BPAY-TACTPOIHTEPOJIOT, Bpauya MO NAUIMATUBHON MEIUIIMHCKOU
MTOMOIIH, a TaKXKe COTPYAHUKH MEAMIIMHCKUX OpraHu3amuil (M WX ToJpaseieHUN), OKa3bIBAIOIINE
CIEUUAIM3UPOBAHHYIO TAJUIMATUBHYI0 MEIUIMHCKYI0 TOMOIIb. Jlpyrve crnenuanucThl JOJKHBI

ITPUBJICKATHCA 110 MEPC BOSHUKHOBCHH CHGHI/I(I)I/I‘—ICCKI/IX HpO6JIeM.

KommeHnTapuu: Bpau-HEBpOJIOT, KaK CHEHUAINCT B OOJACTH HEPBHO-MBILIECUYHBIX 3a00JIeBaHU,
OCYIIECTBIISIET OCHOBHOE HaOmrogeHue 3a mamueHtamu co CMA. B kpyr oOs3aHHOCTEH Bpada-
HEBPOJIOTa BXOAUT OOCJIEIOBaHNE U MMOCTAHOBKA JIMAarHo3a, HPOPMUpPOBaHHE CeMbU O 3a00JIeBaHUM,
COCTaBJICHHE IJJaHA MHOTONPO(UIBHOTO HaOIIOAEHUS, OCYIIECTBICHUE HAOMIOACHUS 32 MALMEHTOM,
OLICHKAa JMHAMUKA M CTENEHH MPOTPEeCcCUpPOBaHUS 3a00JIEBaHMSI TPU PETYISIPHBIX OCMOTpax,
Ha3HadeHue Tepanuu. Ha osrame oxa3zaHus CHenuaIu3upOBAHHOW MEAWIIMHCKOW TIOMOIIM Bpau-
HEBPOJIOT MPUHUMAET y4acTUe B OIIEHKE (PYHKIMOHAIBLHOTO COCTOSHUS MAIlMeHTa (OIIeHKA 10 IIKaJIaM
HEpBHO-MbIIIEUHbIX Hapymenuit npu CMA). Ilpu cocrtaBieHuM IUJIaHA MHOTONPO(UIBLHOTO
HAOMIOZCHUS, Bpau-HEBPOJOT OIpPEAENsAeT KPAaTHOCTh HAOMIONEHUS Yy JIPYTUX CHEIUATUCTOB
MHOTOTPO(MUIBLHON KOMaHbl, COOTBETCTBEHHO TEKYIIEMY COCTOSHUIO manueHTta. [lpu kaxagom
OCMOTpPE Bpay-HEBPOJIOT OCYIIECTBISIET TIEPEOLIEHKY TEKYIIero COCTOSHHs TMalueHTa U B
COOTBETCTBHM C 3TUM BHOCHUT KOPPEKTHUPOBKHM B IUIaH MHoOrompoduiabHOoro Habmonenus. B cBoux
PEKOMEHJIAIMAX Bpau-HEBPOJOT yKa3bIBa€T HEOOXOIMMBbIE TAIMEHTY TEXHUYECKHUE CpelCcTBa
peabunuTanuy, MEAUIMHCKYIO anmapaTrypy, CpeACTBa OpTONEINYECKON KOPpPEeKIUH, JeKapCTBEHHBIE
npenaparbl, W3AeNus MEIULHUHCKOTO Ha3HAYeHWs] W Jp. B COOTBETCTBUM C BBISIBJICHHBIMU

HOTpe6HOCT$IMI/I manueHTa 1 pCKOMCHAAIUAMU HpO(bI/IJ'IBHBIX CIICaJInuCTOB.

Heobxonumo crienoBaTh MPUHIINIY «PAaHHETO BMEMIATENbCTBA», YTO MOApPa3yMeBaeT MPO(HUIAKTHKY
HEM30€KHO BO3HUKAIOIIUX OCJIOKHEHUWH Ha (oHe pa3BUTUS 3a00J€BaHMUA U paHee NPUMEHEHHE

TEXHUUYECKUX CPEACTB peaduInuTaluu, MEIUIIUHCKOHN anmnapaTypsl U JpyruX METOJI0B TepaIlnu.
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7. JlonoJtHUTEIbHAA MH(pOpMaLUA (B TOM YHUCJIE
(baKkTOpPBI, BJUSIONINE HA MCXO0/ 3200/1eBAHUA UJIH
COCTOSIHMA)

JlonomHuTenbHASI HHGOPMAITUS OTCYTCTBYET.
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Kpurepun onieHKH Ka4yecTBa MeIUIUHCKOU MTOMOLIH

N¢ OueHka

Ne Kputepuun kauyecrBa BbINOHEHNS

1 BbINO/THEHO MONEKYNApHO-TeEHETUYECKOEe WCCTef0BaHMe MaToreHHbIX BapuaHToB B reHe SMN1 Bcem Aa/HeTt
rnauneHTam ¢ nogo3peHvem Ha CMA

2 BbinonHeHO onpegeneHuve yucna Konuik reHa SMN2 y naumeHTa C MOATBEPXAEHHbIM TEeHEeTUYECKUM Aa/Her
anarHosom CMA

3 BbinonHeH npueM (OCMOTP, KOHCy/bTauusi) Bpaya-HeBposiora rMepBUYHbIN BCEM MauMeHTaM C Aa/HeT
nopo3peHmem Ha Hanmume CMA

4 BbinonHeH nNpuém (0CMOTP, KOHCY/bTauus) Bpaya-reHeTMka nepBuUYHbIA BCEM NMauUMEHTaM C NOAO3PEHUEM Aa/HeTt
Ha Hannume CMA

5 Hauata Kkak MOXHO paHbwe natoreHeTnyeckas Ttepanua CMA BceM nauMeHTaM C TeHEeTUYEeCcKH Aa/HeT
noATBepPXAEHHbIM AMarHo3oM (BHe 3aBMCMMOCTM OT Bo3pacTa AebioTa 3abosieBaHus, TeKyLero Bo3pacrta
rnauueHTa n NCXoaHoro yHKUMOHANbHOIo cTaTyca)

6 lMpoBeaeHa oueHka OYHKUMOHANbLHOIO ABUraTeNlbHOro craTtyca B3poc/abix naumeHtoB co CMA no Aa/HeT
COOTBETCTBYHOLWNM DYHKLMOHANbHbLIM LWKafaM U TecTaM Ha BpeMs

7 [MpoBeaeHa oueHka MYHKLMN KeBaHUS U rNoTaHUsA NaumeHTam co CMA Aa/HeT

8 lMpoBeaeHo wuccnefoBaHME HECMPOBOLMPOBAHHbLIX AblXaTelbHbIX O0O6HEMOB WM MNOTOKOB B3POC/bIM Aa/HeTt
nauneHtam co CMA

9 MpoBenéH npuém  (OCMOTP, KOHCy/nbTauusl) Bpada-ny/JbMOHOMOra  MEepBUYHBLIA  MNauneHTy ¢ | Aa/Her
noaTBepXAEHHbLIM AnarHozom CMA

10 MpoeeseH npuéM (OCMOTP, KOHCY/bTauMs) Bpada-TpaBMATONOra-opTonesa MepBUYHbIA NauWeHTy C Aa/HeT
noaTBEpPXAEHHbIM AnarHozom CMA
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Ipuaoxkenue Al. CocraB padouer rpynnsl mno
pa3paloTke H mepecMOTpPy KJIHMHUYECKHX
pPeKoOMeHaaAlni

AnucumoBa MHra BaauMoBHa, Bpau-reHETHK, 3aBEIyIOIIasi OTIEJIOM OpPraHu3allud MEIUIUHCKOU
nomou ®PI'bHY «Menuko-reHeTnueckui Hay4dHbI HeHTp nmeHn akajgemuka H.I1. boukoBa», K.M.H.

AptrembeBa Cpernana bpoHuciaBoBHaA, HEBpOJIOL, 3aBeayIOLIas JETCKUM ICUXOHEBPOJIOTHYECKUM
ornenenueM-2 OCII HayuHo-uccnenoBaTebCKUd KIMHUYECKUA WHCTUTYT neauarpuu um. FO. E.
Bensrumesa ®T'AOY BO «PHUMY um. H.U. [Tuporoay M3 PO, k.M.H.

benoycosa Enena JImutpreBHa, HEBPOJIOT, 3aBEAYIOMIAs OTIEIIOM IICUXOHEBPOJIOTUHN U SMUJICITOJIOTUU
OCII HayuHo-HcclieqOBaTENbCKUI KIMHUYECKUM WHCTUTYT nenuarpuu um. FO.E. Benbsrumiena
OI'AOY BO «PHUMY UM. H.U.ITMPOI'OBA» M3 P®, npodeccop, A.M.H.

Bonbckuit ['puropuit bonucnaBoBuu, Bpau TpaBmatojor-opronen, ['AY3 TO JIJIPI] «Hanexnma» T
TroMeHb

Bnomaseny JIlmMutpuii  BimaauMupoBH4Y, HEBPOJIOL, BEAYLIIMM HAy4HbIM COTPYJHUK OTHeNa
ncuxoneBposoru u snwientoigorun OCII HayyHo-uccienoBarenbCKui KIMHUYECKUH HHCTUTYT
neauaTpu U aetckol xupyprum um. akagemuka FO.E. BensrumeBa ®IAOY BO «PHUMY um.
H.N.ITuporosa» M3 P®, noueHt xadeapbl HEBPOJIOTHH, HEUPOXUPYPTUU U MEIUIIMHCKOM T€HETHUKU
uMenu akaaemuka JI.O. bamansna nemuarpuueckoro ¢akynsreta ®I'AOY BO «PHUMY umenu
H.U. IluporoBa» MunzapaBa Poccum, IlpesupeHt Accoumanuu OETCKUX HEBPOJIOTOB B 00JACTH
muonorun «HEOMMO», k.M.H.

I'epmanenko Ombera OpbeBHa, ydpeauTeab W AUPEKTOP OJAroTBOPUTEIHHOTO (DOHIA TIOMOIIH
OOJBHBIM CIUHAJIBHOW MBIIIEYHOW aTrpodueld M JIPYTMMH HEPBHO-MBIIICYHBIMU 3a00JICBaHUSMU
«Cembpu CMA»

I'y3eBa Banentuna lBaHoBHa, HeBpousor, 3aBeayromas Kadeapoil HEBPOJIOTHH, HEHPOXUPYPIrUU U
meaunuHckord reHetuku OI'BOY BO Canxkr-lletepOyprekuii rocynapCcTBEHHbBINM TEIUAaTPUUECKUN
MEIUIIMHCKAN YHUBEPCUTET, UlieH-KoppecnoHaeHT Poccuiickoit Akagemun EctecTBo3Hanus, [ 1aBHBIM

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

3a0uenkoBa Bukropuss BmanumupoBHa, Bpau 1a0OpaTopHbId T€HETHK, K.M.H., CTapIIMi Hay4YHbIN
corpynauk naboparopun JIHK muarnoctukm mabopatopum JIHK muarnoctuku ®I'BHY Mennko-

reHeTUYEeCKUI HayyHbIN eHTp uMeHu akagemuka H.I1. BoukoBa, k.0.H.

NBanoBa l'anmna EsrenneBHa, IIpencemarens OOmepoccHuiickoil 0OIIECTBEHHOW OpraHU3aIlin
CONICUCTBUS Pa3BUTHUIO METUIIMHCKOW peadunurtonoruu «Coro3 peadumuTonoroB Poccum», TiraBHBII
CHEIUATUCT TI0 MEAWIMHCKOW pealdunuTanuu MUHHCTEpPCTBA 3lpaBOOXpaHeHus Poccuiickoi
®enepauuu, ®PMBA Poccun, 3aBeayromas kadenpoit meaunuHckon peadunurtanuu OO0 I'BOY
BITIO PHUMY wum. H.W. Iluporosa, pykoBogutens HUILl mequnnackoin peadbunuranuu OI'Y GIIMH
®MBA Poccun, a.M.H., mpodeccop
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Nnnapuomkun Cepreit HukomaeBud, HeBposior, A.M.H., ipod., akagemuk PAH, nupextop MucTUTyTa
mo3ra ®I'BHY «HayuHblil HEHTp HEBPOJIOTUNY», 3aMECTUTEIb TUPEKTOpa 110 HayyHoil pabore ®T'BHY

«Hay4Hblil HEHTp HEBPOJIOTU

Kenuc Bmagumup Mapkosuy, 3amecturens nupekropa OI'BY «HayuHo-uccnenoBarenbCckuil 1eTCKUN
opronenuyeckuit uHctutyt umenu [.M. Typuepa» Munzapasa Poccuu, 1. Caunkr-IlerepOypr,
PYKOBOJIUTENb OTJEICHHUS MATOJIOTHU CTOIbI, HEHPOOPTONEAUH M CUCTEMHBIX 3a00JIeBaHMM, 1.M.H.,
yieHn EBpormeiickoro o0miecTBa IETCKUX OPTOMENOB M AMEPHUKAHCKON akaJeMHuH IepedpaabHOTo

Iapajnva.

KntomnukoB Cepreit AHATONbEBUY, HEBPOJIOL, K.M.H., BEIYyUIMA HAy4HBIM COTPYIHUK S-TO
HEBPOJIOTUYECKOTO OTACIICHUS C MOJIEKYIIPHO-TeHeTUUECKOM Taboparopuelt MHCTUTYTa KITHHUYECKOM

u npo¢unakruyeckoit Heponoruu ®I'BHY «Hayunslil neHTp HEBpoIOTUn».

Konecos Cepreii BacuibeBud, pyKOBOJUTENb OTAEICHUS Marojoruu no3BoHouHuka OI'BY «HMUI]

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

KomapoBa Oxcana HwukomaeBHa, Bpad neauarp, racTPOIHTEPOJIOL, JMETOJOL, CTapIINil Hay4YHBII
corpyaHuk otaena ractposntreponorun OCII HayuHo-uccnenoBaTeabCKUi KIMHUYECKUH WHCTUTYT
neauarpun uM. FO.E. Benstumesa ®I'AOY BO «PHUMY M. H.U.ITUPOT'OBA» M3 PO, k.M.H.

Kyp6aroB Cepreii AnekcaHapoBWY, K.M.H., Bpa4-T€HETHK BBICIICH KBaTU(UKAIIMOHHON KaTeropuw,
HEBPOJIOT, TeHETHK, Bpau (QyHKuuoHalbHOU auarHoctuku OOO «3noposbiii Pebenok" (Boponex),
CTapliMii Hay4HbId COTpyOHUK HaydHO-uCCIenoBaTeNbCKOI0 HHCTUTYTA JKCHEPUMEHTAIbHOU
OWoJorMM U MEAUIMHBI, BOpOHEKCKMI ToCynapCTBEHHBIM MeauuuHCKU yHuBepcuteT um. H.H.
Bypnenko; TimaBHBIA MEIMIIMHCKUN COBETHUK Mo peakuMm 3aboneBanusiMm OOO Cemantuk Xao,

MockaBa.

Kyues Cepreit IBanoBuu, akagemuk PAH, nupexrop ®I'BHY Menuko-reHeTH4eCKHil HayYHbI HEHTP
nmenu akajgemuka H. II. boukoBa, IiaBHBIM BHEIITATHBIM CHEIUAINUCT MO MEIUIIMHCKOM T€HETHUKE

Munsapasa Poccun, npe3uneHT Acconranuy MEIMIUHCKUX TeHETUKOB Poccun, 1.M.H.

Hem3opoBa [Inana BnamumuposHa, Ilpencenmarens IlpaBneHus HEKOMMEPUECKOM OpraHU3aUU
«Acconuanus npo(ecCUOHAIBHBIX YYaCTHUKOB XOCHHMCHOW NOMOIIN», aupekrop PDenepaibHOro
Hay4YHO-IIPAaKTUYECKOro LIEHTpa najummatuBHON meauuuHckol nmomomu OI'AOY BO Ilepsoiii MI'MY

uM. .M. CeuenoBa Mun3znpasa Poccun (CeueHOBCKHIT YHUBEPCUTET), K.M.H.

Hukutun Cepreit Cepreesuu, Ilpencenarens PernonanbHOW OOIIECTBEHHON — OpraHU3alUU
«OO0I11eCTBO CHEIUANTNCTOB MO HEPBHO-MBIIICUYHBIM OOJIE3HSAM», 3aBEAYIOIINA Kadenapoil reHeTHKU
HepBHBIX O00e3Helt ®I'BHY « MI'HL» a.m.H., mpodeccop

[TonsikoB Anexkcanap Bmamumuposud, 3aBeayrommuii jgadoparopueit JIHK nuarnoctuku ®I'BHY

Menuko-reneTnuecKkuii HayyHblil HeHTp umenu akagemuka H.I1. boukosa, unen-koppecnonnent PAH,
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Pynenxko JImutpuii Uropeswu, 3amecturens miaBHoro Bpaua CII6 I'BY3 «lopoackas
MHoronpo¢uiabHas 6onpHuna Ne2y Cankr-IlerepOyprckoro Menununckoro Yuusepcurera um. M.II.

[TaBnoBa, 1.M.H., mpodeccop

Cy606otun JImutpuii Muxaiinosud, Bpad-reHeTuk ®I'BHY «Mennko-reHeTH4eCKuii HaydIHBINH LIEHTP

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

CynoneBa Haranbst AnekcanapoBHa, HEBPOJOT, Bpau (HyHKIMOHATHHOW JTUArHOCTHKH, J.M.H., IPod.,
yneH-koppecrionneHT PAH, mupextop WMHctuTyra HeiipopeaOuiuTallid M BOCCTAaHOBUTEIHHBIX

texHonorut ®PI'bHY «Hayunslii eHTp HEBPOJIOTUW

CycnoB Bacunmii MuxaiinoBud, HEBpOJOr, accUCTeHT Kadenpsl peadmmuronorunu DI u IO,
OI'bOY BO  «Cankr-lletepOyprckuii  rocyiapCTBEHHBIM — NMEAMATPUUYECKUM — MEAUIIMHCKUN

yHuBepcure™» Munsapasa Poccun.

[numokoBa KOnust AnexcanpoBHa, HEBPOJIOT, K.M.H., HAyUYHbI COTPYIHHUK 5-TO HEBPOJIOTHYECKOTO
OTHCNEHUS] C  MOJIGKYJSIpHO-TeHeTH4Yecko  maboparopueid  MHCTHTyTa  KIMHMYECKOM U

npodunakruueckoit HeBponoruu GI'BHY «HayuHblit 1IeHTp HEBPOJIOTHI.

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

ceryacy», K.M.H.

SctpebueBa Mpuna [lerpoBHa, HEBpOJIOT, Bpad (pU3MUECKON U peaOUINTAMOHHOM MEIULMHBI, JO0L.,
npodeccop kadbenpsr HeBposoruun u Hehpoxupyprun ®I'BOY BO HBanoBckas rocymapcTBeHHas

MeIUIUHCKas akaaeMuss Munzapasa Poccuu, J1.M.H.

Konduaukr uatepecos:
Apmemvesa Ceemnana bponucnasosna

OO6pa3zoBareabHbIe TPAHTBI M TOHOPAPHI 3a Jeknuu oT Kommanui SAuccen, Pom, PTC mo nmpoGmemam
HEPBHO-MBIIICYHBIX 3a00JIeBaHUN. YperynupoBaHue KOH(MINKTA: HE UMeeT (PMHAHCOBBIX MHTEPECOB B

YKa3aHHBIX KOMITIAaHUSX, HE Y4aCTBOBAJIa B HAaNMcCaHUM pazaena «llarorenernueckas tepanus».
benoycoea Enena /[mumpuesna

ToHopap or xoMmanuu SIHCCEH 3a JEKLHIO. YPErylupoBaHUWE KOH(IIMKTA: B JIEKIIMU OOCYXKJaJUCh

TOJILKO BOIIPOCHI AquarHoctuku CMA.

Bnrooasey JImumpuii Braoumuposuu
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I'maBHBI wucciemoBaTelb B MEXIYHAPOIHBIX KIMHUYECKUX MCCIEIOBAHUSAX CO CIOHCOPCTBOM
xomranuii 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-bapma. VYperymmpoBanme KoH(DIUMKTa: HE wMeeT (HUHAHCOBBIX
WHTEPECOB B YKa3aHHBIX KOMIIAHWAX, HE Y4YacTBOBaJ B HamucaHuu paszaena «llatorenermueckas

Tepanus.
I'epmanenxo Onvea IOpvesha

T'oHOpapHI 3a JTEKIIMK ¥ KOMITICHCAIMS TPAHCIIOPTHBIX PAacXO/IOB 33 YYaCTHE B DKCIIEPTHBIX COBETaX OT
kommnanui Biogen, Novartis Gene Therapies, Novartis, Roche. Yperynmuposanne koH(IHKTa: HE IMEET
(MHAHCOBBIX MHTEPECOB B YKAa3aHHBIX KOMITAHUSX, B JICKIIUSAX M SKCIIEPTHBIX COBETaX OOCYKIAIHCh
BOTIPOCHI ITyTH TAIlME€HTa CO CIHWHAJIBLHOW MbIIIeYHOW arpoduel. He ydacTBOBasia B HammcaHUU

pasnena «llatoreneTnueckas Tepanus».
Unnapuowxun Cepeeu Huxonaesuu

Ionopap ot xommnanuii Pom-MockBa u SIHcceH 3a Jekuuu. YperyaupoBaHHE KOH(IUKTA: B JEKIUU
00CYXXJIaJTUCh TOJIBKO BOMPOCHI Maropu3nonoruu u aumarHoctukn CMA, He nMeeT (UHAHCOBBIX

MHTEPECOB B YKa3aHHBIX KOMITAHHUSX.
Kypbamoe Cepeeii Anexcanoposuy

Tonopap or xomnanuu SHCCeH 3a JEKUMH. YPEryaupoBaHHWE KOH(IUKTA: B JIEKIMU OOCYXKIAINCH

TOJILKO BOIPOCHI Matoduanonoruu u quarioctuku CMA.
Knrownukoe Cepzeii Anamonvesuu

Tonopap ot xommanuu SHCCeH 3a NEKIHMH. YPEryaupoBaHHE KOH(DIUKTA: B JIEKIIMH OOCYXKIAINCh
TOJIBKO BOIpockl natopusnonoruu CMA u npoGiema BBINOJIHEHUS JTIOMOAIbHON MyHKIUH, HE UMEET

(MHAHCOBBIX HHTEPECOB B YKA3aHHON KOMITAHUH.
Cynonesa Hamanws Anexcanoposna

T'onopap or xommnanuii Pom-MockBa u SIHcceH 3a JeKuuu. YperyaupoBaHHE KOH(IMKTA: B JEKLUUU
00CYXIanuCh TOJBKO BOMPOCH (¢u3udeckoil peabwmmraruu nmpu CMA, He nMMeeT (HUHAHCOBBIX

WHTEPECOB B YKa3aHHBIX KOMITAHUSIX.
LInunwoxoea IOnus Anekcanoposeua

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

(PMHAHCOBBIX UHTEPECOB B YKA3aHHBIX KOMITAHUSIX.
LImabnuykuii Bacunut Anopeesuy

IoHopap or xoMmanuu SIHCCEH 3a JEKLHUIO. YPErylupoBaHHWE KOH(IIMKTA: B JIEKIIMU OOCYXKIaTUCh

TOJIBKO BOITPOCHI pecnuparopHoil nogaep:xku mpu CMA. 3 _
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IIpunoxkenune A2. MeronoJiorusi pa3padoTku
KJINHUYECKHUX PeKOMEHIAIMHT

He.]'leBaﬂ AYAUTOPHUSA JAHHBIX KIHHUICCKHUX peKOMeHI[aIII/Iﬁ:

1. Bpauu-HeBponoru, Bpauyu-TPaBMaTOJIOTU-OPTOIE b, Bpaunu-HEHPOXUPYPTH, Bpaul-aHECTE3UOIOTH-
pEaHMMATOJNIOTH, BpPAYU-TACTPOIHTEPOJIOTH, BPAUYMU-IUETOJIOTH, BpPAYM-IIYJIbMOHOJOTH, Bpadu-
KapJuoJIOTH, BpayH MO JeueOHON (U3KYyNbTYype, Bpauu (GU3NYECKON U peaOUIUTAlIMOHHOW METUIMHBI,

Bpa4M-dHIOKPHUHOJIOT Y, BpaYH-TEPAIIECBTHI.
2. CTyaeHThl MEIUIIMHCKUX BY30B, OPJAMHATOPBI, ACIIUPAHTBHI.

MeTOI[bI, HCIMOJb3YEMbIC JIA cﬁopa/cenelcmm A0KA3aTECJAbCTB: IIOMCK B JJICKTPOHHBIX 0azax

JTaHHBIX.

Onucanue MeTOA0B, HCHOJH30BAHHBIX /LISl OIEHKH KAa4eCTBA W CWIbI JI0Ka3aTeJbCTB:
J0Ka3are’abHOH 0a30if [UIsi peKOMEHIAlMii SBISIOTCA MyOnukanuu, BoueAmue B KokpeiHOBCKyro
6ubnmoreky, 6a3sl qanHbIXx MEDLINE u PubMed.

['my6una noucka — 10 ner.

MeToabl, HCTIOIb30BAHHbIE JJIsl OIEHKH Ka4yeCTBA M CHJIbI JI0KA3aTeIbCTB:
- KOHCEHCYC DKCTIEPTOB;

- OIIEHKA 3HAYUMOCTH B COOTBETCTBHH C PEUTHHIOBOM CXEMOM (CXema MpHIaraeTcs).

MeToabl, HCIIOJIb30BAHHBIE [IVIS1 AHAJIM3A I0KA3aTe/IbCTB:
- 0030pbI OMyOTMKOBAaHHBIX METa-aHATIU30B;

- CUCTCMATHUYCCKHUC 0630pI>I C Ta6J'II/IIlaMI/I J0Ka3aTcCJIbCTB.
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Onucanue METOA0B, HCITIOJIB30BAHHBIX /IJIS1 aHAJIHU3a T0Ka3aTECJIbCTB

HpI/I OT60pC HY6HHK3HHﬁ KaK IMOTCHIHUAJbHBIX KCTOYHHKOB JOKAa3aTCJIbCTB UCIIOJIb30BaHHAA B KaXJIOM

HCCIICAOBAHUN MCTOAOJIOTUS H3Yy4YaCTCAa IS TOIO, YTOOBI Y6GI[I/ITBC$[ B €€ BaJUAHOCTH. P C3yJIbTaT

HN3Yy4YCHUs BIMACT HAa YPOBCHb AOKA3aTCIILCTB, HpHCBaHBaeMBII;'I Hy6J'II/IKaLII/II/I, 4TO B CBOIO OUYCpPCAb,

BJIMACT HAa CHITY peKOMCHHaHHﬁ. I[J'ISI MHHUMU3AIUH IMIOTCHIHAJIbHBIX (91117 (J0)S KaXJ10€ UCCIICA0BAHUEC

OLCHHUBAJIOCh HE3aBHCHUMO. JIro0bIe pasiniaust B OHOCHKAX O6CY)KI[2U'II/ICI> BCel rpynnoﬁ ABTOPOB B

IIOJIHOM COCTaBcC. HpI/I HCBO3MOXXHOCTH JOCTHUXCHHA KOHCCHCYCA IIPUBJICKAJICS HE3aBUCUMBIN 9KCIICPT.

B naHHBIX KIMHUYECKHX PEKOMEHIALUSIX BCE CBEACHUS PAHKUPOBAHBI 10 YPOBHKO JOCTOBEPHOCTHU

(nokazarenbHoCcTH) WK Y/[/[ B 3aBUCMMOCTH OT KOJIMYECTBA U KauyeCTBa MCCIICIOBAHUN IO JaHHOMU

npoOneme (Tabnuiia 2 1 Tabnuna 3).

Taoaumna 2

[Ixana onenxku Y/ a1 1MarHoCTUYECKUX BMEIIATEILCTB™.

van Mepapxus AN3aliHOB KJIMHUYECKUX UCC/iefoBaHM No y6biBaHUIO YPOBHSA AOCTOBEPHOCTM AOKa3aTesIbCTB oT 1
no s

1 CuctemaTnyeckme 0630pbl UCCNEeAOBaHWI C  KOHTponeM pedepeHCHbIM MeTOAOM WU  CUCTEMaTUYeckuii  063op
pPaHAOMU3NPOBAHHbIX KIIMHUYECKUX NccneaoBaHmn ¢ npuMeHeEHMeEM MeTa-aHalsim3a

2 OT,EI,eﬂbeIe mnccnegoBaHmna C KOHTpOJ'IEM pecbepeHCHblM MEeToA0OM WU OTAEJSIbHbIE paH,Cl,OMVIBVIpOBaHHbIe KJIMHUN4YecKune
ncecnegoBaHna Mo cnctemMatTuydeckume 0630pr VICCJ'Ie,EI,OBaHVIVI nrobéoro ﬂMBaVIHa, 3a WUCK/IKYEHMEM PaHAOMU3NPOBAHHBbIX
KINNMHNUYECKNUX nccnegosaHnmn, C nppuMeEHEHNEM METa-aHann3a

3 WccnenoBaHus 6e3 nocneaoBaTeslbHOr0 KOHTPOsS pedepeHCHbIM MeTOA0M MW UCCenoBaHus C pedepeHCHbIM MeToAoM,
HE ABNAKWMNMCA HE3aBUCUMbIM OT UCCIEAYEMOro MeToda UM HeEPaHOAOMU3MPOBaAHHbIE CpaBHUTENbHbIE UCCIEA0BAHUA, B
TOM 4YNCNe KOropTHble nccneaoBaHuna

4 HeCpaBHMTeﬂbele nccneaoBaHus, onncaHmne KIIMHNYeCKoro cnyydas

5 NmMeeTca nuwb o60CcHOBaHME MexaHu3ma ,Cl,ei/JICTBVIFI NN MHEHNE 3KCNEPTOB

Tao6auua 3

HIkana onpeneaennss Y gasa  Je4eOHbIX, PpPeadMJIMTALMOHHBIX, NPOPUIAKTHYECKUX

BMeEIIATeJILCTBY.

Uepapxusn AU3aAHOB KJIMHUUYECKUX UccrepoBaHui no y6bIBaHMIO YPOBHSI OCTOBEPHOCTU AOKa3aTeNbCcTB OT 1

yan no s

1 CvcteMaTUyeckuin 0630p paHAOMU3NPOBAHHBIX KIMHUYECKUX UCCIeA0BaHUI C MPYMEHEHMEM MeTa-aHanusa

2 OTaenbHble PaHAOMM3MPOBAHHbIE KJIMHWYECKME WCCIEA0BaHMA W cucTeMatnyeckne 0630pbl MCCleAoBaHwWii o6oro
[Av3aiiHa, 3a UCK/0YEHMEM PAHAOMU3UPOBAHHBIX KIMHUYECKUX UCCIe0BaHN, C MPUMEHEHWEM MeTa-aHaam3a

3 HepaHAOMU3UPOBaHHbIE CPAaBHUTENbHbIE UCCIEA0BAHUS, B TOM YMCIIE KOTOPTHbIE UCCIeA0BaHUS

4 HecpaBHWTENbHbIE WCCEAO0BAHWUS, OMUCAHWE KJIMHWMYECKOrO Cflyyas WM CepuM C/y4yaeB, WUCCNefOoBaHME «Crydaii-

KOHTPOJ/1b>»
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van Uepapxusa AM3aiHOB KJIMHUUYECKUX UCciefoBaHUi No y6biBaHUIO YPOBHS 4OCTOBEPHOCTU AOKa3aTesbCTB OoT 1
pobS5

5 NMeeTca nuwb 060CHOBaHME MexaHW3Ma [eNCTBMA BMeLWaTenbCcTBa (AOKAWHUYECKME WCCNeAoBaHUs) WM MHeHue
3KCMnepToB

Jlanee onpenensics ypoBeHb yOSTUTEILHOCTH peKOMEHIaInii — Tabmuma 4
Tadauua 4

IIkana onpexejseHuss YYP jpiasi auMarHocTu4eckux, Je4eOHbIX U NPOPHIAKTHYECKHX

MepOoTpusTU’™.

YYP PacwudcdpoBka

A CunbHas pekoMeHzaumsa (Bce paccMaTpuBaeMble KpuTepun 3PhEKTUBHOCTU (MCXOAbl) SBASKOTCA BaXKHbIMU, BCe
WUCCrefoBaHMsl MMEKT BbICOKOE WM YAOBJIETBOPUTENbHOE MEeTOA0JIOMMUYecKoe KayecTBO, UX BblBOAblI MO WHTEPECYHLNM
NCXoaaM ABNAKTCA COFﬂaCOBaHHbIMVI)

B YcnoBHasa pekoMeHaauus (He BCe paccmaTpuBaemble Kputepun 3D@PeKTUBHOCTM (MCXOAbl) ABASKOTCS BaXKHbIMW, He BCe
WUCCNefoBaHMsl MMEKT BbICOKOE WM YAOBJIETBOPUTENIbHOE METOAO0JIOrMYeckoe KayecTBO W/uiau ux BbIBOAbI MO
MHTEpEeCYLWmMM UCX04aM He ABASIOTCA COrlacoBaHHbIMK)

C Cnabasi pekoMeHgauusi (OTCYTCTBME [OKas3aTesNbCTB Hagjexalwero KkadectBa (BCE pacCMaTpuBaeMble KpuUTepuu
3(pHeKTUBHOCTM (MCXOAbI) ABNAOTCS HEBAaXHbIMM, BCE UCCNEAOBaHUS UMEKT HU3KOE METOAONOrMYEeCcKoe KayecTBO U UX
BbIBOAbI MO MHTEPECYIOWMNM UCXOAAM He ABSTCS COrnMacoBaHHbIMM)

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

Iopsinok 00HOBJIEHUS KIMHUYECKUX PEeKOMEeHIAIUIA.

MexaHu3Mm OOHOBIIGHHUS KIMHUYECKUX PEKOMEHJAIMN MpelycCMaTpuBaeT HUX CHCTEMAaTHYECKYIO
aKTyallM3alfio — HE Peke YeM OJUH pa3 B TPH roja, a TaKXKe MPU TOSBICHUH HOBBIX JIaHHBIX C
NO3UIMK JO0Ka3aTeJIbHONM MEIUIIMHBI 110 BONPOCAaM JHWAarHOCTUKM, JICUEHUs, NPOPHUIAKTUKUA U
peadmIuTaly KOHKPETHBIX 3a00J€BaHUM, HAIMYUU OOOCHOBAHHBIX JIONOJHEHUI/3aMeuaHuil K paHee

yTBepxkAEHHBIM KP, HO He yamie 1 pa3za B 6 mecsues.
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IIpunoxkenune A3. CnpaBo4yHbIe MaTePHAJILI,
BKJIIOYasl COOTBETCTBHE NOKA3AHUI K IPUMEHEHUIO H
MPOTUBOIOKA3AHUI, CIOCO0O0B MPUMEHEHHUA U 103
JIEKAPCTBEHHBIX MPENaparoB, MHCTPYKIIMH 110
MPUMEHECHHIO JIEKAPCTBEHHOIO npenapara

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

"O6 yTBEepX ACHUN 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 Munzapaa Poccuu ot 15.11.2012 N 926u "OO6 yrBepxkaeHuun Ilopsiika okazanus

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

4. WHCTpyKIUS 10 TPUMEHEHHIO JISKAPCTBEHHOTO TIperapara HyCHHEpCEeH™*, MOCTyMmHO Ha BeO-

nopraje ['ocynapcTBEeHHOIo peecTpa JeKapCTBEHHBIX CPEJCTB MO CChUIKE:

https://grls.rosminzdrav.ru/Grls_View_ v2.aspx?routingGuid=1122c0fa-2d51-462b-b3b9-
f348213aa446&t=

5. WNHceTpykiust Mo MpUMEHEHUIO JIEKapCTBEHHOTO Mperapara pucaumiaM™*, nocTymHo Ha BeO-

ImopTajc FOCYJIapCTBCHHOFO peecTpa JICKAPCTBCHHBIX CPCACTB IO CCBIIIKC!

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

Aaroputm auarioctuku CMA

(ﬂo.qoapeme Ha CMA)

OnpefeneHye KonNW4ecTea
KOMWA aK3oHoe 7 1 B 8 SMNT

] 1
0 konui 1 Konus 22 Konui
!

A
[uarvos CexBeHUpoBaH1e
noATEEPKOEH SMNT

OTAroLWEHHBIR
CEMEWHBIN
aHamHea?

r
—— ~ AwarHocTuyeckuin
DOuardocTuka Ja MaroreHHbIA NoMCK
HocuTenscTea y OnpepeneHue BapuaHT?
poauTenen yucna konuin SMN2

IMI, SHMI, KOK, NGS,
CeKBeHUpoBaH1e

[varHoCTMKa OCNOMHEHHIA CO
CTOPOHEI ABIXATENBHOMN, ONOpHO-
OBUraTENLHOM,
NWLLIEBAPUTENEHOM 1 Ap. CUCTEM

AJITOPUTM TAKTHKH OPTONEINYECKOI JUATHOCTUKY H JeUeHHs CKOJIM03a Yy B3POCJIOro mamueHTa
c CMA
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AJITOPUTM pecUPATOPHOM moaAep: KKk y nauuenta ¢ CMA
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AN

thyHKUMOHAaNbHoe
cocToAHue?

He cugut Cuaut camocToATeNnbHO XOOUT CAMOGTORTENLHO
CaMOCTOATENbHO
AKTUBHBIN nouck [H Mowuck AH (kawnesan dakTopbl pwcrﬁ
(kawnesas dyHKUuA, thyHKUMS, CIMPOMETPIS, (“”d’g:ﬂ‘;g BAn,
PtcO2, PetCO2, uccnesioBaHmus BO CHe) MNOBEHTUNALMA)?
uccrnegoBaHus Bo CHe)

Y

MocTypanbHbIA Maccax,

MEXaHWYeCKUIA 1
a HaipeHa
oTKaLLnMBaTerb, — ﬂf',, Ha6niopeHue )
HenHBa3uBHAasA ‘

BEHTUNAUMA NErkux

h i OH - geixaTensHas HeQOCTATOMHOCTh
MoHWTOpUHI razoobmeHa, PtcO2 - TpaHckyTaHHas NyNLCOKCMMETPUA
KENYA0YHO-NULLIEBOHOTO PetCO:Z - napymansHoe aaeneHve CO2 B KoHUe
pedntoKca, rnoTaTensHoiA ChokokHoro Bkifoxa
BAMN - BepxHue AbIXaTensHble NyTw
hyHKUMM
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IHpuwioxenue B. UnHpopmanus 1Jis manmueHTa

Yrto Takoe cIHHAJBLHASA MbllIeYHast aTpodusn?

CrnunanpHas wbimeyHas arpodwus (manee CMA) — 53TO TEHETHYECKOEC HEPBHO-MBIIICYHOE
3a00yieBaHKe, MOPAKAIOIIEE JBUTAaTEIbHBICE HEUPOHBI W TMPHUBOJAIIEE K HApPACTAIONIEH MBIIICYHOM
cmaboctul. boye3Hb HOCHUT MPOTPECCHUPYIOIMIMIA XapakTep: Ci1aboCTh HAYMHACTCS C  MBIIII]
KOHEYHOCTEH M TYJIOBUIIA U TIO MEpe TeUeHUs 3a00JIeBaHUS JOXOAUT JI0 MBI, OTBEYAIOIIUX 3a

TJIOTAHHUEC U JbIXaHHUEC.

Pacnpoctpanénnocts Bcex TunoB CMA BMecTe B3SIThIX, IO ONyOJIMKOBAaHHBIM Ha CETOHSIIHUMN J€Hb
JTAHHBIM, B OOJBIIMHCTBE clydaeB KojieOmercss okono 1-2 cmyudaeB Ha 100 000 wacenmeHwus2.

HezaBucumo ot TsoxecTH, Bee moan ¢ CMA nocTeneHHo TepsIoT ABUTareabHbie pyHkumml.

CMA 00b19HO MOAPA3AeJAT HA 4 OCHOBHBIX THIIA8:
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CMA 1 Tama CMA 2 tTmna

liposeaserca B BospacTe 2o 6 Mec. [Ipoaengerca B BospacTe or 6 mo 18

HPH ECTECTECHHOM pPAa3BHTHH 3abonepanus AL eB. HPH €CTECTECHHOM pask

AETH HE AOCTHIawoT crnocobHOCTH =
3a00/I€EaHHA JETH HE AOCTHT arOT

lepeEepHYTHCA HIH CHIETh, a OXKHAAeMad
epeBepH) HICTE, HA CIIOCOOHOCTH XOIHTB, MOXET TpeboBaThcs

NPOAOCKHTEIBHOCTh XHIHH COCTaBIgeT <2 -
poAo: HCOOJIR30OEAHHE MOTOPH30BaHHOH

.I'I-E’TB 1

HHEBATHIHOH KOIACKH

CMA 3 tuna CMA 4 Tuna
Juarsoz MOXeT BOZHHKHYTB EBILIOTH Junarsoz oOBMHO yCTaHABIHBAaeTCA B
Jo MNoJPOCTKOBOTO BO3pacTa. Ilpu | sperom  pospacte. Ilpm  ecrecTBeHHOM

ECTECTECHHOM PasBHTHH zabonepaHHd Mocie PasEHTHH 3aborepaHHd JHOOH MOIVT
NeEpHOJa HOPMAIBHOTO PazEHTHA AHOJH | HCOBITEIEATE YMEPECHHEIC JAEHT aTEIBEHEIS

MNOCTENCHHO TEPAKT NOJEHAHOCTE, HHOTI'JA H | HADYIICHHA H MEIIICYHYVIO c::aﬁocnl

CIOCODHOCTE XOTHTE!

I'eneTnueckue ocooennoctu CMA

[Ipuunnoii Oone3Hu sBisieTcs HapyumieHue B rene SMNI. B Hopme ren SMNI BbipaOaTbiBaeT
ompeneneHHbd Tun Oenka — SMN (0enok BBDKUBaHUST MOTOHEMPOHOB), KOTOPBIA OTBEYACT 3a

nepeaavy HCPBHO-MbIIICYHBIX UMITYJILCOB, HGO6XOI[I/IMBIX JJIA pa6OTBI MBIIIII.
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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 E— —
*Tonbko ~ 10 % 6enka SMN, koTopblit BelpabaTtbiBaeT reH LleHTpomMepHan Konua TenomepHas konwa

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

m . R
¢

- Mpwu otcyTcTBUKM 3abonesaHus red SMN2 He aBnsAeTcA 90% —10% P 00%
HeobxogumblM, Tak kak SMNT npon3BoauT OCTATOMHO & (@) [®)
dyHKkumoHansHoro Genka SMN. %000& O%Ooogo

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

MyTaumu reHa SMN1, npueogsaLLmMe K HEAOCTATOMHBIM
ypOBHAM hyHKUMOHansHoro Genka 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 WJIH MOBPEXK/IEH, a 3HAYUT HE MOXKET BbIpadarbiBaTh Oe10ok SMN. B
pe3yapTare 4ero pa3BUBAeTCs TMOeNb 0-MOTOHEHPOHOB]. 0-MOTOHEHUPOHBI CIMHHOTO MO3Ta MPOBOJST
HMMITYJIbChI K MBIIIIAM M OTBEYaroT 3a ux cokpaumieHue. [Ipy CMA sTa nepenadya HapylleHa, 4TO

IPUBOJUT K OCIIA0JIECHUIO U aTPO(UU MBIIIII.

CnuHHOR '
MO3T Mibi L L

HopmaneHeir
o-MOTOHEH POH
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1 Arpodmna
CnuHHOR ML

MO3r

a-MOTOHEHpPOH
npu CMA /

VY Bcex 6onbHBIX CMA umeeTcst XOTsl ObI OJTHA KOTIHS «PE3EPBHOTO T€Ha», KOTOPHIN Ha3bIBalOT SMN2.
Crpykrypa rena SMN2 mnonobHa crpykrype reHa SMNI, HO TOnbKO HeOOJbIIAs YacTh
npogyuupyemoro um 6Oenka SMN (10-20 %) sBnsieTcs MONHOCTBIO (PYHKIIMOHAIBHOM. ITOTO

konudecTBa 6eka SMN He0CTaTOUHO AJIs MOAAEPKaHNs BBDKUBAEMOCTH MOTOHEHPOHOB.

Poan reaa SMN2

KonnuectBo konwuii rena SMN2 MoxeT ObITh pa3HbIM. DTOT MMapamMeTp HCIONIb3YIOT [l ONpeesieHus
MOTEHIIMAJIBHOTO MPOTHO3a pa3BUTHs 3a0ojieBaHUs — OoJbliee ynuciao konuid SMN2 cBS3BIBAIOT C
Ooree HU3KOM TsKecThio cuMNTOMOB CMA. OqHako, JaHHAs KOPPENSLHs HE SIBISIeTCS] aOCOIMIOTHOM.
14-16

[Tockonbky 3a00eBaHHE MOXKET MPOSBIATHCS B Pa3HBIX BO3PACTHBIX paMKaxX M IIUPOKOM CIIEKTpe
CHMITOMOB, MCKIIIOUMTEIBHO MO 4YMCIHy Komui SMNZ cTeneHb TSHKECTH MPOTHO3UPOBATH CIOKHO.
Crneuuanuctbl PEKOMEHYIOT YYUTBIBATH HE TOJIbKO uuciao komuit SMN2, Ho U (yHKUHMOHAIbHBIC

CITOCOOHOCTH TTAI[MEHTA.

BozneiictBue Ha BbIpaboTKy Oombinero konmuuectBa Oenka SMN c¢ rena SMN2 nexutr B OCHOBE

3apCTUCTPUPOBAHHLIX B Poccuu nperaparoB I IMAaTOICHETUYICCKOI'O JICUCHHW A CMA.

Kak npoucxoaur HacjiefoBaHue CIUHAJbHON MbIIIEYHOU aTpoduu?
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CrinHanbHasi MblIIeYHast aTpousi — ayTOCOMHO-pPELIECCUBHOE 3a00JieBaHuE, TO €CTh PUCK 3a00J1eTh
NOSIBJISIETCS Y YEJIOBEKA B TOM CJIydae, €ClId OH YHACIELyeT 10 OJHOMY reny SMNI ¢ myTtauusmu OT
Kkaxxaoro poautens. Eciau yenoBek yHacnmeayer Bcero oauH aedexkTHwld reH SMNI, oH cuuTaercs

«Hocuresiem». Hocurenu He IMEIOT CHMIITOMOB 3a00JIEBaHUS.

Ecnu B cemeiiHoM aHaMmHe3e €CTh CIMHAJIbHAS MBIIIEYHas arpodus, TO Balld IIAHCHI OKa3aTbCA
HOCHUTEJIEeM, a TaKKe€ PHCKHM B OTHOIIEHWH Oydyliero MmoTomMcTBa OyayT Bblllie cpeanero. Ilpu
MPUHATUU PELICHUM, CBSI3aHHBIX C IUIAHUPOBAHUEM CEMbHU, PEKOMEHAYETCS OOpaTUThCs 3a MEIUKO-

T€HETUYECKOU KOHCYJIBTAIIAEH.

Kak qauarnoctupoBars CMA?

Bpaq—FeHeTI/IK WM Bpav-HEBPOJOI MOTI'YT HA3HAYUTH IeHEeTUYCCKUM aHaJIn3, KOTOpBIfI ITO3BOJIUT

IMOATBCPANUTD JIN0O0 UCKITIOUYHUTH 3a00JICBaHHE.

C uenpio NOATBEPKICHUS IUAarHo3a MPoBOAAT MolieKyispHo-renerndyeckuit (JJHK) ananus kposu. On
MOKA3bIBACT, UMEETCS JIM y IMAIlMEHTa MAaTOreHHbIM BapuaHT B reHe SMNI/. Kpome TOro, HyXHO

onpeAeIuTb Ynciio konuit reHa SMN2.

MoryT OBITh Ha3HAYEHBI M JAPYTHUE TUATHOCTHUYECKUE WCCIICIOBAHUSA, B TOM YHCIIE JTOTOJHUTEIHHBIN
TeHETUYECKUHN aHaIN3, SJIEKTPOMUOTpadust WIM aHAJIM3 KPOBH JUIsl U3MEPEHUS aKTUBHOCTU (hepMEeHTa
KpPEaTUHKUHA3bl. JTU UCCJIEJAOBAHUSI HE MOTYT C BBICOKOM TOYHOCTBHIO MOJATBEPAUTH AuarHo3 CMA,

OOHAKO IMO3BOJIAIOT UCKIIOYUTDb APYIUC ITOXO0XKHEC 3a00J1eBaHMs.

Kak nposiBisieTcs ciMHAJbHASI MblIIEYHAas1 aTpopusi?

VYV xaxnoro namuenta co CMA wuMerTCs HWHIMBUyaJIbHbIE HApPYyLIEHHUs, & CUMITOMBI MOLYT
paznuyarbcsi B 3aBUCHMOCTH OT BO3pacTa Hayalda M TSOKECTH 3a0oieBaHUs. YHUBEPCAJIbHBIM
MIPOSIBJICHUEM SBIIETCS MPOTpecCUpyroIias ciiadoCcTh B MBIIIIAaX U UX UCTOIIEeHUE. B mepByto ouepenp
CTPaalOT MBIIIIIBI, PACMIONIOKEHHBIX ONMMXKEe K IEHTpy Tena (reud, O6€mpa u Ta3z). MoryT Takke
NOpa)kaTbCsl MBIIIIIBI, YYAaCTBYIOLIME B JABIXaHUM W [JIOTaHMM, KpoMe Toro, nmpu CMA crpanaer
(GYHKIMST W JOpyruxX OPraHoB U CHUCTEM OpraHM3Ma, UTO OIpeAeNsieT CHUCTEMHBIH XapakTep

Pa3BUBAIOIINXCS HAPYLIEHUMN. 5 _
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CMA He BIUSET HAa UHTEJUIEKT U KOTHUTUBHBIE CIIOCOOHOCTH.

Kak npaBumno, yem paHbliie MpoSBIINCH NEPBbIC MPU3HAKU OOJIE3HU, TEM SIpU€ BBIPAKEHBI CUMITTOMBI
U TeM OBICTpee MporpeccupyeT 3aboneBaHue, U TeM OONBIINKA 00HEM MEIUIIMHCKON U COIHMAIbHOU
MOMOIIN MOXET IMOHAJ00UTHCS.

B 3aBucumoctn or tuna CMA, Bo3pacta mnposiBiIeHHs OOJE3HM U (PYHKIHMOHAJIBLHOTO CTaTyca
MOSIBJICHUE W Pa3BUTHE MATOJIOTMYECKUX CUMIITOMOB HJET Pa3HbIMU TeMIIAMH, HO MPHU 3TOM MOXKHO

BBIICIINTh OCHOBHBIC HAPYIICHUSA, XapPAKTCPHBIC OJIA 3a00y1eBaHys.

JABuxenue

° OrpanuyeHue MOABMKHOCTU: CaMOCTOSTEIbHBIE JABM)KCHHUSI MUHUMAJIbHBI WIH TOJHOCTHIO
orcyTcTBYIOT (CMAL); nBuKeHUsT HOT OCiabJIeHBbl WU TOTHOCTHIO OTCYTCTBYIOT, JABM)KCHHS PYK
ocyabinensl, MoxeT HabmonaTecst Tpemop (CMA?2); 3aTpyqHeHHOE CaMOCTOsTENHHOE MEePEABIKCHHE,
HEBO3MOKHOCTb TEPEIBUKEHUSI Ha OOJBIINE PACCTOSHHUA, CIOKHOCTU C MOABEMOM IO CTyNEHBKaM,

HEO0OXOIMMOCTh BCTIOMOTATENBHBIX CPEACTB OMOPHI ISl TOTO, YTOOBI BCTaBaTh U XoAuTh (CMA3).
° [TponexxHu: puck BO3pacTaeTr ¢ yBeITHUYEHHUEM MacChl Tella ¥ BO3pacTa MalueHTa.

o Bricokuii puck pa3BUTHS KOHTPAKTYp U Apyrux nedopmariuii, a Takke CKOIN03a, apTpo3a
CyCTaBOB, OCTEOIIOPO3a, IIEPEIOMBI.

° Jedopmarust rpynHoi KIeTKA

° WHple nBUTATENLHBIC HAPYIIICHUS

AbIxanue

° CnabocCTh JABIXaTeNIbHBIX MBIIII U Ie(OpMaInuy TPYTHON KICTKH MPUBOIAT K HEMOTHOIIEHHOMY

CaMOCTOSITEJIbHOMY JIBIXaHUIO U HEIOCTATOYHOW BEHTHIISILIUU JIETKUX.
° Hapymienue ¢yHKIuM Kanuist 1 BIBOIa MOKPOTHI U3 JIbIXaTEIbHBIX MyTEH.

® HapymeHHe ITI0TaHuA, OITIACHOCTDb ACIIUpPAlIMU IMWUIIU U CIIOHBI, U, KaK CJICACTBUC, BBICOKHMH

PHUCK IICPCKPBITUA AbIXATCIIbHBIX HYTGIZ, TAIIOKCHUH WUJIN YAYIIbA.
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° Bo Bpemsi pecniupaTopHbIX 3a00JIeBaHUIM TPOUCXOIUT CHIBHBIN pErpecc AbIXaTeabHOU

(1)YHKI_[I/II/I, HaCTbIC I/IH(I)GKI_[I/IOHHI)Ie 3360J’I€B3HI/IH, YBCIINYUBAOIINEC MBIIIICYHYTO c71a00CTb.

° 3aTpyIHEHHOE JIbIXaHUE B HOUHOE BPEMSI.

IMuranue

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

° CII0)KHOCTH C IPUEMOM MUIIH, 3aTPYIHEHHOE )KEBAHUE U ITIOTAHUE, PUCK ACITUPALIUH.
° Hapyuienue nepucTaabTUKH KUIIEYHHUKA.

o ["acTposHTEpOIOrnYeCKUE HApYLIECHUS

° Bbynw6apHbIii CHHAPOM.

Berlle npuBeneHbl TONIBKO Hambojee pacrnpocTpaHeHHble oOnactu nposiBieHuilt npu CMA. Ognako

3TOT NIEPEYEHb HE UCUEPIBIBAIOIIMN U MOTYT BCTPEYAThCs U IPYyTUe HAPYLICHHUS.

Kaxkas nomoimb MoxkeT nmoHagooutbest npu CMA?

KomriexkcHbIi Ioaxoa K OKa3aHHIO MCHHHHHCKOﬁ noMom, B KOTOPOM YUYACTBYIOT CIICHIHUAJIMCTLBI

CaMoTO0 Pa3HOro MPOQUIIL, MOKET TOMOYb YIYUIIUTh 0011ee COCTOSHUE 3IOPOBbS U BHIKUBAEMOCTb.

y‘-II/ITBIBaSI, qTo Ka)KIlHﬁ IHarnuecHT CO CMA wumeer Pa3HbBIC CHUMIITOMBI W TIPOABJICHUA, YJICHBI
TepaHCBTquCKOﬁ KOMaHJbl KW CTCIICHb HX BOBJICYEHHOCTHU MOTYT MCHATHLCA B 3aBUCHUMOCTHU OT

MOTPEOHOCTEN M 00CTOSATEITHCTB.

KpaﬁHe BaXxXHO, yTOOBl B 30HE Balllero J0CTyIla OKa3ajJdaCb MCKINCHOUIIMHAPHAA KOMaH/da
CIICHUAJIMCTOB B Pa3JIMYHBIX obmactax. B cocras Me)I(,HHCHHHHHHapHOﬁ KOMaH/IbI 00s13aTeILHO

JIOJKHBI BXOAUTH BpPayH 0 MaJUIMATUBHOW MEAUIIMHCKON TOMOIIH.

JbixareabHas pynkuus. [Tomous Ay MOAAEPKKU AbIXaTeIbHON (PYHKIIMM 3aHUMAET LEHTPAIbHOE
MecTo B BefeHuu marueHToB co CMA. U3-3a cnaGocTu MBI TPYIHOW KIETKH MOXKET CHIKATHCS

CIIOCOOHOCTH 3(1)(1)6KTI/IBHOFO ABIXaHHWA 1 OTKAIUJIMBAHUA, OTYCTO ITOBBIIIACTCA PUCK I/IH(i)eKHI/II/I.zo
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[Tpu CMA Ba)XHO pEeryJsipHO IOJIy4aTh KOHCYJIBTAIMU 110 PECIIUPATOPHON noaaepkke. [Ipu atom, mis
pEIIeHHs BO3HUKAIOIIMUX MPOOJIEM BaKHO UCTIOIB30BaHNE MPOQPMIAKTHUECKOTO MOX0/1a, T.€. HAYMHATh

YKEC IIPU HE3HAYUTCIIBHBIX, pPAHHUX CUMIITOMAX.

JIJis OUMCTKY BEPXHUX JBIXaTENbHBIX MyTeH y JIeKAUYUX U CUIASYUX MAIUEHTOB MOXKET MPUMEHSTHCS
aNieKTpoacnuparop (y MalMeHTOB, COXPAHSAIOMUX (PYHKINIO XOAbObI IPUMEHEHHUE JIEKTPpoacnuparopa
MOKET TOTpeOOBaThCs B MEepUoa WH(PEKIIMOHHBIX 3a00JIEBaHUN U WHBIX MEPUOJOB ociiadnenus). s
OYUCTKU HIKHUX JBIXaTeIbHBIX MMyTEH W OTKAIIMBAHUS B TEX )K€ CUTYaIMsIX — OTKAIINBATENb. DTH

HpI/I60pBI MOTYT NIPUMCHATHCA B IOMAIIHUX YCJIOBUAX.

B JOMAaIllHEM O6I/IXOI[€ PEKOMCHAYCTCA HMCTL IMYJIbCOKCHUMCTP JIA KOHTPOJISI HACBIMICHHA KPOBHU
KHUCJIOPOJI0OM. HpI/I HAapymICHUAX AbIXaHHA BaXHO PAaHHCC HA4YaJl0 BCHTWIAIOHHN KW TPCHHUPOBKA

AbIXAaTCJIbHBIX MBIIIIII.

IIpu ycTaHOBIEHHBIX (B TOM YHUCJIE€ PAHHMUX) MPOSBICHUSAX IbIXaT€JIbHON HEAOCTATOYHOCTH BayKHO
CBOEBPEMEHHO HauyaTh HEMHBA3MBHYIO UCKycCTBeHHYIO BeHTWsiuua a€rkux (HWUBJI). HUBJI nomxna
OCYIIECTBISITECA uepe3 amnmapar JByX(pa3HOW BEHTWIALMH C TMOJIOKUTEIBHBIM JaBICHHUEM B
neixarenbHbIX MyTsax (BiPAP), koTopslii o6ecrieunBaeT MOCTOSTHHBIA MPUTOK BO3/yXa B JETKUE Yepe3

MacCKy, 3aKpbIBAIOIIIYIO POT n/unm Hoc. Macka JOJIDKHA l'IOI[6I/IpaTI>C}I WMHIUBUIYAJIbHO.

I[Ipu CMA Kuciaopoa [OJDKEH TPUMEHATHCS € OCTOPOXKHOCTBIO (HEJOMYCTHMO JIJIUTENBHOE
npuMeHeHue 0e3 JIOMOJHUTEIbHOM BEHTWISUOHHOW TMOAJAEPKKA WIM BHE MaJUIMATUBHOU

MEIUITUHCKOU MOMOIIM B KOHIIE KU3HM).

JUIss OUMarHOCTHKHU JbIXaTeNIbHBIX HapyIIEHUH Ba)XHO PETYISPHO TMPOBOAUTH OLECHKY (YHKIUH
IbIXaHUs (CIIUPOMETPHIO), a TAK)KE MHBbIC HOUHBIC (JIJIUTENIbHBIE) UCCIIEI0BAaHUA AbIXaHUs (Hampumep,

HOYHYIO MyJIbCOKCUMETPHIO, TTOJIMCOMHOTPAPHUIO U TIP.)

IMuranue. M13-3a mbimeunoi cnaboctu marueHTsl co CMA MOTYT HMCTIBITHIBATH 3aTPYAHEHUS MU

npueMe Ui, Tpedytonre Moau(pUKaluyu KOHCUCTEHIIUY UK U 0COOCHHOCTeH e€ mpuéma.
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N3-3a orpaHnveHHi! MOABMKHOCTH MOXET (HOPMHPOBATHCS M3OBITOK\HEIOCTATOK Beca, TpeOyromen

N3MCHCHUSA pallOHAa U NUCTDI.

I[Ipuy CMA  d4Yacto  BO3HUKAKOT  HApyUIEHWs  [EPUCTAIBTUKM  KHUIIEYHWKA W HHbIE

racTPOIHTEPOIOTHUECKUE HApYIIEeHUs (HanpumMep, peIitokc, MOBLIIICHHE KETOHOB U Mpouee).

[Ipu TsKETTOM MPOTPECCUPOBAHUH MOXKET OBITh HAPYIIIEHA CIIOCOOHOCTD JKEBaTh U IIIOTaTh. Bo3Hukaer
PUCK BIBIXaHUS MHUIIU U KUJIKOCTH B JIETKHE BO BPeMs €bl U PA3BUTHS PECIHPATOPHBIX WHOEKITUH.
D10 MOXET TpeOOoBaTh UCIOIb30BAHUS 30Ha WIIK FaCTPOCTOMBI Ha BpEMs UJIM NTOCTOSIHHO, U MEpexo/ia

Ha KOPMJICHHUC YCPC3 HUX YACTHUYHO HIIN ITOJITHOCTBIO.

Baxxno perynapHo oOcienoBaThCsi U TMOMy4YaThb KOHCYABTAIlMU JUETOJOra\racTpOIHTEPOIOra IS

KOPPECKIHMHU BO3HHUKAIOIIHUX HapymeHHﬁ IMUTaHUA U KCITYJOYHO-KUIIICYHOI'O TPaKTa.

Opronenusi. Cxonno3 (MCKpHUBIEHUE TTO3BOHOYHUKA) — paclpocTpaHéHHas npolieMa y MalueHTOB
co CMA, oOycnoBiieHHass MbIIIEUHON ci1abocThio. Cpeau B3pOCHbIX MAIlMEHTOB CKOJIMO3 Haubolee
BelpakeH npu CMA 2-ro tuma. Opromen MOXKET MOPEKOMEHAOBATh NPHUMEHEHUE CPEACTB

NOJIICPKaHUs 036 (OPTE3UPOBAHNE) WITH XUPYPTHUECKYIO KOPPEKITUIO CKoino3a.19

ITomumo 9TOI'0, BO3HHUKACT PUCK PA3BUTUSA KOHTPAKTYP (CHI/DKGHI/IG IIOABMXHOCTH B Cy'CTaBaX),
KOTOPBIC B I[EUIBHGfIHIGM MOT'yT CTAaTb IMOCTOAHHBIMU M OIpaHUYUBATDL ABHIKCHHS, TAKIKC BO3MOIKHBI
BBIBUXH, ITOABBIBHUXU. OpTonez[ MOKCT MOPCKOMCHAOBATH INMPHUMCHCHHC OPTC30B PA3HBIX BHUIAOB H

TEXHUYCCKUX CPCACTB pea61/IJ'II/ITaI_[I/II/I AJI1 pEIICHUA JaHHBIX HpO6J'ICM.

Jliis mpopUIaKTUKK Pa3BUTHUSL KOHTPAKTYP U CKOJIMO3a BaKHO MPUMEHSATH MPODUIAKTHUECKUX MOIXOT
U UCIOJIb30BaTh OPTONEAUYECKUE U3IEIHS, KOTOPhIE MOTYT CKOPPEKTUPOBATh HAPYLICHUS] HA paHHEH

cTaauu. A TaxKe peryisipHoe HaOltoICHUE y OpTOIIea.

Opno¥i u3 yacTeix npodaem npu CMA saBrseTcst XpynKOCTh KOCTeH (OCTEOIEHUs) U MOTEHIIUATbHBIN
PHUCK Pa3BUTUS OCTEONMOpo3a. MOXKET MOHATO00UTHCS BHECTH MU3MEHEHHS B TUETY JJIA MPO(HUIaKTHKH,

O6CJ'IGI[OBaHI/I€ " KOHCYJIbTallUs SHAOKPHUHOJIOI'a
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dusnveckass Tepanuss u peadusmranusa. [lanuentst ¢ CMA MOTyT UCHBITBIBATh CIOXHOCTU JIS
COBEpIIEHUSI ABMKEHHI B MONHOM oO0béMe. B 3aBucuMoctu oT (YyHKUMOHAJIBHOIO COCTOSHUS
WHJUBUYaJIbHOTO MallMeHTa BO3HUKAET MOTPEOHOCTh B MPUMEHEHUH METOAMK (PHU3UUECKON Teparnuu

1 peabuuTaluu.

Perynsiprnas puznueckas Tepanus U peabMInTalus JOJKHBI ObITh TTOCTOSHHBIMH Y BCEX MAIMEHTOB CO
CMA. Haunyummii cnocod — BCTPOUTHh (DPU3HUECKYIO aKTUBHOCTb U CIIELUATbHBIC YIPAKHEHUS U

METO/bI B CBOKO ITOBCEHEBHYIO KU3Hb.
OcHOBHBbIE HalpaBlieHUs! OyAyT BKIIOUATh

- [IpenorBpaiienre BTOPUYHBIX OCI0KHEHUU

- [lonnepxaHue U yiyqlIeHUE MOTOPHBIX HABBIKOB

- [Tonnepxkanne KkauecTBa MOBCEAHEBHOM )KU3HU U HE3aBUCUMOCTH

- [TocTypanbHblii MEHEDKMEHT (IIPaBUIILHOE TMOJIOKEHHUE Teja), HalpUMep, KOHTPOJIb 3a 0301,

KOHTPOJIb BOSHUKAIOIIEH aCHMMETPHUH BBHUIY CKOJIMO3a U APYTHX Ae(opMariuii
- VBenuuenue o0beMa ABMKEHUI
- KonTtpons GoneBoro cunapoma

- Hcnonp3oBanue OpTONCANICCKUX HpHCHOCO6J’ICHHﬁ N TCXHUYCCKHUX CPCACTB pea6I/IJ'II/ITaI_II/II/I

CouuajbHasi aAKTHBHOCTh

Kpaiine BaxxHO moiep>KMBaTh KOM(POPTHBIM BaM MaKCUMAaJIbHBIN YPOBEHb aKTUBHOCTH M COIIMAJIBHBIX
KoHTakToB. He 3a0piBaiiTe, 4T0 0OJIE3Hb — TOJILKO YacCTh Balllel >KM3HH U BaXHO HE OTPAHUYMBATHCSA
«JIeUeHHEM U peabunurtaiuei». Bama xu3Hbp — ropa3no 0osiee MHOrorpaHHa, 4em 0oJie3Hb, C KAKUMU

OBl TSDKEJIBIMU €€ MIPOABICHUAMHA Bbl HC CTOJIKHYJIHUCH.

HMeTh BO3MOXHOCTh YUUTHCS, padOTaTh U peaJu30BbIBaTh c€0sl B TROPUECTBE, MPOPEeCcCrun, CeMEMHON

JKHU3HU — HEOTHhEMIJIEMAA 4aCThb KU3HU C AUAIrHO30M.

CBoeBpeMeHHass W TIOJHOIEHHAs KOMIUIEKCHAs METUIIMHCKAs TOMOUIb SIBIISETCS HEOOXOAUMOi,
OJTHAKO, HE JOJKHA 3aHMMATh BCIO Bally KHU3Hb. [lognepkuBaiiTe MO3UTUBHBIN HACTPON U OCTABIISINTE

MCCTO AJIA )KU3HH B COOTBCTCTBHUU C BAIlITMMHU IICPCOHAJIbHBIMHA MHTCPCCAMMU.

Baxnble pecypcebl. CylIeCTBYIOT MEXIYHApOAHBIE M POCCHUMCKHE OpraHu3aldu, MIPOEKThl U

co00I1eCTBa, MPU3BAHHBIEC IOMOUYb O0JIETYUTH KU3Hb NAlMEHTOB cO CMA u ux cemen. _
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Ipuaoxkenue I'l-I'N. IlIkajabl OLleHKH, BONPOCHUKHU U
JApyrue OueHOYHbIC HHCTPYMEHTHI COCTOSIHUS
MANUCHTA, IPUBEJACHHbIC B KIMHUYCCKUX
pPeKoOMeHIalusAX

Ilpunnoxenue I'l. Paciiupennasi mKaja oeHKH
MOTOPHBIX PpyHKkUuA npu CMA

Hasanune Ha pycckom si3bike: PacimpenHnas mkaia oleHKd MOTOpHbIX GyHkiui npu CMA

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

Uctounuk (obunmaibHbIi callT pazpabOTUMKOB, myoOnukamust ¢ 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 (MomYepKHYTH): MIKala OLIEHKU

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

UCIIOJIb30BaThCS ISl OUEHKH 3(D(PEKTUBHOCTHU TEPANIUU

Coneprxanue (1rabaoH):

LLWKAJIA OLLEHKW MOTOPHbIX ®YHKLMWA NMPU CMA BOJIbHNLbI XAMMEPCMUT (HFMSE)

[o]7]6] [aTta poxaeHus
[aTa oueHkun Bpewms, 3aTpayeHHoe Ha obcnenoBaHue
[aTa onepaumn Ha NO3BOHOYHUKE OueHuBalowWwmin cneymanmct
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KomMmmet

Mpo6a UHcTpyKkyms 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 OAHY onopa Ha obe Mpeobn:
cKkambe/ cTyne ckambe/cTyne 6e3 noka Bpay cymTaet YKY ans yKMn ans nosioxet
MoxeT  cuaeTb oriopbl Ha pyKwu, £o 3 n 6onee yAepxXaHus yAepxXaHus NO3BOHC
Ha Kpal cKkambu rnoka s cunTaro Ao 6anaHca, rnoka 6anaHca. Mpeobn:
WM Ha ckambe/ 3? (be3 onopsbl Bpa4 cuMTaeT 4o 3 He crnocobeH rnosioxet
nony. 3anuwute | noa CriMHy/c cnaeTb HUDKHUX
nyywunmn oriopovi wan 6e3 KOHEYHC
YBUAEHHbIN oriopbl Horamm) O6Begui
BapuaHT npeobne
rosioxet
MO3BOHC
2. CnocobHocTb Thl MOJXKelllb MoxeTt cuaetb Ha MoxeTt cuaetb Ha MoxeT cunaetb C HUKHUX
cnpeTb ¢ cuaetb Ha rnosny/ nony/ckambe C nony/ckambe ¢ BbINPSAMIEHHBIMU KOHEYHC
BbINPSAMAEHHbIMU cKkambe ¢ BbINPSAMIEHHbIMU BbINPSAMAEHHbIMU HOoramm € onopo
Horamm Horun BbIMPSIM/IEHHBIMU Horamn 6e3 onopbl HoramMm C Ornopomn Ha o06e pykuy,
npsMble = Horamu be3 Ha pyku, Moka Ha O4HY  pYKY, noka Bpau
KOJIEHM MOryT | Oropbl Ha pykKu, Bpa4 cuyuTaeT 4o 3 noka Bpay cymtaeT | cuyuTaet go 3.
6blTb  COrHYTHI, rioKa s cymTaro 4o £o 3 Nnn He
HO KONleHHble 37 cnocobeH cnaeTb
yalueykm C
AOJDKHBbI 6bITb BbINPSAMAEHHbIMU
obpalyeHbl Horamm
BBEPX, JTIOAbIXKMN
OOJKHbI 6bITb
pacrosioXeHbl He
fanbwe, 4em B
10 cM gapyr ot
apyra
3. CnocobHocTb Tbi MOXKelLLb MoxeT MoxeT He MOXET Mp/N
KOCHYTbCS KOCHYTbCSI OAHOW AOTPOHYTbCS o OOTPOHYTbCS o AocTaTb no
roNfioBbl  OAHOM PYKOW ros0Bbl, HE roNoBbI OLHOM rof0BbI pyKoW rofioBbl  PYKOMH,
pyKow B | HaksoHss pykowh. T[onoBa u TOIbKO  HaKJ/IOHUB Aaxe C
NOMIOXKEHUN cnas rosoBy? Tynosuiie ronosy MOMOLLbIO
Pyka AOJDKHA ocTaroTcs B ABUXEHUA
KOCHYTbCS cTabunbHoOM rof10Bbl "
rosioBbl Bbllle NONOXEHUU TyfnoBuLLa
YPOBHS yLUen
4. CnocobHoCTb Thi MOXKeLllb MoXeT  MonoXuTb MoxeT  MonoXxuTb He MOXeT
KOCHYTbCS KOCHYTbCS Knctm obeux pyk KNCTH pyK  Ha NOAHECTN KUCTU
rofoBbl  ABYMS ros08bl  obenumu Ha rosoBy u4epes ro/IoBy, HO TOJIbKO obenx pyk K
pykamu B pyKkamu CTOpOHBbI. ['0n0Ba 1 HaK/IOHMB TOJIOBY, ronose
NOMOXEHUUN CcnMas O4HOBPEMEHHO, TynosuLe HaK/OHMBLINCL B
Pykun AOJDKHBbI He HaKJ10HS51 ocTaroTcs B CTOPOHY,
KOCHYTbCH rosoBy? cTabunbHoOM nepebupas pykamu
ros10Bbl Bbllle NONOXEHUU WK Mo 04HOM
YPOBHS yLUEN.
5. CnocobHocTb Thi MOXKeLlb MoxeT MoxeT He MOoXeT Mneun
NOBEPHYTbLCH CO MoOBEPHYTbCA  CO NOBEPHYTbLCSH co NOBEPHYTbLCA co NOBEPHYTbCA HMU nepneH/.
CNWHbI Ha 60K CriuHbI Ha 60K B CnNuHbl Ha 60K B CMWHbI TOIbKO Ha Ha oanH 6ok noeepxr
oboux o6e CTOpOHbI oaunH 6ok (Mp/1) MmaTa.
HanpasieHnsax? Tynosuu
locrapavica  He 6enpa
MCIo/Ib30BaTh JINHUN
pyKu
6. CnocobHocTb Thi MOXKelllb MepeBopaymBaeTcs lMepeBopaymBaeTcs He MOXeT
nepeBepHyTbCS C nepeBepHyThCS C Ha CMWHY 4epes Ha CMWHY, nepeBepHyTbCS
XMBOTa Ha )XKUBOTa@ Ha CrIMHY npaebii 6ok 6e3 ncnonb3ys  pyky, Ha CNuHYy
CNnHY yepes B obounx 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 UCcnonb3yss  pyky, Ha CnuHy
nOMOLLM pyK 4yTObbI
OTTONIKHYTbCS/
NOATAHYTb cebs
8. CnocobHocTb Thbi MOXKeLlb [MepeBopaynBaeTcs [MepeBopaynBaeTcs He MOXeT
nepeBepHyTbCSA rnepeBepHyTHCS Ha >KMBOT u4epes Ha XKUBOT, nepeBepHyTbCS
CO CrNWHbl  Ha CO  CrUHbI  Ha npaebin 60k 6He3 UCcnonb3yss  pyky, Ha XUBOT
XUBOT yepes | xuBOT B o0b6oux NMOMOLLUN pyK 4yTObbI
npasbiin 60K HarnpaseHUsIx? OTTONKHYTbCS/
NOATAHYTb cebs
9. CnocobHoCTb [MepeBopaynBaeTcs [MepeBopaynBaeTcs He MOXeT
nepeBepHyTbCS Ha >KMBOT u4epes Ha XKUBOT, nepeBepHyTbCA
CO CMNWHbl  Ha nesbii 6ok  6e3 Ucnonb3yss  pyky, Ha XUBOT
XUBOT yepes NOMOLLUN pyK yTObbI
neBbIn 60K OTTONIKHYTbCS/

NoOATAHYTb cebs

PekomeHaoBaHO K n3y4yeHuto pegakropamu canta MeaYHumeep - https://meduniver.com/



Mpo6a UHCTpyKums 2 1 0 OK | = | Kommer
b = 6arsr
20. CnocobHoCTb Thi MOXKeLLb CnocobeH caenatb CnocobeH caenaTb HeBbINOHMMO
X0AUTb XoanTb be3 6onee 4 waros 6e3 oT 2 o 4 waros
MOCTOPOHHEN NOCTOPOHHEN 6e3
nomowm m  6e3 noMoLLmn NMOCTOPOHHEN
romoLym MOMOLLN
BCr1oMOratTesibHbIxX
YCTPOKCTB?
lNokaxu,
noxxanayucra
OUEHKA Kon-Bo oueHok 2 Kon-Bo oueHok 1 Kon-Bo oueHok 0 NTOIO = /:

Kittou k mkane: O0BenuTe HAaUBBICIIMKM YPOBEHb CAMOCTOATEIBHBIX ABMKEHHUM B HACTOALLEE BPEMS U
IIpA IUHAMHUYECKOM OCMOTpe. banbHas OIEHKa OTYETIMBEE JAEMOHCTPUPYET IO3UTUBHYIO WIIU

HCTAaTUBHYIO JMHAMUKY ABHUIaTCIIbHOI'O PA3BUTHA.

OK = orpaHn4eHO KOHTPaKTypoOu

IHpuaoxkenue I'2. OueHka MOTOPHBIX PYHKIMHA U3 32
IYHKTOB™*

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

OpurunansHoe Ha3zBaHue (ecnu ecth): The 32-item Motor Function Measure (MFM-32)
Ncrounuk (opunmaabHbIi calT pa3padOTYMKOB, MyOIUKalvs ¢ 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
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Tun (MoIYepKHYTH): MIKaJa OLIEHKU

Hasznauenue: ¢yHKIMOHANIBHAS OIICHKA JBHUTaTEIbHONW aKTMBHOCTH y marmueHta ¢ CMA, Moxer

MCIIOJIb30BaThCA ISl OLIEHKH (PPEKTUBHOCTH TEpaITHH

Conepxanue (11a0JI0H):

OneHOYHBIH JIUCT

WM 1 hamMuis nanmeHra:

JlaTa poxKIeHHS: Bospacrt:

Jlata obcnegoBaHu: HWmd uccnemoBaTend:

YCTanocTe nanpeHTa Ha MOMEHT DGCJIE,HDBRHHSI N0 CPaBHCHHIO C OOBIYHEIM COCTOSHHEM (l'ID 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 NOBTOPHOM HCCJICJOBAHHH 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 58![.!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.TOIIHOFI TNPONOJKHTENEHOCTH BPEMEHH, METIHTCIIBHOCTE,

HEKOHTPOJIHPYEMOE JIBHKEHHE)

3 = BhINONHAET 33/IaHHE MOJTHOCTHIO M "HOPMAIBHO" ; IBHXKEHHE KOHTPOJIMPYIOTCSH, TOYHBIE , HATIPAB/ICHHLIE H

OCYIIECTBIISAIOTCS ¢ OOBIYHOM CKOPOCTHIO.
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3apanns MFM-32 (ot 6 10 60 xet).  © 3amanus MFM-20 (aetn <7 ner)

D1 D2 D3
1. © JIEXA, TOJIOBA POBHO I10 CPEJIHEM JIMHWM: yjuepkuBaTh rojioBY MO Qo
cpeaHel IHHKUH, 3aTeM IIOBOPAYHBATE €€ ¢ 0JJHOH CTOPOHEI HA APYTYIO. |
e T T Q2
3
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
()
O T I L e, 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 pﬂ.sBl:jIl:HBl. D3
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: =
- T P T D3
11. © cuns HA TIOJTY WM MATE: Berats 6e3 oMol pyk. 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
Q3
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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: .. .. Qs
14. © CHIU'—I HA CTYIIE HJIIK HHBAJ'[H,E[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
s
Komenmapuu 3 o
15. cuas HA CTVIIE MM HHBAJ'IH,[[HOM KPECJIE, MPENIUIEYbA (SA 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, KAPAPLE[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. EIO
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[alll ¥ HAPHCOBATh HENPEPHIBHYKO CIIHPAlb OT Hayana u Jo KoHia (hopmsl, 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. (]|
Kommenmapuu: Q2
T eteteiteieseseseesesesiesesssebessesisesestitestetesentatereetasestesentteaeeteheR s ahe e dne e aeae b b ern et e et ben o O3
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3ananun D1 D2 D3

21. © CHUJISl HA CTVYJIE WIA B UHBAJIUJJTHOM KPECJIE, TEHUCHBIA MAY HA

CTOIJIE: B3aTh MA4 M NIOJHOCTEIO IOBEPHYTE KHCTh, YICPXKHBAas ero. g?
KOMMEHIMAPUL ........eeeeveeeeeeeeesseessssesssseseeesssasseessssasssssassssssesessasassssnsssasessnssessssssnassnssesesesasanens ses Q2
CTOpOHa: crpasa: cnesa: Qs
22. © CHIA HA CTVJIE WIIH B MHBAJIMAHOM KPECIIE, IIAJIEL] 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. © CHUIIA HA CTVJIE WIM B HHBAJIMIHOM KPECJIE, PYKH BJIOJIb o
TYJIOBHILA: mosnoxuTe 00a mpeanieyss H/HIH PYKH Ha CTOJN O/IHOBPEMEHHO 0€3 JIBHAKCHHH [
TYJIOBHILIEM. [ )
U3
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. © cTos C OIOPOI BEPXHUMH KOHEYHOCTSIMH HA CTOJI MJIM CTYJI: 6e3 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: cesa: O Q3

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
Q1

O L L e IR =]
Q3

31. CTOs HA OJIHOM HOTE BE3 ITOUIEPXKKH: nojnpsranTe 10 pas Ha mecre. Qo
.

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

D1= D2= D3=
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IpuBep:KeHHOCTH MANMEHTA: Her O Cpemusia O Ontumansuas O

Kommenrapuu:

CYET MFM 32* :

D1. noaséM ¥ nepeBIKeHHE D1 = X 100 = ...... guvsons %
13x3 39

D2. akcuanpHBIE ¥ MPOKCHMAIBHBIEC IBHTaTeIbHBIC QYHKIHH D2 = X 100 = .. ..peen. %0
12x 3 36

D3. qucranbHble ABUTATENbHEIE HYHKIIHH D3 = X100 = ..oocgereen. %
7x3 21

O6mmii cuér = D1+D2+ D3 = X 100 = ..iiigeenn. %

32x3 96

Kitou (uHTEpIpeTaIus): oleHrnBaeTcs B 0amiax Ha MOMEHT OCMOTpa U Jajiee, B THHAMUKE.
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IIpunoxenue I'3. IlepecMoTpeHHBIH MOTYJIb OLIEHKH
MOTOPHOM PYHKIIMH BEPXHUX KOHEYHOCTEH ™

* mkaia B PO He BaJIMAUPOBaHa, JJIsI €€ NCMIOJIb30BaAHUS HCO6XOI[I/IMO CIICOHaJIbHOC 06yquI/Ie

Ha3Banue Ha pycckom s3bike: IlepecMOTpeHHBII MOAY/nb OLEHKM MOTOPHOM (PYHKIHMH 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 (MogYepKHYTh): IIKaJIa OICHKH

Ha3nauenue: ¢pyHKIMOHaNbHAS OLIEHKA JBUKEHUN B pyKax y nered u B3pocibix co CMA 1T u CMA

[I1, MmoeT ucoab30BaThCS AJisd OLEHKU AP (HEKTUBHOCTH TepaIruu

Conepsxanue (11a0I0H):

LUKAJIA RULM A1 NCNOJ1Ib3OBAHUA NPU CMA

[aTa oueHku: / / o Bpemsi Hayana (Y4:MM): :
MM [ 24-4 BOY,cbopMaTt .
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LUKAJIA RULM A1 NCNOJ1Ib30OBAHUA NMPU CMA

JoMuHupylowas pyka: nmsa/va.
O lMpasas O JleBas O Ambuaekctp L= LT =
HoweHne opTe3a no3BoHo4YHUKa: O fa* O Het ®.1N.0.

(*ECnm Aa, TO YKAXUTE TUIT) i it e,

.................................................................................................... Moanucb
KoHTpakTypa npasoro fiokTeBoro cycrasa: O a O Het
KoHTpakTypa neBoro nokresoro cycrasa: O a O Het
Canbbytamon: O [a O Het
Onepauuns Ha no3BoHo4Huke: O Aa O Het
OueHunBaemas ctopoHa: O lNpasasa O JleBas
KoMMeHTapuu:
A 0 1 2 3 4 5
BxoaHoe
TecTMpoBaHue
OTcyTCcTBME MoxeT aepxaTb MoxeT MoxeT MoxeT MoxeT
nosesHomn KapaHaawl noaHecCTn MOAHECTU KO pTYy OAHOBPEMEHHO OZlHOBPEMEHHO
dyHKUNN WAN NOAHSATL 1 wvwm 2 CTaHAapTHbIN noAaHATbL 06e pyku noaHATbL 06e pyi
pyK MOHETY/XEeTOoH PYKM KO MNacTUKOBbIN [0 YPOBHS nney HaZ rosoBow,
WA ynpasnsTb pTy, HO He CTaKaH4uK C C KOMMeHcaumen HO COKpallaeT
PYHKLNOHANbHBIM MOXeT 200-rpaMMoBbIM nnu 6e3 Hee. TpaeKTopuio
Kpecnom, MOAHATb KO rpy3om, npu Pyka corHyTa nnu OBVKEHUS,
noAb30BaTbCA pTY HeobxoaMMoCTU pa3orHyTa B JIOKTE crnbas pyky
KHOMKaMu CTakaHuyumK ABYMS pyKamu B JIOKTEBOM
TenedoHa C cycTaBse
200- (ncnonb3yet
rpaMMOBbIM OOMONIHUTENbHY!I
rpy3om MYCKynaTypy)
Pacmmpennas mkana
OnucaHue 0 1 2 OLIEHKA

Mn n

[MepemeweHne pyk C He MoxeT nepemectutb [MonHocCTblO nepemelwjaer [MoNHOCTBIO nepeMewaetr Ha
KOJIEHeWn Ha cTon Ha CTO/M HW OAHYy w3 OLHY PYKYy Ha CTOn cton o06e pykun, nuMbo obe
pyK BMecTe, Nnbo cHayana oAHy
pyKy, NMOTOM ApYryto

MauneHT  oTcnexwusaeTr He wMoxeT yaepxaTb MoxeT HayepTUTb MNyThb, MoxeT HadepTuTb nyTb 6e3

nyTb n npuBoAUT KapaHZall B pyKe Wu HO C OCTaHOBKOW unu OCTaHOBOK WIN He OTpbiBas
MawWwuHy K duHUWy 6e3 caenatb OTMETKY Ha OTpbiBasi KapaHaaw oT | KapaHaaw oT 6ymaru
OCTaHOBKM W He bymare bymarmu

OoTpblBas kKapaHzaw oT

bymaru

CnocobHocTb  cobupaTb He MOXeT noAHATb HU MoxeT noAHATb  O4HY MoxeT noAgHATb U yaepxaTb B
MOHETbI/XETOHbI OAHY MOHETY/XeTOoH MOHETY/ XeTOoH pyKke ABe MOHEeTbl/ABa XeToHa
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OnucaHune 0 1 2 OLIEHKA
MomelweHne MOHETbI/ He M™MoOXeT nonoXuTb MoxeT NONOXUTb MoxeT MONOXUTb MoHeTy/
XXETOHAa B CTaKaH4uK MOHETY/ XXETOH MOHETY/XEeTOoH B XKETOH B CTaKaH4uK,
. Ha crone: CrakaHuuK rnomewatoT CTaKaH4uK, nexatunmi pa3MeLLeHHbI Ha ypOBHE
rOpPU30HTaNIbHO Ha cTon B rOpU30HTaNbHO naeya
. Ha ypoBHe rOPU30HTasIbHOM CTakaHuukK nomMeLlatoT CTakaHuunkK yAep>XusatoT
nieva: BepTMKaabHO MONIOXEHNMU Ha Ha cTon B BEPTMKaNbHO Ha pacCTOSHUMU
paccTossHUn no rOpPU30HTasIbHOM BbITAHYTOW  PyKM NauUMeHTa,
3anacTbs  BbITAHYTOM NonoXXeHun Ha nje4yo KOTOPOro COrHyToO oA

pYKW, NJie4yo KOTOpOM
COrHyTO noA yraom 90°

PaCCToOAHNN A0 3anACTbA
BbITAHYTOWN PYKW, NnJjieyo

yrnom 90°, npu 3TOM BepXHUN
KpaWn cTakaH4MKa HaxoAmuTCs Ha

KOTOPOW COTHYTO MoA YPOBHE nJied oA  KUCTbIO
yrnom 90° naumeHTa
CnocobHocTb Lens: lne4yo Llenb: OTBEAEHME r/ieda Lenb: OTBEAEHME [1/leda Ha
NOTAHYTbCA BOOK U orBegeHo Ha  90°, Ha 90°, moHeTa / XXeToH 135°, XeToH Ha paccTtosiHuUu
[noctatb  MoOHety / MOHeTa / JKETOH pacrionaraercsi Ha | 4/MHbI  PpyKM A0 KOHYMKOB
XKETOH. pacrionaraercs Ha paccTosiHuUn AJ7IMHbI PyKu nasabyeB nayneHTa
CrnocobHoCTb paccrossHumn A/INHbI A0 3anscrbs MogHnmaeTt KUCTb BblLle

nanbues u/vnun 60nbLIKUM
nanbLeM OAHOM pyKu
JIOKOTb HE MOXXET ObIThb
BbILLE YPOBHS 3arsiCThbs

MOAHATb KWUCTb Ha PYKW [0 3anscTbs MogHMMaeT KUCTb  Ha YPOBHS MjieY, JIOKOTb NMpU 3TOM
YPOBEHb nNfieya w He MoxeT noaHsATb YPOBEHb Mevya, pyka MOAHAT KAk  MWHUMYM A0
BbiLLE KUCTb Ha  YypOBEeHb MOXeT 6bITb COrHyTa WUam YPOBHS rnas
nneya pasorHyta B JIOKTEBOM
cycraBse
BkntoueHune He MoOXeT BKIKUYUTb MoxeT 3axeub MoXeT BKJIOUNTb CBETUJIbHUK
CBeTU/IbHUKA O4HOWM CBETUJIbHUK OAHOM CBETUJIbHUK Ha Ha)xaTnem nanbues n/vnm
pyKoW pyKown MrHOBEHME Ha)xaTnem 60MbWNM NanbLeM OAHON pyKu

JIOKOTb HE MOXET 6biTb BbILLE
YPOBHS 3aMsiCThs

Pa3zpbiBaHue
bymarn

He m™oxeT pa3opsaTtb
et bymarm,
CNNOXXEHHbIN BABOE

PaszpbiBaet nuct 6ymarm,
CJTOXEHHbIN BABOE,
HayMHasi CO CNOXEHHOro
Kpas

PaspbiBaeT 6ymaru,
CTOXXEHHbI BUYETBEpPO,
HauyMHasi CO C/IOXKEHHOro Kpas

nncT

rpysom maccor 200
r

OTKpblBaHune He cnocobeH oTKpbITb OTKpbIBaeT KOHTeMHep,
KPbILLIKM pacrnosIoXeHHbIN Ha
KOHTeNHepa CTOJSIe, UK NpUXKaB ero K

cebe
CnocobHocTb He m™MoxeT noaHecTn MoXeT noaHecTn Ko pTy MoxeT nogHectTu KO  pTy
noaHeCcTm Ko PpTy CTaKaH4yuK Ko pTy CTakaHumk ¢ rpysom 200 CTakaHuymk ¢ rpysom 200 r
CTakKaH4uK C r ABYMS pyKamu OAHOW pyKOM

nepeMeLllaeT ero n3

OAHOrO Kpyra B
Apyrown Kpyr
yAepxuBas Ha
Becy.

Mexnay Kpyramu,

pacnosioXXeHHbIMU
Mo ropu3oHTann.

LLEHTPAJIbHOIO
KPYIA BO,
BHELWWHWWN KPYT Ha
TecTupyemomn
CTOpOHE

Maccom 500 r rno
MOBEPXHOCTW CToNa

MNogHnMaeT rpy3 u 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  rOpU3OHTaNn.

n3

LEHTPAJIbHOIO

KPYT'A BO,

BHELUHWW KPYT Ha

oueHnBaeMom

CTOpOHe

MogHuMaeT rpys wu HeBbINosHMMO MoxeT nepeMecTuTb rpy3 MoxeT nepeMecTuTb rpys

maccon 500 r, nogHsB ero
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OnucaHue

0

2

OLIEHKA

MogHuMaeT rpys wu
nepemeLlaeT ero u3
OAHOr0O Kpyra B
Apyromn Kpyr
yaepxuBas Ha
Becy.

Mexay Kpyramu,
pPacnonoXeHHbIMU
no AnaroHanu.
YEPE3 CPEOHIOIO
JINHNIO n3
LUEHTPAJIBHOIO
KPYFA o}
BHELUHNN KPYT,
Haxoasiwmncs 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 CToJ
UM nogHUMaeT Ha
YPOBEHb a3

He MOXeT
nepeMecTuTb rpy3 Ha
CTON ABYMS pyKamm

MoxeT
nepemecTuTb
rpys Ha cTon
pykamu

ABYyMsI

MoXeT MoAHSTb  rpy3  Ha
YpPOBEHb IN1a3 ABYMSI pyKaMmu

Moabem
BbINPSAMAEHHbIX PYK

HeBbINOAHNUMO

Moxxet noagHsATL obe

DPYyKW Haj

MosxeT 0oJHOBpEMEHHO OTBECTU

Haa ronoeson  —
OTBegeHue rnaeya

ros0804 0O[HOBPEMEHHO

TOo/IbKO  crubasi ux B
JIOKTEBbIX cycTaBax
(ncrionb3ysi
KOMreHcaumio)

B  CTOPOHbI 06e pykum C
pPa3orHyTbiMU JIOKTSMU u
onucatb pyKamu roJiHbId Kpyr,
cBeAsl 1af0HM

Ha/g rosi0Bo

OueHka 5 6annos 3a
BXOAHOE

OueHka 6 6as10B 3a BXOAHOE

OTBeseHune nnedya

TectupoBaHue TectnpoBaHue
Moavem rpysa He MoXxeT noAHATb MoxeT noAaHATb  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 noaHATb rpy3 maccom 1
Maccon 1 Kr Bbiwe rpys maccom 1 kr gaxe mMaccon 1 Kr C Kr 6e3 komneHcauum
YPOBHA nje4y — C KOMMeHcauuemn KoMrMeHcauunemn
OTBeseHue rieda
MNoabem KNCTKN HeBbinonHMMO BbinoaHuMo C BbinonHuMo 6e3 KoMneHcaumm
Bbllle YPOBHS KOMMeHcaumemn
nney — CrubaHune
nneya
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
ypoOBHA nne4y — AaXke C KoMMeHcaumen KOMMeHcaumemn
OtBegeHue nieya
Moabem rpysa He MoxeT noaHATb MoxeT nogHATb  rpys MoXeT noAHATb rpy3 mMaccon 1
mMaccor 1 Kkr Bbiwe rpy3 maccom 1 Kr gaxe Maccom 1 Kr C Kr 6e3 KomneHcauum
ypOBHA nfae4y — C KOMMeHcaumemn KOMMeHcaumemn

NTOro

Kirou (I/IHTepHpeTaHI/Iﬂ): OLCHHUBACTCA B 0ajij1ax Ha MOMEHT OCMOTpa U IOTOM, B TMHAMHUKCE.
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