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Cnmcok cokpameHui
BullAIT — ot auru. Biphasic Positive Airway Pressure, BPAP, BiPAP
BAIII bopra — BusyanbHO-aHajgorosas mkaina bopra
B/III — BepxHuE AbIXaTECIbHBIC ITYTH
JIH — npixatenbHas HEI0CTaTOYHOCTh
JAHK — ne3okcupuOOHyKIEHHOBAs KUCIIOTA
KEJI — Xu3HEeHHAast EMKOCTb JIETKHX
NBJI —uckyccTBEeHHAs BEHTHIISINUS JIETKUX
kJla — KWI101aJIbTOH
KT — xomnbroTepHas Tomorpadus
K®K — kpearundocdokrnHaza (CHHOHUM — KpeaTHHKHUHA3a)
JIAI' — nakrarneruaporeHasa
MPT — MarHuTHO-pe30HAaHCHAs TOMOTpadus
HHWBJI — HenHBa3uBHAsA HCKYCCTBEHHAsI BEHTUIISILUS JIETKUX
O®B1 — 00beM (popcrpoBaHHOTO BBIIOXA 32 MEPBYIO CEKYHIy MaHEBpa (OPCUPOBAHHOTO
BBIJIOXA
OPBU — octpas pecniupaTopHasi BUpyCHast UHPEKIus
[TJIE — moTeHuMa sl ABUTaTEIbLHBIX €IMHUII
[TAP® — monuMopdu3M ATUH peCTPUKIIMOHHBIX (parMeHTOB (CIIOCOO MCCIeI0BaHuUs
renomuoi JIHK)
[ICB — nukoBasi CKOPOCTh BBIJIOXA
[ICK — nukoBast CKOPOCTb Kaluis
[1dM — nporpamma pu3HuecKoro MeHeKMEHTa
III1P — monuMepasHas LenHas peakuus
PHK — pubonykiiennoBast Kuciora
pPHK — pubocomansnas PHK
MPHK — marpuunas PHK
CullAITl — ot anrzn. Constant Positive Airway Pressure, CPAP
CMA — cnuHaibHas MbllleqyHas aTpodus
CMA | — cniuHanbHas MbliieyHas atpodus, tvi |
TCP — TexHUYECKHE CpeACTBa peabUIUTAIINH
OXKEJI — pyHKIMOHATBHAS KU3HEHHAS! eMKOCTh JIETKUX
YVYP — ypoBeHb yOeIUTEILHOCTH PEKOMEHIAIIHIA

V]I — ypoBE€Hb 1OCTOBEPHOCTH JOKA3aTEIbCTB
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OKI' — anekrpokapauorpadus

OMI' — snexrpomuorpadus

OHMI" — snekrponeiipomuorpadust

2XO-KI' — sxokapauorpadus

MLPA — MyJbTUIUIEKCHAS aMILTH(GHUKAIMS JTUTHPOBAaHHBIX 30HAOB (oT amria. Multiplex
Ligation-dependent Probe Amplification)

NIPPV — HeuHBa3suBHAsi BCHTH/IALHMS JIETKUX IIOJIOXKMTEIbHBIM AaBieHreM (OT aHrJL.
Noninvasive Positive Pressure Ventilation)

OMIM — Omnaiin-KaTaaor MEHIEIeBCKOro HacieoBanus yenoseka (anri. Online Mendelian
Inheritance in Man)

PtcO2 — TpaHCcKyTaHHAs MYIHCOKCUMETPHS

PetCO2 — napuuanproe nasiaeHue CO2 B KOHIIE CIIOKOMHOTO BBIJIOXA

SpO2 — carypamusi KUCJIOPOJIOM apTepHalbHON KpOBU, H3MEpEHHAas HEUHBA3UBHBIM
CIIOCOOOM C TMOMOIIbIO MyJbCOKCUMETpUHU (auria. mean nighttime oxyhemoglobin

saturation)

TepMuHbI U onpeae/IeHUs

Asto CullAIl (anrn. Auto CPAP; 1Mo HOMEHKJIAType MEIUIIMHCKUX H3ACTHA —
Amnmapar i UCKYCCTBEHHOW BEHTWJISIIUMA JIETKUX C TOCTOSHHBIM TOJOKUTEIbHBIM
nasnennem Auto CPAP) — sto CUITAITI (cMm. 1asnee) ¢ aBTOMAaTHUECKON HACTPOWKOM TaBICHUsI
HArHETaeMOro BO3/yXa, OMpENENSIONINe YPOBEHb HEOOXOIMMOIO JaBIEHUS, MOAA0IINe
BO3JIYIIHBIA MOTOK TOJHKO B MOMEHT OCTAHOBKHU JIbIXaHMSI, TIOCTETICHHO YBEIMYHMBAs €ro 110
TEX TIOp, TTOKa HE TTPOU30UJIET BIIOX.

BullAIl (or amri. Biphasic Positive Airway Pressure, BPAP, BiPAP), mo
HOMEHKJIAType MEAUIMHCKUX U3JEINil — Amnmapar ajis UICKYCCTBEHHON BEHTHIISILIUU JIETKUX
C TOCTOSIHHBIM TIOJIOKHTENbHBIM JaBieHHeM BPAP) — nByxdasnas BeHTWIAIUS C
MOJIOKUTETHHBIM JIAaBJICHHEM B JIBIXaTEIbHBIX IMYTSAX — JTO aIlllapaT, CO3JAl0NIMi Ha BAOXE U
BBIJIOXE MALMEHTAa JaBJICHUE PA3JIMYHOTO YPOBHS.

l'unepTtpodus Muokapa — 3TO MATOJIOTMYECKOE YTOIIICHUE CTEHOK CepAIia.

JleHcuTOMETpHST — 3TO HEMHBA3UBHBIN METOJ] ONIPEACIICHUS MUHEPATIbHON INIOTHOCTH
KOCTHOM TKaHH.

Jlunatarus KaMep cep/iia — 3TO MaTOJOTHYECKOe yBeIMYeHHe 00beMa KaMep cep/ala.

JuchyHKIMST MHOKapAa — 3TO HapylleHue ero (yHKUWU; JUCHYHKLIHS ObIBaeT

CHUCTOJINYECKOW (CHIDKEHHE COKPAaTUMOCTH MHOKapJa), IUACTOIMYECKON (3aMeieHue
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paccrnabiieHusi MBIIIIBI  CepAlla) W AJNEKTPUYECKOM (HapylleHHe pacHpOoCTpaHeHUs
ANEKTPUUECKON NETOISPU3ALMU U PEHOISIPU3ALMHU 110 CEPACUHON MBIIIIIE).

Kapnuomuonatuss — 3TO reTeporeHHasi rpyrina acCOLMUPOBAHHBIX C MHUOKApAOM
3a00JIeBaHUM, COIMPOBOXKIAIOIINXCS MEXaHUYECKOW W/WIM SJIEKTPUYECKON IUCPYHKIIMEH,
00BbIYHO (HO HE BCerja) MPUBOIAIINX K TUIIEPTPOPUH WIH JUJIATAIIUN U UMEIOIIHUX Pa3IuYHbIE
(4acTo reHeTUYeCKHe) MPUINHBI.

Kamnomerpuss w kamHorpadus — dTO u3MepeHwe U mudpoBoe oroOpakeHue
KOHLIEHTPALUU WY MAPLUUAIbHOT0 JaBJICHUS YTJIEKUCIIOrO ra3a BO BIBIXa€MOM U BbLBIXaEMOM
rasze BO BpeMsl JbIXaTeJIbHOIO LIUKJIA MTallUEHTA.

Kucnotno-ocHoBHOE cOCTOSIHUE (KUCTOTHO-IIEIOYHOM OanaHc, KMCIOTHO-IIIETOUYHOE
cocrosiaue, KII[C) — 3To cooTHOIIEHHE KOHIIEHTPAIIMi HOHOB BOA0poaa H+ 1 ruipOKCHIIBHBIX
rpynn OH B GMOI0THYECKUX KUAKOCTAX OPraHu3Ma.

KoHnTtpakrypa — 3T0 OrpaHrueHHEe MACCUBHBIX ABUKEHUMN B CyCTAaBE.

[Taronoruyeckass ycTaHOBKAa KOHEYHOCTH WM CErMEHTAa KOHEYHOCTH — 3TO
MaTOJIOTUYECKOE TMOJ0KEHWE KOHEYHOCTH WJIM €€ CErMEHTa, BO3HHUKIIEE B PE3yJIbTaTe
M3MEHEHHS MBIIIEYHOT'O TOHYCA IPU COXPaHEHHOM 00beMe JBIKEHUN B cycTaBe(ax).

[lynbcokcumeTpusi — 3TO METO/I, TO3BOJISIIOLIUI ONPEAENUTh coaepkanue O2 B KpOBU
Y 4aCcTOTY MyJbCa B MUHYTY.

Cepnevnas HETOCTATOYHOCTh — ATO CHUKEHHUE CIIOCOOHOCTU cep/ilia o0ecreynBaTh
HACOCHYIO QYHKINIO. bhIBaeT ocTpoil 1 XpOHUYECKOH.

CulTAIl (or amrm. Constant Positive Airway Pressure, CPAP — mocTosHHOE
MOJIOKUTEIHHOE JIABJIEHUE B JIBIXATENbHBIX MYTAX; IO HOMEHKJIATYPE MEIUIIMHCKUX U3ICTUI
— Anmnapart uCKyCCTBEHHOM BEHTWISALIMU JIETKUX C TTIOCTOSTHHBIM TTOJIOKUTEIHHBIM JJaBJICHUEM
CPAP) — »3TO WHIMBHIyaIbHBIA MEIUIMHCKUIM ammapar Ui aBTOMAaTH3WPOBAHHOW
JUTMTEIbHOW ~ BCIIOMOTaTelIbHOW  WHTpaHa3aJbHOM  BEHTWISLUUU JIETKUX  IOCTOSIHHBIM
MTOJIOKUTENBHBIM JIaBJICHHEM, NTPUMEHSAEMbIN MAalMeHTOM BO Bpems HouHoro cHa. CHUITAII
MpEACTaBISIET COO0H HEOONBIIONW KOMIIPECCOP, KOTOPHIN MOJAET MOCTOSHHBIA MOTOK BO3TyXa
MOJ1 ONIPE/ICIICHHBIM JaBIIEHUEM B JIbIXaTENbHBIE TYyTH Yepe3 THOKYI0 TPYOKY U T€pMETHIHYIO
HOCOBYIO WJIH POTO-HOCOBYIO MacKy. Takum o0pa3oMm, OH He AT JBIXaTENbHBIM ITYTSIM
CMBIKAThCS U OJIOKUPOBATD MOCTYIUICHHE BO3ayxa (M HEOOXOIUMOI0 OPraHU3My KHCIIOPO/Ia).
B pesynbprare uckirodaeTcsi puCK BHE3aIMHOW CMEPTH OT OTCYTCTBHSI BO3TyXa B JIBIXATEIBHBIX
MyTAX, a TAaK)Ke 00eCTIeUnBACTCS HOPMAaJIbHBINA COH.

CKOIM03 — 3TO TPEXIJIOCKOCTHAs ie(hopMaliyst TO3BOHOUYHUKA.


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

CyOMaKkcUMambHBIM PEKUM HArpy3KH — 3TO PEXHM, IS KOTOPOTO XapaKTEPHBI
OTCYTCTBHUE OJBIIIKH, YyBCTBA YTOMJICHUS M OOJIH B MBIIIIIAX.

Onexrpomuorpadus (OMI, SHMI', muorpadus, snekrponeiipomuorpadus: Muo —
MBIIIIBL H ...Tpado — IMUIITY) — TO METO/] HCCIICAOBAHNS OMOIIEKTPUIECKUX OTCHINAJIOB,
BO3HMKAIOMIMX B CKEJICTHBIX MBIIIIAX YEIIOBEKA M )KUBOTHBIX NPH BO30YKICHUN MBIIICYHBIX
BOJIOKOH; PETHCTPALIUS dJCKTPUIECKON aKTUBHOCTH MBIIIII.

DOHTepallbHOE TMHUTAaHHE — O3TO BBEJIEHHE INHTATEIBHBIX BEIIECTB B IKEIyJO0YHO-
KUIICYHBIH TPAKT (TIEPOpaIbHO, Yepe3 30HAbI U CTOMBI) C IIEJbI0 MOAJCP)KaHUS U KOPPEKIINU
HYTPUTHBHOTO CTaTyca B COOTBETCTBHH C TEKYIIMMH IOTPEOHOCTSIMU OOJILHOTO B DHEPTHH,

66JIK€, BUTaAaMHHaX, MUHCPpAJIaX U MUKPOIJICMCHTAX.



1. Kparkas muH(popmanus no 3a00/1¢BAaHNI0 WIH COCTOSHMIO (TpyIme

3a200J1eBaHUI UJIM COCTOSIHUI)

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

COCTOSHMI)
[IpokcumanbHas cnuHanbHas Mblmednas artpodus 5q (CMA) — 310 TsKenoe
ayTOCOMHO-PELECCUBHOE HEPBHO-MBIILICYHOE 3a0oeBaHue, XapaKTepu3yromieecs

IPOTPECCUPYIOIIMMU CHUMIITOMaMHU BSUIOTO Tapajinya W MBIIIEYHOH aTpoduu BCiIeACTBHE

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

1.2 9THOJIOrUA ¥ HATOreHe3 3200JeBaHNs] HJIM COCTOSHUSA (rpynnbl 3a00J1eBaHu i

HJIN COCTOSTHHM)

Pa3BuTHEC NPOKCUMAILHOW CIHWHAIBHOW MBIMIEYHOH aTpoduu S5q 0OYCIOBICHO
myTtanusmMu B reHe SMNI (cokpaw. ot anri, survival motor neuron), KOAHPYOIIEM OeI0K
BbDKMBaeMOCTH MoToHeipoHoB. ['en SMN1 kapTtupoBan Ha xpomocome 5 B Jokyce 5q12.2-
q13.3 u umeer nentpomepuyro konuto (SMN2). O6a rena cocTosaT u3 AeBATH SK30HOB (1, 2a,
2b, 3-8) um pasmuuaroTcs MATHIO HYKICOTHAaMU B mociemosarenbHoctu JHK [1, 2].
Kputnueckoil TOYKOW sIBJSIETCS 3aMEHA IUTO3WHA HAa TUMHH B 3k30He 7 reHa SMN2 (c.
840C>T), co3pmaromiasi caiiT CBSI3BIBAHUS U1 pempeccopa ciuiaiicuHra. BceneactBue 3Toro
pa3iuuvs B HYKJICOTHIAHOW IOCIEN0BATEbHOCTH OCHOBHOM TpaHckpunT reHa SMN2 He
COJICPKUT 3K30HA 7 W sABISACTCS (DYHKIMOHAIBHO HemoHOIEHHBIM [3]. Omrako rem SMN2
TaK)Ke MPOYLUPYET MOTHOPa3MEPHBIN (PYHKIIMOHAIBHBIN O€JI0K, HO B OTHOCUTEIBHO MaJIbIX
komuecTBax (1o 10%).

K Bo3HUKHOBeHUIO npokcuManbHOii CMA mpuBOAST MyTallid B TEIOMEPHON KOTHH
reda (SMN1). OCHOBHBIM THIIOM MYTaIliii B 3TOM T€HE SIBJISFOTCSI TOMO3HTOTHBIC JCIICITUU
9K30HOB 7 miM 7-8, KOTOphIe BBIABIAIOTCA y 95% manmenToB. OctanbHbie 5% MalueHTOB
SBIISIOTCS KOMITAYH/A-TE€TEPO3UTOTaMu M0 jAenenuu B onHoi konuu reHa SMN1 u toukoBoi
MyTalldd B JAPYroi, KpailHe peaKo — KOMIAyHA-TeTePO3UrOTaMH MO JABYM MHUHOPHBIM
mytarusiM [4]. Myramun resa SMN2 ve Moryt ObiTh npuurHO CMA, 0THAKO YHCIO €ro
KOIMUI Ha CErOJHS SIBJSIETCS OCHOBHBIM MojaudukaTopoMm 3aboneBanus. [IpubmuszurensHo y
80% mromeit B monyisiuuu HaOmromaetcst 1-2 xoruu. [ng 5-10% 370poBbIX JtoJei onucaHbl
ciydan pgenenuu reHa SMN2 B romo3urotHoMm coctossHuu. Y mamnueHtoB co CMA
pazHooOpa3zue uucna konuid rena SMN2 ropaszmo Gosbilie ¥ MOXKET BapbupoBaTh OT 1 70 6

kormii. To HeOosbIOe KOJWYECTBO (YHKIIMOHAIBHOTO Oenka, MpOAYIHUPYyEMOTO



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

[Tponykrom rena SMN sBrsiercst 6ennok SMN, coctosmuii u3 294 aMUHOKUCIIOTHBIX
OCTaTKOB, C MOJeKyJsipHbIM BecoMm 38 k/la. benok (yHKunoHHpyeT Kak B siapax, Tak U B
nutorazMe. B sapax 6enok SMN nokanusyetcs B cpepornoJoOHbBIX CTPYKTYPax, Ha3bIBAEMBIX
reMaMu, acColMUpOBaHHBIX ¢ Tenbllamu Kaxans, BosieueHnbix B metabonusm PHK. benok
SMN wurpaer BaxHyI poiib B crutaiicuare mnpe-pPHK u OuoreHese Masbix sIEpHBIX
PUOOHYKIJIEONPOTEHHOB, B TEHHOM SKCIPECCUU HA YPOBHE TPAHCKPUIIIUH, a TAKXKE y4acTBYET
B akcoHasibHOM TpaHcnopte MPHK B anwsda-moToneiponax [9].

CHuxenne ypoBHs 6enka SMN npuBoAUT K aKCOHANIBHBIM Jie(peKTaM JIBUraTeNIbHbIX
HEHPOHOB, BKIIIOYAs YCEUECHHUE U/MIIH YPE3MEPHOE Pa3BETBICHUE aKCOHOB, 3aME/IJICHHE POCTA,
HapyIICHUSM B HEPBHO-MBIIICYHBIX CHHAIICAX: HAKOIJICHUIO HEHpOPUIaMEHTOB B
MPECUHANITUYECKUX  TEPMUHAIAX, (HOPMHUPOBAHHIO  HE3PENbIX  MOCTCUHANTHYECKUX
TepMUHAJIEH U (QYHKIIMOHATBHBIM aHOMAJIMSIM, HapyIIEHUIO Tporecca dHaonuro3a [10, 117.

Mooughukamopul kiuHuyecko2o meyenus 3aboneéanus. Kiuandeckoe pazHooOpasue
npokcumanbHoii CMA 50 MokeT OOBSCHATHCS HAIMYMEM MOAUPHUIHMPYIOIHUX (AKTOPOB.
Monudukatopsl MOXKHO pa3fAeNuTh HA JBE OCHOBHBIE TPYIIbI: BIUSIONIUE HA YPOBEHB Oenka
SMN u, COOTBETCTBEHHO, HE OKa3bIBAOIIME BIMSIHUS Ha KOIU4uecTBO Oesika SMN.

dakTopel, BIUAONIME Ha VypoBeHb Oenka SMN. Ha ceromHs OCHOBHBIM

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

Eme omun monudunumpyrommii ¢akrop CMA, cBs3aHHBIH HEMOCPEACTBEHHO C
HEeHTpoMepHOU Komuel reHa SMN, — 3710 onHOHyKIeoTHAHAs 3aMeHa ¢.859G>C B 3k30He 7
rera SMN2, xoTopas mpuBOAUT K OOpPa30BaHUIO HOBOTO JHXAHCEP-CBS3BIBAIOIIETO CaifTa
CIUIalicCHHTa, Pe3yJIbTaTOM Yero sBJIseTCs BKIIOYEHHE B TpaHCKpunT ¢ reHa SMN2 sk3oHa 7.
JlaHHBI BapuaHT acCOIMMPOBAH C YBEIMUYCHHEM B KPOBH KOJIMYECTBA IOIHOPA3MEPHOTO
6enka SMN y nanuento co CMA II-1I1 tuma [13].

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

JlononHuTeNbHBIE (DAKTOPHI, BIUAIONINE HA YpoBeHb Oenka SMN

daxkTop Dddekt
1 yBeIMYMBAET BKIIIOYECHHE DK30HA 7
Tra2p
| IpUBOIUT K 9K30H-CKUMIUHTY 3K30HA 7
Cnnaiicunr-
SF2/ASF 1 yBEIMYHMBAET BKIIOYCHHUE dK30HA 7
peryaupyromue GpakTopbl
1 MHTUOMpPYET BKIIIOUEHHE K30HA 7 reHa
hnRNPA1
SMN2
CREB1 1 yBeIM4MBaeT TpaHCcKpunuuo Oenka SMN
STAT3 1 c1ocoOCTBYET POCTY aKCOHOB
IRF-1 1 yBenuuuBaeT ypoBeHb 0enka SMN
@akTopsl,
1 yBEIMUYUBAET MPOJAOIDKUTEIHLHOCTD KU3HH Y
peryiupymoinue PRL
Tskenbix CMA-MbIen
TPaHCKPHITLIUIO
MerunupoBanue
IIPOMOTOPHOU

o0Jacty reHa

1 CHIKaeT ypoBeHb 3kcnpeccuu reHa SMN2

SMN2
UlA 1 yMeHblIaeT ypoBeHb O6enka SMN
Crabunumsanus MPHK 1 YBEIMYUBAET MPOAODKUTENLHOCTD KU3HU Y
HuR/p38
TsKenbiX CMA-mblen
DakTOpBI, BIUAIOMHE | PKA 1 uHruOupyet nerpaganuto 6enka SMN
Ha TOCTTPAHCISIUOHHYIO
GSK3 epEeHHO YBEIMYUBACT BEKUBAEMOCTh
Mo i (UKAIHIO L ywep yB
11| Oxa3biBaeT non0XNUTENBHOE BIMSHUE HA
I'ononanue
BBDKHUBAEMOCTb
11} YBennuuBaeT ypoBeHb MOJTHOPA3MEPHOTO
Ok3oreHHble pakTopsl | ['Mnokcus 6enxa SMN. JlpixarenabHast MOAAEPIKKa
yIy4IIaeT CUMITOMATHKY.
OKcHUIaTUBHBIN
11| Ycunuaer nporpeccupoBanue 601e3H1
cTpecc

11




OnHako, BIUSHHE OOJBIIMHCTBA M3 3THX (AaKTOPOB OLIEHUBAIOCH IN Vitro. B sxuBoM
OpraHU3Me MEXaHU3MbI B3aUMO/ICHCTBUS HAMHOTO CIIOKHEE ¥ TPEOYIOT TITyOOKOTO U3yUdeHUsI.

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

accolMupoBaHHbIX ¢ TeHOM SMN U ero mpoayKkToMm, Takke o4eHb MHOTO. C KaXXIbIM T'0JIOM
OTKPBIBAETCs BCE OOJIbIIIE MEXaHU3MOB. B rocieinee BpeMst HHTepecC MPUKOBaH K psiiy OCIIKOB,
yAYYIIAONIMX TPOLECC SHAOIMTO3a B CHHANCaX, T. K. HEJAaBHO OBUIO YCTAHOBIEHO, YTO
UMEHHO DHJIOIUTO3 SBIISIETCS OJHUM U3 KIIFOUEBBIX HapyIlIaeMbIX MexaHu3mMoB ipu CMA. Otu
oenku npeactaniaeHsl ractuaoM 3 (PLS3) u koponunom (COROI1C) [14], HelipoKaTblIUHOM
nenbta (NCALD) [15] u kaneiuiineBpuHononooHbeM 6ekom (CHP1) [16].

OcoOsrit mHTEpec mpenctarisier meTwmpoanne JIHK, xak Hambosnee craOwmiibHas
Moau(UKaKs, W3MEHSIOIAs XapakKTep OJOKCIPECCHH TeHOB. bbUla BBISBICHA CBS3b
metmiupoBanusi psga reHoB (SLC23A2, NCOR2, DYNC1H1), koropble MOryT OBITh

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

1.3 DnuaeMnoJaorug 3a00JeBaHUsA WJIM COCTOAHUSA (rpynnbl 3200J€BAHNNA WU

COCTOSIHMH)

PacnpocTpaHeHHOCTh MPOKCUMANIbHON CIIMHAJIBHON MBIIIEYHOM aTpoduu coctasiser 1

Ha 6000-10 000 HoBopoxneHHbIX [20]. /laHHbIe O pacpoCTpaHEHHOCTH 3abosieBaHus B PD
orcyTcTBYIOT. Hactora HOocuTenbCTBa 3a0oseBanus — 1/40-1/50 B momynsaiuu B mienom [21,
22]. Tlo namaeiMm ®T'BHY MI'HI] umenu akagemuka H. I1. boukoBa gacToTa HOCHTEILCTBA
mytanuu B reHe SMN1 B Poccun — 1/36 yenoBek u pacueTHas 4acToTa poKIAeHUs peOeHKa co

CMA 1 Ha 5184 HOoBOpOKAEHHBIX [23].

1.4 OcoGeHHOCTH KOIUPOBAHHA 3200J¢BaHUS HJIH COCTOAHUA (IPYHILI

3200JeBaHUNH WM COCTOSHHI) M0 MeXKIYHAPOAHOW CTATHCTHYECKOH KJaccH(uKanuu

00Je3HeH M MPodJaeM, CBA3AHHLIX CO 3I0POBbLEM

G12.0 [erckast cnuHanbHas MbleuHast arpodus, I tun [Bepaaura-I'opdmanal)

G12.1 dApyrue HacieACTBEHHbIE CIMHAJIbHBIE MBIIIEYHbIE aTpohun

1.5 Kaaccudukanusa 3ad601eBaHus WJIH COCTOSAHNA (rpynnbl 3a00JeBaHUl WM

COCTOSIHM)

Knuanueckas KHaCCI/I(I)I/IKaLII/IH 3a00JIeBaHUS OCHOBEBIBAE€TCS Ha BO3pacTe ,Z[C6IOTa,

TSOKECTH TeUEHHUs 3a00JI€BaHUsS U MPOAOLKUTENbHOCTH )u3Hu [20]. (Tab. 2)

Tao0mua 2.
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Kimmanugeckas knaccudukams MpoOKCUMAaIbHOM CIIMHAILHON MBITIIEYHON aTpoduun 5q.*

Oxugaemas
Bo3spact sk
Tun CMA MPOJIOJKUATEIBHOCTD JBUrarenbHblE HaBBIKU
nedroTa
KU3ZHU

CMA 0 BHYTPUYTPOOHO 10 6 Mecs1eB Her

HECTIIOCOOHOCTH JIePKaTh
CMA I AP

TOJIOBY,

10 6 MecsLEeB 110 2-X JIeT

IEpEeBOpaYnuBaTLCA, CUACTDH

(OMIM#253300) c
€3 NOJIEPIKKU

CMA 11 o
6-18 MecsLen 70% moxuBaroT 10 25 | cmocOOHOCTH CUIETHL O3

(OMIM#253550) et HOMACPaIH
CMA I crapiie 18 10-40 net mocite CIIOCOOHOCTH CTOSITh U
MECSIIICB MaHH}ecTaIH XOJMTh 0€3 MOAICPKKU

(OMIM#253400)

*cymectByer u CMA |V Ttuna, Ho pu 3ToM THIEe 3a001eBaHie MaHU(]eCTUPYET BO
B3POCIJIOM BO3pacTe

**[pu eCTECTBEHHOM T€UEHUH 3a00JIeBaHUs

1.6 Kannuueckas KapTHuHa 3200J1€BaHUs] MJIH COCTOSIHHS (rpynnbl 3200J1€eBaHMIi

HJIN COCTOSTHHUM)

ITpoxcumanpHasi ciiHanbHas MbliedHas atpodus 0 Tumna, win BpoxaeHHas CMA ¢
MOCJIepOI0BOH achukcueil — Hambolee TSHKEBI BapuaHT TeueHus 3abosneBanus. Ha 30-34
Hezene OEpeMEHHOCTH OTMEYaroT MaJONOABMXKHOCTH Iiofa. Ilocime poxneHus: TBUKEHHS
IIPAKTUYECKH OTCYTCTBYIOT, HAIMYME KOHTPAKTYp, TPYIHOCTH C IVIOTAHUEM M JBIXaHUEM —
0e3 obecreueHH s IbIXaTeIbHOU MOICPXKKN peOeHOK morudaet [24].

[IpokcumanpHas cnuHalbHas MblieyHas arpodust | tuna, nnm Oone3n» Bepanura-
['oddmana, Bo3HMKAET B Bo3pacTe 10 6 MECALEB U XapaKTepU3yeTcs TSKEIOW MBIIIEYHON
ciabocTbio. bosbHBIE 1eTH HEe CIOCOOHBI AEp)KaTh TOJIOBY, NEPEBOPAUYMBATHCS, CHIETh 0e3
nojiepxku. [IpokcumaneHas, CHMMETpUYHAsT MbIIeyHast c1aboCcTh, OTCYTCTBUE MOTOPHOTO
pPa3BUTHS U MbIIIEYHAS! TUTIOTOHMSI SIBJISIIOTCS OCHOBHBIMH KJIMHUYECKUMHU npu3Hakamu CMA
I Tuna. YacTo oTMeUaroT HaJIMYME KOHTPAKTYpP B KOJIEHHBIX U JIy4e3allsICTHBIX CyCTaBaX, pexe
— B JIOKTEBbIX. B HEOHaTaJIbHOM IIEPUO/IE WU B TEUEHUE NIEPBBIX TPEX MECSIEB )KU3HU JE€TU
CO CMEpTEJIbHBIM IPOIHO30M HCIBITHIBAIOT TPYAHOCTH C COCAHMEM M TIJIOTAHUEM U 4YacTO
JNEMOHCTpUPYIOT nauadparmanbHoe JpixaHue. Cama gauadparma He BOBJIEKaeTcsl B
NaTOJIOTMYECKHUH MpoLIecC 10 MoceIHeH cTaqun TeueHus 3adoneBanus. Hapyiienus rinotanus
MOTyT IPHUBOJUTH K ACHHUPALMOHHOM ITHEBMOHMM W JIETAIBHOMY HCXOAy. Y MNalMeHTOB

HaOroAar0TCsl PaCUUKYIISALUN MBI A3bIKA U TIOCTYPAJIbHBIN TPEMOp MajbleB. boMbIIMHCTBO
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O6onbHBIX gereid co CMA | tuna 6e3 MEIUIIMHCKOTO COMPOBOXACHHS W 0OCO0OTO yXxoja
norubaet B BO3pacTe 10 IBYX JeT [25].

[TpoxcumanpHas cnimHanbHas MblmevHas atpodus Il tuma mnm xponmdeckas CMA
(6one3np JlyooBuIa) nMeeT O0Jee Mo3IHee Havallo B Bo3pacTe 6-18 MecsiieB 1 MeHee THKEI0e
TedyeHue. Takue JeTH COXPaHAIT CHOCOOHOCTh CHIETb U yIEpKHUBaTh TI'OJOBY
camoctosiTennbHO. Y manueHToB co CMA I naGmonarorcss (hacHUKyssIUA MBI S3bIKA,
TPEMOp HAJIbIEB BBITSAHYTHIX PYK, (GacUUKYISIpHbIE U GUOPHIUIAPHBIC TOACPTUBAHUS MBIIIILL
IPOKCUMAJIbHBIX OTEJIOB KOHEYHOCTEH, BBIPAXKEHHBIM CKOJIMO3, cIabocTh MeXpeOepHOit
MYCKYJIaTyphl, AuadparMaibHOe JbIXaHue. Y JeTedl BO3HUKAKT TPYIHOCTH IpU Kalule U
NIyOOKOM JbIXaHUM BO BpEMs CHa Ul MOJAEpKaHHUsS HOPMAJIBbHOTO YPOBHSI KHUCJIOpOJa U
quokcuaa yriepona [26, 27]. Pa3BuBarOTCS W TPOTPECCUPYIOT CKENETHBIC ehOopMaIlny.
XapaKTepHbI TAKXKE IJI0X0H COH HOYBIO, YCTAJIOCTh [TOCIIE HOYHOT'O CHA, COHJIMBOCTh B THEBHOE
BpeMsi, BO3MOKHO pa3BUTHE YTPEHHEH IMIIEPTEH3UHU (Te )K€ U3MEHEHMs, HO B OoJiee cTapIieM
Bo3pacre, pa3BuBatorcs npu CMA III tuna).

Hauano npoxcumanbHON crnMHanNbHOM MblmeuHoil arpoduu III tuna (roHOIIECKas
dopma), miu 6one3nu Kyrenpbepra-Benanaep, BapbupyeT B Bo3pacTe HauuHas ¢ 18 mecsuen
U J10 1oHo1eckoro Bo3pacra. [lammentsl co CMA 111 coxpaHstoT cnocoOHOCTh MepeIBUraThCs
CaMOCTOSITENIbHO, HO MOTYT YacTO Ma/laTh WM UCHBITHIBATH TPYAHOCTH MPHU MOABEME U CITYCKE
10 JIECTHUIIE, Oere, HAKJIOHE, IOIbEME U3 MOJI0XKEeHUs cuisl. HukHIe KOHeUHOCTH TPU TaHHOM
TUIe 3a00JeBaHUs MOPaXEeHbl CUibHee, 4yeM BepxHue. Y mnamueHToB co CMA III Ttakxe
COXPAaHSIETCs TPEMOP MaIbIIEB BBITSHYTHIX pyK [26-28].

[Ipu Bcex tunax CMA MOTyT HmOpaXaTbCs OCHOBHBIE I'PYIIIBI IbIXaTEIbHBIX MBIIIILI,
BKJIIOYAsi MBIIIIBI BJIOXa M BBIJOXa MU Oylb0apHYl0 MYCKYJNarypy, HOpH 3TOM CTENEeHb
NOPaXEHUsI M MEXAHU3MBbI, BEAyIIME K HAPYIIEHUIO JbIXaHWsS, MOTYT pa3jnyaTbCs B
3apucuMoctd OoT Tuna CMA u craguu 3abonieBanus. IlepBoHa4yaabHO THUMOBEHTHIISAIMS,
00yCIIOBJIEHHAs HAapYILIEHUEM JbIXaHUs, pa3BUBAETCA BO CHE, HO IIOTOM M B JTHEBHOE BpEMSI.
['MnoBeHTMIISIIMS BO CHE MPUBOAMUT K Pa3BUTHUIO amHO3. HapyieHus npixaHus — OCHOBHas
NpUYMHA BO3HUKHOBEHHSI OCJIOKHEHUH 1 cMepTHOCTH naiueHToB co CMA | u CMA 1l; kpome
TOT'0, OHU TAK)K€ MOTYT pa3BUBaThCs y HEOOIbIION A0mM narenToB co CMA 1.

ITpu Bcex Tunax CMA MOKeT BBISBIISITHCSI KapIUOJIOTHYECKasl MaToJIOTHsl (HapyIlIeHus

puTMa cepia, KapaAuOMHOIIATHS | T.JI.).
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2. I[l/laI‘HOCTI/IKa 3a00J1eBaHUsI WM COCTOSIHUS (I‘pyl'll'lbl 3200/1IeBaHUH WU
COCTOHHHﬁ), MEANINUHCKHUE TIOKaA3aHUA U ITPOTUBOIIOKA3AHUA K

INPUMEHCHHUIO METOA0B THATHOCTUKH
Kpumepuu ycmanoenenus Ouacno3a/cOCMOAHUA.  pe3yIbmamvl  NPOGeOeHUs
MONEKYISIPHO-2eHemu4ecko2o obcnedosanust (0Onapyscenue oeneyuu 3k30n06 7 uiu 7-8 6
20MO3USOMHOM COCIMOSIHUU (M.e. 8 0beux Konusax 2ena) uiu moukogwvlx 3amer 8 cene SMNI ¢
20MO3USOMHOM COCMOAHUU UIU MOYKOBOU 3AMeHbl U Oeleyul 9K30HAd 6 KOMNAYHO-
2emepo3uU20mHOM COCMOSIHULL).

2.1 /Kaa00bl 1 aHAMHE3

OcnosHvle dcanodvl u anamues onucamvl 6 pasdene «Kiunuueckas xapmuna
3a601e6aHusl UNU COCMOSHUA (2pynnsl 3a0onesanuti unu cocmosinuil)y. Huoice npusedensi
arcanobvl, mpeodyrouue omoeibH020 YMOUHeHUsA!

e PexomeHayercst yTOYHHUTH )KaI0OBI Ha XPpall U YaCThIe MPOOYKICHUS BO CHE, yTPEHHUE TOJIOBHBIE
00111, COHJIUBOCTb B T€UEHUE JIHS, Y poauTenel nanueHToB co CMA 5q a1 paHHel 1MarHoCTUKU
THIIOBEHTH/ISALMH U armHod cHa [29].

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

o Pexomenayercsi yTOUYHATH YAaCTOTY MH(EKIIMOHHBIX 3a00J€BaHUI U aHTUOMOTUKOTEpAIUU 3a
nocneanue 6-12 Mecsues (B 3aBUCUMOCTH OT KPAaTHOCTH HAOJIOEHUS) Y pPOAUTENECH NAlMEeHTOB
co CMA 5q is aekBaTHO#M OIIEHKH COMaTHYECKOTro cTaryca narrentos [30].

YpoBeHnb yoenuTeabHOCTH pekoMenaanuii C (YypoBeHb J0CTOBEPHOCTH 10KA3aTEJILCTB — 5)

e PexoMeHayeTcsi yTOUHSTH JKaJIOOBl HA HAPYIICHUS TJIOTAHUS KUAKOCTH W/WIJIM TBEPJOM MHIIH,
OIIIYIIEHUE 3aCTPEBaHUsI MUIIM B TOpJI€ BO BPEMS IJIOTaHMS, Kallellb WM MMONEPXUBAHUE J10, BO
BpEMs1 WM MOCJIE TII0TaHUS], HATMYME XPUILIOTO MIIH «BJIAXKHOT0» ToJloca MOCJe akTa III0TaHus, a
TaKXe BIUSHHUE Mpoliecca MpuemMa MUY Ha Ka4eCTBO KU3HU y poauTenei maiueHToB co CMA
59 s uckiaroueHus aucoarnu [20].

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

2.2 PusukajabHoe 00Cae10BAHHE

Knunuuecrxoe obcnedosanue CMA exatouaem 6 cebs npogedeHue Qu3UKATbHOZO
0CMOMPA ¢ AKYEHMOM HA KOCMHO-MbIUEYHYIO CUCTEMY, U C8A3AHHbIX C Hell (PYHKYUOHATbHBIX
Hapyuienull. Bbloop ucnonvsyemuvlx 06ciedoeanuti Oyoem 3asucems om acneKmos, Komopble
bonee akmyanbHul OJis KaXcOoU cmenenu msdcecmu. Jlannvle GuU3UKAIbHO20 00C1e0068aHUs

ONnuUCAaHsvl 6 pas-defze «Knunuueckas KapmuHa 3a001€6anUs UAU COCMOSIHUSL (epynnbl
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3abonesanuilt  unu  cocmosHut)y. Huoice ompadgicenvl  ocobennocmu  Ou3UKATLHOZO

0bcnedo8anus:

o Pexomenayercs oneHka (pu3nyecKoro pa3BuTHs (M3MEpEeHHE MacChl Tella U pocTa) B TUHAMUKE
naruentam co CMA 5( 1t OLIeHKH HyTpUTHBHOTO cTaryca [31].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbLCTB — 4)

Kommenrtapun: y nayuenmos co CMA uacmo ommeuaiomcs uzmeneHus 6 HYMpUMUEHOM
cmamyce. Y Jedxcavux nayuewmos u nayueHmog c¢ oucgazuel NOGbIUAECMCS  PUCK
Hedocmamournocmu numanus. Cuoayue u xoosuue nayueHmovl NOOBePIHCEHbl PUCKY U3ObIMOUHOU
Maccvl mena/odicUpeHuro 8 C853U CO CHUNCEHUEeM dHep2ompam U3-3a YMeHbUuleHUss aKmUgHOoCmuU
npu ympame cnocoonocmu Kk xo0vbe. Ilocne ycmanognenus ouacnoza CMA ecem nayuenmam
HeobX00UMO NPo8OOUMb UBMEPEHUE POCMA U MACCLL meld ¢ NepuoOUYHOCmbIo He MeHee 1 pasa 6
3-6 mecayes y demetl 00 7 Jilem u edxnce200H0 y 0emell cmapuie cemu 1em u 4auje no NOKa3aHusM.

o Pexomenayercs oreHKa (YHKIIUY KEBAaHUS U II0TaHus narmenTam co CMA 5q Ui HCKITIOUeHus
nucoarum [20, 32].

YpoBeHb yoenuteabHocTn pekoMenanuii C (ypoBeHb 1I0CTOBEPHOCTH /I0KA3aTEIbCTB — 4)

KomMeHTapuu: omoenvHoe 6HuMauue npu ocmMompe YOeiaemcs 603MONCHLIM HAPYUIeHUAM
2NIOMAHUSL NPU KOPMIIEHUU — CHUINICEHUI0 U OMCYMCMBUIO 210MOYH020 U HeOHO20 peqhieKcos,
0CNaONIeHHOMY COCAHUIO Y MANEHbKO20 peDeHKd, MPYOHOCMAM C JHCeBaAHUeM U NPO2LambleaHueM
nUWU, Y8eIUYEHUIO OTUMETbHOCIU ee npuemd, Halu4ulo KOHMpAKmypol 4ea0CmHO20 CYCmaea.

e Pexomenayercsi KNMHUYECKas OlleHKa bixaHus (OLeHKa BKIIIOYAET ONpeIeTICHNE [IBETa KOKHBIX
MOKPOBOB, A(G(GEKTUBHOCTH OTKAlUTUBAHHUS, HW3MEPEHHWE YaCTOTHl JbIXaHHs, W3MEpPEHHE
OKPYXKHOCTH TPYAHON KIETKH, OMNpEeNelIeHHe OSKCKYpCUH TPYAHON KIETKH, TPU3HAKOB
TUCHYHKITMH JbIXaTeIbHOM MYCKYyIaTyphl (HaTH4Ke MapaJoKCcalbHOTO JbIXaHUSs, UCIIOb30BaHNE
BCIIOMOTaTEeIIbHOM JbIXaTeIbHOW MYyCKyNnaTypbl) manueHtam co CMA 5Q s MCKIIOYeHUs
HAJTNYHS JBIXaTeIbHBIX HapyIIeHui [33].

YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (YypoBeHb J10CTOBEPHOCTH 10KA3aTeIbCTB — 4)

KommenTapuu: nepuoouunocms nposedenus oyenku u MOHUMOPUH2A ObIXAMENbHbIX (YHKYUL
3asucum om KIUHUYECKO20 COCMOAHUS U CMeNneHUu Npocpeccuposanus OONe3sHU YV KaAHCO020
boavHoco. Yacmoma nposedenus oyenku cocmaegisem 6 cpeoHem 0O0uH paz 6 3-6 mecsayes y
nemsicenvix nayuernmos co CMA |l u CMA . [Joixamenvhvie ¢pyukyuu oyenusaiomes peice y
nayueHmos, CnoCOOHbIX K CaMOCMOAMENbHOMY NePeO8UNCEHUI0, 8 CMAOUIbHOM COCMOSIHUU, C
bonvuleli Yyacmomou y Jexdcawux nayueHmos, ¢ HecmaoOunbHulM meyeHuem sabonesanus. C
yacmomou 1 paz 6 3 mecaya modcem npo8oOUMCs OYeHKA ObIXAHUS Y NAYUEHMO8, NOJYYAIOUWUX

UHBA3UBHYIO BeHMUNIAYUIO eeKuX. [[ns Oemetl, Haxooswuxcs na HUBJI, scenamenvho npogooums
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oyenky 1 paz 6 mecay. Ilpu CMA |, eciu pebenok nme naxooumcs na HUBJI, ovixamenvHbie
HapyuwleHusi Mo2ym Hapacmams o4eHb Oblcmpo, u uHo20a mpedyemcs ewje Oonee wacmas ux
oyeHKa.

Pexomenayercst ocMOTp 103BOHOYHHMKA nanueHTaM co CMA 5Q it UCKIIIOUEHHUsT CKOJIMO03a U
kudosa [34, 35].

YpoBeHnb yoenuTeabHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbLCTB — 4)
Kommenrtapum: npu ecex ¢popmax CMA pazeusaromcs ckenemmuvie depopmayuu. Uckpusnenue
NO360HOYHUKA, C HOHUMNICEHHbIM MbIUEYHbIM MOHYCOM, HeNnpepvbleHO Npo2peccupyem Ha
npomsidceHuly ceti dcusHu. Takoce y 60TbUWUHCINEA NAYUESHMO8 PA36UBAemCs KUPOo3 epyOH020
omoena no360HOYHUKA PA3HOU CMENeHU 8bIPAHCEHHOCU.

Pexomenayercst oOleHKa (YHKIMOHAIBHOTO JBUTATEIBHOTO CTaTyca IO PEJICBAaHTHBIM
(GyHKIIMOHAJIBHBIM IIKAJTaM W BPEMEHHBIM TecTaM mnanueHtam co CMA 5( ans ompeaeneHus
MCXOJIHOTO CTaTyca MalueHTa, a TakKe 711 MOHUTOPUHTA IBUTATeNbHBIX (DYHKIIMH U 711 OLEHKU
3¢ PEeKTUBHOCTH TTaTOTeHETHYECKO# Teparnuu [36-39].

YpoBeHb yoenuteabHocTH pekoMeHaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTeIbCTB — 4)
KommenTapuu: wxanst npugedenvt ¢ IHpunoncenuax I'l-I'S. JKenamenvro, umobwvl oyeHky no
WKanam npoeoounu cepmupuyuposantvlie CReYualucmsl peayisapHo Kadxcovle Wecmb Mecsyes,
eciu Hem 0coObIX 0OCMOoAMeNIbCms, mpedywWux Opy2ol 4acmomsel Habarooenus. JJunamuveckoe
06cnedosanue pebeHKa no CneyuaIbHbIM WKAIAM 0COOEHHO 8AJICHO NPU oyeHKe d¢hghekmusHocmu
noaydaemoun mapeemuou mepanuu. Ilpu omcymcmeuu cepmupuyupo8anHo2o cneyuaiucma
JHcenamenbHo Hanpasumsb NAYUEHMa 8 Mom YeHmp, 20e maxKue Cneyualucmol ecib.
PexomeHnayeTcsl OIEHUTH MTOTPEOJICHNE U BBIBEICHUE U3 OpraHU3Ma MHKPOAJIEMEHTOB, 0COOCHHO
Kanplus U BuTamMuHa D, marmentam co CMA 5(Q ¢ HapylieHUsIMA HYTPUTUBHOTO cTaryca s
KOHTPOJISA 3@ COCTOSTHHEM KOCTHOM Tkauu [20].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — 5)
Pexomenayercsi yCTaHOBIICHHE THIA CIHHAIBHOW MBIIIEUYHOW aucTpoduu 5q HA OCHOBAHUU
KIIMHUYECKOW KapTUHBI 3a00JIeBaHUS B COOTBETCTBHH C KiIaccH(UKAIMEd BCEM MalMeHTaM C
MOJATBEPXKICHHBIM (KIIMHUYESCKH H/WIM TCHETWYESCKU) JUArHO30M JUIS OIPEJIeTICHHUS TPOTHO3a
3abosieBanus [20].

YpoBeHb yoenutelbHOCTH pekoMenaanuii C (YypoBeHb J10CTOBEPHOCTH 10KA3aTEIbCTB — 5)

Kommenrtapuu: munet CMA 5q (CMA 1, CMA 2 u CMA 3) cmompems 6 pasdene 1.5
Knaccuguxayus 3abonesanus unu cocmoanus (epynnel 3a601e6aHUT UNU COCMOAHULL).
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2.3 JIaGopaTopHbIe JTHATHOCTHYECKHE HCCAeT0BAHUSA

o Pexomenayercsi MoneKyasipHO-TEHETUYECKOE MCCIIE0BAHUE AeTennuid 7-ro/ min §-ro S5K30HOB
rera SMN1 (cnimHanpHas amuoTpodusi) B KpOBH BCeM MarueHTam ¢ noxo3peanem Ha CMA 5q ¢
LEJIbIO BBISIBICHUS JIEICIIMU SK30HOB 7 WK 7-8 U MOJIEKYIISIPHO-TEHETHYECKOTO MOATBEPKICHUS
nuarHosa [40].

YpoBeHb yoenuTeILHOCTH peKoMeH1anuii B (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — 2)

KoMMeHTapuM: «3010mblM CIMAnoapmomy MoaeKkyIapHo-eenemuieckoeo ucciedosanus npu CMA
5q sensiemesn konuwecmeeHuwlll ananu3 — aumaauz yucia konuti eenos SMNI u SMN2. /launoe
uccnedosanue npogooumcs memooamu I[P 6 pearvrom epemenu unu koauvecmeenno2o MLPA-
aunanusa. Jluaeno3z noomeepxcoaemcs npu oOHapyxcenuu Oeneyuu 3K30H08 7 unu 7-8 8
20MO3UCOMHOM ~COCMOSHUU (m.e. 6 obeux Konusx eceHa). MoneKkynapHo-eenemuueckoe
uccneoosanue oeneyuti 7-20/ unu 8-2o sxzonoe cena SMN1 (I1L]P 6 peanvrnom epemernu unu MLPA-
aHanu3) makdce NOKA3AHO pPOOUMENIM NAYUeHMA UIU DPOOUMeNsiM yMmepuieco pebeHKa ¢
npeononoxcumenvuoim ouacnozom CMA u omcymemeuem e2o OuOI02UYECKO20 Mamepuaia ons
JIHK-0uaenocmuxu, 6 noemopHuix bpaxkax pooumeinetl O0IbHbIX 0emeli — UX HOBbIM CYNpyeam
(eciu nianupyemcs demopodicoenue), cynpyeam 83pocivix nayuenmos ¢ CMA npu nianupoganuu
0emopocoenus; OIUKUM POOCMBEHHUKAM (CUOCHl nayueHmos u cudbcol pooumerneti NAYUHmMos)
01 NPOCHO3A UX NOMOMCMEA, OOHOPAM CHepMbl U AUYEKIeMOK HpU IKCMPAKOPROPATbHOM
ononooomeopenuu. Monekyniapro-eenemuieckoe ucciedosanue oeieyuti 7-20/ unu §-20 3K30H08
eena SMNL, kak u npu psoe opyaux uacmeix aymocomMHo-peyeccusuvix 6onesnell, Heobxo0umo
npu  NIAHUPOBAHUU  OepeMeHHOCmU 8  KPOGHOPOOCMBeHHbIX  Opakax.  Heobxooumo
uHgopmuposams pooumeneti 0emeti ¢ MOAEKVIAPHO BePUDUYUPOBAHHBIM OUASHO30M, A MAKIHCe
napuvl, 8 KOMOpbIX KAXCObll U3 NAPMHEPOS AGNAeMCs NOOMBEPHCOCHHLIM 2emepO3U2OMHbIM
Hocumenem oeneyuu 7 unu 7-8 sx30n08 2ena SMN I, o 603moscHocmu npogedenus npeHamanvbHou
(60  epemsa  bOepemenHocmu) — uau  NPEOUMNIAHMAYUOHHOU  (C  UCNOAL30BAHUEM
aKkcmpakopnopaivho2o  oniooomeopenus) JIHK-ouaenocmuxu [44]. Taxoice 603Mm00icHO
npogedenue MoaeKyIsApHo-eeHemuyeckoe ucciredosanue mymayuii 6 2erne SMNL y nrooa u
NPEUMNIAGHMAYUOHHAA — 2eHemuyeckas  OUAeHOCMUKA — dMOpuona  (C UCHONIb308AHUEM
IKCMPAKOPNOPATLHO20 ONI000ME0peHus) pooumenam nayuenma co CMAS5Q, a maxowce napam, 8
KOMOPBIX KaxdcOblil U3 NAPMHEPO8 ABNAEMCs NOOMEEPHCOCHHBIM 2eMePO3USOMHBIM HOCUMenem
Oeneyuu 7 unu 7-8 sk3ono8 cena SMNI, ¢ yenvio npedomepaujenusi NOBMOPHO2O POAHCOEHUS
pebenxa co CMA 6 cemve [27]. [Iposedenue npenamanvrou JJHK-ouacnocmuku 603mMoxicHO Ha
pasHuix cpoxax bepemennocmu: 8-12 nedenw (6opcumnst xopuona), 15-18 nedenv (ammuomuyeckast

arcuokocmy), 20-24 Hedenu (nynosumuas Kpoev). OnmumanibHbIM S6IAemcs UCCLe008aHUe
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buonmama XopuoHa. npu HebIa2oNPUAMHOM NPOSHO3e bepeMeHHOCHb MOdcem Oblmb Npepeana
8 CPOKU 0ObIYHO20 MEOUYUHCKO20 abopma.

He pexomenayercss ucnons3oBath [ILP-II/[P®-ananu3 u apyrue KadyeCTBEHHBIE  METOBI
UCCIIEIOBaHMsI Kak MeToja BblOOpa mamueHTam c¢ mnoao3peHueM Ha CMA 5¢ c mensio
MOJTBEPXKIeHUS quarnosa [41].

YpoBeHnb yoenutenabHocTn pekoMenanuii C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 3)
PexoMeHayeTcsl BBITIONHATH HOUCK TOYEYHBIX MyTtamuii B reHe SMN1 meromom mpsmoro
ABTOMATUYECKOTO CeKBeHHpoBaHUs 1o CoHrepy malnMeHTaM C BBISIBICHHOHN Jenenueil B
reTEePO3UTrOTHOM COCTOSIHUH C IIE€JIbI0 YCTAHOBJICHHS AUaruosa [42].

YpoBeHb yoenuteabHocTH pekoMenanuii C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 2)
KommenTapun: nanuuue oeneyuu 6 2cemepo3ucomHom cOCMOSHUU ONpeoesiemcs KaK Hanudue
oonoti xonuu 2ena SMN1. Obnapyscenue namozennou mymayuu 6o emopou konuu cena SMN1
noomeepaicoaem ouaciosz CMA.

He pexomenayercsi ycranoBienue auarfoza CMA 5( mamueHTaM C OTCYTCTBHEM JEJICHHUU
ak30HO0B 7 wim 7-8 rera SMN1 [20].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEIbCTB — 5)
Kommentapum: omcymcemesue deneyuu sx3onos 7 unu 7-8 2cena SMN1 onpedensemcs kax nanuuue
2 u 6onee xonuti cena SMN I memooamu ITI[P 6 peanvrom epemenu unu koruvecmeenno2o MLPA-
ananuza. B cnyyae KposHOpoOcmeenHblXx Opaxkoe 00513amenbHO NpOoGeCmuU NOUCK MOYEUHbIX
mymayuii 6 2ene SMN 1 memooom npsamozo asmomamuieckozo cexgenuposarnus no Caneepy oaice
6 ciyuae omcymemeus oeneyuu k30108 7 unu 7-8 eena SMNI.

Pexomenayercs ompenenenue ymcna kommid reHa SMNZ2 y mamueHta ¢ MOATBEPKICHHBIM
reHetudeckuM auaraozom CMA 5( i onpeiesieHns IporHo3a TeueHus 6onesnu [43].
YpoBeHb yoenuteabHocTH pekoMenaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEIbCTB — 4)
Kommentapum: reobxooumo nomuums, umo mun CMA y koHKpemnoeo nayuenma He Modicem
Ovimb ycmaHnosaen no uyucny konutl eena SMN2, on onpedensiemcsi moabKo KIUHUYECKU.
Heobxooumo yuumwvieamo uucio xonuu 2ena SMN2 npu npoenoze meuenuss 3abonesanus,
HOCKONbKY 2O  6AMNCHBIN (YAKMOp, onpedenaiowuli. maxicecms KIUHUYECKOU KapmuHbl.
Heobxo0umo ozoeapusams npu KOHCYIbMUPOBAHUU NAYUEHMO8 U UX CeMell, YUMo HeCMOMpsl Ha
cunbHyio c6:a3b konuvecmeaa konuti SMN2 ¢ npoenozom, umeromes uckairoueHus.

Pexomenayercsa namuentam co CMA mnpoBeneHue oOIIero (KJIMHHUYECKOr0) aHaiu3a KpPOBU
pa3BepHyTOTO (MCCIEIOBaHUE YPOBHS OOIIEro reMoriioOMHa B KPOBH, MCCIIEIOBAHHE YPOBHS
SPUTPOLIUTOB B KPOBH, OIPE/ICTICHUE LIBETOBOTO MOKa3aTells, UCCIIEJOBAHUE YPOBHS JIEHUKOLIUTOB

B KpOBH, HCCJIEIOBAHUE YPOBHS TPOMOOLUTOB B KpOBH, AU(PPEPEHIMPOBAHHBINA IMOICUYET
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JeHKONUTOB (JIeliKouuTapHas (GopMylia), UCCISIOBAHUE CKOPOCTH OCEIaHUs SPUTPOIIUTOB), IS
OLICHKM OCHOBHBIX IapaMETPOB KPOBETBOPEHUS M HAJIMYMS BOCHAIUTENbHBIX mponeccoB [111,
130].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 4)
KomMmeHnTapuu: oannoe uccnedoganue 6 OuHamMuke NpoOGOOSiIM 8 3AGUCUMOCHU  OM
namoezenemuueckol mepanuu, Ho He pedxce 2 pas ¢ 200 [101, 105-107].

PexomennoBano manuieHTam co CMA aHanu3 KpoBH OMOXMMHYECKHN OOIIETeparieBTHICCKUI
(MccnenoBanue ypoBHS TUIFOKO3bI B KPOBH, HCCIIEJIOBAHUE YPOBHSI 0O0IIero Oenka B KPOBH,
ompejieNieHue COOTHOLICHHUS OenIKOBBIX (pakiuii MeToaoM aieKTpodopesa, HCClIeAOBaHUE
YPOBHSI XOJIECTEpUHA B KPOBHU, UCCIICOBAHUE YPOBHS TPUTIIMIEPHUIOB B KPOBHU, UCCIIEIOBAHHE
YPOBHSI XOJIECTEPHHA JIMIIOTIPOTEHHOB HU3KOH IJIOTHOCTH, UCCIIEAOBAaHUE YPOBHS XOJIECTEPHHA
JIMIIOTPOTENHOB BBICOKOH IJIOTHOCTH B KPOBH, ONPEICTICHNE aKTUBHOCTH LIeNT0YHON (ocdaTazbl
B KpPOBH, ONpEICNCHHE aKTUBHOCTH TraMMa-TIIOTaMHITpaHC(epa3bl B KPOBU, HCCIECIOBAHHE
YPOBHSI KpeaTMHMHAa B KPOBH, HCCICOBAHHE YpPOBHS MOYEBHMHBI B KpOBH, OIpEICIICHUE
AKTUBHOCTH allaHMHAMUHOTpaHCepasbl B KpOBH, ornpezeneHue aKTUBHOCTHU
acrmapTaTaMHHOTpaHc(epa3bl B KPOBH, HCCIEIOBaHHE YPOBHS OOMIETr0 KaiblHi B KPOBH,
UCCII/IOBAaHNE YPOBHS MOHH3MPOBAHHOTO KAJBIMSI B KPOBH, MCCIIEJOBAHHE YPOBHS HATpHUs B
KpPOBH, UCCIIEIOBaHNE YPOBHS KaJus B KPOBU, HCCIIEOBaHNE YPOBHs Heopranudeckoro docdopa
B KPOBHU, UCCJIEIOBAHUE YPOBHS Kelle3a CBIBOPOTKH KPOBH, MCCIEIOBAaHUE YPOBHS (peppUTHHA B
KPOBH) JJIi OIECHKH (YHKIIMOHAJIHHOTO COCTOSHUS BHYTPEHHUX OpTraHOB, HAJIHYUS
WH(EKIMOHHBIX OCIIO)KHCHUH W HYTPUTUBHOTO cTaryca maiuenTa [112-115].

YposeHb yoenuteabHocTH pexoMenaanuii C (ypoBeHb J10CTOBEPHOCTH 10KA3aTEIbCTB — 5)
KomMeHnTapuu: OJauwHoe uccredosanusi 6 OuHamuxe HNPOGOOSM 8 3AGUCUMOCHU  OM
namozenemuyeckol mepanuu, Ho He pedce 1 pasa ¢ 200 [101, 105-107].

Pexkomenayercsi IpoBeJCHHE KOAryJIOrpaMMbl (OpUEHTUPOBOYHOTO HCCIIEOBAHUS TOMEOCTa3a)
(AxkTuBHpOBaHHOE  dacTHMYHOe TpombOomiactuHoBoe  Bpems  (AUTB), omnpenenenue
MEKIyHAPOAHOTO HopManu3zoBaHHoro otHomeHus (MHO), onpeaencHue MTpOTPOMOMHOBOTO
(TpOMOOIUTACTUHOBOTO) BpEMEHM B KpOBM WIM B 1jazMe (IPOTPOMOMHOBOE BpeMs,
MPOTPOMOMHOBEIN WHIEKC), HCCIEA0BaHNE YPOBHS (pUOpUHOreHa B KpoBHU) manmeHtam co CMA
TS OLICHKH (DYHKITHOHAJIBHOTO COCTOSHHUS TICUYCHU M CBEPTHIBAOIICH crcTeMbl KpoBH [88, 116].
YpoBeHb yoenuteqabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 4)
KomMmeHnTapuu: dannoe ucciedosanue 8 OuHamure nposoosm no mepe Heooxo0umocmu.
Pexomennyercst manmenram co CMA mpoBeaeHHe 00mIero (KIMHUYECKOT0) aHau3a MOYH JIJIst

OILICHKU COCTOSIHUSI MOYEBBIBOIAIINX mMyTed u mouek [115, 117].
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YpoBenb yoeauTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 4)
KomMeHTapuu: dannoe ucciedoganue 8 QuHamuxe npogoosm 2 paza 8 200.

He pexomenayercs uckimodarh auarno3 CMA y manueHTOB ¢ HETUIHMYHON KIMHUYECKOU
kaptuHoit CMA 50 Ha OCHOBaHHH YMEPEHHO IOBBIIICHHON aKTHBHOCTH KpeaTHHKHUHA3bI [45].
YpoBenb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbLCTB — 3)
KomMmenTapum: yposens kpeamununasvl (kpeamugocgoxunaza, KOK) obviuno nopmanen uu
NOBbIUEH HE3HAYUMENbHO, meM He MeHee ONUCaHbl eOuHuyHbvle cryyau ¢ evicokum (6 10 pas)
nosvluieHuem yposHs akmusHocmu gepmenma. Taxum obpazom, nosviuieHue yposus epmernma
He 0bsA3amenvHo uckmoyaem ouaznoz CMA.

Pexomenayercst manueHTaM ¢ yCTaHOBJIEHHBIM aAuarHo3oM CMA 5(, 0coO0eHHO ManueHTaM co
CMA |, uccnenoBanue KUCIOTHO-OCHOBHOTO COCTOSIHUSI U Ta30B KPOBH JJisi OIICHKHU CTEIECHU
KOMIICHCAIINH JIBIXaTEIbHBIX HAPYIICHUN W ONpPENeNeHUs TAKTUKU PECIUPATOPHON MOAIEPKKU
[46].

YpoBeHb yoenuTeabHOCTH pexoMeHaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTeIbCTB — 4)
KomMeHTapuu: usmeHenus 6 KUCIOMHO-OCHOBHOM PABHOBECUU BO3ZHUKAIOM HA OATIEeKO 3auleOuux
cmaousx OovixamenvHou Hedocmamounocmu. KenamenvHo 0ns ceoeepemeHHOU OUACHOCMUKU
ucnonvsoeams  Oonee  UHOpMamueHvie  UHCMPYMEHMANbHbIE  Memoobl  UCCIe008aAHUS
(kannomempuio u  Op. — cm. Hudice). Jlekomnencayus — ObIXAMENbHbIX — HAPYULEHUL
KOHCmamupyemcs npu Haiuyuu 2uNeprantiuy u ayuoosd.

Pexomenayercst BceM MaleHTaM C yCTaHOBJIEHHBIM quarnozomM CMA 5( nccrienoBaHue ypoBHs
[JTFOKO3BI B KPOBH TSI UCKIJTIOUEHUS rumoriaukemun [113].

YpoBeHb yoenuTeabHocTH pexoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH JI0KA3aTEJIbCTB — 4)
Pexomenayercst uccrnegoBanue ypoBHs 25-OH Butamuua J[ B KpoBH BCEM MalMeHTaM C
yCTaHOBJIEHHBIM auarHo3oM CMA 5Q A UCKIIOUYEHHS BO3MOXKHBIX HapylIeHUH ero ooOMeHa u
nocieayromei koppekiuu [20].

YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 5)
KommenTapuu: cywecmsyem koucencyc no nogoody HeoOXoO0uMOCmu nposedeHUs OAHHO2O0
uccnedosanusi no meHvutel mepe I pas 6 200.

2.4 HNHCTpYMEHTAJIbHBbIE THATHOCTHYECKHE MCCAEI0BAHUA

2.4.1 MucTpyMEeHTAJLHBIE MccaeaoBanus 1iasa nmarnoctuku CMA 57

Pexomenayercsi 3iekTpomuorpadusi uroibuatas (OJHAa MBIIINA) U 3JIEKTpOHEHpoMHOTrpadus
CTUMYJISIIUOHHA OJHOrO0 HepBa (OJHOBPEMEHHO) TAalMeHTaM C pa3BUTHEM CHMIITOMOB
IPOKCUMAJIbHONW MBIIIEYHONW Ca0OCTH, C OTCYTCTBUEM WIJIM CHI)KEHHEM CYXOXKMJIBHBIX

pednekcos nocne 18 mecsnes (xapakrepno st CMA 1), a Taxoke npu 60s1ee paHHEM pa3BUTHH
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9TUX CHMIITOMOB, HO 0€3 TUMWYHBIX KiIuHH4Yeckux mpossieHuit CMA | u |l tuna C uensio
yCTaHOBJICHHs uarnosa [48, 49].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB — 4)
KommenTapuu:. npu ob6credosanuu nayuenmog co CMA  0ondicHbl  npumeHAmMbCs
anekmpomuocpagus  ueonvuamas (00Ha mviuwya) (OMI) u snekmponetipomuocpadus
CMUMYTAYUOHHASL 00H020 Hepsa (DHMI'). Dnexmponeiupomuozpaghpus cCmumyaissyuoHHAs 00HO20
HEpPB8a NO360J51em OYEHUMb OMeenm MOMOHEUPOHO8 CNUHHO20 M0o32a npu ucciedosanuu F-eonn.
Ilpu snexmponetipomuocpaguu cCmumyIAYUOHHOLU 00HO20 Hepea onpedensdiomcs uzmenenus F-
80/1H. nosasieHue cucanmckux F-eonn, napuvix u noemopuwix F-eonn, uiu pacceinanuvix F-eonn
unu ux omcymcmeue (onoxu F-eonn). Crkopocmu nposedeHus umnyivbca u amnaumyowvt M-
0meemos no nepugepuieckum 08USAMeENbHbIM BOJOKHAM MO2YM OblMb KAK HOPMALbHbIMU, MAK
U HEMHO20 CHUMICEHHbIMU 3a CHenm GMOPUYHBIX AKCOHANbHLIX U3MeHeHUll. Diekmpomuocpadus
uconvuamasn (00Ha MblUYa) NO360JAeNm UCCIe008aMb KOHKPEMHYIO MbulYy U Onpedenums
cmenensb oenepsayuonnou akmusnocmu. Ilpu anekmpomuozpaguu ueorvuamoui (00HOU MbluYbl)
XapakmepHo.:  y@eluyeHue AMHAuUmyovl UHmMeppepeHyuoHHoOU Kpueou, PpPAa3pedCceHHOCb
uHmeppepeHyuoHHOU Kpueou, noseieHus pasiuiHblX NOMEeHYUai08 CHOHMAHHOU aKMUBHOCMU,
CKAOBIBAIOWUXCS 6 MAK HA3bleaemblil «pumm yacmoxonay [49].

Pexomenayercsi MarHUTHO-PE30HAHCHAs TOMOTpadus MBIIICYHOW CHCTEMBI ITAlIHEHTaM C
MPOKCUMAJTLHOM MBITIIEUHON TUTTIOTOHUEHW M MBIIIIEYHOM CITa00CThI0, HE UMEIOIITUM F€HETUYECKOTO
MOJATBEPXKJIEHUSI JHarHo3a, ¢ 1enpio auddepeHnnansHoil quarHoctuku CMA 50 u npyrux
HEPBHO-MBIIICYHBIX 3a00seBanuii [50].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii C (ypoBeHb I0CTOBEPHOCTH /I0KA3aTEIbCTB — 4)
KommenTapuu: MPT mbiuieynotl cucmemsl 8bls8Is€N HCUPOBOE 3AMeUeHUe MbILUEYHOU MKAHU.
Busyanuzupyemcs xapaxmephuiti nammepH nopax)ceHus — unepmpopus u OmHOCUMENbHA.
coxpannocms M. adductor longus (Oaunnoil 20106KU A00YKMOpa), KOMOPbLLiL AGIAEMCA O080IbHO
cneyupuunbiM 01 CNUHAILHOU MbluteyHot ampoguu. OOonaxo cneyughuueckuti nammepH
noOpadiceHus: NPOAGIAEMcs HA NO30Hel CMmaouu 3a001e8aHUs, 8 CaMoM Haudane 3a001e6anus U y
ManenbKux oemetl 8bls18UMb €20 O00B0JIbHO MPYOHO.

Pexomenayercsi OMOIICHS MBIIIIBI TAIMEHTY C aTUITHYHBIM BApUAHTOM CITMHATBHON MBIIICYHON
atpoduu, eciim quarao3 CMA 5( He TOATBEpK/IeH TCHETUYECKH, C IeNbI0 TH(PepeHITHaIbHOTO
nuarHo3a CMA 5Q u Apyrux HEpBHO-MBIIICUHBIX 3a00eBanmii [51].

YpoBeHb yoenutelbHOCTH pekomMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEeNbCTB — 4)
PexoMeHayeTcsi TaTOJIOTO-aHATOMHYECKOE HCCIIEIOBAaHUE OHMOIICUIHOTO (OMEPAIIMOHHOTO)

Marcpuralia MBIIIICYHON TKaHU C IMPUMEHCHUEM UMMYHOTUCTOXMUMHUYECKUX METOJOB IMALIUCHTY C
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AQTUTNIMYHBIM BapUAaHTOM CIHHAIBHOW MbImedHoW aTtpoduu, ecaum guarHo3 CMA 50 He
HOJTBEPIK/ICH TeHETHUECKH, C LEIbI0 TU(PepeHIInaIbHOro quarnosa [51].

YpoBeHnb yoenuteabHocTu pekomenaanuii C (ypoBeHb I0CTOBEPHOCTH /I0KA3aTEIbCTB — 4)
KomMmeHnTapuu: npu namono2o-aHamomuieckom ucciedo8anuu OUONCUtiHo2o (onepayuoHHo2o)
mMamepuana MbliledHoU MKAHU Y NAYUeHmMOo8 CO CHUHAIbHOU MblUUeUHOU ampoghuell blasIaomcs
Hecneyughuueckue nNpU3HAKU RNYYKOBOU ampouu U 2pYNnUpOSKU MbIUEYHBIX B0JOKOH.
bonvwuncmseo  ysenuuennvix — muvluieunvix — eonokon  omuocamcs k| muny. Bce
UMMYHOUCIOXUMUYECKUe MapKepbl 0YO0Ym HOPMANbHbLIMU. YiempacmpykmypHvle uMeHeHUs
maxaice Oy0ym Hecneyugpuueckumu.

2.4.2 UHCTpYMEHTAJIbHbIE MCCAECIOBAHUSA IS JUATHOCTHKH KAPAMOJOIHYeCKHX

ocjaoxxuennii CMA 5q

Pexomenayercst peructpanusi 3JIEKTpoKapauorpaMMmbl BceM manueHtam co CMA 5q ans
UCKITIOYEHUS HapylIeHu# putMma cepana [52].

YpoBeHb yoeauTeIbHOCTH peKoMeHanuii B (ypoBeHb 10CTOBEPHOCTH I0KA3aTEIbCTB — 3)
Kommenrapuu: y nayuenmos ¢ CMA | muna npesanupyrom 6podxcoeHHbie CMpPYKmMypHbie
HapyweHus (Oeghekmul nepe2opoooK, dedexmvl GbIHOCAUUX MPAKMO8). VY nayueHmos c meHee
msaxcenvimu  opmamu CMA npesarupyrom npuodpeméHuvie HapyuieHus pumma, Haubolee
yacmo — HapyweHus uHuyuayuu pumma. Ilpu nosaerenuu canob unu  KIUHUYECKOU
CUMNMOMAMUKU NOPANCEHUSL CEPOEUYHO-COCYOUCOU CUCEMb] 80NPOC KPAMHOCMU HAOI00eH Ul
peuiaemcss UHOUBUOYATbHO ) Kaxcoo2o nayuewma. Hccnedoganue HeobXo00umo nposooums He
pedice 1 paza 6 200, a maxaice neped onepamusHviM OPMONeOUecKUM BMeuamenbCmseoM.
PexomMenayercs oxokapauorpadus MaueHTy ¢ ycTaHOBIEHHBIM nmuarno3oM CMA 5q ue pexe 1
pasa B TOJ Ul WCKIFOUYEHUS WJIM OLIEHKU CTETIEHW TSDKECTH W MOHHUTOPHHTA BPOXKICHHOM HIIH
nproOpeTEHHON maToyoruu cepaua [53].

YpoBeHb yoenuteabHoCTH pexoMeHaanuii C (YpoBeHb 1I0CTOBEPHOCTH /I0KA3aTEIbCTB — 4)
KommenTapuu: gpoowcoennvie nopoxku cepoya unozoa ecmpevaromes npu CMA .
Kapouomuonamus wawe nabarodaemes y nayueHmos co CRUHAIbHOU mbluleunou ampodghueti 1 u
2 munog u npomexkaem no muny OUIAMAyuUoOHHOU. B madxicenvix ciyuasx modrcem pazeueamucsl
Kaaccudeckas KapmuHa JIe20YHOU 2unepmensuu  (0ObluKd, YUAHO3, 2eMOOUHAMUYeCcKUue
HapyweHus 6nJ10mes 00 OmeKa Ne2KUX u3-3a COAasleHUsl PaACUUPEHHbIMU NPABbIMU OMOenramu
J1€8020 JHCENYOOUKA U CHUINCEHUS I8AKYAMOPHOU CnocobHocmu 1eeozo ducenyoouxa). IXO-KI
HeoOx00UMO npoeooums nayuenmam ¢ menee maxcenvimu gopmamu CMA 5q npu nanuuuu
KAUHUYECKUX CUMNIMOMO8, a makdce ecem nayuenmam CMA 5q 6 kauecmeae obcredosanus nepeo

xupypcuuecKum emeuamenbCnmeom.
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2.4.3 UHCTPYMEHTAJLHbIC HCCJIECTOBAHNS JUISI THATHOCTHKH ocJIokHeHniit CMA 50

CO CTOPOHBI ONOPHO-ABUIATENAbLHOI CHCTEMBbI

o PexoMeHayeTcsi PEeHTI€HOJCHCUTOMETPUS TMOSICHUYHOTO OTJENIa MO3BOHOYHMKA IMAIUEHTY C
nuarnozom CMA 5q crapuie 6 Jjiet ¢ yactotoi 1 pa3 B o AJjisi UCKIIOUEHHS ocTeornopo3a. [Ipu
OOHapyXeHHH OCTEONopo3a B IMOSCHUYHOM OTHAEJIe I[MO3BOHOYHUKA PEKOMEHJyeTcCs
peHTreHoieHcuToMeTpus (PeHTreHoAeHCUTOMETpHS IPOKCUMATBHOTO OT/IeNIa OeIPEHHOMN KOCTH;
Pentrenonencutomerpus JydeBOM KocTH). Takxke pEKOMEHIyeTCsi MPOBEIEHUE 3TOrO
UCCIIeIOBAHMS TP MOATOTOBKE K OPTONEANIECKOMY XUPYPIrHYECKOMY BMEIIATeILCTBY [54].
YpoBeHb yoenuTeabHoCTH pekoMeHaanuii C (YypoBeHb I0CTOBEPHOCTH JI0KA3aTEIbCTB — 4)
KommenrTapun: ozs nayuenmos co CMA xapaxmepna 6vicoxkas yacmoma nepeiomos u
ocmeonenuu. JlanHvle pucku o00yCl061eHbl He MOAbKO MbIUEYHOU C1ab0Cmbl0 U  HU3KOU
NOOBUIICHOCIbIO nayuenmos, Ho u mem, umo cen SMN uepaem onpedenennyo ponv 6
memabonuzme kocmuou mxanu [54].

e Pexomenayercsi  penrtrenorpadus  mno3BoHouHuka  (PeHTreHorpadus  MO3BOHOYHHKA,
CIeLMAJIbHBIE MCCIICIOBAHUS U TMPOEKUUU, PeHTreHorpadusi menHoOro oTjesia MO3BOHOYHHUKA,
Pentrenorpadus rpyaHoro otnena nmo3BOHOYHMKA, PeHTreHorpadus rpyaHOro U MosSiCHUYHOTO
OTJleNa MO3BOHOYHMKA, PeHTreHorpadusi mOSCHUYHOTO OT/AeNa MO3BOHOYHMKA), CIIEIHATbHBIC
UCCIIeIOBaHMs U mpoekuuu C u3MepenueM yrina Ko66a namuenty co CMA 5( ¢ HapylieHueM
OCaHKU W/WJIM BUAUMBIMH Je(POPMALUSIMU TPYAHOU KJIETKHA U MO3BOHOYHHUKA JUISI UCKIFOUCHUS
KH(OCKOJIN03a M ONPEICICHUS TaTbHEHIIIeH OPTONEANIECKOM TAKTUKY BeIeHUs TaiuenTa [55].

YpoBeHb yoenuTeabHocTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH JI0KA3aTEIbCTB — 4)

KommenTapum:  pemmeenocpamma  nossonounuka  (Pemmeenoepaguss  nossonounuka,
cneyuanbhble UCCIe008anusi u npoekyuu, Penmeenocpagus wetinoco omoena no3eoHouHuKda,
Penmeenoepaghust epyonoeo omoena nossonounuka, Penmeenoepagus 2pyoHo2o u nOSICHUYHO2O0
omaoena no3gonounuxa, Penmeenocpagus nosicnuunozo omoena nozeonounuxa, Penmeenozpaghus
masa) 6vbINOAHAEMCs 6 nepedHe3aonel u 60Kkosol npoexyusx. HMccredosanue nposooumcst 8
Haubonee 803MONCHOM GEPMUKAILHOM NOJONCEHUU NAYUEHMA, NPUHUMACMOM HEe3d8UCUMO OM
BCNOMO2AMENbHBIX YCMPOUCMS (M.e. cuds y oemell, KOmopwvle MO2Ym cUOemsb CAMOCHOAMENbHO,
cmos npu CMA 111, nexca y nedxcauux nayuenmos) 0Jis onpedeneHus U KOJIU4ecmeeHHol OYeHKU
cmenenu deghopmayuu NO360HOUYHUKA KAK 80 (PPOHMANLHOLL, MAK U 8 CASUMMATLHOU NIOCKOCTSX.
Penmeenoepagus nposooumcs nayuenmam co CMA I u CMA Il co ckonuosom >20°
(penmeenozpagusn no360HOUHUKA 8 NPAMOU NPOEKYUU 8 NOLONCEHUU cuos u aedxca) 1 pasz 6 6 mec.,
U 3amem ex}ce200HO NOCie NOJNHO20 pA36UMUsl CKelema Oas KOHMpPOAs 3a OUHAMUKOU
KUGOCKOU03a u onpeoeieHus OanrpHetiuel opmoneouteckou makmuxku eeoenus nayuenma. Ipu
OMOENbHBIX NOKA3AHUAX (NOAGIEHUe HOBbIX KIUHUYECKUX NPOAGIEHUU NAMON0UU U UX
ompuyamenbHas OUHAMUKA) UCCTe008aHue nposooumcs yawe. Ilpu smom yacmoma ocmompos
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0odicHa  bblmb  onpedeneHa NPOQUILHBIM —CHEYUATUCOM UTU  MYAbIMUOUCYUNTUHADHBIM

KOHCUNTUYMOM.

e PexoMeHayeTcsl NMPOBEICHHE MAarHUTHO-PE30HAHCHOW TOMOrpaduu Mo3BOHOYHHUKA (OIHOTO
oTnena)/ KOMITBIOTEpHOW ToMorpaduu TO3BOHOYHHMKA (OAHOTO OTHENa)/ YJIbTPa3BYKOBOTO

UccieJ0BaHus I03BOHOYHMKA nareHTaM co CMA 5q npu Heooxomumoctu [122, 123, 124]

JJ1s1 KOMNIBIOTEPHOH TOMOrpa(uu MO3BOHOYHUKA (OMH 0T/Ae]) YPOBeHb YOeAUTEJIbHOCTH
pexomenaanuii C (YypoBeHb 10CTOBEPHOCTH I0KA3aTEIbCTB — 3)

JI151 MAarHUTHO-PE30HAHCHOI TOMOrpadguu mNo3BOHOYHUKA (OAMH 0T/AeN) U YJIbTPa3BYKOBOI0
HCC/IeI0BAaHUS TO3BOHOYHUKA YPOBeHb YOeAuTeJbHOCTH pekomenaaumii C (ypoBeHb
JI0CTOBEPHOCTH 10KA3aTEJIbCTB — 4)

KOMMeHTapI/II/I: npoeedeHue OONOJIHUMENbHBIX UCCIIEO08AHUN 0CODEHHO NOKA3AHO 6 carydae
NpuUMEHEeHUsl npenapam HycuHepceH**, 6 ciydae, eciu pacemampueaemcs 6blNnOJIHEeHUe

mombanvrou nyukyuu na ypoene CI1-C2.

e Pexomenayercsi peHTreHorpadus Ta300eJpeHHOro CycTaBa (Ta300€IpEeHHBIX CyCTaBOB) BCEM
nanueHTam ¢ guarfHosoM CMA 5q, ans uckitoueHus pOpMHUPOBAaHUS BbIBHXA, MO/IBBIBUXA B
Ta300€pEHHBIX CYCTaBaxX M ONpEeeNeHHs AajJbHEWIIed OpTONeINYecKON TaKTHKU BEICHUS

naruenTa [166, 167].

YpoBeHb yoenuTeabHocTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 4)
KommenTapuu: peumeenocpagus mazobeopennozo cycmasa (mazodeopeHHbIX Cycmasos)
BbLINOIHAECMCS 8 NPAMOU NPOEKYUU C OYEHKOL UHOeKCa Muspayuu 207106Ku 6eOpeHHOU Kocmu U
yena epmuxanibHo2o coomseemcemeus. Ilpu Hanuuuu npuszHaKos muepayuu 201080K OEOpPeHHbIX
KoCcmell npo8ooUmcsi peHmeeHoepaghus 8 nepeone-3a0nell NPOeKYUU ¢ MaAKCUMATLHO B03MONCHBIM
omeedenuem Oedep 0N YMOYHEHUsT CMeEeNneHu YeHmMpayuu 20j1080K OeOpeHHbIX Kocmel npu
omeedenuu. Ilpu Hanuuuu y nayueHma GvlPadNCeHHO020 2Unepiopoo3a Uil ceubamenbHvix
KOHMPAKmyp 8 mazobeopeHHbIX cycmasax mpebyemcs Koppekyus YKIAOKU ¢ YCMpaneHuem
Jopoo3a 3a cuem pasmewjeHusi 8anuKa 6 NOOKOJNEHHOU 001acmu Ui UsMeHeHusl YeHmpayuu
mpyoOKU  peHmeeHO8CKO20 — annapama ¢  y4emom HakIoHa masa. Penmeenoepaghus
maszobedpenHno2o cycmasa (Mazobeo0peHHbIX CYCmasos) NpoBOOUMCs B8CeM NAYUueHmam
kamezopuu ‘“nedxcavui”’ u “‘cuoauun” I paz 6 6 mec. npu HAIUYUU DPEHM2SEHONOSUYECKUX
NPUBHAKO8 MUcpayuu 201080K 0OedpenHblx Kkocmel. Y nayuenmos kamezopuu ‘“‘xo0auuu’
peHmeerocpaghusl bINOIHAEMC S OOHOKPAMHO NPU YCMAHOBKe OUACHO3A U NOBMOPEMCs MOIbKO
APpU HAMIUYUYU KIUHUYECKUX UIU PeHM2eHONI02UYeCKUX NPU3HaKos usmeHneHui 6 cycmasax. Ilpu
OMOENbHBIX NOKA3AHUAX (NOAGIEHUe HOBbIX KIUHUYECKUX NPOAGIEHUU NAMON0UU U UX

ompuyamenvHas OUHAMUKA) uccledosanue npogooumcsa 4dauje. Ilpu smom uacmoma
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uccnedosanull  00IJCHA — OblmMb  onpeodeneHa  NPOQUILHbIM — CHEYUATUCTIOM — UTU
MYTOMUOUCYUNTUHAPHBIM KOHCUTUYMOM.

2.4.4 UHCTpYMEHTAJbLHDBIE HCCJIeT0BAHNSA AJIs1 TUATHOCTHKH ocaoxkHeHnii CMA 5Q

CO CTOPOHBI JIbIXaTEJbHOI CHCTEMbI

Pexomenayercs npuienbHas peHTreHorpadus OpraHoB TPYIHOM KIETKHM BCEM MalMEHTaM CO
CMA 5q s ucknroueHus atenekraszon [30].

YpoBeHnb yoenuteabHocTu pekoMmenanuii C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 5)
KommenTapuii: dannoe ucciedosanue nposoosim ue pedsice uem 1 pas 6 2 2o0a

Pexomenayercst mpoBeneHue kamHoMmeTpuu manueHtaM co CMA | tuma ans ompeneneHus
HAJINYHS U OLEHKU TUIOBEHTHIIAIMH [57].

YpoBeHb yoenuTeabHocTH pekoMenaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEIbCTB — 5)
KoMmMmeHnTapuu: 0 nesxcavux nayueHmos smo 00ciedosanue 00aNCHO nposooumvcs 1 paz 6 3
mecaya, 015 MeHee MAdCeNblx NaYUeHmo8 — peoice.

PexomenayeTcsl YpPECKOKHBI MOHHTOPHHT ITAPIUAIBHOTO JIABJICHHUS KHCIOpPOJa BO BpeMs
HOYHOTO CHA B CTAllMOHAPHBIX YCIOBUAX NaruentaM co CMA 5q | tuma, a Takke y maiieHToB co
CMA |l tuna npu MUHUMAIbHBIX MOJO3PEHUSX ISl BBIABICHUS HOYHOM THUIOBEHTHIIALUU U
OOCTPYKTHBHOTO aIlHOY CHA, €CIM HET BO3MOXKHOCTH, TO JIOIyCTUMO TpoBectn OmpenencHue
HapIHaIbHOTO JIABJICHUs KUCIOPO/a B MITKUX TKaHsAX (okcumerpus) [57].

YposeHb yoenuteabHocTH pekoMenaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEIbCTB — 5)
KommenTapum: 6 nopme noxazamenu camypayuu Haxoosamcs 8 npeoenax 95-100%. Ilpu SpO2
Hudce 90% neobxooumo npunams neomnodxcuvie mepvl. Camypayus mexcoy 94-90% cuumaemcs
nozpanuynoul. Ilayuenmam c eunosenmunsayueri HeoO6xXo0UMOo UMemsb 00OMA NYIbCOKCUMEMP.
Pexomenayercst uccleOBaHWE HECTPOBOIIMPOBAHHBIX JBIXaTENBHBIX OOBEMOB M IOTOKOB
narmeHTam co CMA 5q crapmie 5 neT Afs ONpeNeieHHs CTENEHU TSHKECTH JbIXaTelbHBIX
HapyIICHHU U BEIOOpA BUIA PECIIMPATOPHON moaepKKu [56].

YpoBeHb yoenuteabHoCTH pekoMeHaanuii C (YpoBeHb I0CTOBEPHOCTH /I0KA3aTEIbCTB — 4)
KomMeHTapum: Heo6X00umo 6ulnoHAmMb UCCie008anue HeCnpo8OYUPOBAHHBIX ObIXAMENbHbIX
06vemos u nomokog nayuenmam co CMA cmapwe 5 nem, cnocoOHbIM 8bINOIHUMb OAHHOE
uccneoosanue, 1 paz 6 6 mecayes onas CMA || muna u 1 paz 6 12 mecayes onss CMA 1l muna.
Cambiil 1yywuti u npocmou napamemp OJisk OMCAEHCUBAHUS CUTbL ObIXAMENbHOU MYCKYIAMYpPbl )
demeti-nayuenmos co CMA (cnocobnvix evinonnums ucciedosamue) — 3mo Gopcuposannas
JrcusHennas emkocmo neekux (PIKEJI). Hayuenmot co chuscenuem PIKEJI om 20% 0o 50% om
00JI2CHO20 NOOBEPHCEHBL NOBLIUEHHOM) PUCK) Ne2OUHbIX OCH0JCHeHull, a nayuenmol ¢ OIKEJI

<20% — ewe 6onee svicokomy pucky. /s nayuenmos ¢ ®IKEJI >60% xapaxmepern nHu3Kuii puck
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HOuHOU eunosenmunsayuu. Mccneoosanue enusaHus GyHKYuU ObiXxameibHOU MYCKYIAmMypbl, 8 MOM
yucie Ha MAaKCUMAnbHoe OdaslleHue B600Xd, HA3ANbHOe pPecnupamopHoe OdsileHue Ulu
MaxKcumanbHoe 0asieHue 8bl00Xd, He 0aem 00CHMAMOYHOU UIU OONOJHUMENbHOU UHDOpMayuu
npu cpasnenuu ¢ OKEJI y nayuenmos co CMA.

Pexomenayercst KapIMOpECHUPATOPHBII MOHHUTOPUHT (JUCTAaHIIMOHHOE HAONIOJACHHE 3a
MOKA3aTesIMM  YaCTOTHl CEPACYHBIX COKpAIleHWH W JUCTAaHIIMOHHOE HaOIoJeHuEe 3a
(YHKIIMOHATBHBIMU TIOKA3aTENSIMU BHEIITHETO JbIXaHWS) WIHA IYJIbCOKCUMETpHs (HOYHAs) B
crarmoHape BceM nanueHTam co CMA | u manmerram co CMA Il crapiie 5 et Ayt KOHTpoOJIs
HaJl POrPECCUPOBAHUEM JbIXaTeIbHBIX HapymieHui [57].

YpoBeHb yoenuTeabHOCTH pekoMeHaanmii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeIbLCTB — 5)
KommenTapum: ucciedosanue nposooumcs 0isi NAYUeHmo8 co CHUNCeHUuem hopcuposaHHoco
evidoxa Ha 45% u 6onee 1 paz 6 6 mecayes. Ha koney 2019 2o0a uccnedosanue docmynto ois
NayueHmos, Hax00AUUXCsl 6 CNeyUudIu3uUpOBaHHbIX NO HEPEHO-MbILUEYHBIM 3A00]1e8aHUAM
Hegponocuyeckux omoenenusx. Koneuno, osrcenamenvrno eneopenue smozo memooa u 6 opyeux
HeB8POI02UYECKUX OMOENeHUSX, U 8 NOMOUb HA OOMY.

Pexomenayercst MpOBEICHUE noJIMcOMHOTpadun (anexTposnIedanorpadus c
BUJICOMOHUTOPHUHTOM W/WIM CYTOYHOE MOHHUTOPHUPOBAHHME AapTEPHATBLHOTO MABIICHUS W/HWIU
perucTpanys 3JIeKTPOKAPAUOTPAMMEI H/WJIM MOHHTOPHPOBAHHE DJICKTPOKAPAHOTpahUISCKUX
JAHHBIX W/WJIM XOJITEPOBCKOE MOHUTOPHUPOBAHUE CEPACYHOTO PUTMA W/WIM pacirupoBKa,
OMKCAaHWE W MHTEPIpEeTalus 3JIEKTPOKapAHOorpadUUecKux AaHHBIX W/HIHA dJIEKTpoMUorpadus
HaKO)kKHast (OJHA aHATOMHYECKas 30HA) W/WUIU DIIEKTPOOKyNorpadus W/WIU OmpeseeHne
MapIuaIbHOTO JaBJICHUS KUCIOpOAa B MATKUX TKaHiX (oxcuMerpusi)) mamuentam co CMA 5q,
€CJI €CTh IMOJI03PEHNE Ha HAJTMYHE TUTTOBCHTHIISIIUY JUIS yTOUHEHUS €€ XapaKTepa U HCKITFOUCHUS
COHHBIX armHod [57].

YpoBeHb yoenuTebHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 0KA3aTEIbCTB — 5)
KommenTapuu: nayuenmsi co CMA noosepawcensvt HapyuieHuto oblxanus 80 cHe, Hauboaee 4acmo
—  2UNOGEHMUNAYUU U3-3d YMEHbUUeHUs OblXamelbH020 00bemMa, HapyuleHus padbomsl
ouagpazmul, CHUMCEHUS @QYHKYUU MeHCPeOEPHLIX U  BCNOMO2amMenbHbIX Mbluy. Takoce
ommeuaemcs OOCMPYKMUBHBIL CUHOPOM U3-3d  CIAOOCMU MblWY 2OPMAHU U  2JIOMKU,
00ycno6n1uarowuil NpeopacnoloHCeHHOCMb K KOJLIANCY OblxamenbHulx nymei. B coomeemcmeuu
¢ Ilpuxazom Munzopasa Poccuu 13 oxmsaops 2017 2 Ne 804n om «O6 ymeepocoenuu
HOMEHKAAMYpPbl MEOUYUHCKUX Ycayey Hem yeayau «Ilonucomnoepaghusy, 6 ces3u ¢ uem 603MOHNCHO
UCNONb308aHUE HADOPA YCY2

2.5 NHble TUArHOCTHYECKHE HCCIECT0BAHNS
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KOHClebmaL;uu cneyuanucmos mozcym npoeo()umbc;z nayuermam Ha pasHblX smandax OKA3aHu:sl

MeOUYUHCKOU NOMOWU, 8 MOM YUCJIE 8 NePUOO OUACHOCIMUKU 3a00.1e8aHUSL.

Pexomenayercst mpueM (OCMOTp, KOHCYJIbTAIIMs) Bpaua-HEBPOJIOra NEPBUYHBII BCeM MallueHTaM
¢ nmopo3penreM Ha Hanmnurne CMA 5Q ¢ tensio moarBepkacHus auartdosa [20].

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

KomMmeHTapum: eciu 8pau-weeponoe noomeepicoaem 6eposmHOCMb HAIU4Us 00ne3HU, OH
00.J19ICeH Hanpasumv pebeHKa Ha 2eHemuyeckoe 00Ci1ed08aHue.

Pexomenayercst mpueM (OCMOTp, KOHCYJIbTAIs) Bpaua-HEBPOJIOra MOBTOPHBIN BCceM MallieHTaM
¢ nono3perreM Ha Hanmmuue CMA 5Q, mpomeamuM JOMOJHATEIbHBIE 00CIeI0OBaHUS (B TOM
YHcie TEeHETHYECKYI0 JAMAarHOCTHKY) C LEeNbI0 TOATBEPKACHUS JHAarHo3a, IPOBEICHHS
muddepeHIMaTbHOM TUATHOCTHKYU, OLIEHKH HEBPOJOTHYECKOTO CTaTyca, MOTOPHBIX (DYHKIIMIA,
oObeMa JBIKCHUH, HA3HAYCHHUS M TIOCIIeAyomIel Koppekuuu teparnuu [20].

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

KommenTapum: Habnoldenue pebenka 6 OanbHeuuiem 6 3a8UCUMOCHU OM (QYHKYUOHATLHOZO
cmamyca nayuenma (0715 iexcadux nayueHmos ne pesce 1 paza 6 3 mecaya, onsa cuosuux —I pas
6 6 mecayes, 01 xo0auux nayuenmos — 1 pasz 6 12 mecsyes). Bo epems ocmompa neobxooumo
npoBOOUNMb OYEHK) 00beMa AKMUBHBIX U NACCUBHBIX OBUNMCEHUL 8 COYeMAaHuu ¢ nposeoeHuem
@dynkyuonanvuvix mecmos (mecm Onu-/{ynkana, Hamstring-mecm, mecm Cunveepuienvoa) c
Quxcayueti 0anHvlx 8 ucmopuu 60Ne3HU NAYUEHMA 6 CPABHEHUU C OAHHLIMU NpPeobloyue2o
uccnedosanust. Kpamnocms nposedenust uccnedosanus 1 pas ¢ 6 mec. [20, 83].

Pexomenayercs mpueM (OCMOTpP, KOHCYJbTAIlHs) Bpada-TeHETWKA TEPBUYHBIA MaIlEHTaM C
nojo3penreM Ha Hamrmuue CMA 5( ¢ 1ienbro moaTBepxaeHus auarnosa [20].

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

KomMeHTapuu: nepgviv cneyuanucmom, K KOMOPOMY 6pay-neduamp HAnpasum nayuenmad,
Modicem oKa3amvCs He 8pai-He8poa02, d UMEHHO 8Pai-2eHemux.

Pexomenayercst mpuém (OCMOTp, KOHCYNbTAaIlUsl) Bpaya-TeHETHMKAa MOBTOPHBIA MAIMEHTaM C
nono3peHneM Ha Haimuue CMA ¢ 1enbro  pasbsCHEHHsS Pe3yJbTaTOB  MOJIEKYJISIPHO-
TEHETHYECKOTO UCCIIeIOBAHUSI, ONPEICTICHHUS MPOrHo3a is motromcTia [19].

YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (YypoBeHb J10CTOBEPHOCTH 10KA3aTEJIbLCTB — 5)

Pexomenayercst mpueM (OCMOTpP, KOHCYJbTAIMsI) Bpada-TPaBMAaTOJIOTa-OpTONeNa TMEepBUYHBIN
MalMEHTy C MNOATBEPXKAEHHbIM auarHozoM CMA 5(Q [ OUEHKHM HalW4usl CKEJETHBIX
nedopmaruii, GYHKIIHOHATBHBIX BO3MOXHOCTEH peOeHKa, HEeOOXOAUMOCTH H o0bema
opte3upoBanus [20].

YpoBeHnb yoenutenabsHocTn pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 5)
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KomMmenTapuu: ocvomp cneyuanucma sxmouaem Onpedenenue 00beMa NACCUBHO20 U/UNU
AKMUBHO20 O0BUJICEHUsL O0OHO20 CYCMAéa 6 OOHOU WNJIOCKOCMU U HAAUYUA UCKPUBTEHUL
N0380HOYHUKA, a makdice Onpedenerue cmamuyeckou u/uiu OUHAMUYECKOU CULbl OOHOU MbLULYbL,
a makoice YHKYUOHATLHBIX B03MONCHOCMEN NO KAXCOOU KOHewHocmu u cycmagy. Pewaiomces
B0NPOCHL HEOOXOOUMO20 OPMEIUPOBAHUSL.

Pexomenayercst mpueM (OCMOTp, KOHCYJbTAIUsl) Bpada-TPaBMATOIOra-oOpToIeaa MOBTOPHBIN
MAIUEHTY C MOATBEPKACHHBIM Tuarno3zoM CMA 5( 11si OIIEHKH POTPEeCCUPOBAHUS CKEIETHBIX
nedopMaruii, BRIOOpa TEXHOJOTHH OPTE3WPOBAHUS U TOCTYPAIBHOIO KOHTPOJIS, a TAKXKe JUIs
pelIeHus BOIPOca O MOKa3aHUAX K XUPYPrUIeCKOMY opToneauueckomy sedenuto [20].
YpoBeHb yoenuTebHOCTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJILCTB — 5)
Pexomenayercst ipueM (OCMOTp, KOHCYJIbTAIMSI) Bpada-IyJIbMOHOJIOTA MEPBUYHBIN MAITUEHTY C
NOATBEpXkIeHHBIM JuarHo3om CMA 5( ¢ 1enbio oOHApy)KEHHs JIbIXaTelIbHBIX HAPYIICHHHA U
OIpeieNIeHUs] TAKTUKH PECITUPATOPHOM moAaepKKu [57].

YpoBeHb yoenuTebHOCTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeIbLCTB — 5)
KoMMeHTapuu: 6pau-nyioMoHonoz onpeoeisiem, HYJICHbL U NAYUeHmy OONOJIHUMENIbHbIE
00cne008anusi U KaKue UMeHHO (onpeodeienue NapyualbHo20 OdNeHUs. KUCIOPOOd 8 MASKUX
MKausx —(OKcumempust), UCCiLed08anue KUCIOMHO-OCHOBHO20 COCMOSIHUSL U 2A308 KpOBl,
NpUYeIbHasl peHmeeHocpapus opearos epyOHOL KIemKU, KapouopecnupamopHblil MOHUMOPUHE,
UCCNED08AHUE HECIPOBOYUPOBAHHBIX ObIXAMENbHBIX 00BEMOE U HOMOKOS).

Pexomenayercst npuem (OCMOTp, KOHCYIBTAIMS) Bpada-MyJIbMOHOJIOTa TTIOBTOPHBIN MAIUEHTY C
MOATBEPXKIEHHBIM nuarHozoM CMA 5( ¢ menbio 0OOHapy»KeHHUS AbIXaTeIbHBIX HapyIICHUW U
OTIpEe/ICTICHNUS TAJIbHEHIIIeH TAKTUKU PECITUPATOPHOM MOAICPKKHU [57].

YpoBeHnb yoenuTeabHOCTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeIbLCTB — 5)
Pexomenayercst tmipueM (OCMOTpP, KOHCYNbTallMs) Bpauda-racTPOIHTEPOJOra TMEPBUYHBIN
narreHty co CMA 5( npu HaJMuuKM COOTBETCTBYIOIINX Kayto0 (cM. pasnen XKanoObl 1 aHaMHe3)
JUTsl Ha3HAYeHHsI 00CIeIoBaHus U JieueHus [57].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeIbLCTB — 5)
Pexomenayercst mpueM (OCMOTp, KOHCYJIbTAIlMS) Bpava-raCTPOIHTEPOJTIOra TOBTOPHBIN
narreHty co CMA 5( npu HaJMuuKM COOTBETCTBYIOIINX Kayto0 (cM. pasnen XKanoObl 1 aHaMHe3)
JUTSl TUArHo3a OCJIOKHEHUH U onpeeneHust 3pPeKTuBHOCTH jtedeHus [57].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTEIbCTB — 5)
Pexomenayercst mipuemM (OCMOTp, KOHCYNbTAIlMsA) Bpada-qUETONOra MEPBUYHBIA MAIUEHTY CO
CMA 50, xoTOpblii MMEET HapyLIECHUs HYTPUTHUBHOIO CTaTyca WM YIpOXaeM IO pPa3BUTHIO

HEJOCTAaTOYHOTO MJIM U30BITOYHOTO MUTAHUS, C LIENbI0 JUeTHYeCKOol Koppekuuu [20].
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YpoBenb yoeauTeabHOCTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB — D)
Pexomenayercst mpuem (OCMOTp, KOHCYJbTAllMsI) Bpada-IMETOJIOra MOBTOPHBIM MALIUEHTY CO
CMA 59 ¢ HapylIeHHEeM HYTPUTUBHOTO cTaTyca AJis olleHKu 3¢ dexruBroctu nuets [20].
YpoBenb yoeauTeabHOCTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTEIbLCTB — D)
Pexomenayercst mpuemM (OCMOTp, KOHCYJbTAllMs) Bpada-AeTCKOTO KapauoJIora IMEepBUYHBIN
narueHTy co CMA 5 npu oOHapyxernn naronorunueckux n3menenunii Ha OKI u 9XO-KI s
Ha3Ha4YeHus Tepanuu [57].

YpoBenb yoeauTeabHOCTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeIbLCTB — D)
Pexomenayercst mpuem (OCMOTp, KOHCYJbTAIMs) Bpaya-AE€TCKOrO KapauOoJiora IMOBTOPHBIN
narueHTy co CMA 50, koTopomy ObLIIO HA3HAYEHO JICUEHUE, C IISITBI0 OLIEHKH er0 3P PeKTUBHOCTH
[57].

YpoBeHb yoenuTeabHOCTH pexoMeHaanuii C (YypoBeHb I0CTOBEPHOCTH JI0KA3aTEIbCTB — 5)
Pexomenayiorcsi mpueM (OCMOTp, KOHCYIbTalusl) Bpaya IO MaUIMaTUBHON MEIUIIMHCKON
NOMOUIM NepBUYHBINA eTsaM co CMA 5Q, mpu HaJIMYMKM NOKa3aHUM, AJis ONpesesieHus oobeMa
HEOOXO0MMOM TTAJUITHATUBHOMN oMoty [57].

YpoBeHb yoenuTeabHOCTH pexoMeHaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEJIbCTB — 5)
KommenTapuu: xoucyromayus omnocumensHo naiIuamMu8HOU NOMOWU MOMCEN OKA3bIBAMbCS
Ha ecex samanax eedenus nayuenma co CMA: npu nocmanoske ouazHosa, 60 8pems NPUHAMUS
KIOYEeBbIX Mepanesmuyeckux peulenuul, npu 603HUKHOBEHUU HCUZHEY2POICAIOWUX COCMOAHUU, d
maxaice 8 MeEPMUHAILHOU ¢hasze 3a001e8aHUSL.

Pexomenayrworess npueM (OCMOTp, KOHCYJbTallMs) Bpaya IO NAUIMATUBHOM MEIUIIMHCKON
MOMOIIN MOBTOPHBIN AeTsiM co CMA 50, npu Hanu4uuM MOKa3aHWM, A ompeseseHus oobeMa
HEOOXO0MMOY TTAJNTHATUBHOM MOMOIIH U OlIeHKH ee dddekTuBHOCTH [57].

YpoBeHb yoenuTeabHocTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH JI0KA3aTEIbCTB — 5)
PexoMenayercs npruem (0CMOTp, KOHCYJIbTAIM) Bpaya 1o JiedeOHON (PU3KYIbTYpe, MALUEHTY CO
CMA 5q s onpezienieHns: o0bema U riana peadunurarmu [20].

YpoBenb yoeauTeabHOCTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeIbLCTB — 5)
PexoMenayercst mpueM (0CMOTp, KOHCYJIbTAIIMs) Bpaya Mo JieueOHON (Pr3KyIbType MOBTOPHBIH
narueHTy co CMA 5¢ ansa oneHku 3¢ (GEKTUBHOCTH peadMIUTAIMU U OINpEAeTICHUS TaKTUKU
nanbHerero jgedenus [20].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTEIbLCTB — 5)
Pexkomenayercst mpreM (OCMOTpP, KOHCYJIbTAIINS ) Bpaua—(pU3n0TepaneBTa MepBUYHBINA MAIIUSHTY
co CMA 5q st onipenenieHust TaKTUKA (u3noTepaneBTuaeckoro jgeueHus [20].

YpoBeHnb yoenutenasHocTn pekoMenaanuii C (YypoBeHb T0CTOBEPHOCTH J0KA3aTEIbCTB — 5)
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o Pexomenayercs mpueM (0CMOTp, KOHCYJIbTallMs) Bpaya—(hu3HoTepaneBTa IOBTOPHBIN MALUEHTY
co CMA 5q st onpe/ienieHust TAKTUKH (pr3uoTepaneBTHIecKoro edeHus [20].
YpoBeHnb yoenutensHocTu pekoMenaanuii C (YypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

e Pexomenayercs B BeaeHUM nanueHToB ¢ CMA ucnosab30BaTh MyJIbTHINCHUIUIMHAPHBIN [10AX0]
(ITpuem (ocMOTp, KOHCYJbTallMs) Bpaya-dHIOKPUHOJIOIA IMEPBUYHBIA M NOBTOpHBIN, Ilpuem
(ocMOTp, KOHCYJbTAlMs) Bpada-HEWpOXUpypra IepBUYHBIE UM  NHOBTOpHBIH, OcMoTp
(KOHCyJIbTalLMsl) BPauyOM-aHECTE3UO0JIOrOM-PEAaHMMATOJIONOM EPBUYHBIA M MTOBTOPHBIN, [Ipuem
(ocMOTp, KOHCYNIbTALlMA) Bpada-AeTCKOro0 XUpypra NepBUYHBIA U NOBTOPHBIN, [Ipuem (ocMmotp,
KOHCYJIbTAllMsI) Bpada-3HJOCKONHUCTa MepBUuYHbIA, I[lpuem (ocMoOTp, KOHCyNIbTalMs) Bpada-
OTOPUHOJIAPUHI0JIOTa MNEpBUYHBI M MOBTOPHBINA, [IpremM (ocMOTp, KOHCyNbTalMs) Bpaya-
TOpPaKaJIbHOTO XUpypra nepBuuHsbIi, [IpueM (ocMOTp, KOHCY/IbTALIMS) Bpaya-uyeItoCTHO-IUIIEBOIO
Xupypra nepBuuyHbld, [Ipuem (ocMOTp, KOHCyIbTalMs) Bpada-TICUXOTEPAIleBTa MEPBUYHBIA H
NOBTOPHBIN) B BUAY TOTO, YTO 3a00JIEBAaHUE XAPAKTEPU3YETCs MOPAKEHUEM MHOTUX OPraHOB U
cucTeM, TpeOyeT KOMIUIEKCHOW Tepamnuy, YTO JTUKTYeT He0OXOAMMOCTb COBMECTHOIO BEACHUS
narMenTa CreraaIucTaMu pasHbix mpoduieii [19, 131].

YpoBeHb yoenuteabHocTn pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

3. JleyeHue, BKJIKOYAS MEeIUKAMEHTO3HYI0 U HEMEIUKAMEHTO3HYI0 Tepanumn,
AMETOTEePanunIo, 00e300/1MBaHNe, MEAUINHCKUE TOKA3AHUS U

NMPOTHUBOIIOKA3aHUHA K IPUMECHCHHUIO METO/10B JICHCHUSA

3.1 MeaukaMeHTO3HAas Tepanus

Meouxamenmosnas mepanus CMA 5q nodpazoensemcs Ha namo2eHemuidecKyro —
mepanuio, HanpaeieHHylo Ha Koppekyuio deuyuma benka SMN, ¢ nomowvio npenapamos ¢
PA3IUYUHBIM  MEXAHUBMOM Oelucmeuss — U CUMAMOMAMUYECKYl0 mepanuio (KOppeKyusi
OMOENbHBIX CUMNMOMO8 3A00/1e8aHUS).

3.1.1 IlaToreHern4yeckass MeAMKAMEHTO3HAS TePANUS

Cywecmeyem HecKOIbKO N00X0008 K namozeHemuueckoli mepanuu. I enozamecmumenvbHast
mepanus, NpuUMeHseMas OOHOKPAMHO, — Npenapam oHacemHoceH abenapsosek. Mexanuzm
Oelicmeus O0aHHO20 6UO0d Mepanuy OCHOBAH HA 668e0eHUU (DYHKYUOHAIbHOU KONUU 2eHa
(mpamnceena), umo npugooum K 3ameuwjenuro @ynxyuu Oepexmnozo cena SMNI u
soccmanognenuro  npooykyuu oeaxka SMN. [Tlpumenenue moouguxkamopos cniaticunea
(ecenemuueckou mooughuxayuu) eena SMN2 yeeruuusaem dKcnpeccuro NOJHOPAZMEPHLIX

@yukyuonanvrvlx 6enxos [56-58].
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Ilpenapam Ha oOCHOBe  AHMUCMBICIOB020 — OAUSOHYKICOMUOA — HYCUHepceH™™ Obln
3apesucmpuposarn 013 nevenus ecex munoe CMA e CILIA 6 dexabpe 2016 200a, 0000pen 0ns
npumenenus 8 Eepone 6 mae 2017 200a, 6 Poccutickoii @edepayuu 3apecucmpuposan ¢ 2019 2ooa
[58, 59/. Ipenapam — manas monexyia pucouniam™* (nyme 66edenus npenapama —
nepopanvbuiii) owin 3apecucmpuposar 6 CIIA 6 aseycme 2020 eo0a u 6 Poccuu 6 oexabpe 2020
eooa. Ilpenapam — onacemnozen abenapgosex, npedcmasiaowull coool He penTuyupyrouuLics
PEKOMOUHAHMHBIL A0eHOACCOYUUpo8antbvlil supycHoii (AAV) eexmop, Komopwlii ucnonvb3yem
Kancuo aoenoaccoyuuposarnnoz2o eupyca cepomuna 9 (AAV9) ona oocmasku cmabuibHoeo,
HOIHOCMbI0 YYyHKYUOHATbHO20 mpaHceena SMNI, ovin 3apecucmpuposan ¢ CILIA ¢ mae 2019
200a, 0000pen ons npumenenus 6 Eepone 6 mae 2019 2o0a, 6 Poccuiickot @edepayuu 6 dekabpe
2021 2. [101-104].

Ilpsamoeo cpaenenusi nekapCcmeeHHbIX Npenapamos He cyujecmsyem 6 6uoy CIONCHOCMU
Habopa epynn cpasHenus. Pewenue o evibope npenapama OO0NNCHO NPUHUMAMbCA eHaUjuM
8PAYOM-HEBPOJI020M C yuemom Koauvecmea konuil SMN2, ucxoonozo ¢oynkyuonanvnoeo cmamyca
nayueHma, nNymu 86e0eHus, KpamHuoCmu npuema U OAHHbIX QaAPMAKOIKOHOMUUECKUX
uccneoosanuil.

Ilpumenenue npenapama Hycunepcen™** 0vi10 uU3yueHo y NaAyueHmos, COOMEEmCmEYIOuUX
CMA 5q 1 muna, 6 so3pacme om 1,7 0o 6 mecsayes npu nepsom 6edeHulU 6 UCCIE008AHUU
ENDEAR; npodemoncmpuposansl yoeoumenvHas 3¢pghexmusHocms u 6€30nacHocms npenapama
6 amotl eospacmuoti epynne [61]. [Ipumenenue npenapama Hycunepcen** uzyyeno y nayuenmos,
coomeemcmeyioujux CMA 2 unu 3 muna, 6 éozpacme om 2 0o 9 nem npu nepsom 66edeHuu 6
uccneoosanuu  CHERISH; npooemoncmpuposanst  yoeoumenvHas d¢pgexmusnocms  u
bezonacnocmv npenapama 6 >3moti eospacmuou epynne [63]. Ilpumenenue npenapama
Hycunepcen** uzyueno y nayuenmos, coomeemcmeyiowux CMA 2 unu 3 muna, 6 6ospacme om 2
0o 15 nem npu nepsom @eedenuu 6 ucciedosanuu CS2/12; npodemoncmpuposarvl
aghgexmusnocmo u 6e3onacHocme npenapama 6 SMoii 603pAcmHOl cpynne.

Ilo 3asepuenuu S-nemneco uccnedosanuss FIREFISH oemu co CMA 1-20 muna, noayuasuiux
Jleyenue npenapamom pucouniam**, npooemoncmpupoganu yiyuuieHue ucxo008, CeA3aHHbIX C
3abone6anuem uiu ux CmabuIU3ayuio, a UMeHHO, OONLUUHCMBO Oemell 0OCMUSIU KII0YEeBblX
9MaAno8 08uUamenbHol aKmueHOCMU, YMmo He HAO00anocb Obl Npu ecmecmeeHHOM MmeyeHUU
3abonesanus,; npu smom 91% demeti 6viu dHcuswl, a 81% docmuenu nokazamens 6eccoObIMUHOU
svloCUBAEMOCU; Y DONLUUHCINGA 0emell COXPAHULACL CNOCOOHOCMb 2I0Mamsb U NPUHUMAMb
nUWy NepoparbHO,  OMMEYEHO, UYMO HeJNHCeNAMeNbHblX SBNEHUU, CEA3AHHBIX C JleYeHueMm

npenapamom pucounnam™**, npueeowux K ommene unu NPeKpaweHuIo leyenus, e HabaroaIocy,
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A KOIUYECTBO HeNCENAMENbHBIX SAGNEHUL U CePbEe3HbIX HEeNCEILAMENbHBIX S8NEHUSL CHUUIOCHL NOCTe
nepgozo 200a npumeHnenus npenapama pucouniam™*. Ilpumenenue npenapama pucouniam™**
OvL10 U3yyeHo y nayuenmos, coomsemcemeyiouwux CMA 2 unu 3 muna, 6 6o3pacme om 2 0o 25 nem
npU CKPUHUH2E 8 MEeNCOYHAPOOHOM (8KII0OUAs nayuermos u3 Poccuu) Kiunuueckom uccied08aHuu
SUNFISH. ZHccreoosanue npooemoncmpuposano oocmudiceHue cmamucmudecku 3HAYUMbBIX
KAuHuYeckux ynyuwenutl 3a 24 mecaya mepanuu no wxaiam MFM-32 (IIpunosicenue I'5) u RULM
(IIpunoosicenue I3). Haubonee yacmoimu nodounvimu s¢pgpexmamu npumerenusi pucouniama™*
Mocym Oblmb UHGEKYUU BepXHUX ObIXAMENbHLIX NYMel, NHeGMOHUU, SUNEPMeEPMUs, 3anopbl,
Hazopapuneum. Ilokazano, umo yseauueHue oyeHoK 08UueamenbHuIX yHKYuUll, Habardasuieecs 6
nepevlil 200 Je4eHus NPpenapamom pucouniam™*, coxpananoco u uepesz 4 2ooa; ommedeHo, 4mo
nayueHmsl U Iuyd, OCywecmsisiowue yxo0, coooumunu 0 npoooIHCaAOWUMC CHUNCEHUU UTU
cmaobunuzayuy  YpoeHs  NOMOWU, HeoOXo0uMolt 01 OCyujeCmeieHuss No8CeOHeBHO
0esimenbHOCIU, HedcelameibHble S6/IeHUsL U CePbe3Hble Hedicelamebhble A6/1eHUsl Y NAYUeHMO8
ompaxcanu 0CHO8Hoe 3a001e8anue, NPU JMOM 00WAs YACMOMA HeXCelAmeNbHbIX A6eHUll 3a 4
200a CHU3UNACY.

Ilpumenenue npenapama ouacemMHO2eH abenap8ogex ObLIO U3YUEHO 6 3ABEPUICHHBIX
kaunuyeckux ucciedosanusix START [104], STRIVE-EU [101] u STRIVE-US [106] y nayuenmos
co CMA 1-20 muna 6 éo3pacme 0o 9 mecsayes, a makaice 6 uccredosanuu SMART y oemeti ¢ gecom
bonee 8,5 ke 0o 21 ke ¢ noomeepcoennvim ouacnozom CMA, panee nonyuaswux mepanuio
Opyeumu Nnamo2eHemuieckuMy npenapamamu  (Hycunepcen™* uau  pucounaiam™*) [140].
Ilpooemoncmpupoganvl  yoeoumenvHas 3s¢gexmugnocms u 06e30nacHocms npenapama 8
VKA3AHHBIX epynnax nayuenmos. I[lpumenenue npenapama onacemHozeH abenap8ogex 0bvlio
maxkace uzyueno 6 ucciedosanuu SPRINT y nayuenmog ¢ 00CUMNMOMHOU (OOKIUHUYECKOU)
cmaoueu CMA 6 eo3pacme 00 6 nedenw [132, 133]. Pe3ynomamul KiuHU4eCKUx uccie0o8anull u
cucmemamuyeckux 0030po8 ¢ npogedeHueMm Mema-aHaiu308 CeUOemenbCMmeyIom, —UYmo
npUMeHeHUe OHACEMHO2eH abenapeoseKkda 6 mepanesmuieckoi 003e y NaAyueHmos Kaxk ¢
OOKNUHUYECKOU (00CUMNMOMHOU) cmaduell 3abonesanus, max u c cumnmomamu CMA
obecneyusaem bvicmpoe pasgumie mepanesmuieckozo dggexma, napacmarouje2o 8 OUHaAMuKe,
Y8enuyeHue GbloHCUBAeMOCU U VIYYUleHUe 08UamenbHol QYHKYUU, OYeHeHHoe NO Pa3IUYHbIM
WKANaM OYeHKU O08UamenbHOl aKMUBHOCMU NO CPABHEHUI0 C eCMeCMBeHHbIM medeHuem
sabonesanus [101, 104, 106, 132, 133, 140-143].

PexoMeHayeTcs Kak MOXXHO paHbIlle HAYWHATH MATOTCHETHYECKYIO TEPAITHIO BCEM MAIIEHTaM CO

CMA 5q nocie MOJIEKYISIpPHO-TEHETUYECKOT0 MOATBEPKACHUS AUArH03a, BKJIIOYasi MaleHTOB,
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BBISIBJICHHBIX B paMKax CKPUHUHTA HOBOPOXACHHBIX, C IEJNbIO JOCTHUXKEHHS HAWIYYIIEro
TepaneBTHUecKoro 3¢ dekra [60, 155, 156, 158-161].

YpoBeHb yoenuTEeILHOCTH peKoMeH1anuii A (YpoBeHb I0CTOBEPHOCTH 10KA3aTEIbCTB — 3)
KoMMeHTapuu: Ha ceco0HsawHuil OeHb HaKonieHbl OaHHbLE, CBUOEMETbCMBYIoOUUE O MOM, YUMo 0adice y
NAYUEHMOB, BbIABTIEHHBIX 8 CKPUHUH2E HOBOPOICOCHHBIX, MO2YM 8blA&IAmbCs nepgvle npusnaku CMA
BCKOpe NOCiie POAHCOEHUSl, NOIMOMY MAK BANHCHO UHUYUUPOBAL MEPANUIO KAK MOMCHO PAHbULE C YeTlbIO
yayuuwenus npoenosa [155, 156, 158-161]. Ilpu smom credyem nomuums, wmo y nayuenmos c
MAACENBIMU CUMPIMOMAMU 3aD0aesanus (K Komopwvim omuocamces vanuuue UBJI, HUBJI 6onee 16
Yacose @ CymKku u omcymcmeue QyHKyuy 210maHus 8 pezyiomame 6y1b0apHo20 CUHOPOMA, B5NASL
mempaniecus)) HeooOpamumas oOe2eHepayusi O08USAMENbHLIX HEUPOHO8 U MbIUEYHOU MKAHU,
8epOSIMHO,  A61Aemcs  Haubonee  BANCHLIM — (DAKMOPOM — OMCYMCMBUS  O0HCUOAEMOU
agpghexmuenocmu  unu  occmamogieHus GeHOmuna 6He 3A8UCUMOCMU OmM  KOAuYecmed
npouzeedénnozco benxa SMN, nabnrooaemozo npu npumeneHul 1106020 8apuaHma mepanuu.
Pexomenayercsi mnpuMeHEHHE TpernapaTa HYCHHEpPCeH™* malueHTaM C TeHeTHYeCKd
MOATBEPKIAeHHBIM auarHozoM CMA 50 ¢ 2 u Gomee kommsimu reHa SMN2, kinuHuyecku
cootBercTByromMM CMA 1 Tumna, B kauecTBe MaTOreHeTHIeCKou Tepanuu 3abosaeBanus [61].
YpoBeHb YyoenUTEeILHOCTH peKoMeH1aluii A (YpOBeHb I0CTOBEPHOCTH I0KA3aTEIbCTB — 2)
PexoMeHnayercss TNpuMEHEHHE Tperapara pHUCIUIUIAM™**  manMeHTaM C TeHEeTHYeCKH
noaTBepkIeHHBIM nuarHo3oM CMA 5q c¢ 2 u Oosee xomusimu reHa SMN2, kiauHu4ecku
cootBeTcTByronMM CMA 1 Tuma B KauecTBe MAaTOreHETHUECKOM Tepanuu 3aboneBanus [168-172].
YpoBeHb yoenuteqabHoCTH pexoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 4)
Pexomenayercst TnpuMeHEHHE TIpernapara HYCHHEpPCeH™™® malleHTaM ¢ TeHEeTHYEeCKH
NOATBEPKJIeHHBIM AuarHo3oM CMA 5(, knuHuuyecku cootBeTcTByromuM CMA 2 unu 3 tuna B
Ka4eCcTBEe MaTOrCHETHUECKOM Tepanuu 3adosieBanus [63].

YpoBeHDb yoeIUTeILHOCTH PeKOMeHauii A (YPOBeHb 1I0CTOBEPHOCTH 10KA3aTEIbCTB — 2)
Kommenrtapuu: HMumpamexanvroe sgedenue (HMY: Bgedenue nexapcmeenHvlx npenapamos 8
CNUHHOMO32080U KAHA) HYCUHEpCeHa™™ Mmooicem COnpoBo€COamvbCs HedcenamenbHbiMu
ABNEHUAMU, C8A3AHHBIMU C NpogedeHuem atombanrvrot nyukyuu (HMY: cnunomoseoeot nynkyuu):
nogvluleHue memnepamypsl meid, 201068HAs 0016, OONbL 8 ChuHe, p8OMA, NOCMNYHKYUOHHbIU
CUHOPOM.

Buvinonnenue unmpamexanohoti nynkyuu modcem Oblmb 3ampyOHeHO NpU HATUYUU MAHCEN0U
Odegopmayuy nNO3GOHOUHUKA UIU YCIAHOBIEHHOU MemalloKOHCmpyKyuu. Tasxcenvli ckoiuos u
YCMAHOBNIEHHAsL MEMANOKOHCMPYKYUsL 6e3 OKHA O/ BbINOIHEHUS] AGNAIOMCA 02PAHUYEHUAMU K

NPpUMEHEeHUI0 npenapama Hycunepcen **,

34



Ilocne e66edenuss Hycunepcena™™* mozcym HaOMOOAMbCA  MPAH3UMOPHbIE  UBMEHEHU.!
MpOMOOYUMONEHUS, HapYUeHUe C8EPMbIBAEMOCMU KPOBU U HehPOMOKCUYHOCD.
Pexomenayercs mnamuentam co CMA 5( mocne BBeAeHHS HYCHHEPCEH™* NpU HaIMYUH
KJIMHUYECKHUX IMOKa3aHWi, HEOOXOAMMO BBIMOJHUTH JAOOPATOPHBII MOHUTOPHUHI CJEIYIOIINX
MoKa3aTeseil: ucciae0BaHrue ypoBHS TPOMOOLIUTOB, MIOKa3aTelld cBepThiBaeMocT Kposu (HMYVY:
Koarynorpamma (OpHEHTHPOBOYHOE MCCIEIOBAHWE CHCTEMBI T'eMOCTa3a), ONpeAeTIeHHe
KOJM4YecTBa Oelka B CYTOYHOM Moue, wucciemoBanue mnukBopa (HMY: Ceponorudeckoe
uccieoBanue JIuKBopa) [63,64].

YpoBeHb yoeIUTeJILHOCTH PeKOMeHAaluii A (YPOBEeHb IOCTOBEPHOCTH JI0KA3aTEJIbCTB — 2)
Kommenmapuii: nocne 66edenusi mycunepcena™* mocym Habmooamvcs mpaH3umopHvle
UBMEHEeHUsL: MPOMOOYUMONEHUs, HapYUWeHUe C8ePMbI8AeMOCIU KPOBU U HePOMOKCUUHOCTb.
Pexomenayercsi mpuMeHeHHUE MpenapaTa HycMHepceH** Ha moknuHudeckou craguu CMA 5q
MalUeHTaM ¢ FeHEeTHYeCKU MOATBEPIKICHHBIM JuarHo3oM C 2 wiu 3 xonusmu rena SMN2 B
KaueCTBE IMaTOTCHETUICCKON Teparuu 3a00ieBaHus [66].

YpoBeHb yoenutenabHocTn pekoMmenanuii C (ypoBeHb 1I0CTOBEPHOCTH /10KA3aTEIbCTB — 4)
PexoMeHnayercsi TNpHMEHEHHE TMpenapara pHCIUIUIAM**  MalmueHTaM ¢ TEeHEeTHYECKH
NOATBEPKJIeHHBIM AuarHo3oM CMA 5q, kiuHnyecku coorsercTBytomiuM CMA 2 unu 3 tumna B
Ka4ecTBe MaTOreHETHUECKOM Tepanuu 3aboneBanus [173-175].

YpoBeHb yoenquTeabHOCTH pekoMeHaanuii A (YpPOBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — 2)
PexoMenayercsi mprMeHEHHE TpenapaTa OHaCEMHOTeH abenapBOBEK OJHOKPATHO Y MAIMEHTOB
co CMA c OunamrensHoii mytanueii B rene SMN1 B kadecTBe MaToreHETHYECKOW Teparuu
3abonesanus [101, 138].

YpoBennb yoenureabHocTH pekomenaanuii C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTelILCTB — 4)
KomMmeHTapuu: ocrosnvimu ozpanuyeHusmu K NpuMeHeHulo npenapama Aeisemcs Hanudue
anmumen xk AAV9, makoce ocpanuyeHusMu K NPUMEHEHUIO Npenapama Mo2ym A6IAMbCs
3abonesanus nevenu, Haiuvue UBJI, HUBJI 6onee 16 uacos 6 cymxu u omcymcmesue QyHKyuu
eomanusi 6 pezyibmame 0OyI60apHO2O cunopoma, 6éanas mempaniecus. Ilpu madxicenom
@dyHKyuonantohoM cmamyce nayueHma U OIUMENbHOM medeHuu 3a001esanus 8edeHue
npenapama Modxicem He OKA3amv 00JHCH020 3¢gexma. [Ipenapam onacemnozen abenapsosex,
npUMeHAeMbll 0OHOKPAMHO, NPeoCmasisiem CcoOou Hepeniuyupyiouuics pekoMOUHAHmHbIl
adenoaccoyuuposanHviii upycHulii (AAV) eexmop, cooepaorcaujuii BUOOUIMEHEHHYIO HYKIIEUHOBYIO
kucnomy ¢ nociedosamenviocmoio eena SMNL. Tpanceen npu nonadanuu 6 10po MOmoHeupora
3amewjaem nNOmMepsAHHYIO U3-3a Mymayuu @yukyuio cema 6es ecmpausanus ¢ /[HK uenosexa u

soccmanasnusaem npoodykyuto beaxka SMN, komopulii omeemcmeeneH 3a coXpaneHue U pazgumue
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momonetiponos [102-104]. Tecmuposanue na nanruuue anmumen K a0eHOACCOYUUPOBAHHOMY
supycy 9 cepomuna (AAV9) Oondxcno Ovimb npogedeHo nayueHmam 0Js NOOMEEPHCOEHUS
B03MOJCHOCIMU ~ OCYUjeCmeieHus  2enozamecmumenvhol. mepanuu. Ilpenapam 68o0umcs
BHYMPUBEHHO KanenvbHo. Beedenue cenozamecmumenvHoll mepanuu OONNHCHO BbINOJIHAMBCA 8
VCILOBUSX CMAYUOHAPA, UMEIOWe20 U OMOeNeHUS PeAHUMAYUU, UTU OMOeIeHUsl UHMEHCUBHOU
mepanuu. Haubonee uacmeivu nobounviMu  d¢pghekmamu  npuUMeHeHUus  OHACEMHO2EeH
abenapsoseka  AGIAOMCA — NOBblUEHUE  AKMUBHOCMU — NEYEHOYHLIX  MPAHCAMUHA3,
2enamomoKCcu4HOCmy, peoma u nupexcus. 3a 24 uyaca 00 u nocie UHQY3UU OHACEMHO2EH
abenapeosexa HeoOXOOUMA UMMYHOMOOYIAYUS 2IoKoKopmukoudamu (CM. ciedyrouwuil mesuc).
B nocmungyzuonnom nepuooe HeobXooumo npogooums KOHMpO.ib 1d00paAmopHuIX NAPAMEempos
@dynkyuu neuenu (onpedenenue axkmuenocmu AJIT 6 kposu, onpedenenue axmusnocmu ACT 6
KpOoSU U UCCIe06aHUue YPOGHs 00we20 Oumupyouna 6 Kposu), UCCIe008aHUe YPOGHS.
mpomMoOOYUMOo8 8 KposU U UCCIe008aHUEe YPOBHS MPONOHUHA 1 6 Kposu, a makace MOHUMOPUHE
BO3MOJICHBIX HENCENAMENbHbIX AGNeHUU 6 medenue Kak MuHumym 3 mecsayes nocie uH@ysuu
OHaceMHO2eH abenaps8osexa u 6 Opy2ux Ciyyasx npu Haluvyuy KiuHuveckux nokazanuti [101].
Pexomenayercs naunentam co CMA, KOTOpbIM Ha3HAYeH OHACEMHOT'€H abenapBOBEK, 3a 24 yaca
70 W Tocie MH(Y3UH OHAaCeMHOTeH abemapBOBEKa MMMYHOMOIYJISIIHS TIFOKOKOPTHKOWIAMU
(#opeaHu300H** mepopanbHO W3 pacueta | MI/KI/CyT WM SKBHUBAJEHTHas [03a JAPYroro
npernapara u3 rpymnsl Tirokokoptukouaos) [101, 105-107].

YpoBeHb yoenuTebHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbLCTB — 4)

Pexomenayercst mpyMeHEHUE Iperapara pucaumiaam™** Ha nokiauHuueckoil craguu CMA 5q
MarUeHTaM ¢ TeHETHYECKH MOATBEPKACHHBIM AUarHo3oM ¢ 2, 3, 4 u 6onee konusmu reHa SMN2
B KaueCTBE MaTOrCHETHYECKO# Teparnuu 3aboneBanus [177, 178].

YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 4)
He pexomeHnayercsi mpuMeHeHHEe KOMOMHUPOBAHHOW Tepanuu (Ha3HAUYEHUE MaTOTeHEeTUIECKON
Teparuy MOoCie TeHO3aMECTUTEIbHON TepaNuu) WK OJHOBPEMEHHOE MIPUMEHEHHE 2 MpernapaToB
MaTOTeHETHYECKOW Tepanuy C OJAMHAKOBOW TOYKOW mpwiokeHuss — reH SMN2 (mampumep,
HyCHHEpCeH** ¥ pucaMiuiaM™*), Takke HE pPEKOMEHAyeTCs TMPUMEHEHUE IpenapaToB
HycuHepceH** u pucaumiam™* Ha moOoit cragum CMA 5¢ mnamueHTaM ¢ TI'eHETHYeCKU
MOITBEPKIEHHBIM JinarHo3oM C 0 u 1 kormedt reHa SMN2 B kauecTBe MaTOreHETHYECKOM TEparuu
3abosesanus [101, 104, 108].

YpoBeHb yoenuteasHocTn pexoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 5)
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KomMeHTapuu: x KoMOUHUpOBaHHOU mepanuu makxdce cledyem OmHecmu HA3HAuYeHue
HycunepceHa™* unu pucouniama** nocie npumeHeHuss OHACEMHO2eH abenapeoseka ¢ y4eémom
Moo, 4mo oKasvieaemvlii d¢hgexm nocie OOHOKPAMHOU UHDY3UU, NPEeONON0NHCUMENLHO,
coxpansiemcsi 6 meuenue éceil acusnu nayuenma [101]. Ha oannviii momenm ne cywecmeyem
odoxazamenvcmes d¢hghexmusHocmu u 6€30naAcHOCmU KOMOUHUPOBAHHOU Mepanuu NAYUeHmos8 co
CMA no cpasHnenuto ¢ monomepanueu, 8 céa3u ¢ Yem KOMOUHUPOBAHHASL Mepanus He 0O0JNCHA
npUMeHsImbCs 6 pymunHou kiunuveckou npaxmuxe [104]. B nacmosiwyee epems omcymemesyiom
pe3yibmamsl KIUHUYECKUX UCCIe008aHUL, CUCMEeMAMU4ecKux 0030pos, 8 KOMopblX U3yuaemcs
Koppenayus mexcoy ypoenem skcnpeccuu 6enka SMN u 6vipajdiceHnocmvlo KIUHUYECKO20
agppexma [101, 104, 108].

Pexomenayercsa nanuentam co CMA, BbISIBICHHONW Ha JOKJIMHMYECKOW CTaauM 3a00JeBaHUS
U/WIIM B paMKax HEOHATAJIbHOTO CKPUHUHTA, ¢ 1-4 xommsamu rena SMN2 HemeieHHOE Havaio
NaTOr€HETHYECKOW Tepanuu IMpernaparaMi: OHACEMHOTEH a0ermapBOBEK WM PUCIUILIAM™* ™ WIIH
HycuHepceH** [132-134, 145, 155-161].

YpoBeHb yoenuTeabHoCTH pekoMeHaanuii C (YypoBeHb I0CTOBEPHOCTH JI0KA3aTeIbCTB — 4)
KommenTapuu: coenacro uncmpykyuu no MeOUyuHCKoMy NPUMEHEHUI0 pUCOUNIAMa™™ umeiomces
OocpaHuvenHvle OaHHble No  0e30NACHOCMU NO  pe3yIbmamam — NOCMPeUCMPayUOHHO20
NpUMEHeHUs Npenapama pucouniam™* 6 pexomeHO0o8anHolu 0o3ze y nayuenmog <Il6 Owell.
bezonacnocmv u sgpgpexmusenocmv  pucouniama** y HeOOHOUIEHHBIX HOBOPONCOEHHBIX 00
00CMUMNCEHUSL CKOPPEKMUPOBAHHO20 603pacma 16 ouetl He ycmanosnenwl [147].

* Pexomenayercsi mpu BbeisiBIeHHH jAeteid co CMA ¢ 5 komusmu reHa SMN2 B pamkax
HEOHATAJIbHOT'O CKPUHHHTA TIIATEIbHOE HAOI0/IeHHE 32 MAllUeHTaMH U B CIIy4yae BOZHUKHOBEHUS
CHMIITOMOB Ha3HAuCHHE UM MATOreHETHYECKOit Tepamuu [153].

YposeHnb yoenurenbHocTn pekomenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeNbCTB — 5).
Kommenmapuu: nasnauenue namoceHemuyeckou mepanuu y NAyueHmos ¢ 5 KOonusmu 2eHa
SMN?2 6 pannue cpoku cpasy nocie 2eHemu4ecko2o noOmeepicOeHus: OUacHo3a npu nPosedeHuu
HEOHAMANbHO20 CKPUHUH2A MOJCem NPUHECmU KIUHUYeCKue npeumyujecmsa nayueHmam co
CMA, umo npugsedem K yIy4UeHUIO NPOSHO3A U BO3MONCHOCMU UX NOTHOYEHHO20 PA38UMIUSL
Haps0y co 300posvimu ceepcmuuxamu [153].

* Pexomenayercsi B cilydyae BBISBICHHS Yy TalMEHTOB C 3allJIAHUPOBAHHBIM IPOBEACHUEM
TeHO3aMECTUTENIbHOM Tepanmuu M TMOBBIIIEHHBIM TUTpOM aHTUTenl kK AAV9 (Oonmee 1:50)
KpaTKOBpPEMEHHOE Ha3zHaueHue (10 4 MecsleB) Ipyrod MaTOreHeTUYEeCKOW Teparnuu C LEbio
KOHTPOJIs 3a00JI€BaHMsI JO MOMEHTA Havaia TeH03aMeCTUTebHOM Tepanuu [147, 148].

YpoBeHb yoenutenasHocTu pekoMenaanuii C (YypoBeHb T0CTOBEPHOCTH J0KA3aTEIbCTB — 5)
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Kommenmapuu: nposedenue mocm-mepanuu  (KpamKo8pemMeHHOU  mepanuu  OpyeuMu
namozeHemu4ecKuMu npenapamamu cpokom 0o 4 mecsayes 6KIOUUMENbHO) 00 NpoGedeHUs
2eHO3aMeCMUmMenbHOl mepanuu  Modcem Ovimb akmyanvHou 0 nayuenmos co CMA u
MPAH3UMOPHLIM NOBbIULEHUEM MUmpa awmumen K a0eHOACCOYUUPOBAHHOMY eupycy 9-20
cepomuna (AAV9), max kax ucciedosanus NOOMBEPHCOAOM KPAMKOCPOUHBIU XaApaKmep
MPAH3UMOPHO20 nosvlulenuss mumpa anmumen k AAV9 [147, 148]. 'V nayuenmos co CMA,
BbIAGNEHHLIX 8 PAMKAX HEOHAMANbHO20 CKPUHUH2d, nosvlueHue mumpa awmumen K AAV9
00yc061eH0 mpaHcniayeHmapHou nepeoadeti anmumen knacca 1gG, 6 cpeOnem mump anmumen
Kk AAVY nopmanuzyemces 0o ypoens <1:50 ¢ meuenue 6 nedenv u 3a8ucum om cmeneHu UCX0OHO20
nosviutenus [147, 148]. Onpedenenue ypoens anmumen nposooumcs ¢ wacmomoui 1 paz ¢ 2-4
Heoenu 8 3a8UCUMOCINU OM UCXOOHO20 YpOosHs anmumen. Ilpu Hopmanusayuu yposHs anHmumen K
AAV9 ne 6onee 1:50 paccmompems npogeoderie eeHO3aMeCmumenbHol mepanuu.

* PexoMeHayeTcsi pacCMOTPETh BOMPOC O MEPEKIIOUYEHHWH TEpanuyd Ha TEparuio IPYruM
npenapaToM MAIMEeHTOB C TEHETHYECKH MOATBEPKIACHHbIM auarHozom CMA 5q ¢ 2 u Gonee
konusiMu reHa SMN2, monydarommx B KadecTBE MATOICHETHYECKOW Teparmuu 3a00JIieBaHUS
mpenapaTr pucauIuiaM™* Ha npemnapaT HyCHHEpPCeH*™, U HaoO0OpOT, TOJBKO MO MEIUIUHCKUM
nokasanusm [149-151, 157].

YpoBeHb yoenuteabHocTH pekoMenanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)
Kommenmapuu: nepexniouenue c¢ npenapama HA npenapam 6 PAMKAX NAMO2EHemudecKot
mepanuy Moxicem 0CYuwecmensmspcs moibKo no MeOUYUHCKUM NOKA3AHUAM, MAK KAK NPIMO20
CpasHenus J1eKapCMEeHHbIX Npenapamos He cyujecmsyem, 68Udy CIO0HCHOCMU Habopa 2pynn
cpasHenus. Pewenue o 6vibope npenapama OONHCHO HPUHUMAMBCSA JeYAWUM BPAYOM-
He8po020M ¢ yuemom koaudecmea konuu eena SMN2, ucxoonoeo ¢ynkyuonanvho2o cmamyca
nayuenma, nymu 68e0eHuUsl, KpamHOCmu npuema U Haaiudus HexicelamenbHblX A6JeHU.

* PexoMeHayeTcsl pacCMOTPETh BOMPOC O TMEPEKIIOUEHHUU TEepaluud Ha Tepanuio JIpYyTuM
IpernapaToM y MAalHeHTOB ¢ HAMYMEM WHIWBHIYyaJbHON HENMEPEHOCHMOCTH W/HIIU Pa3BUTHEM
moOOYHBIX 3(P(PEKTOB HAa HA3HAYCHHOE IaTOTCHETHYECKOE JICUCHWE, HAJTUYUEM TSKEIbIX
MEAWIIMHCKUX COCTOSIHUHM, JENaloNINX HEBO3MOXKHBIM TIPOBEACHHUE PETYISAPHBIX BBEICHUN
JIEKapCTBEHHBIX MIPEMapaToB B CHIHHHOMO3TOBOM KaHAJ HIJIM BO3MOXKHOCTH TIEPOPaTIBLHOTO IpHEeMa
mpenaparoB, OTCYyTCTBHEM 3(P(HEKTUBHOCTH, OLICHEHHON 4epe3 12 MecsieB OT Havyaia Teparuu,
HEBO3MOXXHOCTH O00€CIEUEHUsS] PETYJSIPHOTO TpHEeMa IPErapaToB COTJIACHO HWHCTPYKIMH T10
MEAUIIMHCKOMY MIPUMEHEHHIO (HAlIPUMeEp, B CBSA3H C HU3KOM MPUBEPKEHHOCTHIO K HA3HAYEHHOMY
neuenuio) [149-151, 157].

YpoBeHb yoenutenasHocTn pekoMenaanuii C (YypoBeHb T10CTOBEPHOCTH J0KA3aTEIbCTB — 5)
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Kommenmapuu: oannvle ceuoemenbcmsayom o mom, 4mo nayueHmol, umerouue MeouyuHckue
NOKA3aHUsl K CMeHe mepanuu, Mo2ym noayuums 0OnoIHUmMeNbHble KIUHUYeCKUe Nnpeumyuecmad.
OoHnako npu evibope cmpame2uu CMeHbl Mepanuu 6ce20d ciedyem MuamenbHO 636eUBAMb
cooOmHouleHue nob3a-puck. B ciyuae omcymcemeus 00eKmugHbIX NpeuMyuecma 8 nojib3y CMeHbl
mepanuu maxot n00Xo0 He s6ISLeMCs Yeieco0OPA3HbIM.

K xpumepuam cybonmumanvnoco omeema ma mepanuio (He0OCMaAmouHol d¢h@exmusHocmu
mepanuu) y nayuenmos co CMA mozym 6vims omueceHul ciedyrowue xapakmepucmuxu [152] :
1) obwee yxyowenue oyenku no wikaie, NOOMEEPHCOEHHOE OBYMS NOCACO08AMELbHLIMU
usmepenusmMu no nobvim 2 uz credyiowux 3 wiKkaun: a) nayuenm mepsem > 2 641108 no
2opuzonmanvhomy moauxy uau 1 6anna no opyeum wxaram HINE, uckniouas co3namenvHulil
3axeam, 0) nayuenm mepsem > 4 o6ainos no wkare CHOP INTEND; 6) nayuenm mepsiem > 3
bannos no wxkare HFMSE.

2) w/unu yxyouwieHue OvlxamenbHOU (OYHKYUU: yeerudeHue NOmpeOHOCMU 8 DecCnupamopHou
nooodepicKe 6 meueHue cymox u/unu 0 0aHHO20 NAyueHma, HexapaKkmephoe ygeauyeHue Yucia
PeCnupamopHuix UH@eKyull, mpedyowux cmayuoHapHo2o ieyeHus, Komopbvie He Mo2ym Oblmb
00bsCHenbl acnupayuell unu 3a001e8anuem 1E2KUXx.

Oyenxa Oondcha npogooumvcs yepe3 12 mec. nocie unuyuayuu mepanuu no CPAaAGHEHUio ¢
ucxoouviMu nokaszamenamu. Ilpu smom easicrHoe 3HaueHue umerom UcxooHvle obujee cocmosiHue
U 08U2amMenbHbIN CIMamyc nayueHma.

3.1.2. CumMnromMaTHyeckas MeINKaAMEHTO3HAS Tepanus

Pexomenayercst npueM npenaparoB rpynnsl A12AA — Tlpenaparsl Kanblys BceM MallMeHTaM
co CMA 50, eciu BbISIBJIEHBI NPU3HAKK OCTEONEHUU WJIM TMIOKAJIbIUEMHH, JJISI KOPPEKLIUU
CHIDKEHHS IJIOTHOCTH KOCTHO# Tkanu [20].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)
Pexomenayercs npuem npenapatos rpynmsl A11CC Butamun D u ero ananoru BceM nanyeHTaM
co CMA 5, ecnu BBISIBIICHBI MPU3HAKA OCTEOTICHUH WM HU3Kas KOHIEHTparus ButaMuua D B
KPOBH, JIJIs1 KOPPEKIIMU CHUYKEHHSI TUIOTHOCTH KOCTHOM TKaHu [68].

YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (YypoBeHb J10CTOBEPHOCTH 10KA3aTEILCTB — 5)
Pexomenayercst mpuem OucdochonatoB Bcem mnamumeHntam co CMA 5(, ecnu BBISBICHBI
MPU3HAKN OCTEONEHUH WJIM YacTble MEPEIOMBbI, IJIsi KOPPEKLNUU CHHXKEHHUS TUIOTHOCTH KOCTHOM
trauu [20].

YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (YypoBeHb J10CTOBEPHOCTH 10KA3aTEILCTB — 5)
Pexomenayerca npumenenue npenapatoB rpymnmnbl RO3AL Anpenepruueckue cpenctBa B

KOM6I/IH3_HI/II/I C AHTHUXOJUHCPIrUYCCKUMHU CPCACTBAMU, BKIIHOYAA TpOfIHBIe KOM6I/IHaI_II/II/I C
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KopTuKocTepousaMu  (06era2-aipeHOMHUMETUK CEJIEKTHBHBI + M-XOJIMHOOJIOKATOp) JUIs
HeOynaiizepHoil tepanuu namueHtam co CMA 5(Q mpu BbIsiBICHMH OpoHXOcCmasma JJisi €ro
auKBUaanuu [57].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 5)
He pexoMeHnayercsl AUTEIbHOE IPUMEHEHNE MYKOJIMTUYECKHX IIPENapaToB A HeOyaiizepHoit
Tepanuu y nanueHToB co CMA 5( u3-3a 0TCYTCTBHSI JOKa3aTeNbHOM 0a3bl U B CBA3HM C PUCKOM
YCUJICHHSI CEKPETOPHOW Harpy3ku [57].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 5)
KomMmeHTapum: ucnonvzoganue MyKOIUMUYECKUX Npenapamog 0Oe3  mepanesmuieckux
NOKA3AHULL MOJICEem NPUBECU K DPA3ACUNICEHUIO CEKpema HOPMANTbHOU GA3KOCMU U YCUTIEHUIO
CeKpemopHOU Ha2PY3KU.

He pexomeHayeTcsi SMIMPUYECKHH NIpUEM aHTUOAKTEpPHUAIbHBIX IPEnapaToB CHCTEMHOIO
neiicrBuss nmanueHtam co CMA 5( ans nmpenoTBpalieHuss MHPEKIMOHHBIX OCIOKHEHHH 0e3
HaJIMYUS 0COOBIX MMOKAa3aHUH K aHTHOAaKTepUaIbHOM Tepanuu [57].

YpoBeHb yoenutenabHocTn pekoMenanuii C (ypoBeHb 10CTOBEPHOCTH 0KA3aTEIbCTB — 5)
Kommentapum: 6 mo oce pems y nayuenmog co CMA | u uacmo 6onerowux nayuenmos opyaux
munos CMA ¢ ouaeamu XpoHuueckou ungexkyuu panee HAYANO0 AHMUOUOMUKOMEPANUU NpU
UHDEKYUOHHBIX 3a0071€6aHUAX UMEEn NPUHYUNUATbHOE 3HAYEHUe.

PexomeHayOTC MHBEKIUU OOTYIMHUYECKOTO TOKCHMHA THUHA A** B CIIOHHBIE K€Je3bl MOJ
KOHTPOJIEM YJIbTPa3BYKOBOI'O HCCIIEIOBAHUS CIIOHHBIX »keie3 nanueHraM co CMA 5q crapiue 2
JIET, CTPAJAIOIIAM OT TMIIEPCATUBALMY, C LEIbI0 YMEHBIIECHUS CTENIEHHU BBIPA)KEHHOCTH 3TOTO
cumnToma [69, 125].

YpoBeHb yoenuteabHoCTH pexoMenaanuii C (YpoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 4)
KommenTapum: neobxooumas 0o3a npenapama yCmanasiuaemcs 8 3a8UCUMOCmU Om Maccol
mena co2nacHo uHcmpykyuu x npenapamy. Ilayuenmam c eunepcanrugayueti makice nokasaua
canayus nonocmu pma [70].

3.2 Xupypruudeckoe JeueHue

Xupypeuueckoe neuenue nayuenmog co CMA 50, 6 0cHOBHOM, 3aKNI0O4AEMCs 8 6bINOIHEHUU
KOPPEKMupyouje2o UHCMpYMEeHmMaibHo20 6Meuamenpcmed Ha NO360HOYHUKE, NOCKOIbKY
UCNONIL3068AHUE OPMONEOUYECKUX U30enUll umeem NALIUAMUEHbII Xapakmep U He NO03801siem
ocmanosums Oegpopmayuro. Ilayuenmam max dce Mmodxcem nompedO8AMbCs XUPYpeUdecKoe
BMEeUamenbcmeo 6 c6a3u ¢ 001e8blM CUHOPOMOM KAK NPU NAMOJIO02UU ONOPHO-08ULAMENbHOL

cucmembvl, makxK U 6 Ces3U ¢ neperomamu.
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Pexomenayercst pacCMOTPETh BO3MOXHOCTh XUPYPTUUYECKOT0 BMEIIATENIbCTBA HA TO3BOHOYHUKE
narueaTam co CMA 5q ¢ TsokensiM uckpuiieHueM (yron Ko66a mist 601b110i KpuBu3HbL >50°)
WIN BBICOKOI CKOPOCTBIO MporpeccupoBanus (>10° B ron) ans coxpaHeHus OajgaHca TyJIOBHUIIA,
KOppEeKIUK JeopManuy rpyIHO#M KISTKH U yaydiieHus o0iero kadectsa xu3uu [20].
YpoBenb yoeauTeabHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbLCTB — D)
KommenTapuu: npu npunamuu pewenus 0 Xupypeuieckom 6MeuamensCmee 6adcHo yuumleéanmbs
CHUdICeHUe pynkyuu Ovixanus, degopmayuio pebep, cunepkughos, iusHue Ha MOOUTLHOCIb U
@DYHKYUOHUPOBAHUE Nayuerma, HaKIOH maza u oucoananc mynrosuwa. Heooxooumo omnosxcumo
BbINOJIHEHUE XUPYPRULECKO20 Meulamenbcmeaa y oemetil 0o 4-x nemuezo sozpacma [20].
PexoMeHayeTcsi paccMOTpPETh BO3MOXXHOCTh HCIIOJNB30BAHUSI HE TMPEMSATCTBYIOLMIETO POCTY
MHCTpyMeHTapus y nanueHToB Co CMA 5( ¢ He3aBepIlIeHHBIM POCTOM CKeJIeTa JIJIsl CTabuiIu3aiuu
o3BoHOYHHKA [71].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 4)
PexoMeHayeTcsi paccCMOTPETh BO3MOXKHOCTH  BBIMIOJIHEHHUS 3aJHETO  CIOHIWIONE3a C
UCIIOJIb30BAHUEM TEXHOJOTUU JAMHAMUYECKOW (UKCcAllMM MO THUIY <«IBOMHBIX CTEpIKHE»,
MOJIMCETMEHTHbIE KOHCTPYKIIMH C WK 0e3 (pukcanuu Ta3a B 3aBUCMMOCTH OT BOBJICUCHHUS Ta3a B
CKOJIMOTHYECKHH M3rud y manueHtoB co CMA 5q s ucnpaBiieHUs CKENETHBIX aedopmanuii
[72].

YpoBeHb yoenuTeabHoCTH pekoMenaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEIbCTB — 4)
Pexomenayercst OCTaBUTh CBOOOJHBIMH OJIMH WM JIBA YPOBHS B CPEAHETIOSCHUYHOM OT/IETIe 110
cpenHel uHUM y manueHToB co CMAS(Q mpu TuiaHMpOBaHWM OTIEPAIlii HA TIO3BOHOYHHKE IS
BBIMTOJIHEHHS CITAHHOMO3TOBBIX MyHKIHi [20].

YpoBeHb yoenuteabHocTH pekoMeHaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEIbCTB — 5)
He pexomeHnayercst NpHMEHEHHE CHCTEM JIUHAMUYECKOM (uKcaluu ¢ BO3JeicTBUEM Ha
o3BOHOYHHUK Mk pebpa (cokpari. VEPTR ot anri. Vertical Expandable Prosthetic Titanium Rib
U ero a"ayiorn) y manueHToB co CMAS(Q ¢ menpio koppekuuu aegopManuu pedep mo THITY
«CJIOKCHHOTO 30HTa» BBUY HU3KOU d3PPEKTUBHOCTH ATHX METOJIOB [73].

YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (YypoBeHb J10CTOBEPHOCTH 0KA3aTEIbLCTB — 4)
PexoMeHnayeTcsi paccMOTPETh BO3MOXKHOCTh XHPYPTHYECKOTO JICUCHUS HECTaOWIBHOCTH
Ta300epeHHOro cycraBa y manueHToB co CMA 5(, cTpanaromux oT 6071€BOr0 CHHAPOMA, ISt
oOsieryeHust OONM, WIM UMEIOIIUX BBIHYXIEHHOE IOJIOKEHHE KOHEYHOCTH, MPENsSTCTBYOIEE
MO3UIIMOHUPOBAHUIO WU TUTUEHUYECKUM Meporpustusm [20].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbLCTB — 5)
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o Pexomenayercsi paccCMOTPETh BO3MOKHOCTh XUPYPTHUECKOTO JICUEHUSI KOHTPAKTYP Yy MAllUEHTOB
co CMA 5q, crpagaromux ot 00JI€BOTO CHHAPOMA, I 00JIeryeHus: OO U YBEIHUCHUSI 00beMa
nprkennit [20].

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

o Pexomenayercsi pacCMOTpPETb BO3MOXHOCTH  HMHTPAMEAYJUIIPHOIO WM HAJAKOCTHOTO
CIIUIIEBOT0/CTEPIKHETO/OIOKUPYEMOT0 OCTeOCUHTe3a y marueHToB co CMA 5¢ Ha aMOynaTopHOU
CTaJUH TIPU TIepeioMax JUTMHHBIX TPYOUaThIX KOCTEH, a TakKe y MAIMEHTOB, HE CIIOCOOHBIX
CaMOCTOSITENIbHO XOAUTD, IIPU MepesioMax Oezpa, A CTabUIu3alnuy OTIIOMKOB U BO3MOKHOCTEH
paHHEel BepTHKATU3AINH, PeaOUIUTAIIMK B YCKOpeHUs Koucoauaanuu [20].

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

Kommentapum: nepenomsl 6osnuxaiom y nayuenmos co CMA, ne cnocoomvix camocmosamenbHo
X00umo (paumeil U NO30Hel HeAMOYIAMOPHOU CMAdUU), NPU HE3HAYUMELbHOM MPABMAMU4ecKom
8030elicmeull, C HU3KOU HA2PY3KOU HA CKelem HA (QoHe O02paHuyeHus BepmuKaIu3ayul,
ocmeonoposza u 803mModicHo2o depuyuma sumamuna D. Ilpu evibope koncepsamuenoeo nymu
JleYyeHus ¢ 2Unco8anuem (HanodceHue YUPKYIAPHOU 2UNCOBOU NOBA3KU, CHAMUE YUPKYIAPHOU
2UNCOB0I NOBA3KU) cledyem uzbe2ams ONUMENbHOU UMMOOUTUZAYULU.

o Pexomenayercsi mpoBeIeHUE TaCTPOCTOMHHM M KOPMJICHHE TsDKETOOONBHOTO MAIlMeHTa uepe3

ractpoctomMy y marueHToB co CMA 5( mocie ycTaHOBIICHUS HEBO3MOXKHOCTH TIPOTJIATHIBAHUS
MTUTIIH, TIPU OOJIBIIIOM PUCKE aCTUPAIIMOHHOTO CHHIPOMA M TIPU HYTPUTUBHON HEJOCTATOYHOCTH
[74].
YpoBeHb yoenuteabHocTH pekoMenaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEIbCTB — 4)
KommenTapum: 0o eacmpocmomuu HeoOxo0umo 8pemeHHoe KOpMAeHUe Yepe3 Ha302ACMpPanlbHblU
UMY HA30EIOHANbHBIU 30HO. YV nayuenmoe cmapuieco 603pacmd, y KOMOPbLIX BO3MONCHO
Hcceneoosanue Hecnpo8oyuposanivix ObiXxameibHblx 00bemo8 u nomokos (cnupomempus), 00
npoGedeHUs 2acmpocmomuy Heooxooumo onpedenenue HMccredosanue HeCHPOBOYUPOBAHHBIX
ObIXamenbHblX 00beMo8 U NOMOKO08, KOMmMopoe O0NHCHO Ovimb He MmeHee 50% om
Odosicencmayroweti. Bozmoocna ecacmpocmomusi npu  6onee nuskou KEJI, oomaxko puck
0CN0JHCHEHUU Oy0em Y8enuuusamsbcsa no mepe CHudceHus: nokazameneti cnupomempuu. Cnedyem
HOMHUMb, YMO y NAYUEHMO8 00 7 Jiem UCCIe008aHue HeCnpo8OYUPOBAHHbIX ObIXAMENbHbIX
06vemos u nomoxos (KEJI u @IKEJI) modxcem 6vimb owubouHo, 6ciedcmeue HenpasuibHoU
MAKMUKU ObIXAMENbHO20 MAHespa.

o Pexomenayercss paccMOTpeTh BO3MOXKHOCTH BBIMIOJNIHEHUsT (yHIOIUIMKanuu 1o Hucceny
(>kenaTenpbHO HIOCKOMUYECKUM crocobom) mamumentam co CMA 5q tun | ogHOBpEeMEHHO ¢

IPOBEICHUEM TaCTPOCTOMHM TPU HAIWYHH OCIOXXHEHUH ractpos3odareaabHOi pedIrioKCHOM
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00JIe3HU U KUZHEYTPOKAIOUINX COCTOSTHUI (amHOd, Opaaukapaus, aclupaluoHHas THEBMOHUS)
[75].

YpoBeHnb yoenurenasHocTn pekoMenanuii C (YypoBeHb T10CTOBEPHOCTH J0KA3aTeIbCTB — 4)
PexoMeHyeTCsi TOCTaHOBKA BpEMEHHOW/TIOCTOSIHHOM TpaxeocToMBbI TeM nanuenTam co CMA 5q,
y KOTOpPBIX HEMHBA3MBHAsl UCKYCCTBEHHAs! BEHTIJIALIUA JETKUX HEIOCTaTOUYHO 3(PPEeKTUBHA WU
HEBO3MOXXHO MOJ00paTh MAaCOYHBIM MHTEp(ENC /Ui OCYIIECTBICHNS MHBA3UBHOW BEHTUIISILIUU
nerkux [20, 76].

YpoBenb yoeauTeabHOCTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH 0KA3aTEJIbCTB — D).
KomMeHnTapuu: pewenue o nepexode Ha mpaxeocmomy OOJIHCHO OCYWECMBIAMbCs C Y4emom
UHmMepecos nayuenma u cemvbl, KIUHULeCKo20 Cmamyca, npo2Ho3a u 6yoyue20 Kaiecmaa HCusHu.
Tpaxeocmoma me 001HCHA HAKNAOBIGAMBCS MONLKO C YENbl0 CAHAYUU ObIXAMETbHLIX NYMmell.
Tpaxeocmomy cmassam mozoa, koecoa pebenox Hyxcoaemcs 6 HUBJI oonvuwe 18 uacos. Bonpoc o
BEHMUNAYUU NOCPEOCBOM NOCMAHOBKU 8PEMEHHOUINOCMOSHHOU MPaxeocmomvl MoxHcem Oblmb
paccmompen 8 ciyuae 4acmvlX NHEGMOHUL Y Nedcadyux NayueHmos, 0OHAKO Cledyem umems
8UQY, UMO 3MOM NOO0X00 He 8ce20d NPUBOOUM K YIYUULEHUI) KAYeCmEa HCU3HU U YMEeHbUIEHUIO
Konuyecmea eocnumanuzayuli. B nobom  ciyyae, nocmamoska  8pemMeHHOU/NOCMOAHHOU
Mpaxeocmomsvl NPOBOOUMCS 8 NIAHOBOM NOpsOKe (He 8 OCmpblX CUMYAYusix, NOCMAHOBKA
8DEMEHHOU/NOCMOAHHOU MPAXeOCMOMbL ) CUOAYUX NAYUEHMO8 He 18/15eMmCsl ONPABOAHHBIM.

3.3 UHoe Jeuenue

3.3.1. Inerorepanus
Pexomenayercst npueM (0CMOTp, KOHCYJIbTALlMsA) Bpaya-AUeToJIora NEpBUYHAs U IOBTOPHAs IIpU
HEoOX0oauMOCTH Kaxble 3-6 MecsieB manueHtaM co CMA 5Q paHHero JIeTCKOTro Bo3pacTa u
€KETr0THO — OCTAJILHBIM MAI[MEHTaM JIJIsl OLIEHKU COCTOSIHUS nuTanus nereit [20].
YpoBenb yoenuTeabHOCTH pekoMenaanuii C (YypoBeHb J10CTOBEPHOCTH 10KA3aTEJILCTB — 5)
PexoMeHnayeTcsi pacdeT KaJIOPUHHOCTU AUETHI (KOPPEKIHS KATOPUHHOCTH THUIIH, TIOTPEOICHUS
JKUJKOCTH, MaKpO- U MUKPO3JeMeHTOB) nanuenTtaM co CMA 5( ¢ HapyllIeHUs MU HYTPUTHUBHOTO
cTaryca C 1eJIbI0 KOHTPOJIS 32 YPOBHEM mUTaHus [77].
YpoBeHb yoeauTeIbHOCTH peKoMeHaauuii A (YpoBeHb 10CTOBEPHOCTH 10KA3aTEIbLCTB — 3)
KommenTapum: npu cocmasnenuu payuona numanus nayuenmam co CMA 5( oyenusaemcs
nOmMpeObHOCMb 6 Kalopusax (C nomMowplo pacuema pacxooda dHepeuu 8 NoKoe ¢ Koppexkyuel no
VPOBHIO AKMUBHOCMU), MAKPO- U MUKPOHYMPUEHMOo8 u scuokocmu [77]. na pacuema numanus
ucnoawv3zytom obuwue cmanoapmuzosantvle popmyaot [78].
PexoMenayetcst n3derarh rojoanus y naiueHToB co CMA 5q mis mpenynpexaeHus pa3BUTHS

MeTaboIMIecKiX HapymeHui [79].
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YpoBenb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — D).
Kommenrapum: y nayuenmoe co CMA mozym paszeusamvcs memabonudeckue HapyuleHus,
0COOEHHO NpU HEOMIONCHBIX COCMOSHUAX. Memaboaudeckuli ayuoos, Hapyuienue ooOMeHa
HCUPHBIX KUCTOM, 2UNEPIUNUOEMUSL, 2UNep- UNU SUNO2TIUKeMUS], MbIULEYHAS] MUMOXOHOPUATbHAS
oucyuxyus. Hapywennviii memabonusm 21oKko3vl ommeder y Hekomopulx nayuenmos co CMA u
odrcupenuem. B cnyuae ocmpuix cocmosnuil Heodxo0umo obecneyums adekeamHuoe nompeoaeHue
AHCUOKOCMU, MUHUMUZUPOBAMb ONUMENbHOCMb 20100aHUs. B meuenue 6 uacos npeonacaemcs
numanue, cooepaicaujee oenrxku. Heobxooum KOHMpOIb YPOBHS INeKMPOIUMO8 (Ucciedo8aHue
VPOBHS HAMPUs 8 KPOBU, UCCIe008AHUe YPOBHSA KAIUsL 8 KPOBU, UCCIe008aHUe YPOBHS XIIOPUOO8 8
KpO8U), UCC1e008anue yposHs 2II0KO3bl 8 KPOBU U, NPU HE0OX0OUMOCMU, NPOBeOeHUe KOPPEKYUU.
PexoMenayercss 1mo0op OOIIETO TIOJIOKEHUS, a TaKKe TOJOBBI U PYK ISl JIOCTHIKCHHS
BO3MOKHOCTH CaMOCTOSITEIbHOTO IMUTAHUS, B TOM YHCIE C HCIOJb30BAHUEM CIELHUATbHBIX
npucnocoOienuii, nauentam co CMA 50 nns yayuiienus 6e30nacHOCTH M 3P PeKTUBHOCTH
rioranus [20].

YpoBeHb yoenuteabHocTH pekoMenanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

PexoMenayercsi n3MeHEHME KOHCUCTEHIIMU MUIIM B MOJIb3Y MOJYTBEepAoi manueHtam co CMA
50, cTpagatoum aucharuei, ¢ 1ebpo KOMICHCUPOBAHUS KeBaTEIbHON c1a00CTH M YMEHBIIICHUS
MIPOJIOJDKUTENLHOCTH TipreMa ruiu [20].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH JI0KA3aTEIbCTB — 5)

KommenTapuu: cycmoie swcuokocmu Oonee 6e30nacHvl 8 OmMHOWEHUU acnupayuu, yem 0onee
mekyuue. Heobxooumo ucnonvzosanue 6onee niomuvlx RUMAMENbHLIX CMecell, HeaeodpasHblx
Gopm nuwu, sHcuokux niope. ModcHO ucnonb3oeams cneyuanbHule 3a2yCmument HCUOKocmu Ha
0CHOBE MAILMOOEKCMPUHA NPOMBIULTIEHHO20 NPOU3BOOCEA.

He pexomeHnayeTcss IpUMEHATh PYyTUHHO CMECH HA OCHOBE aMUHOKHUCIOT Wiin CMech Ha OCHOBE
MOJIHOCTBIO TUAPOJIN30BaHHBIX OenkoB nanueHtam co CMA 5q i ynydieHuss HyTpUTHBHOTO
cratyca [80].

YpoBeHb yoenuTelbHOCTH pekoMeHaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — 4)

KomMmeHTapum: npeumywecmeo HA3HAYEHUs AMUHOKUCIOMHOU QOpMYIbl 8 omauyue om
ucnonv3oeanus unmaxkmuozo denxa nayuenmam co CMA nepgozo 2o0a sxcusnu, a maxace 0emsm,
cmapuie 200a, NONYYAIOWUM NUMAHUE Yepe3 HA302ACMPANbHbIL 30HO UIU 2ACMPOCMOMY, He
umerowum aniepeuu K 0enKam Koposbeco MONOKA, He AGNAemcsi 00KA3aHHbIM. J{uemuyecKue
PEKOMEHOayUU OCHOBbIBAIOMCA HA UHOUBUOYANbHOU nepenocumocmu. [layuenmam co CMA
HeobX00UMO NUMAHUEe CMecAMU MONOYHLIMU (HA OCHOBe DENKO8 KOPO8be20 MOJIOKA) C YUemoMm

eozpacma. KOpMJZ@Hue CMecAMU HA OCHoee NnOJIHOCMmblo zu()pOﬂusupoeaHHbzx benxoe unu

44



AMUHOKUCIOM NOKA3aHO NayueHmam ¢ ajlepaueil K Oelkam Kopovbe2o MOJIOKd, 8
NOCIEeONEepayUuoOHHbIll Nepuod U 6 KPUMu4eckue COCMOAHUS C SAGNeHUAMU HAPYULEHHO20
nuwesapenus, a makxice HNONYUAIOWUM NUMAHUe Yepe3 HA30UHMECMUHANbHLIUL 30HO (30HO
KULEUHblIL) UL IHMEPOCTNOMY.

Pexomenayercst KOpMIIeHHE CIICIIMATIEHBIMU CMECSIMU JUISl SHTEPATbHOTO MTUTAHUS TAIIUEHTOB CO
CMA 50, noiydamonuM TUTaHUE dYepe3 30HJ M TacTpocToMy Ui  oOecredeHus
cOaJIaHCUPOBAHHOCTHU MUTAHUS 110 OCHOBHBIM IHUILEBHIM BelecTBaMm [20].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbLCTB — 5)
KommeHnTapuu: cospemennvie cmecu 0151 dHMeEPaIbHO20 NUMAHUS COANAHCUPOBANbL NO COCMABY
OCHOBHBIX NUWLEBLIX Beuecms — 0eNK08, HCUPOB, Y2lie80008, COOEPAHCAm BUMAMUNBI, MAKPO- U
MUKpOHympuenmsl. Paznuunel no  Kaiopuueckou NIOMHOCMU — 2UNO-, HOPMO- U
eunepkanopuyeckue u cooepacanuio obenxka. Cmecu 01 IHMEPATLHO2O NUMAHUS NOOOUPAIOMCS
UHOUBUOYATILHO 8 3A8UCUMOCIU OM NOmMpeOHOCmel.

PexomenayloTcsi cMecH, cosieprKalliie MUIIeBble BOJOKHA, narueHTaM co CMA 5, ctpajgatonux
3aropamu, s ooserdenus aedexarmu [20].

YpoBeHb yoenuteabHocTn pekoMenanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)
KommenTapuu: ons koppekyuu 3anopos ucnonb3yemcsi KOMIIEKCHblU N00X00 ¢ NpogedeHuem
Oouemomepanuu; npu HeoOXOOUMOCMU — JIeKAPCMBEHHOU mepanuu U MeXaHUuuecKko2o
ONOPOANCHEHUST KUULEYHUKA.

Pexomenayercst ycTaHOBKa Ha30TracTpajibHOTO 30H1a nanueHtaM co CMA 5q ¢ HapylieHusMu
[JIOTaHUS /10 TPOBEJCHHSI TaCTPOCTOMUU U MOCIEAYIOLIEro MOCTOSHHOTO KOPMJICHHUS 4Yepe3
racTpocToMy (KOpPMJIEHHE TSKEIOOOJIBHOTO MallMeHTa Yepe3 racTpocToMY) JUlsl MPo(UIaKTUKH
acnupanuy 1 obecredeHus aJeKBaTHOro nuranus [77].

YpoBeHb yoenUTEeILHOCTH peKoMeH1anuii A (YpOBeHb I0CTOBEPHOCTH /I0KA3aTEIbCTB — 3)
Pexomenayercst KopMiieHHE Yepe3 HA30racTpalIbHbIN 30H] Tskeno0onbHOro nanueHTa co CMA
50 ¢ HapymeHHsIMH TJIOTaHUS A7 MPOPHIAKTHKU aclupanuu U oOecredeHus aJaeKBaTHOTO
nutanus [77].

YpoBeHb YoenUTEeILHOCTH peKoMeH1aluii A (YpOBeHb I0CTOBEPHOCTH /I0KA3aTEIbCTB — 3)

3.3.2. PecnupaTopHas NoIepKKa

Oyenka u noooepicKka pecnupamopHou QYHKYUU OOIMHCHbL UMEMb HAUBLICUWIUL NpUopumem 6
sedenuu nayuenma co CMA 50. B nociednee 8pems npunyun ieyeHus ie2ounsix npossierui CMA
50 usmenunca om peakmuerHo2o nooxood, npeodycmMampuearOeco HA4ai0 Meponpusimul no
ouucmke ObIXAMENbHbIX NYMel U UX 8eHMUIAYUY MObKO NPU HATUYUU SAGHBIX NOKA3AHUL, HA

npogunaxmuieckuii n00X00 ¢ BHeOPEHUeM dMUX Memooo8 mepanuu Ha Oojee PaHHUX dSManax
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3a6onesanus. Ilnan neuebHvIX Meponpusmuii onpeoensemcs CReYUuarucmom no pecnupamopHoul
mepanuu, 8 OmeyecmeeHHol NPaKmuKe 3mo 0080JbHO WUPOKUL KPYe PA3HBIX CHeYUAIUCnmos —
8PAUU-AHECTNE3UOTI02U-PEAHUMAMONO02U, BPAYU-NYTIbMOHONI02U, A MAKICEe BPAYU-HEBPONIO2U U
8pauU-neouampbl, OpUEHMUPOBAHHBIE 8 BONPOCAX HEPEHO-MbLULEUHBIX 3A00.1e6aAHUI.
Knrouesvimu npobnemamu, ceésazannvimu ¢ ovixamenvbHol cucmemou y oemeti co CMA, senaromcest
creoyowue. HapyuileHue OmKAWIUBAHUs, NPpueoosiujee K HeOOCMAMmMOYHOU OYUCIKE HUNCHUX
ObIXAMeNbHLIX Nymell om cekpemad, 2UNOGEHMUNAYUS 80 8PeMs CHA, Heodopazeumue 2pyoHol
KIemKU U Jle2KUXx, HOBMOpHble UHeKyuy, Komopwvie YCUIUBAIOM MbIUEUHYI0 ClaboChb.
OcHOBHbIMU NYMAMU peuleHUs 3Mux 3a0ay AGIAI0MCA OYUCMKA ObIXAMEIbHbIX nymeu U
HeUHBA3UBHAsl UCKyccmeennas eenmunayus neekux (HUBJI). Cnedyem cobatodams 0cHOBHbIe
NPUHYUNBL OUULYEHUS ObIXAMENbHBIX NYMel.

1. Pyunvlie u Mmexanuueckue 6cnomocamenvhvie CpPeOCmed B0CCMAHOBIEHUS KAULLEBOll
@dyHKYUU HEOOXOOUMO UCNONIBL308AMb OISl €HCEOHEBHO20 UCNONb308AHUSL Y DOJlee MANCEbIX
nayuenmos. Jluya, ocywecmenaowue yxo0 3a NAYUEHMOM, OOJHCHbL OblMb 00yUeHbl
NONb308AMbCS IMUMU CPEOCMBAMU,

2. Jluya, ocywecmenawowue yxo0 3a NAYUEHMOM, OOJIHCHbI MAKJiCe 61d0emb MeXHUKOU
VOaneHus 1e204H020 CeKpema, KoY NOCMYPAalbHbLL OpeHadic, U Obimb UHDOPMUPOBAHL
0 Memooax KuHe3uomepanuu epyoHou Kiemxu (OpeHupyowuil Maccaxc);

3. [lannvie okcumempuu sgnawomcs noxkazamenem d¢gexmusnocmu mepanuu. Omcocwl
Mozym Oblmb noje3Hvl 07l YOaleHUs ceKpema nocle moeo, KAK OKA3aHad NoMowb 8
OMKAWLTUBAHUU.

e PexomeHayercsi oTCachlBaHWE CIM3W M3 POTOTJIOTKH, HOCAa W BEPXHHUX JBIXATCIBHBIX IMYyTeH U
UCIIOJIb30BaHNE MEXaHWIeCKoro HHCYyPsTopa-acimparopa Jexkauyum nanuenram co CMA 5q u
cuasunM nanuentam co CMA 5(Q ¢ pecnupaTOpHBIMU HapyIIEHUSMHU i1 TPO(UIaAKTUKA
JICTOYHBIX OCJIOKHEHHUU M TUMIOBEHTHIISAINH [57].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbLCTB — 5)
KommenTapuu: snekmpuueckas acnupayus u ucnoav3osanue uHcyggramopa-acnupamopa
00JIHCHBL NPOBOOUMBCAL Y KaXCO020 nayuenma ¢ Hedghghpekmusnvim omrauinuearuem. OcHognvie
MemoObl OpPeHUpPOBaHUss MOKPOmMbL O JeHCAYUX U CUOSYUX NAYUEHMO8 — MO CodemaHue
UCNONIL308AHUSL  HECKONIbKUX — Memo008:  MeXaHudeckozo  uncyggramopa-acnupamopa
(omkawinueamens) U pyuHbIX KOMHpPeCcuti 2pyOHOU KIemKU UIU NOCMYPAIbHO20 OPeHaMca 8
COYEeMAaHUu ¢ INeKMPULECKUM ACRUPATOPOM. Y MAeHbKUX U HEKOHMAKMHbBLX Oemell HeoOX00UMO
NPUMEHAMb  UHCYDPaamopbl-acnupamopsl ¢ QYHKyueli mpueeepa 800xa, umobvl He

mpasmupoeams JiecKue, eciu maxkue Oemu 3a0ep9fcu6ai0m OoblXxanue u conpomueiiaromcs
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omxawnusanuro. OMHOCUMENbHLIM NPOMUBONOKA3AHUEM K UCHOIb308AHUN UHCYDaamopa-
acnupamopa  A6IAMCA  XpOHUYecKue 3a00ne6anus JeeKux (Hanpumep, dmghuzema).
Hcnonvzoeanue uncyggramopa-acnupamopa 6 maxou cumyayuu OO0JHCHO ObiMb 636EUEHO
NPOMUE BO3ZMOICHBIX PUCKO8 NHEBMOMOPAKCA.

Lpyaue memoosl npogunakmuky 2uno8eHMuIAYUYU (ROCMypanrbHblli OPeHadC U NepKyCCUOHHbLLU
maccanc — cm. Pazoen 4.1.1. Hemexnuueckue memoosl peaduiumayuu 1exicaiux RauueHmos)
Pexomenayercsi HCMHBA3UBHAS BEHTUJISIUS C JIBYXYPOBHEBBIM IOJIOKHTEIBHBIM JaBICHUEM
(BiPAP) Bcem martuentam co CMA 5( € cumnromamu AuCYHKIUE IbIXaTeIbHON MYCKY/IaTyphI
UIsE TIPOQUIIAKTUKN TUHNOTPOPUH TPYAHOW KIETKH, OOJEerdeHHs] OABIIKH U OOpbObI ¢
runoBeHTHIsIIIMEH [57, 76].

YposBeHnb yoenutenbHocTH pekoMenanuii C (ypoBeHb 10CTOBEPHOCTH I0KA3aTEIbCTB — 5).
KommenTapuu: peuwenue 06 ucnonvzosanuu HUBJI npunumaemcs uHOUBUOYAIbHO 8 KAANCOOM
KOHKpemHoM caydae. OHa 6e3yCcio8Ho HeobXo0umMa npu HaIuyuu 2UNepKanHuy 8 OHeBHOe BPEMS.
Hounasa HUBJI ymenvuwiaem cumnmomvl HAPYULEHHO20 ObIXAHUS 60 8peMs CHA U Yiyyuiaem
kavecmeo cusnu. HUBJI dondicna KOMOUHUPOBAMbCA C MEXHUKOU OYUCMKU ObIXAMENbHbIX
nymeiti. Hcnonvzosanue HUBJI ¢ b6onvwoll pasuuyell oasieHull oaxce 8 meuyeHue KOpPOMKUX
OHEBHLIX Nepuodo8, Modcem YVIVYWUMb pazsumue 2pYyOHOU KIemKu U JIe2Kux, a maxoice
YMeHbuwums oegopmayuio pebep u epyouHsl y Jexcavux u cuoauux nayuenmos. Qos3amenvbHo
cnedyem nposecmu UHOUBUOYAbHBINU N006op macok ona HUBJI Hnousuodyanvhuwiii noo6op
NPOBOOUMCSL NO Pe3YTbMAany 0CMOMpPA pebeHKa ¢ B03MONCHOCIBIO 8b100PA U3 HECKOILKUX MUNOS
MACOK pa3HbIX pazmepos ¢ YUemoM AHAMOMUYEeCKUX O0CoOeHHOCmell CmpoeHus uyd.
Obs3amenvHo umems U UCNONL308AMb NONEPEMEHHO 08€ PA3Hble MACKU 0OHO8PEMEHHO, YMmoobl
CHU3UMb PUCK PA3GUMUSL NPOJIedCHel U depopmayuu 1uyeeo2o ckenema. Tun macku 3asucum om
603pacma pebeHKa, e2o npeoOnoumenutl U UHbLX oocmosmenvcms. OnmumanrbHO UCHOTb308ANb
6ce 6uovl macok. Iloobop napamempoe HHUBJI Oondicen ocyuecmensimovcs nood KOHMPOJeM
nokasamenei 2a3000MeHa (HOYHAS NYIbCOKCUMEMPUsl, KANHOMempus, KanHozpagus uiu
uccnedosanue  KUCIOMHO-OCHOBHO20 COCMOSHUA U  2d308 KPOBU), C yuyemom pabomul
ObIXAMENbHBIX MbIUY U CYOBEKMUBHO20 KOMPOpma nayuenma.

He pexomenayercsi WCKYCCTBEHHAs BEHTHUJISIUS JIETKUX HEWHBA3WBHAs C TIOCTOSHHBIM
nanennem (CiIPAP) nammentam co CMA 5(Q € cumnromMamu JUCHYHKIHHU JIBIXaTEIbHON
MYCKYJIaTypbl JIUIst O0JIErYeHHUs OJIBIIIKN H OOPBOBI ¢ THOBEHTUWIISIIUEH [57].

YpoBeHnb yoenuTelbHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 5)
Pexomenayercst obecrieueHre pecUPaTOPHBIMA MOHUTOPAMH U aHECTE3UOJIOIMYECKUMU

CHUCTEMaMU (ArmapaT JJIA PICKYCCTBCHHOP'I BEHTUJIALIMU JICTKHUX C ITIOCTOSAHHBIM ITOJIOKHUTCIbHBIM
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naBnenueM BPAP) mamuentoB co CMA 50 € cumnromaMud JTUCHYHKIIMU JIbIXaTEIbHOM
MYCKYJaTyphl ISl OCYIIECTBICHHS UCKYCCTBEHHON BEHTUJISIIIMY JISTKUX HEMHBA3UBHOW HA JIOMY
[57, 76].

YpoBenb yoeauTeabHOCTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTEIbLCTB — 5)
KommenTapuu. pooumenu nayuenmos  O00NJICHbL  Obimb  0becneuenvl  MeOUYUHCKUM
000py008aHUEM — MEUKOM ObIXAMENbHbIM PeAHUMAYUOHHBIM muna Amoy, npu Heobdxooumocmu
INEKMPOOMCOCOM C AKKYMYIAMOPHOU bamapeetl u uzoeiuem MeOUyuHCKUM 01 ObIXamenbHOU
mepanuu (Annapam 01 UCKYCCMBEHHOU eHMUNAYUU JIE2KUX C NOCHOAHHBIM NOJLONCUMETbHBIM
oasnenuem BPAP) 0ns domawne20 MOHUMOPUPOBAHUsL PeCnupamopHulx Gyukyuil. Pooumenu
00./121CHbL ObIMb 00YUeHbl NPABULAM UX NPUMEHEHUS.

PexomenayeTcsi HCHHBa3UBHASI MCKYCCTBEHHAs BEHTHIIALUS JICTKUX B COYCTAHHH C TEXHHKOU
OUHMIICHMS JBIXaTeNbHBIX MyTeHl XoasuuM H cuasuuM mnamnueHtaM co CMA 50 B ocTphix
cutyanusax (MHQEKIHs IbIXaTeNbHBIX MyTel) ¢ Leibl0 MPOGUIAKTHKU PAa3BUTHUS OCIOKHEHUN
[57].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 5)
KomMmeHnTapuu: eciu 6 ocmpulx cumyayusx 603Huxaem Heooxooumocms npumerenus HUBJI, mo
00.J191ceH OblMb PACCMOMPEH 80NPOC 0 HanIUYUu cpeocma 0Jisi nposedenuss HUBJI ooma.

3.3.3. HajaauaTuBHAsg MeIUIMHCKAA MOMOIIL

Tannuamuenas nomows — nOOX00, Yelblo KOMOPO2o ABNAEMCA YIyHueHue Kaiecmed HCUusHu
NAYUEHMO8 U YTIEHO8 UX ceMell, OKA3ABUIUXCS Neped TUYOM YZPOACATOUIe20 HCUSHU 3a001e6aAHUS.
Oma yenv docmueaemcs nymem npeoynpesicoenus u oone2uenus cmpaoanuii 61a200aps paHHemy
BbIAGNEHUIO, MUAMETLHOU OYeHKe U KYNUPOBAHUio 00U U Opyeux msaeoCmHuIX DU3UYECKUX
CUMNMOMO8, A MAKI’Ce OKA3AHUI) NCUXOCOYUATbHOU U OYX08HOU noodepicku [81]. Imaenas
3a0a4a NAITUAMUBHOU NOMOWU — OOCMUdNCEHUE, NOOOEPIHCKA, COXPAHEHUe U MNOBblUleHUe,
HACKOIbKO 3MO B803MOMCHO, Kauecmeéa dcusHu nayuenma. OQOnako onpedenums, Yymo makoe
«KAYECMBO HCUSHUY, MONCEM MOJbKO CAM NAYUEHM, HYHCOAIOWULICA 8 NATIUAMUBHOU NOMOWU
[82]. Baoswcno ne npomusonocmasnisme axmuenoe (UuHmepeeHYUoOHHOE) edeHue NALTUAMUEHOL
NOMOWU, a 63aUMHO UX OONOTIHAMD.

Omcymcmeue KOHceHcyca U HAanudue pPAcXodCOeHUll 60 63210aX HA NANIUAMUGHbIU U
UHMEPBEHYUOHHBIL NOOX00 K JieweHuto nayuenmog co CMA npusnaemcs 6 psaode npocpammHuIx
00KyMenmos no oannomy 3abonesanuio [83]. Ilpu omcymemeuu 6onesnv-moouguyupyowets
mepanuu CMA, pao cemel 60CHPUHUMANU UHMEPBEHYUOHHDLI NOOXO00, 0CODEHHO MPAxXeomoMuio,
KaK co30anue KOHPIUKMA MedHcOy KauecmeoM OJHCU3HU U ee NPOOOIHCUMENbHOCbIO, KAK

npoonenue cmpadanuli nayueHma 6 6onvulell mepe, yem odnecuerue bpemenu e2o 3a001e6anus
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[84]. Koncencyc skcnepmos 6o docmuenym 6 mom, umo npu 6e0eHuy RAYUEHMo8 cO CNUHANbHOU
MblueyHot  ampogueli  HeoOX00UMO  NONHOYEHHO  0003HAYUMb O HUX — OUANA30H
mepanesmu4eckux — 803MONCHOCMEl U  KOPPEKMHO  Npoungopmupoeams, 4mo  8blOOp
NALIUAMUBHOU UIU UHMEPBEHYUOHHOU NOOOEPIHCUBAIOWEN MEPANUL He ABTISLeMCsl MOLbKO JIUULb
buHapHvim 66160poM (6b160pOM 00H020 U3 08yx) [84]. Takum obpazom, medxcoynapoonas pabouas
epynna 8 2007 200y He cMo21a NPpUtimu K Co21acuio 8 OMHOWEHUU NALTUAIMUBHOU NOMOWU U MO2IA
MOILKO NPUSHAMb CYUeCMBEeHHble IMUuiecKue npooaembvl, Komopbie O0IHCHbL YUUMbIEAmMbCsa NPU
npuusmuy pewtenus o nomowu 6 konmexkcme CMA, 6 OaHHbIL MOMEHM MAKdICe C YYemom
nocreonux mepanesmuyeckux nooxo0os [83]. I[locredyowue nybrukayuu maxsice ne npusenu K
KOHCEHCYCY OMHOCUMENbHO CIAHOAPMO8 NALIUAmusHol nomowu npumernumenvro k CMA [85].
Hanuuue 603m00cHOCMU NAmMO2eHeMU4ecKux Memooos iedeHus 0aem cyuecmseHHvle 0CHOBAHUSL
0J1s1 Ha0edicO Ha U3MEHeHUe NPOSHO3d, 0OHAKO HEKOmopble NpodIeMbl HYIHCOAOMCEs 8 OdibHeliueM
usyueHuu, npescoe uem MOIHCHO Oyoem pazpabomamsv CmMaHOApm HALIUAMUBHOU NOMOWU 8
omuowenuu CMA, éxniouas HeodXooumocms pazviacHeHUs 3SHa4eHus NaLIUamueHol NOMowu 0s
nayuenmos co CMA [57]. Meacoynapoonvimu sxcnepmamu npusHaemcst, 4mo Kiouesoll 3a0ayei
AGNAEMC OMKA3 OM  OUXOMOMUYECKOU MOOenu, KOMopas NpOMuUeoOnoCmaesisem aKmueHoe
JledeHue 8 pamKax NAIIUAmueHoOl NOMOWU, 8 NOJb3Y MOOeIU 83aUMHO20 donoanerus [57].
Pexomenayercst MCKyCCTBEHHass BEHTWIAIMS Jierkux namueHtam co CMA 5Q ¢ HanoxeHuem
TpaxeoctoMbl (HMYVY: mocTtaHOBKOHM MOCTOSSHHOM/BPEMEHHON TpaxeoCTOMbI) MPH OTCYTCTBUU
sddexra or HUBJI nnin HEeBO3MOKHOCTH €€ OCYIIECTBICHHUS TSI TOAIePKaHuUsI )KU3HU MallieHTa
[86].

YpoBeHb yoenureabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 5)
KomMmeHTapum: peuwenue OmMHOCUMENbHO UCHONL308AHUSL  O0A20CPOUHOU  UCKYCCMBEHHOL
senmunsayuu aeekux (MBJI) npeononacaem conocmasgienue MHO2OYUCIEHHBIX (DAKMOPO8 «3a» U
«npomusy, A6Aemcsi cyObeKmueHbIM U He MOJdCem NPUHUMAMbCA CAMOCMOAMENbHO O0OHOU
CMOPOHOU (MOILKO NAYUESHMCKOU UL MOJIbKO 8PAYeOHOU). DMUUHBIM 8 OAHHOM Clyuae Oyoem
Maxou N00Xo0, NPu KOMopoM 4acmuble MHEHUsL U YOeHCOeHUs: 8paua Mo2ym Oblmb NPeoCcmasieHbl
cembe emecme ¢ npeonodxceHHviMu eapuanmamu nedenusi [87]. Pezynrbmamul HecKonbKux
UCCne008aHull yKazvlearom Ha CyWecmeeHHble pasiuius 6 OMHOWEHUU U NPAKMULECKOM HOOX00e
spaueil Kk pecnupamopHnotll noodepacke nayuenmos co CMA 1-2o muna [88-89]. Pooumenu u
opyeue auya, oCyuwecmeasaouue yxoo, CHumarom, Yymo y HUXxX OOIMCHO Obimb npaso evlbopa 6
NONb3Y UIU NPOMUE UCNONL30BAHUA UCKYCCMBEHHOU SeHmuaayuu aeckux Ha oomy. Cmpecc u
B0JIHeHUe Y pooumeinell 8 MaKol CUMyayul 8bl3618aJ1a HeOOCMAMOYHAs N0O0epIcKa (hunancosas,

ncuxonozuveckas u npakmuueckas) [89]. Heobxooumo npusnams, umo, k codcanenuio, 8 peaibHo
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CRodCUBUENCSl KIUHUYECKOU npakmuke pewerue o Hauare MUBJI moocem Ovimv npunsamo 6e3
coenacus 3aKOHHuIX npedcmasumeneli pebenka. Omcymcemeue UHGOPMUPOBAHHO20 8bIOOPA U
WABIOHHBI NOOX0O K JIe4eHUI0 NPenamcmeayiom niaHupo8anuIo U 02PAHUYUBAIOM 603MONCHOCTb
npunsmus pewenuti [86].

PexoMenayeTcsi BKIIFOUEHHE B IPOLECC IPUHATHUS PEIICHUH 10 MAJTIMATUBHOM TOMOILM Ha BCEX
sTanax 3a00JeBaHUS C NPEAOCTABICHHEM IOJHONH W KOPPEeKTHOW HH(OpManuu poauTenen
narueHToB co CMA 5Q mist Toro, 9To0bI MOMOYBL 3aKOHHBIM MPEACTABUTEISAM PEOCHKA CACNATh
MH(OPMUPOBAHHBIN BHIOOP B MOJIB3Y OKA3aHUs €My MaJLTMATUBHOM MOMOIIN B COOTBETCTBHH C HX
yOSIKIACHUSMH U TIpearnouTeHusamu [57].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 5)
PexoMenayercsi okasaHue JOCTYITHOM NAJJIMATUBHOM MEIMIMHCKOM ITOMOILM ITallUEHTAM CO
CMA 50, KOMIUIEKCHO OCYHIECTBISIEMON COTPYIHHUKAMU MEAMIIMHCKMX OpraHu3alui U HX
MO/Apa3Ae/ICHUH, OKa3bIBAOLIUX CHEHUATN3UPOBAHHYIO MAJUIMATUBHYI0 MEIULMHCKYIO ITOMOILb
JIeTSM, B PETYIISIPHOM B3aUMOJICHCTBUU C CEMbEW Il 00ecTiedeHrs TOTPEOHOCTEH MaleHTa u
€ro 3aKOHHBIX MPECTaBUTEJICH Ha Pa3IMUYHbIX dTarax 3adoneBanus [57].

YpoBeHb yoenuteqabHocTH pekoMeHaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTeIbCTB — 5)
KoMMeHTapuu: naniuamuenas nomowjb Modcem OKA3bl8AMbCsA HA 6CeX IMAnax 6e0eHus
nayuenma co CMA: npu nocmanoske Ouacno3a, 60 6peMs NPUHAMUA  KIIOUeBblX
mepanesmu4ecKux peulenuil, npyu 603HUKHOBEHUU HCUSHEY2POICAIOWUX COCMOAHUL, A MAKdIce 8
MepMUHANIbHOU aze 3a001e8aHus.

Pexomenayercst BceM JE€TSIM CO CIIMHAIBLHOW MBIIIEYHON aTpoduel, Hy K IaloIUMCsl B OKa3aHUU
NaJUTMAaTUBHONW MEAULIMHCKON TOMOIIIH, TPOBOJIUTH MAaTPOHAXK BbIE3IHOM MaTpOHaKHOW Opuraon
OTJEJICHUs BBIC3JTHOM MAaTPOHAXHOW NAJNIMATUBHOW MEOUIMHCKOW IIOMOLIM JIETAM C
LEJIbI0 OKA3aHUS NAJUIMAaTUBHOW  CHEIMATU3UPOBAHHON MEAWIMHCKON MOMOIIM JETAM B
amOymaropHoii popme [118-121].

YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeNbCTB — 4)
PexoMeHnayeTcsi BKIIOYEHHE IIJJAHOBOW OLIEHKHM MHTEHCHBHOCTH OOJIM COTJIACHO INIKaJaM,
COOTBETCTBYIOILIMM BO3PACTYy M YPOBHIO HEPBHO-TICUXUYECKOTO Pa3BUTHUS peOEHKa, MallUeHTaM CO
CMA 5q mis nogbopa obe30omuBanus [91].

YpoBeHb yoenutelbHOCTH pekomMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB — 4)
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4. MeauuuHCKAas peadMJIuTALMSA U CAHATOPHO-KYPOPTHOE JieYeHue,
MeIMUIMHCKHUE MOKA3aHUA U NPOTUBONOKA3aHUA K IPUMEHEHUI0 METO/10B
MEJUIUHCKON peadujJnTanmuu, B TOM YUCJIe OCHOBAHHBIX HA

HUCIIOJB30BAHUM IIPHUPOAHBIX Je4yeOHbIX q)aKTOPOB
B nacmoswee eépemsa Oookazano, umo pezyisipnas Qusuyeckas mepanus u peadourumayus

NAyueHmos8 CnocoOHvl UsMeHumv Kpugyio ecmecmeennoco meuenuss CMA 5Q: nosvicumo

NPOOOINCUMENLHOCMb U KAYeCm80 JCU3HU NAYUEHMOS, YIVUUWUMb (DYHKYUOHATbHLIL U

coyuanvuwiti cmamyc. Peanuzayus 3moul KOHYenyuu 603MONCHO MOJbKO 6 gopmame yenv-

opuenmuposannou peaburumayuu. Tax, peaburumayus nayuenmos co CMA 50 cmasum nepeo
coboll credyrowue yenu: yeeauuums MOOUTIbHOCMb NAYUEHMO8, 3aMe0NUNb NPOSPeCCUposanue
ampoghuu mviuty, npedomspamums pasgumue MoPUUHbIX OPMONeoUYecKux ociodchenutl. Lleau
00JI2CHBI CMABUMCSL KAK NPU NOBCEOHEBHOU pabome ¢ pebeHKoM (peabunumayus oopazom #CusHu

— moeda 3mo coemecmHas paboma epaua QuzuuecKou U peaduIUMAayuoHHOU MeOUYUHDbL,

pooumenell U UHO20A Camozo pebeHKa) — bosiee 0020CPOUHbIE Yell, MAK U C KANCObIM NPUXOOOM

pebenka Ha Kypc peabunumayuu 6 peaduIUMAayuOHHbIL YeHmp — KPAMKOCPOUHblE U

omcpoueHHbie yenu.

IIpoyecc oocmudicenuss nocmasnenuvix yeel peadburumayuu onpeoensem ciedyroujue 3a0ayu.
1. He donycmume hopmuposanus NPUbIYHOZO NOPOYHOLO NOJLONCEHUSI KOHEUHOCMeEU U Ux
Ce2MEeHMO8, U, KaK c1e0Cmeue, PaHHUX KORmpaKmyp,

3amMedums npoyecc ampoghuu mviuiy om bde30eucmeust;

NPensamcmeosams 0e2eHepamu8HOMY YKOPOUEHUIO MbLULEUHBIX 80JIOKOH,

nPOONUMb PYHKYUOHATLHYIO AKMUSHOCHbL NAYUEHM OB,

npenamcmeosambs pad3eumuro0 KOHmMpaxkmyp cycmaeoe KOH@UHOCWZ@IZ,’

o a > 0w D

yeeiuyums NOO0BUNCHOCb NAYUEHMO8 (COXPAHUMbB/NOBbICUMb 00beM U  AMIAUMYOY
O0BUINCEHULL),
7. coz0amv  ycnosus O PUUONOSUYECKO20 — paA3sumus U (DUIUOLOSUHLECKO20
DYHKYUOHUPOBAHUS BHYMPEHHUX OP2AHO8 U CUCTNEM.
Memoowvl peabunumayuu CMASQ densamcsa Ha HemexHu4yecKue (K HuM OMHOCAMCA pusuieckas
mepanus: n1e4ebHas QUIKYIbmMypd, MAcCcaxic, pacmsadjiceHue Mvluy U Op.) U MmexXHuvecKue
(opmesuposanue u Kopcemupogamue myn08UWa U KOHEUHOCMEll), BKIIUAS XUPYPIUUECKVIO
KOPPEKYUuio opmoneoudeckux npooiem, npensimcmsayroumux ux pesyibmamueHomy 6biNOIHEHUIO, d
makdice Opyzue memoowvl (Hanodxicenue YupKYIAPHLIX SUNCOBLIX NOB30K, POOOMUUPOBAHHASL
MexaHomepanus npu  3a0071e6aHUAX NepUPEpUYecKol  HepPeHOU  CUCeMbl, NpUMeHeHUe

MpeHaxcepos peadburumayuoHHbuLX; leyebHoe niasanue 8 bacceline u guzuomepanus).
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Ilpu nposedenuu peadbunumayuoHHbIX MEPONPUAMULL HEOOXOOUMO:
1. cmapamvca ecmpoums  ¢husuueckyro mepanuio U pecyisipHvlie YAPAANCHEHUS 8
NOBCEOHEBHYI0 AKMUBHOCMb PeOeHKA, CHOPMUPOBAMb HA UX OCHOBE 00pA3 €20 HCUZHU,
2. yyumvleamv, Ymo OOMUHUPVIOWUM CUMAIMOMOM Yy Oemell A6IAemcs YCmaiocmy, a
3Hauum pacnpeoensams Gu3uULecKyio Hacpy3Ky Ha 8ecb 0eHb — «HOHEMHO2Y, HO 4acmoy,
3. uomu "na wae enepeou” — cmasumo yeau peaburumayuu Ha OIUdNCAUUIUE HECKOILKO
Mecayes eneped ¢ Y4emom meKyuje2o CKelemHO-MblUeyH020 cmamyca nayuenma u
NPOCHO3UPYEeMbIX YXYOUleHUl,
4. sasicHo, umobObl 8 NOBCEOHEBHOU JICUSHU ) pebeHKa Ovliu 3a0elicmeosansvl 6ce
CKellemHuble Mbludlybl U HUKAKUE He OCMABANUCh 8 6e30elicmeul.
Hexomopvle cosemvl no peaburumayuu Hocam oOwuil  xapakmep, U OHU  OOIIHCHbL
ocywecmenamuvcs 01 cex nayuenmos co CMAS(. Ho, 206ops o peabunumayuu nayuenmos co
CMASQ, 6onee 6epHLIM NOOXO0OM ABNAEMC HE PAHICUPOBAHUE NAYUEHMO8 HA MUnbsl
sabonesanusi (CMA |, CMA 11, CMA 1), a pazoenenue na pyHkyuonaibhvle Kiaccol (CM. gvluie):
1. neosrcauue (ne cuoauue) nayuenmol;
2. cuosuue - CHOCOOHbIE K AKMUBHOU 8ePMUKATUZAYUU 8 NOJONCEHUU CUOSL Oe3 ONopbl;
3. Xxo0suue - cnocobHvie Kk X00bbe 6e3 cpedcms onopbi.
Hannas  ynkyuonanvuas — Kiaccuguxayus — no360aAem  KOHKPEemusupoeams  3a0ayu
peadbunumayuu 05l ONPeoeNeHH020 NAYUeHmMa ¢ Y4emom e20 803MOHCHOCmell (cm. pasdenvt 4.1,
4.2., u 4.3. nusce). Cmoum ommemums, 4mo Ha Ce200HAUHUL OeHb He ONpedeseHO 0OHO3ZHAYHBIX
YemKUX BPEeMEHHbIX (8pemMs CUOeHUs/X00bObl) UNU UHBIX (paccmosHue/wazu - Onsl X0OAYUX
nayuenmos) Kpumepues no OMHeceHulo NayueHmos K Kiaccy CUOAYUX UMU X0OSAYUX OOTbHbIX,
nosmomy 6bloop Heobxo0umMo Oenamsv No NPUOPUMEMHOMY HE3ABUCUMOMY HONOHCEHUIO
nayueHma u UCHOIb3YeMOUu UM MOMOPHOU (PYHKYUU.
Pexomenayercst mpuieM (OCMOTp, KOHCYNbTallMs) Bpada IO JiedeOHON (U3KYIbType BCeM
narueaTam co CMA 5Q Ju1s cocTaBIIeHHS TJIaHa 3aHATHIA M0 JiedeOHoM pu3kymbType [92].
YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (YypoBeHb J10CTOBEPHOCTH 10KA3aTEJIbLCTB — 5)
Pexomenayercst ocMoTp (KOHCYNbTaIMs) Bpada-usnorepanenra BceM nanueHtam co CMA 5q
JUIsl cocTaBiieHus TuiaHa ¢pusuortepanuu [20].
YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 5)
PexoMeHIyIOTCS ITPOIICTYPHI IO JANTAMN K YCIOBHSAM MaKpocpe sl BceM marnuenTaMm co CMA
50, MIMEIOIIKUM JIBUTATEIbHBIC HAPYIIIEHUS, [T TOBBIIICHUS KauecTBa xu3Hu [20].

YpoBeHb yoenutenasHocTn pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH /10KA3aTEIbCTB — 5)
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KoMmMmeHTapuu: xeobxooumvl meponpusmus no adanmayuu 0omauinell (U op. oxkpyaicaiowetl)
00Ccmano8KU 011 obecneyeHuss MAaKCUMAIbHOU — He3a8UCUMOCMU — NAYUEeHMOo8 3d  cuem
bezonacHocmu u OOCMYNHOCMU 8CeX HeOOXOOUMBIX UM CPeOCma.

Pexomenayercst neueOHas PU3KyIbTypa Mpu 3a001eBaHUIX eprudepruaeckoil HEpBHOI CUCTEMBI
U CcycTaBoB BceM mnanueHTam co CMA 5 ¢ 1ienpio yBeaudeHus: 00beMa U aMIUTATY/Abl JBHKEHUN
U IpOGUIAKTHKH Pa3BUTHS KOHTpakTyp [92].

YpoBeHnb yoenutenasHocTu pekoMenaanuii C (YypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)
KomMmeHnTapuu: gasicno 6opomscs 3a coxpaneHue mex 08UdiCEHULl, KOmopbvle ecmb y pebeHKa 6
Hacmoswee 6pemsa. [na 3mo2o XOopouio UCNONb308aMb KUHE3UOMeEPanesmuieckKull ueposo
HOOX00 NpU 80671eYeHUU PeDEHKA 8 YNPAHCHEHUS.

Pexomenayercst mMaccak rpyJHOW KJIETKM MEIUUMHCKUM BceM nanueHtam co CMA 5q c
pEeCMpPATOPHBIMU ~ HAPYIICHUSAMU UM Uil [OPO(QHUIAKTUKH  JIETOYHBIX  OCJIOXKHEHUH U
runoBeHTHsAmH [30].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH /10KA3aTEJIbCTB — 5)
KommenTapuu: maccasxc nocum nepkyCcCUOHHbIU XAPAKMep U OCHOBHOU €20 Yenblo ABNAEmcs
OpeHuposanue 8epxXHux ovixamenbHvlx nymeu. Edceonesnvie nepkyccuonusvle maccaxicu pyoHou
knemxu (HMY: maccadxc epyonoil knemku meouyuHckuii) (ROCmyku8aHus/eubpayuu no xooy
PACnpocmpaneHusi mpaxeoOpOHXUAIbHO20 0epesa OMm HUNCHUX OMOeN08 JIe2KUX K 6epXHUM)
couemaiom ¢ NOCMYPAbHbIM OPEHANCOM C YEbl0 OMBEOeHUs CKANAUBAIOUETiCSl MOKDOMbL.
Pexomenayercst nedeOHass (GU3KYyIbTypa IpHU 3a00JIEBaHUSAX BEPXHHUX JBIXATENbHBIX MyTEH
(KuHE3uOoTepanus IPyAHON KIETKU WU MOCTYpabHBIN JIpeHax) BceM manueHntam co CMA 5q ¢
pECIUPATOPHBIMUA ~ HApPYIIEHUSIMH W Ui NPO(UIAKTHKH  JIETOYHBIX  OCJIOKHEHWH |
runoBeHTHsIIH [20].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEIbCTB — 5)
PexoMeHnayercss MexaHoTepanus npu 3a00seBaHusIX Nepupeprudeckoil HEpBHOM CUCTEMBI BCEM
narueHTam co CMA 5q ¢ nienbro yBenuyeHus: 00beMa U aMILUTUTY bl IBUKEHUH U TPO(UIaKTHKN
pa3Butus KOHTpakTyp [92].

YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (YypoBeHb J10CTOBEPHOCTH 10KA3aTEILCTB — 5)
KommenTapum: nayuenmam HeobX00uMo npogedenue pacmsiricex, COnpoBOHCOAeMbIX NeSKUM
maccadcem (pasocpesarowee Oeticmeue). Munumanvuas vacmoma 3aHAMUL OISl PACMSANCKU U
yeenuyeHuss 00vema O8UNCeHUL OJisl 1eHCadyux nayuenmos cocmaeisiem 3-5 pasz 6 meoenio, OJis
cuoauux nayuewmos — 5-7 paz 6 Heoento. JiumenvHocmv 3auamuil 0as 3QPPeKmueno2o
pacmsaxjcenus U ygeanuuenus o0vema OBUINCEHUS 3a8UCAM OM KOHKPEeMHbuIX nompebHocmell

nayuerma, COCmoOAHUsA Cycmaeos U ueﬂeﬁ pea6uﬂumauuu.
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o Pexomenayercs sieueOHOE M1aBaHue B OacceitHe BceM manueHTam co CMA 5q tun 2 u 3 s
obusieryenus nevkeHui [93].

YpoBeHb yoenuTeabHOCTH pekoMenanuii C (YpoBeHb J10CTOBEPHOCTH 10KA3aTeJIbLCTB — 4)
KommenTapuu: 3ausmus niaeanuem noneswvl u npusmuwvl nayueumam co CMA. Booa
Helimpanusyem oeticmeue CUlibl 2pasumayuy Ha meio pedenKd, Ymo no3eoJsaem emy no-0py2omy
nouyecmeoseams ceoe meno. lliasanue — xopowias a’pobHas mpeHuposka. Imo 6apuanm
axmuenoeo JIOK ons pebenxa co CMA. Kpome moeo, niasanue nogviuiaenm smoyuoHaAIbHbLU (HOH
Ooemetl. Memoo He umeem abconomuvlx npomusonokazanuti npu CMA. Temnepamypa 600wl 6
baccetine oonxcrna 6vimv 30°-33° (onmumanvHvle memnepamypHvle pamMKu O HAUTYYULE20
memaboruzma mviuy). Illepsvie HeCKONbKO 3aHAMUL OOAHNCHLL NPOXOOUMb He MOIbKO C
pooumensamMu, Ho U C UHCMPYKMOpPOM, Komopwlil 00yyum pooumernei. Ileped kaxcovim 3anamuem
HeobX00UMO oyeHums comamuyeckoe 01a20nonyyue pebeHKa.

o Pexomenayercs neuebHas (QU3KYIbTypa C UCHOJIB30BaHHWEM amllapaToOB M TPEHAXKEPOB IPHU
3a00JIeBaHUAX TepUPEPUUECKON HEPBHOW cHCTeMbl BceM mnarmuentam co CMA 5 s
HOJIeP)KaHus IBUTATEIbHON aKTUBHOCTH M MPOGUIAKTUKY Pa3BUTHS KOHTPAKTYp [92].
YpoBeHb yoenuTeabHocTH pekoMenaanuii C (YypoBeHb J10CTOBEPHOCTH 0KA3aTEIbCTB — 5)
KommeHnTapuu: 014 nexxcauux nayueHmos noune Moxcem npuUMeHamsCs mpeHaicep-6e10cuneo
(6enompenasicep).

o Pexomenayercss mapaduHOTepanusi 3a00JeBaHHI MepUPEpPUYECKON HEPBHOW CHCTEMBbI
naiueHTam co CMA 50 ¢ ¢dopmupoBaHreM KOHTpPakTyp M YMEHBIIEHHUS CTENeHU
BBIPAKCHHOCTH KOHTpakTyp [179].

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

o Pexomenayercsi TpEHUPOBKA C OMOJOTHYECKONW OOpPATHOW CBSI3BIO MO AIEKTPOMHOTpAPUH MpU
3a005ieBaHUAX TIepu(eprudeckoil HEPBHOM CHCTEMBbI (MHUOCTUMYJIAIMS) manueHntaM co CMA 5q
JUTSL TIOJIePKaHus PYHKIIMOHAIBHBIX BO3MOKHOCTEH MbiItir [94].

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

o Pexomenayercss MexaHoTepamus W POOOTH3MpPOBAHHAs MeXaHOTepamus Tpu 3a00JIeBaHUAX
nepudeprudeckoil HEPBHOUW cucTeMbl BceM manueHtam co CMA 5q mist coxpaHeHus oObema
npwkennit [20].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 5)
KommeHTapum:  0na  Jjedxcauux — NAyUeHmos — MOdcem — NPUMEHAMbCA — MPEeHaxicepbl
peaburumayuonusie (8erompenaicep), 0lisi CUOAYUX NAYUEHMO8 — HAOOP peaduIumayuOHHbLX
usoenull npu  HApPYWEHUsX ONOPHO-08USAMENbHO20 annapama u opyeue MmpeHaxcepul

peadunumayuoHusle, 015 X00A4UX — BCe GblulenepeducieHHoe NIC 6e208dsi O0POIHCKA.
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e PexomeHayercss HaJIO)KEHHWE LUPKYJSIPHOM TUIICOBOW MOBsA3kM mauueHtaM co CMA 5q c
KOHTPAaKTypaMH B KOJICHHBIX U FOJIEHOCTOMHBIX CYCTaBax Uil YBENUYEHUs 00beMa ABM)KCHUN B
Hux [20].

YpoBeHnb yoenutenasHocTn pekoMenanuii C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTEJIbCTB — 5)
KomMmeHTapuu: ocobennocmu Hanodxicenuss YupKyJuspHol 2UNCOB0U NOBA3KU Y NAYUEHMO8 CO
CMA — auncosarue kopomkumu Kypcamu (Ha 5 Oneti uepes 2 OHs).

o PexomeHayloTCs YCIYrH MO MEIUIIMHCKON peaOmiuTanuu JIeTeid ¢ HeHpo-OpTONeqHuecKon
naTojorueii Merogamu JiedeOHoro TteinupoBaHus nauveHraM co CMA 50 tunm 3 ¢ mensto
YMEHbIIICHUST HArPY3KH Ha MbIiibl [95].

YpoBeHb yoenuTeabHocTH pekoMenaanuii C (YypoBeHb I0CTOBEPHOCTH JI0KA3aTeIbCTB — 4)
KommenTapuu: oannas memoouxa moxcem ucnonvzosamocs y oemeu co CMA. Tetin cnocoben
NPUHUMAMb HA Ce0sl 4acmb HAPY3KU MbIUUYbL, MeM CaMblM 0amb NOYY8CMB068aAMb NAYUEHINY
pabomy ceoeti mbiuiybvl. 1lpednoumenue omoaemcs MOHOMEUNUPOBAHUIO (MEUNUPOBAHUIO OOHOL
KOHEeYHOCmU), Ymo Nno360isiem pebeHK) «COCPe0OomoyUmspCsy Ha KOHEUHOCMU, NO4Yy8CmE068ams
MblUEUHbLY mpuzeep meunupo8aHHoU KOHEYHOCMU.

4.1. PeadOuauranus Jexauyux HANMEHTOB

OchosHoe nonodxcenue SMux NAYUEHMO8 6 OOMAWHUX YCIOBUAX — NOJONCEHUE
«nexca», KoOmopoe ONACHO (HOPMUPOBAHUEM NPUBLIYHBIX (3ANOMUHAIOWUXCS) NOPOUHBIX
VCMAHOBOK KOHEUHOCMEU U UX Ce2MeHMO8 6 U0y OeUCMBUsL CUL 2PABUMAYUU HA KOHEYHOCTU U
OMCymcmeusi CnOCOOHOCMU NAYUEeHMA K aHMUSPASUMAYUOHHBIM OBUNCEHUAM, a MAKHCe
BO3HUKHOBEHUEM OCNI0CHeHull. Tak, xapakxmepHas 01 makux demetl (6 cUy ciadbocmu mMoludy-
ao0yKkmopog 6eoep) no3a «iedxica Ha CRUHe ¢ NOGEPHYMBIMU HAPYIHCY bedpamuy cnocobcmeyem
He MONbKO (DOPMUPOSAHUIO NAPATUMUYECKUX BbIBUX08 MA300COPEHHbIX CYCMABO8, HO U
BO3HUKHOBEHUIO MANCENbIX NPOJedcHell Ha bonbuux eepmenax beoep. QueHb 8ANHCHO 8 IMOM
KOHmeKkcme, 4umooObl nonodcenue pebeHKa 6 nocmenu u Ha ai06ou 0py2ou no8epxHocmu OblL1o
QYHKYUOHANBLHO  8bI2OOHBIM U NPEOOMEPAUANIO  BO3MONCHOCIL — Peanu3ayuu  NOPOYHbLIX
yemano8ok u ux ocuoxchenui. C 3motl yenvio noKa3anvl 4acmole CMeHbl NOJIONCEHUS mend 8
nocmenu, UCNOIb308aHUE NOOPYUHBIX CPEOCHE, KOMOPbLe MO2YM JIe2KO USMEHSAMb C8OI0 (YOPMY
U NPUHUMAMb BeC KOHEYHOCMU HaA cebsi, MmeM CaMbiM UMUMUPYS AHMUSpasumayuoHHoe
Oeticmeue (Hanpumep, Mampac, HANOAHEeHHbll npocom). Cmumynsayus no8ceoHeHOll
AKMUBHOCMU. Uepbl U Opyaue aKmugHvle 3aHAMUS KAK C UCHONb308AHUEM CHeYUdIbHbIX
npucnocobnieHutl (Hanpumep, ode2uenHble uepyuiKi), max u 6e3 Hux 00JIHCHbI NPUMEHAMbCS 8
MAKCUMATILHO 803MONCHOU CIENEeHMU.

llefzu pea6w1umauuu Jexcadux nayuerHmoes.
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® yeenuyeHue o0OveMa U AMNAUMYObL AKIMUBHBIX/NACCUBHLIX OBUNCEHUL 8 JTI000M
ceaMeHme meid u KOHeUHoCmel;

®  VIyuueHue cmeneHu KOHMpOJisl 20708bl/0BUNCEHUL 8 MPAHCEEP3AILHOU NIOCKOCMU 8
NOJIOJNCEHUU (JIeHCa HA CNUHE»,

®  yayuueHue pyuHOU MAHURYIAYUL,

® co3z0anue ycroeuil Oisi pazéumusi U HOPMAIbHO2O (QYHKYUOHUPOBAHUS GHYMPEHHUX
0peanos;

® 3ameldieHue pa3eumust UCMUHHBIX ampoguil mbluiy u ampoghutl 6ezoeticmsusi;

® paszpabomka cycmasos u npopuIaKmuxa 0opazoeanus KOHMpaAKmyp.

4.1.1. HeTexuu4yecknue MeTOAbI Pea0HJINTANMY JEKAYNX NAIHEHTOB.

e Pexomenayercsi ynpaxHeHUs JIe4eOHON (DU3KYIBTYPHI C UCIIOJIH30BAHUEM TTOABECHBIX CHCTEM
nexxaunM nanueHTam co CMA 5¢ ¢ uenbio yBenuyeHHs o0beMa M aMIUIMTY[bl JBM)KEHUH U
npoduIaKTUKU pa3BUTUs KOHTpakTyp [20].

YpoBeHb yoenuteabHocTH pekoMenanuii C (ypoBeHb 1I0CTOBEPHOCTH /I0KA3aTEIbCTB — 5)

KoMmMmeHTapum: 6o gpemsa 3anamuil (huzuyeckoii mepanueil ¢ 1excaiumy nayueHmamu yOoOHo
UCNONBb308aMb PE3UHOBbIE UIU MPANUYHBLE TeHMbL 0151 NOOBEULUBANHUS CE2MEHNO08 KOHEUHOCMEIl.
Taxoti cnocobd nooxooum O NpUMEHeHUss KAK HA 6epXHUX (nieyu), max U Ha HUICHUX
KOHeyHocmsx  (bedpo-KoneHo-2onens). Hanpumep, oOns  coxpanenuss  @yHKyuoHaibHou
AKMUBHOCMU BEPXHUX KOHEYHOCEU MOMHCHO UCNONIb308AMb MEMOO YCMPAHEHUs CUIl 2PASUMAayUl
nymem NOOSCUUBAHUS NPOKCUMALbHBIX CE2MEHMO8 GEePXHUX KOHEYHOCMel HA JNeHmax, mem
camvim 0becneuus 803MONCHOCHb OBUNCEHULL 6Cell GepXHell KOHeUHOCU U, Kpome mo20, SMum
OONOIHUMb OUASHOCTNUYECKULI NOUCK «PaboOmarowuxy» moiudy 8 e1y00Ko NapemuyHoM cecmenme
6epxneli KOHeuHocmu (mak, NoOGeUleHHbIM HA JIeHme NiedoM pebeHOK Modicem O08ucamsy,
Hanpumep, 8 MpPAHCEEP3ANbHOU/PPOHMANLHOU HIOCKOCMAX, YMO HOMo2aem OOHAPYHCUNMD
«oIcugble» NOPYUU MbLULY, YACTO HA Niede Mo NOPYUU OelbmMOGUOHBIX MbluY). Dmom dce cnocod
nomozaem obecnedumy uspy Uiy MaHunyJIAYuIo pyKoul (Hanpumep, 05l Heecma «yKa3vl8aHUus» npu
pabome ¢ Kapmoykamu,).

e Pexomenayercsi: mpoBeneHue JnexaunMm mnamueHtTam ¢ CMA 50 Meauko-jaoromneandecKou
npoIeTypsl Py Aucharuu, KOTopast OyeT MoJIe3HON IS MallMeHTOB BCeX KIIMHUYECKUX THITOB
CMA [-lll (TexHMKH JIOTONEAMYECKOTO Maccaxa; YHOpPaXXKHEHUs, KOTOpble IOMOTaoT
3aJeiicTBOBaTh M TPEHUPOBATh MBIl JKEBAaHUS U TJIOTaHUS, B TOM YHCIIE TEXHUKHU C
BO3MOXXHOCTBIO HCITOJIb30BAHMS JIOTOTICINIECKAX 30HIOB; BKJIIOYas 00ydeHHE TOCTYPaTbHBIM
TEXHHKaM, OOJErJaromuM TIJIOTaHue, JIUI MO YXOIy) C LENbI0 TPEHHPOBOK >KEBATEIBbHBIX U

[JIOTATENIbHBIX MBI, COXpaHEHUe/yiaydlieHHe (QYHKUMH W JKeBaHHUA M TJIOTaHMA,
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peIOTBPALICHHS/TTPO(UITAKTUKH YETFOCTHBIX KOHTPAKTYpP, TPEHUPOBKHU CHIIbI ipukyca [20, 126,
128, 129].

YpoBeHb yoenurenasnocTn pekomenanuii C (YypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB - 5)
Pexomenayercsi: mpoBenenue JnexauuMm mnanueHtam ¢ CMA 50 MeauKo-JI0romneandecKkoi
HPOLEAYPHI C MCHOIb30BAaHUEM MHTEPAKTHBHBIX MH(MOPMAIMOHHBIX TEXHOJIOTHH (TIPUMEHSETCS
OpU 3aHATUAX 10 YIYYHICHUIO APTUKYISIMA M KOPPEKIMH DPEYEBBIX HAPYIICHUH, MOXKET
UCTIOJIb30BATHCS IPU MPOBEICHUH apTHUKYISIIMOHHON THMHACTHKH ) — B TOM YHMCJIE, KAaK BAPHAHTHI
METOAMK MPH WHTETPALUHN C MEIUKO-JIOTONEIMUECKON MpoIeypol pu aucdaruu (B KauyecTse
BO3JICHCTBUS HAa €AWHBIH aHATOMO-()M3MOJOTMYECKUil CyOCcTpaT) C IeIbI0 TPEHHPOBOK
YKEBATEIbHBIX U INIOTATEIbHBIX MBIIII], COXpaHeHUe/yydlieHne pyHKINN 1 )KeBaHUS U TTIOTAHHUS,
HpeI0TBPALICHUS/TIPO(PUITAKTUKHI YETFOCTHBIX KOHTPAKTYP, TPEHUPOBKH CHIIbI prKyca [20, 126,
128, 129].

YpoBeHb yoenurenbHocTH pekomenanuii C (YypoBeHb 10CTOBEPHOCTH 0KA3aTeJIbCTB - 5)
Pexomenayercs: nposerenue namuentam ¢ CMA 50 maccaxa JIMiia MeIUIIMHCKOTO, Maccaxa
IMIed MEOUIMHCKOTO C IIeTbI0 TPEHUPOBOK JKEBATENBHBIX M  TJIOTATEIBHBIX  MBIIIL,
COXpaHEHUs/ylydIleHus (YHKIUA >KEBaHUS W TJIOTaHUs, HPEJAOTBPALICHUS/TPO(UIAKTHKH
YEJFOCTHBIX KOHTPAKTYp, TPEHUPOBKU CHJIbI prkyca [20, 126, 128, 129].

YpoBeHnb yoenurenbHocTn pekomenaanuii C (YypoBeHb 10CTOBEPHOCTH J0KA3aTeJbCTB - 5)
Kommenrapum: oz nayuenmos ¢ CMA xapaxmepHnul Hapyuwienusi Oy1o0apuvlx @QyHKYul,
KOmMopbvle UMeom eounyio npupooy, HO pa3eUu8aromcsi N0 08YM OCHOBHIM MEXAHUBSMAM —
MexaHuueckomy u opoghapuneeanrvhomy. boronvim co CMA ecex kaunuueckux munosg -1l (&
Oonvutell unu MeHbvulell crmener) CGOUCMEEHHbL. YMEHbUUEHUEe 803MONCHOCIU PACKPLIMUSL PIA U
Gopmuposanue pucuonocmu yenocmu (CHUM3CeHue cnocoOOHOCmu K WUPOKOMY/00CMamouHOMy
PACKPBIMUio  pOmogo2o Omeepcmusi, 00ecneyusaeMomy OBUNCEHUEM HUMCHEU Yentocmu),
MpPYOHOCMU NpU NepemMewyeHuU NUue8o20 KOMKA 8 NOLOCMU PMd, CLONCHOCMU IHCEeBAHUSA U
ObICMpas YMomasieMoCmy Hce8amenbHOU MYCKYIAmypbul, NI0X0e Ka4eCmeo 38YKOU3siedeHus npu
peuesoti npodyKyuu, npooemsl 210MaHusl.

Takum obpazom, panee 6sedeHue 8 UHOUBUOYALLHYIO PEAOUNUMAYUOHHYIO NPOSPAMMY MO2YMm
HOMOYb NPOMUBOCTNOAMb NEPEUUCTIeHHbIM USMEHEHUAM, TUOO0 YAVYUUUMb UCXOOHblE NOKA3amenu
U Kauecmeo OJiCUSHU NAYUeHMO8 (Hanmpumep, NPU OOCMUNCEHUU B03MONMCHOCMU Ooiee
KOM@OpMHO20 npuema nuwu uepes pom) — Npu yice UMeroUWUxXcst OMKIOHEHUAX (KaK npu 6bloope
KOHKDEMHbIX MemoouK, max u, umo 0Oonee NPUOPUMEMHO, NpU UX KOMOUHUPOBAHUU 6
UHOUBUOYALHOTU PeabUIUMayuoHHOU npocpamme nayuenma). Bozmooicno mak sice oononnenue

OAHHBIX MeMOOUK PU3UOMePanesmuieckumMu Memooamu (MUOCMUMYIAYUSL) U MeUnupo8aHueM.
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e Pexomenayercsi mpoBefeHHe BceM JsexauuMm mnanueHTam ¢ CMA 5¢q oOmero maccaxka
MEAMIIMHCKOTO, Macca)ka BEPXHUX W HIDKHUX KOHEUHOCTEW MEAMIIMHCKOIO, Macca)ka CIUHBI
MEAMIIMHCKOTO C TENBI0 YIIYYIIEHUSI COCTOSIHHS MBIIICYHOTO ammapara u il TpoQUIaKTHKH
pasBuTHs HeiipoopToneandeckux npoduem [20, 126, 127].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 0KA3aTEJILCTB - 4)

KommenTapuu: ¢ mouku 3penus peaburumayuournozo nooxooa k nayuenmam ¢ CMA, maccaic
He O00/JCeH O0KaA3bleamb KAmadoIUuiecko2o 6030€liCeus HA MbluYbl: Ype3MepHAs Culd
UCKTII0YAemcs, HO pasyMHOe 6030eliCmeue Nno38oisem u3oexcamv YmoMmieHus u 000Umuvcs
«BKIIOUEHUsY Mblidybl N00 KOHmpolem epaua. Maccadxc modxxcem Ovimb KAK CMUMYIUPYIOWUM,
Maxk u pacciabaauum — 8 3a8UCUMOCMU Om 3a0ay (Hanpumep, 8viCMpausauue npoyeoyp 6
meuenue OHA uiu obezbonusanue/pacciabnrenue nocie unmencusnou JIOK). Own ynyywaem
KPOBOCHAOMCEHUe, NUMAHUE MblUY, UX paA302pes, pPACMANCeHUe 60JIOKOH U CMUMYIAYUIO
nponpuopeyenmopos. Hapsoy ¢ guzuueckoii mepanueil, maccaxc nomozaem 8 0OCMUNCEHUU
yeneti peabunumayuu, GKIOUAA KIOYESYI0 3a0auy. HAyuyums NAYUEHMA Oowyuwamv U
UCNONIL308AMb HYIHCHBLE MbILUYLL 8 08ULAMENILHBIX aKmax. Imo 0COOeHHO aKmyanibHO HA (hoHe
mepanuu ¢ NOJOHCUMENbHOU OUHAMUKOU, KO20A 803MOHCHO OCB0EHUE HOBbIX MOMOPHBIX HABLIKOS

(6 npedenax neupoopmoneduyeckux oepanudenutr). [126, 127].

4.1.2 Texunueckue Metoabl/cpeactsa peadnauranuu (TCP) gexaunx nanueHToB.

s docmudicenuss  nocmaseneHHvlX — yeneu  peaburumayuu - UCNONL3YEMCs  Cmpo2as
NPUBEPICEHHOCb NPUHYUNAM NOCMYPATbHO20 MEHEONCMEeHMa, KOMOopulil eKiuaem 8 cebs
NPAUIbHOE NOZUYUOHUPOBAHUE (8 NOJIONCEHUU «CIMOSLY — BEPMUKATUZAYUSA, MAKICce NpeObleaHue
6 meuenue OHsl 8 NPABUILHOM NOJIONCEHUU «CUOSLY) U OPME3UPOBAHUEe MYI08UWA U KOHEUHOCHE.

o Pexomenayercs BepTukanuzanus Jexauux nauueHToB co CMA 5q ¢ uenbio npopuiIakTHKU
OPTONEIUYECKUX OCIIOKHEHUN OCHOBHOTO 3a00JIEBaHUS M CO3JaHUs (PHU3NOIOTHIECKUX YCITOBUN
JUTSL HOPMAJIBHOTO Pa3BUTHUS U (PYHKITMOHUPOBAHUS BHYTPeHHUX opraHoB [20].
YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 5)
KommenTapuu: sepmuxanuzayus nayuenma  onope 01s CMmosiHus HeobXo0uma CyMMAapHO He
MeHee | yaca 6 OeHb 6 3a8UCUMOCTU OM 803MONCHOCMeEll pebeHKa. /[ nayueHmos, Komopule
HUK020a He MOl CUOemb, Modicem Oblmb NOKA3AHA 8ePMUKAIU3AYUS, HAYUHAA ¢ gospacma 14
mecayes.

o PexomeHayoTcs peaOMIUTAIMOHHBIE M aJalTHPOBAHHBIC IS WHBAIUIAOB H3Jenus (3aaHe-
OTIOPHBIE OTIOPHI JJISI CTOSIHHS C BO3MOKHOCTBIO HakjioHa oT 90° 10 180°)), JIeJ)KauuM IaleHTamM
co CMA 5q s 6e30macHoOro 1 KoMGpOpPTHOTO pa3MeEIleHHs U BepTUKaiu3anuu peoéuka [96].

YpoBensb yoenuTeabHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH J10KA3aTEJILCTB — 4).
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KoMmmeHnTapuu: onopol 0151 cmosiHus OOJNCHOLI UMemb  (DYHKYUOHANbHBIU NOO20J06HUK,
obecneuusarowuil OOKOBYI0 U NepPeoHe3a0HIO CMAOUIUZAYUIO 20108bl U He 02PAHUYUBAIOWUL
B03MOINCHOCIU OBUINCEHUSL 2010601, (PUKCAmMopvl KOPNyca Ha ypogHe epyou u masda, Qurcamopbvl
HUMICHUX KOHeYHOCmell Had YPOBHe HUNCHUX mpemell bedep U KOJeHHbIX CYCmasos; NOOCMAgK) 0
Cmon ¢ pe2yiuposKoli no yeny HaKloHd, npucmaenou cmonuk. Hemanosasicnvim onsa nesxcaqux
NAYUEHMO8 SBIAEMCS 803MOICHOCMb 6EPMUKANUZAYUU 8 Oonope O/l CHMOAHUA 8 NOJO0NHCEHUU
"paseedennvix Oedep" (OononHumenvHas QyHKyus y onop Ok CMOSHUA), 4MO NOGbLUUAET
KOHEPYIHMHOCMb CYCMABHBIX NOBEPXHOCMEN, CnOCOOCmEyem hopMuposanuio mazobeopenHvix
cycmasos, npogunrakxmuke 8bl8Ux08 maz00e0peHHbIX CYCmasos.

PexomMeHayIOTCA OPTE3BI JJII KOHEYHOCTSH WM TYJOBUINA, a TAKXKE CHCIUATM3UPOBAHHBIC U
aJaNTHPOBAHHBIC JUISI WHBAJIMIOB TIPUCIIOCOOJICHUS ISl MMO3UIIMOHUPOBAHUS (CHUCTEMBI JIJIS
OpPTOCTATUYECKOM MOICPIKKH, BKIFOYAIOIIHE B Ce0s BAIUKH, (POPMOBAHHBIE TOIYIIKH PA3TUIHON
KECTKOCTU U KOH(UTYpALMK, UTPYLIKH) JexadyuM narnuentam co CMA 5( ¢ nenbsio npuaaHus
MPHUITIOAHATOTO, (YHKIIMOHATIBLHOTO TIIOJOXEHUS C HEOOXOJAMMOHN (QUKcalued TYJIOBHIA U
MOJIICPIKKOM TOJIOBBI M JUTs OOYXIeHUs] peOEHKA K ABUraTe/IbHON akTHBHOCTH [96].

YpoBeHb yoenuTeabHoCTH pekoMeHaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTeIbCTB — 4)
KommenTapum: opmeswr npedcmasnaiom coboli mexHuueckue cpeocmed peadurumayuu,
ucnonvsyemvie Ons USMEHEHUs CMPYKMYPHBIX U (DYHKYUOHATbHBIX XAPAKMEPUCTUK HEPEHO-
MbILUEYHOU U CKelemHblX cucmeMm u obecneuusaiowue, 6 3A8UCUMOCHIU ONM MeOUYUHCKUX
NOKA3aHULL, OPMONeoudecKyo KOppeKkyuio, pasepysKy, pukcayuio, akmusuzayuio 08UcamenbHbix
@yukyuii. Cymmaproe @pems Haxodcoenus 6 opmeszax 00 8-12 uacoe 6 Oenv. Munumanvhas
yacmoma npuMeHeHUs: Opme308 OJis 1eHcaqux nayuenmos — 5 paz 6 neoenio. Puxcayus epyouou
KIemKy Heooxoouma O Ccmadbumu3ayuu noaoMHCceHus, NpoQUIAKMUKU CKOAUO3a U O
cmumynayuu - QYHKYUOHAIbHoU axmuseHocmu. Duxcayus weu Yacmo UCHOAb3yemcs O
HOO0EPHCKU 207106bl O MUHUMUZAYUU PUCKA YOVULbS 6 EPIMUKATLHOM NOJONACEHUU, MAK KAK
@DYHKYUSA KOHMPOIIA 20710861 HACMO OMCYMCMEYem Ul 0C1A0eHa.

PexoMeHIYIOTCA KpECIa-KOJSICKA C PYYHBIM TPUBOJOM C JIONMOJHUTEIBLHON (uKcammein
(oA Iep>KKOif) TOJIOBHI U Tela, B ToM 4rciie 1y 0onbHbIX I, mporynodynsie (17151 UHBATUAOB U
JIETEeH-UHBAIMIOB) CHASYMM M JekauuM manueHTam co CMA 5qQ mis oOecrieueHus oOIIeH
MobubHOCTH [96].

YpoBeHb yoenuteabHoCTH pekoMenaanuii C (YpoBeHb I0CTOBEPHOCTH /I0KA3aTEIbCTB — 4)
KommeHTapum: 012 MobunbHocmu u mpaucnopmuposku HeobXo00umMo UCNONb308aMb Kpecia-
KOJISICKU C PYYHBIM NPUBOOOM C OONOJIHUMENbHOU (urcayuel (n000epicKoll) 20108bl U mend,

KOMHAMHble U NPO2YNIOUHblEe U KPeCia-KOAACKU ¢ OONOJHUMENbHOU urcayuetl (n000epicKoll)
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20108bl U MmenNd ¢ 2IeKMpPOnpPUBOOOM C UHOUBUOVATILHbIMU BKIAOHLIMU JIOHCEMEHMAMU
«uepenawxuy. OnU U320MABIUBAIOMCST UHOUBUOYATLHO NO 00BLEMHOU MPEXMEPHOU MOoOeau
3a0Hel N08ePXHOCMU Med, IMO — JI0HCEMEHMbl, YCMAHOBNIEeHHble Ha KOLECHYI0 6a3y Kpecia-
KOJAACKU COOm@emcmayoujeco pasmepa u HasHadenus. Ilpu noobope Kpecia-KoIACKU U
DYHKYUOHATbHO2O Kpeca CReyuarucm OO0NNCEH YYeCmb He0OX0OUMOCMb OONOIHUMENbHBIX
91eMeHMOo8 0151 NOOOEPAHCAHUS PEKOMEHOYEMOT NO3bl U 6HECU IO 8 PEKOMEHOAYUU NO UZ0ENUTO.
Cnedyem ybeoumvcs 6 MAKCUMANbHOU (DYHKYUOHANbHOU HE3A8UCUMOCIU U KOMGOpmMHOCMU
npedbleanust 8 Kpecie-KosicKe.

Pexomenayercsi ipeObIBaHUE B MOJOKEHUU «CUs» JiexkauuM nanueHta co CMA 5( ¢ nenbio
NpPOQUIAKTUKA  OPTOINEAMYCCKUX OCJIOXHCHWA OCHOBHOTO 3a00JICBaHMSI W CO3JaHUS
(U3BHOIOTHYECKUX YCIIOBUH 11 HOPMAJIBHOTO PAa3BUTHS M (DYHKIIMOHHPOBAHHS BHYTPEHHUX
oprauos [20].

YpoBeHb yoenuTeabHocTH pekoMeHaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEIbCTB — 5)
KomMeHTapuu: 0715 npedvl8aHus 8 NOJONCEHUU «CUOSLY UCNONB3VIOMCS ONOPbL O CUOEHUSL UTU
Kpecaa-KoACKU KOMHAMHble ¢ OONOJIHUMENbHOU uKkcayueli (n000epIHCKOl) 20108bl U meid.
Taxoice nonodicenue «cuosy 8 medenue OHs 00CMuU2Aemcst NPedbIBaAHUEeM 8 NPO2YIOYHOM Kpecie-
konsicke. Cuodenue 6 mexHUYECKOM cpedcmee OOINCHO NPOBOOUMCS 6 Mymopax Ha
2oeHocmonHule cycmasvl. Ilpebvisanue 8 NPABUILHOM NOLONCEHUU «CUOSLY NOKAZAHO CYMMAPHO
00 6 uacos 6 Oenb. B Kauecmee OONOIHUMENLHLIX PYHKYUL 8 cpeocmee Ol CUOEHUSL OO0JIHCHbI
8bICMYNamy.  QYHKYUOHANbHBIU n0020108HuK (HMY: noozonoenux pezynupyemuiii) (1u6o
NO3UYUOHUPOBAHUE 20]108bl ¢ Nnomowbio nemau Inuccona), obecneuusarowuii 60K08yI0 U
nepeoHe3aoHIon CMabuIU3ayulo 20J08bl U He O02PAHUYUBAIOWUL BO3MOICHOCIIU OBUNCEHUS
20710601, CUOEHbe C pe2yIupyemMbiMu 2IYOUHOL, WUPUHOU U YeloM HakIoHa. KoncmpykmueHo
CUOeHUe pPazoeleHO0 HA MAa308VI0 U OeOpeHHble 4acmu, Ymo NO360Jislem MAKCUMATbHO NOJHO
pewams umerowuecs y pebénka npoodnemvi ¢ 0aIAHCOM U CUMMempuel, 8b136aHHblE BMOPUUHbIMU
opmoneouyeckumMu OCloxdcHenuamuy. Pezynupyemas no evicome u yeny HAKIOHA CHUHKA,
Guxcamop mynosuwa (dHcuiem), pemensb 01 ukcayuu masa, pezyiupyemvie NOOJIOKOMHUKU,
paszoenvHble, pe2yiupyemvle NOOHONCKU C QuKkcamopamu Ccmon, NPUCMASHOU CMOIUK,
NPOMUBONPONEIHCHEBAS NOOYUIKA.

PexoMenayercsi uCrmoib30BaHWe opTe3a TynoBUIna (PYHKIIHOHATBHO-KOPPUTHPYIOIIETO
KOpCeTa), M3TOTOBJIEHHOTO i peOeHKa WHAWBHUAYAIBHO IO CJIENKY HIH 10 TPEXMEPHOM
1u(pOBOM MOJIENN TYJIOBHUIIA, TOTYYEHHOU TyTEM 00BEMHOTO CKAHUPOBAHUS C UCTIONB30BaHUEM

BRITSDKEHHMS TIeTnéi I'nmmccona 3a TOJIOBY WJIM B TOPU30HTAJIbHOM ITOJIOKCHHUU C YCTPAHCHHUCM
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nedopmaruii exxauum manueHTa co CMA 50 B TOJIOKEHUW CHIAS C IEIbI0 MPENsSTCTBH
00pa30BaHUIO CKOJIMOTHYECKOH nedopmariuu mo3BoHouHuka [20].

YpoBeHb yoenutenabsHocTn pekoMenaanuii C (ypoBeHb 1I0CTOBEPHOCTH /I0KA3aTEIbCTB — 5)
KommenTapuu: xopcem ons nayuenmos co CMA ucnonvzyemcs — @yHKYUOHANbHO-
KOppUSUPYIOWULL «C ONOPOlU HA mMAszy», COXPAHAWUL OAlaHC MNO360HOYHO20 Ccmouba,
npedomepawaruull KoaoKoI000pasHylo oepopmayuio 2pyoHou KIemKu U He HApyuarowuil
@yHKyuro 8Hewne2o Ovixanus. BozmoocHo, nompebdyemcs «OKHO OJisl ObIXAHUA» U Omeepcmiue 05
eacmpocmomsl (npu eé nanuuuu). Cymmaproe epems HaxoAHcOeHUsl 8 Kopceme 803MOICHO 00 6-8
4aco8 8 OeHb.

PexoMeHyeTcsl €KeTHEBHOE UCTIOIB30BAHUE OPTE30B HA HWKHUE KOHEYHOCTH, U3TOTOBIICHHBIX
WH/IMBUYaJIbHO (HAIpUMEp, TYTOPHI Ha TOJICHOCTOITHBIE CYCTaBbl — ISl CUJICHHS, TYTOPHI Ha BCIO
HOTY — JUIsI CHA) JieskauyuM naruenta co CMA 5Q ans npenoTBpalieHus ¥ 3aMeJIeHus rmpoiiecca
00pa3oBaHusi KOHTPAKTYP CYCTaBOB KOHeYHOCTE#H [96].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (ypoBeHb 1I0CTOBEPHOCTH I0KA3aTEIbCTB — 4)

4.2. Peaduauranus CHASYMX NALMEHTOB

s cudsiuux nayueHmos BadldCHO KAk CoOMOO0eHUe NPUHYUna O003UpO8aHUs
@uszuueckoll Haspy3Ku, max u NPUHYUNA GHEOPeHUs (PU3UYecKol mepanuu 8 00pa3 HCU3HU
pebenka.

O0HO u3 8edywux u AOUMbBIX NOJIONCEHUL MAKUX Oemeli — NOJOHNCEHUE «CUOSY,
KOMopoe 6 CUly OCHOBHO20 CUMHMOMA 3a001e8anusi (C1abocmu CKelemHbIX Mbluly),
HeCcnocooOHOCmuU K CamoCmosmenibHOMY USMEHEHUIO NOJONCEHUsT Mela/no3vl (nepemexcamscs 6
NOONCEHUU «CUOS») U NOSPEUHOCMAX NOCMYPATbHO20 KOHMPOJS CNOCOOHO (hopmuposams
HeCUMMEMPUUHbILL NAMMePH NOCAOKU C HePABHOMEPHbIM pacnpedesieHuem Onopbl Ha KOCMU masd
(cnpasa/cnesa) ¢ nepexocom masa (HAOMA308020 3a cyem CKOIUO3A 2eHe3d) U Oblcmpo
nPOBOYUPOBAMb pazeumue CKOIUOMUYECKOl Oedhopmayuu nO360HOUHUKA. B cesa3u ¢ smum ocoboe
BHUMAHUE OOJINCHO NPUOABAMBC CUMMEMPUYHOMY PA36UMUI0 MENOCIONCEHUS. NAYUEHMO8 U
NPABUTLHOMY NOZUYUOHUPOBAHUIO.

Llenu peabunumayuu cuoAuUXx NAYUEHMO8:
1. nosviwenue mobunbHoCcmu nayueHmos;
2. 3ameoieHue nPocpeccupo8aHus MbleyHou crabocmu, nomepu QYHKYuu u Gopmuposanus
ampodghuil 6ezoeticmsusi;
3. yayyuieHue pyyHoOUu MAHUNYIAYUU,
4. cosoanue ycnosuti Oas paszeumus U HOPMAIbHO2O (QYHKYUOHUPOBAHUS GHYMPEHHUX

Opcarnos;
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paspabomka cycmasos u npoguiakmura 0opaz08aHus KOHMPAKmyp,
@opmuposanue u nooodepicanue CUMMEeMPUYHOCHU NO3bl;
npeoynpesicoenue CKOIUOmu4eckol oeghopmayuu n0360HOYHUKA U NepeKoca masd,

00yueHue ObIMOBLIM HABLIKAM U HABLIKAM CAMOOOCIYICUBAHUS 8 CPee.

© © N o o

Ocoboe 3nauenue 6 usuueckou mepanuu yoensaemcs hopmMuposanuio CUMMEMpUIHOCMu
NO3bl U MUHUMUSAYUYU PASTULUT 8 PA3EUMOCIU U PYHKYUU MEHCOY NPABLIMU U 1€GbIMU
KOHEYHOCHAMU.

o PexomeHayeTcsi UCTIONIB30BaHUE CIICLMATU3UPOBAHHBIX OPTE30B — OPTONEJUUECKUX alllapaToB
Ha HIDKHHE KOHEYHOCTH W TyJoBHiIe (ANmapar Ha HHXKHUE KOHEYHOCTH M TYJOBHIIE (OpTe3))
cuasiunM nanuentam co CMA 50 0e3 KOHTpakTyp Ul MOAJEp)KaHUsS BEPTHUKAIbHOW MO3bl U
CIIOCOOHOCTH K MEPEIBUIKCHUIO C TIOMOIIBIO CPENICTB JAOIOIHUTEIbHOM omopsl [20].

YpoBeHb yoenuTeabHocTH pekoMenaanuii C (YypoBeHb I0CTOBEPHOCTH JI0KA3aTEIbCTB — 5)
KommenTapum: annapam ckoHcmpyupoean cneyuanbHo O0isi NAYUEHMO8 C GAIbIM NApAIuioM,
CUNOU MbIULY HUNCHUX KOHeyHocmell MeHee 2-x 6annos. OcobOeHHOCMmbl0 OAHHO20 Opme3sd
ABNAEMCS BO3MONCHOCHb MEXAHUYECKU ACCUCIMUPOBAMb YCUNUAM PEOEHKA, 83AUMHO nepemewyas
HUJICHUE KOHeYHOCmU, 6 cummempuunol noze. Takoiu annapam no36oisem HAXO0OUMbCS 8
6EPMUKAILHOM NONONCEHUU U NEPEMEWAMbCS ¢ ONOPOU HA XOOYHKU De3 No00epIHCKU pooumernell,
npu  00CMAMOYHOU Ccune 6 pyKax. Oma 603MOICHOCMb UMeem O02pOMHOe GIUAHUE HA
@opmuposanue pebenka Kak HeE3ABUCUMOU JUYHOCMYU, 001a0aioweti BO3MONCHOCMbIO K
NPAMOCMOAHUIO U NepeMeujenulo 8 3mMomM noodceHuu. Bepmuxanvnas noza He nosgonum
PazeueamvCs 3aCMOUHbIM SAGNEHUAM 6 JIe2KUX, 4MoO CHUSUM PUCK pA36UMUSL OCIOMCHEHUL Npu
OPBU, ynyuwum naccasic no sHceny0ouHo-KUMeyHOMY MPaKmy u MOYegblOeNUmenbHoU cucmeme.
Ocesas nazpyska Ha ckesiem npeoomepamum pazeumue 0Cmeonopo3a u 6MopPUdHbLX 0eg)opmayuti
Kocmetl U Cycmasos.

IIpebvisanue 6 cmosiuem nONOCEHUU OONHCHO noowpambsces. Tloodepoicusaemoe nonodicenue
CMosi 00NHCHO cocmagiams 0o 60 munym, a mMuHumanvbhas yacmoma — 3-5 pas 6 Hedenio,
onmumanvuas 5-7 paz 6 Heoemio

o Pexomenaywores opresbl  TynoBuma —  KopceT  (yHKIMOHATBHO-KOPPUTHUPYIOILUI
KOMOMHUPOBAaHHBIN (Tpyn0-NIOSCHUYHO-KpecTioBbIe — THna 1LSO) cupsyuMm nanmeHTam co
CMA 5Q s ysydIIeHus] OCAaHKHU | JBHraTebHbIX (QyHKIui [96].

YpoBeHb yoenuteabHoCTH pekoMenaanuii C (YpoBeHb I0CTOBEPHOCTH /I0KA3aTEIbCTB — 4)
KommenTapum: cmamuueckue, ounamudeckue u QyHKYUOHAIbHblEe OpMe3bl UCNOAb3VIOMCA OA
U3MEHeHUs. NONOJNCeHUs U nepeeooa 6 6epmuKalbHoe nonodceHue nayuenmos. Kopcem

U320MOBIUBAEMCA 015 peOeHKA UHOUBUOYAILHO NO CNeNKY Ul N0 MPEXMEPHOU YUpposoti mooenu
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Myn08uwd, NOJAVYeHHOU NYymém O0O0BLEMHO20 CKAHUPOBAHUS C UCHONb308AHUEM BbIMANCEHUS
nemnéu I nuccona 3a 20108y unu 6 2OPU3OHMATLHOM NOJONHCEHUU C YCMpaHenuem depopmayuil.
Mna  eepmukanuzayuu 803MONCHO UCNONL308AMb KPECA0-KOMACKY C 9NeKMPONnpusooom ¢
B03MOJACHOCIBIO NEPesoOa nayueHma 6 noodcenue «cmosy. Ilpucnocobnenus 01a nodoepaicku 6
BEPMUKATILHOM NONOACEHUU BAANCHB 0151 00Ie2YeHUs PACMANCKU HUICHUX KOHEYHOCmelU, a MaKice
Oisl YnyuwieHuss (OYHKYULl Oopeanusma u 0300p06IeHUss KOCMHOU MKAaHu, O1s 0OecneyeHus
BEPMUKAILHO20 NOJONHCEHUSL U VIYUULEHUS NOTONCEHUs NO3GOHOYHUKA U 6ce20 mend. Heobxooumbl
NPOAKMUBHbBIE UCNONb308AHUE (DYHKYUOHAILHO-KOPPULUPYIOWUX KOPCEMOo8 ) He CUOAYUX
nayuenmos co CMA, noayuarowux namozeHemuuecKylo JIeKapCmeeHHy mepanuto, O0is
npeoomepaujenus HapacmaHusi CKOIUOMu4eckol depopmayuu, npedomspawjeHus: MopuULHbIX
oechopmayuii 2pyonoil kiemku u yeenuuenus akmusnocmu [97].

PexomenayioTcsl opTONeIMYECKUE ammaparbl — 00JIETYEHHBIN anmapaT Ha HIXKHUE KOHEYHOCTH
Y TYJOBUILE WU allaparbl HA TOJCHOCTOMHBIA U KOJEHHBIA CyCTaBbl, WM ammaparbl Ha BCIO
HOTY, WM alapaT Ha HIKHUE KOHEYHOCTH C MOJyKopceToM (TpoiHHK) (¢ cuctemoit RGO) -
cusiauM manueHtam co CMA 5(, 001a1arommM J0CTaTOYHON CUIIOH, /TS OOJICTYCHUS CTOSTHUS
U X0/b0BI ¢ ToMoIIbI0 apyrux Jui [20].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEIbCTB — 5)
KommenTapuu: vunumanvnas uacmoma npebdvlganus 6 opmesax 5 pas 6 Heoemio.
PexoMeHIYIOTCSI CpEICTBA TIEPEIBHKCHUS aJalITUPOBaHHbIC (MHIMBUIyaTH3UPOBAHHbBIE Kpeca-
KOJISICKM C PYYHBIM MPHUBOJIOM C JIOTIOJHHUTENbHOU (uKkcanuei (MoAaep>KKOH) TOJIOBBl U Tena,
KOMHATHBIE U TIPOTYJIOYHBIC, ¥ HM3TOTOBIECHHBIC WHIAMBUAYAIBHO MO OOBEMHOM TpEXMEpHOMH
MOJICTTM 3aJHEH IMOBEPXHOCTH TeJla JIOXKEMEHTHI, YCTAaHOBIIEHHBIC Ha KOJECHYIO 0a3zy Kpecia-
KOJISICKM COOTBETCTBYIOIIETO pa3Mepa M Ha3HaueHWs) cuisuuMm mnanueHntam co CMA 5q mns
obecrieuenus o6ieit MoomsHOCTH [96].

YpoBeHsb yoenuTeabHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 0KA3aTEILCTB — 4)
KommenTapuu: npu noobope kpecen-koniacok ciedyem pyKO80OCMBO8AMbCSA MAKCUMATLHOU
@DYHKYUOHANbHOU HE3ABUCUMOCTNBIO U KOMGDOPMHOCMbIO npedvleanus 6 Kpecle nayueHmd
npeonoumenue ciedyem omoasamy Kpeciam-KOoasACKam aKmugHo20 mund u Kpeciam-KoaiacKam ¢
INEKMPONPUBOOOM.

Pexomenayercs sprorepanus cuasuuM nanpentam co CMA 5 171 oka3aHusi TOMOIIY MAITUEHTY
B IOBCETHEBHOM JKU3HU, PA3BUTHS U MOAIEP)KAHUS KEIHEBHO HCIOIb3yeMbIX MM HaBbIKOB [20].
YpoBenb yoenutelbHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEILCTB — 5)
KommeHTapum:  Heobxo0umo  mpueiekamv — cneyuaiucma — no  3p2opeadurumayuu

(3peocneyuanucma) Kak npu noobope npocpammvl GUIULECKUX YIPANCHEHUL U PACSANCEHUS,

63



MAaK u 0151 PEKOMEeHOAYULl OMHOCUMENbHO COYUATLHBIX 83AUMOOECMEUL, MAKUX KaK noceujerue
YuebHbIX 3a6edenull, 8b100p npogeccuu u yyacmue 8 COYUaIbHbIX AKMUBHOCHIAX.
Pexomenayercsi: npoBeneHue cuasuuM mnanueHtam ¢ CMA 50 MeaMKo-JI0roneanyeckoi
poLEAYpHI MPU qucharuu, KOTopast OyAeT MOJIe3HOM IS MAMEHTOB BCEX KIIMHUYECKHUX THUIIOB
CMA I-lll (TexHWUKH JIOTONEIUYECKOTO Macca)xa; YIPaKHEHHS, KOTOPbIe IOMOTaroT
3aJIeiCTBOBATh M TPEHHPOBATH MBIIIIBI JKEBAHHUS M TJOTAaHHS, B TOM 4YHCIE TEXHUKH C
BO3MOXXHOCTBIO HCITOJIb30BaHMS JIOTONEINYECKUX 30HJIOB; BKIOYas 00yueHHE MOCTypalbHBIM
TEXHUKaM, OOJIETYAIOIUM TJIOTaHUE, JIMI MO0 YXOAY) C LENbI0 TPEHUPOBOK XKEBATEIbHBIX H
[JIOTATEJIbHBIX ~ MBIIII, COXPAHCHUS/yAydlIeHUH (YHKIUH W IHKEBaHUS W  TIJIOTaHUS,
IpeI0TBPAICHHUS/ PO UITAKTUKHI YESTFOCTHBIX KOHTPAKTYP, TPEHHUPOBKH CHJIbI prKyca [20, 126,
128, 129].
YpoBeHnb yoenureabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB - 5).
Pexomenayercsi: mpoBeneHue cuasuyuMm nanueHtaMm ¢ CMA 50 MeaMko-J0oroneandeckon
MPOLEAYPHI C UCTIOIB30BAHUEM HHTEPAKTUBHBIX WH()OPMAIMOHHBIX TEXHOJOTHH (TIPUMEHSIETCS
OpU 3aHATUSX 10 YIYUYNICHUIO apTUKYISIIUU M KOPPEKIMH pPEYEBBIX HAPYIICHHH, MOMKET
UCIIOJIB30BaThCS TP TPOBEICHUHM AapPTHKYISIIMOHHOW THMHACTUKH) — B TOM YHUCIE, Kak
BapHAHTHI METOMK IIPH WHTETPAITUH ¢ MEIMKO-JIOTOTICIMYECKON MpoIeIypoit mpu aucharusx (B
Ka4ecTBE BO3JICHCTBUS HA €IUHBINA aHATOMO-()HU3UOIOTHIECKUAN CYOCTpaT) C IEeNbI0 TPEHHPOBOK
JKEBATENIbHBIX M TJI0TATENbHBIX MBIIII, COXpaHEHUs/yIydlieHus (GyHKIUN *KeBaHUS U TJIOTaHMUS,
HPEIOTBPALICHUS/ TPOPHUITAKTHKH YSTIOCTHBIX KOHTPAKTYp, TPEHHPOBKHU CUITbI iprKkyca [20, 126,
128, 129].
YpoBeHnb yoenurenbHocTn pekomenaanuii C (YypoBeHb 10CTOBEPHOCTH J0KA3aTeJIbCTB - 5)
PexomMenayercsi: mpoBeaeHne cuasauM nampenraM ¢ CMA 50 maccaxa Juia MEeTUIIMHCKOTO,
Maccaxa IIeHM MEIMIMHCKOTO C IeNbI0 TPEHHUPOBOK JKEBATEIBHBIX W TIIOTATEIBHBIX MBIIIII,
COXpaHEeHHE/yIydllleHue (YHKIMA W KeBaHWSI U TIOTAHUS, TPEIOTBPAIICHHS/TPOPUITAKTHKI
YeJTIOCTHBIX KOHTPAKTyp, TPEHUPOBKHU cuitbl pukyca [20, 126, 128, 129].
YpoBenb yoeauTebHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB - D)
KommenTapuu: ons nayuenmose ¢ CMA xapaxmephvi Hapyuwienusi 6yio0apuulx QyHKyuil,
KOmopbule umerom eouHylo npupoody, HO pAa36uUBarOmcs no 08YM OCHOBHBLIM MEXAHUSMAM —
Mexanuyeckomy u opoghapuneeanvuomy. borvnvim co CMA ecex xnunuueckux munog -1l (g
Oonvuell Uiy MeHvbuiell Cmenenit) C6OUCMBEHHbL: YMEHbULEHUE 803MONCHOCU PACKPLIMUSL DA U
Gopmuposanue pucudOHoCmu Yearocmu (CHUMCeHue CnocoOHOCMU K WUPOKOMY/O0CMAMOYHOMY
PACKPbIMUI0  pOMo6o2o 0Omeepcmus, 00ecneyusaemomy OBUNCEHUeM HUMCHell Yenocmu),

mpdeocmu npu nepemeujeHuu nuuesoco KOMKa 6 nojlocmu pmda, CHOHCHOCMU JfCeBaHusl U
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ObICMPaAsk YMOMASEMOCHb HCe8AMeNbHOU MYCKYIAMYpPbl, NI0X0€ KaA4eCmeo 36yKOU361e4eHus npu
peuesoll npooyKyuu, npooemsl 2I0MAHU.

Takum obpaszom, panee sedeHue 8 UHOUBUOYALLHYIO PeAOUIUMAYUOHHYIO NPOSPAMMY MO2YM
NOMOYb NPOMUBOCNOSIMb NEPEUUCTIeHHBIM USMEHEHUSM, TUOO0 YAVYUUMb UCXOOHblE NOKA3ameu
U KAuecmeo OJICU3HU NAYUEHMO8 (Hanpumep, npu OOCMUICEHUU B03MONCHOCMU Oollee
KOM@MOPMHO20 npuema nuu yepe3 pom) — npu yice UMerouuxcs OmkIOHeHUAX (KaK npu 6vioope
KOHKDEMHbIX MemoouK, max u, 4mo 0Oonee NPUOPUMEMHO, NpU UX KOMOUHUDOBAHUU 6
UHOUBUOYATILHOU PeadUIUMAayUOHHOU npospamme nayueuma). Bosmosxcno max sice 0onoHeHue
OAHHBIX MEMOOUK PU3UOMEPANesMULeCcKUMU Memooamu (MUOCMUMYIAYUSL) U MEUNUPOBAHUEM.
PexoMenayercsi npoBeneHHe cuIsuuM BceM mnamueHtam ¢ CMA 5 oOmiero maccaxka
MEAMIIMHCKOTO, Macca)ka BEPXHHUX W HIDKHUX KOHEYHOCTECH MEIMIIMHCKOTO, Macca)a CIUHBI
MEIMIIMHCKOTO C IEJIBI0 YIIYYIIECHUSI COCTOSIHHSI MBIIICYHOTO amnmapara U JUisl TpOQUIaKTHKA
pa3BuTHs HelpoopTomneanieckux npodiem [20, 126, 127].

YpoBeHb yoenutesbHocTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB - 4)
KomMmenTapum: ¢ mouku 3penus peaburumayuonno2o nooxooa xk nayuenmam ¢ CMA, maccadxc
He OQ0JCeH O0KaA3bleamb KaAmaOoIUuiecko2o 6030€liCeUs HA MbluYbl: YpesMepHas Ccula
UCKTIIOYAemcs, HO pA3yMHOe 6030elcmeue No380jsaem u3oexcamv YmoMmieHus u 000Umucs
«BKIIOYCHUSLY MbIUYbL NOO KOHmpoiem epaya. Maccasic modcem Oblmb KAk CIUMYIUDYIOUWUM,
MAax u paccirabisiiowum — 6 3a8UCUMOCMU Om 3a0ay (Hanpumep, 6blCmpausanue npoyeoyp 6
meueHue OHA uau obezbonueanue/pacciadbnrenue nocie unmencusnou JIPK). Ou ynyuwaem
KpOBOCHAOMCEHUe, NUMAHUe MblUY, UX pa3ocpes, PACMANCEHUe B0JOKOH U CMUMYIAYUIO
nponpuopeyenmopos. Hapsioy ¢ guzuueckoii mepanuetl, maccaxic nomozaem 6 OOCMUNICCHUU
yeneu peabunumayuy, 6KIOYAs KIIOYEGVIO 3a0auy: HAYYUmMb NAYUEHMA Owywams u
UCNONB308AMb HYIHCHBIE MbIULYbL 8 08USAMENbHBIX aKmax. Imo 0COOeHHO aKmyaibHO HA (oHe
mepanuu ¢ NOJOHCUMENbHOU OUHAMUKOU, KO20Ad 803MONCHO OCB0EHUE HOBbIX MOMOPHbLIX HABbIKOG

(6 npedenax nelpoopmoneduyeckux oepanudenutt). [126, 127].

4.3. PeaOuauranusi Xoaauux NalueHToB

s xo0suux nayuenmos (amoOy1amopHas cmaous) CoXpausaemcs npuopumemHoCcms
NPUHYUNOE O03UPOBAHUA  (PU3UYECKOU HASPY3KU U BHEOpeHUs @OU3U4ecKol mepanuu 6
NOBCEOHEBHYIO JICU3Hb PeOeHKA.

Jlemu 0anmnoii epynnel cmpemamcs K akmuHoM) NepeosUNCeHuUI0 U Xo0bbe, 00HAKO, 8
8Udy C1abocmu  CKelemuol MYCKYIAMypbl U HUSKOU GbIHOCIUBOCIIU UMEOM  YACMYIO
HOMPEeOHOCb 8 OMObIXe, K020a NPUHUMAIOM HepeoKo depexmuoe nonoxcenue «cuoay. B yerom

0151 X00a4ux Oemell 8 CPABHEHUU C CUOAYUMU OembMU XApaKmepHo 0Oojlee MsAcKoe meyeHue
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BMOPUYHLIX  OPMONEOUYECKUX OCI0JCHeHUll (KaK paseumus KOHmMpakmyp 6 Cycmagax
KOHeuHocmell, mak U QopmMuposanus CKOIUOMUYECKOU Oepopmayuu NO360HOYHUKA) U UX
npoepeccuposanus. Llenu peabunumayuu Xo0a4ux nayueHmos npumMepHo me Hce, Y¥mo uy CUOSYUX
nayuenmos ¢ 000agienuemM yeau NOSbIUEHUS BbIHOCIUBOCU/MONEPAHMHOCIU K (DUULECKUM
Ha2py3Kam.

PexomeHnyeTcsi HCIONBb30BaHME CPEICTB TEPCIABIDKEHHS —aJalTUPOBAHHBIX (TPOCTH U
MHOT'OOIIOPHOM TPOCTH, XOAYHKOB KOJIECHBIX U JIPYTUX CPEACTB, HANOOJEE MOJHO OTBEYAIOIINX
NOTPEOHOCTSIM MAIMeHTa, annaparoB Ha HIKHHE KOHEYHOCTH C MOJYKOpPCETOM (TpOMHHK) (C
cuctemoit RGO) (cM. y CHISYMX MAUEHTOB)) Xoaa4uM maimentam co CMA 5Q, tpebyromum
JIOTTOJTHUTEIBLHOMN OMOPHI IPH X0160€, C 1EIbI0 COXPAHEHUS IBUTATEIbHOM akTuBHOCTH [97].
YpoBeHb yoenuteabHocTH pekoMenaanuii C (ypoBeHb I0CTOBEPHOCTH /I0KA3aTEIbCTB — 5)
KomMmeHnTapuu: co gpemenem noododepocanue cnocobHocmu xooums 0asa nayuenmos co CMA
docmuzaemcs. ¢ NOMOWBIO Cpeocms OONoIHUmMENbHOU onopul. B ciyyae noobopa cpedcme
OONOJIHUMENbHOU ONOpbl C Yenvblo NpooaeHus xoovowl y nayuenmos co CMA neobxooumo
OnUpamvbCcs Ha4 MeKyWull Cmamyc nayueHma (CoOXpaHss, akmusHOCmb U COYUANbHBIU CMAmyc
JUYHOCMU), A He HA NPOSHO3Upyemoe meueHue, mem camviM npeodiazas 0 pedenka Oonee
UHBAIUOURUPYIOWUE NPUCTIOCODIeHUSL.

PexoMenayercsi opromenuyeckas oOyBb xoasuuMm mnanueHtam co CMA 5Q, umeromuMm
nedopmariuu cTor, ¢ 1ebio 00IeryeHus ABurarenbHoi akruHocTy [180].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEIbCTB — 5)
Pexomenayercss MCHOJNB30BaHUE OPTE30B — aNIaparoB WIM TYTOPOB Ha TOJIEHOCTOIHBIE
CyCTaBbl COBMECTHO ¢ 00yBbIO X0AsunM nanueHtam co CMA 5q, uMeromuMm aedopMaiuu CTorl,
JUIst obnerdeHust Xoap0os1 [99].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEIbCTB — 4)
Pexkomenayercst UCTIOIB30BaHUE CPEICTB MEPEIBMKEHUS aJaTHPOBAHHBIX — Kpecia-KOJSCKU
AaKTUBHOTO THMa XoIs4uM manueHtaM co CMA 5(Q Tun npu OrpaHMYEeHHOW BBIHOCIMBOCTHU
peOeHKa WM HEOOXOJMMOCTH TMEpe/BHKEHUS Ha OOJbIIME pPACCTOSHUS MJI YBEITUYECHUS
MoOmibHOCTH manuenTa [100].

YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (YypoBeHb J10CTOBEPHOCTH 0KA3aTEIbLCTB — 4)
Pexomenayercsi UCHONIb30BaHUE PEaOWIMTAMOHHBIX W aJalTUPOBAHHBIX [UIS WHBAJINI0OB
U3JIeNMid  — omop JUid CHUACHMS, OTBEYAIOIIUX BCEM TpPeOOBaHUSIM MPaBUILHOIO
MO3UIIMOHUPOBAHUS (IOMONHEHHBIX OOKOBBIMH (pUKCaTOpamMu KOpmyca Ha YpOBHE TPV,

pPeryjadaTopoM HAKJIOHA CIMWMHKHU, MNOAJIOKOTHUKAMU C MCXAHU3MOM PCryjiupOBaHUSA BbICOTHI,
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MOJICTABKOW UISI CTOTI C MEXaHU3MOM PEryJIMPOBaHMs yrila HAKJIOHA) XOASYUM TAIMEHTaM CO
CMA 5q s npodunaktiuku ckosmosa [20].

YpoBeHb yoenutenbHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 5)
PexoMeHnayeTcs mpuMEHEHUE OpTE3a TYJI0BUIIA — (DYHKIIMOHATLHO-KOPPUTUPYIOIIETO KOpceTa
xos9uM nanreHTam co CMA 5q nipu Hanu4uM yriia qeopManuy MOo3BOHOYHHKA, H3MEPEHHOTO
o metoty Ko66a, 15 u 6omnee rpaaycoB, H3rOTOBJICHHOTO I10 CJIENKY C TPYIHOHN KJIETKH peOCHKa,
JUIS COXpaHEeHHsI OallaHCa, U3TOTOBICHHOTO IO CIENKY WX MO TpEXMEpHOH 1Hu(poBOi Moaeu
TYJIOBHIIA, IOJTYYECHHOH MyTéM 00bEMHOTO ckanupoBanus [20].

YpoBeHb yoenuTeabHocTH pekoMenaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEIbCTB — 5)
Pexomenayercsi npoBeneHue BceM xonusuuM manueHtaM ¢ CMA 5Q oOmero maccaxka
MEIUIIUHCKOTO, Maccaka BEPXHHX M HI)KHUX KOHEYHOCTEH METUIIMHCKOTO, MacCa)ka CIIMHBI
MEIUIUHCKOTO C LENbI0 YIYUYIIEHUS COCTOSHHS MBIIICYHOTO amnmapara U s Npo(UIaKTUKH
pa3BuTHs HelpoopTomneandeckux npodiem [20, 126, 127].

YpoBeHb yoenuTeabHoCTH pekoMenaanuii C (YypoBeHb J10CTOBEPHOCTH 0KA3aTEIbCTB - 4).
KomMmenTapum: ¢ mouku 3penus peaburumayuonno2o nooxooa xk nayuenmam ¢ CMA, maccadxc
He OQ0JCeH O0KA3bleamb KamaboaUuiecko2o 6030elicmeuss HA MbluYbl: YpesMepHas Ccuila
UCKTIIOYAemcs, HO pA3yMHOe 6030elicmeue No38oisem u3oexcamv YmoMmieHus u 000Umucs
«BKIIOYCHUSLY MbIUYbL NOO KOHmpoiem epaya. Maccasic modcem Oblmb KAk CIUMYIUDYIOUWUM,
MAaKk u pacciabisiiomum — 6 3asUCUMOCMU Om 3a0ay (Hanpumep, 8bLICMPAUBaHUe NPoyeoyp 6
meueHue OHA uau obezbonueanue/paccrabaenue nocie unmencusHou JIPK). Ou ynyuwaem
KpOBOCHAOMCEHUe, NUMAHUe MblUY, UX pa3ocpes, PACMANCEHUe B0JOKOH U CMUMYIAYUIO
nponpuopeyenmopos. Hapsdy ¢ ¢puzuueckoii mepanueii, maccaxic nomozaem 6 O0CHUICEHUU
yeneu peabunumayuu, 6KIOYAs KIIOYEGVIO 3a0auy: HAYYUMb NAYUeHMa owyuams u
UCNONB308AMb HYIHCHBIE MbIULYbL 8 08USAMENbHBIX aKmax. Imo 0COOeHHO aKmyaibHO HA (oHe
mepanuu ¢ NOJOHCUMENbHOU OUHAMUKOU, KO20Ad 803MONCHO OCB0EHUE HOBbIX MOMOPHbLIX HABbIKOG

(6 npedenax nelpoopmoneduyeckux oepanudenutt). [126, 127].

5. lIpopuiakTuka u JUcnaHcepHoOe HAOII0eHUe, MeUIIMHCKHE TIOKA3AHNS

U IPOTUBONOKA3aHUSA K IPUMEHEHUI0 METOA0B NPOPUIAKTUKHA

Pexomenayercs BBeneHue npemnapara JO6BB16 #nanuBuszymad™*™

, BHYTPUMBILIEYHO, pa3oBas
no3a 15Mr/kr, cxema NpUMEHEHHUS U3 5 UHBEKLUN Mpenapara, MpoBOJUMBIX ¢ HHTepBaioM B 30
nHel BceM nanuentaM co CMA 5 B TeueHue NMepBbIX JABYX JIET )KU3HU, a TAK)KE HUCIOJIb30BaHUE

BaKIMHBI i1 TPO(UIAKTUKA MHEBMOKOKKOBBIX HMH(MEKIMIA** W, €XKerogHo, BaKIMHBI IS

67



NpoPUIAKTUKH TPUINNA [MHAKTUBUPOBAHHOM|** ¢ 1enapl0 MpOPWIAKTUKH  WH(EKINH
JbIXaTenbHbIX myteit [57, 137, 139].

YpoBeHb yoenuTelbHOCTH pekoMenanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbLCTB — 5)
KommenTapuu: npenapam JO6BB16 #nanususzymadb™* npumensrom  8HymMpumMviuieuHo,
npeonoumumesbHo 8 HapyJICHY0 BOK08YI0 obacms bedpa. Bakyunayuro Heobx00umo npoooums
6 meueHue  Ce30HH020 noodvema  3a001e8aeMOCmu,  Bbl3blBAEMOl  PeCNUpPamopHbIM
cunyumuanohvim gupycom. Coenacho KaneHoapro 6akyuHayuu, NaAyuenm OOJMHCEeH NOIYUUMb
nepevle 3 003bl BAKYUHDBL OJi51 NPOPUIAKMUKU NHEBMOKOKKOBbIX UHDeKyul™™ 0o 2oda, u 4-10 003y
nocne 12 mecayes. Bce ocmanvuvie eaxyumnvl 66ooamcs oemam co CMA 5q coenacho

Hayuonanvnomy npusueounomy kaneHoapio.

6. Opraﬂmaunﬂ OKa3aHusd Me[[I/IHI/IHCKOﬁ nmoMomu

6.1 IMoka3aHus K TOCIIUTAIN3AIHN:

6.1.1 Ioka3aHus AJd IIAHOBOH TOCHHTAJM3ALNMHN B JETCKOE HEBPOJOIrHYecKoe

OTJeJICHHE.

Bce manueHTel co CMA 5q 1 pa3 B roa ansd (QyHKIMOHAIBHON JBUTATEIbHOU OICHKH,
oOcrenoBaHus HA HAIMYUE OCIOXKHEHHUH 3a007€BaHUS — PECITUPATOPHBIX, KOCTHO-CYCTaBHBIX U
racTPO3HTEPOJIOTHUECKHX, a TAKXKE U1 TPOBEICHUS peaOdInTalliH.

Bce manuenTsl co CMA 5q ans BBeieHUSI HyCHHEpCceHa™ ™.

B meoswcoynapoonoii npaxmuke Hycumepcen™* moowcem Ovimb 668e0eH 6 YCI08UAX OHEBHO20
cmayuonapa.

Bce narueHTsl co CMA 5q, TpeOyromue o0caen0Banus epesl XUpypruueckuM OpToneAnYecKuM
BMEUIaTEIbCTBOM.

[TokazaHus K BBITUCKE MAI[MEHTA MOCJIE TUTAHOBOM TOCTIUTAIN3AINH B JETCKOE HEBPOJIOTHIECKOE
OTJIEJICHHUE:!

BBHITIOJTHEHHE TJ1aHa 00CeI0BaHusI AI[UEHTa, B TOM YHUCIIE OIIEHKAa PECITUPATOPHBIX HAPYIICHUN;
MpOBeJICHNE PEaOUTUTAIIMOHHBIX MEPOTIPUATHI;

YEeTKHE PEKOMEHAINH IO JlajdbHeleMy HaOII0IeHUIO U JIEUEHHUIO.

[TokazaHus Ui TIAHOBOM TOCIUTATIM3AIUMH B IETCKOE XUPYPTUIECKOE OT/ICTICHHE:

nanuenTsl co CMA 5(, TpeOyromue mpoBeIeHHs TaCTPOCTOMHUH;

nanuenTsl co CMA 5(, TpeOyroiue moCTaHOBKA BPEMEHHOW/TIOCTOSTHHON TPaxeoCTOMBI,
Hnoeoa mpaxeocmoma ycmanagiugaemcs: no dKCMpPeHHbIM NOKA3AHUAM, U peOeHOK mpedyem

akcmpeHHoﬁ cocnumanauzayuu
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6.1.2. Illoka3zaHus A5 DIKCTPEHHOM rOCHUTAJIU3AINN:

e PazBurue y manmuenta co CMA 50 «oObr4HBIX» 3a00jeBaHMi (OCcTpas BUPYCHas WHQEKIHS,

OpOHXHUT, TACTPOIHTEPUT C 0OC3BOKUBAHHUEM, AIMCHIUIUT W JPYTUe OCTPHIE BOCHTAIUTEIHHBIC
MPOIIECChI), HEMPEIBUICHHBIC IEPEIIOMBI, 3aIIAHWPOBAHHBIE XHPYPTHUECKHE TPOICTYPhI
(HampuMep, YCTaHOBKA JKETyJOYHOTO 30HJAA, OCTEOTOMHs Oeapa), HO MPOTEKAIOMIMX TSKEIO,
YUUTBIBasi 0COOEHHOCTH OOJIE3HHU.
Lenvro yxoda 3a nayuenmamu 6 OCmMpou CUmMyayuu sA681emcs HOpMAaIu3ayus 2a3000Mena nymem
npeoynpestcoenus ameieKmazupo8aHus U OdYUwWeHus ovixamenvhvlx nymeu. B Oonvuuncmee
cyyaes, NO 603MOJCHOCMU, SMU 3A0ayl OOJICHbL Peuamvpcs ¢ NOMOWbI HEeUHBAUBHOU
UCKYCCMBEHHOU 8eHMUNAYUU TIeSKUX.

e Pa3BuTHE TSKEIBIX KUZHEYTPOKAIOIINX JbIXaTEIbHBIX HAPYIICHUN C TUTIOBEHTUIISILIUEH 1 aITHO?,

0e3 COmyTCTBYIOIIMX 3a00JeBaHMii, TpPU OSTOM JbIXaTeJIbHbIE HApPYyLIEHUS TPeOyroT
peaHUMAIIMOHHBIX MEPOTPUATHH, TMOKa3aHa TOCHUTAIHM3ANMS B MEAWIIMHCKHE OpTaHW3aIiH,
UMEIOINE B CBOCH CTPYKTYpE OTIEICHHE aHECTE3UOJIOTUH pEaHUMAIMM WM OJIOK (manaTy)
peaHrMalMid ¥ HMHTEHCUBHOM Tepamuu U OO0eCleYMBAIOLIUE KPYTJIOCYTOYHOE MEAMIIMHCKOE
HaOII0/IeHUE U JIeYCHUE JAETEH.
Ilpu  evinonHenuu NPOMOKONO8 HEOMIONCHOU NOMOWU HEOOXOOUMO  C8A3bI8AMbCS  C
MYTbMUOUCYURTUHAPHOU Opueadou (Hesponocudeckol U NyJIbMOHON0SUYECKOLL), 8KIIOYAS, KAK
npasuilo, 6pava-Hesposo2a, KOMOPbIll 0C8EOOMIEH O meyeHUuu OO0Ne3HU U NOMEHYUANbHbIX
npobnemax KoHKpemHozo nayueuma. Kucnopoo y nayuenmos co CMA Oondxcen npumensamscs ¢
0CcmopodxcHocmvlo. Bmopuunas sunokcemusi, 06yclo61eHHAsl 2UNOGeHMUNAYUel, Modxcem Oblmb
cnymaHa ¢ 2unokcemueu, 00yclo81eHHOU OpyeUMU NPUYUHAMY, MAKUMU KAK 3GKYNOPKA CAU3bIO
unu amenekmas. Kannomempus unu ucciedosanue KUCIOMHO-OCHOBHO20 COCMOSHUS U 2A308
KPOBU NOMOHCEM 8blOPAMb NPABUNLHBIU PEHCUM NPUMEHEHUS KUCTIOPOOa.

6.2 IIpuHINMIBI OPraHu3ald MeIUIHHCKO noMoim nanuearam co CMA 59

Ilocmanoexa ouacnoza CMA cmasum MHO20 80npocos neped poOCmMEeHHUKAMU NAYUEHMA U
nepeo Cneyuarucmamu, pabomaowumu ¢ makumu nayuenmamu. Muozouuciennvle npooniemol,
803HUKAOWUe npu oOHapyxcenuu u pazeumuu 3abonesanuss CMA, Ona pewlenus Komopwvix
mpebyemcs 2pamMomuas Op2aHu3ayUs npoyecca NOMoOwU NPU y4acmuu MyasmuoUCYunIuHapHou
KOMAHObL CReYUATUCTO8 U COONII00eHUe OCHOBHBIX NPUHYUNOE U NOOX0008 K ee OKA3AHUIO.
Jlannvie npunyunvl 00HCHLL COONVOAMBCSA HA TIOOOM IMane OKA3AHUS MeOUYUHCKOU NOMOWU,
KaK 6 MOMeHmM NOCMAHOBKU OUA2HO3Ad, MAK U HA TH0O0M dmane HaOI00eHUs nayueHma.

e [lamueHT u ero MpeaCcTaBUTEIM JIOJDKHBI ITONTYYaTh MOJHYIO WH(OOpPMAIHIO O 3a00JIeBaHUH, €ro

TCYCHHHU, TATOICHE3C, MPOTHO3aX, OCJIOXKHCHUAX U MCTOAAX BO3MOXKHOM TCpaIuu.
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e Jlmarno3 CMA mojapa3ymMeBaeT BO3MOXKHOCTh OKa3aHHs TIEPBHUYHOW MEIUKO-CAHUTAPHOM,
CHeUaIM3UPOBAaHHON U MAJUTMATUBHON MEIULMHCKOM MOMOIIM Ha BCEeX ATanax 3a00JieBaHuUs.

e [Ipu nocranoBke auarnoza CMA, cembs JoikHa ObITh HampapiieHa K CIIEHUAINCTY, UMEIOIIEMY
OmBIT paboThl ¢ marueHTamMu co CMA, obnanaromniero coBpeMeHHON nH(popMmaluend o TeYeHUr
3a00JIeBaHUS. ¥ BO3MOXKHOCTH Y9acTHUS B KIMHUYECKUX HCIBITAHUSIX (HOBBIX JIEKAPCTBEHHBIX
MPErmapaToB U/UIN TEXHUYECKUX YCTPOUCTB). Takke BaXKHBIM SBISETCS HHPOPMHUpPOBAHUE ceMei
0 CYILIECTBYIOUINX OOLIECTBEHHBIX OPraHU3alUAX, pabOTAIOIIMX C 3TOI IPYIION MalueHTOB.

e K nabOmonenuto 3a mamueHTOM co CMA nomxkHa ObITh MPUBJICUEHA MYJIbTHIUCIUTUTHHAPHAS

KOMaH/ia CIIEI[MAJIUCTOB B COCTABE: Bpau-HEBPOJIOT, Bpay-MieuaTp/Bpad-TepaneBT, Bpau-TeHETHUK,
CHEIHMANIMCT IO PECIUPATOPHON MOAJEPKKE (Bpau-MyIbMOHOJNOr HW/WIM Bpay-aHECTE3HOJIOr-
peaHmuMaTosor), Bpad-KapAWOJOr, Bpady-TPaBMATOJIOr-OPTOIEA, Bpad-XUPypr, Bpad 0
MEIMIIMHCKOW peabuiuTanuy U Bpad-(QU3HOTEPaIeBT, Bpad-AHETOJIOT, BPau-TaCTPOIHTEPOJIOT, a
TaKkKe COTPYJHUKH MEIUIMHCKUX OpraHu3zauuii (M HuX MOApa3JeNeHUli), OKa3bIBaIOIINe
CHEIHUAIM3UPOBAHHYIO0 MAUTHATUBHYIO METUIIMHCKYIO MOMOIIb AeTsaM. Jlpyrue crenuamucTsl
JIOJKHBI TIPUBIICKATHCS TI0 MEPE BOSHUKHOBEHHUS CIICIU(PHUSCKUX MPOOIIEM.
Bpau-nesponoe, xax cneyuanucm 6 0oiacmu Hep8HO-MbIUEUHBIX 3A001e8aAHUL, OCYUWeCmETIsien
ocHogHoe Haboo0eHue 3a nayuenmamu co CMA. B kpye 0ba3anHocmeti 8paua-nespono2a 6xooum
06cnedosanue U NOCMAHO8KA OUALHO3A, UHDOPMUPOBAHUE ceMbU O 3aD0Ne8aHUU, COCMABIeHUe
NIAHA MHO2ONPOQDUILHO20 HAONI0O0EHUs, OCYUeCmEsimb HAON00eHUue 3a NAYyUueHmoM, OYeHKd
OUHAMUKY U CIeneHU Npocpeccuposaniisl 3a001e8anus npu pecyispHblX OCMOMPAx, HA3Ha4eHue
noooepaicugaroujeti mepanuu. Ha smane oxkazanus cneyuanuzuposanHol MeoOuyuHcKou nomouu
8Pau-He8poI02 NPUHUMAem yiacmue 8 OyeHKe QYHKYUOHAIbHO20 COCMOAHUS NayueHma (OyeHka
no wKkanam HepsHo-muvluteuHvlx Hapywenuu npu CMA). Ilpu cocmasnenuu niana
MHO2CONPOPUILHO20 HAOIO0EHUs, 8PAY-HEBPOI02 Onpedeisiem KPAMHOCMb HAOI00eHUs Y OPYeUxX
CReyuanucmos MHO2ONPOPUILHOU KOMAHObL, COOMBEMCMBEHHO MeKYWeMy COCMOSHUI
nayuenma. Ilpu xadxcoom ocmompe 6pau-HedposLo2 OCYyujecCmsisiem NnepeoyeHKy meKyuie2o
COCMOAHUL NayueHma U 6 COOMBEMCMEUU C ODMUM BHOCUM KOPPEKMUpPOSKU 6 MNIaH
MHO2OnpouibHO20 HabMOOenus. B ceoux pexomenmoayusix epau-nesponoe  yKkazvieaem
HeobX00uMble NAyueHmy mexHuyecKue cpedcmea peadurumayui, MeOUYUHCKyro annapamypy,
cpedcmea opmoneouyeckol KOppekyuu, 1eKapCmeeHHble npenapamol, uU30eius MeouyuHcKo2o
HAa3HAYeHus U Op. 8 COOMEEMCMBUU C BbIAGNIEHHLIMU NOMPEOHOCMAMU NAYUeHMA.

e (CoOmo/leHue TMPUHIMIA «PAHHETO BMEMIATENbCTBA», YTO TMOJPa3yMeBaeT NPOGUIAKTUKY
HEN30€KHO BO3HMKAIOIINX OCIOXHEHHH Ha (OoHE pa3BUTHA 3a00JE€BaHUS U paHee MPUMEHEHUE

TEXHUUYECKUX CPEACTB peaduInTAIK, MEIUIIMHCKON annapaTypsl U PYTUX METOJO0B TEpAIHH.
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e (OOecrmeyeHne TMANMEHTOB C TNPOKCHMMAJIbHON CHHHAJIBHOM MBIIIEUHOW arpodueit 5q
MEAUIMHCKUMU U3JICTHUSIMH, IPEIHA3HAYCHHBIMH IS TOAJEpKaHUs (PYHKIUN OPraHOB U CUCTEM
OpraHu3Ma 4eJIOBEKa, JJIs UCIIOJIb30BaHMS Ha I0MY IIPU OKa3aHUU MaJUIMATUBHON MEIULIMHCKON
OMOUIM corjacHo IlepeuHio Takux MEIUIIMHCKUX M3JEIUH OCYLIECTBISETCS B COOTBETCTBUM C
CYIIIECTBYIOIIMM 3aKOHOJATeIbCTBOM (11 4 cT 36 denepanbHoro 3akoHa Ne323 «O06 ocHoBax
OXpaHbl 37I0pOBbs TpaxkiaaH B Poccuiickoii ®Depeparuny»; Ilpukaz MunzgpaBa Poccun ot
09.07.2025 N 398u "OO0 yTBepKI€HUH NIEPEUHs] MEIUIIMHCKUX W3JIENUH, MpeJHAa3HAYCHHBIX IS
noJ/iep>kaHusl QYHKIUH OpraHOB U CHCTEM OpraHH3Ma 4ellOBeKa, MPEJOCTaBISIEMbIX MAllUEHTY

IIpHU OKa3aHUHU NaJJIMaTUBHON MEIUIIMHCKOM ITOMOIIY IJIs UCIIOJIb30BaHMs Ha ,Z[OMyn.

/. lonoJiHMTEeIbHASA HH(popManus (B TOM uynciie (PaKTOPbI, BJIUSIONIHE

Ha UCXO0/1 3200/1eBAHUSI MJIH COCTOSIHHS)

HOHOJ’IHI/ITGHBHaH I/IH(I)OpMaI_[I/IH OTCYTCTBYCT.
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KpnTeplm OLICHKHU KaYecTBa MeIlI/I]_[I/IHCKOﬁ nomMoIm

KpHTepI/II/I OIICHKH KadYecCTBa HepBI/I‘IHOﬁ MeI[I/IKO-CaHI/ITapHOﬁ MNoOMOIIH

NoNe Kpurepun kavyecTBa Ounenka
BbINOJTHEHH S
1 | Bomonnen mnpuem (OCMOTp, KOHCY/IbTallMs) Bpauya I10 da/ner

NAJJIMaTUBHOW MEIMLMHCKON ITOMOLIM NEPBUYHBIN (Tpu
HE00XO0IMMOCTH B NAJVIMATUBHOM TOMOIIIN)

2 | Bommonnen mnpueM (OCMOTp, KOHCYyJbTalusi) Bpadya- Ja/ner
HEBPOJIOTa MEePBUYHBIN

3 | BemmonneH npuem (0CMOTp, KOHCYJIbTAINS ) Bpaya-TeHETHKA da/ner
NEPBUYHBIN NPU MOCTAHOBKE JIMAarHo3a

4 | BoimonHeHo MOJEKyNIsSIpHO-TEHETHYECKOE HCCIICIOBAaHUE Ha/uer
neneruii 7-ro/ wim 8-ro sk30H0B reHa SMN1 (cnuHanmpHas
aMuoTpodusi) B KPOBU BCEM IMAlMEHTaM C MOJ03PEHUEM Ha
CMA 5 ¢ 11enbio BBISIBIICHUS JISICIIUN YK30HOB 7 WK 7-8

5 BrinosHeHo onpenenenue yncna konui rena SMN2 Jla/ner

6 | BelmosiHeHO Ha3HAYCHHWE OHACEMHOTeHa a0emapBOBEKa MIIN Ha/ner
HyCHHEpCeHa™ , wiM pucaumiama** (B KauecTBe
NaTOreHETHYECKOW  Teparuu, B 3aBUCUMOCTH  OT
MEIUIIUHCKUX MOKa3aHUH U TIPU OTCYTCTBUHM METUITMHCKHX

MPOTUBOMOKA3aHHI)

Kpurepuu oneHky kayecTBa ClieuAJIM3NPOBAHHON MeIMLIUHCKON MMOMOLIHT

NeNe | Kpurepum oeHKH Ka4ecTBa Onenka
BbINOJTHEHHU S
1. BrinonHen npueM (0cMOTp, KOHCYJIbTalMs) Bpaya- Ja/Her

HEBPOJIOTa MePBUYHBINA W/WIH IPUEM (OCMOTD,
KOHCYJIbTallMs1) Bpaya-TpaBMaToJI0ra-opToIea NepBUYHbIN
W/WK IpueM (OCMOTp, KOHCYJIBTAIMs) Bpada-1yJIbMOHOJIOTa
IIEPBUYHBII

2. [IpoBeneHO JeueHUE OHACEMHOTEHOM abemapBOBEKOM WITU Ha/Het
HYCUHEPCEHOM™™, WM pucAuIIaMOM™* (B  KauecTBe
[IaTOTEHETUYECKOM  Tepalmuu, B 3aBUCHUMOCTH  OT
MEIUIMHCKUX MOKa3aHUM M IpHU OTCYTCTBUU MEIULUHCKUX
MIPOTUBOMNOKAa3aHUIN)
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IIpunoxenue Al. CocraB padoueil rpynnsl o paspadoTke  NepecMoOTpy

KINHHYCCKHUX peKOMeHI[a]_[I/Iﬁ

AnuncumoBa HMura BaaummoBHa — rederuk, ®PI'BHY «Mennko-reHeTHYECKNI
Hay4yHbIH 1IeHTp uM. akagemuka H. I1. boukoBay, wieH Acconuanuu MEJUIIMHCKUX T€HETUKOB,
KaHJUAaT MeJl. HayK;

AprembeBa Cperyiana BpoHmciIaBOBHA — HEBpOJIOT, 3aBeAylOLIas OTIAEICHHUEM
ncuxoHeBpojorun u snwientoigorun  OCII HaydHo-uccienoBaTelbCKUil  KIMHUYECKUI
MHCTUTYT neauarpuu u gerckoit xupypru um. 0. E. Benprumesa ®I'AOY BO «PHUMY UM.
H.N.IIMPOI'OBA» M3 P®, kaunuiar Mea. Hayk;

beinoycoBa Eaena /murpueBHa —  HEBpOJIOI, 3aBeAywollas  OTIEIOM
ncuxoHeBpojorun u snuienronorun OCII HayuHo-uccrnenoBarenbCKuil  KIMHUYECKUN
uHctutyt neauarpuu uM. FO.E. Bensrumesa ®I'AOY BO «PHUMY WM. H.U.ITUPOT'OBA»
M3 PO, noktop men. HayK, mpodeccop;

Baogasen JImutpuii BaaguMupoBu4 — HEBPOJIOT, BEAYIINI HAYYHBIA COTPYIHUK
otnena ncuxonesposoruu u snuienrosnorun OCII Hayuno-uccnenoBarenbCkuii KITMHUYECKUN
MHCTUTYT neauatpuu u aerckoil xupypruu um. YO.E. Benbrumesa ®I'AOY BO «PHUMY
VM. H.MITMPOI'OBA» M3 P®, nouent kadenpsl «HeBpomoruu, HEHpOXUpypruum Hu
MeIUIUHCKON reHeTHKH uMeHn Akanemuka JI.O. bapansna» nenuarpudeckoro gaxyiabTera
OI'AOY BO «PHUMY umenu H.U.ITuporosa» Munzapasa Poccuu, npe3ugeHT acconuanuu
JeTCKUX HeBposioroB B o0nactu muosioru «HEOMMOy, kannunat mes. Hayk;

Boabcknii I'puropuii bosmmcnaBoBuy — Bpau TpaBMarosor-opronen, I'AY3 TO
JUIPII «<Hagexnaa», r. TroMeHb;

Boponun Cepreii BaaagumupoBuu — rinaBubiii Bpau ®TBHY «MI'HIL», riaBHbIit
BHEIITATHBIM  CHENMAJIACT 110 MEOULUMHCKOW TreHeTuke MunsnpaBa Poccun B
JlanbHeBOCTOYHOM (esiepaTbHOM OKpYTe, KaHAUIAT MEAUIIMHCKUX HaYK;

I'epmanenko Oubra IOpbeBHa — yupeauTenbs U Ipeacenareib IpaBICHUA
omarorBoputenbHOro houaa «Cembun CMAY;

I'po3noBa Oubra CepreeBHa — BeIyUIMHA HAay4YHBI COTPYJHHUK OT/AENA JETCKOMN
Kapauosoruu U HapymeHnuid purMa cepana OCII HayuHo-uccnenoBaTenbCkuil KIMHUYECKUT
MHCTHUTYT neauaTpuu u aetckoi xupypruu uM. 10.E. Benpruimesa ®I'AOY BO «PHUMY M.
H.N.ITMPOI'OBA» M3 P®, noktop Me[. HayK;

I'yzeBa BasenTuna UBaHoBHa — HeBpoJIOr, 3aBeAyromias Kadeapoil HEBPOJIOTHH,
Helipoxupyprun U MmenunuHckoil reHetukun  DPI'BOY  BO  Cankr-IlerepOyprekuii

FOCYJApCTBEHHBIM NEAUATPUYECKUN MEIULUHCKUN YHMBEPCUTET, WICH-KOPPECIIOHIEHT
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Poccuiickoit Akagemun EcrectBo3Hanus, [ 1aBHbIN BHEIITATHBIN crienuanucT M3 PD, noktop
MeJ1. HayK, mpodeccop;

3a0HenkoBa BukTtopusa BaaagummMupoBHa — Bpauy-nabopaTOpPHBIA TI'EHETUK
JlaGopaTopun MoJekyasipHO-reHeTHdecKol guarHoctuku Ne3 ®OI'BHY MI'HII wumenu
akanemuka H.II. boukoBa, 3aBemyromas L{eHTpOM KOJIEKTMBHOTO MOJIb30BaHUsA «I'€HOM)
OI'bHY MI'HL umenu akanemuka H.I1. boukoBa, kaHauaaT MEIUIIMHCKUX HAYK;

HNxkeBckas Bepa JIeoHMI0BHA — I'€HETHK, 3aMECTUTENb JUpeKTopa no Hayke OI'BY
Menuko-reHeTH4eCKUi HaydHbld LeHTp uMmeHu akanemuka H.II. BoukoBa, mpencenarens
Poccuiickoro o61iecTBa MEIUIIMHCKUX T€HETUKOB, IOKTOP MEJ. HayK;

Unbuna Eagena  CremaHoBHa  —  HEBpPOJIOT,  3aBeAyiollas  JIETCKUM
ncuxoHeBposjoruueckum otaenenueM OCII «Pocculickas nerckas KIMHUYECKas OOJbHUIIA»
OI'AOY BO «PHUMY UM. HN.ITMPOI'OBA» M3 P®, kanauaar Mea. Hayk;

Kenuc Baagmmup MapkoBuuy — 3amectutens aupektopa DPI'bY  «Hayuno-
HCCJIE0BATENBCKUI NETCKUM oproneandeckuil nHCTUTYT umenu .. Typuepa» MuHn3apasa
Poccum, r. Cankr-IleTepOypr, pyKOBOAUTEL OTJCIICHHUS MTATOJIOTHU CTOIBI, HEHPOOPTOTIC NN
U CHUCTEMHBIX 3aboneBaHuii, uneH EBpomelickoro o0miecTBa AETCKHX OPTONEAOB U
AMepHKaHCKOH akaJieMHuH 1iepeOpallbHOTO Mapainya, J0KTOp M. HayK;

Kucesnes AHTOH BsiueciaBoBMY — 3aBenyrouiuii jaboparopueil MOJeKyJIspHON
TEHETUKHM W TEHHOW Tepanuu HaydHO-MCCIen0BaTeNbCKOTO WHCTUTYTA aKyIIEpPCTBa,
ruHekonoruu u penpoaykronorud uM. J[.O. Otra. r. Cankr-IleTepOypr, acconuupoBaHHBIN
yuacTHUK EBponeiickoro koncopuuyma TREAT-NMD, kannuaat 61osorn4eckux Hayk;

Kokopuna AHHa AJleKCaHAPOBHA — Bpad HEBPOJOT JETCKOTO KIMHUKO-
JTUAarHOCTUYECKOTO IIEHTPA KIIMHUYECKOT0 rocnuTais «Matb u gutsi», r. Tromenb, OO0 «Martb
u auTs TroMeHb»;

KoaecoB Cepreii BacmibeBH4 — pyKOBOAWUTENb OTACJIECHHUS MATOJIOTUU
no3BoHouHuka OI'BY «HMMUILL TO um. H.H. IIpuopoBa» MunsgpaBa Poccun, r. Mocksa,

JIOKTOP MEJI. HayK, mpodeccop;

Komaposa Okcana HukosiaeBHa — neiuatp, raCTpOIHTEPOIIOT, JUETOJIOT, CTapIINi
HayuyHbld CcOTpyAHMK otaena ractposHteposiornn OCII  HayuHo-uccnenoBarenbckuit
KJIINHAYECKUI MHCTUTYT nenuarpuu u aerckoil xupypruu uM. 10.E. Bensruimesa ®I'AOY BO
«PHUMY UM. H.U.IITMPOI'OBA» M3 P®, kanauaat Me. HayK;

KysenkoBa Jlrogmuina MuxailjloBHA — HEBPOJIOr, HadaidbHUK LleHTpa aerckoi

IMCUXOHCBPOJIOTHUH, 3aBCAYyOIIasd OTACICHHUCM IICUXOHCBPOJOTUHU U IICUXOCOMAaTHUYECKOM
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narojgorun ®I'AY M3 PO «HauuoHabHBIT MEIUIIMHCKUN HCcieqoBaTenbekuid Llentp
3nopoBes Jlereii», TOKTOp Mea. Hayk, ipodeccop;

Kyp6aroB Cepreii AjnekcaHapoBM4 — HEBpOJOT, TE€HETUK, (DYHKIMOHAIBLHOU
nuarHoctukd, AY3 BO «BopoHexckuil 00JIaCTHOW KIMHUYECKHH KOHCYJIbTATHBHO-
JUAarHOCTHYECKUH LIEHTP», KaHIUJaT Mel. HayK, . BopoHex;

KyueB Cepreii WBanoBuu — axanemuk PAH, mupekrop ®I'BHY «Meauxko-
TEHETUYECKUMA Hay4yHbIM LEeHTp MMeHH akagemuka H.II. boukoBay», rinaBHbBIM BHEHITATHBIN
CIIEMAJIUCT 0 MEIULMHCKON reHeTuke Mun3zapaBa Poccuu, mpencepartenb ITHUECKOTO
Komurera Munsapasa Poccun, npe3uieHT Accolanuu MEAUIUHCKUX TeHeTHMKOB Poccuu,
JIOKTOpP MEJI. HayK;

Jleonuyk Cepreii CepreeBu4u — TpaBMaTOJOr-OpPTOIE], 3aB. TPAaBMAaTOJOIO-
opTronenuyeckuM otaeneHueM No6 KIMHHKU HEHPOOPTONEIUU M CHUCTEMHBIX 3a00JieBaHUM
OI'bY «HMUIL] TO umenu axkagemuka I'.A. Nnuzapoa» MunsapaBa Poccun» Mun3apasa

Poccun, xkanauaar men. Hayk, r. Kypran;

Ounposa Ilosmmna BsyecaiaBoBHa — yueHbld cekperapb llentpa Wimsaposa,
TPaBMaTOJIOr-OPTOIE]] KIMHUKH ATOJIOIMU TO3BOHOYHUKA U PEJIKUX 3a00J1€BaHUN OTACICHUS
Ne9 OI'BY «<HMMUI] TO umenu akagemuka I'.A. Mnuzapoa» Munznpasa Poccun, kanauaar
MeJl. HayK, I. KypraHg;

IHoseBnuenko Enena BuaagmmmpoBHa — mnpodeccop Kadeapbl OHKOJIOTHH,
reMaToJIOTHH U JTy4eBO# Tepanuu neauarpuyeckoro gaxyibrera ®DIAOY BO PHUMY umenun
H.J. TTuporoga, unen IlpaBnenus Accounanuu npopecCuoHaIbHBIX Y4aCTHUKOB XOCITMCHON
IIOMOIIH, JOKTOP MEJI. HayK;

IousikoB Anexkcanap BiragumMupoBuy — reHeTuk, 3aseayromuii nadoparopueit JJHK
quarHoctukun OI'BHY Menuko-reHeTuyecknii Hay4dHbli LEHTp uUMeHH akaaemuka H.IL
BoukoBa, unen-koppecnonieHT PAH, nokTop 6nonoruyeckux Hayk, npodeccop;

IHonkoB /Imutrpuii ApHOJBAOBHY — TPABMATOJIOT-OPTONE BBICIIEH KaTErOpHH,
PYKOBOAUTENb KIMHUKH HEHpoopTomenuu M cucteMHbix 3aboneBanuit ®I'bY «HMUIL] TO
uMeHu akanemuka I'.A. MnuzapoBa» MunsapaBa Poccun» Munznpasa Poccun, r. Kypras,
JIOKTOp MeJl. Hayk, npodeccop PAH, unen-kopp. @paHiry3ckoit akaieMUH HayK;

IonoBuu Codus I'eoprmeBHa — miaqmuii Hay4dHBIH COTPYAHHUK Jaboparopuu
HepBHBIX Oosie3Helt LlenTpa merckoii ncuxoneBposorun OI'AY «HMMUL] 3m0poBbst mereii»
Mun3znpasa Poccuy;

IIpoxonses I'ennaguii I'epMaHOBHY — aHECTE3MOJIOr-PEAHUMATOJIOr, JOLICHT

Kadeapsl OETCKOM aHEeCTe3MOJIOTMH M MHTEHCHBHOH Tepanmnu ®YB OI'AOY BO PHUMY
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nmenu H. W. Tluporosa, Beaymiuii HAy4yHbIH COTPYIHUK U 3aBeayrOlMi oTaenenrneM «HaydHo-
[IPAKTUYECKOr0 LEHTpa CHEUUAIU3UPOBAHHON MEIMLMHCKOM IoMoIIM aeram» um B. O.
Boiino-Icenenkoro JlenapramenTa 34paBoOXpaHeHus I. MOCKBBI, KAHAWAAT MEJ. HayK;

Penmna Caeriiana AdaHacbeBHA — Bpauy-T€HETUK, OTHAEJI OpraHU3aluu
MenuiHcko momom @I'BHY "Menuko-reHeTH4eckii HaydyHblid EHTP UM. akajgeMuka H.
I1. boukoBa", KaHAUAAT MEJI. HAYK;

Pynenko [Amutpuii UropeBuu — 3amectutens riaBHoro Bpaua CII6 I'BY3
«l"oponckas muorompoduminbHas OonbHHIa Ne2y Cankt-IlerepOyprckoro MenuIMHCKOTO
Yuusepcurera um. WL.I1. [1aBnoBa. noktop Mes. Hayk, mpodeccop;

Paobix Tarbsina BukTopoBHa — Bpay-nienuarp, 3aBEAYIONINI OTAEIEHUEM-Bpay-
neauatp «Mencu», Bpad BBICIIEH KaTErOpUu;

Psa6bix Cepreii QOueroBu4 — 3aMecTUTeldb TUPEKTOpa IO HAy4yHOU padore,
pyKoBOAMTENb OTnena jaerckoi TpaBmarosioruud u oproneauu OCII HUKW nemmarpuu u
nerckoil xupyprum um. akagemuka O.E. Benstumesa ®I'AOY BO PHUMY um. H.U.
[Tuporosa Munzapasa Poccun, . MockBa, ipodeccop kadenpsl TpaBMaTOIOTHH U OPTOTICTHH
meaunuHckoro ¢akynprera CIIGIY, TpaBmaTonor-opTorne] BbBICHICH KaTErOpHH, 4IEH
MEXPETHOHAIBHOM accolaliyl XUpPyproB-BepTeOpoJIOroB WIEH BCEPOCCUICKOro 00IecTBa
TPaBMAaTOJIOrOB-OPTOIEN0B, TOKTOP MEJI. HAyK;

Caun Imutpuii MuxailioBu4 — HEHpOXUPYpr, TPaBMATOJIOr-OPTOIE, 3aB. 3aB.
TPaBMAaTOJIOr0-OPTONEINYECKUM OTAeNeHnEeM NeQ KIMHUKM IaTOJIOTMM IO3BOHOYHHMKA U
penkux 3aboneBanuiit ®I'BY «HMUI[ TO umenn akanemuka I.A. Unuszaposa» MuHn3npasa
Poccum» Munznpasa Poccun, kanauaar meq. Hayk, r. Kypran;

Canero Eaena IOpbeBHa — HeBpoJor, 3aBeiylOUIMil O0OJaCTHBIM LIEHTPOM
NaJTHATUBHOW MenuuuHCKoM momomiu aetsMm ['AY3 CepanoBckoit obmactu «ObmacTHas
JeTcKas KIuHu4Yeckas 6onapHHULa» (CBepioBcKas 00J1acTh), T1aBHbBIM BHEIITATHBIN JIETCKHUM
crienaiaucT MuHuctepcTBa 3apaBooxpaHeHus Poccuiickorn @enepanuu 1mo HaIMaTUBHOU
MOMOIUIH B Y pasibcKoM (hefiepaibHOM OKpYTe.

Cy00otun [mutpuii MuxaiijoBu4 — HayyHbId COTPYIHHUK J1abopaTopuu
HelporeHetuky, Bpaud-reHeTUK @OI'BHY «Menuko-reHeTH4ecKkuii Hay4HbId LIEHTP UM.
akagemuka H.I1.boukoBay, uiieH Accoryanuy MEAUIMHCKUX TeHETHKOB;

CyciioB Bacunuii MuxaiijioBU4 — HEBPOJIOT, aCCUCTEHT Kadeaphl peadMInTOIOTUN
®II u AIIO, ®I'bOY BO «Cankt-IletepOyprckuii rocyaapcTBEHHBIH MMeAMATPUUYECKUN

MEIULMHCKUHN yHUBEpcuTeT» Mun3npasa Poccuu;
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Tozmmsan Eaena BacmiabeBHa — jnerckuili sHaokpunosnor, OCII Hayuyno-
UCCJIEJIOBATENIbCKUI KIMHUYECKUIT MHCTUTYT Neauarpuud U aerckoil xupyprum um. lO.E.
Bensrumesa ®Ir'AOY BO «PHUMY UM. H.U.ITUPOI'OBA» M3 P®, kanauaar MeJ. HayK;

TperbsikoBa AHacracusi HukoaeBHaA — aHECTE3UOJIOI-PEAHUMATOJION BBICIIECH
kareropuu, ®I'bY «HMMUII TO umenu [Tpuoposa» Munznpasa Poccun, r. MockBa;

YBakuna EBrenus BuaagumMupoBHa — K.M.H., CTapliMii HAay4HBIA COTPYIHUK
naboparopun HepBHBIX Oone3Heil lleHtpa aperckoil mncuxoneBponoruu, ®I'AY «HMUIL]
310pOBbs AeTei» Munzapasa Poccuu;

®exancroB [Imutrpuii AnexcanapoBuuy — Bpau Tpamatosor-opronen; OCII
Hayuno-uccienoBarenbckuii KIMHUYECKUNH WHCTUTYT MEIUATPUU U JETCKOH XHPYPTUU UM.
10.E. Benbrumesa ®I'AOY BO «PHUMY WM. H.U.ITMPOI'OBA» M3 P®;

®uiaatoB Erop IOpseBMu — Bpau TpaBMATOJOr-OpTONE] KIMHUKH MATOJOTUU
MMO3BOHOYHMKA M penkux 3aboneBanuii ®I'BY «HMUI[ TO wumenu akagemuka [.A.
WNnuzapoBa» Munszapasa Poccun, r. Kypran, kKanaunar MEIMIUHCKUX HAYK;

Kondmukt naTepecos:

Anmncumona Mara BaguMoBHa Her

AprembeBa Ceetnana | O6pa3oBaTelbHbIE TPAHTHl U TOHOPAPHI 32 JEKIIUU

BbponuciaBoBHa ot komnanuii Auccen, Pom, PTC no mpobGiemam
HEPBHO-MBIIIEYHBIX 32a00IeBaHMIA
VYperynupoBanue KOH(JIMKTa — HE UMEET

(hMHAHCOBBIX MHTEPECOB B YKa3aHHBIX KOMMAHUSIX,
HE  y4YacTBOBAJIA B  HANMCAaHUM  pasjelia
«Ilatorenernyeckas Tepanus»

benoycosa Enena JImutpueBna I'onopap ot kommnanuu Sxcen Cumar 3a JIEKIUI0
VYperynupoBanue KOH(IUKTa — B  JIEKIHH
00CYKJJAJINCh TOJIBKO BOMPOCH! AarHocTuk CMA
Bnopasen JImutpuii Bnagumuposuu | ['aBHBIN HCCIIeI0BAaTEND B MEKTYHAPOIHBIX
KJIMHUYECKUX MPOTOKOJIAX CO CIIOHCOPCTBOM
xommannii F. Hoffmann-La Roche, Novartis,
Biogen, NS Pharma, Sarepta Therapeutics, Pfizer.
I'onopap 3a nekuu ot komnanuit PTC
Therapeutics, F. Hoffmann-La Roche, P-dapwma,
Novartis, Farmamondo Biomedica.
VYperynupoBanne KOH(JIMKTAa — HE HUMEET
(hMHAHCOBBIX MHTEPECOB B YKa3aHHBIX KOMMAHUSIX,
HE  y4YacTBOBaJl B  HAalMCaHWUW  pazjena
«ITatorenernyeckas Tepanus»

Bonsckuit I'puropuit bonucinasosuu | Her

Boponun Cepreit Bnanumuposnu l'onopapsl 3a nexkuuu oT KoMmanuii Hosaprtwuc,
SIuccen, Por.
VperynupoBanue KOH(QIMKTa — B  JIEKIHUH
00CyX1aTHMCh TOJIBKO BONPOCH quarHoctuku CMA
B pamkax PHC.

I'epmanenko Onbra FOpseBHa Her
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I'po3noBa Onbra CepreeBHa

Her

I'yzeBa Banentuna llBaHoBHa Her

WxeBckas Bepa JleonnnoBHa Her

Wneuna Enena CrenanoBHa Her

3abnenkoBa Bukropus Her

BrnagumupoBHa

Kenuc Bnagumup MapkoBuy Her

Kucenes Anton BsdeciaBoBuu Her

Kokopuna AHHa AnekcaHIpoBHa Her

Konecos Cepreii BacunbeBuu Her

Komaposa Okcana HukonaeBna Her

Ky3enkosa Jlronmuna MuxaitnoBaa l'onopap 3a gmekuum ot komnanuii PTC
Therapeutics, Roche, Novartis, Succen.
VYperynupoBaHue KOH(pIUKTa — HE HUMeEeT

(1)I/IHaHCOBI)IX HHTCPECOB B YKAa3aHHBIX KOMIIAHHUAX,

HE  y4yacTBOBaJ B  HANMCAaHUM  paszjena
«[Tatorenernyeckas Tepanus»

Kyp06artos Cepreit AnekcanipoBud Her

Jleonuyk Cepreit CepreeBud Her

Ouuposa [Tonnna BsuecnaBoBHa Her

IToneBnuenko Enena Bnagumuposna | Her

ITonkoB JIMuTpuii ApHOIBAOBUY Her

[TonoBuu Codust ['eopruenna I'onopap 3a gnexumm or kommanui PTC
Therapeutics, Roche, Novartis, SInccen.
VYperynupoBaHnue KOH(pIUKTa — HE HUMeEET

(1)I/IHaHCOBI)IX HHTCPECOB B YKAa3aHHBIX KOMITAHHUAX,

HE  y4acTBOBAI B  HAalMCaHMM  pasJena
«Ilatorenernyeckas Tepanus»

[TonsxoB Anekcanap Bnagumuposuu | Her

IIpokonwes ['ennaguit 'epmanosuy | Her

Pennna Ceernana AdanacbeBHa Her

Pynenko Imutpuii Mropesny Her

Ps0bix Tatbsina BukTopoBHa Her

Ps6s1x Cepreit Onerosuy Her

Casun Imutpuit Muxainnosud Her

Canero Enena IOppeBHa, Her

Cy660tun Imutpuit MuxaitioBuu Her

CycnoB Bacunuii MuxainoBuy Her

TosnusH Enena BacuibeBHa Her

TperbsikoBa AHacracus Hukonaesna | Her

VYBakuHa Esrenus BiagumuposHa I'onopap 3a gnexkumm ot kommanuii PTC
Therapeutics, Roche, Novartis, SIaccen.
VYperynupoBanue KOH(pIMKTAa — HE HMEeT

(bHHaHCOBBIX HHTEPECOB B YKA3aHHBIX KOMIIaAHUAX,

HE  ydyacTBOBAI B  HAaNMCaHMM  pasjena
«[laToreHernyeckas Tepanus»

DexmcToB Hmutpuii | 'onopap 3a nexkuumm ot  komnanuiit  PTC

AJekcaHapOBHY Therapeutics, Roche, Novartis.
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VYperynupoBaHue KOH(PIUKTa — HE HUMEET
(hMHAHCOBBIX MHTEPECOB B YKA3aHHBIX KOMIAHUSIX,
HE  ydyacTBOBaJI B  HAaNMCaHMM  pasJiena
«ITatorenernyeckas Tepanus»

®unaroB Erop IOpreBuu Her

IIpunoxenue A2. MeronoJiorus pa3padoTKi KJIMHHYECKHUX PEKOMEH A i

IleseBasi ayIUTOPHA JAHHBIX KJIMHHYECKHX PEKOMEHIAIMIA:

Bpau-reneruk

Bpau-nespouior
Bpau-TpaBmaroior-opromnen
Bpau-neitpoxupypr

Bpau-niennatp
Bpau-anecre3nonor-peanumMaTosor
Bpau-ractposnreposnor
Bpau-gueromnor
Bpau-nyneMoHoI0T

Bpau-nerckuii kapauonor

Bpau o sieue6HOM U3KyIbTYpE
Crynentsl MmenuuuHcKkux BY30B, oparHATOPHI, aCIMPAHTHI.

Metoabl, ucHoJab3yeMmble AJs1 cOopa/celeKIIMM [10Ka3aTeJbCTB: TIOHUCK B
AJIIEKTPOHHBIX 0a3aX AaHHBIX.

OnucaHue MeTOOB, MCHOJb30BAHHBIX [IJIA OLEHKH KadyecTBAa MW CHJIBI
JA0KA3aTeJIbCTB: JOKa3aTeNbHOM 0a30il AN peKOMEHJalui SBIAIOTCS MYOJIMKAIUH,

Bomeamue B KoxpeiHoBckyro 6ubanotexy, 6a3pl nanasix MEDLINE u PubMed.

I'nyouna noncka — 10 net.
MeToabl, HCMOJIL30BAHHBIE VI OLEHKH Ka4eCTBA H CHJIbI I0KA3aTeIbCTB:

® KOHCCHCYC OKCIICPTOB;
® OICHKa 3HAYUMOCTHU B COOTBETCTBHH C pCﬁTHHFOBOﬁ cxeMoi (CXCMa HpI/IJIaTaCTCﬂ).

MeTOZIl)I, HCHOJIB30BAaHHbIC 1JIA AaHAJIN3A J0KAa3aTeJbCTB:
L4 0630pLI OHY6JII/IKOB8.HHLIX METa-aHaJIn30B,

® CHCTCMAaTUYCCKUC 0630pBI C Ta6J'II/II_[aMI/I JA0Ka3aTCiIbCTB

Onucanue METO0A0B, HCIIOJIB30BAHHBIX /IJIf aHAJIN3Aa J10Ka3aTEeJIbCTB

IIpu otbope mnyOnukauui, Kak TOTEHUUAIbHBIX HCTOYHUKOB JOKA3aTebCTB,
UCTOJIb30BaHHAsT B KaXJOM MCCIIEOBAHUU METOJOJIOTHS H3ydaeTcsl JUIs TOT0, 4YTOOBI
y0eauThcss B €€ BaTUAHOCTU. Pe3ynbprar HM3ydeHHs BIMSET HAa YpPOBEHb JIOKa3aTeNbCTB,
NpUCBAaUBaeMblil MyOIMKalMK, YTO B CBOIO OYepeib, BIMIET Ha CHIIy peKkoMeHmauuid. Jlis
MUHMMH3ALUN [TOTEHIMAIBHBIX OMIMOOK KaX10€ HCCIIEOBAHUE OLICHUBAJIOCh HE3ABHCUMO.
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JIroOble pa3nuyus B OICHKAaX OOCYXIATUCh BCEH IPYMION aBTOPOB B MOJHOM cocrtase. [Ipu
HEBO3MOYKHOCTH JOCTHIKEHHSI KOHCCHCYCA IIPUBJICKAJICS HE3aBUCUMBIN YKCIIEPT.

B JAaHHBIX KIMHHUYCCKUX PCKOMCHAAUUAX BCC CBCACHUA PAHKHUPOBAHLI 110 YPOBHIO
JIOCTOBEPHOCTH (J10Ka3aTeabHOCTH) wid YJI/l B 3aBUCHMMOCTH OT KOJIMYECTBA U KauecTBa
UCCIICIOBaHMI 10 JaHHOM mpobieme (Tabnuna 3 u Taduuia 4).

Taomuma 3

[IIkama OIEHKH YpOBHEW JOCTOBEPHOCTH JokazarenbctBa (Y1) mms meromoB
JUArHOCTUKH (IHarHOCTHYECKUX BMEIIATEIbCTB)*
YA [PacumdpoBka

CucreMaTH4eCcKHe O630pI>I I/ICCJ'IG,HOBaHI/Iﬁ C KOHTPOJIEM pe(bepeHCHBIM MCTOJAO0M HJIN

licucTemMaTnueckuit O630p PAaHAOMHU3HUPOBAHHBIX KIIMHUYCCKHX HUCCIICIOBAaHUN C
[MPUMCHCHHUECM MCTa-aHaJInu3a

OTtaenpHbIE UCCIIEIOBAaHUS C KOHTPOJEM pedepeHCHBIM METOAOM WM OT/EIbHBIE
5[PAHAOMH3HPOBAHHBIE KIMHHYECKHE HCCIE/IOBAHAA H CHCTEMATHYECKHE 0030pBI
UCCIIeIOBaHUM  JTr000ro  AM3aiiHa, 3a MCKJIIOYEHMEM  PAaHJOMHU3HMPOBAHHBIX
KJIMHUYECKHUX MCCIIEeI0OBaHUM, C IPUMEHEHUEM MeTa-aHalIu3a

HccnenoBanust 0e3 IOCIEN0BAaTEIbHOIO KOHTPOJIA PEe(YEPEHCHBIM METOIOM WU
g[ACCTe/IOBARNS € pedepeHCHBIM METOJIOM, HE SIBJISIFOIIMMCS HE3aBHCHMBIM OT
MCCIJIEyEMOI'0 METO/1a UJIM HEPaHI0MU3UPOBAHHbBIE CPABHUTEIIbHBIE UCCIIEA0BAHNUS,
B TOM UYHCJI€ KOTOPTHBIE UCCIIEJOBAHUS

o

HecpaBHHTeanme HCCIICO0OBAaHUs, OITMCAHUE KIIMHUYCCKOTO CiIyvdas

(6}

Mmeercst muinbs 000CHOBaHUE MEXaHU3Ma I[eﬁCTBHSI HJIM MHCHUEC SKCIICPTOB

Tabmumna 4
[llkama omeHKH ypoBHe#H mocroBepHOocTH mokazarensctB (YJI) mis meronoB
npoUIAKTUKY, JICYEHUS, METUIMHCKOM peadmnuTalnuy, B TOM YHCJIE OCHOBAHHBIX Ha
MCIIOJIb30BaHUU MPUPOAHBIX (AKTOPOB (MPOPUIAKTUUECKUX, JIEUEOHBIX, peaOUIUTAIIMOHHBIX
BMENIaTeIbCTB)™
Y/ [PacumdpoBka

CucremaTudeckuii 0030p paHIOMHU3MPOBAHHBIX KIMHUYECKUX HCCIEOBAaHUM C

1

IMPUMCHCHUEM MCTa-aHaJI3a

OTI[GJ'ILHLIC PaHAOMU3HUPOBAHHBIC KIIMHUYCCKUEC UCCIICAOBAHNA U CUCTCMATUYCCKUC
2 0630pLI HCCJIeI0BaHUM J1000r0 ,HI/I3aI>'IHa, 34 HCKIIFOYCHUCM PAHIOMH3UPOBAHHBIX
KIMHHUYCCKHUX I/ICCHG}IOB&HI/IffI, C IPUMCHCHHUEM METa-aHalln3a

HepaHI[OMI/ISI/IpOBaHHI)Ie CpPaBHUTCIILHBIC HCCICA0OBAaHNsA, B TOM YHCJIC KOT'OPTHBIC
HNCCICI0BaHUA

HeCpaBHI/ITeJ'IBHBIe HUCCIICA0BaHMs, OIMMCAHUEC KIMHUYCCKOro cliydasd HJINM CEPpHUU
CJIydacB, UCCIICAOBAHNEC ((CJ'Iy‘IElﬁ-KOHTpOJ'II:»

HMeeTcs TUIb 000CHOBAHHE MEXaHH3Ma JIeHiCTBUS BMEIIaTeIbCTBA (I[OKJ'II/IHI/HICCKI/IC

I/ICC.HGI[OBaHI/ISI) HJIM MHCHUC SKCIICPTOB

Jlanee onpenensiics ypoBeHb YOSAUTEIHPHOCTH PEKOMEH AN — Tabuia 5

Ta0muma 5
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[Ikama oIeHKH YpoBHEH yOemureapbHOCTH pekoMmenmanuii (YYP) mns meromos
npoOUIAKTUKHA, TUATHOCTHKH, JICUYCHHS, MEIUIMHCKON peadwiIuTanud, B TOM YHCIE
OCHOBaHHBIX Ha HCIOJH30BAHWU MPHUPOJIHBIX JEUCOHBIX (aKTOPOB (TPOPUITAKTHICCKHX,
JTUATHOCTHYECKHX, JIEYCOHBIX, peaOMIINTAIMOHHBIX BMEIIATEIILCTB) *.

YVP Pacmmmdposka

CunbHass pexkoMeHJanus (Bce paccMaTpuBaeMble KpPUTEPHH IPPEKTUBHOCTH

(I/ICXO[[BI) SABJIIKOTCA  BaXHBIMH, BCEC HCCICAOBAHUA HMMCIOT BBICOKOC HIIHN
YAOBJICTBOPUTECIIBHOC MCTOAOJIOTMYICCKOC KAa4YCCTBO, UX BbIBOJbI 110 UHTCPCCYIOIIHUM
NCXO0aaM SABJIAKOTCA COI‘JIaCOBaHHBIMI/I)

YcinoBHas pekoMeHaanus (He BCe paccMaTpuBaemble KpuTepuu 3(PGEeKTHUBHOCTH
(ucxonpl) SBISIOTCS BaXKHBIMHM, HE BCE MCCIEIOBAHUS HMEIOT BBICOKOE WIU
YIIOBJIETBOPUTEIHLHOE METOJOJOTHUECKOE KAueCTBO W/WIM HMX BBIBOJBI  I10
MHTEPECYIOIIMM UCX01aM HE SBJISIOTCSI COIJIACOBAHHBIMHU )

Cnabas pexomennanusi (OTCYTCTBHE J0KA3aTeNbCTB HaJJIEXKAIEro KadecTBa (Bce
paccMmarpuBaeMblie KpuTepuu 3H(HEeKTUBHOCTU (MCXOIbI) SABISIOTCS HEBAXKHBIMH, BCE
WCCIIEIOBAHHUSI UMEIOT HHU3KOE€ METOJO0JOTHYECKOE KAayeCTBO M HX BBIBOJBI IO

MHTEPECYIOIIMM UCX0J1aM HE SIBJISIOTCSI COTJIACOBAHHBIMHU )

* Marepuaibl TS pa3paboTku KJIMHUYECKUX PEKOMEH JalHi
https://rosmedex.ru/kr/reco
IMopsinok 00HOBJIEHUS] KIMHUYECKUX PEKOMEH A,

Mexanu3sm OOHOBJIEHHMS KIMHHYECKUX PEKOMEHJAIMi MpeaycMaTpuBaeT HX
CHCTEMAaTHUYECKYIO aKTyaTH3alliIo — HE PEXKe YeM OJIUH pa3 B TPH roj1a, a TAKXKE MPH MOSBICHUN
HOBBIX JAHHBIX C TIO3UIIMU JOKA3aTeIbHON MEIHMIIMHBI IO BOMPOCAM JHATHOCTUKH, JICUCHHUS,
NpOPMIAKTUKA ¢ pPeaOUIUTAIMM KOHKPETHBIX 3a00JIeBaHUM, HAJIMYMA OOOCHOBAHHBIX
JIOTIOJTHEHHU/3aMedaHuit K paHee yrBepaEHHBIM KP, Ho He yare 1 pa3a B 6 mecsiieB.

puiaoxenue A3. CnpaBouHble MaTEepPHAJIbl, BKJIKYAsl COOTBETCTBHE
NMOKA3aHNH K MPUMEHEHUIO U MPOTUBONOKA3aHU i, ClIOCO00B MPUMEHECHUSA U
103 JIEKAPCTBEHHBIX NMPENapaToB, MHCTPYKIMHU M0 MPUMEHEHUIO

JEKAPCTBCHHOI'O IIpemaparta

1. Ilpuka3 Munsapasa Poccuu (MunucrepctBo 3apaBooxpanenus P®) ot 13 oktsa0ps
2017 r. Ne804H "Ob YTBEPXXIEHNN HOMEHKJIATYPbI MEAUIIUMHCKUX YCIIVT

2. Ilpuxaz MunucrepctBa 31paBooxpaHeHusi PO ot 7 oxtsaops 2015 r. Ne 7001 "O
HOMEHKJIAType CIHEUAIbHOCTEH CHEelMaTUCTOB, HMEIOIIUX BBICHIEE MEIULUHCKOE U
dapmareBTuyeckoe oopazoBanue”

3. Ilpukaz MunuctepcTBa 3apaBooxpanenust Poccuiickoii @eneparun ot 14 nexabps

2012 r. Ne 10471 "O6 yrBepxxkaenuu llopsaka okazaHuss MEAMLIMHCKOW TMOMOIIM JIETSM IO
npoduiro "HeBposorus"
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https://rosmedex.ru/kr/reco

4. VIHCTpYKIMS TIO TPUMECHEHHUIO JICKApCTBEHHOTO Mperapara HYCHHEpCEeH*™ oT
19.08.2019 JII1-005730, nmoctymHO Ha BeO-mopTtasie [ 'ocymapcTBEHHOTO —peecTpa

JIeKapCTBeHHLIX CpeI[CTB I10 CCBIJIKC:
http://grls.rosminzdrav.ru/Grls View v2.aspx?routingGuid=53afdec7-1b35-4583-bb11-
d5f7c5d2546a&t=

Ipuioxkenue b. AiropuT™Mbl JeHCTBUH Bpaya

1. Aaroputm quarnoctuku CMA 50

Nopo3speHune

Ha CMA?

WccnepoBaHue myTtauuii B
reHe SMN1 Bcem naupeHTam

cnogo3peHnem Ha CMA 5q ¢

y v v

0 Konui 1 konua 22 Konui

KposHoe
poacTso?

CekBeHMpOBaHMWe reHa

JunarHos noaTsepKaeH

SMN1

.

JMarHoCTUKa HOCUTEeNbCTBA

[Lpyroe

Yucno Konuii reHa SMN2

Yy poguteneu 3abonesanue?

OnpegfeneHve akTUBHOCTU KPeaTUHKMHA3b! B
[lMarHoCTMKa OCNOXKHEHMI CO CTOPOHI KpoBW, dneKkTpomuorpadums uronbyatas (ogHa
MbILWLLLA), DNeKTpoHerpomuorpadua
CTUMYNALMOHHAA OJHOTO HepBa, NPOBeAEHME UHbIX
MOJIEKYNIAPHO-TEHETUYECKUX UCCNEN0BaAHUI

[bIXaTeNbHOMN, ONOPHO-ABUIaTeIbHON,

I'IMLIJ,eBapMTeﬂbHOI’I n ap. cmctem
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http://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=53afdec7-1b35-4583-bb11-d5f7c5d2546a&t=
http://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=53afdec7-1b35-4583-bb11-d5f7c5d2546a&t=

2. AJITOPHTM TAKTHKH OPTONEINYECKOH TAKTHKH JMATHOCTHKH M JeUeHHs CKO0JH03a Y

nanuenta co CMA 59

NMopo3peHune Ha
UcKpuBNEeHUe? Het

(KRNMHWYecKuit
ocmoTp)
PeHTreHorpadua no3BoHoOYHOro ctonba HabniopeHve

(PeHTreHorpacdus NO3BOHOYHMKA,
cneuuasnbHble UCCAeA0BaHUA U NPOEKLMM)

Kakos yron
HCKPHBIICHYS TI0
Ko60y?

>15-20°

<15-20°

PaccmoTpeTb xvpypruyeckyro

Habnioaenue u HoweHue KopceTa u KOPPEKLMIO

KOHTPO/1b KOHTPO/1b

Cdopmuposanca nu
ckenet?

MeToz «pacTyLumx
CnoHaunoges ctepkHen», VEPTR,
MarHWTHbIE CTEPXKHM
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3. AJIropuTM pecnuparopHoii nmoaaep:kku v nanmuenta co CMA 59

KakoBo ¢yHKUMOHaNbHOE

cocTosHue?

He cngut camocrosaTenbHO

CnauT CamMoCcToATeNIbHO XoauT caMoCTOATENBHO

AKTUBHbI nouck AH

MNouck OH
(kawnesan oyHKLmaA, PtCO2, PetCO2,

?
(kawnesas dpyHKUpA, UccnepoBaHme CRLAEEE R
“ccnenoBaHUA BO BpeMa cHa)

(vudexummn BAM, anHoe
HECNPOBOLUMPOBAHHbIX AblXaTeNbHbIX

W TMNOBEHTUNALMMN
06EMOB 1 NOTOKOB, nccnenosaHua Bo

BPEMS CHa)

Het
Maccax rpygHoi KNeTku meauLmHCKUM,
\4
MexaHuyeckuit nHcydpdnatop-acnm HainpeHna
o AblxaTenbHas .
HEeJ0CTaTOYHOCTb? Habnoaenne

MOHUTOPUHT razoobmeHa,

KeNyA0UYHO-NULLEBOAHOTO pedtoKca,

rnoTaTesibHOM GyHKLUK

[H = pbixaTenbHas HeAOCTaTOYHOCTb,

PtcO2 = TpaHCKyTaHHaA Ny/JbCOKCUMETPUSA
PetCO2 = napumanbHoe pasneHne CO2 B
KOHLLe CMOKOMHOro BblA0Xa
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4, AaroputM npeacumoromMarndeckon repanuu CMA 59

CKPUHUHT HOBOPOXAEHHbIX

MoaTeepskAatOLWLMiA TecT

Onpepenexve uucna

Konuii rena SMIN2

v v

v

1 konua SMIN2

BeposaTeH 0 Tvn CMA

2 konuun SMIN2 3 konun SMN2

BeposaTeH 1 Tn CMA BeposteH 2/3 Tun CMA

4 konumn SMN2
BeposTeH 3/4 Tun CMA

I

JleyeHue B cyyae UCTUHHOMN

[LOKIMHUYECKON CTagmnn

MaToreHeTnyeckan Tepanua

HabntoaeHwe,
nevyeHune npu

BO3HWKHOBEHUU CUMIMTOMOB
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Hpuioxenue B. Undopmanus 1 nanueHTa

Y10 TaKkoe CMUHAJIbLHASI MbIILIEYHASA anO(l)l/lﬂ?

CrnuHajibHast  MBIIIEYHAas

arpous

(manee CMA) 3TO TEHETHUYECKOE,

nporpeccupyloliee, HHOTIa CMEpTeNIbHOE HEPBHO-MBIIIEYHOE 3aboneBanue. Hecmotpst Ha To,

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

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

IpUYMHON cMepTu feteit 10 2 ner®®. HeszaBucumo oT Tsxectn, Bce monu co CMA Tepsior

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

CMA 00bIYHO MOAPA3AeIsSIOT HAa 4 OCHOBHBIX THNA®:

CMA 1 tuna

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

MMPpOAOJDKUTCIIBHOCTL KU3HU COCTABJIACT <2

CMA 2 tTuna

IIposiBnsiercst B Bo3pacte oT 6 10 18

MCCAIICB. HpI/I CCTCCTBCHHOM  pa3BUTHU

3a0071eBaHus JACTH HC JOCTUI'al0T

CIIOCOOHOCTH XO0AUuThb, MOXCT Tpe6OBaTLC${

MOCTCIICHHO TCPAOT NOABHUKXHOCTb, MHOI'IA

U CITIOCOGHOCTD XOIUTH!

HUCIIOJIB30BaHUC MOTOpI/I3OBaHHOI71
J'IeT8 9] 1
MHBAJIMIHOU KOJISICKU
CMA 3 tTuna CMA 4 tuna
I[I/Ial" HO3 MOXET BOSHHKHyTb BIIJIIOTH I[I/IaF HO3 06LI‘{H0 yCTaHaBHI/IBaeTC}I B
o MOJIPOCTKOBOTO BO3pacra. IIpu | 3pemom  BO3pacte. Ilpu  ecrecTtBeHHOM
CCTECCTBCHHOM paSBI/ITI/II/I 3360J’I€BaHI/I${ I10CJIC paSBI/ITI/II/I 3216OJ'[€BaHI/IH JIFOAN MOFYT
nepnozla HOpMaJ'H)HOFO paSBI/ITI/ISI JIFOAW | UCIIBITBIBATH YMepeHHBIC ABUT'AaTCIIBHBIC

HapyIIEHHs ¥ MBIILIEYHYIO CTa6oCTh!
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IMlpu CMA Bo3HuKaeT AUCHYHKUHUA HIM THOEJb 0-MOTOHeiipoHoBl. a-
MOTOHEHPOHbI CIHUHHOIO MO3Ira MHHEPBHPYIOT CKeJeTHbIe MbIIIIbLI M OTBEYAKT 3a

COKpaleHu e MbIIIIII.

-\

CnuHHOM \
MO3r \

Mbiwbi

\ HopmMmaneHbin \ .

“_ O-MOTOHEHpPOH |
R /"

N3-3a HenocTaTka ocodoro oeska — 6eqaka SMN — npu CMA Bo3HUKaeT rudelib o-

MOTOHEHPOHOB

-\
Y\ Atpodun
CnuHHOM ‘\ MbillL
MO3r \
l\.
\C
O-MOTOHEeN POH |

npu CMA )

— -—'/‘
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Beaox SMN HeoOxoaum i1 GyHKIMOHMPOBAHMS MOTOHEHPOHOB B CIHHHOM

mo3sre!

B cumrese OGenka SMN

6

Y4acTBYIOT 2 T€Ha

SMN1

o Hctounuk maioro
OCHOBHOI UCTOYHUK

KOJIM4YECTBaA
oenka SMN

(yHKIIMOHATBLHOTO OenKa

IIpu CMA koauyecTBO cuHTe3npyemoro Oeaxka SMN HexocTaToyHO 1Js
BbI)KHBAHHUS HEliPOHOB

*3abosieBanne CMA BbI3BaHO Jenerueit nwim myramnueit rera SMN1, 94To mpuBoauT K
CHIKEHHIO ypoBHs Gemka SMN*
*Ecimn rer SMN1 He paboTtaeT, eJMHCTBEHHBIM UCTOUHUKOM Oesika SMN cTaHOBHTCS

red SMN2, ogHako oH MPOU3BOAUT HEAOCTATOYHO (DYHKITMOHATLHOTO OeKa SMN®

CHuKeHue skcnpeccun SMN CHuKeHune Konuyecrtsa

SMN1 SMN2

L
O

@
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Kak nposiBiisieTcsi CHUHAIbHASI MbILIEYHAS aTPo(us y pedeHka?

Y  Kaxaoro TmMamMeHTa CO CIHHAJIBHOW MBIMICYHOW arpoduel  MMETCs
WHUBU]IyaJIbHbIC HAPYIIECHUS, & CHMIITOMBI MOT'YT Pa3JIMuaThbCs B 3aBUCUMOCTH OT BO3pacTa
Havaja U TSHKECTH 3a0o0iieBaHus. [[eTH MOTYT UCHBITHIBATH MPOTPECCUPYIONIYIO CIIa00CTh B
MBIIIIIIAX, PACIIOJIOKEHHBIX OJIMKE K LIEHTPY Tea, TAKUX Kak Iuieun, 0eapa u Ta3. MoryT Takke
TIOPaXKaThCs MBIIIIIBI, YYACTBYIOIINE B IBIXaHUH M II0TaHHN.

CrnuHanbpHas MebInIeyHas arpodusi He BAWSICT HAa HEWPOHBI, OTBETCTBEHHBIC
untesuiext. 10

Yro Hy:kHO 3HATH 0 TeHe SMN27?

VY Bcex OOJBHBIX CHUHAIBHOW MBINIEYHOW aTpoduell mMmeercs XOoTs Obl OJUH
«pe3epBHBIA TeH», koTopblid Ha3piBatOT SMN2. Ctpyktypa rena SMN2 nomobHa cTpykType
rera SMN1, Ho Tonpko HeGombIas YacTh mpoayuupyemoro um 6enka SMN (10%) sBnsercs
MOJHOCThIO  (DYHKIMOHAIBHOW. Jroro konuuectBa Oenka SMN  HemocTtaTO4HO ISt
TOIepKaHHUs BEDKHBAEMOCTH MOTOHelponos. 1214

KomnuectBo reHoB SMN2 moker ObITh pasHbIM; Oonblnee uucio kKoruid SMN2
CBSA3BIBAIOT C 6OJIee HU3KOH TAKECTHIO CUMIITOMOB CIIMHAIBHOMN MBIIIEYHO#H aTpodun. 418

[Tockonbky 3a0oneBaHuE MPOSBISAETCS CAMBIMU Pa3HBIMH CUMIOTOMAaMH, 1O YHCITY
konmii SMNZ2 creneHp TSHKECTH TPOTHO3MPOBATH CIIOKHO. [Ipm 3TOM crenuanucTsi
PEKOMEHAYIOT TPU NPUHATHH PelieHus 00 OKa3aHWH IMOMOIINM YYUTHIBATh HE TOJIBKO YHCIIO
koruit SMN2, HO 1 QYHKIMOHAJIbHbIE CTIOCOOHOCTH pebenka.t’

Kak npoucxoaur Hac/ieq0BaHue CIMHAJIBHON MbIIIEYHOH aTpodun?

CrninHanbHast MblIeyHas aTpous — ayTOCOMHO-PELIECCUBHOE 3a00J1€BaHKE, TO €CTh
PHUCK 3a00JIeTh TOSBISIETCS y peOeHKa B TOM Cllydae, €CIM OH YHAcJeAyeT 10 OJHOMY T'eHY
SMN1 ¢ myTanusimu oT kaxkaoro poautens. Eciu pebeHok yHacieyeT Bcero OiuH 1e(heKTHhIN
red SMN1, on cuntaercs «HOcHTeneM». HocHTenn He IMEIOT CHMIITOMOB 3a00neBanus. 8

Ecnu B cemeitHOM aHaMHe3€ ecTh CIIMHAIbHAS MbIIIeuHas aTpodusi, To Bamm maHch
OKa3aThCs HOCHUTENEM OyAyT BbIIe cpefaHero. [lpW TpUHSATHH peIIeHWH, CBA3aHHBIX C
IUTaHUPOBaHUEM CeMbHU, Bam mone3zno 0yzeT NpoKOHCYIbTHPOBATHCS CO CBOUM BPAavdOM.

Kak quarnoctupoBars CMA?

Bpau-renetnk mim Bpau-HEBPOJIOT MOTYT HA3HAYUTh T€HETUYECKHUM aHAIN3, KOTOPBII
MO3BOJIUT OJTBEPAUTH JIUOO UCKIIIOUUTH 3a00JI€BaHHE.

C nenpio MOATBEPXKACHUS JAMAarH03a MPOBOJSAT MOJIEKYJISIPHO-TEHETHUECKUI aHaIu3

kpoBu. OH TOKa3bIBaeT, UMeeTcs JH y naruenta myrtamus B rene SMN1. Kpome toro, Hy>kHO

OTIpeIeNINTh 9MCIIo Komuii reHa SMN2.Y
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MoryTt ObITh Ha3HAYCHBl U OPYTUe AMATHOCTUYECKUE HCCIEAOBaHHUSA, B TOM UHUCIE
JIOTIOJIHUTEIIbHBIM N'€HETUYECKUN aHAIIN3.

KoMIuIeKCcHBI MOAX0A K OKa3aHHI0 MEJUIHMHCKON INOMOINM, B KOTOPOM
YYacCTBYIOT CHELHMAUCThl CaMOr0 Pa3HOTro Npouis, MOXKET [OMOYb YIy4IIUTh oOIlIee
COCTOSIHHE 3/I0POBbS H BBKHBAEMOCTB.

ACIIEKTOB MEIMIMHCKOM NOMOIIM MHOTO, M POAMUTEISIM COBMECTHO C BpPaYOM
IPEICTOUT IPUHUMATh pa3HbIE PELIEHUS, TaK KaK Yy KaKIOro pedeHKa CUMITOMBI
MPOSIBJISIIOTCA  [10-CBOEMY. YUUThIBas, 4TO Kaxaplii nmamueHT co CMA wumeer pasHbie
CHUMIITOMBI U MPOSIBJICHUS, YJIE€Hbl KOMaH/Ibl U CTEIIEHb UX BOBJIEYEHHOCTH MOTYT MEHSTHCS B
3aBUCHUMOCTH OT TOTPEOHOCTEH M OOCTOATENhCTB. PONWTENSIM Kak TJIABHBIM YiICHAM 3TON
KOMaH/Jbl PEKOMEHIYETCS TECHO COTpPYAHMYaTh C BpPayoM CBOEro pebeHKa, YTOObI
c(hopMUpPOBaTh KOMaHAy 10 OKAa3aHHIO MTOMOIIHU, KOTOpas Jy4llle BCEro MmoI0MAeT IJs HUX U
ux cempu.l’

AbixatenbHas ¢Qynkous. [loMomps AJis MOAACPKKH ABIXATEIbHOM (PYHKIIUU
3aHMMAET LIEHTPAJIbHOE MECTO B BeJleHUH nanueHToB co CMA. M3-3a ci1abocTy MbIIIL TPYTHON
KJIETKA MOXET CHIIKATHCS CIOCOOHOCTh d(D(PEKTUBHOTO ABIXAHUS M OTKAILIMBAHUS, OTYETO
TOBBIMAETCA PUCK MH ek, 2

HeunBasuBHas nckycctBeHHast BeHTUsus jerkux (HMBJI) — meroasl, koTopbie
MO3BOJIAIOT HUCKJIIOYHMTh WM OTCPOYMTh HMHBa3WBHOE BMemarenbcTBo. CrenuanbHast
amnmaparypa, Takas Kak annapaT JByX(a3HOH BEHTWJISILIMU C MOJOXHUTEIbHBIM JIaBJICHUEM B
nbixarenbHbIX nyTsax (BiPAP), obGecrieunBaeT mOCTOSHHBIA MPUTOK BO3JyXa B JIETKUE yepes
MAacKy, 3aKpbIBAIOLIYI0 POT /WM HOC. B JOMalIHUX ycIOBHSIX MOYKHO TaKKe MCIOJIb30BaTh
OTKallUIMBATENb.

MHBa3uBHas MCKYCCTBEHHAs! BEHTWISILMA JIETKUX oOecrieynBaeT 6e30MacHyro nojauy
BO3/lyXa B JIETKHE Yepe3 HHJOTpaxealbHyl0 TPYOKy, BBEIEHHYIO Yepe3 poT MalueHTa
(uHTYOALMs Tpaxeu), WIM HEMOCPEACTBEHHO B Tpaxero yepe3 HeOOJbIIOe pacceyeHue B Iiee
(TpaxeoToMus).

Oproneausi. Ckonno3 (MCKpHUBJIEHHE TIO3BOHOYHMKA) — PpacHpOCTpaHEHHas
npobiemMa y JeTel cO CIHHAIBHOW MBIIIEYHOW aTpodueil, o0yciIOBIEHHAs MBIIIEYHON
cnabocThio. Bpau-TpaBMaTosor-oprones MoOKET MOPEKOMEHAOBAaTh MPUMEHEHHE CPEICTB
TIOZIePKAHHS TTO3BI (OPTE3UPOBAHE) HITH XUPYPTHUECKYIO KOPPEKIIHIO CKOMI03a. 1
IMuranue. N3-3a MpimeyHoii cnaboctu aetu co CMA MOryT TepsiTh CIOCOOHOCTH

JKeBaTh U TJIoTaTh. Bo3HUKaeT PUCK BAbIXaHUA NHUIIU U KUJAKOCTHU B JICTKUC BO BpCMA CAbI U

pasBUTHS pPeCHUPATOPHBIX HH(ekuuid. Poxaurenn u Bpayd MOTYT NPUHATH pelIeHue 00
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YCTAaHOBKE BPEMEHHOIO WM IIOCTOSIHHOTO 30HJa C 1elblo olecreueHus peOeHKa
HEOOXOAMMBIMH TIHIIEH U KUAKOCTHIO.'® 30HIBI OBIBAIOT ABYX THUIOB: HA3AJIbHBIE U
abnomuHanbHble. HasoracTpasibHble 30HABI BBOJAATCS 4Yepe3 HOC; MHIIA IOCTYMAeT
HEMOCPEACTBEHHO B jKelyloK. OOBIYHO OHM YCTAHABJIMBAIOTCS, €CIIM 30HJ TpeOyercss Ha
KOpoTKoe Bpems. ['acTpocromuueckue TpyOKHM YCTaHABIMBAIOTCS XUPYPIUYECKUM IIyTEM
yepe3 OPIOLIHYIO CTEHKY B JKeIyl0K. OHHM TOCTaTOYHO MPOCTHI B 0OCITY>)KUBAaHUU U SIBIISIOTCS
XOpOIIMM BAapUaHTOM s JeTed, KOTOPBIM TpeOyeTcs MOJITOCpOYHasi MOAJCpKKa MHpU
KOPMJICHUU.

®usuorepanus. letn co CMA Mmoryr ObITh Yepecuyp ClaObIMH JJIsl COBEPLICHUS
JBW)KEHUH B TOJTHOM 00beMe. Bo3HUKaeT prCK pa3BUTHSI KOHTPAKTYP, KOTOPBIE B TabHEUIIIEM
MOTYT CTaTh IOCTOSIHHBIMH WM OTPaHMYMBATh JBMKEHUs. JledeOHast (QHU3KyIbTypa MOXET
COCTOATh W3 YNPAXHEHUH 110 BOCCTAHOBJIECHUIO TMOKOCTM M OOIIMX (PYHKIMOHAIbHBIX
BO3MOXHOCTEH. B onpeneneHHbIX cilyyasx BepTUKAIN3aTOP MO3BOJIAET YIYULIUTh IPOYHOCTh
KOCTeil ¥ MOKET HCIIONb30BaATHCSA B JOMAIIHKX ycaoBusx.

Kpome BbIIIETIEPEUNCIIEHHBIX CIIEUAIUCTOB, B COCTaB KOMAaH/IBI MEIUIIMHCKON
[OMOIIM MOTYT TakXe BXOAWTh W JPyrue CHELMAIMCThl, B TOM 4YMHCJE, Bpaud U HHBIE
CHEeLMATNCTBl U3 MEIUIMHCKOM OpraHuM3alud WM €€ CTPYKTYpPHOIO IOApa3feieHUs,
OKa3bIBAIOIIETO CHEIHATH3UPOBAHHYIO MAJUTHATHBHYIO METUIIMHCKYIO TIOMOIIIb.

Baxubie pecypcebl. CymiecTBYIOT MEXIYHAPOJHBIE M POCCHICKHE OpraHHW3allvHy,
IPOEKTHl U COOOIIECTBA, MPU3BAHHBIE MTOMOYb OOJIErYUTh JKU3HB ManueHToB co CMA u ux
CeMEM.

I[ManuenTcKue opraHu3anuu

SMA Europe — EBporeiickast manmeHTcKasi opranu3zaiys, cozganaas B 2006 roxy,
KOTOpass OObEeOUHSET MalUMEHTCKHE M HUCCIe0BaTeIbCKUE OpraHm3anuu Bced EBpormbl,
MOCBAILICHHBIE CIMHAJIBLHOM MbIIeuHoH atpodun (CMA).

ITocetnTe SMa-europe.eu

Cembu CMA — Poccuiickas manueHTckas opranusanusa, dacte SMA Europe,
coznana B 2015 roay. [Ipemnaraer MHOXKECTBO IIPOEKTOB JJIs MAIMEHTOB U UX CEMEH, TaKuX
KaK ropsiyas JMHUS, U MOJIE3HOW MH(pOpMAIMU, TAKOW Kak JeTalbHOE ONHCAaHuEe OOJNE3HU U
oubnmmoreka myonukanuii. [Tocerute f-sma.ru

HNHuTepHeT-pecypcsl

TogetherINSMA—wmexyHapogHbIii BeO-caiiT, CO3aHHbBIA I HHOPMUPOBAHHUS
nanueHToB co CMA u ux cemen.

ITocerute togetherinsma.com
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IIpunoxenue I'1-I'N. HIkanbl oueHKH, BONPOCHUKH U APyrue OLleHOYHbIEe
HHCTPYMEHTbI COCTOSIHUSA MALMEHTA, IPUBEICHHbIC B KIMHUYECKHUX

peKoMeHIaAuUsIX

Ipuaoxenue I'l. HasBauue Ha pycckoM s3bike: KirroueBbie dTanbl ABUTATEIbLHON

AKTHUBHOCTH (pa3aea 2)*

* mkana B PD ne BaJIMAUPOBAHA, IJIs1 €€ HCIIOJIb30BAHHA H606XOI[I/IMO CIICIINAJIBHOC
o0yueHue

OpurunanabHoe Ha3Banue (ecnu ectb): Hammersmith Infant Neurological Exam -

Wcrounuk  (obunManbHBIA  caiT  pa3pabOTYMKOB, MyONHKAalMs C  Bajduganuei):
BishopKM, Montes J, Finkel RS.Motor milestone assessment of infants with spinal
muscular atrophy using the hammersmith infant neurological Exam-Part 2: Experience
from a nusinersen clinical study. Muscle Nerve. 2018 Jan;57(1):142-146. doi:
10.1002/mus.25705. Epub 2017 Jun 14.

Tun (MOTYEPKHYTH): IIKaIA OIEHKH

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

UCTIOJIB30BAThCS IS OLIEHKH AP PEKTHBHOCTH TEPATTHH
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MMs naupeHTa

Coneprxkanue (11abJyIoH):

MHMLIMaﬂbI naymneHTa
Jata Bu3nTta / /
Yaepxarve He yaep#meaeTronosy | Kauanwa ronossins VpaepiveaeT ronosy OueHka:
ronossl B BEPTHRA/IBHOM CTOPOHBI B CTOPOHY BCE BPeMS B BEPTH-
NONCKEHUM (Hopma B 4 mecaua) KaNBHOM NONOKEHHM
(Hopra < 3 mecaues) (Hopma B 5 mec)
Bospact:
CnocofHocTb HEMOMET CHAETb CHIMT CTIOAAEPHHOI CHIMT CONOpOH CHAWT yBepeHHo 6e3 B NOAOHKEHWW caa | OueHka:
cuaeTb onopbl nosopayMBaeTCca
Bospact:
(Hopma B 4 mecaua) (Hopma B 6 mecaues) | (Hopmas 7 mecaues) | (Hopmas 10 mecAues)
Co3HaTenkHbIA OTCYTCTBME 3aXBaTa WUCTIONB3YET BCIO CNabbli 3axeaT CUNbHBIN 3AXBAT OueHka:
3axsar Naf0HbE PyKM yKasaTenbHbIM
1 BOABLIMM NANBLEAMM Bospact:
GCnocoBHocTb HET CNocoBHOCTH HOMM HE NOAHMMAOTCA HOMM NOJHHMAOTCA MOHETNPMKACcATLCA MomeTnpukacateca | Ouenka:
GpLIKaTLCA BpbikaTbCA FOPM3OHTANBHO BBEPX (BEPTHKANBHO) KHore K ManbLamHor
(B nonoxeHun
nexa)
BozpacT:
(Hopma e 3 mecaua) | (Hopmae 4-5 mecaues) | (Hopmas 5- 6 mecAues)
CnocobHocTe HE MOMET noBopayMeaeTCa nosopaqMBacTca noBopa4MBacTCa Ouenra:
nepeBopaYiBaThca nepeBopa4MBaThCs Ha 6ok C HMBOTA Ha CMIMHY HAW €O CMMHBI HA HHMBOT
€O CMIMHbI Ha HMEOT M C #MBOTa Ha CTIMHY
Bospact:
(Hopma B 4 mecAua) (Hopma B 6 mecaues) (Hopma B 7 mecAles)
CnocobHocTe HE MOMHET iSPiKaTh noA3aeT HaMIoKTAX NOA3AET HaBbTAHYTLIX noA3aeT HauBoTE NON3AET Ha pyKax Ouenra:
nonsartb FONOBY pyKax WKONEHAX
Bospact:
(Hopma B 3 mecaua) | (Hopmas4-5 mecaues) | (Hopma e 8 mecaues) (Hopra B 10 mecaues)
CnocoBHocT He BbIJEPHMBEAETBEC | MOMET BbAEPHATE BEC | CTOMT CNOAAEDHKON | CTOMT 6€3 NOCTOPOHHEN Ouenra:
CTOATB cBoeroTena cobcTeeHHOrOTENA MoMOLLM
(Hopra B 4-5 mecaua) | (Hopmas 8 mecayes) | (Hopma s 12 mecaues) Bospact:
CnocobHocTe wataeTca MenneHHo XOOMT OueHka:
XOAMTb nepemeLlaeTca
(feprach 3a 4To-NMbo) Bospact:
(HopMa B 6 MecALeB) (Hopma B 11 mecaues) | (HopmaBg 15 mecaues)

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

TOT HABBbIK, KOTOpBIfI CCThb Y pe6eHKa Ha MOMCHT OCMOTpa, TO K€ CaMOC ACJIaCTCAd IpHU OCMOTPC
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B JUWHaAMMHKC. CraHoBsTCS O4YCBUIHBIMH HpI/IO6peTeHI/Ie/ perpecCc OCHOBHBIX MOTOPHBIX

HaBBIKOB.

Ipuaoxkenue I' 2. HasBanue Ha pvceckoMm s3bike: IIkaja OLEHKH MOTOPHBIX

dbyuxkuui npu CMA*

* mkana B PO He BamuampoBaHa, JUIsl €€ MCIOJIB30BAHMS HEOOXOAMMO CIEIHALHOES
o0yueHue

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

Hcrounuk (oupanbHbIi CalT pa3pabOTIYMKOB, IMyOIHKAIUS ¢ BATUIAIMCH):
Pera MC, Coratti G, Forcina N, Mazzone ES, Scoto M, Montes J, Pasternak A, Mayhew
A, Messina S, Sframeli M, Main M, Lofra RM, Duong T, Ramsey D, Dunaway S, Salazar
R, Fanelli L, Civitello M, de Sanctis R, Antonaci L, Lapenta L, Lucibello S, Pane M, Day
J, Darras BT, De Vivo DC, Muntoni F, Finkel R, Mercuri E. Content validity and clinical
meaningfulness of the HFMSE inspinal muscular atrophy. BMC Neurol. 2017 Feb
23;17(1):39. doi: 10.1186/512883-017-0790-9.
Tun (MOTYEPKHYTH): IIKaIA OIEHKH
Hasznauenue: ¢yHKIIMOHANIBbHAS OILIEHKA JBUTATEIbHON aKTUBHOCTH Yy mamueHTa co CMA,
MOJKET UCTOIb30BaTHCS ISl OLEHKH 3 (HEKTUBHOCTH Tepanuu

Conepxanue (111a0I0H):
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IIKAJIA OLIEHKM MOTOPHBIX
XAMMEPCMUT (HFMSE)

OYHKIUM IIPU CMA BOJIbHUIIBI

(4[]

JlaTa oneHku

ILaTa onepanny Ha IO3BOHOYHUKE

[ata poxaeHus

Bpewms, 3aTpaueHHOE Ha 00CIeJ0BaHUE

OLIeHUBAOIIUI CIICIIHMATIUCT

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

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

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

JOJIZKHBI

yIIei.

KOCHYmbCsi 20710601
obeumu pyKamu
00HOBpEMEHHO,  He

HaKnOHAS 207108)?

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

T1OJIOKCHUHN

KHUCTH Ha|

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

nepebupast pykamu

HJIH 110 OJHOM

K

[OHECTH KHUCTH
00enx  pyk
rojose
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TIpo6a [Hnempykyus 2 1 0 OK |b= |KomMeHTapuu
b = Gayn
5. CnocobHocTs|T6r MooiceubMoxeT Moxet He MOJKET [Ineun
MOBEPHYTBCS  CO[NOBEPHYMbCS  CO|OBEPHYTHCS CO[TIOBEPHYTHCS CO[IIOBEPHYTHCSI  HU [epPIICHANKYIISP
CIIMHEI Ha 00K cnunbl Ha 0OOK 6|CTIMHEI Ha OOK B 00€|CIIMHEI TOJNBKO HalHA OJUH 00K HBI TIOBEPXHOCTH
0b6oux CTOPOHBI omuH 60k (IIp/JT) MaTa.
HanpagieHuax? Tynosuine n
Ilocmapaiics He| Oenpa Ha OJHOM
UCnoIbL306ams pyKu TTHHAY
6.  CnocobHocTb|T61 moorcewn|llepeBopaunBaercs (IlepeBopaunBaercs [He MOJKET
MEepPEeBEPHYTECS  Clnepegepnymbsbcsi  C|Ha CIUHY —4Yepes|Ha CIINHY, |[[IepeBEpHYTHCS Ha
PKMBOTA Ha CIMHY[X#CU60MA HA CHUHY 6[IPABbIi  OOK  OE3MCIONB3Yysl  PYKY,|CIHHY
uepes npaBblii 00K [0boux MTOMOIIY PYK 9TOOBI
7.  CnocobuocTs|HanpasneHusx? OTTOJIKHYTHCS/
MEePEBEPHYTHCS € HOATSHYTH cebst
PKHBOTa Ha CIIUHY [TepeBopaunBaercs |[IepeBopaunBaercs [He MOXET,
yepes JIeBbIi 00K Ha CIMHY uepe3Ha CIIUHY, [IEPEBEPHYTHCS HA
neBelli OOk Oe3[Mcronb3yst  PYKY,|CIHHY
MOMOILY PYK YTOOBI
OTTOJIKHYTHCS/
MOATSIHYTH ce0s
8. Cmoco6HOCTb| b1 Mmodcewn|llepeBopaunBaercs ([IepeBopaunBaercs |He MOJKET
HEePEBEPHYTBCS CO|nepesepHymbCsi colHa HKUBOT — 4depes|Ha JKUBOT,|IEPEBEPHYTHCS HA
CIIMHBI HA JKUBOT|CAUMbL HA JCUGOM G[IPABBIH  OOK  O€3[UCHONB3ysS  PYKY,PKHBOT
uepe3 mpaBblil 00K [0Ooux TOMOIITH PYK 9TOOBI
Hanpaenenusax? OTTOJIKHYTHCS/
MOATSIHYTH ce0st
9.  CmocobOHOCT, [lepeBopaunBaercs |[IlepeBopaunBaercs |He MOJKET
MepeBEPHYTHCS CO Ha OKUBOT uepeslHa JKHBOT,|[IePEBEPHYTHCS Ha
CIIUHBI Ha JKHBOT neBblii  OOK  Oe3[ucronp3yst  PyKYy,|[KHBOT
gepes JIeBBIi 00K TOMOIITH PYK 9TOOBI
OTTOJNKHYTbHCS/
MOITSIHYTH Ce0st
20. Cnoco6Hocts| b1 mooceuv|Criocober  cenats|CriocobeH  caenaTb|HeBbImonHIMO
XOIUTD 00ums bes3|0onee 4 miaro 6e3|oT 2 10 4 maros 6e3
nocmoponHell [MOCTOPOHHEN [MOCTOPOHHEN
nomowu  u  Oes3OMOLIN TOMOIIIN
nomowu
6CIOMOAMENLHBIX
lyempoticmes?
[Toxaorcu,
noaicanyicma
Koi-Bo ouenox 0
OILIEHKA Kozn-Bo oneHok 2 = [Kon-Bo oneHok 1 = | UTOI'O = /40

Kitou k mkane: OOBeauTe HaMBBICUIMI ypPOBEHb CaMOCTOSITENIbHBIX JIBUKEHHUI B

HacTodgmee BpEMIA W IIpU  AMHAMHUYECKOM OCMOTPC.

banrHag ormeHka OTYeET/IMBEE

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

OK = orpannueHO KOHTpPaKTypou
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Ipuaoxenue I'3. HazBanme Ha pycckoM s3bike: IlepecMOTpEHHBLIH MOAVJbL

OIIEHKHM MOTOPHOI (l)VHKIII/II/I BEPXHHX KOHEYHOCTEH*

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

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

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

Tun (MoI4epKHYTH): MIKaJIa OIICHKH

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

Conepsxanune (11abJyioH):
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https://www.ncbi.nlm.nih.gov/pubmed/?term=Forcina%20N%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Gee%20R%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Duong%20T%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Pane%20M%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Pane%20M%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Scoto%20M%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Pera%20MC%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Messina%20S%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Tennekoon%20G%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Day%20JW%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Darras%20BT%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
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IKAJIA RULM UL UCITOJIB3OBAHUSA ITPU CMA

JlaTa OIlCHKH: / /

AT MM TOJI
JIOMUHHpYIOIIAs pyKa:
O IIpaBas O Jleass O AMGuIekcTp

[Ipuem canpOyTamona™*: O [la O Her
Omnepauus Ha mozBorounuke: O [la O Her

OuenuBaemas ctopona: O IIpasas O Jleas

Hormrenne opresa mo3ponouynuka: O Ja* O Her
(*Ecnu 0oa, mo ykascume mun)

KonTtpaxtypa npasoro jgokreBoro cycrasa: O /la O Her

KonTtpaxrtypa neBoro nokresoro cycrasa: O Jla O Her

Bpewmst Hayana (U4:MM):

(24-uacosoii popmam)

IanueHTa:

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

OTpbIBasi KapaHAall oOT

Ilepememenne pyk c|He moxer mepemectuts([lomHocThi0 mepememaet|[I0IHOCTBIO
KOJICHEH Ha CTOJ Ha CTOJI HU OZIHY U3 PYK |0JHY PYKY Ha CTOJI repeMelaeT Ha CToJ
obe pyku, mbo obe
BMECTE, 6o
CHayajla OXHY PYKY,
[IOTOM JIPYTYIO
[lanment orcnexxuBaeT|He MoxkeT — ynepskaTb|MokeT Ha4epTHTH ITyTh,MOXKET  HadepTHTH,
yTh u MPUBOAMT[KApPAHJAl B pPyKEe WIM[HO C OCTAaHOBKOH WIH|ITyTh 0€3 OCTAaHOBOK
MamHy K (uHMIIy OeslcienaTb  OTMETKY — HAlOTpblBasg KapaHAAIl OT|WIM HE  OTpbIBas
OCTaHOBKM W1  He|Oymare Oymaru KapaHanl oT Oymaru

CriocoOHOCTh  coOupaTh

He MoXXeT NOIHATHL HHU

MoKeT TMOIHATh OIHY

MoxeT NOIHATH U

MMOTSIHYTHCS BOOK U
nocTaTh MOHETY /
YKETOH.

CnocoOHOCTh MOHATH
KHCTh Ha YPOBEHb
ieya U BbIIIE

omeeoero Ha 90°,
Wmonema / scemon
lpacnonazaemcs na
[paccmosiiuu ONUHbL PYKU
00 3ansacmos

He moxert
NOJHATH KUCTh Ha
YPOBEHB TLI€4a

naeua na 90°, monema |
bicemon pacnonazaemes na
[paccmosiuu Onumnel pyKu
00 3anscmos

Ha ypOBEHb ILIeYa, pyKa
MOXeT OBITh COTHYTa WJIN
pa30THYyTa B JIOKTEBOM
cycTaBe

IlogaMMaeT KUCTh

MOHETBI/)KETOHBI OJIHY MOHETY/’)KE€TOH MOHETY/ JKETOH yIepkaTh B pyKe JiBe
MOHETBI/IBA KETOHA
[lomereHue He Moxer mnonoxutrsMoxxeT HOJOXKUTHMOXKET  MOJIOKUTh
MOHETBI/>KETOHA B|MOHETY/ )KETOH MOHETY/’)KETOH B|MOHETY/’)KE€TOH B
CTaKaHYHK CrakaHYMK  IOMEIIAIOT|CTaKaHIHK, JIeXKAIINH|CTaKaHIHK,
Ha croxne: Ha CTOJI B|FOPU30HTAIBHO pa3MELIeHHbIH  Ha
TOPU30HTAIBHO TOPHU30HTATEHOM CTakaHUNK  [OMEIIAIOT|ypOBHE IIeda
Ha yposze meua: MOJIOKEHUH Ha|Ha CTOJ B|CTakaHYHK
BEPTHKAIBLHO PacCTOSIHUM 10 3aISICThSI|TOPU30HTAILHOM Y ICPIKUBAIOT
BBITSIHYTOH PYKH, IUICYO|IOJIONKESHUN Ha|BEPTHKAIBEHO Ha
KOTOPOH COTHYTO IOJ|PAacCTOSHUU [0 3aIlSICThsI|PACCTOSHUN
yriaom 90° BBITSSHYTOH PYKH, ILIEYO[BBITIHYTOH pyku
KOTOpPOIl COTHYTO IOJ|TalUeHTa, TLIEY0
yriaom 90° KOTOPOTO  COTHYTO
rnox yriioMm 90°, npu
STOM BEpXHUI Kpait
CTaKaH4YHKa
HaXOANTCS Ha|
YPOBHE IIIEY TIOJ
KHCTBIO MAlMeHTa
CrocoOHOCTh Lenw: Ilneuo L{env: Omeeodenue Lenw:

Omeedenue nieya
na 135° orcemon na
lpaccmosinuu Onunol
IpyKu 00 KoHuUKO8
nanvyes nayuenma
ITogHUMAaET KKCTh
BBIILIE YPOBHS ILICY,
TOKOTH [IPH 3TOM
MOJHAT KaK
MHHAMYM JI0
YPOBHS TJ1a3

Bxtouenue
CBETUJILHHKA OJTHOM
pyKoii

He moxer
BKJIIOUHTH CBETHIIBHUK
OJIHOM pyKOH

MoskeT 3axeub
CBETHJILHUK Ha MTHOBEHUE
HaKaTHEM NAJILLIEB W/WIN
OOJIBIINM TIAIBIIEM OHOM
PyKH

Jlokomb ne
ImMoorcem 6bimb eviue
ypoens 3anacmus

Mosxer
BKJIIOYUTH
CBETUIBLHUK
Ha)KaTHEM IaJIbIEB
W/ OOMBIIMM
MMAJIBIIEM OJHOU
IDAN
VIoxomw ne modicem
OvLMb BblULE YPOBHS
zanscmost

Pa3priBanue Oymaru

He moxert
[pa3opBath JIUCT OyMard,
CII0KEHHBIN BIIBOE

PaspeiBaer nuct

6yMaTI/I, CIIO’KECHHBII BBOC,

PaspeiBaer nuct
Oymary,
CJIO’KEHHBIN
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Ha4yuHasA CO CIOKCHHOT'O

BUCTBEPO, HAUMHAA

Kpast CO CJIO’KEHHOTO
Kpast
OTKpbIBaHUE KPBIILIKU He criocoben OTKpBIBaeT
KOHTEeIHepa OTKDBITh KOHTelHep,
pacIOJIOXKEHHBIM Ha CTOJIE,
VUTH TIPYDKAB ero K cede
Crioco6HOCTB He moxet MoxeT nogHecTH Moxxet

[OJIHECTH KO PTY
CTaKaHYHK C TPY30M
maccoii 200 T

OJHECTH CTAKAHYUK KO
pTY

KO PTy CTaKaHUYHK C TPy30M
200 r gByMsI pyKaMu

[TOHECTH KO PTY
CTaKaH9HK C
rpy3om 200 r oxHOH

pyxoi

[MogauMaer rpy3 n
repeMeIaeT ero u3
OJIHOTO KpyTa B ApYyroi
KPYT YAEpXKUBast Ha
BECy.

Mexny kpyramu,
PacHoNIOKEHHBIMH IO
ropuzoHtanu. U3
LIEHTPAJIBHOI'O
KPYT'A BO
BHEIIHUI KPVT na
OLICHMBAEMOM CTOpOHE

Heppmonaumo

Moxer
[IEPEMECTHUTD I'Py3 Maccoi
200 r o OBEPXHOCTH
cToNa

Moxet
[IepEMECTHUTD TPY3
maccoi 200 T,
[OJ/IHSIB €r0

[TonxuMmaer rpys u
repeMeIaeT ero u3
OJIHOTO KpyTa B ApYroi
KPYT YAepXKHBas Ha
BECy.

Mexnay kpyramu,
PacHoJIOKEHHBIMH IO
TOPU30HTANH.

U3 HEHTPAJIBHOI'O
KPYT'A BO
BHEUIHUI KPVT na
TECTUPYEMOM CTOpPOHE

HeppmonaumMo

Moxer
[IEPEMECTHUTD I'Py3 Maccoi
500 r 110 MOBEPXHOCTH
cToNa

MoxeTt
[IepEMECTHUTD TPY3
maccoi 500 T,
MOJTHSB €r0

[TopHumaer rpy3 u
repeMeriaer ero u3
OZIHOTO KpyTa B Apyrou
KpyT yIep)KuBasi Ha
BECy.

Mexny kpyramu,
PaCIOJIOKEHHBIMHU 11O
MaroHam.

YEPE3 CPEJIHIOIO
JIMHUIO 13
LHEHTPAJIBHOI'O
KPYT'A BO
BHEIIIHUI KPVT,
HaXOSIIUMCS Ha
[POTUBOMOIO0KHOMN
CTOpOHE

Hespimonaumo

Moxer
[epeMECTUTh IPy3 Maccoil
200 T 0 TOBEPXHOCTH
cToNa

MoxeTt
MePEMECTHUTh TPY3
maccoii 200 r,
MOJTHSB €r0

Ilepemermaer Memouek
c meckoM Maccoit 500 T
C KOJICHEH Ha CTOJ WJIN
[10/IHUMAET Ha YPOBEHb
ria3

He moxer
[ePEMECTHUTD Ipy3 Ha
CTOJI IBYMsI pyKamMu

Mosxer
TIepEMECTUTDH I'Py3
Ha CTOJI ABYMsI PyKaMu

Mosxer
MO/IHATH TPY3 Ha
YPOBEHB 133
NByMsI pyKaMu
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Tlonbem
BBITIPSIMIICHHBIX PYK

HaJI TOJI0BOM —
OmeedeHue nieva

HeBbIToTHUMO

Moowcem
nooHsamb 06  pyKu HAO

207106011 0OHOB8PEMEHHO
mosbKo ceubas ux @
Lllokmesbix cycmagax
(ucnonwvsys komnencayuio)

Oyenxa 5 6annos 3a
6X00HO€
Tecmuposanue

\Moowcem
00HOBPEMEHHO
omeecmu

6 cmoponbl obe
IpyKu ¢
\pasoernymuimu
TOKMAMU U
onucamuv pykamu
NOIHBIIL KpYe, c8edst
1A00HU

HAO 20710801

Oyenka 6 6a1106 3a
6X00HO€E
Tecmuposanue

500 r BeIIIe YpOBHS
wied — Omeedenue
naeua

IToawvem rpysa maccoit

He MoxeT noaHATh Ipy3
Maccoit 500 T maxe ¢
KOMIICHCAIue

MosxeT moaHATh
rpy3 Maccoit 500 T ¢
KOMIICHCaIuei

Mo>KeT ITOIHATH
rpy3 Maccoif 500 r
0e3 KOMITeHCAIUN

1 xr BBIIIE YPOBHS

IToawem rpysa maccoit

He moxer
MOJIHATH TPy3 Maccoit 1

MokeT NOIHATH
rpy3 Maccoii 1 kr ¢

Moxet
[O/IHATH TPY3

500 r BeIIIE YpOBHS

MOJTHATH TPY3 Maccoi

rpy3 maccoit 500 T ¢

mwied — Omeedenue KT Take ¢ KOMIICHCAIMEH [KOMIIEHCAIEH maccoii 1 kr 6e3
nieua KOMITEHCAIINU
ITogbeM KHCTH BEIIIE HeppmonaumMo Brmonanmo ¢ Brimonaumo 6e3
YpOBHS TUIEY — KOMIIEHCAIIHEH KOMIICHCAIIH
Ceubanue nieva

IToawem rpysa maccoit He moxer MoskeTr NoaHSTh Mosxer

[TOTHATH TPY3

1 xr BhIIIIE YPOBHS

MOJIHATH TPy3 Maccoit 1

rpy3 Maccoit 1 xr ¢

ey — Omeedenue 500 r maxe ¢ KOMIIEHCALuei Mmaccoit 500 r 6e3
nievya KOMITEHCAI[UEN KOMITEHCAI[HH
IToawvem rpysa maccoit He moxer MoskeT NoaHsTh Moxer

[TOTHATH TPY3

ey — Omeeodenue KI' TayKe C KOMITEHCAI[ieH [KOMIIEHCALIHEH Maccoii 1 kr 6e3
nieua KOMITEHCAIIUN
HUTOI'O

Kinrou (uHTEpripeTarusi): oreHuMBaeTcsl B Oasiax Ha MOMEHT OCMOTpa W TOTOM, B

JUHaMHUKCE.

IIpuaoxenue I'4. HazBanme Ha PYyCcCKOM fA3bIKe:

duaageabPuu 18 OEHKHN ABUTATeJILHBLIX QYHKIMHA HAIMEHTOB ¢ HEPBHO-MbBIINICYHbIMH

3200J1eBAHUAMMU

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

of Neuromuscular Development (CHOP-INTEND)

Hcrounuk (oduiuaabHbli calT pa3paboTUUKOB, MyOuKaius ¢ Bamaauein): Glanzman AM,
McDermott MP, Montes J, Martens WB, 730 Flickinger J, Riley S, et al. Validation of the
Children’s Hos731 pital of Philadelphia Infant Test of Neuromuscular Disorders 732 (CHOP
INTEND). Pediatric Physical Therapy: The official 733 publication of the Section on Pediatrics
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of the American 734 Physical Therapy Association. 2011;23(4):322-6

Tun (moaYepKHyTh): IKajla OLIEHKH

Hasnauenue: ucronb3yercs A OLIGHKH ABUTATEIbHBIX QyHKIMN y manueHToB co CMA, He

CIIOCOOHEBIX K CaMOCTOATCIIbHOMY IIEPEABHUKCHUTIO

Coneprkanue (11adIoH)

Wms:
Ne Uctopuu Oone3nu:

JlaTa noctymuieHus:

Juaruos:

Bpewms ouenku:

I'ecranonHsIil BO3pacT:

Bpemst oT mocnetHero KOpMIEHUs:

Jlara poxxuenns: Tekyiee cocTosiHHAE 310pOBbsi: MH(EKIHs BepXHUX AbIXaTeNbHbIX myTel CXKemynounslii 3081 O

BenTuisiuus ¢ 1ByMs YPOBHSIMHE MTOJIOKHUTEIFHOTO TABJICHHS B IBIXaTeNbHBIX MyTsax [ Yacos/neHb

Yacos 0e3 BCHTWIALUU C ABYMSI YPOBHAMU IOJIOKUTECIBHOTO JaBJICHUS B ABIXAaTCIBHBIX ITYTAX BO BPEMS UCIBITAHUSA
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[loxa3arenn [lonoxenue [Iponenypa ucnblTaHus OrneHuBaeMBblif OTBET bann
1 Jlexa Ha crinHe HaOmrofaioT B TeueHne AHTUTPABUTALIOHHOE JIBHJKEHUE J1 Jlyuamas
CrioHTaHHOE ncnbITaHNS. MOXHO CHSTB rieda (OTPBIBAET JIOKOTh OT CTOpOHa!
IBIDKEHUE HArpy3Ky ¢ KOHEUHOCTH MM  |HOBEPXHOCTH)
(Bepxmsist HCIIONIb30BATh CTUMYII, YTOOBI A
KOHEYHOCTb) [IOJTyIHUTH OTBET HTUTPaBUTALMOHHOC [IBIDKCHIC
JIOKTS (OTPBIBAET KUCTh WIIN
[peIiedbe OT HOBEPXHOCTH
pea P ) 1 CocrosiHue:
JIBIKEHHE 3aIICThS
JIBrOKEeHHE Masbla
OTCyTCTBHE JIBIKEHNS] KOHEUHOCTEH
2 Jlexxa Ha criHe Habmosaror B TeueHne AHTHIDaBUTALMOHHOE JIBUKEHHE I Jlyumas
CrioHTaHHOE ucnbITaHus. MOXKHO CHSITh Oenpa (OTPBHIBAET CTYITHU U KOJIEHH CTOpOHa:
BIKEHUE HarpysKy ¢ KOHEYHOCTH OT TOBEPXHOCTH)
(Hroxasis MITH WCTIONTB30BaTh CTHMYT, A
HTUTPaBHTALIHOHHAS
KOHEYHOCTb ) YTOOBI IIOIYYUTh OTBET TpaBHTallTOHHA
aJUTyKIIUsI/BHYTPEHHEE BpaIllCHNE
Oenpa (KOJEHH OTPBIBAIOTCS OT CocTostHUE:
TOBEPXHOCTH)
BripakeHHOE IBIDKEHHE KOJIEHA, T
OrpaHUYEHHOE MPEOJONICHUEM CHIIBI
TSDKECTH
JIBUYKEHUS JIOABDKKH
OTCyTCTBUE ABIDKEHHS KOHCUHOCTEH
3 Jlexxa Ha criHe Cuita 3aXBaTa: IOMEIIAIOT CoxpaHseT 3aXBaT NPH IOTHATHI J1 Jlyumas
3axBaT pyKoH maser| B JIAJOHb U IOJHIMAIOT |[ICYEBOTO CYCTaBa C IOBEPXHOCTU 11 CTOpOHA:
10 TeX IOp, MOKa IIJIeY0 He KOBpHKA
OTOPBETCS OT TIOBEPXHOCTH, c
HaGIoNaIoT, Kora Miagcuer  |COXPAHACT 3aXBAT NPU MOJHATHH
OCTAGHT 3AXBAT. JTOKTSI C KOBpUKa (TJICYN HA
Jlns mereii Gonee crapuiero MOBEPXHOCTH) CocrosiHue:
BO3PACTA MOKHO HCIIONB3OBATE |(Coxpanser 3aXBaT, KOTAA
UIPYIIKY aHAJIOTUIHOTO NperIedne MOIHATO ¢ KOBPHKa (2
/AMaMeTpa TOKOTH OCTaeTCs Ha IOBEPXHOCTH)
CoxpaHseT 3aXBaT TOJIBKO MPH
OTCYTCTBUH TATU
OTCYTCTBUE IOMBITKU COXPAHATD
3axBaT
4 [Tonoxxenue nexa Ha |BusyanbHast crtumyssiust npu  |[IoBopoT oT MakcUManbHOTO JI>11  |Jlyumas
[IpuBenenue CIHUHE C TOJIOBOM TOMOLIM MUIPYLIKH. [Ipu [OBOPOTA K CPEIUHHOMY CTOpOHA:
TOJIOBBI B CPEAUHHOM 0epIICUBAHUU 20I06bL [10JI0XKEHUIO
B CPEIHHHOE OJIOKCHUH 6 CPEOUHHOM NONOdICEHUU 8
0JIO)KEHUE meuenue 5 ceKyHo: KIaayT




[lokazarens [lonoxenune [Ipouenypa ucnsiTaHust O1eHUBaeMBIi OTBET bann
[IpY TIOMOIIH OIIOBY TaK, YTOOBI OBUIO UacTHYHO MOBOPAYMBAET TOJIOBY
BU3YaIbHOTO BO3MOXKHO MaKCHMAaJILHO HA3a/1 K CPEAUHHOMY IOJIOKEHUIO
CTUMYJIUPOBaHUS ™ IOCTYIIHOE BpaleHue u
HCIOJIb3YIOT BU3yalIbHOE [ToaepXKUBaeT CPEAHHHOE 2
CTUMYJIIUPOBAHUEC AJIsT TOTO, 110JIOKEHHE B TeYEHHUE 5 CEKyHJ U
YTOOBI 00ECTICUUTD Gonee
PACIIONOKEHHE TOJIOBBI B [1>JI |Cocrostne:
CPEIMHHOM IIOJI0KEHUH.
[lomnepxuBaeT CpeAnHHOE 1
[10JI0)KEHUE MEHEE 5 CeKYH]T
["onoBa majaeT B CTOpOHY U HE 0
OTMeYaeTcsl MONBITOK CHOBA JIEPiKATh
rOJIOBY B CPEJMHHOM IIOJIOKCHUHI
5 Jlexxa Ha criuee, 6e3 |Horu corHyTsI B OTpbIBaeT KoleHo oT nosepxuoctu (4 [JI Jlyamas
[IpuBozsIIME MBILIIBI |TOATY3HHKA Ta300eJPEHHOM CyCTaBe U KpOBaTH CTOpOHa!
Oenpa [MOJTSHYThI K CPEIAMHHON Ha> 5 CEeKYHJI MJIM OTPBIBAET CTOILY
mHMK Tena. Horu Ha mMupuHE 0T IMOBEPXHOCTH
Oenep, Oeapa pacronoKeHb! 11
HapajiiebHo, KONEHH Ha OTpBIBACT KOJICHO OT MOBEPXHOCTH 2 Cocrosuue:
HEOOIBIIOM PACCTOSIHIMM Apyr | \POBATH Ha 1-5 cexynn
OT pyra Het monbITKH COXpaHUTh KojeHo Ha (0
[IOBEPXHOCTH
6 Jlexa Ha ciuHe 1. Y aepsxuBasi HUOKHIOIO 4acTh |[Ipy IpUMEHEHUH BBITSDKEHUS B Bripaso|Jlyuas
CriocoOHOCTh (pyku 1o 60kam); Oeqpa MiTazeHIa, CrudaoT HOTY [KOHIIE MaHEeBpa, CTOpOHA:
[EPEBOPAUMBATECA:  |CTOPOHA, PYHKLMIO |B Ta300€IPEHHOM CYCTaBe U [mepeBOpauyMBAETCs Ha KUBOT C 4
3a cyer HOr™ MBIILIL KOTOPOH KOJICHHOM CyCTaBe 1 BBIIPSIMJICHHEM TOJIOBBI
OLICHHBAIOT, MOATSTHBAIOT K CPEANHHOMN uepes GOk
pacronaraercs JIMHWH Tela, TEM CaMbIM [ToBOpauHBAETCA M3 TIONOMKEHH 3
CBEPXY; [IPUBOJUL Ta3 B BEPTUKANLHOC  |neyca ga GOKy Ha JKUBOT TOJIOBOM
[epeBopaynBaTh [10JIO)KEHHUE, TPOJOIDKAIOT BHH3, 6€3 BHIIPSMIEHHS TOJIOBbI
HAYUHAIOT CO TAHYTB U Oenarom naysy 6 3mom yepes GOK, NONHOCTBIO TIEPEHOCHT
CTOPOHBI, QYHKIHUIO [nOIOMCEHUU BEC ¢ OMIOpHOH PyKH, 4TOGHI )
MBI 2. Eciu myiazienen SaBepILIHTH EpEBOpOT Bieso |CoctosHue:
KOTOPOH OIIEHNBAIOT |IOBOpaYMBaeTcst Ha OOK, TO ero
o
TAHYT MO/l YTIOM 45 IMonHMMaeT Ta3, TYJOBHIIE U PYKy C (2
JHATOHATLHO K TEY M ACHAIOT (1o opepxmocTH,
ray3y, 9To0BI TO3BOIUTH OBOAUHMBAET TONOBY H
MJIaJICHILY TTOIBITAThCS
[TOBOpaYMBaeTCs Ha OOK, IIPH 3TOM
TOBEPHYTE TEIO Hasal pyKa mepeMeriaeTcs K nepeHei
CTOpOHE Tena
[logHUMAaET Ta3 U TYJIOBHIIE C 1
OIIOPHOIT MOBEPXHOCTH U
[TOBOPAYMBAET FOJIOBY B CTOPOHY.
Pyka ocTaercsi oJl TYJOBHUIIEM
Ta3 maccHBHO OTOpBaH OT OMopHOi (0
[TOBEPXHOCTH
7 Jlexxa Ha criHe 1. lepxat pyky miajenna 3a  ([loBopaunBaercs Ha KHBOT, 4 |Bnpaso|Jlyumas
Crioco6HOCTh (pyxu 110 Gokam); JIOKOTB U TSHYT K BBINPSIMIISIS TOJIOBY Yepe3 00K CTOpOHa:
[epeBOPAYMBATECS:  |CTOPOHA, [IPOTHUBOIIOJIOKHOMY TLIEHY, [loBOpauMBACTCS HA JKHUBOT, Jexa Ge3|3
3a cueT pyk* (DYHKIIFO MBI KOT/[a TLICYH PACTIONATaloTCsl  [BRIMpPSMIIEHHS TOJOBBI Uepe3 GOK;
KOTOPOH OLICHUBAIOT, [BEPTUKATIbHO, OCTAHABIUBAIOT yﬁnpaeT Bec ¢ OHOpHOfI pyKH, YTOOBI
pacrionaraeTcst NBIDKECHUE, IPY 9TOM pyKa [1epEBEPHYTHCS ]
CBeEpXy; peGenKa 0CTaeTCsl B BEITAHYTOM Cocrosnue:
HepeBOpaynBaTh 1OJIO)KEHUH, TTO3BOJITIOT
HATMHAIOT CO peOeHKy MOBEPHYTHCS Ha [MoBopaunBaeTcs Ha OOK, ToMoras |2
CTOPOHBI, QYHKIHIO  KHBOT. Ta3y NPUHATH BEPTUKANBLHOE
MBIIIIL] KOTOPOH 2. Eciu Ta3 mocturaer [10JI07KEHHE BHIABIKCHHEM HOTH
OLICHUBAIOT BEPTHKATLHOTO TONIOMKEHHUS, TO |prrener 1f ce MPHBEICHHEM
[POJOJDKAIOT TSHYTH peOeHKa
[ToBOpaumBaroT roJioBy B cTopoHy 1 (1 [BieBo
[TOTHUMAET IJICHYO U TYJIOBHIIE C
[TOBEPXHOCTH
[ToBOpaunBaet rojoBy B cropony; (0
TEI0 OCTACTCS BSUIBIM MITH IIJICYO
[1aCCHBHO IO IHHMACTCS
8 TTonoxenue nexa Ha ([ToOyxnatoT pedeHka OTphIBacT 1a0Hb OT noBepxHocTH (4 |J1 Jlyunras
CrubaHue pyku B OoKy, pyKa, NOTSIHYTBCS 10 UTPYIIKH, QHTHIPAaBUTALMOHHBIM JIBIKCHUEM CTOpOHa!
[JICYCBOM CYCTaBE U |[PACIIOTIOXKCHHAS KOTOpast HAXOAUTCS Ha pyKn
JIOKTE 1 CBEpXY, Pa30rHyTa B |PACCTOSHUU BBITSHYTOH PyKH 3

Ha YPOBHE IIe4a (MOXKHO
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[lokazarens [lonoxenune [Ipouenypa ucnsiTaHust O1eHUBaeMBIi OTBET bann
rOpHU30HTAJIBHOE [JICYEBOM CYCTABE U |UCIIOJIb30BATh CTUMYJIALUIO) U CocrosiHue:
OTBeICHHE COTHYTa B JIOKTEBOM |HAOJIIOIAIOT CIIOHTAHHOE Modxet crubath pyKy B IUICYCBOM
cycrase Ha 30° u NBIKEHUE cycTase Ha 45°, 6e3
HoIUIepKHBaETCS Ha AHTUIPABUTALMOHHOTO JIBMIKEHUS I
Tene (mpu PyK
HEOOXOIMMOCTH
YIEPIKHBAIOT PYKY, Crubaet pyKy B JIOKTEBOM CycTaBe (2
PACIIOTIOKEHHYIO [10CJIE TOr0, KaK OTPBIBAET PYKY OT
CHH3Y) Tena
MosKeT 0TOpBaTh PyKy OT Tela 1
OTCYTCTBUE TIONBITKH 0
9 CuJis Ha KOJICHSX Pacnonarator cTuMys1 Ha OTBOIMT IUIEHO WK crubaer pyky B (4 [JI Jlyamas
Crubanue pyku B WIIH Ha KOBPHKE C  (CpemHel JIMHUY ¥ Ha YpOBHE  [[IeYeBOM cycTaBe Ha 60° CTOpOHa:
[JICYEBOM CYCTaBE U |[[OJEPIKKON TOJIOBHI |[IeYa Ha PACCTOSHUU
TIOKTE 1 TyJIoBHIIA (C BEITSIHYTOH PYKH (MOXKHO Orsozut o it crubaer pyky s |3
HAKJIOHOM 0T HCIIONB30BaTh TuieueBoM cycrase Ha 30°
yriom 20°) CTUMYJILMIO) U HAOIIONAI0T
CIIOHTaHHOE
IIBIDKCHUE
Jlro6oe crubanne pyku B IIe4eBOM (2 |ry
CycTaBe HIIN OTBEJCHHE
Tonbko crubaer pyky B JTIOKTEBOM 1 CocrosiHue:
cycraBe
He npeanpuHuMaeT nornsITKH 0
[OJTHSATH PYKY
10 Cuis Ha KOJICHSIX Ll{exouyT MOJOIIBEHHYIO Pasrubaer HoOry B KoJIeHHOM cycrtase (4 |JI Jlyumas
Pasrubanue HOTH B WM Ha Kparo [MOBEPXHOCTb CTOIIBI MIIH Ha> 45° CTOpOHA:
KOJICHHOM CyCTaBe KoBpHKAC CIeTKa IUILTIOT TTaJIel] Pa3rnGaeT HOTY B KOJEHHOM CycTaBe |2
IO IePIKKON Ha HOTe ha 15-45°
TOJIOBBI U TYJIOBHIIA
(C HAKJIOHOM MO
o
g;lclgl(\)flni())m):;{geﬂpo JIro0oe BuanMoe pasrudanue Horu B |1
OPH3OHTATBHO KOJICHHOM CyCTaBe I
K IOBEPXHOCTH CocrosiHue:
3eMIIH
OtcyTcTBHE Kakoro-nmnbo Buanmoro (0
pa3ru®aHusi HOTH B KOJIEHHOM
cycTaBe
11 Jlepxat mnanenna, |[IpoBoasaT pykoi nmo cTymHe Crubanne Hory B TazobeapenHom (4 |1 Jlyumas
CrubaHue HOTH B proKuMast K ce0e,  |MUIH IUIAIOT IaJiel] HOTH CycTaBe HIIU B KOJICHHOM CyCTaBe™> CTOpOHA:
Ta300€1pEHHOM THIIOM BIIEpEs, CO 30°
CycTaBe M TBUIbHOE CBOOOZHO
P - CBHCAIOMIMIT CrubaHue HOTU B Ta300€ipeHHOM 3
HOLAMIL CycTaBe HIlH B KOJCHHOM CYCTaBe
Monepxusaior 1000 cTenenu CocTosHIe:
MIlaJieHIa B
paiioHe KMBOTa, IpU 11
3TOM ro- TonbKO THUIBHOE CTHOAHHE 2
110Ba HaXOIMUTCS TOJICHOCTOITHOTO CyCTaBa
MEXTy pyKoH
W IPYIHON KIIETKOH
B3pOCIIOTO,
KOTOPBIM €r0 JiepcuT Her axTHBHOTO OBIOXEHUS Oerpa, 0
KOJICHA MJIH TOJICHOCTOITHOTO CyCTaBa
12 B nonoxkennu cuag  ([ToMmeniaroT MiageHIia Ha 113 monoxKeHus ¢ OMyIeHHOH 4 banbr:
'Y nepkaHue TOJIOBBI* | TIOAACPIKKOM 32 KpYyTJIOe CUACHBE C IOAHATOH |FOJIOBOM MOJHUMAET FOJIOBY U
TUICYH U TIPSIMBIM TOJIOBOM, TPUICpKHUBast 32 ICPXKUT €€ B BEPTUKATHLHOM CocrosiHue:
TYJIOBHIIEM ruiedy (crepean [TOJIOKEHUH, A TAK)KE TIOBOPAYMBAECT
U C3a11) (MOJCHO OMJIONCUMb  [TOJIOBY M3 CTOPOHBI B CTOPOHY
oyenky I u 4 do konya Y epKUBaeT rojioBy B BEPTHKAIBHOM|(3
ucnvimanus) oJoxeHuu oonee 15 cek. (mpu
[10JePTUBAHUH TOJIOBBI 3 UCIIBITAHHUE
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[lokazarens [lonoxenune [Ipouenypa ucnsiTaHust O1eHUBaeMBIi OTBET bann
«yIepKaHue TOJIOBbI» CTaBAT 2
Gasa)
Y 1epKUBAET TroJI0BY IO CpeIHEN
JIMHUU >5 ceK, IPU ATOM TojI0Ba
HaksIoHeHa /10 30° Briepen uiM Ha3ajg
AKTUBHO IIOJHUMAET HIII
[10BOPAuNBaET IOJIOBY JBAXKIbI C
MOMEHTa CTHOaHHs B TeUeHHUE 15 cex.
(HE 3aCUMTHIBAIOT, €CIU JBIKCHUE
[IPOUCXOIHUT OTHOBPEMEHHO C
IIBIXaHHEM)
OTCyTCTBUE OTBETA, OJI0BA BUCHT
13 Jlexa Ha criuHe OtBet Ha BRITSTHBaHUE: TAHYT |Crudaer pyky B JIOKTEBOM CyCTaBe J1 Jlyumias
Crubanue pyku B MJIaJICHIIA B TIOJIOXKEHHE CHI, CTOpOHA:
JIOKTEBOM CyCTaBe, PYKH JiepakaT noa yriaom 45° o
OLICHKA 110 MyHKTY 14 TOYKH, KOTJa roJIoBa .
HOMHIMAETCA 1 HOMTH Bunumoe cokpalieHue AByraaBoil I
JA——— MBI 0€3 cru0aHust pyKH B c .
HoBepXHOCTH JIOKTEBOM CYCTaBe OCTOsIHHC:
OTCyTCTBUE BHIMMOIO COKPAILCHHs
14 Jlexxa Ha cIiiHE OTBeT Ha BEITSATHBaHNE: TAHYT |[lomHHMaeT rojoBy ¢ KpOBaTH Bausr:
CrubaHue 1meu, MJIAZICHIIA B ITOJIOKEHUE CUJIS,
OLIEHKA 110 ITYHKTY DYKH JlepiKaT Bunumoe cokpamnieHne CocrosiHue:
13 1071 yrioM 45° 10 TOUKH, KOT/a rpyAHHO-KIIOUYMIHO-COCLIEBUIHOMN
rojoBa MBIIIIIBI
[TOAHIMAETCS U IOYTH
OTPEIBACTCI OT OTCYTCTBUE MBIIEUHOTO
[IOBEPXHOCTU cokpamers
15 TIpo0a c TIpoBoasT pyKO# BIOJIB Ecii MitazieHer| yiep>KuBaeT rojiopy Basbl:
Pasrubanue BEHTPAILHOMN [T03BOHOYHHKA OT IIeH K Ha OJTHOM ypOBHE C TYJIOBHILIEM HIIN
TOJIOBBI/IIIEN IO ISPIKKOMH: kpectiry. PpoHTaNBHAS BEIIIIC
(Jlannay) MIIa/ICHEI] JIEKHUT [JIOCKOCTB T'OJIOBBI IPU
Eciu royioBa 9acTHYHO CocrosiHue:
Ha )KHUBOTE, Bpay PaCIONIOKEHIH
[IPUITOJJHIMAET €0 |IapaJUIeNIbHO TOBEPXHOCTH YACPKHUBACTCA, HO HE 110
omHOi pyKoi B oBpHKa = rOPH30HTAIBEHON IITIOCKOCTH
obnacTu 0° (ropH30HTAIEHA)
BepxHEH yacTu He BoITATHBAET ronoBy
PKHBOTA
16 TIpo0a c IIpoBozsT pyKkoil cHadama ¢ [loBOpaunBaeT Ta3 10 HaIPaBICHUIO J1 Jlyumas
113ru6 Mo3BOHOYHMKA (BEHTPAILHOM [PaBO CTOPOHEI,  3aTEM C K CTUMYITy BHE OCH CTOpOHA:
(T"amaHT) 10 1€PIKKOI: JIEBOI CTOPOHBI
MIIa[ieHel] JIeKHUT Ha (110 HOSCHUYHO-TPYJ0i 001acTi Brmoe COKpaILICHIC
JKMBOTE, Bpay BJIOJIb napaBepTeOpaIbHON MBIIIIBI
IPUITOJHUMAET [T03BOHOYHHMKA, MU IIEKOIYT 11 CocrosiHue:

€ro oIHOM pyKoi B
obnactn

BepXHeil yacTH
PKHBOTA

YKUBOT HJIH

CTYITHIO, MJTH HAKJIOHSIOT
MIIaJICHIIa, IPOBEpsIs pediiekc
["anmanTa. Y MaaJeHIIEB C BECOM
6osiee 10 KT KOJIEHH U TOJIOBA

MOI'yT KaCcaTbCs IIOBEPXHOCTH

OTBET OTCYTCTBYET

OO61wii 6a, Ty4YIIHid 6aiT ¢ KaXKI0i CTOPOHBI IO KaXOMY IapaMeTpy (MakcuMyM 64 Oarua):

Kirou (mHTEpIIpeTaIys): oreHnBaeTcs B 6ajjiax Ha MOMEHT OCMOTpa U OTOM, B IMHAMHKE
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Hpuaoxenue I'5. OueHka MOTOPHBIX GYHKIMH 13 32 IVHKTOB®

* mkana B P® He BammampoBaHa, uisi €€ HMCIOJIB30BAHHMS HEOOXOJUMO CICIIHAIBHOE
oOyueHue

HaszBanue Ha pycckom s3bike: OrnieHKa MOTOPHBIX (DYHKIHH U3 32 MyHKTOB
OpurunnansHoe HazBaHue (eciu ecth): The 32-item Motor Function Measure (MFM-32)

Hcrounuk (opuIHanbHBIN CAliT pa3paboTYMKOB, MyOIUKALKMS ¢ Banuaanuei): https://mfm-
nmd.org

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

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

Tun (mog4epKHYTH): MIKala OIEHKU

Ha3nauenue: (yHKIIMOHAIBHAS OIICHKA JIBUTATEIBLHON aKTUBHOCTH y marnueHta ¢ CMA,
MOKET UCIOIb30BAThCA JJIs1 OI[eHKH 3 (HEKTUBHOCTH Teparmuu
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Conepxanue (1madioH):

OLEHOYHBIN JIUCT

WM u paMunus nayeHTa:

Jara poxaeHus: Bo3pacr:

JlaTta obcnemoBaHus: WM uccnenoBarens:

YcranocTth nman@eHTa Ha MOMEHT DGCJIG,I[OBEIHHS 10 CpaBHCHHIO C OOBIYHBIM COCTOSIHHEM (1'10 MHE.

I CHTAa).

Axtusen U O651aH0E cocTosane L Hemnoro ycran CunbHo ycran tired O

MFM - 310 olleHOYHas mIKana, paspaboTaHHas M YTBEpHKJEHHasA HMccienoBaTenbekoil rpynnoit MFM s m3mepenus

JIBHIaTCJIBHBIX BO3MOXKHOCTEH HCIIBITYEMBIX C HEPBHO-MBILICYHBIMH 3360HBBaHHﬂMH. HpH IMMOBTOPHOM HCCJICIOBAHHH C
TEYEHHEM BpPEMCHH MFM no3ssonser OLEHHTE H3MCHCHHEC JBHIATCIIBHBIX BO3MOXKHOCTEH HCHBITYEMOI'O. ,[[J'UI
MOCIEAYHIIHX OLECHOK IO HIKale NOJKHAa NPOBOJHTHCA Oﬁl!.laﬂ HyMeparu-. ,[[JIH KaXxJoro 3allaHHda IPHBEICHEL
KOHKPETHBIE HHCTPYKILIHH JUIA IIOJCYETa 6311]108; HCIIOJIE30BAHHE 3THX HHCprKLlHﬁ ABJIAETCA 00sA3aTEeIbHEIM. DTH
HHCTPYKIIMH IPHBEJICHBI B NOJIb30BaTEIFCKOM PYKOBOJICTBE .
OneHKa BbINOJHEHHS 3a]aHHi :

0 =He YAaacTcia Ha4aTh BBINOJIHATE 3aJaHHE

1 = YacTH4YHO BEIOJHAET 3aJJaHHE

2 = BBINOJNHSET ABHXXEHHE HE TIONHOCTBIO MM [IOJHOCTHIO, HO HECOBEPILEHHO (KOMIIECHCALIMOHHbIE JIBHIKCHHA,

TNOJIOKEHHE NOJICPHKHBACTCA B TCUECHHE HeIlOCTaTOHHOFl MNPOJOIEKHTEIEHOCTH BPEMEHH, MEUTHTEIEHOCTD,

HEKOHTPOJIHPYEMOE JBHKEHHE)

3 = BEINONHSAET 3a/1aHKE MIOITHOCTBIO M "HOPMabHO"; IBHXEHHE KOHTPOJIMPYIOTCH, TOYHEIE , HATIPABICHHEIE H

OCYIIECTBISAIOTCA ¢ OOBIYHOH CKOPOCTBIO.
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3apanus MFM-32 (ot 6 10 60 ster).  © 3amanns MFM-20 (netu <7 nier)

D1 D2 D3
1. © JBEXA, rOJOBA POBHO ITO CPEJHEN JIMHUM: ynepxuBaTh rooBy 1o Qo
cpeaHei JIHHHH, 3aTE€M [IOBOPAYMBATE €€ C O/IHOH CTOPOHEI Ha JIPYTYIO. 1
Kommenmapuu:.. T — R Q2
.................................................................................................................................................. D3
2.  JIEXA HA CITMHE: noassts TOJIOBY M YEPKHBATh MOAHATOMH Qo
)
KOMMEHIMADUIL ...ttt s s st st s s b s s s ensinane Q2
Q3
3. © mExa: COTHYTh HOTH B Ta300e/[peHHOM H KOJICHHOM cycTtaBe Oosee yem Ha 900, o
TIPH 3TOM IIOJHUMAs HOTH B TeYEHHE BCEIro IBHKEHHS. 01
Q2
Kommenmapuui: ..........occovvvuvvvevvceinnennen, . O3
cTOpoHa: crpasa: O cnepa: O
4. © XA, HOTY NOEPKUBAIOTCS] UCCIIELOBATEJIEM: nepesectu cromy 0
U3 MOJIOKEHHA MaKCHMAaJIbHOro crubanus B MakcHMaibHOe pasrubanue onee yem Ha 900. D{I}
KoMMeHMAapUuu: .........ccoveveveevvierenevennne, e etetettebetebeeeteae bt e s eas s are e ebe e eseasenenernene [ )
CTOpOHa: cnpasa: O cresa: O s
s © JEXKA HA CITUHE: MOJIHATE PYKH BBEPX H 3aTEM I10JIOKHTE Ha IPOTHBOIMOI0XKHOE o
TIeyo. 01
Q2
Kommenmapuu: .. T o iiiiaiitiieinienteiiitiiteienceieiteiitiinieiioi il 03
CTOpOHa: cnpasa: cnesa: O
6. © nExA, HOMM MOJIYCOIHYTHI KOJEHSMM BBEPX, HOTM HA TOJY,| Qo
CJIET'KA PA3BEJIEHBI: ynepxuBaTe HauanbHYIO II03HIMIO, 3aTEM IIPUIIOAHATE Ta3, COXpaHas | [
nonoxenue 0énep. [oscHuuneli oTmesn, Ta3 U 6Eapa HAXOAATCA B POBHOM IOJIOKEHHH, CTOITBI 2
CJIETKa Pa3BEJICHE. s
B I A ——
7. © JNEXA HA CIIMHE: NepeBepHyTECA Ha JKHBOT H OCBOOOIHTH PYKH H3 TOJ o
TYJIOBHIIA. m |
Kommenmapuu: Q2
S O3
CTOpOHa: clpaBa: a cesa: O
8. JIEXKA HA CITMHE: cects 6e3 noMomu pyxk. Qo
KOMMEHIMAPUIE ...ccvvvviiveiviiiiit ettt st bt et e b e rb e s st et s b e g;
Qs
9. © CHJI1 HA TIOJTY HJIKM MATE: Ge3 onopsl ¥ NOMOLIH PYK YAEp/KHBAaTh CHAYEE Qo
TIOJIOKEHHE 5 CeKYH]I, 3aTeM 5 CeKyH/ IOJUIePKHBATh KOHTAKT MEX/LY ABYMSA PYKaMH. 01
Kommenmapuu: Q2
10. © CHJIA HA TIOJIY WIH MATE, TEHHUCHBII MsY PACIIOJIOXEH ITEPE/ Qo
HCIIbITYEMbIM: HaknoHHTBCA BIEpE, NOTPOHYTLCA IO MA4a H CECTh Ha3ajl. O
KommenTapuu: Q2
I e, 03
11. © cusi HA IIOJIY WJIM MATE: Betarts 663 OMOMIH pyK. Qo
Kommenmapuu: Qi
-4 s OO OO SPTRRN )
Qs
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3apanus D1 D2 D3
12. © cT0S: 6e3 nomonm BEPXHHX KOHEYHOCTeH cecThk Ha CTYJ, CTONBI JOJDKHEI OBITE | [0
clierKa pa3Be/ieHbl. O
SO T TR coommemermomm 0o ooe OO0 OO OO OO0 000 OO C0 o0 Q2
Qs
13. CHJIS HA CTVJIE: 6e3 noMoly BepXHIX KOHEUHOCTEH, He ONHPasACh HA CIIMHKY CTYIIa, Qo
yIepAKHBaTh POBHOE CHJAYEE IOJNIOKEHHE, TOJI0BA H TYJIOBHINE B IIOJNOXKEHHH MO CpegHe O
JIMHHH 5 CEeKyHII. Q2
KOMMEHIMAPUUL ..ottt s bbb s sr e b st sbe bbb e sb s sas g saansbes o1 a3
14. © CHUJIA HA CTVYIJIE HJIM HHBAJIMJTHOM KPECIIE, I'OJIOBA B ITOJIOXKEHHWH Qo
CIrHBAHHS: Pacrnonoxure HCHOBITYEMOr0 B IOJNOKEHHH CHAA, NPH HE0OXOZHMOCTH Q
TIOMOTHTE TIOJJIEP/KHBATh MONOXKeHHe. ['0/I0Ba HCHBITYEMOro JOJDKHA OBITH B IOJOXKEHHH 1
MONTHOTO crubanus )
: Q3
O L ————
15. cugd HA CTYJIE WIA UHBAJIMAHOM KPECJIE, TNPEIIUIEYBS (3A Qo
MCKJIKOYEHUEM JIOKTEM) HAXOJATCS HA CTOJIE: 0HOBPEMEHHO TIOJIOXKHTE PYKH 1
Ha TOJIOBY, I'OJIOBA M TY/IOBHINE HAXOAMTCA B IOJIOKEHHH POBHO IO CpejHEH JIHHHH Ha 2
NPOTAKEHHH BCETO 3a/laHHA. Qs
KOMMEHIAPUU ...ttt i s s s re e s n s a b s n s eb s s s b s o1
16. cys HA CTVJIE WIM UHBAJIMAHOM KPECJIE, KAPAHZALI PACITOJIOXKEH
HA CTOIJIE: 6e3 nBHaEHHS TYJOBHIIEM JOTPOHYTLCA 0 HErO KHCTBIO HIIH NpeamiaedbeM (c Qo
MOJIHBIM pa3rubaHHeM PYKH BO BPEMs IBHIKEHH). |
2
Kommenmapuu: ... Qs
CTOpOHa: cnpasa: cnepa:
17. cHUIs HA CTVYJIE WIA B MHBAJIMJJHOM KPECJIE, 10 MOHET JIEXXAT HA
CTOJIE: B3aTE MOHETEI M YIEPHKATh HX B pyke B Teuenue 20 cexyHn. go
1
KOMMEHIMAPUIL ......oeeeeervveresesessesse s sss st ssesese e s ssss s e s e sasesesebsanassasssses bessnssesansassnessseasessassssnsen Q2
CTOpOHa: crpasa: (1 cnepa: O 3
18. © cuns HA CTYIIE WIA B MHBAJIMHOM KPECJIE, TTAJIEL] PACIIOJIOXEH Qo
B EHTPE CD-JTMCKA: obeectn oguum nansiieM CD-auck 6e3 moMoIy pyKH. Oy
KOMMEHINAPUU: ......c..ceooeeeeeesereesseeeses s s s s s s s s s s ssssessa s srans a2
CTOpOHA: cnpasa: O cnesa: a3
19. cuas HA CTYJIE WIM B UHBAJIMJHOM KPECJIE, KAPAHJIAIII HA CTOJIE:
B3ATh KapaH/Jalll H HAPHCOBATh HENPEPBIBHYIO CIHPaJb OT Hadaua H 10 KoHLA (Gopmsl, 4T0OBI
OHa Kacalach BEPXHHX H HHKHHX PaHHIL.
o Qo
HCNbITATEIbHBIA Ne 1 O
Q2
Q3
HCNBITATEJbHBIH Ne 2
KOMMEHIADUIL .....ooooviveiisirieiis ettt es st st e bbbttt es e b e s b e sb st e bt e et easesaataenne
CTOpOHa: crpasa: (1 cnepa:
20. cuas HA CTYJE WIM B MHBAJWJIHOM KPECJE, VIEPXWBAS JIUCT Qo
BYMAT ' U: pasopeath 1McT Oymars, cil0xeHHBIH B 4 pa3a, HauMHAasA OT Kpas cruba. |
KOMMEHIMAPUUL <.ocviieniiisiiicsinsie sttt st s bbb s b bbbt s a it b s 01 gz
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3ananusn D1 D2 D3
21. © CHJIA HA CTYJIE WIKA B UHBAJIMJIHOM KPECJIE, TEHUCHBIA M4 HA Qo
CTOJIE: B3ATE MAY H MOJHOCTBIO MOBEPHYTE KUCTE, YEP:KUBas €ro. 01
Kommenmapuu: .. ceeerress e be s sre s Q2
CTOpoHa: cnpasa: ciesa: Qs
22. © CHUJA HA CTVIJIE HIIM B HHBAJIMJTHOM KPECIIE, TTAJIEL] B LIEHTPE
JUATPAMMOBI: noaHATE nael H NepeMecTHTh ero Ha 8 neneHHil, He Kacanch JIMHHIA. go
1
Kowm apuu: .. e eteeeeeteeteseteeseesteeseeteeaaeesseateaseeeesneaasaseennearannes Q2
CTOpOHa: cnpasa: U crepa: 0 O3
23. © CHA HA CTVYJIE WIHM B HHBAJIMJIHOM KPECIIE, PYKH BJOJIb Qo
TYJIOBHIIA: nonoxure 0da npeaniedbs W/HIM PYKH Ha CTON OJTHOBPEMEHHO 0e3 JBHKeHHH (]
TYJIOBHILIEM. )
Q3
Kommenmapuu: .. e ————
24, © CHUJIS1 HA CTYJIE: 6e3 nojIep:KKi BEpXHHX KOHEYHOCTe BCTaHbTE CO CTy/a, Hork | (0
CIIETKA Pa3Be/IeHBI. ( §
Q2
KOMMEHMAPULUL ...ttt Q3
25. © cT04 C O1OPOI BEPXHUMH KOHEYHOCTSIMH HA CTOJI WJIH CTYJI: 6e3 Qo
MOJUIEPIKKH BEPXHHUX KOHEYHOCTEH y/epaHUBaiTe MMONOMKEHHE CTOA TEYEHHE 5 CEKYHJI, POBHO H 01
NpAMO YAEP/KHBAasA TENO, FOJI0BY H KOHEYHOCTH, CTOIbI CIIErKa pa3sBe/IcHbI >
T et 1 —— Q3
26. CTO4, C OIIOPOIM BEPXHMMM KOHEYHOCTSIMU HA CTOJI UJIU CTVIIL: 6e3 Qo
MOJUIEPIKKH BEPXHHUX KOHEUHOCTEH yepaHBaiTe HOry noaHATOH B TeueHue 10 cexynnu. 01
KOMMEHMAPULL ...ttt bbb b s st sb b e b s s asitann s Q2
CTOpOHa: cnpasa: cresa: O Q3
27. © cTos: 6es NIOCTOPOHHEH NOMOIIH KOCHHTECH I0JIa PYKOH H BBIIPAMHTECH. Qo
Q1
O T L Q2
Qs
28. CTOAEFBE3 TIOJIIEPXKKH: npoiinure 10 maror Brepén Ha naTrkax. Qo
Q1
KOMMEHMAPULL ...ttt b s bbb s s s rnans s Q2
Qs
29. CTOS BE3 ITOJIJIEPXKKH: npoiigute 10 maros Buepé/ M0 IpaMOil JIMHHH. Qo
1
KOMMEHMAPUUL ...t ettt st e s e s bn e s nan e sr s s sin e ea 2
Qs
30. © cTOs BE3 OIEPKKH: npoberute 10 MeTpos. Qo
Q1
O T T T e enemeero | I /] o)
Qs
31. CTOS HA OJIHOM HOTE BE3 ITOJIIEP)KKHU: noanpeirauTe 10 pa3s Ha MecTe. Qo
Q1
KOMMEHMAPULL ...ttt e ss e s snenn Q2
CTOpOHA: crpasa: O cnesa: O 03
32. © CTOs C OYIEPXKKOM: 6e3 oMoy BepXHUX KOHeYHOCTeil ABa sl npucsaste i | (0
BCTaHBTE. th
Q2
Kommenmapuu: .. Q3
Di1= D2= D3=
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IIpuBepkKeHHOCTH MANUEHTA: Her Q Cpenuss O Onrumansras O

KomMenTapuu:

CYET MFM 32* :

D1. nogbéM 1 nepeBHKEHHE D1 = X 100 = ...... goenens %
13x3 39

D2. akcnanbHbIe H IPOKCHMAJIBHBIE IBHUraTebHbIC QYHKIHH D2 = X100 = .. %
12x3 36

D3. gucranbHBle JBUraTeNbHEIE G YHKIHH D3 = X 100 = ...y %
7x3 21

O0umii cuér = D1+D2+ D3 = X 100 = .....cpeenee. %

32x3 96

Kittou (MHTEpIIpeTanus): olleHuBaeTcs B 6angax Ha MOMEHT OCMOTpa U Jiajee, B TUHAMHUKE.
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