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

BAIII bopra — Bu3yajibHO-aHaJIOroBas mikaia bopra

JIH — npIxarenbHas HEAOCTATOYHOCTh

JIHK — ne3okcupuOOHyKIeMHOBAS KHCIIOTa

JKEJI — )xn3HEHHAst EMKOCTD JIETKUX

HNAII® — nHrHOUTOp aHTHOTECH3UH-TIPEBpAIIAONIero GepMeHTa
NWBJI — nuBa3uBHasA UCKYCCTBEHHAs BEHTUJIALMS JIETKUX

k/la — kunonaneTOH

KT — xommnerorepHas Tomorpadust

K®K — kpearnadpochoknnaza (CHHOHUM — KpeaTHHKHUHA3a)
JIAI" — nakTatnernaporenasa

MPT — marHuTHO-pe30HaHCHAsI TOMOTrpadus

HWBJI — HenHBa3uBHAasA BEHTWISLUS JIETKUX

O®BI — 06beM (popcrpOBaHHOTO BBIJIOXA 32 TIEPBYIO CEKYHIy MaHEBpa (POPCHPOBAHHOTO BHIJOXA.
IIJIE — noTeHumanbl ABUTaTEIbHBIX €AUHUIIL

[NJAP® - [Tonumopdusm IIUH peCTPUKIIMOHHBIX (pparMeHTOB (crocob uccienoBanus renomoit JJHK)
[ICB — nukoBasi CKOPOCTb BbIJIOXa

[ICK — nuKoBast CKOpOCTh Kalluis

[I®M - mporpamma (HU3MIECKOTO MEHEPKMEHTA

[II{P — monumepasHas nenHasi peakuus

PHK — pubonykinenHoBasi Kuciaora

CulIAII — ot anrn. Constant Positive Airway Pressure, CPAP
CMA — cnuHanbHas MbIILIEYHAs aTpoPust

CMA I - cnunanpHas mMbliieyHas arpodus, Tum |



TCP — Texnnyeckue cpeacTBa peaduInTaIH

OXEJI — pynkimmonanpHas )KU3HEHHAS €MKOCTh JIETKUX
YVP — ypoBeHb YOSIUTETLHOCTH PEKOMEHTAIIHIA

Y/1 — ypOBEHb TOCTOBEPHOCTH JOKA3ATEIHCTB

OKT — snexrpokapauorpadus

OMI" — sanexrpomuorpadus

OHMI — snexrponeiipoMmuorpadus

OXO-KT" — sxokapauorpadus

MLPA — MynbTUIUIEKCHAs aMIUTM(UKALMS JIMTUPOBaHHBIX 30HAOB (0T anmi. Multiplex Ligation-

dependent Probe Amplification)

NIPPV — HewHBa3zuBHas BEHTHJIAIUS JIETKHUX ITOJOKUTENIBHBIM JaBiieHHeM (oT aHri. Noninvasive

Positive Pressure Ventilation)

SpO2 — carypamnusi KUCIOPOAOM apTEepHalbHOM KPOBU, M3MEpPEHHAas HEMHBAa3HMBHBIM CIIOCOOOM C

MOMOIIBIO MYJIbCOKCUMETpHUH (aHII. mean nighttime oxyhemoglobin saturation)



TepMuHBI U onIpeaeICHUS

ABTOCHITAIIT (anrn. Auto-CPAP) — »sto CHUIIAII (cM. manee) ¢ aBTOMaTHYECKOM HACTPOMKOM
JABJICHUSI HAarHETAeMOIO BO3AyXa, OMPEACINSIONIME YPOBEHb HEOOXOIMMOTO JAaBJICHUS, IMOAAIOIINE
BO3JIYIITHBIN MOTOK TOJBKO B MOMEHT OCTAHOBKHU JbIXaHMsI, IIOCTETICHHO YBEIIMYMUBAS €0 J0 TeX TOp,

IIOKA HE TPOU30UJIET BAOX;

BullAIl (ot anrn. Biphasic Positive Airway Pressure, BPAP, BiPAP - nByxda3Has BeHTUISALUSA C
MOJIOKUTETFHBIM JIAaBJICHUEM B JIBIXATENbHBIX MyTSIX — 3TO arllapar, CO3/al0IINi Ha BIOXE W BBIIOXE

MaIyeHTa JaBJICHUE Pa3IMIHOTO YPOBHSI.
l'uneprpodus Muokapa — 3TO MATOJIOTHIECKOE YTOJIIEHNUE CTCHOK CepIIia.

JleHCcuTOMETpHS — 3TO HEMHBA3WBHBIN METOJI OIIPEIeIICHUsT MUHEPATbHON TJIOTHOCTH KOCTHOW TKaHHU.
Jlunaranuys kamep cep/iia — 3TO MaToJIOTHYeCcKOe yBeIMUeHne 00beMa KaMep ceparia.

JuchyHkuus MHOKapa — 3TO HapyuleHue ero (QpyHkuuu; AUCHYHKIUS ObIBAET CHUCTOIUYECKOU
(CHMXKEHHE COKPAaTHMOCTH MHOKap/a), THACTOINICCKON (3aMeyICHUE pacCIa0ICHUsT MBIIIIIBI Cep/IIia)
U DJICKTPUYCCKON (HApPYIICHHE PACIPOCTPAHCHUS JICKTPUUYCCKON JETOISAPU3ANMUA U PETOJISPH3AIHH

10 CEPJICYHON MBIIIIIIE).

Kapamomuonarust — 3TO TeTeporeHHas Tpylnna acCOUMUPOBAHHBIX C MHOKApAoM 3a00JIeBaHUM,
COIIPOBOXKJAIOUINXCS MEXaHUYECKON W/WIM 3JeKTpUYecKor TucYHKIMEH, 0ObIYHO (HO HE Bcerna)
OPUBOSAIIMX K TUNEPTPOGUM WIM JWIATAllMd M HMEIOIIMX pa3jinyHble (YacTO TeHETHYECKUE)

IIPUYKUHBI.

KannomeTrpust n kxanHorpagusi - 3TO HM3MEpEHHE U LUPPOBOE OTOOpaKEHHE KOHLIEHTpALUU WU
MapiyaibHOrO JaBJICHMSI YIVIEKUCIOTO Tra3a BO BJIBIXa€MOM M BBIJIBIXaEMOM Ta3e BO BpeMms

ABIXAaTCIIbHOT'O IIMKJIa IMalluCHTA.

KucnotHo-ocHOBHOE cOCTOSIHUE (KHUCIOTHO-IIENOYHOM OajlaHC, KHCIIOTHO-IIEJIOUHOE COCTOSHUE,
KIIC) — »T0 cooTHolIeHHE KOHILIEHTpanui HOHOB Bomopona H+ u rugpokcuneubix rpynn OH B

OMOJOTUYECKUX KUAKOCTAX OPraHU3Ma.
KonTpakrypa — 370 OrpaHn4eHue NacCUBHBIX JBHKEHHI B CyCTaBe.

ITatonoruueckas YCTaHOBKa KOHCYHOCTU WM CCIMCHTA KOHCYHOCTU — OTO IIATOJOTHUYCCKOC
ITOJIO’KCHUC KOHCHHOCTHU MUJIM €€ CCIMCHTA, BOSHUKIICC B PEIYJIbTATC U3MCHCHUA MBIIICYHOI'O TOHYCA

MIPU COXPaHEHHOM 00BbEeME JIBIKCHHUH B CycTaBe(ax).

HYHBCOKCHMeTpI/IH — OTO MCTOA, TTO3BOJISIOIIU I ONpCACIINTL COACPIKAHUC 02 B KpOBU M YaCTOTY

IyJIbCa B MUHYTY.

Cep)leqHas{ HEOAOCTAaTOYHOCTh — OTO CHHMIXCHHC CIIOCOOHOCTH cepana obecneynBaTh HAaCOCHYIO

dbyHK1M0. beIBaeT 0CTpoi U XpOHUYECKOH.



CulTAII (ot anrn.Constant Positive Airway Pressure, CPAP - T0CTOSHHOE TONOKHTEIBHOE JaBICHHC
B JIBIXaTEIbHBIX MYyTAX) — 3TO MHIWBUIYAJIbHBIA MEIUIIMHCKHUI amnmapar JJisi aBTOMaTH3UPOBAaHHOU
JUIUTENLHOM BCIIOMOTATENIbHOM MHTpaHa3aJbHON BEHTUJISLUU JIETKUX MOCTOSHHBIM MOJOKUTEIbHBIM
JaBJICHUEM, TPUMEHSIEMBIM malreHToM BO Bpemss HoyHoro cHa. CHUITAII mpencraBnser cobou
HEeOOJIBIIION KOMITPECCOp, KOTOPBIM MONAeT TMOCTOSHHBIM IOTOK BO3/AyXa IOJ OIMpPEIeICHHBIM
JaBJICHUEM B JbIXaTeJbHbIE MIYTHU Yepe3 THOKYI0 TPYOKY U Fr€pMETHUHYIO0 HOCOBYIO HJIU POTO-HOCOBYIO
Macky. Takum oOpa3oMm, OH HE AAET JBIXATEeNbHBIM IyTSAM CMBIKAaTbCsl U OJOKHUPOBATH MOCTYIUICHHE
BO3/yXa (M HEOOXOAMMOr0 OpraHu3My KHCIOpoja). B pesynbTaTe HCKIIOYAETCS PUCK BHE3AIHOM

CMEPTH OT OTCYTCTBHS BO3/yXa B IbIXAaTEIbHBIX MYTAX, a TAKXKE 00€CIIEUNBAETCSI HOPMAJIbHBIN COH.
Ckonmo3 — 3TO TPEXIIIOCKOCTHAs Ae(popmMalivs MO3BOHOUYHHUKA.

CyOMaKkcUMaJIbHBIN PEKUM Harpy3KH — 3TO PEKUM, JUIsl KOTOPOTO XapaKTEPHbI OTCYTCTBUE OJIBIILIKH,

YYBCTBa YTOMJICHUA U 0o B MBbIIILAax.

Onexrpomuorpadus (OMI, DHMI, muorpadus, snexrpoHeiipomuorpadus — MHUO - MBIIIIBI H ...
rpado - MHUITy) - 3TO METOJ HCCIEIOBaHHS OHOIIEKTPUUECKUX MOTCHI[MATIOB, BO3HUKAIOIIUX B
CKEJICTHBIX MBIIIIAX YEJIOBEKa M JKUBOTHBIX MPH BO30YKIEHWU MBIIICYHBIX BOJIOKOH; PErHCTPALIUS

3JI€KTpPI‘—I€CKOI>i AKTUBHOCTH MBIIIII.

OHTEpAIbHOE MUTAHWE — HTO BBEJACHUE IUTATEJIbHBIX BEIIECTB B JKEIYAOYHO-KUIICYHBIA TPAKT
(mepopanbHO, Yepe3 30Hbl U CTOMBI) C LENbI0 MOANECPKAHUS U KOPPEKLIMU HYTPUTHBHOTO CTaTyca B
COOTBETCTBHH C TEKYIIUMHU MOTPEOHOCTAMHU OOJIBHOTO B DHEPIruu, OEJIKe, BUTAMHHAX, MUHepajax U

MHUKPOIJICMCHTAaX.



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



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

[IpokcumanbHas cnuHanbHas MbleyHas arpodus 5q (CMA) — 31o Tskenoe ayToCOMHO-PELECCUBHOE
HEPBHO-MBIIIIEUHOE 3a00J€BaHUE, XapaAKTEPU3YIOIIEECs MPOTPECCUPYIOMIUMHA CUMIITOMAMH BSJIOTO
nmapajdya W MBIIIEYHOW aTpoduu BCIEACTBUE JETeHEepallid 0O-MOTOHEHMPOHOB TMEpPEAHUX pPOTOB

crnuHHOTO Mo3ra [1].



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

Pa3BuTne mpokcuManbHOM CHUHAIBHOW MBIIIEYHONW arpoduu S5q oOyCIOBIEHO MYTalUSIMH B TEHE
SMNI1 (cokpaw. ot aunri, survival motor neuron), KOAUPYIOIIEM OETOK BBDKMBAEMOCTH MOTOHEUPOHOB.
I'en SMNI kaptupoBan Ha xpomocoMe 5 B jokyce 5ql12.2-q13.3 u uMeeT UEHTPOMEPHYIO KOIHIO
(SMN2). O6a reHa cocTosT U3 AEBSATH SK30HOB (1, 2a, 2b, 3-8) u pa3znuyaroTcs MiIThi0 HYKJICOTHUIAMHU B
nocnenosarenbHoct JJHK [1, 2]. Kputudeckoid TOUKOW SBISIETCS 3aME€HA IMUTO3MHA HAa TUMHUH B
sk30He 7 reHa SMN2 (c. 840C>T), co3maromias caiT CBSI3bIBAHMS ISl perpeccopa CIUIaiiCHHTA.
BenenctBue 3Toro pasnuuus B HYKJICOTHIHOM MOCIIENOBATEIbHOCTH OCHOBHOM TPaHCKPUNT IeHa
SMN2 He comepuT dK30HA 7 U sABIAETCS (PYHKIIMOHATBHO HEmoJHOUECHHBIM [3]. Ognako ren SMN2
TaK)Ke MPOAYIUPYET TMOJHOPA3MEPHBIA (PYHKIIMOHAIBHBIN OENOK, HO B OTHOCHTEIBHO MAaJIbIX

kosimuectBax (;10 10%).

K Bo3HuKHOBeHUIO0 npokcumanbHOo CMA npuBOAST MyTaluu B TeloOMepHOW komuu reHa (SMNT).
OCHOBHBIM THUIIOM MYTAallMid B 3TOM TI'€HE SIBISIOTCS TOMO3UTOTHBIEC AEJNEIUU 3K30HOB 7 WM 7-8,
KOTOpble BBIABIAOTCA Y 95% mnaumentoB. OcrtanbHble 5% MAalMEHTOB SBISIOTCA KOMITAYH]I-
FeTEPO3UTOTaMHU 110 JEJIEUUU B OAHOM Komuu reHa SMNI m TOYKOBOM MyTallMM B APYrOW, KpailHe
PEIKO — KOMIAyH/I-F€TEPO3UTrOTAMM IO JIBYM MUHOpPHbIM MyTamnusMm [4]. Mytauuu rena SMN2 He
MoryT ObITh mnpuuuHO CMA, OAHAKO YHMCIO €ro KOMHM Ha CErofHs SBISIETCS OCHOBHBIM
moaupukaropom 3adoneBanus. [IpubnusurensHo y 80% mroaeil B momynsauuu HaoOmomaercs 1-2
konuu. st 5-10% 310poBBIX JrOAEN omMcaHbl ciiydau jAenenuu reHa SMNZ B roOMO3UTOTHOM
cocrostHuH. Y marueHToB co CMA pa3nooOpasue yucia konuii rena SMN2 ropa3no 00nbIne U MOXKET
BappupoBath oT 1 g0 6 kommil. To HeGonblIOE KOMWYECTBO (DYHKIIMOHAIBHOTO —Oelka,
MPOIYIIUPYEMOTO IIEHTPOMEpHOM Komued reHa SMN, crnocoOHO CMsryaTh TSDKECTh TEUCHHS

3a0071€BaHMs Y MTAIIMEHTOB, MMEIOIINX YBEIUICHHOE YUCIIOo Konuid reHa SMN2 [5-8].

[Iponykrom rena SMN sBusercss Oenok, cocrosiuuid W3 294 aMUHOKHCIOTHBIX OCTaTKOB, C
MoJieKyIsIpHbIM BecoM 38 k/la. benok gyHkIMoHHUpyeT Kak B sfapax, Tak U B IUTOoIiasMe. B sapax
oemok SMN nokanusyeTcs B cheponoJoOHBIX CTPYKTYpax, Ha3pIBAEMBIX T€MaMH, aCCOIMUPOBAHHBIX C
tenpiiamu Kaxans, BomieueHHbix B Metabonusm PHK. Beroxk SMN wurpaer BaxHyO pojib B
crutaiicunre npe-pPHK u O6uorenese Manbix siiepHbIX pUOOHYKJIEONPOTENHOB, B TEHHOW SKCIPECCUU
Ha YpPOBHE TPAHCKPUIILIMM, a TaKXKe ydacTByeT B akcoHaibHOM TpaHcnopre MPHK B anbda-

MOTOHeHpoHax [9].

CHmwxenue ypoBHs Oenka SMN OpHUBOAMT K aKCOHAJIbHBIM JIe(EeKTaM JBHUTaTeIbHBIX HEUPOHOB,
BKJIIOUAsl YCEUCHHE W/WIIM YpPEe3MEpPHOE Pa3BETBICHHE aKCOHOB, 3aMEJICHHWE POCTa, HAPYIICHUSM B
HEPBHO-MBIIIICYHBIX CHHAICAX: HAKOIJICHUIO HEUPOPHIAMEHTOB B MPECUHANTUYCCKUX TEPMHUHAIISX,
(GOpMHUPOBAHHUIO HE3PENIbIX MOCTCUHANTHUYECKUX TEpMHUHAIEH M (YHKIHMOHAIBHBIM aHOMAJMSM,

HapyluIeHHIo nporecca suaounTosa [10, 11].

Moougpurxamopul kiunuueckoeo meuenus 3abonesanus. KiimHndeckoe pazHooOpasue mpoKCUMaibHON

CMA 5q MoxeT OOBSCHAThCS HamuuueM Moauduiupyroumx ¢akropoB. Monudukaropsl MOXKHO



pa3lienuTh Ha JIB€ OCHOBHBIE TPYMIIbI: BIMSIOIIME Ha YpoBeHb Oenka SMN H, COOTBETCTBEHHO, HE

OKa3bIBAIOIINE BIUSHUA Ha KOJIH4ecTBO Oeitka SMN.

dakTopsl, BIXUIONINE Ha YpoBeHb O6enka SMN. Ha cerogHss 0CHOBHBIM MOIUDHUITUPYIOMINM (HDAKTOPOM

CMA cuuraercs reH SMNZ2 - 4uclio €ro KONl M pa3iMuHble BHYTPUTE€HHBIE BapuaHThI. Mmerorcs
JAHHBIE O KOPPEJISILIMK TSKECTU TeUeHUs 3a0oseBaHusl ¥ yucia konuit rena SMN2 [12]. Yem Oosnbliie
konuii reHa SMN2, TeM, Kak TMpaBuiIo, MEHEE BbIpaKEeHbI KIMHUYeckue cuMmntoMbl CMA. OnnHako
ycraHoBiieHne tuna CMA TOIpkO Ha OCHOBaHMM uuciaa Konuid reHa SMN2 HenomycTuMo H
IIPOBOJIUTCSI BPauOM Ha OCHOBAaHUM BCEH COBOKYITHON MH(OpManuu O 3a00JI€BaHUU Yy KOHKPETHOTO

naruenTa [12].

Eme omqun momudumupyronmit paktop CMA, cBA3aHHBIA HEOCPEACTBEHHO C IIEHTPOMEPHOM KOTHEeH
resa SMN, - 3T1o onHOHyKIIeoTuAHAsA 3ameHa ¢.859G>C B 3k30He 7 reHa SMN2, xotopast NPUBOIUT K
00pa30BaHUI0 HOBOTO HSHXAHCEP-CBA3BIBAIOIIETO caiiTa CIUIAMCHHIA, PE3yabTaTOM YEro SIBISIETCS
BKJIFOYEHHUE B TpaHCKpUNT ¢ reHa SMN2 3k30Ha 7. JlaHHBIN BapHaHT aCCOLIMUPOBAH C YBEJIMYECHUEM B

KpPOBH KoJnuecTBa noiaHopasMepHoro 0enka SMN y nauuentoB co CMA II-III tuna [13].

Hpyrue paxTopsl, Baustomye Ha ypoBeHb 0enka SMN, npuBeneHs! B Tadmuie 1.

Tabmumna 1
JlonomHuTENbHBIC (DAKTOPHI, BIUSAIONINE HA YPOBEHb Oeika SMN
®dakTop SddekT
CnnaicuMHr-perynupytowime Tra2p 1 yBeNMYMBAET BKJIIOYEHNE 3K30HaA 7
dakTopsl | NpUBOAUT K 3K30H-CKUMMWHIY 3K30Ha 7
SF2/ASF 1 yBeNMUYMBAET BKJIIOUEHNE IK30HaA 7
hnRNPA1 T MHIMBUpPYET BK/OYEHME 3K30Ha 7 reHa SMN2
®dakTophl, perynuvpyrowune CREB1 1 yBennymBaeT TpaHckpunuuto 6enka SMN
TPaHCKpUNUuIo
STAT3 1 CNOCco6CTBYET POCTYy aKCOHOB
IRF-1 1 yBenmumBaeT ypoBeHb 6enka SMN
PRL 1 yBenuuymBaeT MpOAO/DKUTENbHOCTb XU3HU Yy Taxenbix CMA-
Mblllen
MeTunuposaHue 1 CHWXaeT ypoBeHb 3Kcnpeccun reHa SMN2
npomMoTopHOM obnactu
reHa SMN2
Crabunmsaums MPHK U1lA 1 yMeHbluaeT ypoBeHb 6enka SMN
HuR/p38 1 yBennuymBaeT MpOAO/DKUTENbHOCTb XU3HU Yy Taxenbix CMA-
Mbllen
dakTopbl, BAMsOWME Ha PKA 1 MHrMbupyeT aerpagaumnto 6enka SMN
NOCTTPAHCASLNOHHYO
MoAnduKaumio
GSK3 | YMepeHHO yBennymBaeT Bb)XMBAEeMOCTb




DK30reHHble hakTopbl lonoaaHune 11l OkasbiBaeT NonoXuTenbHOe BANSIHUE HA BbKMBAEMOCTb

'mnokcusa lll YBennuuBaeT ypoBeHb nonHopa3MepHoro 6enka SMN.
[bixaTenbHasa nogaepxka ynyylwaeT CMMNTOMaTUKY.

OKCMAaaTUBHbIN cTpecc 11| Ycunusaet nporpeccupoBaHme 601e3HU

Opnako, BiAMSHUE OOJBIIMHCTBA M3 ATUX (PAKTOPOB OIEHUBAJIOCH in Vvitro. B xuBOM opranmsme

MCXaHHN3MbI BSaHMOHeﬁCTBHH HaAMHOI'O CJIOXXHEC U Tpe6YIOT FJ'IY60KOFO HN3Yy4YCHUA.

dakTopbl, He BIMsIONIME Ha ypoBeHb Oenka SMN. MoauukaropoB, He aCCOLMUPOBAHHBIX C TEHOM
SMN u ero mpoaykTOoM, Takke oO4deHb MHOro. C KaXIbIM TOIOM OTKPBIBAaCTCS BCE OOJBIIE
MexaHu3MOB. B mocienHee BpeMsi HMHTEpeC MNPUKOBAH K pPsALy OCJIKOB, YIy4IIAIOMIMX MPOIECC
SHJOLIUTO3a B CHMHAICAX, T. K. HEABHO OBUIO YCTAHOBJIEHO, YTO UMEHHO SHIOLIUTO3 SIBISETCA OJHUM
13 KJIIOUEBBIX HapylIaeMbIx Mexanu3MoB ipu CMA. Otu 6enku npeactasiensl wiactuaom 3 (PLS3) u
kopoHuHoM (COROI1C) [14], neiipokansiuaom aensta (NCALD) [15] n kanbluitHEBpUHOMIOTOOHBIM
oenxom (CHPI) [16].

OcoOn1ii mHTEpEC mpeactaBmsgeT meTunupoBanue JIHK, xak HamOomee ctaOuiapbHas MoOAUpUKAIUSA,
U3MCHSIONIAsl XapakTep SKCIPECCHH TeHOB. bblla BBISBICHA CBSA3b METHJIMPOBAHHUS psiia TCHOB
(SLC2342, NCOR2, DYNCIH]I), xotopble MOTYT ObITh BOBJIeueHbl B natoreHe3 CMA, U TAKECThIO
3a0omeBanus [17-19].



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

PacnipocTpaHeHHOCTh MPOKCUMAIbHOW CIMHAIBLHON MblIeuHOM arpoduu cocrasiuser 1 Ha 6000 - 10
000 noBopoxaenubix [20]. JlanHble MO pacmpocTpaHeHHOCTH 3aboneBaHusi B PD OTCYTCTBYIOT.
Yacrora HOcuTenbcTBa 3aboneBanus — 1/40 — 1/50 B momynmsaumu B nenom [21,22]. Tlo maHHBIM
OI'bHY MI'HL umenn akanemuka H. II. boukoBa wacTtora HocuTenbcTBa MyTauuu B reHe SMNI B

Poccuu — 1/36 uenoBek u pacueTHast yactota poxacHus pedenka co CMA 1 Ha 5184 HOBOPOXKIEHHBIX
[23].



1.4 Oco0eHHOCTH KOAUPOBAHHUSI 3200/ 1€ BAHUSA WJIH
COCTOSIHUA (IPyNIbI 3200J1€BaHUIl HIH COCTOSTHHIA) 110
MexayHapOAHOH CTATHYECKOH KJIACH(PUKALMH
0oJ1e3Hel U NPo0JieM, CBI3aAHHBIX CO 310POBbEM

G12.0 [Jerckas cnuHanbHas Mbiiieanas arpodus, [ tun [Bepnuura-l'opdmanal]

G12.1 [Ipyrue HacieaCTBEHHbIE CIIMHAJIBHBIC MBIILICYHbIC aTPOdUn



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

Kmunaunueckas KJIaCCI/I(l)I/IKaI_[I/ISI 3a00JIeBaHNsI OCHOBBLIBAeTCs Ha BO3pacTe II€6IOTa, TAXKCCTH TCUCHUA

3aboseBaHms ¥ poAoKuTeIbHOCTH K13HU [20]. (Tab. 2)

Tabmurra 2.

Knuandeckas knaccudukanms IpoKCUMaIbHON CTMHAIBHOW MBIIIEYHOM arpodun 5q.*

Tun CMA Bo3pacTt nebiota Oxunaaemas [BuratenbHble HaBbIKN**
MPOAOC/IKUTENBHOCTb XU3HU

CMA 0O BHYTPUYTPOBHO 0o 6 Mmecsues Het

CMA1 [o 6 mMecsues 0o 2-x net HecrnocobHoCTb  AepXaTb  rOMOBY,

(OMIM#253300) nepesopaynBaThbCs, cnaeTb 6e3
NoAAEPXKKMN

CMA II 6-18 mMecsiues 70% poxusatoT Ao 25 net CnocobHOCTb cnaeTb 6e3 noaaep>xxku

(OMIM#253550)

CMA 111 ctapwe 18 mecsaues 10-40 net nocne MaHudecTaunm CNOCOBHOCTb CTOATb M XoauTb 6e3

(OMIM#253400) noaaepxku

*cymectByer 1 CMA IV Tuma, HO mpu 3TOM Tume 3a0ojeBaHWE MaHU(ECTUPYET BO B3POCIOM

BO3pacTe

**pu ecTeCTBEHHOM TEUCHHUH 3a00JICBaHUS



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

[IpokcumanbHasi cniuHajgbHas MbliieyHas arpodus 0 tumna, uiam BpoxkaeHHas CMA ¢ mocnepoaoBoi
acukcuelr — HamOoJIee TSHKEIBIM BapuaHT TeueHus 3adoneBanus. Ha 30-34 Hemene OGepeMeHHOCTH
OTMEYAIOT MAaJIOMOABIKHOCTh IUiona. [locie pokaeHus IBIKEHUS MPAKTUYECKH OTCYTCTBYIOT,
HaJIMYKUE KOHTPAKTYp, TPYAHOCTH C IVIOTAHHEM WU JbIXaHUEM — 0e3 oOecrneueHus IbIXaTelbHOMN

MOJIIEPKKHU peOeHOoK nmorubdaet [24].

[IpokcumanbHast criuHaidbHas MblmeyHas arpodus | tuma, wnm Gonesns Bepmuura — Toddmana
BO3HUKAET B BO3pacTe J0 6 MECAILEB U XapaKTepU3YeTCs TSKEJION MbIIIeYHON ciabocThio. bonbHbie
JIETH HE CTIOCOOHBI JIepKaTh TOJIOBY, MEPEBOPAUYMBATHCS, CUACTh Oe3 momnepkku. [IpokcmmanbHas,
CUMMETpPHUYHAsT MBbIIIEYHAsT CIa00CTh, OTCYTCTBHE MOTOPHOTO Pa3BUTHS M MbIIIEYHAS THUIIOTOHMS
SIBJSIFOTCA OCHOBHBIMU KJIMHMYeCKUMH Tpu3dHakamMmu CMA [ tuna. Yacto oTMeuarOT HaIM4ue
KOHTPAKTYp B KOJICHHBIX U JIyU€3aIlSICTHBIX CYCTaBaxX, PeXe — B JJOKTEBbIX. B HEOHaTalIbHOM MEpuoe
WM B TEUEHHE TNEPBBIX TPEX MECSIEB >KU3HU JIETH CO CMEPTEIbHBIM IMPOTHO30M HCIBITHIBAIOT
TPYIHOCTH C COCAaHHWEM M TJIOTAaHWEM W YacTO JIEMOHCTPHPYIOT nuadparmanbHoe apixanume. Cama
nuadparma He BOBJIEKAETCS B MATOJIOTHYECKUI MPOIECC J0 MOCIEIHEH CTaIuu TeUeHUs 3a00IeBaHusI.
Hapymienust moranus MOTYT NPUBOJUTH K ACHUPALMOHHONW MHEBMOHUHU U JIETAILHOMY HCXOdy. Y
MAIMEHTOB HaOMoaroTCs (GACHUKYIAUA MBI S3bIKA W TMOCTYpPajdbHBIA TPEMOp TMAaJbIIEB.
BonpmmucTBo 60nbHBIX neTet co CMA | Ttumna 6e3 METUIIMHCKOTO COMPOBOXKIEHUS U 0COO0T0 yXo/a

morudaeT B BO3pacTe 110 ABYX JeT [25].

[IpokcumanbHast cnuHaNbHas MblmiedHas arpodus Il tuma wmmm xponmueckass CMA (Gomne3Hb
JlyOoBuiia) umeet Oosiee mo3aHee Havajio B Bo3pacTe 6-18 mecsieB 1 MeHee TshKeJloe TeueHue. Takue
JIETH COXPAHSIIOT CIOCOOHOCTh CUJIETh U YAEPKUBATH FOJIOBY CAMOCTOATENbHO. Y manueHToB co CMA
II HaGmromarorcs GacUKyISIUN MBIIII S3bIKa, TPEMOP MAJIBIIEB BHITIHYTHIX PYK, (GacCIUKyISIpHBIC U
buOpHILISIpHBIE MTOAEPTUBAHKS MBIIII] TPOKCUMATIBHBIX OTAEIOB KOHEUHOCTEH, BHIPAXKEHHBIN CKOJIUO3,
c1abocTh MEXpeOepHON MYCKYJIaTypsl, AuadparMaibHOE JbIXaHue. Y JeTed BO3HHUKAIOT TPYAHOCTH
MIPH KalllJIe ¥ TIIYOOKOM JIBIXaHWH BO BpEeMs CHA IS MTOAIepKaHUsI HOPMAJIBHOTO YPOBHS KHCIIOPOAa 1
TUOKcHIa yriiepoaa [26, 27]. Pa3BuBaroTcs U MporpeccupyroT cKeneTHble aedopmaruu. XapakTepHbl
TAKXE IJI0XO0M COH HOYBIO, YCTAJIIOCTh MOCJIE HOYHOTO CHA, COHJIMBOCThH B JJHEBHOE BPEMS, BOBMOKHO
pa3BUTHE YTPEHHEW TUIMEPTEH3UH, (T K€ M3MEHEHHUs, HO B Oojee cTapilieM BO3pacTe, pa3BUBAIOTCA
npu CMA 11 tumna).

Hauano npokxcumanbHOM crnuHanbHOM MblmieuHoi arpoduu I Tuna (tonomeckass ¢dopma), wiu
oone3nn KyrempOepra-Bemanmep, BappupyeT B BO3pacTe HadyWHas ¢ 18 MeECSIEeB W 10 FOHOIIECKOTO
Bo3pacra. [lamuentsr co CMA III coxpaHstOT cOCOOHOCTh MEPEABUTaTHCS CaMOCTOSITENIBHO, HO
MOTYT YacTo MaJiaTh WIHM UCTIBITHIBATH TPYAHOCTU MIPU MOABEME U CITyCKE IO JIECTHUIIE, Oere, HAKIIOHE,
MoJbeMe W3 TMOJOXKEHUS cuisi. HukHue KOHEYHOCTH NpPHU JIaHHOM THUIE 3a00JIeBaHUSI MOPAKECHBI
cuibHee, yeM BepxHue. Y manumeHtoB co CMA III Takke coxpaHsieTcss TpeMOp MabIEB BBITIHYTHIX
pyk [26-28].



ITpu Bcex Tunax CMA MOryT nmopaxarbCsi OCHOBHbBIE TPYIIIbI JIbIXaTE€IbHBIX MBI, BKJIFOYasl MBILIIIBI
BJI0XA U BbIJ0Xa U OyJIp0apHYI0 MYCKYJIaTypy, IPpU 3TOM CTEIIEHb MOPAKEHUSI U MEXaHU3MBbI, BEIyIIUE
K HapYIICHUIO JIbIXaHHs, MOTYT pa3indarbcsi B 3aBUCUMOCTU OT Turma CMA u craaum 3a0oneBaHus.
[TepBoHaYaTbHO THMOBEHTHIISAIINM, OOYCIIOBICHHAS HApPYIIICHUEM JBIXaHUS pPa3BHUBACTCS BO CHE, HO
OTOM U B JHEBHOE BpeMs. [MMOBEHTWISAIMA BO CHE NPHUBOIUT K Pa3BUTHIO amHOd3. Hapymienus
JbIXaHUs — OCHOBHAsI IPUYMHA BO3HUKHOBEHUS OCJIOKHEHUN U cMepTHOCTH nanueHToB co CMA [ u

CMA 1I; xpoMe TOro, OHU TaKKe MOTYT pa3BUBAThCs Y HEOOMbIION qonu nanueHToB co CMA 1II.

HpI/I Bcex Tunax CMA MOXeT BBISIBISATHCS KapAHuOJIOrn4CCKasl IaToJIOrus (Hapyn.[eHI/DI puTMa cepaua,

KapJIuOMHUOTATHS U T.1.).



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



2.1 /Kaa100bI 1 aHAMHE3

OcCHOBHBIC XaJ00BI M aHaMHE3 OITMCAaHBI B pasaciic «Knuanueckas KapTuHa». Huxe IMPHUBCACHDBI

&Kano0bl, TPEOYIOUIUE OTACIBHOIO YTOUHEHHUS:

e Pexomenayercsi yTOUHUTH Kaj00bl Ha Xpall U YacTble MPOOYKIEHUSI BO CHE, yTPEHHHE TOJIOBHBIC
O0JIM, COHJIMBOCTh B TE€UEHUE IHs, Yy poauTeneil nanueHtoB co CMA 5q crapuiero Bo3pacra Juis

paHHEN JUAarHOCTUKYU TMIOBEHTUISILIMM U allHOd CcHa [29].
VYpoBeHb yOenuTenbHOCTH pekoMeH1auii B (ypoBeHb 10CTOBEPHOCTH JI0KA3aTeNIbCTB — 3)

o Pexomenayercsi yTOUHSTh YacTOTy HH(EKIMOHHBIX 3a00J€BaHUN W AHTUOMOTHKOTEpANUU 3a
nocnenuue 6 - 12 Mecsnes (B 3aBUCUMOCTH OT KPaTHOCTU HAONIONEHUS) Y POAUTENCH MallueHTOB

co CMA 5q ais aiekBaTHOM OIIEHKM COMaTHYECKOro craryca nanuentosn [30].
VYposenb yoenutenbHOCTH pekomeHaannii C (YpoBEeHb I0CTOBEPHOCTH JI0KA3aTCIIbCTB — 5)

o Pexomenayercst yTOUHSTH KaloObl Ha HapyIIEHMs IIOTaHUS KUAKOCTH W/WIM TBEPIOH MUY,
OILYIICHUE 3aCTPEBAHUs NUIIM B rOpje BO BpEeMs IIIOTAaHMs, Kalllelb WIM MONEPXUBAHUE 10, BO
BpEMsI WIH II0CJIE ITIOTaHUs, HAJMYue XPUILIOrO MU «BJIAKHOTO» TOJ0Ca MOCJE aKTa ITIOTaHusd, a
TaKKe BIMSHHUE Ipoliecca MpueMa MUILY Ha KaueCTBO KU3HU y ponuteneil nauuentoB co CMA 5q

JU1st uckirrouenus aucaruu [20].

YpoBennb yoenureabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)



2.2 Ou3uKaAJIbHOE 00CTeI0BAHUE

Knunuuecxoe obcneoosanue CMA exnrouaem 6 cebsi nposedeHue Qu3uKaibHo20 0CMOMpPA ¢ AKyeHmom
HA KOCMHO-MbIUWEYHYIO CUCmEMY, U CBA3AHHbIX C Hel @OYHKYUOHAIbHLIX HapyuleHuu. Bwibop
UCNOb3YeMbIX 00c1ed08anull Oydem 3agucemv Om dACNEKmMo8, Komopwvle 0Oonee axmyaivHul OJs
Kadxcoou cmeneHu msdicecmu. JlanHvle  QU3UKATbHO2O 00CNe008aHUs  ONUCAHLL 8  pazdeie

(KJIUHUYecKast kapmurnay. Huorce onmpasiCeHnbl ocobenrocmu (ﬁu3uKa]le020 00cnedosanus:

o PexomenmyeTcs oreHka (hU3WYECKOTO pa3BUTHS (M3MEPEHHE MAcChl Tela W pOCTa) B JHUHAMHUKE

nauueHty co CMA 5q juist olieHKH HyTpUTUBHOTO craryca [31].
VYposenb yoenutenbHOCTH pekomeHaanuii C (YpoBEeHb I0CTOBEPHOCTH JI0KA3aTCIIbCTB — 4)

KomMmenTapuu: Y nanueHtoB co CMA 4acTo OTMEYArOTCS U3MEHEHUS B HYTPUTHUBHOM cTaryce. Y
JeXayuxX TMalMEeHTOB M TAlMEHTOB ¢ Auc(arueil MOBBIIIAETCS PUCK HEAOCTATOUYHOCTH MHUTAHUS.
Cunsguue u Xonsauue MalUMeHThl MOABEP>KEHbI PUCKY M30BITOYHONM MAcChl TENIa/OKUPEHUIO B CBSA3H CO
CHIDKEHUEM SHEProTPaT M3-3a YMEHBIUICHHs] aKTUBHOCTH IIPU yTpare crnocoOHOCTH K xoasbe. Ilocne
ycTaHoBleHus auarioza CMA BceM manveHTaM peKOMEHAYETCsl KOHTPOJIUPOBATh POCT U Maccy Tela
C MEPUOJIMYHOCTHIO HE MeHee | pasza B 3-6 MecAlleB y AeTeld MJIaJIIEro BO3pacTa U €KEroJHO Y AeTel
CTapuIero BO3pacTa U yaule Mo MoKa3aHUsIM.

o Pexomennyetcst orneHka (QyHKIIMU >KeBaHUSA W ToTaHus marueHty co CMA 5q mais ucKiIrodeHus
nucharum [20, 32].

YpoBenb yoenuTeabHOCTH pekoMeHaannil C (ypoBeHb JOCTOBEPHOCTH 10KA3aTeJbCTB —4)

KOMMeHTapI/II/IZ OTI[CJ'ILHOC BHUMAaHHC IIPHU OCMOTPC YACIIACTCA BO3MOKXHBIM HAPYUICHUAM ITIOTAHUS
IIpu KOPMJICHUU — CHMIKCHHIO M OTCYTCTBHUIO IJIOTOYHOIO H HEOHOTO pe(bJIeKCOB, OCJ'Ia6J'IeHHOMy
COCaHHIO Y MAJICHBKOIO pGGGHKa, TPYAHOCTAM C KCBAHWCM U IIPOITIATBIBAHUCM ITHUIIH, YBCINYCHUIO

JUTUTETFHOCTH €€ TTpueMa, HATMIHI0 KOHTPAKTYPhI YEITFOCTHOTO CYCTaBa.

o PexoMeHayercsi KIIMHUYECKAs OLEHKA JbIXaHUs nauueHTty co CMA 5q mis uCKIIFOUeHHs] HATUYHS

JIbIXaTeIbHbIX HapymeHui [33].
VYpoBens yoenutenbHoCTH pekoMmeHaanuid C (YpoBeHb JOCTOBEPHOCTH JI0Ka3aTeNbCTB — 4)

Kommenrtapuu: [lepruonnaHOCTh TPOBEICHUS OLEHKH M MOHUTOPUHTA JBIXaTeNbHBIX (PYHKIIHI
3aBUCHUT OT KJIMHUYECKOTO COCTOSIHHSI M CTEMEHU MPOTPECCUPOBAHMS OOJE3HM Y KaXKIOTO OOJHHOTO.
YacTora mpoBENEHUS OLEHKU COCTABISIET B CPEIHEM OIMH pa3 B 3-6 MECSALEB y HETSKEIbIX
nanmuedToB co CMA 11 u CMA 1II. JlpixatenpHbie (yHKIMH OIEHUBAIOTCS PEXKE Yy MAIMCHTOB,
CIOCOOHBIX K CAMOCTOATEIFHOMY NEPEIBIKEHUIO, B CTAOMIBEHOM COCTOSIHUH, C OOJNbIIIel 4acTOTON Y
JIeKAIINUX MAlUEeHTOB, C HeCTAOMILHBIM TeueHneM 3a0oneBanus. C gactoroit 1 pa3 B 3 mMecsiia MOXeET
MIPOBOJIUTCS OLIEHKA JbIXaHUS y IMAlMEHTOB, MOJyYAalOIINX WHBA3WBHYK BEHTWISALUIO JETKuX. Jlid
nereut, Haxonsamuxcs Ha HUBJI, xenarenbHo nipoBoauTh onieHKY 1 pa3 B mecsil. [Ipu CMA 1, ecnu
pebenok He Haxoautca Ha HUWBJI, npixatenbHble HapylleHUs MOTYT HapacTaTh OYEHb OBICTPO, U

HHOTIJIa Tpe6yeT051 cIc Oosiee gacrTas ux OIICHKA. OHGHKa BKJIFOYACT OIIPCACICHHUC IBCTA KOXHBIX



MOKPOBOB, 3(PPEKTUBHOCTH OTKAIUIMBAHMS, YAaCTOTHI JIbIXaHUS, U3MEPEHHE OKPY)KHOCTH TPYIHOUN
KJIETKH, ONPENECICHUE OSKCKYpCUU TPYAHOW KIETKHM, MPU3HAKOB JUCHYHKUUU JbIXaTeJIbHON
MYCKyJaTypbl (HaJu4yre napajoKCalbHOTO JbIXaHUs, UCIIOIb30BAHUE BCIIOMOTATEIbHON JIbIXaTeIbHON

MYCKYJaTyphl).

o PexoMenayercsi ocMOTp MO3BOHOYHMKA ManueHTy co CMA 5q mid UCKIIOYEHHs CKOJMO3a M
kudo3a [34, 35].

VYpoBensb yoenuTeabHOCTH pekoMeHaanuii C (ypoBeHb IOCTOBEPHOCTHU JOKA3aTENbCTB — 4)

Kommentapun: Ilpu Bcex popmax CMA pa3BuBarotcs ckenetnslie aedopmanuu. Vickprupnenue
NO3BOHOYHUKA, C MOHMKEHHBIM MBIILIEYHBIM TOHYCOM, HEIPEPHIBHO MPOTPECCUPYET HA MPOTSKEHUU
Bcel ku3Hu. Takke y OONbIIMHCTBA MALIMEHTOB pa3BUBAETCS KU(PO3 TPYAHOIO OT/AeNIa TO3BOHOYHUKA

Pa3HOM CTETNIEHU BBIPAXKEHHOCTH.

o PexoMenayercsi olieHKa (YHKIHMOHAJIBHOIO JIBUTATEIbHOTO CTaryca IO  PEJIEBAHTHBIM
(YyHKIIMOHAJIBHBIM IIIKaJlaM M BPEMEHHBbIM TecTaM mamueHTy co CMA 5q s ompeneneHus
HCXOJHOTO CTaTryca IMalueHTa, a TaKkke JIT MOHUTOPUHTA JBUTATEIBHBIX (DYHKIIUNA U JIJIS OIEHKH

3¢ (HEeKTHBHOCTH MaTOTeHeTHYeCKoi Tepanuu [36-39].
VYpoBensb yoenuteabHOCTH pekoMeHaanuii C (ypoBeHb IOCTOBEPHOCTHU JJ0KA3aTeNbCTB — 4)

Kommentapuu: [kaner npuBeaecHs! B [Ipunoxenun ['1. JKenarenbHo, 9TOOBI OLIEHKY IO
1IKajgaM MPOBOAMIN CEPTU(GUIMPOBAHHBIC CIELUAIUCTBl PErYISIPHO KaXKble IIECTb MECSIEB
MPOBOAUTH OOCIEOBaHMS, €CITU HET OCOOBIX OOCTOSTENBCTB, TPEOYIOMIMX APYroil YacTOTHI
HaOmonenus. JJunamuueckoe oocieoBaHue pedeHKa 1o CrelraIbHbIM [IKalaM 0COOEHHO BaXKHO IpU
olieHKe 3(P(HEKTUBHOCTH MOJy4aeMOW TapreTHoW Tepanuu. [Ipu oTcyTcTBHM CEepTUPHUIMPOBAHHOTO

CIICHUAIMUCTA KEJIATCIbHO HAIIPABUTh MMAIUCHTA B TOT HCHTP, A€ TAKHUC CIICHUAJIUCTLI CCTh.

e Pexomenayercsi OolIeHUTH MOTPEOICHUE U BBIBEJCHHE M3 OpraHU3Ma MHKPOAJIEMEHTOB, 0COOEHHO
KaJiblMs U BuTamuHa D, manmeHtam co CMA 5q ¢ HapylIE€HHSMU HYTPUTHBHOIO CTaryca IS

KOHTPOJISl 32 COCTOSTHUEM KOCTHOU TKaHu [20].
Yposenn yoenureabHocTH pekomenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3ATEJIbCTB — 5)

o Pexomenayercsi yCTaHOBJICHHE THMA CHUHAIBHOW MBIIMIEYHOM IUCTpOoPUU S5q HA OCHOBAHHUH
KJIMHUYECKOM KapTHHBI 3a00JieBaHUS B COOTBETCTBHM C KiIaccu(UKaluMeld BceM NaIleHTaM C
MOJATBEPKACHHBIM (KJIMHUYECKA W/UIM TEHETUYECKH) JMarHo30M [UIsl OIpeAesieHUs IPOrHo3a

3a0omeBanus [20].
VYpoBenb yoenuTeapHOCTH pekoMenaanuii C (ypoBeHb IOCTOBEPHOCTHU JJOKA3aTEIbCTB — )

KommenTapuu: Tunet CMA 5q (CMA 1, CMA 2 u CMA 3) cmotpets B pazaene 1.5

Knaccudukanus 3ab6oneBanus Wil COCTOSHUS (TPyHIbl 320071€BaHUN UIIH COCTOSTHUI)



2.3 JIabopaTopHblie JMATHOCTHYECKHE MCCIeI0BAHUS

e PexomeHayercss MOJIEKYJISIPHO-TEHeTHUYECKOe HCCaeA0BaHMe MyTrauui B rene SMNI Bcem
nauueHTaM ¢ nogo3peHueM Ha CMA 5q ¢ 1enblo BBIABICHUS JEJIELMU dK30HOB 7 wWinu 7-8 U

MOJIEKYJISIPHO-TEHETUUECKOTO TOATBEPKACHUS Auarnosa [40].
VYpoBeHb yOenuTeIbHOCTH pekoMeH1anuii B (YpoBeHb 10CTOBEPHOCTH JI0KA3aTeJIbCTB — 2)

KommenTapuu: «30JI0TBIM CTaHJIApPTOM» MOJIEKYJISIpHO-T€HETUYEeCKOTro uccieaoBanus npu CMA 5q
SABISCTCS KOJWYECTBEHHBIM aHaIW3 — aHaiau3 4yucia komuid reHoB SMNI u SMN2. JlanHoe
uccinenoBanue nposoaurcs meronamu IILP B peanbHOM BpeMeHHM WM KOIM4eCTBEHHOro MLPA-
aHanu3a. /[maraos moaTBepkmaeTCs Mpu OOHAPYKEHUH JICTCIIUN SK30HOB 7 WU 7-8 B TOMO3UTOTHOM

COCTOSIHUU (T.€. B 00€HX KOMHSIX TeHA).

e He pexomenayercss wucnonb3zoBatb [IL[P-IIJ/[P®-ananu3 wu [Opyrue KadueCTBEHHBIE  METOJbI
HCCJICIOBAaHUsI Kak MeTola BbIOOpa mammeHtam ¢ momo3peHueM Ha CMA 5q ¢ 1menbro

MOATBEPKICHUS Auartosa [41].
VYposenb yoenutenbHOCTH pekomeHaanuii C (YpoBEeHb I0CTOBEPHOCTH JI0KA3aTeIIbCTB — 3)

e PexomeHayercss BBINOJIHATH NOUCK TOYEYHBIX MyTauuid B reHe SMNI MeToooM mnpsiMOro
ABTOMATHUYECKOTO CEKBEHHpPOBaHHUsS 10 CoHrepy MamMeHTaM C BbIABICHHOW Jenenuend B

TE€TEPO3UTOTHOM COCTOSIHUM C 1IEJIbI0 YCTAHOBJICHUA IUarHosa [42].
VYpoBensb yoenuteabHOCTH pekoMeHaanuii C (ypoBeHb I0CTOBEPHOCTHU JOKA3aTENbCTB — 2)

KommenTapuu: Hanuuue aenenuu B reTepO3UroOTHOM COCTOSIHUM ONPEIEISETCs KaK HaJudue OJHON
xornuu reHa SMN1. ObHapyKXeHue NaTOreHHON MyTalu BO BTOpoi Komuu reHa SMNI noareepaaet
muarao3 CMA.

« He pexomenayercst ycraHoBieHue auarHoza CMA 5q nanueHTam ¢ OTCYTCTBHUEM JENICLIUHU
9K30HOB 7 unu 7-8 rena SMN1 [20].

VYposenb yoenutenbHOCTH pekomeHaanuii C (YpoBEeHb JI0OCTOBEPHOCTH JI0KA3aTCIIbCTB — 4)

Kommentapuu: OTcyTcTBHE AenennU 3K30HOB 7 wiH 7-8 reHa SMNI onpenensieTcsl Kak Halu4uue 2 u
6onee xommii rena SMNI meromamu IIIIP B peanbHOM Bpemenu wim KojaumdecTBeHHOro MLPA-
aHanu3a. B ciiydae KpoOBHOPOJICTBEHHBIX OPAaKOB PEKOMEHYETCS MPOBECTH MOUCK TOYCUHBIX MyTallui
B reHe SMNI MeromoM MHpsIMOrOo aBTOMAaTHYECKOTO CEKBEHHpOBaHUs Mo CoHrepy Aaxe B Cilydae

OTCYTCTBUS J€JEUUU SK30HOB 7 miu 7-8 rena SMN1.

o PexoMeHnayercsi omnpeneneHue uucina konuid reHa SMN2 y mnanMeHTa € MNOATBEPXKICHHBIM

reHeTnyeckum auarnozoMm CMA 5q s onpeneneHust nporHosa teueHus 6osnesnu [43].

VYpoBenb yoenuTeabHOCTH pekoMeHaanuii C (ypoBeHb TOCTOBEPHOCTHU JOKA3aTEIbCTB — )



KommenTapuu: Heobxonumo momauTh, uTo THO CMA y KOHKPETHOTO TAaI[ME€HTa HE MOXKET OBIThH
YCTAHOBJIEH MO YHUCIy Komud reHa SMNZ, oH omnpenensercs TOJbKO KIMHUYECKU. PekoMeHnpyercs
YUYHUTBIBATh YUCIO Komui reHa SMN2 mpu mporHo3e TedeHus 3a00JieBaHMsl, TOCKOJIbKY 3TO BaKHBIN
dakTop, ONPEACISIONMNNA THKECTh KIMHUYCCKONM KapTHUHBI. PeKOMEHIyeTcs oroBapuBaTh IIpH
KOHCYJIFTUPOBAHUM TNALMEHTOB M HMX CEMEH, YTO HECMOTPS HAa CHIBHYIO CBSI3b KOJMYECTBA KOMUU

SMN2 ¢ nporao3om, UMEITCS UCKIIFOUCHHS.

o PexoMeHayeTcsi MOJIEKYJISIPHO-TEHETHUECKOE HCCleqoBaHue mytanuid B reHe SMNI poautensm
MallMEeHTa C TEHETHYECKUM NoATBepkJIeHHeM Hamuuuss CMA 5q KOJIM4EeCTBEHHBIMM METOIAMH

(ITLLIP B peanbHoM Bpemenu win MLPA-ananu3om) nist mporHosa aetopoxaenus [44].
VYpoBeHb yOenuTeIbHOCTH pekoMeHAani A (YpoBeHb JOCTOBEPHOCTH JOKA3aTeIbCTB — 1)

KommenTapuu: MoJieKyIsipHO-T€HETUYECKOE UCCIeA0BaHUE MyTaluid B TeHe SMN] Takke moKa3aHo
POIUTENSIM yMepIIero pedeHKa ¢ MPEeAnoIoKUTENbHbIM AuarHozoM CMA U OTCYTCTBHEM €T0
6uonornyeckoro marepuana i JJHK-nuarnoctuku, B MOBTOPHBIX Opakax poauTeneil O0NbHBIX JeTei
— MX HOBBIM CyIpyram (eciid IJIaHUpyeTCsl AETOPOXKICHUE), CYIIpyraM B3pocibix nanueHToB ¢ CMA
MIpH TUTAHUPOBAHUU JETOPOKIACHUS; OIM3KUM POJICTBEHHUKAM (CHOCHI TAIIMEHTOB U CHOCHI POUTENEH
HNAUHTOB) JUISl IPOrHO3a MX MOTOMCTBA; JOHOpPAM CHEPMbI U SHULEKIETOK MPU 3KCTPAKOPIOPATHHOM
ONOJIOAOTBOPEHUU. MOJNEKYISIPHO-TEHETUUECKOE HcciieioBaHue MyTauuii B rene SMNI, kak u 1npu
psale ApYyTHX 4YacThIX ayTOCOMHO-PEIIECCHUBHBIX OO0JIe3HEH, PEKOMEHAYeTCs MpU IUIAHWUPOBAHHUU
OepeMEeHHOCTH B KPOBHOPOJACTBEHHBIX Opakax. HeoOxommmo umHpOpMUpOBaTH poauTeneil AeTei ¢
MOJIEKYJISIPHO BepU(UIIUPOBAHHBIM JIHArHO30M), a TAKXKE Mapbl, B KOTOPBIX KaXKIbI M3 MapTHEPOB
SBIIETCS TIOATBEPKIACHHBIM I€TEPO3UTOTHBIM HOCUTEJIEM JieNieuu 7 Wik 7-8 3k30HOB rena SMNI, o
BO3MOXKHOCTH TIPOBENICHUS MPEHATAIBHON (BO BpeMs OEpEeMEHHOCTH) WM MPEAUMIUIAHTAIIMOHHON (C
UCIIOJIb30BAHUEM  3KCTpakoprnopanbHoro oriogorsopenus) JHK-auarnoctuku (cMm.  paszpen
IIpopuiaakruka).

e He pexomenayercsi uckitouarb auarHo3 CMA y MNalMeHTOB C HETUIWYHOW KJIMHUYECKOH

kaptuHoi CMA 5q Ha OCHOBaHMHM YMEPEHHO MOBBIIIEHHONW aKTUBHOCTH KpeaTMHKUHA3bI [45].
VYposenb yoenutenbHOCTH pekomeHaannii C (YpoBEeHb I0CTOBEPHOCTH JI0KA3aTeIIbCTB — 3)

KommenTapuu: VYposenb kpearnHuHasbsl (kpeatudocdokunaza, KPK) oObdHO HOpManeH wiu
MOBBIIICH HE3HAYUTEIbHO, TEM HE MEHEE OMHCaHbl €IWHUYHBbIC ciaydau ¢ BbicokuM (B 10 pa3)
MOBBINICHUEM YPOBHSI aKTUBHOCTH (pepmenTa. Takum oOpa3om, TMOBBILIIEHHE YPOBHs (epMeHTa He

00s13aTeILHO UCKITFOYAeT JAUarao3 CMA.

e Pexomenayercsl manueHTaMm ¢ yCTaHOBJIEHHBIM auarHo3oM CMA 5q, ocoOeHHO marueHTam co
CMA 1, uccnenoBanue KHCJIOTHO-OCHOBHOTO COCTOSHUSI M Ta30B KPOBU [IJISl OIICHKH CTEIMEHU

KOMIICHCallK AbIXaTCIbHBIX HapymeHHﬁ U ONpCACICHUA TAaKTHUKH pecnnpaTopHOﬁ MMOAACPIKKH
[46].

VYpoBensb yoenuTeabHOCTH pekoMeHaanuii C (ypoBeHb IOCTOBEPHOCTHU JOKA3aTENbCTB — 4)



Kommenrapum: Vi3MeHeHUs B KMCIOTHO-OCHOBHOM PAaBHOBECHM BO3HUKAKOT HA JAJNEKO 3alIEAIINX
CTaIusAX JbIXaTeJIbHOW HENOCTAaTOYHOCTH. JKermarenbHO [JJIi CBOEBPEMEHHOM JMAarHOCTUKHU
UCIIOJIb30BaTh Oosiee MH(OPMATUBHBIE MHCTPYMEHTAIbHbIE METOABI MCCIEIOBAaHUS (KAITHOMETPUIO U
Ip. - CM. Huke). JlekoMmeHcauusi JbIXaTelbHbIX HApYUIEHUH KOHCTAaTUPYETCS MpU HaJIUYUHU

TUIICPKAIIHUKU U alTUa034a.

o PexomeHayercsi BceM TMallMEHTaM C YCTaHOBJIEHHbIM nauarHo3om CMA 5q ompexneneHue

COJIepKaHUs JIFOKO3bl B KPOBU ISl UCKIIFOUEHHUSI TUnorukemMuu [47].
VYpoBensb yoenuteabHOCTH pekoMeHaanuii C (ypoBeHb I0CTOBEPHOCTHU J0Ka3aTeNIbCTB — 4)

KOMMCHTapI/II/I! Ipru HaJIWYUH IMPU3HAKOB KETOAINA03a JOIIOJHUTCIBHO IIOKA3aHO OIIPCACICHUC

KCTOHOBBIX TCJI.

o Pexomenayercsi uccienoranve ypoBHs 25-OH ButammbHa J[ B KpOBHM BCEM MalMEHTaM C
YCTaHOBJIEHHbIM JuarHozoM CMA 5q s MCKITIOYEHHUS BO3MOXKHBIX HapylIeHHil ero oOMeHa u

nocienyromiei koppekuuu [20].
VYpoBenb yoenuTeapHOCTH pekomeHaanuii C (ypoBeHb TOCTOBEPHOCTHU JOKA3aTEIbCTB — )

KomMmeHnTapuu: cymiecTtByer KOHCEHCYC IO TIOBOAY HEOOXOJMMOCTH TPOBEJACHUS JaHHOTO

WCCIIeIOBAHUS 110 MEHBIIIEH Mepe 1 pas B roj.



2.4 UucTpyMeHTA/IbHbIC JUATHOCTHYCCKUE
UccJIe0BAHUSA

2.4.1 UncTpyMeHTAJIbHBIE HCCAENOBAHUS N/ nuarnoctuku CMA Sq

e Pexomenayercsi snekrpoMuorpadusi uronpdaTas U dJIeKTpoHeHpomuorpadus CTUMYISIUOHHAS
(OAHOBPEMEHHO) MalMeHTaM C Pa3BUTHEM CHUMITOMOB MPOKCHUMAIbHOW MBIIIEYHON Cl1ab0OCTH, C
OTCYTCTBHEM WJIM CHIDKCHHEM CYXOKUIIBHBIX peduiekcoB mocine 18 mecsien (xapakrepHo st CMA
IIT), a Takxe mpu Oojiee paHHEM Pa3BUTHUU STUX CHUMIITOMOB, HO 0€3 THUIHYHBIX KIMHUYECKUX

nposieiieHudt CMA [ u Il Tuma ¢ uenpro ycranoBneHust quarsosa [48, 49].
VYpoBensb yoenuteabHOCTH pekomeHaanuii C (ypoBeHb TIOCTOBEPHOCTHU JOKA3aTENbCTB — 4)

Kommentapuu: Ilpu oOcnemoBanuu mainueHToB co CMA JOMKHBI MPUMEHSTHCS WUTrojibuaras
anekrpomuorpadus (OMI) u crumynsuronnas snekrponeripomuorpadus (OGHMI'). CtumynainnonHas
OHMI" no3BoisieT OLUEHUTh OTBET MOTOHEHPOHOB CIIMHHOIO MoO3ra Ipu uccienoBanuu F-onH. [Tpu
ctuMyisimonHot OHMI' onpenenstorest uaMeHeHus: F-BOJIH: NOSIBIEHUE TUTAHTCKUX F-BOJIH, MapHbBIX
U TOBTOpHBIX F-BonH, mim pacceimanHbix F-BonH wiu ux orcyrcrBue (6moku F-Bomn). Ckopoctu
MPOBENICHUS HMMITYJIbca M aMIUTUTYAbl M-OTBETOB 1O mepuepuyecKruM ABUTATEIHLHBIM BOJOKHAM
MOTYT OBITh KaK HOPMAJIbHBIMH, TaK U HEMHOIO CHHKEHHBIMHM 3a CYET BTOPUYHBIX AKCOHAJBHBIX
n3meHeHnid. Mronpuaras OMI' nmo3BossieT nccineqoBarb KOHKPETHYO MBIIIIY W ONPEIEIUTh CTENEHb
JN€HEPBALlMOHHOW aKTUBHOCTHU. [lpm wurompyatoii OMI' xapakTepHO: YBEJIMYEHHE aMIUIUTYAbI
UHTEep(HEPEHIIMOHHON KPUBOMW, pa3peKEHHOCTh UHTEPPEPEHIIMOHHON KPUBOH, MOSBICHUS PA3INYHBIX

INIOTCHIMAJI0B CIIOHTAHHOM AKTUBHOCTH, CKJIaAbIBAOIIMUXCSA B TakK Ha3bIBacMbIH «PUTM YaCTOKOJIa»

[49].

o PexomeHayeTcsi MarHWTHO-pE30HAHCHass TOMOTpausi MBIIIICYHONH CHCTEMBl MAlMeHTaM ¢
MIPOKCUMAJIbHOW MBIIIEYHOW TMIIOTOHUEH U MBIIICYHON CI1ab0CThIO, HE UMEIOIUM Te€HETHYECKOTO
MOJTBEPKICHUS IMarHo3a, ¢ 1enblo auddepernuanbaon quarnoctuku CMA 5q v Ipyrux HEpBHO-

MBIIICYHBIX 3a00meBanuii [50].
VYpoBenb yOenuTeIbHOCTH peKoMeHaluii A (YpOBEHb JOCTOBEPHOCTH JI0KA3aTEIbCTB — 2)

Kommentapuu: MPT wbliin BEISBISIET KUPOBOE 3aMEIIEHUE MBIIICYHOM TKaHU. Busyamusupyercs
XapaKTEepPHBIN MaTTEpH NOPAKEHUS — TUIEPTPOPUS U OTHOCUTEIbHAS COXpaHHOCTh m. adductor longus
(ATMHHOM TOJOBKH aJIyKTOpa), KOTOPBIN SIBISIETCS JOBOJBHO CHENU(PUYHBIM 7S CHHHAIBHOU
MbIIedHoN arpoduu. OgHaKo ciennPUIeCKU MaTTEPH MOPAXKEHUS MPOSBIACTCS HA MO3THEH CTaauu

3360HeBaHI/I§I, B CaMOM HadaJjie 3a00JIeBaHHs U Y MaJICHBKUX IIeTeﬁ BBIABUTB €TO IOBOJIBHO TPYAHO.

e Pexomenayercsi OMOTICHS MBIIIIBI TAI[UEHTY C aTUIAYHBIM BAPUAHTOM CIMHAIBLHON MBIIIECUHOMN
arpoduu, eciu nuarno3 CMA 5q He NMOATBEpXk IE€H TeHETHUECKH, C IeNIbI0 AU PepeHInanbHOro

nuarHo3a CMA 5q u Apyrux HEpBHO-MBIIIEYHBIX 3a00seBanuii [51].

VYpoBensb yoenuTeabHOCTH pekomeHaanuii C (ypoBeHb TIOCTOBEPHOCTHU J0KA3aTENbCTB — 4)



o PexoMeHayeTcsi aToJIOTOAHATOMUYECKOE  HCCIIEIOBAHUE  OHONCHIHOTO  (OMEeparMOHHOIO)
MaTepuaa MbBIIIEYHONM TKAaHW C NMPUMEHEHHEM HMMYHOTMCTOXMMHUYECKHX METO/IOB MNAIMEHTY C
aTUMHUYHBIM BapHAHTOM CIUHAIBHOW MbIIeyHOM arpoduu, ecnu gumarno3 CMA  5q He

MMOTBEPIKICH TEHETUYECKH, C Tebio nuddepeHinanbHoro quaraosa [51].
VYposensb yoenuteabHOCTH pekoMeHaanuii C (ypoBeHb I0CTOBEPHOCTHU JOKA3aTeNbCTB — 4)

KommenTapuu: Ilpu wmopdonormyeckoM wucciaenoBaHuyd OHONTAaTa MBI Yy TMAIMEHTOB CO
CIMHAJIBHOM MBILIEUYHOMN aTpouel BBIABIAIOTCS Hecleuupuueckue Mpu3Haku My4yKOBOM arpopuu u
IPYIIIAPOBKU MBIIIEYHBIX BOJIOKOH. BONBIIMHCTBO YBEJIMYEHHBIX MBIIIEYHBIX BOJOKOH OTHOCATCS K |
Tumny. Bce *MMyHOTHCTOXMMHUYECKHUE MapKephl OyIyT HOPMAIbHBIMU. YIIBTPACTPYKTYpPHBIC H3MEHEHUS

Takke OyyT HecTielIu(pUICCKUMHU

24.2 I/IHCprMeHTaJlebIe HCCJHAETOBAHUSNA NJAA THATHOCTHKH KaPAHOJOTNYE€CKUX

ocaoxnenuii CMA 5q

e Pexomennyercs peructpanus snekrpokapauorpammbl (OKI) Bcem mammentam co CMA 5q c
yacToToM | pa3 B roja, a Takke IMepel ONEpaTUBHBIM OPTONEIUYECKUM BMEIIATEIbCTBOM IS

MCKJIIOYEHMS HAapyILIeHU putma cepaua [52].
YpoBeHb yOenuTeIbHOCTH peKoMeH1anuii B (YpoBeHb 10CTOBEPHOCTH JI0KA3aTEIIbCTB — 3)

KommenTapun: YV nanuentoB ¢ CMA [ Tuna npeBanupyoT BpOXACHHbIE CTPYKTYpHbIE HAPYIICHHS
(nedexTrl meperopoiok, AePEeKThl BHIHOCSIIINX TPAKTOB). Y MAIMEHTOB C MEHEE TSKEJIbIMU (opMamMu
CMA mnpeBanupytoT npuoOpeTEéHHbIE HAPYIICHUs PUTMA, HAMOOJIee YacTO — HAPYIICHUS WHUIIUAIIUN
putMma. [Ipu mosiBneHUN k)anod WM KIMHAYECKOW CUMITOMATUKH MOPAXKEHHs CEPIECYHO-COCYIUCTOM

CUCTCMBI BOIIPOC KPATHOCTHU Ha6JIIO,Z[eHI/Iﬁ peuiacTCAa MHANBHUAYAJIBbHO Y KaXXI0TO IMTaIUCHTA.

o Pexomenayercs sxoxapauorpadusa (3XO-KI') manuenty ¢ ycrtanoBieHHbIM nuarHozom CMA 5q
He pexe 1 pasza B ro Uisl HCKJIIOYSHHSI T OLIEHKU CTETNIeHH TSKECTH U MOHUTOPUHTA BPOXKICHHON

WM puoOpeTéHHOM maronoruu cepama [S3].
VYpoBensb yoenuTeapHOCTH pekomeHaanuii C (ypoBeHb TIOCTOBEPHOCTHU J0KA3aTENbCTB — 4)

KommenTapuu: Bpoxnennsle mopoku cepaua uHoraa Berpevarorcs npu CMA 1. Kapnunomuonarust
yaie HaOMoAaeTCs y MAIMeHTOB CO CIIMHAIBLHOM MBIIeYHOUM aTpodueil 1 1 2 TUMOB U MPOTEKAET MO
TUIy AWIATAalMOHHOW. B TsKenbIX cilydasix MOXKET pa3BUBAThbCsl KJIACCHYECKas KapTUHA JIETOYHOU
TUNepTeH3uu (OABIIIKA, LMAHO3, FEMOJUHAMUYECKHE HapyIICHHs BIUIOTH /10 OTE€Ka JETKUX H3-3a
CHABJICHUS PACIIMPEHHBIMHA MPABBIMU OTIEIAMH JIEBOTO JKEIYyJOYKA M CHWKEHUS 3BaKyaTOPHOM
criocoOHOCTH JieBoro skenmynodka). 9XO-KI' Takke pekoMeHA0BaHA MAllMEHTaM C MEHEE TSKEIbIMU
dpopmamu CMA 5q npu HaaMuuM KIMHUYECKUX CUMITOMOB, a Takke BceM mnarueHtam CMA 5q B

KayecTBEe 00CJIeI0BaHUs MIEPE XUPYPTUUECKUM BMEIIATEIHCTBOM.

2.4.3 UHcTpyMeHTAJIbHbIE UCCIIeIOBAHNS /51 TUATHOCTUKHU ocaoxkHennit CMA 5q co

CTOPOHLbI Ol'l()pHO-IlBI/Il"aTeJIbHOi;I CUCTEMDbI




o PexoMeHayercsi pEeHTreHOJECHCUTOMETPUA  (MOSICHUYHOTO OT/EJIa TMO3BOHOYHMKA MAIIUEHTY C
nuarHozom CMA 5q crapuie 6 jiet ¢ 4actotoil 1 pa3 B roa Ui UCKIIFOUEHHs O0cTeornoposa. Taxxke
PEKOMEHAYETCSl MPOBEACHUE OTOTO MCCIENOBAHUS IPU IOATOTOBKE K OPTOIEIUYECKOMY
XUPYPrU4E€CKOMY BMEIIATENbCTBY [54].

VYposensb yoenuteabHOCTH pekoMeHaanuii C (ypoBeHb I0CTOBEPHOCTHU JOKA3aTeNbCTB — 4)

KommenTapuu: Ilpu oOHapy)eHHUH OCTEONopo3a B TMOSACHUYHOM OTJIEJE MO3BOHOYHMKA IMOKa3aHa
pEeHTreHoieHcuToMeTpust Bcero Tena. Jns mamuentoB co CMA xapakTepHa BbICOKash 4acToTa
MIEPEJIOMOB U OCTEOIEHUHU. JJlaHHbIe pUCKUA OOYCIIOBIIEHBI HE TOJIBKO MBIIIEYHON CIIA00CTHIO U HU3KOU
MOJIBIPKHOCTBIO TMAIIMEHTOB, HO U TeM, 4T0 reH SMN urpaer ompenaeneHHyl0 pojib B MeTa0oIu3Me

KOCTHOM TKaHHu [54].

o Pexomenayercsi peHTreHorpadusi MO3BOHOYHHKA, CIICIHATBHBIC HCCICIOBAHUS W TPOCKIUU C
u3MmepenneM ymia Ko66a mammenty co CMA 5q ¢ HapylieHHEeM OCaHKH W/WIM BUAMNMBIMU
nepopMaIUsIMK TPYIHON KIETKHA U MO3BOHOYHHKA JUISI HCKITIOUEHHSI KU(POCKOIN03a U OTPEIEIICHUS

JIAJIbHEHIIIe OPTONEANYECKON TAKTUKY BEJICHUS MaleHTa [55].
VYpoBeHb yoenuTeabHOCTH pekoMeHaanuii C (ypoBeHb TOCTOBEPHOCTHU JOKA3aTEIbCTB — 4)

KommenTapuu: PentreHorpaMma MO3BOHOYHHMKA (IIEHHOrO, TPYIHOTO W TMOSCHUYHOTO OT/EJIOB
MO3BOHOYHMKA C 3aXBaTOM Ta3a W Ta300€APEHHBIX CYCTABOB) BBIMIOJIHSETCS B TMEpeAHE3aTHEH U
6okoBo# mpoekiusax. MccaenoBanue NpoBOIUTCs B HanOoiee BOZMOKHOM BEPTUKAIBHOM IMOJIOKEHUH
MalyeHTa, TPUHUMAeMOM HE3aBUCHUMO OT BCIIOMOTATENIbHBIX YCTPOUCTB (T.€. CUAS Y JIeTel, KOTOphIe
MOTYT CUAETh caMOCTOATENbHO, cTosd Tpu CMA 111, nexka y nexauyux nanueHToB) Ul ONPENEIICHHs U
KOJIMYECTBEHHOM OIICHKU CTENeHU JAedopMali IMO3BOHOYHMKA Kak BO (DPOHTANBHOM, Tak U B
CarUTTAJIbHOM  IJIOCKOCTAX. PeHTreHorpamMma Ta300€ApEHHBIX CYCTaBOB HEOOXoAMMa Mpu
KIMHMYECKOW MaHu(ecTanmny TpU3HAKOB, Tak Kak y mnanueHtoB ¢ CMA pacnpocTpaHeHa
HeCTaOMIBHOCTh Tazo0eapeHHoro cycraBa [53]. PeHtreHorpadgus 1MO3BOHOYHHKA TIPOBOAUTCS
narueHTaM co CMA I u CMA 1I co ckomno3zom >20° (peHTreHorpadusi Mo3BOHOYHUKA B MPSIMOU
MPOEKIUHU B MOJOKEHUH CUIIA U Jiexka) 1 pa3 B 6 Mec., U 3aT€M €XErofHO IMOCJe MOJHOTO Pa3BUTHUS
CKeJeTa JJi1 KOHTPOJS 3a JUHAMUKOM KHM(OCKOIN03a U OMpeesIeHNus AaTbHENIeH OpTOneandecKoi
TaKTUKU BeACHUS mnanueHTa. [Ipu OTHenpHBIX IOKa3aHMSIX (MOSBICHHE HOBBIX KIMHUYECKUX
IPOSIBJIEHUH MaTOJIOTUU U UX OTpULATENIbHAs AUHAMMKA) UCCIIeI0BaHue MpoBoauTcs vauie. [Ipu stom
4acTOTa  OCMOTPOB  JOJDKHA  OBITh  ompeneieHa  NpOPWIbHBIM  CHEHUATUCTOM WU

MYJIbTHUAUCHUIIINHAPHBIM KOHCHIIMYMOM.

2.4.4 UucTpyMeHTAJbHbIC HCCACTOBAHNUS /IS TMATHOCTUKHU ocaoxkHeHnit CMA 5q co

CTOPOHLI AbIXaTeJbHOW CUCTEMBI

o Pexomenayercsl mpuilesnbHas peHTreHorpadus OpraHOB TIPyJHOM KIETKM BCEM MallMeHTaM Co

CMA 5q kak MUHHMYM pa3 B 2 roja Juisi UICKIIFoueHus arenekra3on [30].

VYpoBensb yoenuteabHOCTH pekoMeHaanuii C (ypoBeHb IOCTOBEPHOCTHU JOKA3aTENbCTB — )



o PexoMeHnayercst npoBesieHre kKanHOMEeTpuU nanuentam co CMA 1 tuna st onpenesneHus: Haauaus

Y OLICHKW TMIOBEHTUJISIIIAU [S6].
VYposenb yoenutenbHOCTH pekomeHaanuii C (YpoBEeHb JI0CTOBEPHOCTH JI0KA3aTeIIbCTB — 5)

KomMmeHTapum: njis jaexadrux NMalydeHToB 3TO 00Cie0BaHue JHO0HKHO MPOBOAUTHCS 1 pa3 B 3 Mecsa,

AJI1 MCHEC TAXKCIIBIX ITAIIMCHTOB — PCIKC.

e PexomeHayercss 4YpECKOKHBIH MOHUTOPHHI NApUUAAIBHOIO [ABJIEHUS KHUCIOpOAA BO BpeMms
HOYHOI'O CHAa B CTalMOHAPHBIX ycioBHsAX nanueHtam co CMA 5q I tuna, a Tak k€ y HalueHTOB CO
CMA 1II tuna mpu MUHHUMAJbHBIX MOJO3PEHUSX IS BBIABICHUS HOYHOW TUMNOBEHTWISUIUM U

O0OCTPYKTHBHOTO aIlHO? CHa [56].
VYposenb yoenutenbHOCTH pekomeHaanuii C (YpoBEeHb I0CTOBEPHOCTH JI0KA3aTEIIbCTB — 5)

KomMmenTapun: lcnonb3oBaHue OKCUMETPUU B KadeCTBE E€IWHCTBEHHOIO CIOcOo0a MOHHUTOPWHTA
HOYHOM THUMNOBEHTWISALIUM CUYUTAETCA JIOMYCTUMbBIM, KOTJIa HET BO3MOXKHOCTU  BBIIOJIHATD
kamHOTpaduro. B HOpMe mokasarenu caTypanuu HaxoasTcs B mpeaenax 95-100%. Ipu SpO, Hmxke
90% HEeoOxonuMO MPHUHATH HEOTNIOXKHBIE Mepbl. Caryparus Mexay 94-90% cuntaercs NOrpaHUYHOM.

HaI_[I/ICHTaM C FHHOBCHTHHﬂHHCﬁ PECKOMCHA0OBAHO UMCTh JOMaA ITYJIbCOKCUMETD.

° PeKOMeH)]yETCH HUCCIICAOBAHUC HECIPOBOMHMPOBAHHBLIX AbIXATCIbHBIX 00BEMOB M IIOTOKOB
InmanucHTaM Co CMA 5q crapme 5 ner U OIIPCACJICHUA CTCIICHU TAXKCCTHU AbIXATCIIbHBIX

HapyUIeHUH 1 BBIOOpA BHUJIa PECIIUPATOPHOMN OJACPKKHU [S6].
VYpoBenb yoenuTeapHOCTH pekomeHaanuii C (ypoBeHb TOCTOBEPHOCTHU JOKA3aTEIbCTB — 5)

KommenTapuu: PexomeHayeTcs BBINOIHATh HKCCIEAOBAHHWE HECIPOBOLMPOBAHHBIX JbIXaTEIbHBIX
o0beMOB H TMOTOKOB marueHtaM co CMA crapuie 5 €T, CIOCOOHBIM BBITIOJHUTH JTaHHOE
uccienoBanue, 1 pa3 B 6 mecsuen st CMA 11 tuna u 1 pa3 B 12 mecsieB qss CMA 111 tuna. Cambrit
JYyYIIMA W OPOCTOM MapameTp JJIA OTCIEKWUBAHUS CHUJIbl JIBIXaTeIbHOM MYCKYJIaTypbl y JETe-
nanueHToB co CMA (crocoOHBIX BBIMOJHUTH HCCIEAOBAaHUE) - 3TO (hOpcUpoBaHHASA >KU3HEHHAsS
eMkocTh Jierkux (®XKEJI). ITaumentsr co cHmwxkennemM DXEJI or 20% mo 50% ot momxHOrO
IIOJIBEP/KEHBI MOBBIIEHHOMY PHUCKY JIETOYHBIX OCIOXKHEHUHM, a manueHTel ¢ PIXKEJT <20% — eme
6ornee BbicOkOMY pucky. s mamumentoB ¢ ®XKEJI >60% xapaktepeH HU3KUN PUCK HOYHOMN
TUMOBEHTWIALMU. VccrnenoBanue BAMSHUS (PYHKIIMH JBIXaTE€IbHOM MYCKYJIAaTypbl, B TOM YHCJIEC Ha
MaKCHUMAaJIbHOE JIaBJIEHUE BJ0Xa, HA3aJIbHOE PECIUPATOPHOE JABJICHUE WIM MAKCUMAJIBbHOE JaBJICHHUE
BbIIOXa, HE JAeT JOCTAaTOYHON WM JONOJHUTENbHOW uHpopMmanuu mnpu cpaBHeHuu ¢ OXEJI y
nanueHToB co CMA.

o Pexomenayercsl KapIMOpECHUPATOPHBI MOHUTOPUHI  (AMCTAHLIMOHHOE HAONIOEHHE 32
MOKAa3aTeIsIMU  YacTOThl  CEpJEYHBIX COKpAIEHUH U JUCTAaHLMOHHOE HaOMoAeHHEe 3a
(GYHKIIMOHAIBHBIMUA ~HApYIICHUSMM TIOKa3aTelied BHEIIHETO JbIXaHWs) B CTallMOHApe BCEM

narueHTaM co CMA 1 u nmarmmentam co CMA 1I crapmie 5 net co cHmxeHHEM (HOPCUPOBAHHOTO



BBIIOXa Ha 45% m Oomee 1 pa3 B 6 MecAIEB I KOHTPOJIS HAJl IPOTPECCUPOBAHUEM JbIXaTEIbHBIX
HapyleHuii [57].

VYpoBensb yoenuTeabHOCTH pekomeHaanuii C (ypoBEeHb IOCTOBEPHOCTHU JOKA3aTEIbCTB — )

KommenTapun: Ha konery 2019 roma wuccienoBaHu€ OCTYNHO IS TMAUMEHTOB, HAXOMSIIIUXCS B
CIICIIMAIM3UPOBAHHBIX IO HEPBHO-MBIIIICYHBIM 3a00JI€BAHUSAM HEBPOJIOTHYECKUX  OTIACICHUSX.
KoneuHo, xenareqbHO BHEIPEHUE STOTO METOJAa M B JAPYIMX HEBPOJOTMYECKUX OTICICHUAX, U B
nomolIib Ha omy. [Ipy HEBO3MOKHOCTH TPOBEACHUST KapIUOPECIUPATOPHOTO MOHUTOPUHTA, MOMKHO

BOCITOJIL30BaThCs OoJjiee IMpOCTBIM, HO MCHCC CHG]_[I/I(bI/I‘IHLIM MCTOJOM HOYHOH IMyJIbCOKCUMCTPHMU.

« Pexomenayercs nposenenue nonucomHorpaduu nanuenram co CMA 5q, ecnu ecTh Noa03peHue

Ha HAJIMYME TUTIOBEHTUJISALIMY JIsl yTOUHEHUS €€ XapaKTepa U UCKIIFOUEHUSI COHHBIX arHod [S57].
VYpoBensb yoenuTeabHOCTH pekoMeHaanuii C (ypoBeHb TOCTOBEPHOCTHU JOKA3aTEIbCTB — 5)

KommenTapuu: [Taunentsr co CMA noaBepkeHbl HapyIICHUIO JbIXaHUS BO CHE, Hauboliee 4acTo -
TUTMOBCHTHIAIIMM W3-32 YMEHBIICHHS JBIXaTeIbHOTO 00beMa, HapylleHus paboThl auadparmsi,
CHIDKEHUS! QYHKIIMU MEXPEOCPHBIX M BCIIOMOTAaTEIbHBIX MBI, Takke oTMeuaeTcsi OOCTPYyKTHUBHBIN
CUHAPOM H3-3a CJA0OCTH MBIIII TOPTAaHU U IJIOTKH, OOYCIIOBIMBAIOLIMN MPEApPACIIONOKEHHOCTh K

KOJIIAIICY AbIXAaTCIbHBIX HYTCﬁ.



2.5 Uuple TMArHOCTHYECKHE MCCJIeIOBAHNSA

KOHCYJIBT&]_[I/II/I CIICHUAJIMCTOB MOTYT OKa3bIBATHCA IMMAOUCHTAM HaA PAa3HbIX JTalldX OKa3aHHA

MGI[HHHHCKOﬁ ImoMouu1, B TOM 49HCJIC B IICPUOA JUATHOCTUKHU 3a00JIeBaHus.

o Pexomenayercst pueM (OCMOTp M KOHCYJIBTALlMsI) Bpada-HEBPOJIOra MEPBUYHBIN BCEM MAaLlMEHTAM

¢ mopo3peHuem Ha Hanmnune CMA 5q ¢ uenbro noaTBepkaeHus auaruosa [20].
VYpoBens yoenuTeabHOCTH pekomeHaanuii C (ypoBEeHb TIOCTOBEPHOCTHU JOKA3aTEIbCTB — )

KommenTapuu: Ecnu Bpau-HEBpOJIOr MOATBEPKIAET BEPOATHOCTh HAIM4UUsl OOJIE3HH, OH JOJKEH

HamnpaBUTh peOCHKA Ha FTEHETUYECKOE 00CIeIOBAHHUE.

e Pexomenayercs nprueM (OCMOTP U KOHCYJbTAIlMsI) Bpaua-HEBPOJIOTa MMOBTOPHBIN BCEM MallUE€HTaM
¢ nmono3penueM Ha Hanmnuue CMA 5q, mporienmum TONoJHUTENbHbIE 00CIeI0OBaHuS (B TOM YHUCIIE

TeHETUYECKYIO JUAarHOCTUKY) C LIEJIbI0 MMOATBEPKACHUS Auarnosa [20].
VYposensb yoenuteabHOCTH pekoMeHaanuii C (ypoBeHb I0CTOBEPHOCTHU JOKA3aTENbCTB — )

o Pexomenayercsi mpuem (OCMOTP M KOHCYJIbTallMs) Bpada-TeHETHKA TEPBUYHBIA MAllMEHTaM C
nojgo3peHueM Ha Hanuune CMA 5q, eciin OHM HampaBJIEHbl HA KOHCYJIBTALUIO BpauOM-TIEINaTPOM

WJIY BPAuOM-HEBPOJIOTOM C LIEJIbIO TOATBEPKACHU uarnosa [20].
VYpoBens yoenutenbHoCTH pekoMeHaanuid C (YpoBeHb JOCTOBEPHOCTH JI0Ka3aTeNbCTB — 5)

KommenTapuu: IlepBbiM crnenuainctomM, K KOTOPOMY Bpay-TieIUaTp HaNpaBUT MAIlMEHTa, MOXKET

0Ka3aTbCs HE BPa4Y-HEBPOJIOT, a UMCHHO BPpau-IrCHCTUK.

o PexoMenayercsi nmpueM (KOHCYJIBTAIMS) Bpada-TPaBMATOJIOTAa-OPTOIEa MEPBUYHBIN TMAIMEHTY C
MOATBEPXKICHHBIM guarHozoM CMA 5q s ONIEHKM HaIWYds CKEJICTHBIX J1e(opMaIinii,

(bYHKIMOHAIBHBIX BO3MOXKHOCTEH pedeHKa, HE0OX0IUMOCTH U 00beMa opTezupoBanus [20].
VYpoBeHsb yoenuTenbHoCTH pekoMeHaannid C (ypoBeHb JOCTOBEPHOCTH J1I0Ka3aTENbCTB — 5)

KomMmenTapun: OcMOTp crienuaiucTa BKIIOYAET OLIEHKY 0O0bEMa JBIKEHHH B CyCTaBaX W HaJIWYHs
MCKPUBIIEHUN MO3BOHOYHUKA, a TAKXKE OLEHKY MBIIIECYHON CHIIBI U (PYHKIIMOHAJIBHBIX BO3MOXKHOCTEU

0 Ka)KJI0M KOHEYHOCTH U CyCTaBy. Permarorcst BOmpochl HEOOXOAMMOTO OPTE3UPOBAHUS.

e Pexomenayercst npueM (KOHCY/IbTallMsI) Bpaya-TPaBMATOJIOTa-OpTONela MOBTOPHBIM MALMEHTY C
MOJATBEPKACHHBIM Auarnozom CMA 5q nmist olleHKH MpOrpecCUpOBaHUsl CKEJIETHBIX aedopmariuii,
BBIOOpA TEXHOJIOTHI OPTE3UPOBAHUS U TIOCTYPATBHOTO KOHTPOJISI, a TAKXKE JIJIsl PEIICHUS BOTIPOCa O

MOKa3aHUAX K XUPYPruyeCcKoMy opTornenndeckoMy jedenunto [20].
VYposenb yoenutenbHOCTH pekomeHaanuii C (YpoBEeHb I0CTOBEPHOCTH JI0KA3aTEeIIbCTB — 5)

o Pexomenayercs rpuemM (OCMOTpP M KOHCYJbTalMsl) Bpaya-MyJIbMOHOJIOTa NMEPBUYHBIN MAIUEHTY C

NOATBEPKAeHHbIM auarHo3oMm CMA 5q ¢ uenbio oOHapy»KeHUsl AbIXaTeIbHBIX HapyHIeHUH u



onpeesiCHUs TAKTUKHU PECITUPATOPHON MOAACPKKHU [S57].
VYposenb yoenutenbHoCcTH pekomeHaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEIIbCTB — 5)

KommenTtapuu:  Bpad-nmyJbMOHOJIOT  ONpENENsieT, HYXHbl JM [alMEeHTy JIONOJHUTEIbHbIE
oOcreoBaHus 1 KaKhe UMEHHO (aHaJIU3 ra30BOr0 COCTaBa KPOBH, PEHTreHorpadus rpyJHOU KIIETKH,

KapAHOPECIUPATOPHBIA MOHUTOPUHT, CTUPOMETPHS)

o Pexomenayercs rpueM (OCMOTP M KOHCYJIBTAllMsI) Bpaya-IyJIbMOHOJIOrA IMOBTOPHBIM MAlUEHTY C
NOATBEpPKAeHHbIM auarHo3oMm CMA 5q ¢ uenbio oOHapyKeHUsl AbIXaTeIbHBIX HapyHIeHUH u

onpeeNeHUs TalbHEeNIIeN TaKTUKU peCIMPaTOPHON OIIEPKKHU [S7].
VYpoBensb yoenuteabHOCTH pekoMeHaanuii C (ypoBeHb I0CTOBEPHOCTHU JOKA3aTENbCTB — )

o Pexomenayercsi mpuemM (OCMOTp, KOHCYJIBTAIMsI) Bpadya-raCTPOIHTEPOJIOTa MEPBUYHBIA MAITUCHTY
co CMA 5q mnpu Hajau4yuu COOTBETCTBYIOIIMX »ajo0 (cM. pasgen KanoObl) s Ha3HAYEHUS

oOcnenoBanus u edeHus [57].
VYpoBensb yoenuTeabHOCTH pekomeHaanuii C (ypoBeHb TIOCTOBEPHOCTHU JOKA3aTEIbCTB — )

o Pexomenayercs mpuemM (OCMOTpP, KOHCYJIBTAIMsI) Bpadya-raCTPOIHTEPOIIOTA TIOBTOPHBIN MAIIMECHTY
co CMA 5q mnpu Hamu4uu COOTBETCTBYIOMIMX >kano0 (cM. pazgen JKamoObl) ansi auarfosa

OCIIOKHEHUH U onpeneneHus 3¢ dexruBHOCTH JeueHus [57].
VYpoBensb yoenuteabHOCTH pekoMeHaanuii C (ypoBeHb I0CTOBEPHOCTHU JOKA3aTEIbCTB — )

e Pexomennyercs npueM (OCMOTp, KOHCYJIbTAlMsI) Bpaya-queTosora nepBuuHbIi nanueHty co CMA
5q, KOTOpBIH HMMEET HapyLIEHHUs HYTPUTUBHOIO CTaTryca WIH YIPOXKAEM MO Pa3BUTHUIO

HEJI0OCTATOYHOTO MJIM U30BITOYHOTO TTMTAHUS, C IIEJIbI0 JUSTHICCKON Koppekiuu [20].
VYposenb yoenuteabHOCTH pekoMeHaanuii C (ypoBeHb I0CTOBEPHOCTHU JOKA3aTENbCTB — )

o PexoMenayercst nmpuem (OCMOTp, KOHCYJIbTAIMsA) Bpada-IueToiora MoBTOPHbIN nauueHty co CMA

5q ¢ HapylIeHHEeM HYTPUTUBHOIO CTaTyca JUIsl OLEHKHU 3P pexkTuBHOCTU queThl [20].
VYpoBens yoenuTeabHOCTH pekoMeHaanuii C (ypoBeHb TOCTOBEPHOCTHU JOKA3aTEIbCTB — )

o Pexomenayercss npuem (OCMOTpP, KOHCYJIbTallMs) Bpayda-IeTCKOTO KapAuoJjora MepBUYHBINA
nanueHty co CMA 5q npu obnapyxxenun mnaronorunueckux mmenenuit Ha KT u 9XO-2C mns

Ha3Ha4YeHus Tepanuu [57].
VYpoBensb yoenuteabHOCTH pekoMeHaanuii C (ypoBeHb I0CTOBEPHOCTHU JOKA3aTENbCTB — )

o Pexomenayercss npueMm (OCMOTp, KOHCYIbTAlMsI) Bpavya-JETCKOTO KapAuOoJIora MOBTOPHBIN

nanueHTy co CMA 5q, koTopoMy ObLJIO Ha3HAUEHO JIEYEHHUE, C LETbI0 OIEHKHU ero 3(()EKTUBHOCTH
[57].

VYpoBensb yoenuteabHOCTH pekoMeHaanuii C (ypoBeHb TOCTOBEPHOCTHU JOKA3aTENbCTB — 5)



e PexomMeHAYHOTCH TEPBUYHBIE KOHCYJIbTALlMM BPauy€i M HMHBIX CIENUAIUCTOB U3 MEIMIMHCKOU
OpraHu3aliid WJIH €€ CTPYKTYPHOIO MOJPa3ICiICHUsl, OKa3bIBAIOIIETO CIEIUATN3UPOBAHHYIO
NAJJIMATUBHYIO MEAUIMHCKYI0 moMollb AeTsM co CMA 5q, npu Haauyuud TOKa3aHWM, i

ompezeieHus 0obeMa He0OX0IMMOH NaTMaTUBHOM oMot [57].
VYposensb yoenureabHOCTH pekoMeHaanuii C (ypoBeHb I0CTOBEPHOCTHU JOKA3aTENbCTB — )

KOMMCHTapI/II/II KOHCYJ’IBT&III/IH OTHOCHUTEJIbHO IaJJIMaTUBHOM ITOMOIIM MOXCET OKa3bIBAaTbCiA Ha BCCX
oralax BCACHHUA ITaluCHTa CO CMA: IIpU IIOCTAHOBKC JHAIHO3d, BO BPEMs IPUHATUS KIIFOUYCBBLIX
TCPAIICBTHYCCKUX peHleHHfl, I[P BO3BHUKHOBCHHU KUZHCYTI'POKAIOIMIUX COCTOﬂHHﬁ, a TaKKC B

TePMHUHAIBHOM (ha3e 3a00IeBaHUS.

e PexomMeHAYHOTCH TOBTOPHBIE KOHCYJBTAllMM BpAaY€ld W HHBIX CHEHUAIKMCTOB W3 MEIUIIMHCKON
OpraHu3aliid WIK €€ CTPYKTYPHOIO MOJPa3AeiCHUs, OKa3bIBAIOIIETO CIECIUATU3UPOBAHHYIO
NMaJUTMaTUBHYI0 MEIUMUIUHCKYI0 mnoMolp aetsM co CMA 5q, npu Haluyuu MNOKa3aHWi, IS

onpeJieseHrs 00bemMa He0OX0AMMOM NaNIMATUBHOM TTOMOIIY U OIIEHKH €€ 3P eKTUBHOCTH [57].
VYposenb yoenutenbHOCTH pekomeHaannii C (YpoBEeHb I0CTOBEPHOCTH JI0KA3aTeIIbCTB — 5)

o PexoMenayercsi mpuemM (OCMOTpP, KOHCYJIbTAIMs) Bpaya 1Mo JiedeOHOM (DU3KYIBType, MAlMeHTy CO
CMA 5q nns onpesenenus oobeMa u riana peadbunuranuu [20].

VYpoBenb yoenuteabHOCTH pekoMeHaannii C (ypoBeHb TOCTOBEPHOCTHU JOKA3aTENbCTB — )

e Pexomenayercst mpueM (OCMOTp, KOHCYAbTAlMs) Bpada Mo JiedeOHON (PU3KYIBTYpe MOBTOPHBIM
nareHty co CMA 5q s oneHkd 3(PQPEKTUBHOCTH peaOWIUTAIlMU W OIpeNeNeHUs TaKTHUKU

nanpHenmero jeuenus [20].
VYpoBensb yoenuTeabHOCTH pekomeHaanuii C (ypoBeHb IOCTOBEPHOCTHU JOKA3aTEIbCTB — )

e Pexomenayercs nprem (0OCMOTp, KOHCYbTAIMs) Bpada—(pU3U0TeparieBTa NepBUYHBIN NAIUEHTY CO

CMA 5q st onipeienieHus: TAKTUKU (GU3HOTEpaneBTUYeckoro geuenus [20].
VYpoBensb yoenuTeabHOCTH pekoMeHaanuii C (ypoBeHb IOCTOBEPHOCTHU JOKA3aTENbCTB — )

o Pexomenayercsi mpriem (0OCMOTp, KOHCYJIbTaIs1) Bpaua—(pU3HUOTEparneBTa MOBTOPHBIN MAIIMEHTY CO

CMA 5q s onipeiesieHust TAKTUKU (PU3HOTEpareBTUYecKoro eueHwus [20].

VYposenb yoenutenbHOCTH pekomeHaanuii C (ypoBEeHb I0CTOBEPHOCTH JI0KA3aTEeIIbCTB — 5)



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

3.1 MeaukaMeHTO3HAs Tepanus

Meouxamenmosnaa mepanus CMA 5q mnonpasnensercs Ha JBa HaAIpaBICHUS: [AaTOTEHETHYECKas
Tepanusi, HampaBieHHas Ha Koppekuuto neduimra O6enka SMN, u cuMmmOTomMaruueckas Tepanus
(KOppeKIus OTAETHHBIX CUMITOMOB 3a00JIEBaHMUS ).

3.1.1 ITaToreHeTnyecKasi MeAUKAMEHTO3HASA TepaNus

CyIiecTByeT HECKOJIBKO IOAXOAOB K TAaTOT€HETUYECKOW Tepanuu: NPUMEHEHHE MOIU(UKATOPOB
crutaiicuira  (reHetuuecko  Moaudukanuu) reHa SMN2,  yBEIUUYMBAIONIUX  DKCIPECCHUIO
MOJIHOPA3MEPHBIX (DYHKIMOHATBHBIX OCJKOB, BEKTOpA JIJIsl TEHHOW Tepanuu JJIsl JOCTABKU B KJIIETKU
rera SMNI [56-58]. Ilpemapar Ha OCHOBE AHTHCMBICIIOBOTO OJIMTOHYKJICOTHAA HYCHHEPCEH™*
(mpenapat BBOAUTCS MHTPATEKAJIbHO) ObLI 3aperucTpupoBan ais jedeHus scex Tunos CMA B CIIIA B
nekadbpe 2016 rona, ogoOpen nis npumeHenus B EBpomne B mae 2017 rona, B Poccuiickoit deaepanmn
3apeructpupoBad ¢ 2019 roma [58,59]. Ilpemapar — Manas MoJiekyjaa pucauiiaMm (IyTh BBEICHUSA
npenapara-nepopaibHbiii) 0611 3apeructpupoBan B CIIIA B aBrycre 2020 roga u B Poccuu B gexadpe
2020 rona.

JIromOanbHas MyHKIMS MOXKET OBITh BBITTOTHEHA IO/ MECTHOM MJIM 00IIel aHecTe3nuel Ha YCMOTPEHUE

Bpaya, MPOBOJIMBILETO MPOLENYPY, U TPaBUi OOJIbHUILIBI.

e PexomeHayeTcsl MaTOreHETUYECKYIO TEPANMUI0 HAYMHATHh KAK MOXKHO PaHbIIIE BCEM MAllUEHTaAM CO
CMA 5q mocie TMOCTaHOBKM KJIMHHUYECKOTO JHarHo3a ¢ 00sS3aTelbHbIM TI'e€HETHYCCKUM
noaTBepxkaAcHuEM [60].

YpoBeHb YOeTUTEJIbHOCTH PpeKOMEHIaIui A, YPOBEHb I0CTOBEPHOCTH J0KA3aTeIbCTB — 2.

KommenTapuu: He pexomenayercs npUMEHEHHE €IMHOBPEMEHHO 2 MPEnaparoB MaTOTEHETHYECKOU
TEpanuu ¢ OAMHAKOBBIM MEXaHU3MOM JCUCTBUS (HarpuMep, HyCHHepceHn™* u pucnumiam). Takxe He
PEKOMEHIyeTCsl IPUMEHEHHE TpernapaToB HyCHHEpCceH™* u pucaumiiam Ha mobor ctaaun CMA 5q
MalMEHTaM C F€HETUYECKU MOATBEPKAEHHBbIM auarHo3oM ¢ 0 m 1 kommen rena SMN2 B kadecTBe

MaTOreHEeTUYECKON Tepanuu 3a001eBaHusl.

o PexomeHayercss TOpUMEHEHHE Ipenapara HYCHMHEpCEH™™  malnueHTam ¢ TeHETHYECKH
NoATBepKAeHHbIM JuarHozoM CMA 5q ¢ 2 u Oonee kxomusimu TeHa SMN2, KIMHUYECKU

cootBeTcTBYroIuM CMA 1 Tumna, B Ka4eCTBE MaTOreHETHICCKOM Tepanuu 3a0oneBanus [61].

YpoBeHb yOeAUTEJIBHOCTH PEKOMEHAALMN A, YPOBEHb J0CTOBEPHOCTH A0KA3aTEJIbCTB — 2.



KommenTapuu: Ilpumenenwe mpenapara HycHMHEpCeH™®  OBIJIO HW3y4eHO y  TAIMEHTOB,
coorBercTBytromux CMA 5q 1 Ttuna, B Bo3pacte or 1,7 no 8 mecsAneB npu NEpBOM BBEJACHUU B
uccienosanun ENDEAR; mpogemonctpupoBanbl yOeautenbHas 3¢P(GEKTUBHOCTb U 0€30MaCHOCTD

npemnapara B 3TOil Bo3pacTHOM rpymie [61].

o PexomeHayercss [NpUMEHEHME TMpenapara pUCIHUILUIAM MalMeHTaM C  TEeHETUYECKH
nmoaTBepkaeHHbIM auarHosoM CMA 5q ¢ 2 u Oomee kommsiMmu reHa SMN2, KIMHUYECKHU

cootBeTcTBYOIIMM CMA 1 Tumna B KauecTBE MaTOreHEeTUYECKOMN Tepanuu 3a0oneBanus [62].
YpoBeHb yOeAUTEJIbHOCTH peKOMeHAanuil B, ypoBeHb 10CTOBEPHOCTH 10KA3aTEeIbCTB — 2.

KommenTapuu: [Ipumenenue npenapara pucauiuiaM ObII0 U3y4€HO Y MAIUEHTOB, COOTBETCTBYIOIIMX
CMA 1 Tuma, B Bo3pacte ot 2,2 no 6,9 MecsaueB npu BriIoueHuu B ucciegoBanun FIREFISH;
MIPOJEMOHCTPUPOBaHBI yoenuTenbHas 3(h(HEeKTUBHOCTS U 0€30MaCHOCTD Mpernapara B 3TO BO3pacTHOU
rpynne. He pekoMeHyeTcst MpUMEHEHHE Mpernapara B Bo3pacTe Miaaiie 2 MEeCSIEeB BBUAY OTCYTCTBUS

JTaHHBIX 00 3((EeKTUBHOCTH U OE30MMaCHOCTH MpenapaTa B 3TOM BO3pacTHOU rpyrre [62].

o Pexomenayercsi TpUMEHEHHE TMpenapara HYCHHEpPCeH*™  marueHTaM ¢  TeHEeTHYECKHU
MOATBEPKICHHBIM uarHozoM CMA 5q, kinHM4ecku cooTBeTcTByromuM CMA 2 wim 3 Tumna B

Ka4eCTBE MaTOreHETUYECKOM Tepanuu 3adoieBanus [63].
YpoBeHb yOeIUTEILHOCTH PEKOMEHAALNI A, YPOBEHb JOCTOBEPHOCTH J0KA3aTeJIbCTB — 2.

KommenTapuu: I[Ipumenenue mnpenapara HyCHHEpPCEH®™* M3y4eHO y MallMEHTOB, COOTBETCTBYIOIIMX
CMA 2 umu 3 tuna, B Bo3pacte oT 2 10 9 ner npu nepBoM BBeneHuu B uccieaoBanuu CHERISH;
IPOJAEMOHCTPUPOBAHBI yoeauTenbHast 3 (HEeKTUBHOCTh U 0€30MaCHOCTH Mpemnapara B 3TOH BO3PaCTHOM
rpynne [63]. IIlpumenenne npenapara HyCUHEpCEH™* M3yUyeHO y MalMEeHTOB, cOOTBETCTBYIOX CMA
2 wm 3 Thna, B Bo3pacTte oT 2 g0 15 jer mpum mepBoM BBeaeHuWM B ucciaeaoBaHuu (CS2/12;
MPOJEMOHCTPUPOBaHBl d(PPEKTUBHOCT, W O€30MACHOCTH Tperapara B STOM BO3PAcCTHOW TpyIIe

(YypoBeHb yOEIUTEIHbHOCTH PEKOMEHIAINI A, YPOBEHb I0CTOBEPHOCTH JI0KA3aTeNIbCTB — 3) [64].

e UuTparekasibHOE BBEICHHE HyCHHEpCEHA*™*  MOXKET CONMPOBOXKIATHCS  HEXKENIATeIbHBIMU
SIBIICHUSIMH, CBSI3aHHBIMU C TIPOBEJIEHUEM JTIOMOATbHOM MyHKITMH: TTOBBIIICHNE TEMIIepaTyphl Teja,

TOJIOBHaA 6OJ'II>, 00JIb B CIIMHC, PBOTA, HOCTHYHKHHOHHBIﬁ CUHIOPOM.

o BrimosHeHWe WHTPATEKATBbHOW WYHKIIMM MOXET OBITh 3aTPYJAHCHO MPH HAIHYUU  TKEIIOH
nedopMali MO3BOHOYHMKA WM YCTAHOBIIEHHOM METAJNIOKOHCTPYKIMH. TSDKENbIil CKOIMO3 U
YCTaHOBJICHHAS METAJIOKOHCTPYKIIUS 03 OKHA [Tl BHITTOTHEHHSI IIOMOAIBHOMN MyHKIIUU SBIISIOTCS
OTPaHUYCHUSIMH K IPUMEHEHHIO TIpernapaTa HyCuHepceH ™ *.

e [locne BBeneHuss HycuHepceHa**  MOryT  HaOMIOMAThCS  TPAH3UTOPHBIE  M3MEHEHUS:
TPOMOOIIMTOIIEHUS, HAPYLICHHE CBEPTHIBAEMOCTH KPOBH W HEPPOTOKCHYHOCTH. [Ipu Hamuuun
KIIMHUYECKUX IMOKa3aHUW, PEKOMEHJIOBAHO BBIMOJHATH JTAOOPATOPHBIM MOHUTOPHHT CIIETYIOIIIX
nokaszaresieil: KOJIM4ecTBO TPOMOOIMTOB, MOKA3aTelId CBEPTHIBAEMOCTH KPOBH, KOJIMYECTBEHHOE

onpeeneHue oenka B Moue [63-64].



o PexoMeHnayercsi npuMeHEHHUE MpenapaTa pUCAUIUIaM NalMEeHTaM C TeHETHYECKH MOATBEPKACHHBIM
nuarnozom CMA 5q, wimHuyecku coorBeTcTByronuM CMA 2 wnm 3 Tuma B KayecTBe

MaTOTEHEeTUYECKOM Teparuu 3a0oieBaHus [65].
YpoBeHb yOoequTeJIbHOCTH PEKOMEHAAINI A, YPOBEHb J0CTOBEPHOCTH 10KA3aTEJNbCTB — 2.

KommenTapuu: [Ipumenenue npenapara pucaumiaM ObLUTO U3yU€HO Yy MalMeHTOB, COOTBETCTBYIOIINX
CMA 2 wmm 3 Ttuna, B Bo3pacte oT 2 1o 25 ner npu ckpuHuHre B uccienoBanun SUNFISH;
IPOAEMOHCTPUPOBAHBI CTATUCTHUUECKHU J0CTOBEpHAs 3PPEKTUBHOCTD 110 NEPBUYHON KOHEYHOU TOUKE
W jgocraroyHas Oe30MacHOCTh Mpemapara B 3Tod Bo3pacTHo rpynne HccnemoBanue
MPOJIEMOHCTPUPOBAJIO JIOCTHIKEHHE CTATHCTUYECKH 3HAUMMbIX KIWMHMUYECKHX YAydlleHHd 3a 12

MecsieB Tepanuu no mkanam MFM-32 u RULM [65].

HaubGonee uvacteiMu moOOYHBIMH 3(PPEeKTaMu NPUMEHEHHUS PHUCAUIUIAMA MOTYT OBbITh HH(EKIHNH

BEPXHHUX JBIXaTEIbHBIX MyTEH, MHEBMOHUH, TUIIEPTEPMHSL, 3aIOPbI, Ha30(hapuHTHUT [65].

o PexomeHayercsi nmpuMEHEHHUE Ipernapara HycuHepceH™™ Ha mokinumHuyeckoil ctagum CMA 5Sq
MalMeHTaM C TeHETUYEeCKH MOATBEP)KICHHBIM JHArHo3oM C 2 wiau 3 Konusamu reHa SMN2 B

Ka4eCTBE MaTOreHEeTUYECKOM Tepanuu 3a0oneBanus [66].
YpoBeHb yoenuTeabHOCTH pekoMeHaanmnii C, ypoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB — 4.

o Pexomenayercsl NpucTajibHOE HAOIIONEHHE 32 BO3HMKHOBEHHUEM CHMIITOMOB Y MAlMEHTOB C
TEeHETUYECKU TOATBEpKJIeHHbIM auarHozoMm CMA 5q c¢ 4 unu 6onee xomnusmu reHa SMN2 u
NpUMEHEHHUE Tpernapara HyCuHepceH** mocie mMaHu(ecTaluy NepBbIX MPU3HAKOB 3a00JIeBaHUS B
Ka4eCTBE OCHOBBI MMATOT€HETUYECKOMN Tepanuu [67].

YpoBennb yoenureabHOCTH pekoMeHAanuii C (YpoBeHb 10CTOBEPHOCTH 0KA3aTEJIbCTB — 5)

3.1.2. CumnToMaTn4yecKass MeIUKaMeHTO3HASA Tepanus

o PexoMeHayeTcsi mpreM Kaiablinsl TIIOKOHATa** 1 Konekaiapiudeposa Bcem namuentam co CMA 5q,
€CJIM BBIABJICHBI MPU3HAKK OCTCONCHWM WM HHU3Kas KOHIICHTpamus BUTaMuHAa D B KpoBH, MIIA

KOPPEKIIMU CHUXKEHUSI TUIOTHOCTU KOCTHOM TKaHM [68, 20].
VYpoBeHsb yoenutenbHoCTH pekoMeHaannuid C (YpoBeHb JOCTOBEPHOCTH J1I0Ka3aTENbCTB — 5)

o Pexomenayercs npuem 6ucdocdonaroB Bcem mamueHtam co CMA 5q eciu BbISIBIEHBI MPU3HAKU

OCTEONIEHUH WJIW YacThI€ MEPEIOMBI 111 KOPPEKLINH CHUKEHHS TUIOTHOCTH KOCTHOM TKaHu [20].
YpoBensb yoeauteabHocTn pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH J0KA3aTeJIbCTB — 5)

o Pexomenayercsi mpueM mpenapatoB MHTHOMTOPOB MPOTOHHOTO HAcoca JUIS  JICUCHHS
ractpossodaranpHoro pedmokca (omernpazon™* u szomenpazon**) scem nammentam co CMA 5q B
COOTBETCTBHM C BO3PACTHBIMH IIOKA3aHUSIMH, €CJIM BBISBICHBI TMPU3HAKH COOTBETCTBYIOIIUX

3aboseBanui [57].



VYpoBensb yoenuTeabHOCTH pekomeHaanuii C (ypoBeHb TOCTOBEPHOCTHU JOKA3aTEIbCTB — )

o Pexomenayercsi NpuUMEHEHHE OpPOHXOIUIATHPYIOUIETO CpeAcTBa KOMOMHHMpOBaHHOTO (Oeral-
aJIPEHOMUMETHK CEJICKTUBHBIN + M-XOIMHOOIOKATOp) N1l HeOynai3epHOi Tepamnuu MalueHTaM co

CMA 5q nipu BbIsIBIIEHHH OpOHXOCMa3Ma Jyisi €ro JJUKBuaauu [S7].
VYposenb yoenutenbHOCTH pekomeHaanuii C (ypoBEeHb I0CTOBEPHOCTH JI0KA3aTEeIIbCTB — 5)

e He pexomenayercsi AmuTenbHOE MPUMEHEHHWE MYKOJIMTHUYECKUX IPEraparoB JUisl HeOyai3epHoil
tepanuu, 3% u 7% THNEPTOHUYECKOTO paCTBOPA HATpUs xyopuaa y nanueHtoB co CMA 5q u3-3a

OTCYTCTBHS JJOKA3aTeIbHON 0a3bl U B CBSI3HM C PUCKOM YCHIJICHUS CEKPETOPHOM HArpy3ku [57].
VYpoBensb yoenuteabHOCTH pekoMeHaanuii C (ypoBeHb I0CTOBEPHOCTHU JOKA3aTENbCTB — )

KommenTapuu: Vcronb30BaHue THIIEPTOHUYECKOTO PacTBOpaA HATPHS XJIOpHUaa 06e3 TeparneBTUIECKUuX
NIOKa3aHUM MOXKET IIPUBECTH K PA3KWKEHHUIO CEKpeTa HOPMAJIBHOW BA3KOCTH U YCHUIICHHIO

CEKPETOPHOMN Harpy3KHu.

« He pexomenayercsi SMIUpUYECKUA TpueM aHTHOWOTHKOB marueHTamMm co CMA 5q s
MpeAoTBpallleHUs] MHMEKIMOHHBIX  OCIOKHEHUW 0e3 Haiuuus OCOOBbIX TIOKa3aHWM K

aHTHOaKTepUanbHOU Tepanuu [57].
VYpoBens yoenutenbHOCTH pekoMeHaanuii C (YpoBeHb JOCTOBEPHOCTH JI0Ka3aTeNbCTB — 5)

KommenTapuu: B 1o e Bpemst y maneaToB co CMA 1 1 wacTo 60/1€0mux MaueHTOB IPYTUX THITOB
CMA c oyaramMu XpOHHYECKON MH(EKIUU paHee Hauyajlo aHTUOMOTHKOTEpanuH Mpu WH(GEKIHOHHBIX

3a00JICBaHUSX UMECT MMPUHIUIINAIIBHOC 3HAYCHUC.

° PeKOMeH)]yIOTCH HMHBCKIINU 6OTYJ'II/IHI/ILI€CKOI‘O TOKCHHA THUMA A B CIFOHHBIC KEJIE3bI manueHTaMm CO
CMA Sq, CTpadarommM OT THIICpCainBalluH, C CJIbIO YMCHBIICHUA CTCIICHU BBIPAXKCHHOCTHU 3TOTO

cumIiroma [69].
VYpoBensb yoenuTeabHOCTH pekoMeHaanuii C (ypoBeHb TOCTOBEPHOCTHU JOKA3aTEIbCTB — )

KomMeHTapun: nmanueHTam ¢ rurnepcalnBalyen Takxke MoKa3aHa caHalus nojaoctu pra [70].

3.2 Xupypruueckoe JiedeHue

Xupypauueckoe neuenue nayuenmoge co CMA 5q, 6 ocHosHom, 3aKkii0uaemcs 6 GblNOJIHEHUU
KOppEeKmupyrowe2o  UHCMPYMEHMAIbHO20 — 6MeuamelbCmeéa  Ha — NO360HOYHUKE,  NOCKOJbKY
UCNONb308AHUE OPMONEOUYECKUX U30eNUll umeem NAalIUAmuHblll Xapakmep U He No380Js1em
ocmanosums  Oepopmayuro. llayuenmam maxk dce Modxcem nompedOBAMbCs XUPYpIUUecKoe
eMeuamenbcmeo 6 CceA3u ¢ 00nesblM CUHOPOMOM KAaK HpU NAMONLO2UU ONOPHO-08USAMENbHOU

Cucmemysl, maxK U 6 Ce:A3uU C nepejiomamu.



o PexkomMeHnayercsi pacCMOTPETh BO3MOKHOCTH XHPYPIHUECKOTO BMEIIATEIHCTBA HAa MO3BOHOYHUKE
nanueHtaM co CMA 5q ¢ tsoxensiM uckpusienreM (yroia Ko60a st Gonbuioil kpuBu3Hbl >50°)
WM BBICOKOM CKOPOCTBIO mporpeccupoBanus (>10° B rox) /st coxpaHeHusi OajlaHca TYJIOBHINA,

KOppeKIuu AehopMaliiy rpyIHON KICTKU U YIy4IIeHHs 00IIero kadecTa xxu3nu [20].
VYposensb yoenuteabHOCTH pekomeHaanuii C (ypoBeHb IOCTOBEPHOCTHU JOKA3aTENbCTB — )

Kommentapuu: I[lpy NOpuUHSATHM peUIEHUS O XUPYPrUYECKOM BMEIIATENIbCTBE PEKOMEHAYETCS
YUUTBIBATh CHWXEHHE (QYHKUUU JbIXaHus, JAedopmanuio pedep, TUnNEepkudo3, BIUSHUE Ha
MOOMJIBHOCTh U (DYHKIITMOHMPOBAHUE MALMEHTa, HAKJIOH Ta3a U AucOaliaHc TynoBuIla. PekoMeHyercs

OTJIOKUTH BBIMOJHEHUE XUPYPruyeCKOro BMEIIATEIbCTBA ¥ AeTe A0 4-X JeTHero Bo3pacta [20].

o PexoMeHayercsi paccMOTpeTb BO3MOKHOCTH HCIOJIb30BAaHUS HE TMPEIMSITCTBYIONMIETO POCTY
WHCTpyMeHTapus y nannueHToB co CMA 5q ¢ He3aBepIIeHHBIM POCTOM CKEJIeTa JJIsi CTaOMITH3aIie

MO3BOHOYHUKA [71].
VYpoBensb yoenuteabHOCTH pekoMeHaanuii C (ypoBeHb I0CTOBEPHOCTHU J0Ka3aTeNbCTB — 4)

o PexoMeHayercsi paccMOTpeTb  BO3MOXKHOCTb — BBIINIOJHEHHsS  3aJHET0  CHOHAWIOAE3a  C
UCIIOJIb30BAHMEM TEXHOJOTMU JAMHAMUYECKOW (PUKCAMM 10 THUIY <«JBOMHBIX CTEPKHEW»,
MOJINCETMEHTHBIE KOHCTPYKIIMU ¢ Win 0e3 (uKcaluu Ta3a B 3aBUCUMOCTH OT BOBJICUCHHS Ta3a B

CKOJTMOTHYECKHI m3rub y marueHToB co CMA 5q it uctipaBieHus: CKeJIETHBIX aeopmaruii [72].
VYpoBenb yoenuteabHOCTH pekoMeHaanuii C (ypoBeHb I0CTOBEPHOCTHU J0Ka3aTeNbCTB — 4)

° PeKOMeH)]yeTCﬂ OCTaBUTH CBO60)1HLIMI/I OIWH WJIK JIBa YPOBHSA B CPCAHCIIOACHUYHOM OTACJIC II0
CpCI[HCﬁ JIMHUA 'y MaOUCHTOB CO CMASq IIpHU IIJIAaHUPOBAHWU OIICpAllMM Ha IMTO3BOHOYHHUKC IJIA

BBITIOJTHCHUS JTIOMOANTbHBIX TTyHKIHH [20].
VYposenb yoenurenbHocTH pekomenaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTeNIbCTB — 5)

e He pexoMeHayeTcsi TNpUMEHEHHE CHUCTEM JMHAMHYECKOW (DUKCAIlMM C BO3JACHCTBHEM Ha
MO3BOHOYHUK MK pedpa (cokpam. VEPTR ot anrn. Vertical Expandable Prosthetic Titanium Rib u
ero anayoru) y mnauueHToB co CMASQ ¢ uenbio Koppekiuu naedopMmaiuu pedep 1Mo TUIY

«CIIO’)KEHHOTO 30HTa» BBUAY HU3KOH 3PEKTUBHOCTH STUX METOAOB [73].
VYpoBens yoenutenbHoCTH pekoMmeHaanuid C (ypoBeHb JOCTOBEPHOCTH J1I0Ka3aTeNbCTB — 4)

o PexomeHayercsi paccMOTPETh BO3MOXHOCTH XHPYPTUYECKOTO JICYCHUS HECTAOMIBLHOCTH
Ta300epeHHOro cycTtaBa y mamueHToB co CMA 5q, crpamarommx OT OOJEBOTO CHHAPOMA, JUIS

obneryenus 6onu [20].
VYpoBensb yoenuTeabHOCTH pekoMeHaanuii C (ypoBeHb TOCTOBEPHOCTHU JOKA3aTEIbCTB — )

o PexomMeHnayercsi pacCMOTPETh BO3MOKHOCTh XUPYPIHUECKOTO JICUCHHS KOHTPAKTYP Yy TMAIlUEHTOB
co CMA 5q, cTtpagaronux OT OOJIEBOTO CHHAPOMA, IJIsi OOJIeTdeHrs 00U U YBEIMUYCHHS 00bema

nBvxeHuit [20].



VYpoBensb yoenuTeabHOCTH pekomenaanuii C (ypoBeHb TIOCTOBEPHOCTHU JOKA3aTEIbCTB — )

e Pexomenayercst pacCMOTPETh BO3MOKHOCTh HHTPAMEAYIIIPHOTO WJIM HAJAKOCTHOTO OCTEOCHUHTE3a
y nareHToB co CMA 5q Ha amOynaTopHOW CTaIuu IpH MepeoMax JIMHHBIX TPyOuaThiX KOCTEH, a
TaK)K€ y TMalMeHTOB, HE CIOCOOHBIX CaMOCTOSITEIbHO XOIWTh, IMpH MeperoMax Oempa, ams
CcTaOMJIN3alMi OTIIOMKOB M BO3MOXKHOCTEH paHHEH BepTUKaIM3alUU, peaOUIuTaluu U YCKOPEHUS

koHcomuaanuu [20].
VYposenb yoenurenbHocTH pekomenanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTeNIbCTB — 5)

KommenTapuu: Ilepenomsl Bo3HuKarOT y mamueHToB co CMA, HE CHOCOOHBIX CaMOCTOSITEIHHO
XOIuTh (paHHEW M TMO3AHEW HeamOynaTOpHOW CTaaWu), MPHU HE3HAUYUTEIHHOM TPaBMATUYECKOM
BO3/ICICTBUY, C HU3KOW HArpy3KOW Ha CKeseT Ha (POHE OTpaHUYEeHHs] BEPTHUKAIN3aLKU, 0CTEONopo3a U
BO3MOXKHOTO Jiepuriura Butamuna D. [Ipu BbIOOpe KOHCEPBATUBHOTO MYTH JICUECHHUS C THMIICOBAHUEM

clenyeT u3derarh JUIMTEIbHON UMMOOMIIU3ALIHH.

e Pexomenayercsi ycTaHaBIMBaTh raCTPOCTOMY M KOPMJIEHHE Y€pe3 racTpPOCTOMY Y MHAaI[MEHTOB CO
CMA 5q mocne yCTaHOBJIEHHUS HEBO3MOXXHOCTH TMPOTJIATHIBAHUS TMHINU, MPU OONBIIOM PHUCKE

ACTIMPAIMOHHOTO CUHAPOMA U IIPU HYTPUTUBHON HEAOCTATOUHOCTH [74].
VYpoBensb yoenuteabHOCTH pekoMeHaanuii C (ypoBeHb IOCTOBEPHOCTHU JJ0KA3aTeNbCTB — 4)

KomMeHTapuu: 10 YCTAaHOBKM TIaCTPOCTOMBI PEKOMEHIYETCS BPEMEHHOE KOPMIICHUE Yepes
HA30TracTpajbHbI WM HA30C€IOHAJIBHBIA 30HA. Y IIAIMEHTOB CTApLIETO BO3pacra, y KOTOPBIX
BO3MOXKHO NIPOBEJCHHUE CIIMPOMETPHUH, O HAJOXKEHUS TacTPOCTOMBI PEKOMEHAYETCA ONPENEIICHUE
@®XKEJI, xotopas nomkHa ObITh He MeHee 50% oT AomkeHCTBYyIoliedl. Bo3aMoHO M ycTaHOBKa
ractpoctombl Tipu Oosiee Hu3koM JKEJI, omHako puck ocioxHEHUM OyIdeT yBEIWYUBAThCS, 110 MEpE
CHIDKEHUs MokKa3arened crniupomerpuu. CiieyeT NOMHHTh, YTO y MAMEHTOB A0 7 JET UCCIEIOBAHUE

XKEJI u ®XEJI MmoxxeT ObITH OMIMOOYHO, BCIECCTBHE HEMTPABUIHLHOM TAKTHKH JABIXaTeILHOTO MAHEBPA.

o Pexomenayercsi paccMOTpeTh BO3MOXXHOCTh BBHINIONHEHHS (QyHAOIUIMKanmuu 10 Hucceny
(>kenaTrenpHO IHAOCKOMUYECKHM crocoOom) marueHtam co CMA 5q tun 1 omHOBpEeMEHHO C
YCTaHOBKOM TraCTPOCTOMBI ITPH HAIMYUHU OCIIOKHEHHI racTpod3odareanbHoi pedatokcHol 001e3H1

Y )KM3HEYTPOXKAIOLIUX COCTOSIHUM (arHo3, Opaaukapaus, acCOUpallMOHHas MHEBMOHUA) [75].
VYposenb yoenutenbHOCTH pekomeHaanuii C (YpoBEeHb I0CTOBEPHOCTH JI0KA3aTCIIbCTB — 4)

o PexoMeHayercst IOCTaHOBKA TpaxeocTOMbI TeM narueHTam co CMA 5q, y KOTOpbIX HEMHBa3UBHAS
BEHTUJISIIUSL JIETKUX HEIOCTAaTOYHO J(P(EeKTUBHA WIM HEBO3MOXKHO MOA00parh MAacCOYHBIN

uHTepQEic, 1 OCYIIECTBICHUS MHBA3UBHOW BEHTHIIALIMHU JieTkuX [20, 76].
VYposenb yoenuTeabHOCTH pekoMeHaanuii C (ypoBEeHb IOCTOBEPHOCTHU JOKa3aTeNIbCTB — J).

KommenTapuu: Pemienue o nepexojie Ha TpaxeoCTOMY JOKHO OCYIIECTBIISATHCS C YIETOM UHTEPECOB
NanueHTa U CeMbH, KIIMHUYECKOTO CTaTyca, MporHo3a 1 Oyayllero kauecTna >KU3HHU. TpaxeocToma He

JIOJ’KHA HAKJIAJIbIBAaThCSI TOJIBKO C LEJbIK0 CAHAIMU ABIXATEIbHBIX MyTEU. TpaxeocTomMy CTaBAT TOI/A,



xorna pebeHok Hyxkaaercs B HUBJI momemie 18 wacoB. Bompoc o0 BEHTUISAIMK MOCPEACTBOM
TPaxeoTOMHUU MOXKET ObITh PACCMOTPEH B CIIy4yae YacThIX THEBMOHHH y JIEKauUX MAllUEHTOB, OJJHAKO
clenyeT MMETh B BHUIY, YTO 3TOT MOAXOJ] HE BCErla NPUBOAUT K YIYYIICHHIO KAaueCTBA JKU3HU U
YMEHBIICHUIO KOJIMYECTBA rocnuTain3anuii. B mobom ciyyae, TpaxeoToOMUs TPOBOAUTCS B IJIAHOBOM
nopsJke (He B OCTpBIX cUTyalusx). [[puMeHeHne TpaxeoTOMHH y CUASYMX MALMEHTOB HE SIBISETCA

OIIpaBdaHHbIM.

3.3 UHoe JicueHue

3.3.1. /IlueTorepanus

o PexoMeHayercsi KOHCyNbTalMs Bpada-guerosiora kKaxiaele 3-6 mecsueB nanueHtam co CMA 5q
paHHETO JETCKOTO BO3PACTa M €XKETOAHO - OCTALHBIM MallMeHTaM JIJIsl OIIEHKU COCTOSHUS MMUTAHUS

nereit [20].
VYpoBensb yoenuTeabHOCTH pekomeraannii C (ypoBEeHb I0CTOBEPHOCTHU JOKA3aTEIbCTB — )

o Pexomenayercst pacuer KaJOPUHHOCTU JUETHI (KOPPEKLUs KaJOPUHHOCTH MHUIIHU, MOTPEOICHUS
KUIKOCTH, MAaKpO- U MUKPOUIEMEHTOB) manueHntam co CMA 5q ¢ HapylieHusMH HYyTPUTUBHOTO

cTaryca ¢ 11eJIbI0 KOHTPOJIs 32 yPOBHEM NUTaHus [77].
VYpoBeHb yOenuTeabHOCTH pekoMeHaanuii B (ypoBeHb 10CTOBEPHOCTH JOKA3aTENbCTB — 3)

KommeHnTapuu: npu cocTaBieHMM panuoHa nurtaHus naupeHtram co CMA 5q oueHuBaercs
NOTPEOHOCTh B KAJIOPUAX (C MOMOLIBIO pacdyeTa pacxoja SHEPIUU B IMOKOE C KOPPEKLUEN 10 YPOBHIO
aKTUBHOCTH), MAaKpo- U MUKPOHYTPHEHTOB U XKuUAKOCTU [77]. [lns pacyera mUTaHUsI HCHOIb3YIOT
obmue cranaapTu3oBaHHbIe HOpMyIHI [78].

e Pexomenayercs nsberarb ronoganus y nauueHtoB co CMA 5q nns npenynpexacHus: pa3BUTHs

MeTabonm4ecKuX HapymeHuu [79].
VYposenb yoenurenbHOCTH pekoMeniannii C (ypoBeHb 10CTOBEPHOCTH JI0KA3aTEIbCTB — J).

KommenTapuu: y mannentoB co CMA MoryT pa3BuBaThCs METa0OIWYECKUE HAPYIICHHs, 0COOCHHO
IpU HEOTIOXKHBIX COCTOSHHSIX: METa0OJIMUYECKHH aluio3, HapylieHne oOMeHa >KHUPHBIX KHUCIIOT,
TUNEPAUNUAEMUS, TUIEpP- WIM THUIONIMKEMHUs, MbIIIeYHass MUTOXOHJpHaNbHas IUC(YHKIIUS.
Hapymiennsiii MeTabonm3m TIIIOKO3bl OTMEUYEH Y HEKOTOPHIX marueHToB co CMA u oxupenueMm. B
cllydae OCTpBIX COCTOSHUH HEOOXoIMMO 00ecrneyuTb aJeKBaTHOE MOTpeOieHue IKUAKOCTH,
MUHHUMHU3HUPOBATh JUIMTEIBHOCTD TOJIOAAHUA. B Teuenue 6 4acoB Ipeyiaraercsi MUTaHUe, CoepKallee
Oenku. PexkoMeHIyeTcsi KOHTPOJb YPOBHSI AJIEKTPOJIMUTOB, IIIOKO3bI M, TpHU HEOOXOIUMOCTH,
MPOBEACHUE KOPPEKIUU.

e Pexomenayercst mnon0op oOWIEro MOJOXKEHUS, a TaKXKe TOJOBbl W PYK IS JOCTHXKEHUS

BO3MOXHOCTH CaMOCTOATCIBHOI'O IIMTaHHMA, B TOM 4YHUCJIC C HMCIIOJb30BAHMCM CICHHAJIbHBIX



npucrnocoOnenuii, mammentram co CMA 5q s yaydiieHus: 0e30macHOCTH U 3P PEeKTUBHOCTH

riotanus [20].
VYpoBensb yoenuTeabHOCTH pekomeHaanuii C (ypoBEeHb IOCTOBEPHOCTHU JOKA3aTEIbCTB — )

e PexomeHayercss N3MEHEHHE KOHCUCTEHIIMM MUIIM B MOJIb3Y NOMIyTBEpAON nmanuentam co CMA 3q,
CTpajaomuM aucharueit, ¢ 1elbl0 KOMIIEHCUPOBAHHS >KE€BATEIBHOM CIA0OCTH M YMEHBIICHUS
MPOJIOJDKUTENILHOCTH nprema iy [20].

VYpoBensb yoenuteabHOCTH pekoMeHaanuii C (ypoBeHb I0CTOBEPHOCTHU JOKA3aTENbCTB — )

KommenTapuu: I'ycTbie xxuakoctu Oosiee 6e30MacHbl B OTHOIIGHUH aCMUpPalldY, yeM 0ojiee TeKydue.
Pexomennyetcsi ucronb3oBaHue 0osiee IMIIOTHBIX MUTATENbHBIX CMECeH, kKeleoOpa3HbIx (OpM IMHUIILH,
KUAJOKUX Iope. MOXHO HCIONBb30BaTh CIICLMATBHBIE 3aryCTUTENIM JKUAKOCTA HAa OCHOBE

MaJIbTOACKCTPHUHA ITPOMBIIIITICHHOTO IMTPOMU3BOACTBA.

o He PCKOMECHAYETCHA IIPHUMCHATH PYTHHHO CMCCH Ha OCHOBC aMHMHOKHCIOT HJIM BBICOKOI'O

ruaponu3a oenka manueaTam co CMA 5q mist ymydmmenus HyTpuTuBHoOro craryca [80].
VYposenb yoenurenbHoCcTH pekomeHaanuii C (YpoBeHb JI0CTOBEPHOCTH JI0KA3aTeIIbCTB — 4)

KomMeHTapuu: TmpenMymecTBO Ha3HAYCHUS aMHHOKHUCIOTHOW (QopMynbl B OTIWYHE  OT
UCIIOJIb30BaHUS MHTAKTHOTO Oeska nmanueHtam co CMA mepBoro roja XKM3HHU, a TaKKe JETAM, CTapIie
roja, IMOJy4YarollMM MHTAHUE YEPE3 HA30racTpajibHbId 30HJ WA TAacTPOCTOMY, HE HMEIOIIUM
ajuIeprud K OellkaM KOpPOBBETO MOJIOKA, HE SIBIIACTCS JIOKAa3aHHBIM. JlueThdeckne peKOMEHIaIru
OCHOBBIBAIOTCSl HA UHAMBUIyaIbHON nepeHocumocTu. [Tanuenram co CMA pekoMeHayeTcsl MUTaHue
CMECSIMHA Ha OCHOBE OEJIKOB KOPOBLEIO MOJIOKA C y4eTOM Bo3pacta. KopmieHue cMecsMu Ha OCHOBE
BBICOKOTO THIPOJIN3a OeJIKa I aMUHOKHCIIOT TIOKA3aHO MAIMEHTaM ¢ aJZIEPTUEH K OeJIKaM KOPOBBETO
MOJIOKa, B MOCJICONIEPALIMOHHBIN TMEPUOA U KPUTHUUYECKHUE COCTOSHHUSL C SIBICHUSAMHU HAPYLICHHOIO

IMUOICBAPCHUS, a TAKKEC IMOJIYHAIOIIUM ITUTAHUC YCPE3 HA30MHTECTUHAIBLHBIN 30HA WX SHTECPOCTOMY.

o PexoMeHayeTCsi KOPMIICHHE CIICIIMAIIBHBIME CMECSIMH JIJISI DHTEPATHHOTO MUTAHUS MMAIIUCHTOB CO
CMA 5q, mnomyyaromuM KOpPMJIEHHE 4epe3 30HA H TacTpoCcToMy s oOecreueHus

cOaIaHCUPOBAHHOCTHU MUTAHUS 110 OCHOBHBIM IHUIIEBBIM BeliecTBam [20].
VYpoBensb yoenuteabHOCTH pekomeHaanuii C (ypoBeHb IOCTOBEPHOCTHU JOKA3aTEIbCTB — )

KommenTapuu: CoBpeMeHHbIE CMECH JJIsi DHTEPAJIbHOTO MUTaHUA COATaHCHUPOBAHBI MO COCTABY
OCHOBHBIX TIHMIIEBBIX BEHIECTB - OEJIKOB, XUPOB, YIVIEBOJOB, COAEPkKAT BUTAMHUHBI, MaKpo- U
MUKPOHYTPUEHTHI. Pa3MTu4HbBI MO KAJIOPUYECKON IIOTHOCTU — TUIIO-, HOPMO- U TUIIEPKATIOPUUYECKHUE U
cogepkanuto Oenka. CMecu Ui JHTEPAJbHOTO NUTAaHUSA MOAOMPAIOTCS WHAUBUIAYaJbHO B

3aBUCUMOCTH OT MTOTPEOHOCTEH.

° PEKOMCHHYIOTCH CMCECH, COACPKAIIUC IMUIICBLIC BOJIOKHA, IMATUCHTAM CO CMA Sq, CTpagaromux

3arnopamu, Jist oonerdenus aedexamuu [20].



VYpoBensb yoenuTeabHOCTH pekomeHaanuii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5)

KommenTapuu: [l KOppeKkIuu 3amopoB MCHOIb3YEeTCs] KOMIUIEKCHBIM MOAXOJ C MPOBEICHUEM
JTUETOTEpaNuK;, MPH HEOOXOAUMOCTH - JICKAPCTBEHHOW TEparud M MEXaHMYECKOTO OMOPOKHEHUS
kueyHuka. [Ipy HaauuuMy MIOTHOTO CTyNa MepopajibHO Ha3HAYaAIOTCS clabuTebHbIE MpenapaThl C
OCMOTHYECKHM JIEMCTBHEM: TIIpemnaparhl JAKTyJI03bl** (c mepuoga HOBOPOXKIEHHOCTH) WIIU
Makporoja** (¢ 6 wmecsue). I[logbop 103 mpemapaToB OCYIIECTBISACTCS HWHIAWBHIYAIbHO 10
JTOCTHKEHUS KIMHUYECKOTo 3 dekrta. [IpogomKuTenbHOCTh JeUeHus: OT KypCOBOTO 10 MOCTOSHHOTO

npuema.

o PexoMeHayeTcsi yCTaHOBKa Ha3oracTpajbHOro 3oHjaa nanueHtam co CMA 5q ¢ HapylieHUsIMH
[JIOTaHUS JI0 YCTAHOBKU TacTPOCTOMBI M MOCJEAYIOLIEro IOCTOSHHOIO KOPMJICHUS uepes

racTpoCTOMY JJIs MPOPUIAKTUKY acIIMpalii U 00ecrieueHus aleKBaTHOro nutanus [77].
VYpoBeHb yOenuTeIpHOCTH pekoMeHaanuii B (ypoBeHb T0CTOBEPHOCTH JOKA3aTEIbCTB — 3)

e Pexomenayercsi KOpMIIEHHE Yepe3 Ha30racTpaIbHbINA 30H] TskeN0001pHOoro nanuenta co CMA 5q

C HapymeHI/IHMI/I TJIOTAHUA OJ1d HpO(bI/IJ'IaKTI/IKI/I aCHI/IpaHI/II/I n O6€CHeLIeHI/I$I AJACKBATHOI'O ITUMTAHUA
[77].

VYpoBeHb yOenuTeIbHOCTH pekoMeHaanuii B (ypoBeHb 10CTOBEPHOCTHU JOKA3aTENbCTB — 3)

3.3.2. PecnuparopHas noajiep:KKa

Oyenka u no00epxHcKa pecnupamopHoL QYHKYUU OONIHCHbL UMeNMb HAUBLICULULI NPUOPUMEm 8 8e0eHUU
nayuenma co CMA 5q. B nocneonee epemsi npunyun neuenusi neeounvix nposienenui CMA 5q
UBMEHULCSL OM PeakmuHo20 Nnooxood, npeodycMampusanujeco Ha4aulo Meponpusimuil no O4ucmie
ObIXAMENbHLIX Nymelti U UX GeHMUIAYUU TMONbKO NPU  HAIUYUU  SA6HLIX  NOKA3AHUL, HA
npoghunakmuveckuii. n00xXo00 ¢ GHeOpeHueM SMux Memooo8 mepanuu Ha Oolee PAHHUX MAnax
3abonesanus. Illan neuebOHbIX Meponpusmuil Onpeoensemcs CHeyuarucmom no pecnupamopHoul
mepanuu, 8 0me4ecmeeHHOl NPAKmMuKe 3mo 0080IbHO WUPOKULL KPYe PA3HLIX CReYUATUCTNO8 — 8PAYU-
aHecme3uos02Uu-peanumMamoriocu, 6paiu-nyIibMOHON02Y, a4 MAKdHCce 6padu-He8ponIo2u U 8payu-

neouampwl, OPUEHMUPOBAHHbBIE 8 BONPOCAX HEPBHO-MbIULEYHBIX 3A00Ie8AHULL.

Knrouesvimu npobremamu, cesa3aHHuiMu ¢ ovixamenvHou cucmemoti y oemeti co CMA, saenaiomces
creoyowue: HapyuweHue OmMKAWIUBAHUS, NPUBOOAUjee K HeOOCMAMOUYHOU OYUCKE HUMCHUX
ObIXAMENbHBIX NYymell Om CeKpemd, 2UNO8eHMUNAYUSL 80 8PeMsl CHA, Hedopa3sumue 2pyoOHOL KiemKu u
JlecKUux, noBmopHvle UHGeKyuu, Komopwvie YCUIUBarom mvliuueuHyto ciabocmos. OCHOBHLIMU NYMAMU
peutenuss Smux 3a0a A6IAI0mMcs OUUCMKA ObIXAMeNlbHbIX Nymell U HeUHBA3UBHAS BeHMUNAYUSL JIe2KUX

(HUBJI). Cnedyem cobriooamsv 0CHOBHbLE NPUHYUNBL OUUUEHUS ObIXAMETbHbIX NYMEl:

L Py’{Hble u MmexaHuvecKkue ecnomocamesbHvle Cpé@CWl@(l B80CCMAHOGNCHUSL KAULLEBOU qbyHKuuu
peKOJl/leH()06aHbl Ol €2HCeOHeB8H020 UCNONb308AHUS y Oonee msdicenvlx nayuermaos. JYub;a,
ocywecmseiAiowue yxod 3a nayueHmom, 00JIICHbL  OBbIMB 06y’~l€Hbl nominvzoeamvcst  oSmumu

cpeocmeamul;



o Jluya, ocywecmensiowue yxo0 3a NAYUEHMOM, OOJICHbL MAKMICEe GLA0emb MEXHUKOU YOAaneHus
JIe20YH020 CeKpema, 6KIIo4As NOCMYPATbHblU OpeHaxdc, u Oblmb UHGOPMUPOBAHbL O Memooax
KUuHezuomepanuu 2pyoHou Kiemxu (OpeHupyrouutl Maccaic),

o Jlannvie oxcumempuu s6110mcst nokazamenem sgpgexmusnocmu mepanuu. Omcocvl mocym Ovime

nonesuwl 0 ydaﬂeHuﬂ ceKkpema nocije nmoco, KaKk okasana nomMoutb 6 OmMKauiu6arnuu.

o PexomeHnayercsi oTcachlBaHHWE CIM3UM U3 POTOTIIOTKH, HOCA M BEPXHUX JbIXaTENbHBIX IMyTEH H
MCIIOJIb30BAHNE MEXaHMYECKOTo HMHCy(IsITOpa-acnupaTopa jaexkadum marueHtam co CMA 5q u
cuasiuuM nanuertam co CMA 5q ¢ pecniupaTOpHbIMHM HAPYIIEHUSAMHU 1711 TPO(PUIAKTUKY JIETOYHBIX

OCJIOKHEHUM M TUITOBEHTHJIAMHU [S57].
VYpoBenb yoenuTeapHOCTH pekomeHaanuii C (ypoBeHb TIOCTOBEPHOCTHU JOKA3aTEIbCTB — )

KommenTapuu: Dnekrpuyeckas acUpaius U UCIOJIb30BaHHE HHCY(ISTOpa-aciupaTopa JOJKHBI
MPOBOAUTHCS Y KAXKIOTO TManueHTa ¢ HedDEeKTUBHBIM oOTKanuimBaHueM. OCHOBHBIE METOIBI
IPEHUPOBAHUS MOKPOTHI JUIA JIEKAUYUX M CUIAAYUX IIAIMEHTOB — 3TO COYETAHHWE HCIIOIb30BAHMS
HECKOJIbKUX METOJIOB: MEXaHWYECKOT0 HHCy(uaTopa-acriuparopa (OTKAlLIMBaTeNs) M PY4YHBIX
KOMIIPECCU TPYIHOW KIETKM WIM TOCTYpPalbHOIO JpeHa)ka B COYETAHUM C DBJIEKTPUYECKUM
acnupaTopoM. Y MaJeHbKMX U HEKOHTAKTHBIX JIeTeil peKOMEHAOBaHbl MHCY(MISTOPHI-ACIUPATOPHI C
(dyHKIMEN TpUrrepa Boxa, 4ToObl HE TPAaBMHUPOBATh JIETKUE, €CIIU TAKUE JIETH 33JIEP)KUBAIOT JAbIXaHHUE
U CONPOTHUBISIOTCS OTKAUUIMBAHUIO. (OTHOCHUTENBHBIM NPOTHBONOKA3aHHEM K HCIIOJIb30BAHHIO
uHCy(rsTOpa-acuparopa SIBISIFOTCS XPOHUYECKHE 3a00JieBaHUA JIETKUX (Hampumep, sMmduzema).
Hcnonp3oBanue HHCYy(IsSTOpa-aciuparopa B TaKOM CHUTyallMd JOJDKHO OBITh B3BEIIEHO IPOTHB

BO3MOKHBIX PUCKOB ITHCBMOTOpPAKCA.

Jlpyrue MeTonbl NpopMIaKTUKA THIOBEHTWISILIMY (TOCTYPAJBHBINA JPEHAX U MEePKYyCCUOHHBIA Maccax

—cM. Paznen 4. 1.1. Peabuuranusi)

o PexoMeHayercsi HEMHBA3WMBHAs BEHTWISIUS C JIByXYPOBHEBBIM IOJOKUTEIbHBIM JIaBIIEHHEM
(BiPAP) Bcem marmmentam co CMA 5q ¢ cumnToMaMu AUCQHYHKITUU JTBIXaTSIBHOW MYCKYJIATyphI
Uil POPUIAKTUKKA TUMOTPOPUM TpPyTHOM KIETKH, OOJerdyeHusi OAbIIIKU U OOpbObI C

TUIOBEHTHIsAIMEH [57, 76].
VYposenb yoenurenbHoCcTH pekoMenianuii C (ypoBeHb 10CTOBEPHOCTH JI0KA3aTEIBCTB — J).

KommenTapuu: Pemenue 00 wucnons3oBannu HUBJI nmpuHuMaercs WHAMBUAYyaldbHO B KaXIOM
KOHKpeTHOM ciydyae. OHa 0e3yclioBHO HeoOXoauma MpU HAJIWYUHM TUIEPKAIIHUU B JHEBHOE BpEMsl.
Hounas HMBJI ymeHbImaeT CUMITOMBI HApYLIEHHOTO JIBIXaHUS BO BPEMS CHA M YJIy4YlIaeT KayeCTBO
xu3au. HUBJI nomkHa KOMOMHUPOBATHCS ¢ TEXHUKOW OYMCTKH JBIXaTCNIbHBIX IMyTel. Mcronb3oBanue
HUBJI ¢ Gonpmioit pa3Huiield NaBIEeHUN [axe B TEUECHUE KOPOTKUX THEBHBIX TEPUOIOB, MOXKET
YAYUYUIUTh Pa3BUTHE IPYJHON KIETKU U JIETKUX, @ TAKXKE YMEHBIIUTH AedOopMaliiio pedep U IrpyAauHbl
y JeXauyuxX U CUASUMUX marueHToB. O0s3aTeNIbHO ClIeyeT TPOBECTH WHIMBUIYAIbHBIN TOAOOP MacoOK
mis HUBJI. WeauBuayanbHBIA  MOAO0OpP MPOBOAUTCS IO pe3yiabTary OCMOTpa peOeHKa ¢
BO3MOYKHOCTBIO BBIOOpA M3 HECKOJBKHMX THUIIOB MACOK Pa3HBIX Pa3MEPOB C YYETOM aHATOMUYECKUX

ocoOeHHOCTeN cTpoeHus auua. O0s3aTebHO UMETh U UCTIOIb30BaTh MOMEPEMEHHO JIBE pa3Hble MACKU



OJTHOBPEMEHHO, YTOOBI CHU3UTh PHUCK Pa3BUTHS MPOJICKHEH M AedopMalliy JIMIEBOTO cKeiera. Tum
MacKu 3aBHUCHUT OT BO3pacTta peOeHKa, €ro MPEeANoYTeHUM W HHBIX OOCTOSATENhCTB.  ONTUMaIbHO
WCIIOb30BaTh M HOCOBYIO MAacKy, M HOCO-pOTOBYIH0 Macky. Ilombop mapamerpoB HUBJI nomxen
OCYIIECTBIIATHCS TOJT KOHTPOJIEM TOKa3areliel ra3000MeHa (HOYHAs MyJIbCOKCUMETPHS, KAITHOMETPHS,
KarmHorpadus WM UCCIET0BaHNE KUCIOTHO-OCHOBHOTO COCTOSIHUS M Ta30B KPOBH), C YUE€TOM PabOTHI

AbIXAaTCJIbHBIX MBIIII 1 CY6'beKTI/IBHOFO KOM(I)OpTa nanucHTa.

o He pexomenayercsi HOMHBa3WBHAsI UCKYCCTBEHHAs BEHTHJISIIHS JIETKUX C TIOCTOSIHHBIM JIaBJICHUEM
(CiPAP) nmammentam co CMA 5q ¢ cumnToMaMu JUC(YHKLIHMU JIbIXaTENbHOW MYCKYJIATyphl IS

00JIerYeHus OJBIIIKN U OOPbOBI C THIOBEHTUIISAIIUEH [57].
VYpoBenb yoenuTeapHOCTH pekomeHaanuii C (ypoBeHb TIOCTOBEPHOCTHU JOKA3aTEIbCTB — )

o Pexomenayercsi oOecriedeHHE pPECHUPATOPHBIMH MOHUTOPAMU U AHECTE3UOJIOTMYECKUMU
cuctemamu (ammapatamu BiPAP-tepanuun) namuentoB co CMA 5q ¢ cuMnromMamu TUCQHYHKIIMHA
JIBIXaTeIbHON MYCKYJATyphl JIJIsl OCYIIECTBICHUS! HEMHBA3UBHON BEHTWIIALIMU JIETKUX Ha oMy [57,
76].

VYpoBens yoenutenbHoCTH pekoMmeHaanuid C (ypoBeHb JOCTOBEPHOCTH J1I0Ka3aTeNbCTB — 5)

KommenTapuu: Ponurenu manueHTOB JOMKHBI ObITh 00€CeYeHbl MEAUIIMHCKUM O0OPY/IOBaHUEM —
MEIIKOM JIbIXaTeIbHBIM PEaHUMAIMOHHBIM TUMAa AMOY, TpH HEOOXOAMMOCTH DJIEKTPOOTCOCOM C
aKKyMYJISITOPHOM Oarapeeld M M3[ENIMEM MEAMIMHCKUAM JUIS JbIXaTeNIbHOM Tepanuu (ammapaTtoM
BiPAP-Tepanuu) st JOMaIHETr0 MOHUTOPUPOBAHUSI PECIUPATOPHBIX PyHKIMI. Poautenu nomxHbI

ObITH 00yUYEHBI MPAaBHUJIaM WX MPUMEHECHHS.

o PexomeHayercss HEMHBa3MBHAs BEHTWISLMS JIETKUX B COYETAHHMM C TEXHUKOW OYHUILECHUS
JIbIXaTeJbHBIX MyTeH XOAsSYMM M cuasuuM mnanuentaMm co CMA 5q B OCTPBIX CHTYalHUsIX

(MH(pEKINS TBIXaTeNbHBIX MyTel) C MeNbl0 MPOQUIAKTUKHA PA3BUTHS OCIOKHEHMH [57].
VYpoBenb yoenuteabHOCTH pekoMeHaanuii C (ypoBeHb I0CTOBEPHOCTHU JOKA3aTENbCTB — 5)

Kommentapun: Ecnm B OCTpBIX CHUTyanusiX BO3HHKAaeT HeoOxoaumocTh mnpumenenuss HUBJIL, To

JIOJKEH OBITh PACCMOTPEH BOMPOC O HATUYHUK cpencTB s npoBenaenus HUBJI noma.

3.3.3. ITanauaTuBHAS MeIUIUHCKAA OMOIIb

lanmuamusnas nomowp — nNOOX00, UYenvbl0 KOMOPO2O SGNAEMCs VIVHUEHUe Kauyecmed HCU3HU
NAYUeHmMOo8 U YleHO8 UX ceMell, OKA3ABUIUXCS neped JIUYOM VYePOoICAoue2o HCu3Hu 3abonesanus. ma
yenb oocmueaemcst nymem npeoynpexcoeHuss u obiecueHus cmpaoaruil 0nazooaps paHHemy
BbIAGNICHUIO, MUWAMETbHOU OYeHKe U KYNUPOBAHUIO 0O0IU U Opyeux mAOCMHbIX QuU3U4ecKux
CUMNMOMO8, @ MAKJHCe OKA3AHUI NCUXOCOYUANbHOU U OYX08HOU nooddepocku [81]. [hasnaa 3adaua
NALTUAMUBHOU NOMOWU — OOCMUdICEHUE, NO00EePICKA, COXPAHeHUe U NOBblULeHUEe, HACKOIbKO MO0
B03MOJICHO, Kauecmea dicusnu nayuenma. OOHAKO onpeodenums, Ymo maxKoe «KAYecmeo MHCUZHUY,

Modcem MOAbKO cam nayueHm, Hyxcoarowuicsa 6 nariuamuenou nomowu [82]. Baowcno He



nponmueonocmasesjiims AdKnueHoe (uHm@pGeHL;MOHHOQ) Jledenue naiiuamueHou nomouwu, a 63auUMHO UX

OONOJIHAMb.

Omcymcmeue KoHceHwcyca U HAauyue pacxodcOeHull 60  6327140aX HA  NALTUAMUBHBIUL U
UHMEPBEHYUOHHBIU N00X00 K Jaedenuio nayuenmos co CMA npusnaemcs 6 psoe npocpammmbix
O00KYMeHmo8 no oanHomy sabonesanuio [83]. [lpu omcymemeuu 601e31b-moouguyupyroweti mepanuu
CMA, pso cemeti 6ocnpuHuMany UHMePEeHYUOHHbIN NOOX00, 0OCOOEHHO MPAXeomoMuUI0, KaK co30anue
KOH@IUKMA MeNHCOY KAYeCmBOM JHCU3HU U ee HPOOOINCUMENbHOCbIO, KAK NpOoOJieHue Cmpaoanuii
nayuenma 8 oonvutell mepe, yem obnecueHue opemenu e2o zabonesanus [84]. Koncencyc saxcnepmos
Obll docmucHym 6 MOM, Ymo npu Ge0eHUU NAYUEeHMO8 CO CHUHAILHOU MblUEYHOU ampouell
HeoOX00UMO NONHOYEHHO O0003HAYUMb Ol HUX OUANA30H MepPaneemuieckux G03MONCHOCMeEl U
KOppeKmHo  npoungopmuposams,  umo  6blOOp — NALIUAMUGHOU — UIU  UHIMEPBEHYUOHHOL
noooepxcusaloweti mepanuy He ANAemcs mMoabKo Aulb OUHAPHBIM 68b100pOM (8b100POM 00HO20 U3
08yx) [84]. Taxum obpazom, medxcoyuapoonas pabouas epynna 6 2007 200y e cmoena npuumu K
co2nacuro 8 OMHOUWleHUU NALTUAMUSBHOU NOMOWU U MO2IA MONbKO HPUHAMb CYUWECMBEeHHble
amuueckue npoonemvi, KOmopwvie OONHNCHbL YUUMbIBAMbCA NPU NPUHAMUU PeuleHUs O NOMOWU 8
xkonmekcme CMA, 6 OanHblll MOMEHM maKdice ¢ Yuemom NOCIeOHUX mepanesmuyeckux nooxo0os [83].
llocnedyrowue nybnukayuu makdice He HNpuGeru K KOHCEHCYCY OMHOCUMENbHO CMAHOApmMos

naniuamusHou nomowu npumenumenvro k CMA [85].

Hanuyue 803moxcHocmu namoz2eHemuyeckux mMemooos jiedenuss oaem cyuecCmeeHHble 0CHO8AHUS OJIs
HAOeMHCO Ha U3MeHeHUe NPOSHO3d, OOHAKO HeKOmopble NpooieMbl HYHCOAIOMCs 6 OdlbHeuuem
usyueHuu, npedxcoe ueMm MOJNCHO OyOem pazpabomams CcmaHoapm nAaiIUAMUEHOU HOMOWU 8
omnouwtenuu CMA, exnouas HeoOX0O0UMOCMb pPA3LACHEHUS 3HAYEHUS NALTUAMUBHOU NOMOwU O
nayuenmos co CMA [57]. MeoxxcoynapoOnvimu sKkcnepmamu NpusHaemcs, Ymo Kauegol 3adaudell
A8AeMCs. OMKA3 OM OUXOMOMUYECKOU MOOeNU, KOMOpas NpomueonoCcmasisien akmusHoe 1eyeHue 8

PAMKAX NAATUAMUBHOU NOMOWU, 8 NOJIb3Y MOOEIU 83AUMHO20 OONoHeHust [57].

o PexomeHayercss WHBa3MBHAas BEHTWISIMA JIETKUX MarueHtaM co CMA 5q C HaJloXEHHEM
TpaxeocToMbl mpu oTcyTcTBUU 3Pdekra or HVBJI nnm HEBO3MOKHOCTH €€ OCYIIECTBICHUS IS

NoAiep>KaHus )KU3HU NaleHTa [86].
VYpoBenb yoenuTeapHOCTH pekoMeHaanuii C (ypoBeHb TOCTOBEPHOCTHU JOKA3aTEIbCTB — 5)

Kommentapuu: Perienne OTHOCUTENBHO KCIIOIB30BAHUS JAOJITOCPOYHON MCKYCCTBEHHOW BEHTUIISLIUU
nerkux (UBJI) npennonaraet conoctaBieHue MHOTOYUCIICHHBIX (PaKTOPOB «3a» U «IIPOTUBY, SBISETCS
CYOBEKTUBHBIM U HE MOXET MPUHHUMATHCS CAMOCTOSITEIIBHO OIHOM CTOPOHOH (TONBKO MAalMEHTCKOU
WIN TOJIBKO BpaueOHOM). DTUYHBIM B JJAHHOM cliydae OyIeT TakoW IMOJAXOA, MPH KOTOPOM YacTHBIC
MHEHUS U YOEXKIEHUS Bpada MOTYT OBITh MPEICTABIECHBI CEMbE BMECTE C MPEIJIOKECHHBIMU
BapuaHTamu JedeHus [87]. Pe3ynbTarhl HECKOJIBKUX MCCIEAOBAHUN YKAa3bIBAIOT HA CYIIECTBEHHBIE
pa3nuyus B OTHOLIEHUU U MPAKTUYECKOM IOAXOAE Bpadyeil K peCnuparopHON MOAIEPKKE MallMeHTOB
co CMA 1-ro tuna [88-89]. Pogurenu u apyrue JMna, OCylIECTBISIONIME YXO, CYATAIOT, YTO Y HHUX
JOHKHO OBITH TIPaBO BHIOOpA B TMOJB3Y WM MPOTHB MCIOIH30BAHUS MCKYCCTBEHHOW BEHTUIISAILIUU

JICTKUX Ha OOMY. CTpecc U BOJIHCHHUC Y pOI[HTGJIGfI B TaKOM CUTyalliul BbI3bIBaJla HEAOCTATOYHAA



nojjepKka ((huHaHCOBas, TICUXOJIOTHYECKass U TmpakTudeckas) [89]. Heobxoaumo mpusHaTh, 4TO, K
COKaJICHHIO, B PEAJIbHO CIIOKHUBILICUCS KIIMHUYECKON MpakTuke pemeHue o Hayaae MNBJI moxeT ObITh
MpUHATO 0€3 coracusi 3aKOHHBIX MpeacTaBuTesneil pedenka. OTcyTcTBUEe HHPOPMUPOBAHHOTO BHIOOpA
Y MIA0JIOHHBIM TOIXOM K JICYCHUIO MPEMSATCTBYIOT IJIAHUPOBAHUIO W OTPAHMYMBAIOT BO3MOXKHOCTH

NPUHATUS peieHuit [86].

o PexomeHnayercs BKIIFOUEHUE B IPOLECC NMPUHATHS PELICHUM MO NMAJUIMATUBHOW ITOMOIIM Ha BCEX
sTamax 3a0o0JieBaHUA C TMPEAOCTABICHUEM TIOJHOM W KOPPEKTHOW WHGOPMAlUU pPOAUTENEH
nanueHToB co CMA 5q ansg Toro, yToObl MOMOYb 3aKOHHBIM NPEACTaBUTENSAM peOeHKa caenarb
MH(OPMHUPOBAHHBIN BHIOOP B IMOJIb3Y OKa3aHUs €My Na/NIMaTUBHON MOMOIIM B COOTBETCTBUU C MX

yOeXKICHUSIMHU U TIpeanouTeHussMu [89].
VYposensb yoenureabHOCTH pekoMeHaanuii C (ypoBeHb I0CTOBEPHOCTHU JOKA3aTENbCTB — )

o PexkomeHayeTcsi oka3zaHue JOCTYNMHOW MAJNIMAaTUBHOW MEIUIIMHCKON moMouy nanuernram co CMA
5¢, KOMIUIEKCHO OCYILIECTBISIEMOM COTPYAHUKAMHM MEIULUMHCKUX OpPraHu3allMi H  HX
MOAPA3AEICHNUM, OKa3bIBAIOLIMX CIICLUAIN3UPOBAHHYIO IMAJUIMATUBHYI) MEIMLMHCKYIO IIOMOIIb
JIETSIM, B PETYJSIPHOM B3aUMOJIEUCTBUH C CeMbel /it oOecrieueHus: moTpeOHOCTeN MalueHTa u ero

3aKOHHBIX MPEJICTaBUTENIeH Ha pa3IMYHbIX dTanax 3adoneBanus [57].
VYpoBensb yoenuteabHOCTH pekoMeHaanuii C (ypoBeHb IOCTOBEPHOCTHU JOKA3aTEIbCTB — )

Kommenrtapun: [lammmarnBHas momoInb MOXKET OKa3bIBaThCs HAa BCEX ATAllax BEACHUS IAllMEHTa CO
CMA: npu noCTaHOBKE IMarHo3a, BO BPEMs MPUHATHUS KIKOUEBBIX TEPANEBTUYECKUX PEIICHUH, MPU

BO3HUKHOBEHUH KM3HEYTPOXKAIOIINX COCTOSHUM, a TAK)KE B TEPMUHAJIBHOM (haze 3a001eBaHusl.

o PexoMeHayeTcsi BKJIIOYEHHE TUIAHOBOM OIEHKHM OOJM COMIACHO NIKajlaM, COOTBETCTBYIOIIUM
BO3pacTy M YPOBHIO HEPBHO-TICUXHMYECKOTO pa3BUTHs peOeHka, marmueHtam co CMA 5q mns

nomoopa o6e36ommBanus [91].

VYposenb yoenuTeabHOCTH pekoMeHaanuii C (ypoBeHb TIOCTOBEPHOCTHU JOKA3aTeNbCTB — 4)



4. MeqMuuHCKas peadMJaMTALUS, METUIMHCKHE
NMOKA3aHUA M IPOTUBOIMOKA3AHUA K IPUMEHEHU IO
METO0B peaduJIMTAUU

B Hacmoswee epemsa 0okazano, ymo pe2yiapHas uzuueckas mepanus u peaourumayusi nayueHmos
CNOCOOHBL UBMEHUMb Kpugyio ecmecmeennozo mevernusi CMA 5q: nosvicums npoodonxcumenbHOCms U
Kayecmeo JHCU3HU NAYUEHMO8, VIYHUUUMb QYHKYUOHANbHBIU U COYUuanbHbll cmamyc. Peanuzayus smoi
KOHYenyuu B03MOJXCHO MONbKO 6 (opmame yelb- OpuenmuposanHol peadburumayuu. Tax,
peabunumayus nayuenmos co CMA 5q cmasum neped coboii credyrowue yeiu: YeeIudums
MOOUNLHOCIL  NAYUEHMO8, 3aMe)IUMb NpPOSPeccuposanue ampouil Mmuluy, npeoomspamums
passumue GMOPUYHLIX OPMONeOudecKux ocaodcHenuu. Llenu OondxcHvl cmasumcs Kak  npu
NnoBCceOHeBHOl pabome ¢ pebeHKoM (peaburumayus 00paA30M MHCUSHU — MO020d 5MO COBMeCHHAs
paboma @usuueckoeo mepanesma-Kypamopda, pooumenell u UHO20Ad camozo pebeHnxa) — oOonee
00120CPOYHbIE Yelu, MaxK U C KaHcobiM NPUXo0oM pebeHKa Ha Kypc peadburumayuu 8

peadbunumayuoHubIl Yenmp — KpamrKoCpoyHvle U OMCpoderHble Yeu.
o [lpoyecc oocmuoicenus nocmaegiennvix yenel peabunumayuu onpeoensiem cieoyiouue 3a0auu.

e He donycmums oOpMUPOBAHUs NPUBLIYHO20 HOPOUHO20 NOLONCEHUS KOHEUHOCMEl U UX Ce2MeHMO8,
U, KaKk creocmeue, pauHux KOHMpaxKmyp,

° 3aMeonums npoyecc ampopuu mviuiy om 6e30elcmausi;

o NPEenamcmeos8ams 0e2eHepamueHoM) YKOPOUCHUIO MbIULEUHbIX B0TOKOH,

e NPOOIUMb PYHKYUOHATLHYIO AKMUBHOCb NAYUEHINO8,

o NPenamcmeos8ams pazgumuI0 KOHMpPAaKkmyp Cycmago8 KOHeYHOCmell,

o Yy8enuuums NOOBUNCHOCMb NAYUEHMO8 (COXPAHUMb/NOBbICUMb 00bEM U AMNAUMYOY OBUHCEHULL),

e 0amb 803MONCHOCMb DUUOIOSULECKOMY PA3BUMUIO U PYHKYUOHUPOBAHUIO BHYMPEHHUX OP2AHO8 U

cucmem.

Memoowvl peadbunumayuu CMASq Oenamca na HemexHuueckue (K HUM OMHOCAMCA @u3uveckas
mepanusi: 1e4eOHas QUIKYIbMypa, Maccajc, pacmsdceHue mvluly u O0p.) U MEXHUYecKue
(opme3uposanue u KOpcemuposanue mynosuyd u KOHeYHOCmell), GKI0UAsl XUPYPSULECKyio KOPPEeKyuio
OpmMoneouyecKux npoonem, npensmcmeyouwux ux pe3yavmamusHoMy 8bINOIHEHUI0, d Makjice opyzue
Memoobl (HAIOXKEHUE IUPKYISIPHBIX THIICOBBIX MOBS30K, pOOOMUSUPOBAHHAST MeXAHOmMepanus npu
3a60/1€8aHUSAX Nepuphepuseckoll HepEHOU CUCTeMbl, NPUMEHEHUE MPEHANCEPO8 PeaOUTUMAYUOHHBIX,

niasamve u guzuomepaniisi,).
Ipu nposedenuu peabunrumayuoOHHbIX MEPONPUAMULL HEOOXOOUMO:

o Ccmapamvcs 6cmpoums  QU3UUECKYl0 Mmepanuio U pe2yisipHble VIPAXNCHEHUs 6 NOBCEOHEeBH)YIO
AKMUBHOCMb pebeHKa, chopMupo8ams Ha UX OCHOBe 00PA3 e20 HCUZHU,

o YUUMBIBAMb, UMO OOMUHUPYIOWUM CUMIMOMOM y Oemell AGIemcs YCMmaiocmv, d 3HAYUM
pacnpeodensams Quzu4ecKyio Hacpy3Ky Ha 8eCb 0eHb — «NOHEMHOZY, HO 4aCMOy,

e uomu "Ha wae enepeou" — cmasumv yeru peadburumayuu Ha OIUNICATIULUE HECKOIbKO MeCAYes
eneped C yyemom meKyuje20 CKelemHO-MblUeYHO20 CMamyca NayueHma u npocHO3UPYEeMbIX

VXYOUuLeHUt,



* BAJICHO, UMODOBL 8 NOBCEOHEBHOU JHCU3HU Y pebeHKa ObLIU 3A0eliCB08AHbL 8Ce CKelemHble MblUULYbL U

HUKaKue He 0cmasaiucy 6 He30etcmaeuil.

Hexomopuvle pexomenoayuu no peaburumayuu HOCAM o00wWull Xapakmep, U OHU OOJJHCHBL
ocywecmensamocs 0ns écex nayuenmos co CMASq. Ho, 206ops o peaburumayuu nayueHmos co
CMAS5q, b6onee sephbim NOOX00OM S8IAEMCS HE PAHICUPOBAHUE NAYUEHMOS8 HA Munvl 3a001e6aHus
(CMA I, CMA I, CMA 11l), a pazoenenue Ha hyHKYUOHAIbHBIE KIACCHL (CM. BblUe):

o Jexcaque (no30Hss HeaMOyIamopHas cmaoust);
o cuosiuue (pauHsa HeamMoOYIamopHas Cmaous);

o XoOsuue (amoOyramopuas cmaousi).

[annas ¢ynkyuonanvrasn kiaccugukayus no3eonsiem KOHKpemusuposams 3a0aiu peaouiumayuu oas

onpeoenenHo20 NayueHma ¢ yuemom e20 803ModcHocmel (cm. pasoenvt 4.1, 4.2., u 4.3. nudice)

e Pexomenayercsi ocMOTp (KOHCYNBTaIMsI) Bpaya Mo JiedeOHOM (QU3KyIbType BCEM MalMeHTaM CO

CMA 5q s coctaBiieHusI IJ1aHa 3aHATHH 110 JiedeOHON (u3KyabType [92].
VYpoBens yoenutenbHoCTH pekoMmeHaanuii C (YpoBeHb JOCTOBEPHOCTH J1I0Ka3aTeNbCTB — 5)

e PexoMeHnjyercst ocMOTp (KOHCYJbTalMs) Bpada-pusnoTepanenra Bcem nanuentam co CMA 5q mis
cocTaBlieHHs TuTaHa ¢uszuorepanuu [30].

VYpoBensb yoenuteabHOCTH pekoMeHaanuii C (ypoBeHb I0CTOBEPHOCTHU JOKA3aTENbCTB — )

o PexoMeHaywTcsi npoueaypsl MO aJanTallud K YCIOBUSIM Makpocpeabl BceM mnanueHtam co CMA

5¢, IMEIOIINM JBUTATEIIbHBIE HAPYIIEHNUS, 111 MOBBIIIEHUS KayecTBa xKu3HU [20].
VYposenb yoenutenbHOCTH pekomeHaanuii C (YpoBEeHb JI0CTOBEPHOCTH JI0KA3aTeIIbCTB — 5)

KommenTapuu: HeoOxogumbl MeponpusiTus O aJanTaludyd JOMamiHed (M Jp. OKpYyXkarouei)
00CTaHOBKM JUIsl 00€CIeYeHNsT MaKCUMAaJIbHOM HE3aBHCHMOCTH IMALMEHTOB 3a CYET 0€30MAaCHOCTH U

AOCTYITHOCTH BCEX HCO6XOJII/IMI)IX UM CpECACTB.

o Pexomenayercs ieueOHas PU3KyIbTypa Mpu 3a00IeBaHUAX EpUPEpUUECKON HEPBHON CUCTEMBI U
cycTaBoB BceM marmeHtaMm co CMA 5q ¢ 1enbio yBeIu4eHus: 00beMa U aMIUTUTY/Abl ABUKCHUN U
PO UIIAKTHKY pa3BUTHS KOHTPAKTYp [92].

VYposenb yoenutenbHOCTH pekomeHaanuii C (ypoBeHb I0CTOBEPHOCTH JI0KA3aTEIIbCTB — 5)

KommenTapumn: BaxHo OOpOThCS 3a COXpaHEHHE TeX IBWKEHUN, KOTOpbIE €CTh y peOeHKa B
Hacrosiuiee Bpems. i 3TOro Xopouo UCHojab30BaTh KUHE3UOTEPAIIEBTUUECKUM UTPOBOM MTOIXO ITPU

BOBJICUCHNHU PeOCHKA B YIIPAKHECHHUS.

o PexoMenayercsi maccaxk TpyIHOW KIETKM MEAUMUMHCKUN Bcem mnauueHtaM co CMA 5q c

peCnmuparoOpHbIMH HAPYIICHUAMUA U OJIA HpO(I)I/IJ'IaKTI/IKI/I JISTOYHBIX OCJIOXKHEHUM U TUITOBCHTUJIAIINHN

[30].



VYpoBensb yoenuTeabHOCTH pekomeHaanuii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5)

KommenTapuu: Maccak HOCUT NEpPKYCCHOHHBIM XapaKTEp M OCHOBHOM €ro IENbI0 SABISIETCS
JIPEHUPOBAHME BEPXHHUX JbIXATEIbHBIX IyTeW. EKEIHEBHBIE IEPKYCCUOHHBIE MACCAaXXHU T'PYIAHOU
KJIeTKH (TIOCTYKMBAHUS/BUOpALMU IO XOJYy PAacCHpOCTPAHEHUS TPaxeoOpPOHXHAIBHOTO JAepeBa OT
HIOKHUX OTJAEJIOB JIETKUX K BEPXHHUM) COUETAIOT C MOCTYpaJbHBIM JIPEHAXKOM C LIE€JbIO OTBEICHUS

CKAIUIMBAIOLIEHCS] MOKPOTHI.

o Pexomenayercst JieueOHass (QU3KyIbTypa 0IOpH 3a00J€BaHUSX BEPXHUX JIbIXaTENbHBIX IyTeW
(kuHEe3noTepanus rpyJHON KIETKH WM MOCTYpajbHBIM JApeHax) Bcem manueHtam co CMA 5q c

peCcmuparoOpHbIMH HAPYIICHUAMMA U OJIA HpO(l)I/IJ'IaKTI/IKI/I JISTOYHBIX OCJOXKHEHUM U TUIIOBCHTUJIAIIUN

[20].
VYpoBensb yoenuteabHOCTH pekoMenaanuii C (ypoBeHb IOCTOBEPHOCTHU JOKA3aTEIbCTB — )

o Pexomenayercst MexaHoTepanusi Ipu 3a0oieBaHUAX NEepU(EpUUIECKO HEPBHOM CHUCTEMBI BCEM
nanueHTaM co CMA 5q ¢ uenbio yBelIrueHuss 00beMa U aMIUTUTYIbI ABMKCHUM U MPOPUIAKTUKA

pa3BUTHUSA KOHTPAKTYp [92].
VYposenb yoenurenbHoCTH pekomeHaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTeIIbCTB — 5)

KommenTapuu: Ilanmmentam pekoMeHAYyeTCs TPOBEACHHE PACTIKEK, COMPOBOXKIAEMBIX JIETKUM
MaccaxkeM (pasorpesaroliee JeicTBUE). MUHUMAaNIbHAS YacTOTa 3aHATHH JIJIs paCTSHKKU M YBEITUUEHUS
o0Obema JBMXKEHUU JUISl JIe)KauuX MAlMEHTOB COCTAaBISET 3-5 pa3 B HEAEINIO, JUIS CUASUUX MallUeHTOB
5-7 pa3 B Hepemto. JUTENbHOCTD 3aHATUN A 3(G(EKTUBHOTO PACTSHKEHUS W yBEeJIWYeHUs: o0bema
JIBVKEHUSI 3aBUCIT OT KOHKPETHBIX TOTPEOHOCTEH TAallMeHTa, COCTOSHHUS CYCTaBOB W IIeJeH

peaduIuTaIum.

o Pexomenayercsi neueOHOe MmiuaBaHue B OacceiliHe Bcem mammeHtam co CMA 5q tunm 2 u 3 mis

obneruenus ABvkeHui [93].
VYpoBensb yoenuTeabHOCTH pekoMeHaanuii C (ypoBEeHb IOCTOBEPHOCTHU J0KA3aTENbCTB — 4)

KommenTapuu: 3aHatus 1uiaBaHUeM NOJIE3HbI U NMpUATHBI nanueHtaM co CMA. Bona HelTpanusyer
JEHUCTBUE CUJIBI TPABUTALMU HA TEJIO PEOEHKA, YTO MO3BOJISIET €My MO-IPYroMy MOYYBCTBOBATH CBOE
teno. [lnaBanme — xopomas a’poOHast TpeHupoBka. ITo BapuaHT aktuBHoro JIOK nns peGenka co
CMA. Kpome Toro, miiaBaHUE MOBBIIIAET SMOIMOHAIBHBINA QOH aeTel. MeTon He uMeeT aOCOTIOTHBIX
nporuBonokazanuii nmpu CMA. Pekomenmyemas Temmeparypa Bomsl B Oacceiine 30° - 33°
(omTUManbpHBIE TEMIIEpaTypHbIE PaMKH JUIsl HAWIy4IlIero Metadoiau3Ma Mbiiii). [lepBbie HECKOIBKO
3aHATHH JOJKHBI MPOXOAUTH HE TOJBKO C POAUTENISIMH, HO U C MHCTPYKTOPOM, KOTOPBIH OOY4IUT

pozu/ITeneﬁ. Hepez[ KaXJbIM 3aHATUCM H€O6XOI[I/IMO OLCHUTH COMATHYCCKOC 6J'IaI‘OHOJ'Iy‘-II/Ie pe6eHKa.

o Pexomenayercst seueOHas (U3KYIbTypa C HCIIOJB30BAHHEM alapaToB M TPEHAXKEPOB IMPHU
3a0oneBaHusIX Tnepudepuueckoil HepBHOUM cucteMbl BceM manueHtaMm co CMA  5q s

NOJJIepKaHUs IBUTATENIbHON aKTUBHOCTU U PO(UIAKTUKY pa3BUTHUSL KOHTPAKTyp [92].



VYpoBensb yoenuTeabHOCTH pekomeHaanuii C (ypoBeHb TOCTOBEPHOCTHU JOKA3aTEIbCTB — )

KOMMGHTapI/II/IZ I[J'If[ JCKAUUX TIIAMUCHTOB BIIOJIHC MOXCET IIPUMCHATHCA TPCHAXKCP-BCIOCUIICA

(BesmoTpeHaxep)

e Pexomenayercst o30kepuToTEpanus 3adoieBaHuil nepudepuueckoil HEPBHOM CUCTEMBI MALUEHTaM

co CMA 5q ¢ ¢popMupoBaHreM KOHTPAKTYp AJI1 YMEHBIICHHS CTETIEHH UX BbIpaxkeHHOCTH [30].
VYpoBensb yoenuTeabHOCTH pekoMeHaanuii C (ypoBeHb TOCTOBEPHOCTHU JOKA3aTENbCTB — )

o Pexomenayercst mapadunoTepanus 3aboneBaHuil neprudepruyeckoil HEPBHON CUCTEMBbI MAIMEHTAM
co CMA 5q ¢ popMupoBaHreM KOHTPAKTYp AJIsi YMEHBUICHHsI CTETIEHU BBIPAKEHHOCTH KOHTPAKTYP
[30].

VYposenb yoenutenbHOCTH pekomeHaanuii C (YpoBEeHb I0CTOBEPHOCTH JI0OKA3aTeIIbCTB — 5)

o Pexomenayercsi TpeHUpOBKa C OMOJIOrMYeCcKOM OOpaTHOW CBSI3bIO IO AJIEKTpOMHUOrpaduu Mpu
3a00sieBaHMsIX MepudepruyecKkol HEPBHOM CUCTEMBI (MHUOCTUMYIISIHS ) armenTam co CMA 5q ans

nojiep kanus QyHKIIMOHATIBHBIX BOBMOKHOCTEH MbIII [94].
VYpoBeHsb yoenutenbHocTH pekoMmenaannid C (ypoBeHb JOCTOBEPHOCTH J1I0Ka3aTENbCTB — 5)

o Pexomenayercsi MexaHoTepamus W pOOOTH3MpPOBaHHAS MeEXaHOTEpamusi TpU 3a00JIEBaHUSIX
nepudepuueckoii HEpBHOW cucTeMbl BceMm marueHTam co CMA 5q nmns coxpaHeHuss oObema

JnBrkeHui [20].
VYposenb yoenurenbHoCcTH pekomenaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTeNIbCTB — 5)

KomMmeHnTapuu: s nexadyux MaIlMEHTOB MOXET MPUMEHATHCS TPEHAXEpPbl peabUIUTAIMOHHBIC
(BenmoTpeHaXxkep), A CUASYMX MAUEHTOB - Ha0Op peaOMIMTAlMOHHBIX W3JENUN MpU HapyIIEHUSX
OMOPHO-JBUTATENILHOTO arrapara, NeJuaTpudecKuil U Jpyrue TpeHaxepbl peaOuIuTaluoOHHbIE, IS
XOIUMX — BCE BBINIE MEPEUHCICHHOE IUIIOC JOPOXkKKa OeroBas CTaHAapTHas MEXaHUYecKas WU C

3JIEKTPONUTAHUEM.

o PexoMeHayeTcsi HaJIOXKEHHE LMPKYISPHOM THUIICOBOM TOBsA3KM nanueHtam co CMA 5q c
KOHTPAKTypaMH B KOJICHHBIX M TOJIEHOCTOIHBIX CyCTaBax ISl yBeIW4YeHUs: 00bemMa ABMKCHUI B HUX

[20].
VYposenb yoenutenbHOCTH pekomeHaanuii C (ypoBEeHb I0CTOBEPHOCTH JI0KA3aTEeIIbCTB — 5)

Kommentapun: OcoOEHHOCTH HaNOXKEHUSI TUPKYISIPHON TMIICOBOW MOBA3KU y nauueHTtoB co CMA -

TUIICOBaHKME KOPOTKUMHU KypcaMmu (Ha 5 aHei uepes 2 1Hs).

o PexoMeHayloTCcs YCIyrd MO MEIWIMHCKON peadWIuTanud JeTed ¢ HeHpo-OopTOoNeaIuvecKon
MaToJIoTHEel MeTojamMu JiedeOHoro TednupoBanusi mnamueHTaM co CMA 5q tun 3 ¢ uenbro

YMEHBILICHHS HArpy3KW Ha MbIIIIKI [95].



VYpoBensb yoenuTeabHOCTH pekomenaanuii C (ypoBeHb TIOCTOBEPHOCTHU J0KA3aTEIbCTB — 4)

KomMmenTapuu: Jlannas MeTomuka MOXKET HCMOdb30BaThes y naerert co CMA. Tein cmocoben
MPUHAMATh Ha CceOS 9acTh HArpy3KH MBIIIIBI, TEM CaMbIM JIaTh MOYYBCTBOBATh MAIMCHTY padoOTy
cBoei MbIbl. [Ipeanoyrenue otaaeTcs MOHOTEUIMUPOBAHUIO (TEHNUPOBAHUIO OJHOW KOHEYHOCTH),
YTO TO3BOJIIET PEOCHKY «COCPEIOTOYUTHCS» HAa KOHEYHOCTH, MOYYBCTBOBATh MBIIICYHBIM TPUTTEP

TEUNTMPOBAHHOW KOHEYHOCTH.

4.1. PeaOuuTanud Jie;Kauyux NanueHToB

OcHosHOe nonodcenue Smux NAYyueHmo8 6 OOMAWHUX YCILOBUSAX — NONOJCEHUE «1edCa», KOmopoe
onacHo ¢hopmuposanuem NPUBLIYHLIX (3ANOMUHATOWUXCS) NOPOUHBIX YCMAHOBOK KOHEYHOCMeU U UxX
cecMeHmos8 6 6udy Oeucmeuss Cul epasumayui Ha KOHEYHOCMU U OMCYMCMEUs CHOCOOHOCMU
nayueHma K aHmMuepasumayuoOHHbIM OBUNCCHUSIM, A MAKICe S03HUKHOBEHUEM OCLodCHeHull. Tax,
xapaxmepHas 015 Maxkux oemeil (8 cuny ciabocmu mMvlidy-a00yKmopos bedep) no3a «iexca Ha Cnume ¢
NOBEPHYMBIMU  HAPYICY bedpamuy Ccnocoocmeyem He MmMOAbKO @OOPMUPOBAHUI) NAPATUMUYECKUX
BbIBUX0E MA3Z00COPEHHBIX CYCMABO8, HO U BO3HUKHOBEHUIO MSANCENbIX NPOJLENHCHEl HA OONbULUX
sepmenax 6eoep. Quenb 8ANCHO 8 HMOM KOHMeEKCme, Ymoobbl NON0JICeHUe pebeHKa 8 nocmenu u Ha
10001 Opy2oll N08epxXHOCMU ObL10 (BYHKYUOHATLHO BbI2OOHBIM U NPedomepauanle BO3MONCHOCHDb
peanuzayuu nOPOUHbIX YCMAH0B0K U ux ociodicHenuti. C 3motil yenivlo peKoOMeHOYIOMCs 4acmbvle CMeHbL
NOJLOJCEHUsL Mend 8 NOCMENU; UCHOIb308AHUE NOOPYUHBIX CPEOCMS, KOMOPble MO2YM JIe2KO UMEHSIMb
CBOI0 (hOpMY U NPUHUMAMb 8eC KOHEUHOCMU HA ce0sl, memM CAMbIM UMUMUPYS AHMUSPABUMAYUOHHOE
oeticmsue (Hanpumep, mMampac, HAnoaHeHuvill npocom). Cmumynsayus NOBCeOHeEHOU AKMUBHOCHIU!
uepul U Opyeue aKkmuehvle 3aHAMusl Kak ¢ UCNONb308AHUEM CNEYUATbHBIX NPUCNOCODIeHUll (Hanpumep,

obne2uenHvle uSpYuwKU), max u 6e3 Hux OOAHCHbL NPUMEHAMbCS 8 MAKCUMAIbHO 803MONCHOU CINENneHtu.
Lenu peabunumayuu nexcaqyux nayueHmos:

o yeenuyeHue odvema u amMnaumyovl aKMuUGHuIX/NACCUBHBIX OBUNCEHUL 8 JI0OOM ceeMeHme mena u
KoHeyHocmell,

o YIyuuleHUe CmeneHu KOHMPOJisl 20108bl/08UNCEHULL 8 MPAHCEEP3ANbHOU NIOCKOCMU 8 NOLONCEHUU
«iexca Ha CnuHey,

o VIyuuieHUue PYUHOU MAHURYIAYUU,

o co30anue ycioBull OJisl pa3eumusi U HOpMAailbHO20 QYHKYUOHUPOBAHUSL GHYMPEHHUX OP2AHO8,

o 3amedieHue pazeumusi UCTUHHBIX ampo@uil mbluy u ampouii bez0eucmeaus;

e paszpabomka cycmasos u npopuiaKmura 0opazo8aHus KOHMpPaKmyp.

4.1.1. HerexHn4eckue MeTO/1bl pea0OUJINTALNNM J€KAYUX NANMEHTOB.

e PexoMeHayercst yrnpakHEHHUs JIedeOHOU (DUBKYIBTYpbl C HMCIOJIB30BAHHUEM IIOJIBECHBIX CHUCTEM
nexxaunm namueHtTa co CMA 5q ¢ uenbio yBenuueHusi o0beMa W aMIUTUTYAbl JABMKCHUA U

npoUIaKTHKU pa3BUTHS KOHTPAKTYp [20].

VYposenb yoenutenbHOCTH pekomeHaanuii C (YpoBEeHb I0CTOBEPHOCTH JI0KA3aTEeIIbCTB — 5)



Bo Bpems 3ansaTHIT pu3znUecKoil Tepanuei ¢ JieKauuMHy MalueHTaMu YI00HO UCTIONB30BaTh PE3NHOBBIC
WIM TPSANUYHBIE JIEHTHI JJI MOJABEUIMBAHUS CEIMEHTOB KOHEYHOCTel. Takoil crnoco0 MmoaXonuT AJis
MPUMEHEHUsI KaK Ha BEpXHUX (IUI€YM), TaK M HA HIDKHUX KOHEUHOCTSX (Oeapo-KOJEHO-TOJIEHB).
Hampumep, s coxpaHeHuss (yHKIMOHANBHOW aAKTUBHOCTH BEPXHUX KOHEUYHOCTEH MOXKHO
UCIIOJIB30BaTh METO YCTPAHEHUS CWJI TPABUTALMU IIyTEM IIOJIBEIIMBAHUS [IPOKCUMAJIbHBIX CETMEHTOB
BEPXHHUX KOHEYHOCTEH Ha JIEHTaX, TEM CaMbIM 00ECIEYMB BO3MOXKHOCThH IBMKEHHUI BCeW BepxHEH
KOHEYHOCTH M, KpOME TOTrO, 3THM JIONOJHUTH JAMATHOCTUYECKUM TMOUCK «paOOTAIOUINX» MBIIII B
ITyOOKO MapeTUYHOM CErMEHTE BEpXHEW KOHEYHOCTH (TakK, MOABEIICHHBIM Ha JICHTE TJIeYOM PeOCHOK
MOXET JBUIaTh, HAlpUMEpP, B TPAHCBEP3aIbHOW/PPOHTATIBLHON IIOCKOCTSX, YTO IOMOTaer
OOHAPYKUTh «OKUBBIEY» MOPLIMK MBIIIII, YaCTO Ha IJIeYe 3TO MOPLUHU JETbTOBUIHBIX MBIIIIT). DTOT K€
croco0 moMoraet 00ecTeyuTh UTPY WIM MAHUTYJISIUI0 PYKOU (Hampumep, AJisl JKecTa «yKa3bIBaHUS

pu paboTe ¢ KapTOUKAMM).

4.1.2 Texuunueckne Metoabl/cpencrea peaduauranun (TCP) jexauynx nanueHToB.

ZZ]Z}Z 00CMUIICEHUSI NOCMABNEHHBIX ueﬂeﬁ pea6wzumauuu UCNONb3YENICA Ccmpocasl NPUGEPIHCEHHOCNb
npuryunam nocnypaibHo2co MeHe().?fCMeHm{l, KOI’I’lOpblZZ 6KJlrodaeni 6 ceost npasujilbHoe
no3uyuoHUpoearue (6 NOJIOHCEHUU «CMOA» - 6EPMUKATIUIAYUA, MAKIICE I’lp€6bl6aHl/l€ 6 meuenue OHsl 6

npasujibHOM NnOJIOHCEHUU «cudﬂ») u opmesuposanue nyrosuuia u KoHeuHocmell.

o Pexomenayercst BepTUKaIM3aIMs Jexadux mnanreHToB co CMA 5q ¢ uenbio npoduiIakTUKH
OPTOIEIUYECKUX OCIOKHEHHH OCHOBHOTO 3a00JIEBaHMSI M CO3JaHUs (PU3MOIOTMUECKUX YCIOBHIM

JUIsl HOPMJIBHOTO Pa3BUTHA U (DyHKLIIMOHUPOBAHUS BHYTPEHHUX OpraHoB [20].
VYpoBens yoenuteabHOCTH pekomenaanuii C (ypoBEeHb TIOCTOBEPHOCTHU JOKA3aTEIbCTB — 5)

KommenTapuu: Beprukanusanus namueHTa B ONOPE UISI CTOSHHUS PEKOMEHAYETCS CYMMApHO He
MeHee | yaca B IeHb B 3aBUCMMOCTH OT BO3MOKHOCTEH peOeHka. JIJis malureHToB, KOTOPhIe HUKOT/a He

MOTJIN CHUJETh, MOJKET OBITh PEKOMEH/IOBaHA BEPTHKAIU3AINS, HAUMHAS C BO3pacTa 14 mecsres.

e Pexomenayercst peaOUINTALMOHHBIE U AJAITUPOBAHHBIE JIJIs1 MHBAIUIO0B U3/1ETUs (3aHE-OMOPHbIE
OTIOpBI JUTSE CTOSIHHSL C BOSMOXKHOCTBIO HakioHa oT 90° mo 180%, nexaunM maruenta co CMA 5q

JUIs 6€30MacHOTO U KOM(OPTHOTO pa3MeIlleHUsl U BepTUKAIU3aIui pedbEnka) [96].
VYposenb yoenurenbHOCTH pekoMeHanuii C (ypoBeHb TOCTOBEPHOCTH JI0KA3aTEIbCTB — 4).

Kommentapuu: Omnopsl a1  CTOSHHUA — JODKHBI  HMMETh  (DYHKUMOHAJIBHBIM  MOJATOJIOBHUK,
oOecrieunBaroluii OOKOBYIO M MEpPEAHE3aqHIO CTAOWUIU3AlMIO TOJIOBBI U HE OTrpaHUYMBAIOLIUI
BO3MOXKHOCTHU JIBH)KEHUS TOJIOBOM; (PUKCATOPBI KOPITyca Ha YPOBHE TPy U Ta3a; (UKCATOPHI HUKHUX
KOHEYHOCTE Ha YpOBHE HWKHHMX TpeTeil Oedep M KOJEHHBIX CYyCTaBOB; IMOJACTaBKY J/JIg CTON C
PEryJIMPOBKOM MO Y[y HAKJIOHA; MPUCTaBHON cTonMK. HemanoBaKHbIM 1S JIeKauuX NAlUEHTOB
SBIIETCSI BO3MOXKHOCTh BEPTUKAJIU3ALMK B OTMOPE JUIsl CTOSHUS B TOJIOKEHUU "pa3BeeHHBIX Oenep"
(momonmuuTenbHAs (YHKUIMA Yy OMOp VISl CTOSHUS), YTO TOBBINIAET KOHTPYIHTHOCTH CYCTaBHBIX
MOBEPXHOCTEH, CrOCOOCTBYeT (HOPMUPOBAHUIO Ta300eAPEHHBIX CYCTAaBOB, MPO(PHUIAKTUKE BBIBUXOB

Ta300€IpEHHBIX CYyCTABOB.



o PexoMeHaywTesi opTe3bl Ui KOHEYHOCTEM W TYJIOBMINA, a TaKXe CHELHATU3UPOBAHHBIE M
aJanTUPOBaHHbIE U1 MHBAJIMAOB NPHUCIOCOONEHUS i1 TO3UIUOHMPOBAHUS (CUCTEMBI IS
OpPTOCTATUYECKOM MOAAEPKKHU, BKIIOUAIOLIUE B ce0sl BaJUKU, (DOPMOBAHHBIE TOAYIIKH Pa3InYHOU
KECTKOCTH M KOH(PUTYpAIlUU, UTPYIIKH) JiekaunM marueHtam co CMA 5q ¢ menbio mpuaaHus
MNPUIIONHATOTO, (DYHKIIMOHAJIBHOTO TMOJNIOKEHUSI ¢ HeoOXoaumoW (Qukcanmeld TysJaoBHIA U

TIO/IJICPKKOM TOJIOBBI M IS MOOYXKIEHUS peOEHKa K ABUTATEIIbHON aKTUBHOCTH [96].
VYpoBenb yoenuTeabHOCTH pekomeHaanuii C (ypoBeHb TIOCTOBEPHOCTHU JOKA3aTENbCTB — 4)

KommenTapuu: OpTre3bl IpeACTaBiIsiOT COO0N TEXHUYECKUE CPEACTBA PeaOUIUTAIINH, UCTIOJIb3yEeMbIe
JUIS. UI3MEHEHHUS CTPYKTYPHBIX M (DyHKIIMOHAJBHBIX XapaKTEPUCTHK HEPBHO-MBIIICUHON U CKEICTHBIX
CUCTEM M oOOecleyuBaronue, B 3aBUCMMOCTH OT MEIUIMHCKUX TIOKa3aHWUH, OPTOINEIUIECCKYIO
KOPPEKITUIO, pasrpy3ky, (QuKcaiuio, akTUBU3AIMUIO JBUTATENbHBIX (yHKIUHA. CymmapHOEe Bpems
HaXOXJIeHUsI B opre3ax /10 8-12 yacoB B JieHb. MUHUMaJIbHAS YacTOTAa MPUMEHEHUS OPTE30B s
JeXauyux TMalMeHToB — S5 pa3 B Henmemo. Dukcauusi TPyaIHOH KIETKM PEKOMEHAYETCs Uit
CTaOMIM3aIMU  TOJOXKEHUS, NPOPUIAKTUKM CKOJIMO3a U JUIA CTUMYJALUM  (DYHKIIMOHATBHOMN
aKTUBHOCTU. DUKCALMS 1IEU YACTO UCTOJIB3YETCS ISl MOJJICPKKHU TOJOBBI JUIi MUHUMH3AIUU PUCKA
VIyIIbs B BEPTUKAIHHOM ITOJIOKEHUH, TaK KaK (PYHKIIUS KOHTPOJIS TOJOBBI YacTO OTCYTCTBYET WU

ocJiadieHa.

e PexoMeHayIOTCH KpECIAa-KOJISACKM C PYYHbIM TMPUBOJOM C JIOMOJHUTEIBHOW (pukcaruei
(moaaepIKKOM) TOMOBBI U Teja, B TOM 4ucie mis 6ombHBIX JILIII, mporynounble (IS HHBANIHIOB H
JeTeH-UHBAIMIOB) CUASYUM M JiekadyuM mnarueHtam co CMA 5q mns obecnedeHus: oOuiei

MOOUIIBHOCTH [96].
VYpoBensb yoenuTeapHOCTH pekomeHaanuii C (YypoBeHb TIOCTOBEPHOCTHU JOKA3aTENbCTB — 4)

KommenTapuu: /Ins MOOMIBHOCTH M TPAaHCIOPTUPOBKH PEKOMEHAYETCS MCIONIb30BaTh Kpecia-
KOJIICKM C PYYHBIM MPHUBOIOM C JIONMOJHUTENbHOW (¢uKcanuen (MOAAepKKOW) TOJOBBI M Tela,
KOMHATHBIE U MPOTYJIOYHBIE U KPECIa-KOJSICKU C JIONOTHUTEIbHON (pUKcalen (Moaaep:KKO) roI0BbI
U Tena ¢ 3JIeKTponpuBonoM. OHU M3rOTaBIMBAIOTCS WMHJMBHUIYAIbHO MO OOBEMHON TpPEXMEPHOU
MOJEJIN 3aJHEH MOBEPXHOCTU TeJa, ITO - JIOKEMEHThI, YCTAHOBJICHHbIE HAa KOJECHYIO 0a3y Kpecia-
KOJSICKA ~ COOTBETCTBYIOLIEro pa3Mepa U HaszHaueHus. Ilpu mopbope Kpecna-KOJISCKH |
(PYHKIIMOHAJIBHOTO Kpecila CHEeHAINUCT JO0JKEH YUECTh HEOOXOANUMOCTD JOTOJIHUTENbHBIX 3JIEMEHTOB
JUISL TIOAJICPKaHUST PEKOMEHAYEMOM MO03bl MU BHECTH 3TO B pPEKOMEHJanuu mno wuzaenuto. Cremyer
yOeauThCs B MaKCHUMAJIbHOW (PYHKIIMOHAIbHON HE3aBUCUMOCTH M KOM(OPTHOCTH MpEOBbIBaHUS B

KPpCCJIC-KOJISICKE.

o Pexomenayercsi mpeObIBaHHE B MOJOKCHUH «CHAs» JexaunM mamnueHta co CMA 5q ¢ menbro
NpO(PHUIAKTUKH  OPTONMEIUYECKUX  OCJIOKHEHHH  OCHOBHOTO  3a0O0JIeBaHUS W CO3JaHUs
(U3HOIOTHYECKUX YCIOBHHM JUIsl HOPMaJbHOTO pPa3BUTHS U (YHKIMOHUPOBAHUS BHYTPEHHUX
oprasos [20].

VYpoBenb yoenuTeabHOCTH pekoMeHaanuii C (ypoBeHb IOCTOBEPHOCTHU JOKA3aTENbCTB — )



KOMMeHTapI/ll/IZ I[J'ISI Hpe6BIBaHI/I$I B TIOJOKCHHUU «CUIs» HCIOJIB3YIOTCS OIIOPbI AJId CUACHUA WA
KpCCJIa-KOJSICKM KOMHATHBIC C HOHOHHHTGHBHOﬁ q)HKCElHI/IGI‘/JI (HOI[I[Gp)KKOﬁ) rojoBel U Tena. Takxke
IOJIOKCHUC «CUOsA» B TCUCHHC IHA AOCTHUTACTCA Hp€6BIBaHI/IGM B IPOTIyJIOYHOM KPCCJIC-KOJIACKE.
CI/II[GHI/IG B TCXHHUYCCKOM CPCIACTBC JOJDKHO IIPOBOAUTCA B TYTOpaxX Ha TOJCHOCTOIIHBIC CYCTaBbI.

Hpe6I>IBaHI/Ie B IIPABUJIBHOM IIOJIOJKCHUU «KCUIA» PCKOMCHIOBAHO CYMMAPHO 10 6 4acosB B JACHB.

B xadectBe JOMONMHUTENbHBIX (YHKIUS B CPEICTBE JJs CHUJICHUSA JIOJDKHBI  BBICTYIIATh:
(YHKITMOHAIBHBIN TOATOJIOBHUK (JIMOO TMO3UIITMOHMPOBAHUE TOJIOBHI C TIOMOIIBIO MeTiH [Jrccona),
oOecrieunBaronii OOKOBYIO W TIEPEAHE3aJHIOI0 CTAOWIM3AIMIO TOJOBBI M HE OrPaHWYHBAIOIIUN
BO3MOXKHOCTU JBWKEHHUS TOJIOBOM; CHUJIEHbE C PEryIHPYyeMbIMU IIIyOMHOM, IIMPUHON M YIJIOM
HakJoHa. KOHCTPYKTHBHO CHAECHHE pa3lefieHO Ha Ta30BYI0 U OEIpEHHbIE YacTH, YTO MO3BOJISET
MaKCHUMaJIbHO TIOJHO pelIaTh uMeroluecss y peO&Hka mnpoliieMbl ¢ OallaHCOM M CHUMMETpHEH,
BbI3BAHHBIE BTOPUYHBIMH OPTOINEAUYECKUMU OCIOKHEHUAMU. Perynmupyemasi 1o BBICOTE U YIUIY
HAKJIOHA CMHHKA; (PUKCATOP TYJIOBHUINA(KUIET), MPEJOXPAHUTEIBHBIN Ta30BbIA MOSC, PETYIUpPyEeMbIe
MOJIJIOKOTHUKY; Pa3AelbHbBIC, PErylIupyeMble TOAHOXKKHA ¢ (UKCATOpaMU CTOII, MMPUCTABHON CTOJIHK;

IIPOTUBOIIPOJICI)KHECBA IMOAYIIKA.

o PexoMeHnayercsi MCTIONB30BaHUE OpTE3a TYyJIOBHIIA ((PYHKIIMOHATHEHO-KOPPUTHUPYIOIIETO KOPCETa),
M3TOTOBJICHHOTO JJIs peOeHKa MHIAMBUAYAIbHO MO CIENKY C MCIOJIb30BAHUEM BBITSXKEHUS METIEH
[uccona 3a rojoBy WJIM B TOPU3OHTAJILHOM MOJOKEHUHM C YCTpaHEHUEM jAedopMaluil JieKauum
nanuenta co CMA 5q B NONOXKEHUU CUJIS C LENIbI0 MPEMSTCTBUS 00Pa30BAHUIO CKOJIMOTHYECKON
nedopmanmu mo3BoHouHHKa [20].

VYpoBensb yoenuteabHOCTH pekoMenaanuii C (ypoBeHb I0CTOBEPHOCTHU JOKA3aTENbCTB — )

KommenTapuu: Kopcer miis naurentos co CMA ucnonb3yercs: pyHKIMOHATEHO-KOPPUTUPYIOIIHHA «C
OMmopoil Ha  Ta3», COXpaHAWIIMA OajaHC  MO3BOHOYHOTO  CTONOA,  MPEIOTBpAIlAIOIIMMA
KOJIOKOJI000pa3HyI0 1eOopMaIuio IPyIHON KIETKU U He HapYyIIAIOMUNA (QyHKIIHUIO BHEIIHETO JIbIXaHUS.
Bo3moxHO moTpedyeTcst «OKHO JUIsl JABIXaHHs» W OTBEPCTHE JJIA TaCTPOCTOMBI (MPU €€ HaTUYHH).

CYMMapHOG BPCMA HAXOXKIACHUS B KOPCCTC BO3MOKHO 10 6-8 JyacoB B JACHDb.

o PexomeHnayercsi €XeIHEBHOE HCIOJIb30BAaHUE OPTE30B HA HIKHHE KOHEYHOCTH, M3TOTOBJICHHBIX
VMHIUBUIYAJIBHO (HAallpUMEpP, TyTOPbl Ha TOJEHOCTOIHBIE CYCTaBbl — JUISl CUJICHUS, TYTOPbI Ha BCIO
HOTY — /Ui CHA) JexayuM nauumenta co CMA 5q s nmpeloTBpallleHuss U 3aMeUIeHUs Ipouecca

o0pa3zoBaHusl KOHTPAKTYp CYCTaBOB KOHEUHOCTEH [96].

VYpoBensb yoenuTeabHOCTH pekoMeHaannii C (ypoBEeHb TIOCTOBEPHOCTHU JOKA3aTENbCTB — 4)

4.2. PeaOnauranug CHAAYUX MANMECHTOB

1 cuoauux nayueHmos 8ax)cHo Kaxk cobnodeHue NPUHYUna 003uposanus huauueckol Hacpy3Ku, max

U NpUHYUNAa 6HeOperUs (hu3uueckol mepanuu 6 06pa3 HcusHU pebeHKd.



Oono u3 8e0ywux u JHOOUMBIX NOTONCEHUL MAKUX Oemell - NONONCEHUE «CUOS», KOmopoe 8 CUNY
OCHOBHO20  cumMnmoma 3a0onesanus  (cirabocmu  CKelemHblX  Mblldly), HeCnocobHocmu K
CAMOCMOSAMENbHOMY UBMEHEHUIO NON0NCEHUsT Mena/no3vl (nepemexcamvpcsi 8 NOLONCEHUU «CUOSY) U
NO2PEUHOCMAX NOCMYPAIbHO20 KOHMPOIs CNOCOOHO hopMuposamv HeCUMMEMPUYHbLIL NaAmmepH
NOCAOKU C HEePABHOMEPHLIM pAcnpedenenuem Onopvl Ha KOCmu masa (cnpasa/ciesa) ¢ nepexocom
masza (Ha0masz08020 3a Cuem CKOIU03A 2eHe3d) U ObICMPO NPOBOYUPOBAMb PA3GUMUE CKOTUOMUYECKOU
Odepopmayuu no3eonouHuxka. B cea3u ¢ osmum 0coboe SHUMAHUE OONIHCHO NPUOABAMBC

CUMMEMPUUHOM) PA3BUMUIO MENOCI0HCEHUSI NAYUEHMO8 U NPABUTbHOMY NOSUYUOHUPOBAHUIO.
Lenu peabunumayuu cuoayux nayueHmos:

o nogvluteHue MOOUTLHOCTIU NAYUCHM OB,

o 3aMedNleHUue NPOSPECCUPOBanUs MbIUEYHOU caabocmu, nomepu @GyHKyuu u GopMuposarus
ampoguii besoeticmsusi;

o yIyuulenue pyuHoUu MaHUnYIsIyul;

o CO30aHUe YCI08ULL Ol PA36UMUSL U HOPMATIbHO20 QYHKYUOHUPOBAHUS 6HYMPEHHUX OP2AHO8;

e paspabomka cycmagos u npohuiakmuxa oo6pa308aHus KOHMpPAKMyp,

o popmuposanue u noddepicanue CUMMEMpPUIHOCIU NO3bl,

o npedynpesicoenie CKOTUOMuUYeckol oeopmayuu NO360HOUYHUKA U NePeKoca masa,

o 06yquue OBLIMOBLIM HABBLIKAM U HABLIKAM CCIMOO6Cle9fCM661HM}Z 6 cpede.

Ocoboe 3nauenue 6 ¢huzuueckou mepanuu yoensemcs GOpMUpPOBAHU) CUMMEMPUUHOCIU NO3bl U

MUHUMUIAYUU pasvzuquﬁ 6 passumocmu u qbyHKLﬂ/ll/l Me.wcdy npaesvimu U 1€e6blMU KOHEYHOCMAMU.

o PexkomeHnayercsi HCTIOIB30BaHUE CTHCIIUATM3UPOBAHHBIX OPTE30B — OPTOINEANYECKUX alapaToB Ha
HIDKHME KOHEYHOCTH U TyJOBHIIE cuAsuuM mnanueHtaM co CMA 5q 0e3 KOHTpakTyp s
NOJJEP’KaHUs BEPTUKAIbHOW TO3bI M CIOCOOHOCTH K MEPEABUKEHUIO C IOMOIIBIO CPEJCTB

JIOTIOJTHUTEIIbHOM onopsl [20].
VYposenb yoenurenbHocTH pekomenaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTeNIbCTB — 5)

KommenTapuu: Annapar CKOHCTpYMPOBaH CHELUAIBHO I MAUEHTOB C BSUIBIM IApPAJIMYOM, CHUIIOW
MBIl HUWKHUX KOHEYHOCTEH MeHee 2-X OamnoB. OCOOCHHOCTHIO JaHHOTO OpTe3a SBISETCSA
BO3MOXXHOCTh MEXAHHUYECKH AaCCUCTHUPOBATh YCHIUAM peOEHKa, B3aMMHO IepeMellas HUXKHHE
KOHEYHOCTH, B CHMMETPHUYHOM mo3e. Takoi amnmapar MO3BOJSET HAXOAUTHCS B BEPTUKAIBHOM
MOJIOKEHUH M TMEepeMelaTbcsl C ONOpPO Ha XOMYyHKH Oe3 MOAJEPKKH POAMTENEH, MpU JT0CTAaTOUHOM
cujie B pykKax. OTa BO3MOXHOCTb HMMEET OIPOMHOE BIMSHUE Ha (QOpPMUpOBaHHE peOeHKa Kak
HE3aBHCUMOH JINYHOCTH, OONaJaroniel BO3MOKHOCTBIO K MPSMOCTOSHUIO U NEPEMELIEHUIO B 3TOM
IIOJIOKEHNU. BepTukanbpHas 1o3a HE IO3BOJIMT Pa3BUBATHbCS 3aCTOWHBIM SIBJICHHUSAM B JIETKHX, YTO
CHU3UT PUCK pa3BUTH ocliokHeHUH mpu OPBU, ynmy4mur naccax 1o >kenyqo4HO-KUILIEYHOMY TPAKTY
Y MOYEBBIICINUTEIBHON cucteMe. OceBast Harpy3Ka Ha CKEJIET IIPEIOTBPATUT Pa3BUTHE OCTEONOPO3a U

BTOPUYHBIX JedopMaliuil KOCTEH U CyCTaBOB.

Hpe6I>IBaHI/I€ B CTOAYCM IIOJIOKCHHHN MHOOJI’KHO ITOOLIPATHCH. HozmepmHBaeMoe IIOJIOXKCHHUE CTOMA

JOJDKHO COCTABIISAITH 10 60 MUHYT, a8 MUHUMAaJIbHAs 4acTOTa - 3-5 pa3 B HEJENIO, ONITUMalIbHas 5-7 pa3



B HEACIIO

e PexomeHayoTcss OpTe3bl TYJOBHUIIA — KOPCEThl (PYHKIIMOHAIBHO KOppUrupymomue (rpyao-
MOSICHUYHO-KpecToBble — TUna TSLO) cuagunm nauuentam co CMA 5q A ynydiieHus: OCaHKH

U IBUTATEIbHBIX QYHKIUH [96].
VYposenb yoenutenbHOCTH pekomeHaanuii C (YpoBEeHb I0CTOBEPHOCTH JI0KA3aTEeIIbCTB — 4)

Kommenrtapun: Cratudyeckue, IUHAMUYECKHME M (PYHKIHMOHAJIbHBIE OPTE3bl HCIOIB3YIOTCS IS
W3MEHEHUS TOJI0KEHUSI W TEePEBOJia B BEPTUKAIBHOE TOJOKEHHE MaIueHTOB. JJisi BEpTUKAIU3AINU
BO3MOYKHO HMCIIOJIB30BaTh KPECIO-KOISICKY C AJICKTPOIPUBOIOM C BO3MOYKHOCTBIO TIEPEBO/IA MMAIMEHTA
B TIOJIOKCHUE «CTOs». IIprcmocobnenus s MOAACPKKH B BEPTHKATHHOM TOJIOKCHUHM BaJKHBI JJIS
OOJIerYeHHs] PACTSHKKM HUKHUX KOHEYHOCTEW, a TakyKe Ui yAydlleHHs (QYHKIUW OpraHu3Ma u
O37I0POBJICHUS KOCTHOM TKaHHW, JUIsI OOECHEYeHHUS BEPTHKAJIBLHOTO TIIOJOKEHUS U YIyUIICHUS
MOJIOKCHUST TTO3BOHOYHMKA W BCEro Tejla. PekoMeHAyeTcs MpPOaKTHBHBIE HCIIOJIb30BaHUE
(YHKITMOHAIBHO — KOPPHUTHUPYIOIIMX KOPCETOB Yy HE CHIAYUX ManueHToB co CMA, momydarommx
MaTOTEHETUYECKYIO JICKAPCTBEHHYIO TEpamuio, g TpenoTBpaiieHus aehopMmanuii v yBeIUYCHUS
akTUBHOCTH [97].

o PexoMeHaywTCcsi OpTONIEIMUECKUE anmaparbl — 0OJEer4EHHBIN anmnapar Ha HUYKHUE KOHEYHOCTU M
TYJIOBUIIIE WJIA amlllapaThl HAa TOJIEHOCTOIHBIM M KOJEHHBIA CYCTaBbl, WJIM allllaparbl HA BCIO HOTY,
WIM anmnapar Ha HIDKHHE KOHEYHOCTH W TYJIOBHINE JJisi peuunpokHoi xonb0wl (RGO) - cuasuum
narpeHTaM co CMA 5q, oGmagaronyM J0CTaTOYHOW CUIION, JIsi OOJIETYCHHS CTOSTHUS U XOJBOBI C

noMouipto aApyrux aui [20].
YpoBennb yoenureabHocTH pekoMmenaanuii C (YpoBeHb J0CTOBEPHOCTH 10KA3aTEJIbCTB — 5)
KommenTapuu: MunumanbHasi yactoTa npeObIBaHUS B OpTE3axX 5 pa3 B HEJEINIO.

o PexoMeHayIOTCH CpeICTBa NEPEIBHKEHUS aJalTUPOBAHHbIE (MHAMBUAYAJIU3UPOBAHHBIE Kpecia-
KOJIICKA C PYYHBIM TIPUBOJAOM C JIOMOJTHUTEIBHON (ukcanueit (Moaaep KKoi) TojIOBBI U Tena,
KOMHATHBIC U MPOTYIOYHbIE U U3TOTOBJICHHBIC WHANBUIYAIBHO MO 00BEMHON TPEXMEPHON MOAETH
3aHEel TMOBEPXHOCTHU TeJa JIOKEMEHTHI, YCTAHOBIICHHBIE Ha KOJECHYIO 0a3zy Kpecia-KOIsCKU
COOTBETCTBYIOIIETO pa3Mepa U HazHaueHMs) cuAsuum nauueHtam co CMA 5q st obecnieueHust

o01reit MoOMIBbHOCTH [96].
VYpoBeHb yoenuTeibHOCTH pekoMenaanuid C (YpOBEHb JOCTOBEPHOCTH JIOKA3aTeIILCTB — 4)

KommenTapuu: Ilpu  mombope  KOJSCOK — CleQyeT  PYKOBOJCTBOBATbCS ~ MaKCHUMAaJbHOM
(YHKIIMOHAILHONH HE3aBUCUMOCTBIO U KOM(OPTHOCTHIO TIpeObIBaHWMA B Kpecie TMaIMeHTa;

MMPCAINIOYTCHHUC CICAYCT OTAaBaTb KOJIKICKAM dKTUBHOI'O THUIIA U KOJIKICKAM C 3JICKTPOIIPHUBOIOM.

o Pexomenpayercs sprorepamnus cuaguum namnueHtam co CMA 5q aJis oka3zaHus TOMOIIY TTAIIUEHTY B

HOBCGI[HCBHOﬁ JKU3HU, PAa3BUTHUA U TOAACPKAHUA CIKCTHCBHO UCIIOJIb3YCMbIX UM HABBIKOB [20]

VYposenb yoenutenbHoCTH pekomeHaannii C (YpoBEeHb I0CTOBEPHOCTH JI0KA3aTEeIIbCTB — 5)



KommenTapuu: PexkomeHnmyeTcss TpHBIEKaTh CIENUAIUCTAa MO DJProTepanud Kak TpH moadope
OpOrpaMMbl (PU3MYECKUX YNPAXKHEHUN MU PACTKEHUS, TaK U A1 PEKOMEHAALMI OTHOCHUTEIBHO
COLIMAJIBHBIX B3aUMOJICUCTBUM, TaKMX KakK IOCEIIeHHuE Y4eOHBIX 3aBeJeHUM, BbIOOp mpodeccuun u

Y4aCTHUC B COMAJIBHBIX aKTUBHOCTSX.

4.3. PeaOnauranus Xoqauux NanueHToOB

[na xo0suux nayueHmos (amoOYIamopHas cmaous) COXPAHAEMCs NPUOPUMEMHOCMb HPUHYUNOS
003UpoBaHus huauueckou Haspy3Ku U 6HEOPeHUs @UIUYECKOU Mmepanuu 6 NOBCEOHEeBHYI0 MHCU3HD

pebeHKa.

[lemu Oanmol epynnvl cmpemsamcs K akmueHOM) NepeosUICEHUI0 U X00bbe, 00HAKO, 8 8UJY clabocmu
CKeJLeMHOU MYCKYILAmMypsl U HU3KOU BbIHOCIUBOCMU UMEIOM YACYI0 HOMPeOHOCMb 8 omobixe, K020d
NpUHUMAarOm Hepeoko Oeghekmuoe NnonodiceHue «cuosy. B yenom onsa xoosauux demeil 6 cpagneHuu ¢
CUOAYUMU OembMU XAPAKMEPHO Oollee MASKOe meyeHue SMOPUYHbIX OPMONEOUYECKUX OCTONCHEHUl
(kax paseumus KOHMPAKMyp 6 CYCmaeax KOHeYyHocmel, max u QopMuposanusi CKOIUOMUUECKOL
oegpopmayuu no360HOUHUKA) U UX npozpeccuposanus. Llenu peaburumayuu Xxo0suux nayuenmos
NpUMEpHO me Jice, YUMo U y CUOAYUX NAYUEHMO8 C 000asleHueM yelu NO8bIUEHUS. 8bIHOCIUBOCTU/

MONIePaAHMHOCMU K PUIULECKUM HAPY3KAM.

o PexomeHayeTcsl UCIOJIB30BAHME CPEACTB NEPEIBWKEHHUS  aNalTUPOBAHHBIX (TPOCTH W
MHOTOOTIOPHOW TPOCTH, XOJYHKOB KOJECHBIX M JAPYTHUX CPEICTB, HauOoJiee MOJHO OTBEYAIOIIMX
noTpeOHOCTIM manuenTta, annaparoB RGO (cM. y cHASYMX MAIMEHTOB) XOJASYUM IMAIlMEHTaM CO
CMA 5q, TpeOyronmm JOMOJHUTEILHON OMOPHI TPH X0Ab0e, C IMEeNbI0 COXPAaHEHUS JTBUTATEILHON
akTUBHOCTH [97].

VYpoBens yoenuTeabHOCTH pekomenaanuii C (ypoBeHb I0CTOBEPHOCTHU JOKA3aTEIbCTB — )

KommenTapuu: Co BpeMeHeM MoOAJiep)KaHHE CIOCOOHOCTH XOAuTh i manueHtoB co CMA
JOCTUTAETCsl C IOMOIIBI0 CPEJICTB JIOMOJIHUTENIBbHON omopbl. B ciywae mnonbopa cpencts
JIOTIOTHUTEIILHON OTMOPHI € IEJIbI0 MPOJJICHHUS X0Ab0bI y manueHToB co CMA Heo0X0auMo onmupaThes
Ha TEKyUIMil cTaTyc maiueHTa (COXpaHsisi aKTUBHOCTb M COLMAJbHBIM CTaryC JUYHOCTH), a HE Ha
MPOTHO3UPYEMOE TEUYEeHHE, TEeM CaMbIM Tpenjaras s pebeHka Oojiee HMHBAIUIUZUPYIOIINE
MIPUCTIOCOOJICHHUS.

o Pexomenayercss oproneauueckas oOyBb xoasuuMm mnanueHtram co CMA  5q, wumeroumm

nedopManum CToI, ¢ IeIbI0 00IeTYeHUs IBUTaTeIbHOW aKTUBHOCTH [98].
VYpoBenb yoenuTeapHOCTH pekoMenaanuii C (ypoBeHb IOCTOBEPHOCTHU JJOKA3aTEIbCTB — )

o PexoMeHayeTcsl MCITOJIB30BAHUE OPTE30B - aIIapaToOB WJIM TYTOPOB HA TOJIEHOCTOITHBIC CYCTaBbI
COBMECTHO € O0OyBbIO XOasuuM mamueHTam co CMA 5q, umeromuM aedopMaiuu CTOI, IS
obneryeHust XoaponI [99].



VYpoBensb yoenuTeabHOCTH pekomeHaanuii C (ypoBeHb TOCTOBEPHOCTHU JOKA3aTENbCTB — 4)

o PexoMeHayeTcsl MCIOJIB30BAaHUE CPEICTB IMEPEIBIKCHHS aJalTUPOBAHHBIX -  KPECIa-KOJISCKH
AKTHUBHOTO THIIA XOas9nM manueHaTaMm co CMA 5q Tum mpu OTpaHMYCHHOW BHIHOCITMBOCTH peOSHKA
WM HEOOXOIMMOCTH TICPEIBMIKEHUS Ha OOJBIIME DPACCTOSHUS MJIs YBEITUYCHHS MOOWJIBHOCTU
narenTa [100].

YpoBennb yoenureabHOCTH pekoMeHaanuil C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

o PexoMeHayeTcsl HCTIONb30BaHNE PEAOMIUTAIIMOHHBIX W aJaTUPOBAHHBIX JIJISI MHBAIIUIOB U3CITHI
- Oomop Uil CHACHHWS, OTBEYAIOMINX BCEM TPEOOBAaHWUSAM NPABUIBLHOTO ITO3UITHOHUPOBAHUS
(momosHEHHBIX OOKOBBIMHU (HUKCAaTOpaMH KOpIlyca Ha YPOBHE TPYId, PETyISTOPOM HaKIJIOHA
CIIMHKH, TOJJIOKOTHUKAMH C MEXaHM3MOM pEryJIupOBaHUsl BBICOTHI, IMOACTABKOM Ji CTOIN C
MEXaHHU3MOM PETYJIIMPOBAHMS yIva HAKJIOHA) XoAssuuM naruentam co CMA 5q nis npoduinakTuku
ckosro3sa [20].

VYpoBenb yoenuteabHOCTH pekoMenaanuii C (ypoBeHb I0CTOBEPHOCTHU JOKA3aTENbCTB — 5)

o Pexomenayercsi mpHMeHEHHE OpTe3a TYJOBHIIA - (DYHKIIMOHAIBHO-KOPPUTHPYIOIIETO KOpceTa
xonauuM nauueHtam co CMA 5q npu Hasmuuu yria aedopmanuy No3BOHOYHHUKA, U3MEPEHHOTO 110
metoxy Kob0Oa, 15 u Gonee rpaaycoB, H3rOTOBIEHHOTO IO CIENKY C TPYyAHON KJIETKU peOeHKa, s
coxpaneHus Oamanca [20].

VYposenb yoenuTeabHOCTH pekoMenaanuii C (ypoBEeHb I0CTOBEPHOCTHU JOKA3aTENbCTB — )



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

o PexomeHnayercsi BakIIMHAIUSI POTHB PECIUPATOPHO-CHHIIMTHATIBHOTO BUpYyCa MaauBU3ymMabom™**
BceM manuenTam co CMA 5q B TeueHue MepBhIX JBYX JIET KU3HH, a TAKKE €KETOHas BaKI[MHAIUS

IIPOTUB TPUINA U MMHEBMOKOKKa (mocie 6 MecsleB KU3HM) JUisl NPOPUIAKTUKA STUX HHPEKUUN
[57].

VYpoBensb yoenuTeabHOCTH pekoMeHaanuii C (ypoBeHb IOCTOBEPHOCTHU JOKA3aTENbCTB — )

KommenTapun: CormmacHO KajeHJaplo BaKI[MHAIIUMW, MAMEHT JOJDKECH MOJIYyYUTh TEPBbIE 3 J103bI
BaKIMHBI JTSI TPO(DUIAKTUKN THEBMOKOKKOBBIX MH(MEKIMI 10 rofa, u 4-10 J03y mocie 12 Mecsiies.
Bce ocranbnbie BakuuHbl BBOASATCS AeTsiM co CMA 5q comrtacHo HanmoHanbHOMY NPUBHBOYHOMY
KaJIeHJapIO.

o PexoMeHayeTcsi MOJIEKYJIAPHO-TEHETHYECKOE MCCIe0BaHUI MyTanuii B reHe SVMN/ y miiona, u
NPEUMIUIAHTALIMOHHAs ~ TeHeTHYecKass  JMarHocThka  SMOpuoHa  (C  HMCHOJIb30BaHUEM
HKCTPAKOPIOPATBHOTIO OIIOAOTBOpPEHUs) poautensM namueHta co CMASq, a Takxke mapam, B
KOTOPBIX KaXX/Ibli U3 MTAPTHEPOB SIBJIAETCS MOATBEPKICHHBIM I€T€PO3UTOTHBIM HOCUTENIEM JAEJICIIUU

7 unu 7-8 sx30HOB reHa SMNI, ¢ 1enblo MpeAoTBpaIlleHUs] TOBTOPHOTO POXKJIEHUSI peOeHKa CO
CMA B cemnbe [20].

VYpoBens yoenutenbHoCTH pekoMmeHaanuid C (ypoBeHb JOCTOBEPHOCTH JI0Ka3aTeNbCTB — 5)

Kommenrapun: IIpoBenenne npenaranpHoi [IHK-aumarHocTMkn BO3MOKHO Ha pa3HBIX CpOKax
opemennoctu: 8-12 Hemenb (BOpcHHBI XOpHOHA), 15-18 Hemenb (aMHUOTHYECKAS JKHAKOCTH), 20-24
Heienu (MynoBUHHAs KpoBb). ONTHUMaJIbHBIM SIBISIETCSL WCCJIENOBaHHME OuonTara XOpHOHA: MpU
HEOIAaronpusTHOM MPOTHO3€ OEPEMEHHOCTh MOXKET OBITh IIPEpBaHa B CPOKH OOBIYHOTO METUIIMHCKOTO
abopra.



6. Opranu3zanus oKa3aHusl MeJIUIUHCKON IMTOMOIIH

6.1 Iloxa3zaHnus K rocIUTAJIU3ALUN:

6.1.1 IToxazanus /i NJIAHOBOM FOCNIUTAJN3ANNY B 1eTCKOE HEBPOJOTHYeCKoe

OTACJICHHUC:

e Bce mamueHtsl co CMA 5q 1 pa3 B rog s (yHKUMOHAJIBHOW JABUTATEIbHOM OILICHKH,
oOcjenoBaHrs Ha HaJMYUE OCJOXKHEHUM 3a00J€BaHUS — PECHUPATOPHBIX, KOCTHO-CYCTaBHBIX U
racTPOIHTEPOIOTHIECKUX, a TAKXKE JUIsl MPOBEACHUS peaOuInuTaIUH.

e Bce nauueHTel co CMA 5q u1s1 MHTpaTeKajJbHOTO BBEACHUS HyCUHEpCeHa™ .

KoMMeHTapuu: B MEXIYHAPOIHON NPAKTUKE HYCHHEPCEH™* MOXKET OBITH BBEACH B YCIOBUAX
y y y

AHCBHOI'O CTallMOHapa.

e Bce manueHtsl co CMA 5q, TpeOyromue oOciaenoBanus Nepes XUupyprudeckuM OpTONeInYeCKIM

BMCIIATCIbCTBOM.

IToka3zanuss K BBINIMCKE MNAalMEHTaA II0CJE ILIaHOBOM rocrnuTaan3agvui B ACTCKOC HCBPOJIOTHUYCCKOC

OTACIICHUC:

e BBINOJHEHUE IJIaHa 00CIEA0BAHMS MALIMEHTA, B TOM YMCJIE OLIEHKA PECIIUPATOPHBIX HAPYIIECHHUI;
e TIPOBEJEHUE PEAOUTUTAMOHHBIX MEPOTIPUSITHH;

e YCTKHUC PECKOMCHIAIIUU 110 I[aJIBHeﬁlﬂeMy Ha6J'IIOI[€HI/IIO H JICUCHUIO.
IToxazanus pIRI | MJIaHOBOM TOCIIUTAIN3alIN B ICTCKOC XUPYPIrUICCKOC OTACIICHUC!

o marueHThl co CMA 5q, TpeOyroIye moCTaHOBKU TaCTPOCTOMBI;

e manueHTsl co CMA 5q, TpeOyromire yCTaHOBKH TPAaXeoCTOMBI,

KOMMeHTapl/lI/I: HHOrJa TpaxcoCToMa YCTAaHABIMBACTCA IIO JOKCTPCHHBIM IIOKA3aHHWAM, U pe6eH0K

TpeOyeT 3KCTPEHHOM roCnuTaNn3aluu

6.1.2. Ilokazanus 1Ji IKCTPEHHON TOCMUTAJIU3AUN:

e PasButne y mammenta co CMA 5q «oObuHbIX» 3a0oneBaHuil (OCTpas BUpycCHash HH(EKIHs,
OpOHXMT, TacCTPOIHTEPUT C OOE3BOKMBAHMEM, ANMEHIUIUT U JIPYrHe OCTpble BOCHAIUTEIbHBIC
MPOLIECChl), HEMPEABUICHHBIE TIEPENIOMbI, 3allJJAHUPOBAHHBIE XHUPYPTUYECKHUE TMPOIEAYPHI
(HampuMep, YCTaHOBKa >KETYIOYHOTO 30HJa, OCTEOTOMHUs Oenpa), HO MPOTEKAIOUIUX TSXKEIO,

YUMUTBIBasE 0COOEHHOCTHU OOJIE3HHU.

KOMMeHTapI/ll/IZ I_Ie.]'IBIO yXoJa 3a IIaluCHTaMH B OCTpOfI CUTyallUl SABJIACTCA HOPpMaJIN3aluAa
ra3ooOMecHa MyTEM HNPCAYIIPCIKIACHUS ATCICKTA3UPOBAHUA MW OYHMIICHUSA ObIXATCJIbHBIX HYTeﬁ. B
OOJILIITMHCTBE ClIy4dacB, I10 BOSMOXHOCTH, 9THU 3aJla4M JOJIKHBI pCIIATbCA C IMOMOIIIBIO HEHHBA3UBHOM

BECHTHWJIAINUHN JICTKUX.



o Pa3BuTHe TSHKENBIX KU3HEYTPOXKAIOMIMX JIBIXaTeIbHBIX HAPYIICHUH C THMOBEHTWISALUEH W almHO?,
0e3  CONyTCTBYIOIIMX  3a00J€BaHUM, TMpPU 3TOM  JbIXaTeJIbHbIE  HApyLIEHUA  TpeOyroT
pEaHUMAIMOHHBIX MEPOINPUATUHM, [OKa3aHa TOCHUTAIM3allsd B MEIUIMHCKHE OpraHu3allui,
UMEIOIINE B CBOEW CTPYKType OT/EJIEHHE aHECTe3MOJIOTMM pEeaHMMaluuu win Onok (manary)
peaHMMalMi ¥ MHTEHCHMBHOM Tepanmuu M O00€CHEeYMBaIOIINE KPYIIOCYTOUHOE MEAMIIMHCKOE

HaOJIIOIEHUE U JIEUCHUE JIETEMN.

KommenTapuu: [Ipu BbITOJHEHUH MPOTOKOJIOB HEOTIOKHON TTOMOIIM HEOOXOIMMO CBSA3BIBATHCS C
MYJIBTUAUCHUTUTMHAPHON OpHUrafoi (HEBPOJIOTMYECKON U IMyJTbMOHOJIOTMYECKOI), BKITIOUAst Bpaya, KaKk
MpaBUJIO, HEBPOJIOTa WU JETCKOIO HEBPOJIOTa, KOTOPBIA OCBEJOMJIEH O TEUEHUU OOJEe3HU U
MOTEHIIMAJIBHBIX Tpo0ieMax KOHKpeTHOro mamuenta. Kucmopox y manueHtoB co CMA momkeH
IPUMEHSATHCS C OCTOPOKHOCTHIO. BTOpHUHas runokcemus, 00ycloBIeHHAs! TUTTOBEHTUIISIIIUEH, MOXKET
OBITh CIyTaHa C TUIIOKCEMUEHN, 00YCIIOBICHHON IPYTUMU MIPUYMHAMU, TAKUMHU KaK 3aKyIlOpKa CIU3bIO
uin arenekrtas. KamHomeTpust wid ucciaenoBaHue KHCIOTHO-OCHOBHOTO COCTOSIHMSI M Ta30B KPOBU

MIOMOXXET BBIOPATh MPABUIIHHBINA PEXKUM MPUMEHEHUS KUCIOPOA.

6.2 IIpuHUUNBbI OPraHu3anuu MeAUINHCKON momomu nanueHram co CMA 5q

Ilocmanoska ouaenoza CMA cmasum mHo20 60npocog neped pooCmEeHHUKAMU NAYUeHma U nepeo
cneyuanucmamu, —pabomarowumu ¢ makumu — nayueumamu. Muozouuciennvie  npoonemsl,
8o3HUKAIOWUe npu oonapysxcenuu u pazsumuu 3aooneeanus CMA, onsa pewienus komopvix mpeoyemcs
2PAMOMHAs Op2aHU3ayus. npoyecca NOMoOwu Npu YYyacmuu MyIoMUOUCYUNTUHAPHOU KOMAHObL

cneyuanucnos u cobnoodenue 0CHOBHbIX NpuUHYyUnos u NOOX0008 K ee OKA3AHUIO.

Z]ClHHble NPpUHYUnsl O0NIJHCHBL COONIO0AmMbCs Ha JII0OOM dmane OKa3aHusl Meaul/;uHCKOI;Z nomvowu, KaxKk 6

MOMEHM NOCNMAHO6KU ()M(IZHOS’CI, mak u Ha 10bom dmane HAOII00eHUs nayuernmada.

e [lanMeHT U ero MpeACTaBUTENH IODKHBI MOJydyaTh MOJHYIO MH(pOpPMAIMIO O 3a00JEBaHHUH, €ro
TEUEHHH, [TaTOTEHE3€e, TPOrHO3aX, OCIOKHEHUAX U METO/IaX BO3MOXKHOM Tepanuu.

e Jlnarnoz CMA mojapa3ymeBaeT BO3MOXXHOCTh OKa3aHUS TNEPBUYHOM, CIIEHHUATU3UPOBAHHOU U
naJyTMaTUBHOM MOMOIIM Ha BCEX 3Tarnax 3a00JieBaHusl.

e IIpu nmocranoBke auarHoza CMA, cembsi TOJKHA ObITh HalpapieHa K CIECHHAIUCTY, UMEIOLEMY
onbIT paboTel ¢ mamueHTamu co CMA, olnajaroiiero COBpeMeHHON HMH(popManueil 0 TeUECHUU
3a00JIeBaHMsI M BO3MOXXHOCTH YYacTHS B KIMHUYECKHX HCIBITAaHUSAX (HOBBIX JIEKAPCTBEHHBIX
IpernaparoB W/WIM TEXHUYECKUX YCTPOUCTB). Takike BaKHBIM ABIsieTCS HH(OPMUPOBAHUE CEMEH O
CYLLIECTBYIOUIUX OOIIECTBEHHBIX OPraHU3alUAX, padOTAIOMINX C ITOM IPyHION MallueHTOB.

o K nabmionennto 3a manueHToMm co CMA pomkHa OBITH TpHBICYEHA MYJIBTHAMCIHUILUIMHAPHAS
KOMaH/ia CIEeLUAINCTOB B COCTaBe: BPau-HEBPOJIOTL, MeANaTp/TepaneBT, Bpau-reHEeTUK, CHEIHaTIuCT
[0 PECNUPATOPHON MOAJNEPKKE (Bpad-IyJIbMOHOJIOI W/WIIM Bpad-aHECTE3UOJIOr-peaHuMaroior),
Bpau-KapAHOJIOr, Bpay-TPaBMaTOJIOT-OPTOIIE]], Bpauy-XUpypr, Bpad M0 MEIULHUHCKON peaduinTauuu
U Bpau-(U3HOTEPAIeBT, Bpay-IUETOJIOT, BPau-TaCTPOIHTEPOIIOT, & TAK)KE COTPYIHUKNA METUITMTHCKHUX

opraHmauHﬁ (PI nux HO,Z[p&SI[CJIGHHfI), OKa3bIBAOONIUEC CICHUAIMIUPOBAHHYIO MNAJUIMATUBHYIO



MCIWIHUHCKYIKO IIOMOHIb JCTAM. leyrI/Ie CIICOUAJIUCTBI JOJDKHBI IIPUBJIICKATHCA IO MEPE

BO3HHUKHOBCHU CHCHI/I(bI/I‘ICCKI/IX HpO6JI6M.

KomMenTapuu: Bpad-HEBpOJOT, Kak CIEIHATUCT B OOJAaCTH HEPBHO-MBIIICYHBIX 3a00JICBaHUM,
OCYIIECTBIISIET OCHOBHOE HaOmromeHue 3a mamueHtamu co CMA. B kpyr oOsizaHHOCTe# Bpaua-
HEBPOJIOTa BXOAUT 00CIIEIOBAHUE U MTOCTAHOBKA JUArHo3a, MH(MOPMUpPOBaHHE CEMbU O 3a00JIEBaHUM,
COCTaBJICHHE IUIaHAa MHOTONPO(UILHOTO HAOMIOACHUS, OCYIIECTBIATh HAOMIOACHHE 3a MAI[UECHTOM,
OIICHMBATh JWHAMHKY M CTEMEHb MPOTPECCUPOBAHUS 3a00JIEBaHUS TPH PETYISIPHBIX OCMOTpAX,
Ha3Ha4yaeT IOJJIEpKUBAIONIYI0 Tepanuio. Ha osrame okazaHus crienuaau3upOBAHHOM MEIMIIMHCKON
MOMOIIM BpPa4Y-HEBPOJIOT MPUHUMAET y4YacTHE B OIEHKE (PYHKIIMOHAIBHOTO COCTOSIHUS MallMeHTa
(oLleHKa MO MIKaJaM HEePBHO-MbIIIEUHbIX HapymeHuit npu CMA). Ilpu cocTtaBieHUM MIiaHa
MHOTONPO(UIBLHOTO HAONIOACHUS, BPavy-HEBPOJIOT OMNpEAesieT KpaTHOCTh HAONIOACHHUS Yy APYTUX
CHEUATNCTOB MHOTONIPO(HIBHON KOMaH/Ibl, COOTBETCTBEHHO TEKYIIEMY COCTOSHMIO marueHTta. [lpu
KOKJIOM OCMOTpPE BpPAaY-HEBPOJIOI OCYLIECTBISIET MEPEOLEHKY TEKYIIEro COCTOSHHS MAalMEeHTa U B
COOTBETCTBUM C ATHUM BHOCHT KOPPEKTHPOBKH B IUIaH MHOrompoduibHOro HabmoneHus. B cBomx
PEKOMEHJIallMsAX Bpay-HEBPOJOr YKa3bIBa€T HEOOXOIMMBIE NAIMEHTY TEXHUYECKUE CpPeICTBa
peadbmIuTalK, MEIUIUHCKYIO anmapaTrypy, CPelcTBa OPTONEANYECKON KOPPEKIIMH, JIEKapCTBEHHBIE
npenaparbl, M3AEIUs MEIUIMHCKOTO HAa3HAYeHWs] M Jp. B COOTBETCTBUU C BBISIBICHHBIMU

HOTpe6HOCT}IMI/I IHanyucHTa.

o CoOmrofeHre TpPHUHIMIA «PAHHETO BMEIIATEIbCTBA», UTO TMOJAPA3yMeBAaeT MNPOPUIAKTUKY
Hen30€KHO BO3HUKAIOIIMX OCIOKHEHHWU Ha (OHE pa3BUTHs 3a00JIEBaHMS U paHEe MPUMEHEHHE

TCXHUYCCKHX CPCACTB pea6I/IJ'II/ITaHI/II/I, MGHHHHHCKOﬁ arrmaparypsl 1 Apyrux MeTog0B TCpaIlnu.



7. JlonnoJtHUTEIbHAA MH(pOpMaNUA (B TOM YHUCJIE
(baKkTOpPBHI, BJUSIONINE HA MCXO0 3200/ 1€ BAHUA UJIH
COCTOSIHMA)

JlononauTtenbHas nHGOpMAIUS OTCYTCTBYET



Kpurepun onieHKH KayecTBa MEIUIIUHCKOU MOMOLIH

KpI/ITepI/II/I OLICHKHN Ka4y€CTBa MeﬂHHHHCKOﬁ IIOMOIIM JOJIX)KHBI OBITh Pa3JIMIHBIMU Ha PA3HBIX YPOBHAX

OKa3aHUsI MEIUIIMHCKOM ITOMOIIHN

1. [lepBuyHasi HEBpOJOTUYECKAs] TMOMOIIb (OKa3bIBACTCS BPAYOM-HEBPOJIOTOM JIETCKOTO KaOWHETa

TTOJTUKJIMHUKH )
Ne Kputepun kauecrBa OueHka
BbIMOJIHEHUS
lMpoBeaeHo HanpaBneHWe Ha [Oa/Het
MOJIEKYISIPHO-TEHETMYECKOE nccnenoBaHne Mytaumn B reHe SMN1
MpoBeaeHO HanpaB/ieHNEe Ha KOHCY/IbTalMio Bpaya-reHeTuka Ha/Het

2. Okazanue oMo B YCJIIOBUAX ACTCKOI'O IICUXOHCBPOJIOTHUYCCKOTO OTACICHUA

Neo Kputepuu kauecrsa OueHka
BbINOJIHEHUSA

1. MpoBeaeHO MOMEKYNSPHO-TeHEeTMYEeCKoe WCCnefoBaHMe MyTaumi B reHe SMN1, Bknawo4yas [Oa/Het
onpeaeneHne ymcna Konumm reHa SMN2

2. MpoBefeH NpuveM (OCMOTP U KOHCYJIbTaluMs) Bpada-reHeTnka nepBuYHbIN U/unun Bpadva-Hesponora | [Jda/Het
(cneumanucTa no HepBHO-MbIWEYHbIM 3a60/1EBaHUSIM) NEPBUYHbINA, MPU OTCYTCTBMM TaKOBbIX, AaHO
HanpaBfieHNe Ha KOHCY/bTaumio K HUM

3. MpoBeaeHa oueHka MYHKLMOHANbLHOIO ABUIraTe/IbHOro ctatyca pebeHka Na/Het
4 MpoBeaeHa oueHka MYHKLUM XKEBAHUA U FNOTaHUSA Na/Het
5 [poBeaeH OCMOTp rpyaHOr0 M MNOSICHUYHOrO OTAena MO3BOHOYHMKA Ha MpeaMeT Hanumuusd Na/Het

cKonunosa un kndosa

6. MpoBeAeHa KNMHMYecKas OLeHKa AbIXaHWUsS AN UCKITIOYEHUS HATMUNS AbiXaTeNbHbIX HapyLleHWi Oa/Het

7 MpoBeneH npuem (OCMOTP, KOHCY/bTaUMsl) Bpaya-racTpOdHTEpPOsora NepBUYHBIA MPU Hannymm Oa/Het
COOTBETCTBYOLWNX Xanob*

8 MpoBeaeH npueMm (OCMOTP, KOHCyfbTauus) Bpadya-AueTosiora nepBUYHbIM nauueHty co CMA 5q, Oa/Het
KOTOpbI/ MMEET HapyLleHUs HYTPUTUBHOMO CTaTyca WUAW yrpoxaeMm no pasBUTUID HEAOCTAaTOYHOro
W M36bITOYHOrO NUTaHUA*

9. MpoBeneH npuem (KOHCynbTauusi) Bpaya-TpaBMaTtosiora-optoneaa MepBUYHBbIN Npu Hanuuum | [Jda/Het
ckeneTHbIX AedopMaumii  ans  obecnevyeHuMss nauMeHTa TyTopaMu W opTe3amMu, a npwu
HEeo6X0AMMOCTM — KPecnoM-Konsackon *

10 MpoBeaeH npueM (KOHCynbTauusa) Bpaya-TpaBMaTosiora-opToneaa MOBTOPHbIA MPU  HanM4ymu Oa/Het
CKeneTHbIX AedopMaunii Nnpyu NOBTOPHOM rocnutanmMsaynm*

11 MpoBeaeH npvemMm (OCMOTP M KOHCY/NbTauus) Bpaya-nysbMOHOSIOrA NEPBUYUYHbBINA NMPU KAMHUYECKUX Oa/Het
npu3Hakax HapyLleHuin abixaHna*

12 MpoBeaeHa nepBMYHAs KOHCY/NbTaUMW Bpayel U  WHbIX CNeuMasnuctoB W3 MeaULMHCKOM Oa/Het
opraHvMsaumm WnNn ee CTPYKTYPHOrO MOApa3AefieHus, OKa3bliBaloLWero crneunaansnpoBaHHyo
nananaTMBHY MeAMLMHCKYO noMolb AeTtaMm co CMA 5, npu Hannuuu nokasaHmmn*

13 MNMpoBeaeH npuem (OCMOTP, KOHCY/NbTauusa) Bpada no nedyebHon du3KynbType NepBuUYHbIN Oa/Het

14 MpoBeaeH npuem (0CMOTP, KOHCYNbTauusa) Bpada — dusmnoTepanesTa NepBUYHbIN Oa/Het




HapyweHnaMn rnotaHmns

Ne Kputepumn kauecrBa OueHka
BbIMOJIHEHUSA

15 BbinosIHEHO onpeaenieHne coaep>XaHns rOKO3bl B KPOBU AN UCKTIOYEHUS TMMOMIMKEMUU Oa/Het

16 BbINOAHEHO nccnegoBaHMe KMCIOTHO-OCHOBHOMO COCTOSIHUSA U ra3oB KpoBu™* Oa/Het

17 BbinosiHeHO nccnegoBaHue ypoBHs 25-OH Butammnua O* Oa/Het

18 BbinosHeHa perncTpauns anekTpokapAaMorpaMmel € YactoTon 1 pas B rog Oa/Het

19 BbinoniHeHa peHTreHorpadmus MNO3BOHOYHMKA, CreunanbHble WccnefoBaHuMs u npoekuuu ¢ | Oda/Het
n3mepeHmeMm yrna Kob66a naumeHTy C HapyLeHWMeM OCaHKWU u/wvnu BuUAMMbIMK aedopMaumsiMm
rpyaHON KNeTKu

20 BbinosiHEHa peHTreHOAEHCUTOMETPUS MOSCHUYHOIO OTAeNla MO3BOHOYHWKA MauueHTy cTapue 6 Oa/Het
neT c yactoTtou 1 pas B rog *

21 BbinosnHeHa npuuenbHas peHTreHorpadus opraHoB FpyAHOM KNeTku BceM nauueHtam co CMA 5q Oa/Het
KakK MMHMMYM pas B 2 roga

22 BbinonHeHO oTcacbiBaHWE CAM3M U3 POTOMNIOTKM, HOCa M BEPXHUX AbIXaTeslbHbIX MNyTelH U Oa/Het
MCMNONb30BaHNE MeXaHWYecKoro MHcydnsTopa-acnupatopa sexaduum nauueHtam co CMA 5qg u
cnasumm  naumeHtam co CMA 5 ¢ pecnupaTopHbIMW  HapyleHuaMU npu  HesddeKTUBHOM
OTKaLIMBaHUN

23 BbIMOSIHEH YPECKOXHbIN MOHUTOPUHI MapunanbHOro AaBfeHUs KMCNopoda BO BPEMS HOYHOIO CHa Oa/Het
naumeHtam co CMA 5q I Tuna, a Takxke y nauymeHtos co CMA II Tmna npm nogo3peHUSX Ha HOYHYHO
TMNOBEHTUNSALMIO U OBCTPYKTUBHbIE anHO3 cHa*

24 MNMpoBeaeHa neyebHasa ¢wuskynbTypa npu 3abonesBaHusax nepudepuyeckor HEPBHOW CUCTEMbI U Oa/Het
CyCcTaBoB

25 MpoBeaeH Maccax rpyaHON KNeTKM MEANLMHCKUIA NPU HaZIMYnK pecnmpaTopHbIX HapyLLIEHUN Oa/Het

26 MNMpoBeaeHa nevebHas duU3KynbTypa Npu 3aboneBaHMSaX BEPXHUX AblXaTeNbHbIX NyTeln Oa/Het

27 MpoBeaeHa MexaHoTepanus Npu 3aboneBaHMsAX nepudepruyeckonnt HEpBHOM CUCTEMbI Oa/Het

28 MpoBeaeHa o3okepuToTepanusa 3aboneBaHuii nepudepnyeckon HepBHOW CUCTEMbI MauUMeHTaM C [Oa/Het
KOHTpaKTypamu

29 MNpoBeneH npueM KanbuUus [IOKOHaTa M Kojekanbuudepona, ecnn BbisIBEHbl MPU3HAKU Oa/Het
OCTEONEHNN NN HM3Kas KOHLUEeHTpauus ButaMmmHa D B KpoBu

30 BbinonHeHa ycTaHOBKa Ha3oractpasbHOro 3oHga nauneHtam co CMA 5q ¢ HapyweHUsaMu rnoTaHmns [a/Het

31 BbinonHEHO KOpMAeHWe yepes3 HasoracTpasbHbii 30HA TsxenobonbHoro naumeHta co CMA 5q ¢ Oa/Het

* ecln JaHHOI'O CliCualaInucTa Ui MCToJa JUAarHOCTHUKHU M JICUCHHA HCT B MGHHHHHCKOﬁ OpraHu3alnuu,

H€O6XOI[I/IMO JaTb HAIIpaBJICHHUC B APYIrHC MCAULIMWHCKHC YUYPCKACHUA, TAC TAKHMC CIICHUATIUCTBI HIIN

METO/IbI CYIIECTBYIOT

** ecmm MCIHUIMHCKOC YUPCIKIACHNUC HC pacCliojiaract pea6I/IJ'II/ITaI_II/IOHHI)IMI/I BO3MOXXHOCTAMMU, ITAOUCHT

JOJIZKCH OBITH HaIpaBJICH B TO YUPCKICHUC, I'TIC pea6I/IHI/ITaHI/I$I BO3MOXHAa

3. Okazanue nmoMoIm B YCJIOBHAX IOCTCKOTI'O IICHMXOHCBPOJIOTHUYCCKOIO OTIACICHHA CDCI[CpaJ'IBHOI‘O

YPOBHA U peCHY6J'H/IKaHCKOFO YPOBHA, @ TAKKC B YCJIOBHAX CIICOHUAIM3HUPOBAHHBLIX KOCK IIO HCPBHO-

MBIIIEYHBIM 3a00JIEBaHUSIM *

onpegeneHne ymcna Konumm reHa SMN2

Ne Kputepuu kauecrBa OueHka
BbIMOJIHEHUSA
1. MpoBeaeHO MoONeKynsapHo-reHeTuyeckoe WuccnegoBaHve MyTaumMn B reHe SMN1, BkJwoyas [a/Het




Ne Kputepumn kauecrBa OueHka
BbIMNOJIHEHUA

2. MNMpoBeaeH npueMm (OCMOTP M KOHCyNbTauus) Bpayda-reHeTvka nepBUYHbIA WU/MNW Bpadva-HeBposiora Oa/Het
(cneumanucrta No HepBHO-MbIlWeEYHbIM 3a60n1eBaHMSAM) NEPBUYHBIN, NPU OTCYTCTBMU TaKOBbIX, AAHO
HarnpaB/ieHNe Ha KOHCYNbTauuio K HUM

3. MpoBeaeHa oueHka PyHKUMOHANbLHOIO ABUraTesibHOro cratyca pebeHka no pefieBaHTHbIM LWKanaMm m Oa/Het
BPEMEHHbIM TecTam

4 MpoBeaeHa oueHka MYHKLUM XKEBAHUA U FNOTaHUSA Ha/Het

5 [poBeaeH OCMOTP FPyAHOro M NOSICHUYHOrO OTAeNa NMO3BOHOYHMKA Ha nNpeaMeT Hanmuus CKosno3a [a/Het
1 kndosa

6 lMpoBeaeHa KIMHMYECKAsa OLEeHKa AblIXaHusd Ha/Het

7 MpoBeaeH rnpuveM (OCMOTP, KOHCYNbTauMs) Bpava-racTpo3HTEPOsIOra MNEepBUYHBLIA MPU HaNMuUM [a/Het
COOTBETCTBYIOLNX XKanob**

8 MpoBeaeH npuem (OCMOTP, KOHCy/nbTauusi) Bpada-AveTosnora nepBuYHbIA naumeHTy co CMA 5q, Oa/Het
KOTOpPbIA MMEET HapyLIEeHUS HYTPUTUBHOIO CTaTyca WM YyrpoXxaeMm Mo pa3BUTUIO HeAOCTaTOYHOro
WM N36bITOYHOrO NUTaHUS**

9. MpoBeaeH npuem (KOHCynbTauMs) Bpada-TpaBMaTosOra-optorneAa MEepBUYHBLIA MAPU  HaM4yuu Oa/Het
cKeneTHbIX Aedopmaunii ana obecneyveHns naumeHTa TyTopaMu M opTe3aMu, a npu HeobxoaMMocTH
— KpPeC/IOM-KOJIACKON **

10 MpoeBegeH npueMm (KOHCyNbTauus) Bpava-TpaBMaTosiora-optornena MOBTOPHbIA MpU  HannMyum [Oa/Het
CcKeneTHbIX AedopMaunii Npy NOBTOPHOM rocnuTanmsaynm**

11 MpoBeaeH npuvem (OCMOTP M KOHCYNbTaLMs) Bpada-nysibMOHOMOra MEPBUYHbIA MPU KIMHUYECKNX Oa/Het
Npu3HaKkax HapyLeHUn agbixaHna**

12 MpoBeaeHa nepBuYyHas KOHCY/bTauuu Bpayen U MHbIX CMELNannNCTOB U3 MeAULMHCKOM OpraHM3aunm [a/Het
WIN ee CTPYKTYpHOro mnoApasfeneHns, OKasblBalowero Ccrneunann3mpoBaHHyo MananaTuBHYO
MeANLMHCKYI0 NoMoLb AeTaMm co CMA 5q, npy HanmMymm nokasaHum**

13 MpoBeaeH npuem (OCMOTP, KOHCYNbTauUMsa) Bpada no fevyebHon buskynbType nepBuUYHbIN** Oa/Het

14 MpoBeaeH npuem (0OCMOTP, KOHCYNbTauusa) Bpada—-duanoTepanesTa NepBUYHbIN Oa/Het

15 BbinonHeHo onpeneneHne coaepXxaHus rtoKo3bl B KPOBU AJ1 UCKJTIOYEHUS TMNOMIMKEMUN Oa/Het

16 BbINosIHEHO nccneaoBaHMe KUCNOTHO-OCHOBHOIMO COCTOSIHUSA M ra30B KpoBu™* Na/Het

17 BbinosnHeHO nccnenoBaHme ypoBHsa 25-OH ButammHa O** Na/Het

18 BbinosHeHa perncrpaums aneKTpokapamorpamMmmbl € YacToTon 1 pa3 B roa [Na/Het

19 BbinofiHeHa peHTreHorpadusa MO3BOHOYHMKA, CreunasnbHble WCCAefoBaHWs W MNpoeKkuuu C [a/Het
n3mepeHmem yrna Ko66a naumeHTy C HapyleHWeM OCaHKW u/unuv BuAUMbIMKM AedopMaunsamm
rpyaHON KNEeTKU

20 BbiMno/sIHEHa PEHTreHOAEHCUTOMETPUS NMOSACHUYHOIO OTAesla NO3BOHOYHMKA MauMeHTy cTtapwe 6 net Oa/Het
Cc yactoTor 1 pa3 B rog **

21 BbinofiHeHa npuuenbHas peHTreHorpadus OpraHoB rpyAHOM KIeTKM BceM naumeHtam co CMA 5q Oa/Het
KakK MMHMMYM pa3 B 2 roga

22 MpoBeneHo vccnenoBaHMe HECNPOBOLMPOBAHHbLIX AblXaTeNbHbIX 06bEMOB M MOTOKOB MauMeHTaM Oa/Het
cTapuwe 5 net**

23 MpoBeaeH KapAWOPecnuMpaToOpHbIN MOHWUTOPWUHI (AMCTaHUMOHHOe HabnwaeHwe 3a nokasaTensMu Oa/Het
YACTOTbl CepAeYHbIX COKpalleHWn U AUCTAHUMOHHOE HabnwgeHue 3a  QYHKUMOHANbHbIMU
HapyLleHNaMN nokasaTeflen BHELWHEro fAbiXxaHusa) B CTaumoHape BceM naumeHTy co CMA I u
nauneHTy co CMA II ctapuwe 5 neTt co CHMXXeHMeM (pOopCcMpoBaHHOro Bbligoxa Ha 45% un 6onee**

24 BbiNOMIHEHO OTCacblBaHWE CAM3M W3 POTOrNOTKW, HOCa W BEPXHWUX [AblXaTeNbHbIX MyTeEW W Oa/Het
MCMONb30BaHME MeXaHUYeCcKoro MWHCydnaTopa-acnupatopa nexadmMm naumeHtam co CMA 59 w
cmasuuMm  naumeHtam co CMA 59 €  pecnupaTopHbIMM  HapylweHusMu npu  HeapdeKTMBHOM
OTKaLNMBaHUN

25 BbINOMIHEH YPECKOXHbIN MOHUTOPUHI NapuuanbHOro AaB/EHUS KUCNOpPOoAa BO BPeMsi HOYHOMO CHa Oa/Het

naumeHTam co CMA 5qg I tuna, a Takxe y naumentoB co CMA II Tuna npuv Nogo03peHUsX Ha HOUYHYIO
TMNOBEHTUASALNIO N OBCTPYKTUBHbIE @nHO3 CHa**




Ne¢ Kputepumn kauecrBa OueHka
BbIMNOJIHEHUA

26 MpoBeaeHa ne4yebHas GuskynbTypa npu 3aboneBaHmsAx nepudepuyeckon HEpPBHOW CUCTEMbI U [Na/Het
CyCcTaBoB

27 MpoBeaeH Maccax rpyAHoON KNeTKU MeANLMHCKNI NMPU HaMYnmM pecnmpaTopHbIX HapyLUeHU [a/Het

28 MposeseHa neyebHas GU3KynbTYpa Npu 3aboneBaHNAX BEPXHUX AbIXATENbHbIX MYTER Npyu Hanuymm Oa/Het

pecnupaTopHbIX HapyLUeHui

29 MNMpoBeaeHa nevebHas dusKynbTypa npu 3aboneeBaHnsax nepndepmnyeckonn HEpBHOW CUCTEMbI Oa/Het

30 MNMpoBeaeHa MexaHoTepanus npu 3abonesaHnax nepndepmuyecKkon HEpBHOW CUCTEMbI Oa/Het

31 [MpoBeaneHa o3okepuToTepanus 3aboneBaHuii nepudepruyeckor HEepBHOM CUCTEMbl MauueHTam C [Na/Het
KOHTpaKTypamu

32 MpoBeaeHa 6ecena C poaAnTEns MU NauMeHTa O CyTU 3aboneBaHns, BO3MOXHbIX OC/TIOXXHEHUSAX U ero [a/Het
nporHose.

33 MpoBeaeH npueMm Kanbuua TrAKOKOHaTa** n konekanbundgepona, ecnan BbIIBMIEHbl MPU3HAKKU [Na/Het

OCTEONEHUN NN HN3Kada KOHUEHTpaunda BUTaMUHa DB KpoBWU

34 MNMpoBeneH npuem 6ucdochoHaToB, eCnNn BbiiBNEHbI MPU3HAKM OCTEOMNEHMN MW YacTble Nepenombl Oa/Het
35 BbinonHeHa ycTaHOBKa Ha3oractpasbHOro 3oHga nauneHtam co CMA 5q ¢ HapyweHUsaMu rnoTaHmns [a/Het
36 BbINONHEHO KOpMieHMe 4Yepe3 HasoracTpasbHblii 30HA TshxenobonbHoro naumeHta co CMA 5qg c [a/Het

HapyLweHNnAMN rnoTaHns

37 BbIMOMIHEHO paccMOTpeHWe Bonpoca 06 YCTaHOBKE racTpOCTOMbl M KOPMJIEHWE Yepes racTpocToMy Y
naumeHTa ¢ GakToM HEBO3MOXHOCTWU MPOrNaTbiBAHUSA MWLM, NPU 60MbLIOM PUCKE aACMMPALMOHHOMO
CMHAPOMA U NMPU HYTPUTUBHOW HEAOCTAaTOYHOCTH

38 BbIMOMHEHbI Pa3bsCHEHUSI O MPOTrHO3e [EeTOPOXAEHWUA U  HeobXoauMMOCTM reHeTuyeckoro | [a/Her
o6crenoBaHUs caMux poauTenei

39 BbiNOIHEHO MpuWMeHeHWe npenapata HycuHepceH** BCeM nauMeHTaM C  reHeTUYecku Oa/Het
NOATBEPXAEHHbIM AuarHozom CMA 5g npu HanuymMm nokasaHuii u obecneyeHunm pJocTtyna K
npenapary

*Ecnu quarHoctuyeckasi Uiy jedeOHas npoueaypa Obulia IpOBeeHa paHee B IEKPETUPYEMBIE CPOKH,
TO OHAa HE JOJDKHA IIOBTOPATHCA. EcCiIM  MEOUIMHCKOE YUYpPEXKACHUE HE  PACIojaraet
peadMINTAIIMOHHBIMU BO3MOXHOCTSIMH, TIAIMEHT JOJKEH OBITH HAmpaBleH B TO YUPEXKIACHHE, T

pea6I/IJ'II/ITaI_II/IH BO3MOKHAa

** Ecnu JAHHOTO CIIENMAIIMCTA WM METOJa JIWArHOCTUKH Y JIEYEHUA HET B MEIULIMHCKOU
OopraHu3aluy, HEoOXOAWMO J[1aTh HAMpaBlIeHWE B JAPYrue MEAWIMHCKHAE YUYPESXKICHUS, TIAE TaKhe

CIICHUAIUCTBI NJIN METOJbI CYIICCTBYIOT
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benoycosa Enena /JImutpreBHa, HEBPOJIOT, 3aBEAYIONIAsA OTIECIIOM IICUXOHEBPOJIOTUHU U SMUJICTITOJIOTUN
OCII HayuHo-ucclienoBaTeNbCKU KIMHUYECKUM WHCTUTYT nenuarpuun um. FO.E. Benbprumiena
OI'AOY BO «PHUMY UM. H.U.ITMPOI'OBA» M3 P®, noktop Men. Hayk, nmpodeccop

Bnomasen Jlmutpuii BrmamumMupoBHY, HEBPOJIOI, CTAPIIMM  HAy4YHbIA COTPYOHUK  OTJIEla
ncuxoHeBponorun u smwientonorun OCII HayuyHo-ucciienoBaresbCKUil KJIMHUYECKUNA WHCTUTYT
nenuarpuu uM. FO.E. Bensrumesa ®I'AOY BO «PHUMY M. H.U.ITMPOI'OBA» M3 P®, kanauaar

Me/I. HayK

Bonbsckuii I'puropuii bonucnaBoBud, Bpau Tpasmaronor-opronesn, opresuct OOO «TromeHckuit

peadbMINTAIIMOHHBIN LIEHTPY»

I'epmanenko Osbra FOpbeBHa, yupenuTesib U MpeacenaTesb MpaBieHus] 0JaroTBOpUTesbHOrO (oHIa
«Cembpu CMAY.

I'po3noBa Omsbra CepreeBHa, BeAyLIUMH Hay4dHbIM COTPYIHUK OTAENa JETCKOM KapIUOJIOTHUH H

Hapyuennii putma cepaua OCII Hayuno-uccnenoBaresbCkuii KITMHUYECKUNA HHCTUTYT MIEAUATPUU UM.
I0.E. Benprumesra ®I'AOY BO «PHUMY UM. H.U.ITMPOI'OBA» M3 P®, n.m.H.

I'y3eBa Banentuna lBaHOBHa, HeBpousOI, 3aBeAyromias Kadeapoil HEBPOJIOTHH, HEHPOXUPYPTUU U
meauiuHckoi reHetukn PI'BOY BO Cankr-IletepOyprekuii rocyaapCTBEHHbINM NeAMATPUUECKUN
MEIUIIMHCKAN yHUBEPCHUTET, TOKTOpP MeA. Hayk, mpodeccop, uineH-KoppecnoHaeHT Poccuiickoi

Axanemun EctectBo3Hanus, [ maBHBIN BHEIITATHBIN crienainucT M3 PO.

3a0uenkoBa Bukrtopusi BmanmumupoBHa, Bpau 1a00paTopHbId T€HETHK, K.M.H., CTApIIMi Hay4YHBIN
corpynuuk naboparopun JIHK muarnoctukm mabopatopum JIHK muarnoctuku ®I'BHY Mennko-

TeHEeTUYECKUIN Hay4yHbIN 1IeHTp uMeHu akagemuka H.I1. boukosa., k.0.H.

WNxeBckas Bepa JleoHnnoBHa, TEHETHK, 3aMecTUTENb aupekropa no Hayke PI'BY Menuko-
TEHETHYECKUN HAay4HBbIM HEeHTp nMmeHu akagemuka H.II. boukoBa, nokrop men. Hayk, mpeacenareib

Poccutickoro O6HIGCTBa MCINIMHCKHNX I'CHCTUKOB.

Nnenra Enena CrermanoBHa, HEBPOJIOT, 3aBEAyIOMIAs ACTCKUM TICUXOHEBPOJIOTHICCKUM OTIACICHUEM
OCII «Poccuiickas nerckasa kinaudeckas oonpauna» @TAOY BO «PHUMY UM. H.U.ITUPOI'OBA»
M3 P®, k.M.H.

Kenuc Bmagumup Mapkosuu, 3amecturens nupekropa OI'BY «Hayuno-uccnenoBarenbCckuil 1eTCKUM

opronenuyeckuii umHctutytT uMmenu [.M. Typuepa» MunsapaBa Poccuu, 1. Cankr-IlerepOypr,



PYKOBOJIUTENb OTJEICHHUS MATOJIOTHU CTOMbBI, HEHPOOPTONEANH M CUCTEMHBIX 3a00JI€BaHUM, J.M.H.,
yieH EBpormeiickoro o01mecTBa JETCKUX OPTONEAO0B M AMEPUKAHCKOW akaJIeMuu IepeOpalibHOro

napajimya.

Kucene Anton BsidecnaBoBuY, 3aBeAyrolui 1a00OpaTropreil MOJICKYJISPHON TEHETUKH U TE€HHOMN
Tepanuu Hay4yHo-HcCiIe10BaTebCKOr0 HHCTUTYTA aKyILIEPCTBA, TMHEKOJIOTUN U PENPOAYKTOIOTUH UM.
H.0. Ortra. r. Cankt-IlerepOypr, k.0.H., aCCOMUPOBAHHBIA y4acTHUK EBpormeiickoro koHcopiumyma
TREAT-NMD.

Koxopuna Anna AnekcanaposHa, Bpad HeBpouior ['AY3 TO IITH JIPL] «Hanexna», r. TromeHs.

Konecos Cepreit BacunbeBuu, pykoBoauTEIb OTACICHUST narosoruud no3soHounnka OI'bY «HMUIL

TO um. H.H. IIpunoposa» Munznpasa Poccun, r. Mocksa, 1.M.H., ipodeccop

KomapoBa Oxcana HukomaeBHa, Bpad meauarp, racTpPOIHTEPOJION, IMETOJION, CTapIIuii Hay4YHbIN
corpynHuk otaena ractposnteponorun OCII HayuHo-uccienoBaTeabCKUi KIMHUYECKUNW WHCTUTYT
nenuarpuu uM. 10.E. Bensrumesa ®I'AOY BO «PHUMY M. H.U.ITMPOI'OBA» M3 PO, k.Mm.H.

KysenkoBa Jlrommuna MuxailioBHA, HEBPOJIOL, HayaldbHHUK [leHTpa HEeTCKOM NCUXOHEBPOJIOTHH,
3aBeAyrolas OTIAEICHUEM IICUXOHEBPOJIOTMH M mcuxocomarudeckon marosnorun OIAY M3 PO

«HarmonanpHBIN METUIIMHCKUN UcclienoBaTenbckuit Llentp 3mopoBses Jletei», 1.M.H., mpodeccop

Kypbatos Cepreli AsekcanapoBud, Bpad HEBPOJIOT, TeHETUK, (YHKIIMOHAIBHON TUAarHOCTUKH, K.M.H.,
AY3 BO «BopoHexckuil 00JaCTHOM KIMHUYECKUN KOHCYJIBTAaTUBHO-IUArHOCTHUUECKUN UEHTP», T.

Boponex

Kynes Cepreii MBanoBuu — renetuk, aupekrop ®I'BHY Menuko-reHeTHYECKUN HAy4dHBIA LIEHTP
umenu akajgemuka H.I1. BoukoBa, 3aBenmyromuii xadeapoit MOJEKYISIPHOW U KJIETOYHOM TE€HETUKH
OI'bOY BO «Poccuiickuii HallMOHAJIBHBIN UCCIIEIOBATEILCKUI MEIUIIMHCKAM YHUBEPCUTET UMEHU
H.N.ITuporoBa» MunznpaBa Poccun, A.M.H., wieH-koppecnoHiaeHT PAH, maBHBIM BHEMITaTHBIN
CIELHAINCT MO MEAMIMHCKON reHetuke MunzapaBa Poccum, npencenarens Otudeckoro Komwurera

Munsapasa Poccuu, npe3uieHT Accolranuym MEIUIUHCKUX TeHETUKOB Poccum.

Jleonuyk Cepreii CepreeBnd, TpaBMAaTOJIOr-OPTOIEA, 3aB. TPaBMAaTOJIOrO-OPTOIEANYECKUM
orneneHueM Ne 6 knumHuku Heipooproneauun PI'BY «PHIL[ «BTO» um. akan. I'A. Wnuzapoa»
Munsapasa Poccun, 1. Kypras. K.M.H.

Mensenea Cpetnana HukomaeBHa, Bpau-HeBposor PI'BY «HayuHblii HEHTp BOCCTAaHOBUTEIBHOU
TpaBMarosioruu u opronegum» uMm. [LA. MnuzapoBa M3 P®, 1. neTcKuii BHEIUTATHBIA HEBPOJIOT

Kyprauckoii o0nactu

O‘IHpOBa ITonmuna BHLIGCJ'IaBOBHa, Bpad TPpaBMATOJOI-OpPTOIICA KIIMHHUKH IIaTOJIOTHH ITO3BOHOYHHKA U

penxux 3a6oneBanuit oraenenus Nel ®I'BY «PHI BTO um. Axaz. I'A.Unuzaposay, . Kypras, k.M.H.

[ToneBnuenko Enena BnagumupoBHa, npodeccop kadeapbl OHKOJIOTMM, I€MaTOJIOTHU U JIy4eBOU
Tepanuu neguarpudeckoro ¢akynereta GIAOY BO PHUMY wumenun H.U.Iluporosa, n.m.H,



npodeccop, uneH [Ipanenus Accoruaruy npoheccuoHaIbHBIX YYaCTHUKOB XOCITUCHOU MTOMOIIIH.

[lonaxoB Anekcannp BnagumupoBuu, reHetuk, 3aBenytouiuii snaboparopuern JIHK auarnoctuku
OI'bHY Menuko-reHeTnuecku Hay4dHbli LeHTp uMeHu akaaemuka H.II. boukoBa, uneH-
xoppecnornent PAH, 1.6.1., mpodeccop.

[TonikoB JIMuTpuii ApHOJIBIOBUY, TPABMATOJIOT-OPTONE BBICIIEH KaTErOpUHU, pyKOBOAUTENb KIMHUKU
Heripoopronenun OI'bY «PHIL[ «BTO» um. akan. I'A. Nnuzapoa» Munsnpasa Poccuu, r. Kypran,

I.M.H., npodeccop PAH, unen-kopp. @paHIiry3cKoi akajeMuu HayK.

[IpoxonbeB ITennaguii [epmMaHOBHY, aHECTE3WOJIOT-PEAHUMATOJIOT, JOIEHT Kadeapsl IeTCKOU
aHecte3uonorud U uHTeHcuBHOW Tepanuu OYB OIAOY BO PHUMY umenun H. U. Iluporosa,
BEAYIIMI HAy4yHbId COTPYIHMK W 3aBenyrolmui otaeneHueM «HaydHo-mpakruueckoro neHTpa
CIIEUATTM3UPOBAHHON MEIULIMHCKON momomu naetsm» uMm B. @. Bouno-Scenenkoro /lemapramenra
31paBoOXpaHeHus I. MOCKBBI, K.M.H.

Pynenko [mutpuit Uropesuu, 3amectutens miaBHoro Bpaua CII6 TBY3 «lopoackas
MHoronpodunsHas Oonbauma Ne2y» Cankt-IlerepOyprckoro Menunnnackoro Yausepcuteta um. M.I1.

[TaBnoBa. 1. M. H., mpodeccop

Ps6pix Tarbsina BuxtopoBHa, Bpau nenuatp Beiciield kareropun OI'BY «PHI[ BTO um. Akan. T'A.
Nnuzaposa» M3 PO, 1. Kypran

Ps6pix Cepreit OseroBud, TpPaBMaTOJIOT-OPTOIE] BBICHIEH KaTEeropuu, pPyKOBOAMUTENb KIMHUKU
MaToJIOTUU MO3BOHOYHUKA U peakux 3adoneBanuil GI'BY «PHIL] «BTO» um. akan. I['A. Unuzaposa»
Mumnsnpasa Poccun, . Kypran, tupextop mo o0pa30oBaHHIO B HAIIPABICHUN «OPTOIEIUS» POCCUNUCKOTO
IPEJICTABUTENBCTBA MEXAYHAPOJHOM accoluanuy CHUHAIbHBIX XupyproB AOSpine, A.M.H. 4YiieH
accormanuu 1o u3ydeHuro meroma MmmzapoBa ASAMI Poccus, dimeH Bcepoccuiickoro oOmiecTBa

TPaBMaTOJIOTOB-OPTOIICIOB.

CasBa Haranbs HukonaeBHa, AOLEHT Kadenpbl OHKOJIOTUU, TEMATOIOTUH U JydyeBoi Tepanuu ['BOY
BIIO «PHUMY wum. H.U. TluporoBa Mun3npaBa Poccum», 3amMecTHTENb NIABHOTO BHEIITATHOTO

crnenuyajancTa 1no najjiuaTuBHON MOMOIIU ACTCKOMY HACCJICHUIO, K.M.H.

CaBun JImutpuii MuxainoBuy, HEUPOXHPYPI, TPaBMATOJIOr-OPTONE[, 3aB. 3aB. TPABMATOJIOrO-
opTorneauYeckumM otaeneHneM Ne9 KIMHUKY MaToOTUU MTO3BOHOYHHKA U peakux 3aboneBanuii ®I'BY

«PHII «BTO» um. akan. I A. UnuzapoBa» Munznpasa Poccun, k.m.H. T. Kypran

Canero Enena IOpwreBHa, Bpad HEBPOJIOL, OTAEIEHME NauiMaTuBHOM nomomu aetsm [AY3 CO

«Ob6nacTHas neTckas KIMHUYecKas OonpHUIa, I. EkarepunOypr

CycnoB Bacunmit MuxaiinoBud, HeBpojor, accucTeHT Kadenpsl peadmmuronorun DI u IO,
OI'bOY BO  «Cankr-lIletepOyprckuii  rocynapCTBEHHBIM — MEAMATPUYECKUA — MEAUIIMHCKUN

yHuBepcureT» Munzapasa Poccun.



Tosnussn Enena BacunbeBHa, Bpau gerckuil sHpokpuHosor, OCII HaywHo-uccienoBaTenbckuit
KIIMHWYEeCKUM uHCTUTYT nenuarpun uMm. [O.E. Benprumesa ®IAOY BO «PHUMY HM.
H.N.ITMPOI'OBA» M3 PO, k.M.H.

TperpsikoBa AHactacus HukomaeBHa -  aHECTE3MOJOr-pEaHMMATONIOT  BBICIIEH  KaTeropuw,
PYKOBOJIUTENb CIY>KObl JAETCKOM aHecTe3nonorud u peanumaronorun OI'BY «Hayunsiit nentp

BOCCTaHOBUTEIBLHOM TPAaBMATOJIOrMU U oproneann» um. I.A. Mnuzaposa M3 PO, . Kypran

@®exnuctoB  mutpuit  AnekcanipoBuy, Bpad  TpaBmarosor-opromnen;  OCII  Hayuno-
HCCIIENOBATEIbCKUA KIIMHUYEeCKU MHCTUTYT mneauarpun uM. [O.E. Benpstumesa @®IAOY BO
«PHUMY M. HU.IITUPOT'OBA» M3 P®

@unaroB Erop FOpeeBud, Bpau TpaBMaroior-opTones KJIMHUKU MATOJIOMU MTO3BOHOYHUKA M PEIKUX

3aboneBannit ®I'BY «PHIL] «BTO» um. akaz. I'A. Unuzapoa» Munsnpasa Poccun, r. Kypran.

[rabuunkuii Bacunuit AHapeeBud, Bpad-IyJIbMOHOJIOT, JOIEHT Kadeapbl myiabMoHoiorun DO
OI'AOY BO «PHUMY UM. H.U.ITMPOI'OBA» M3 P®, k.M.H., 3KcIiepT OJaroTBOPUTEIBHOTO (POH/Ia

«KuBu cemrtuacy

I_HYKIHI/IHa .HapI/ICEl AHaTOJIBeBHa, neauarp, 3apcayromass OTACJIICHUEM MajaIdaTUBHOM oMo OCTAM

OO6nacTHO eTcKol KIMHUYeCcKor OonbHUIbI, I. EkarepunOypr

KonpnukT unrepecos:

ApTeMbeBa CeeTniaHa BpoHucnaBoBHa Obpa3oBaTesfibHble rpaHTbl M FOHOpapbl 3@ NleKuun OT KOMMaHuhi SAHCeH
Cunar, Pow, PTC no npo6nemamM HepBHO-MbIlWEeYHbIX 3aboneBaHnii
YperynupoBaHue KOH®MNIUKTa — He WMeeT (UHAHCOBbLIX WHTEPEcoB B
YKa3aHHbIX KOMMAHWAX, He y4yacTBoBasia B HanucaHwu pasgena
«[aToreHeTnyeckasa Tepanusa»

Benoycosa EneHa MuTpueBHa FoHopap oT koMnaHun SHceH Cunar 3a Nekuuto
YperynupoBaHue KoHMANKTa — B nekummn obcyxaanncb TObKO BOMPOCHI
AnarHoctukn CMA

Bnoaaseu AmuTpuii Bnaanmmnposuy [naBHbI UccnefoBaTeNb B MEXAYHaPOAHbIX KIAMHUYECKMX MpOTOKOMax
Co cnoHcopcTBoM koMmnaHun PTC Therapeutics, F. Hoffmann-La Roche,
Novartis, Biogen, NS Pharma, Sarepta Therapeutics, Pfizer, Avexis.
FoHopap 3a nekuum oT komnaHmn PTC Therapeutics, F. Hoffmann-La
Roche, Janssen, Novartis, MNuk-dapma.

YperynupoBaHue KOHMNMKTa — He WMeeT (UHAHCOBbIX WMHTEPEcoB B
YKa3aHHbIX KOMMaHMSX, HE y4yacTBOBa/l B HanuMcaHuM pasgena
«[aToreHeTnyeckasa Tepanusa»

Bonbckuit Mpuropuii bonncnasosuy Het
epmaHeHko Onbra fOpbeBHa Het
po3HoBa Onbra CepreeBHa Het

['y3eBa BaneHTuHa ViBaHOBHa

Mxesckasa Bepa JleoHnaoBHa HeTt
MnbnHa EneHa CtenaHoBHa HeTt
3abHeHkoBa BukTopus BnagnmupoBHa HeTt
KeHunc Bnagummnp Mapkosuy HeTt
Kucenes AHTOH BauyecnaBoBuy HeTt

KokopuHa AHHa AnekcaHapoBHa HeTt



Konecos Ceprei Bacunbesuy Het
KomapoBa OkcaHa HukonaesHa HeTt
KyseHkoBa Jltogmmna MuxarinosHa Het
Kyp6aTtoB Cepreii AnekcaHapoBuy Het
NeoHuyk Cepreii Cepreesuny HeTt
Mensegesa CBeTnaHa HukonaesHa Het
Ouunposa NMonnHa BayecnasoBHa Het
[MoneBnyeHko EneHa BnagummposBHa Het

MonkoB AMUTpuin ApHONbAOBMY Het
Monskos AnekcaHap Bnagumuposuy HeTt
MpokonbeB MeHHaann FepMaHoBMY HeTt
PyneHko Amutpun Uropesmy HeTt
Pabbix TaTbsiHa BukTopoBHa HeTt
Pabbix Cepren Onerosuy Het
CasBa HaTtanbsa HukonaesHa HeTt
CaBuH OMnTpuin Mmxannosmy Het
Canero EneHa lOpbeBHa, HeTt
Cycnos Bacunuii Muxannosuny Het
To3nunaH EneHa BacunbeBHa HeTt
TpeTbsakoBa AHacTtacua HukonaesHa HeTt
deknucrtos OAMUTpuin AnekcaHApoBuY Het
®unatos Erop lOpbeBuny Het

LLTtabHuukunii Bacunmuin AHgpeeBny

FoHopap oT KoMnaHuu AHceH Cunar 3a nNekuymio
YperynupoBaHue KOHMANKTa — B NeKuMn obCyxaanmcb TOSIbKO BOMPOCHI
pecnupaTopHoi noaaepxku npun CMA

LLykwunHa Napuca AHaTosibeBHa

HeTt




IIpunoxkenne A2. MeronoJiorusi pa3padoTku
KJIANHUYECKHUX PeKOMEHIAIMHT

LeneBast ayTuTOPUS JAHHBIX KJINHUYECKUX PEKOMEH /TAIlHii:

1. Bpaum: HeBpoJOrHM, OpPTONEABI-TPABMATOJIIOTH, HEBPOJIOTH, HEUPOXUPYPIH, IMEAUATPHI,
AHECTE3UOJIOTU-PEAHUMATOJIOTH,  TaCTPO’HTEPONIOTH,  AUETOJIONH,  IIYJIbBMOHOJOTH,  JETCKHE

KapJAHOJIOTH, BpayH JieueOHOM (QU3KYIBTYpPhI U Bpauu-(PU3NOTEPAIICBTHI.
2. Cryaentsl MequnuHckux BY30B, oparHaTOPHI, aCIMpPaHTHI.

MCTOIIBI, HCIMOJIB3YEMbBIC JId cﬁopa/ceﬂelcmm AOKa3aTeJbCTB: IIOMCK B OJOJICKTPOHHBIX 0azax

JaHHBIX.

Onucanue MeTON0B, HCHOJb30BAHHBIX [JIA OLEHKHM Ka4eCcTBa M CWIbI /10KAa3aTeJIbCTB:
J0Ka3aTeNbHONM 0a30M JUIsi peKOMEHAAIMK SBISIOTCA MyOnuKanuu, Bomienmue B KoxpeHHOBCKYIO
o6ubnmoreky, 6a3pl qanHEIX MEDLINE u PubMed.

I'myOuna moucka - 10 ser.
MeToabl, HCI0JIb30BAHHBIE [IJIS1 OLEHKU Ka4eCTBa U CHJIbI 10KA3aTe/IbCTB:

e KOHCEHCYC IKCIIEpPTOB;

e OHOCHKA 3HAYNMMOCTHU B COOTBCTCTBHU C peﬁTHHFOBOﬁ cxemom (cxeMa HpI/IHaFaCTCH).
MeTOI[bI, HCIIOJIB30BAaHHBIC IJIFd aHAJIHU3a J0Ka3aTeJIbCTB:

° O630pI>I OHY6J'II/IKOB3HHBIX ME€Ta-aHaJIn30B,

e CHCTEMaTUUYECKHE 0030PHI C TAOIUIIAMHU TOKA3aTEeIIbCTB
Onucanue MeTO0B, MCII0Jb30BAHHLIX JIJISl AaHAJIH3a JJ0KA3aTeJIbCTB

[Ipu orbGope myOnwKanuii, Kak MOTCHIIMATLHBIX HCTOYHUKOB JIOKA3aTeIbCTB, WCIOJb30BaHHAS B
KaKJIOM MCCJICIOBAHMM METOAOJOTHS M3ydaeTcs I TOro, 4TOObl yOEIUTHCS B €€ BaJIUTHOCTH.
Pe3ynbrar uzydeHus BIUsSET Ha YPOBEHb JOKA3aTENbCTB, MPUCBAMBAEMbIN MyOIMKALUHU, YTO B CBOIO
ouepenb, BIUSICT Ha CUJIy peKoMeHAarui. JIasg MUHMMH3alMM TMOTEHIHAIBHBIX OIIHOOK KaXKI0e
HCCIIeIOBAaHNE OIEHUBAIOCH HE3aBUCHMO. JIt0ObIe pa3nmuuus B OIEHKAaX OOCYKIAJUCh BCEH TPYIION
aBTOPOB B TIOJIHOM cocTaBe. [IpM HEBO3BMOXHOCTH JOCTHKEHHUSI KOHCEHCyCca MpPUBIIEKAJICS

HE3aBUCHUMBIHN 9KCIICPT.

B JaHHBIX KIMHUYCCKHUX PCKOMCHIAIMUAX BCC CBCACHHUA PAHXKXHWPOBAHBI IO YPOBHIO JOCTOBCPHOCTH
(I{OK&S&TGJ’IBHOCTI/I) niim yﬂﬂ B 3aBUCHUMOCTH OT KOJIMYCCTBA M Ka4C€CTBa HCCHGHOB&HI/II)JI 110 ,HaHHOﬁ

npobneme (Tabnuua 3 u Tabnuua 4).
Tabnuua 3

[lxana ouenku Y1 1y 1uarHoCTUYECKUX BMEIIATEILCTB™,




yaa Mepapxus AN3aiiHOB KITMHUYECKMX UCCNefoBaHuii No ybbiBaHMIO YPOBHS AOCTOBEPHOCTM LOKa3aTenbCcTB oT 1 4o 5

1 CucrtemaTuyeckne 0630pbl WUCCNEAOBaHWIA C KOHTpPOSieM pedepeHCHbIM MeTOAOM WM CUCTEMATUYEecKuii 0630p
paHAOMU3MPOBAHHbIX KIMHUYECKUX UCCNefoBaHui C MPUMEHEHWEM MeTa-aHanmsa

2 OTaenbHble MCCIEA0BaHMA C KOHTPOAEeM pedepeHCHbIM METOAOM MW OTAefNbHble PaHAOMU3MPOBAHHbIE KAWHUYECKMe
NCCNnefoBaHUs UM cucTemMaTmyeckme 0630pbl MCCNeaoBaHUin No6oro AusarHa, 3a MCKIYEHUEM PaHAOMMU3MPOBAHHbBIX
KJIMHUYECKUX UCCNEN0BaHNIA, C MPUMEHEHWEM MeTa-aHanmnsa

3 WccnepoBaHusa 6e3 Moc/ieAoBaTeNlbHOr0 KOHTPOJSS pedepeHCHbIM MEeTOAOM UM UCCNeAoBaHus C  pedepeHCHbIM
METOAOM, He SBNSIOWMMCS HE3aBUCUMbIM OT WCCIEAYEMOro MeToAa WM HepaHAOMW3MPOBaHHbIe CPaBHUTENbHbIE
NCCnefoBaHusl, B TOM YMC/e KOrOpTHbIE UCCNef0BaHMUSA

4 HecpaBHWTENbHbIE UCCNEA0BaHWS, ONMCaHNE KJIMHUYECKOrO CyYast

5 NmeeTca nuwb 060CHOBaAHWE MexaHM3Ma AeNCTBUS UM MHEHUE SKCMEPTOB

Tabnura 4

Hlkana onpenenenust Y niast neueGHBIX, peaOUIUTAIIMOHHBIX, MTPO(PHUIAKTHIECKUX BMEIIATeIbCTB*

yan Mepapxus An3aiHOB KJIMHUYECKNX NccnenoBaHuii no ybbiBaHUO YPOBHS AOCTOBEPHOCTM AoKa3aTeNnbCTB oT 1 Ao 5

1 CucrteMaTmyeckmin 0630p paHAOMU3NPOBAHHbIX KITMHUYECKUX UCCIeA0BaHMIA C MPUMEHEHNEM MeTa-aHanmsa

2 OTpenbHble paHAOMM3MPOBAHHbIE KIMHUYECKME WCCNef0BaHUs M cucTeMaTuyeckme 0630pbl MccnepoBaHuii noboro
Aun3aliHa, 3a UCK/II0YEHMEM pPaHAOMU3MPOBAHHbLIX KIMHUYECKUX UCCNeaoBaHWUIiA, C MpUMEHEHNEM MeTa-aHanmsa

3 HepaHAOMU3MpOBaHHbIE CpaBHUTE/bHbIE UCCIEA0BAHMS, B TOM YMCEe KOrOPTHbIE UCCIeA0BaHUS

4 HecpaBHUTENbHbIE MCCNeAoBaHWUSA, OMMCaHME KAMHWMYECKOro Cc/lyyass WM cepuu Cciydaes, MCCNefoBaHWe <«cny4dan-
KOHTPOJ1b>»

5 MMeeTca nuwb 0O6OCHOBAHME MexXxaHu3Ma D,EVICTBMH BMelWaTenbCTBa (,U,OKJ'IVIHVIHECKVIe VICCJ'IED,OBaHVIFI) nin MHeHune
3KCMNepToB

Jlanee onpenensics ypoBeHb YOS IUTEIbHOCTH PEKOMEH1alluii — Tabiuna 5

Tabnuua 5

[Ixana onpenenenus YYP mist AMarHoCTUYECKUX, JICUCOHBIX U MPOPMIAKTHIECKUX MEPOTIPUITHIT .

YYP Pacwundposka

A CunbHaa pekoMeHpaumsa (BCe paccMmaTpuBaeMmble Kputepun 3PheKTUBHOCTM (MCXOAbl) SABASIOTCSA BaXHbIMWU, BCe
nccnenoBaHMs  MMEKT  BbICOKOE WAW  yAOBNETBOPUTENIbHOE  METOAO0NONMYecKoe KauvecTBO, WX BbIBOAbI MO
WHTEPEeCYOLNM UCXoAaM SABASIOTCS COrlacoBaHHbIMN)

B YcnoBHaa pekoMeHzaums (He BCe paccMaTpmBaeMble KpUtepumn apheKTUBHOCTU (MCXOAbI) SBASIOTCS BaXHbIMU, HE BCe
nccnenoBaHMs MMEKT BbICOKOE WAW  YAOBNETBOPUTENIbHOE METOA0JIOMMYeckoe KauvecTBO W/WAM UX BbIBOAbI MO
WHTEPECYOLLNM UCXOAaM He SIBASIIOTCS COrlacoBaHHbIMMN)

C Cnabas pekomeHaaums (OTCYTCTBME [0Kas3aTeflbCTB Haanexallero kadyectBa (BCe paccMaTpuUBaeMble KpUTEPUM
3 DEKTUBHOCTN (MCXOAbI) SABASIOTCS HEBAXHbIMW, BCe UCCeA0BaHWS MMEIT HU3KOE METOAOSIOrMYecKoe KayecTBO U
WX BbIBOAbI MO MHTEPECYIOLLMM UCXOAAM He SIBNISIIOTCS COrfacoBaHHbIMM)

* Marepuansl s pa3paOOTKu KIMHUYECKUX pekomeHaanuii https://rosmedex.ru/kr/reco

IHopsinok 00HOB/IEHHSI KIMHUYECKUX PEKOMEHIAUIM.

Mexanu3M OOHOBJICHUS KIMHUYCCKUX PEKOMEHIAIMA TMpeaycMaTpUBAeT WX CHCTEMaTHYECKYHO

AKTyaJIu3allhui0 — HE PCXKEC YCM OJMH pa3 B TPU I'0dd, a4 TAKKC IIPH IOABJICHUHW HOBBIX HJAHHBIX C

IMO3UILINHN ,[[OKa?:aTeJII)HOﬁ MCIWIMHBI II0 BOIIpOCaM JIHWAIrHOCTHKH, JICUCHMU, HpO(pI/IJIaKTI/IKI/I u

peaduIuTaly KOHKPETHBIX 3a00JIeBaHUM, HAJTUIMH 00OCHOBAHHBIX JIOTIOTHEHUI/3aMEeUaHU K paHee

yTBepxAEHHBIM KP, HO He yamie 1 pa3a B 6 mecsues.



https://rosmedex.ru/kr/reco

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

1. TIpuka3z Munsnpasa Poccun (MunuctepctBo 3apaBooxpanenust PO) ot 13 okrsa0ps 2017 . Ne804H
"Ob YTBEPXXJIEHUM HOMEHKJIATYPbI MEJUIITMHCKUX YCIIVT

2. ITpuka3 MunucrepctBa 3npaBooxpaneHus PO or 7 oktsa0ps 2015 . Ne 700 "O HOMeHKnarype
CHELMAIBHOCTEH  CIIEUAJINCTOB, MMEIOIIMX BBICIIEE MEAMIMHCKOE M (papMaleBTUYECKOE

obpazoBanue”

3. Ilpukaz Munucrepctsa 3apaBooxpanenus: Poccuiickoit ®enepanun ot 14 nexadbpst 2012 r. Ne 1047n

"O6 ytBepxaeHun [lopsiaka okazaHus MEIUIIMHCKOM MOMOIIU JETSIM 1O Mpo@uiiio "HeBposorus"

4. HHCTpyKIMsT TO NPUMEHEHHUIO JIEKapCTBEHHOro Ipemnapara HycuHepcen** ot 19.08.2019
JIIT-005730, moctynHo Ha BeO-moprane l[ocymapcTBEHHOro peectpa JEKapCTBEHHBIX CPEICTB IO
cchuike: http://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=53afdec7-1b35-4583-bb11-
d5f7¢5d2546a&t=



http://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=53afdec7-1b35-4583-bb11-d5f7c5d2546a&t=

Ipuinoxkenue b. AJropurmsl 1eCTBUA Bpaya
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Ipuwioxenue B. Unpopmanus 1 manmeHTa

Yto Takoe cIUHAJLHASA MbllleYHast aTpodusn?

CnunanbHas MeimeyHas arpodust (namee CMA) - 3TO reHeTHYecKoe, MpOorpeccupyroilee, MHOIIA
CMepTenbHOe HepBHO-MbIIIedHoe 3aboneBanne’ HecMOTpst Ha TO, 9TO HOBBIE CIy4ad BCTPEUAIOTCS
JOCTAaTOYHO peAKo, MHOTHE Jtoau KUBYT co CMA. CMA nopaxaeTr npuMepHO ogHOro u3 6-10 Teicau
J€TEN U SIBJIACTCS BEAYIUEH B MUPE I€HETUYECKOW TPUYMHON CMEpPTH AETER 110 2 ner>3. HesaBucumo

OT TsKECTH, Bce Jtoau co CMA TepsitoT ABUraTeIbHbIC (1)YHKHI/II/11.

8.

CMA 00bI9HO MOAPA3ACJIAIOT HA 4 OCHOBHBIX THIIA

T

CMA 1 THIIA CMA 2 TWna
IIposeagerca B BospacTe Zo 6 mec. IlpoaenaeTca B eospacte oT 6 go 18

HPH SCTECTECHHOM PAsEHTHH 3aD0IeBAHET
MECALICE. HIJH ECTECTECHHOM PASEHTHH

IETH HE AOCTHIARKOT CIIOCODHOCTH ~
3aD0IeEaHHA JETH HE TOCTHT AR T

NEPEEEPHYVIRCA HIH CHIOSTE, 4 OFHIACMAA ~ ~
P PH) ) CIIOCOOHOCTH XOOHTE, MOEET TpPECOEATBCA

IIPOOOICFHTCIEHOCTE FHZIHH COCTAEIIACET =2

HCIIOTIEZ0EaHHE MOTOPHIOEaHHOH
.TI'II'F.','TE - 1
HHEATHIHOH KOMICKH
CMA 3 Tina CMA 4 Tina
Huarsos MoMEeT BOSHHEHYTE BILIOTE Huarsos oOBMHO VCTAHABNHEAETCA B
oo TIOJPOCTKOEOTO EO3PAacTa. [Ipm | 2pemom  eozpacte. IIpH  ecTecTEeHHOM

SCTECTECHHOM PAa3BEHTHH 2aDOIERANHA TTOCTE PAasEHTHH zaboTeranHna JTIHD TH MOI'YVT
IIEPHOIa HOPMAIBHOID  PASEHTHA JIHTH | HCOBITEIEATE VMEPEHHEIC JEHTIaTEIBHEIC
MOCTENEHHD TEPART IIOOBHEHOCTE, HHOITA H | HAPYIICHHEA H MEBIIITETHYED CJIE.EOCTBI

CIIOCODHOCTE XOTHTE!

1

IIpu CMA Bo3HuKaeT IMCPYHKIUS WIH THOe/ b 0-MOTOHEHPOHOB . (.-MOTOHEHPOHbI CIIMHHOIO

MO3ra HHHEPBUPYHOT CKEJICTHBIC MBIIIIbLI U OTBCYAKOT 3a COKPAalll€cHUEC MBIIIIII.
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IIpu CMA koamn4yecTBO cMHTe3upyeMoro 6esxa SMN He10CTATOYHO /151 BBILKUBAHUS HEHPOHOB

*3aboneBanne CMA BbI3BaHO Jenenueil winm Mytanued reHa SMNI, 4To NPUBOIUT K CHHKEHHUIO
ypoBHst Genka SMN*

*Eciiu ren SMNI ne paboraer, eIMHCTBEHHBIM HCTOYHHUKOM Oenka SMN cranoButcs reH SMN2,

OJIHAKO OH TIPOU3BOIHT HEIOCTATOYHO PYHKIHOHATbHOTO Gemka SMNS

CHumeHue skcnpeccumn SNMIN CHUMEHKWe KonuW4ecTea

SMNI SMN2

| |

)

Kak nposiB/jisieTcsi ciMHaJIbHAsI MblIIIeYHas1 aTpodusi y pedenka?

VY KaxJ10T0 ManyeHTa co CIMHAIBHON MBIIIEYHON aTpodueil nMeroTCsl HHAMBUYallbHbIE HApYLICHUS,
a CUMITOMBI MOTYT pa3iuyarbCs B 3aBUCUMOCTH OT BO3pacTa Hadalla M TsbKecTH 3aboneBaHus. Jletu
MOTYT UCIBITHIBATh IPOTPECCUPYIOLIYIO CIA00CTh B MBIIIIIAX, PACHIOJIOKEHHBIX OJIMKE K IIEHTPY Tea,
TaKMX Kak Iuiedd, Oeapa u Ta3. MoOryT Takke MOpa)KaThbCs MbILIIbI, YYACTBYIOIIUE B JIbIXaHUU U

1".]'IOT21HI/II/I.8

CrmHanbHas MBIIIICYHAS aTIf)O(bI/ISI HC BJIMACT HA HeﬁpOHBI, OTBCTCTBCHHBIC HHTGHHCKT.9’10’11

Y10 HYKHO 3HATH O TeHe SMN2?

VY Bcex OONBbHBIX CHUHAJIBHOM MBINIEUHON arpoduell mMeercs XOTs Obl OIMH «PE3EpPBHBIM IeH»,
kotopblit HazbiBalOT SMN2. Crpykrypa reHa SMN2 nonobHa cTpykrype reHa SMNI, HO TOIBKO
HeOompIas yacTh npoayuupyemoro uMm 6emka SMN (10%) sBriseTcss TOTHOCTHIO (PYHKITMOHATBHOM.

OToro konuuecTBa 6enka SMN HCAOCTAaTOYHO AJIAA MOAACPIKAHNA BBIZKUBACMOCTH MOTOHCI\/JIpOHOB.Iz_14

KonnuectBo reHoB SMN2 moxeT ObITh pa3HbIM; Oosbliiee uyncino konuil SMN2 cBs3biBaioT ¢ Oolee
14-16

HU3KOU TSHKECTHIO CHMIITOMOB CITMHAIBLHOMN MBIIICUYHOMN aTpodun.
[Tockonbky 3a0o0JeBaHUE MPOSIBISIETCS CAMBIMU PAa3HBIMM CHUMIITOMAMH, TO 4Hcly komuit SMN2
CTENEHb TSHKECTU NMPOTHO3UPOBATH CIOXKHO. lIpm 3TOM crienmanucTsl peKOMEHAYIOT NMPU NPUHATHU
peieHus 00 OKa3aHWU MOMOIIM YYHUTHIBaTh HE TOJBKO YUCIO Komui SMN2, HO U (yHKIMOHAIbHbIE

criocobHoCTH pebenka.'’

Kaxk npoucxoauT Hac/ieloBaHHe CIUHAJbHON MbIIIEYHOH aTpoduu?



CrinHanbHasi MbIIeYHAst aTpous - ayTOCOMHO-pPEIeCCUBHOE 3a00JieBaHUE, TO €CTh PHUCK 3a00JeTh
NOSBIIAETCS Y peOCHKa B TOM Ciydyae, €CiId OH yHacjieayeT Mo ofHomy reny SMNI ¢ myTtauusiMu OT
kaxxgoro poautens. Eciam pebeHok yHacienyeT Bcero oauH AedekTHb reH SMNI, oH cuuTaercs
«HOCHTeneMy. HoCHTe i He HMEIOT CHMITTOMOB 3a60eBaHus. S

Eciu B cemeiiHOM aHamHe3e €CThb CIIMHAJIbHAs MbIlIeYHass arpodusi, To Bamm maHchl OKa3arbes
HOCHUTENeM OyayT BbIlle cpenHero. [lpu mpuUHSITHH pelleHUi, CBI3aHHBIX C IJIAHWUPOBAHUEM CEMbH,

Bawm mone3no OyaeT npoKOHCYIBTUPOBATHCSI CO CBOMM BPAYOM.
Kak nuarnocrtupoBars CMA?

Bpau-reHeTuk wiaM Bpad-HEBPOJIOI MOTYT HA3HAUWTh TE€HETUYECKUN aHAIu3, KOTOPHIA IO3BOJIUT

MOJITBEPIUTD JTUOO HUCKIIOYUTH 3a00JI€BaHKE.

C 1enblo MOATBEPKJCHUS JWarHo3a MPOBOMAST MOJICKYJISIPHO-TEHETUYECKU aHaniu3 KpoBu. OH
MOKa3bIBACT, UMEETCS JIM y MarenTa myTanus B reie SMNI. KpoMe Toro, Hy>KHO OMpeeTuTh YUCIIO0
xorwii rea SMN2.17

MoryT ObITh Ha3HAYEHBI M JAPYTHUE TUATHOCTHUECKUE WCCIICIOBAHUSA, B TOM YHCIIE JOMOJHUTEIHHBIN
TeHETUYECKUN aHaiu3, OJJeKTpoMuorpaduss WM aHadu3 KPOBU I  HM3MEPEHUs] ypPOBHS
KpPEaTUHKUHA3bl. JTU UCCJIEJAOBAHUSI HE MOTYT C BBICOKOM TOYHOCTBHIO MOJATBEPAUTH AuarHo3 CMA,

OOHAKO IMO3BOJIAIOT HCKIIOYUTDb APYIUEC ITOXOXKHEC 3a00J1eBaHMs.

KoMmmiiekcHbIH moaxoa K OKasaHUIo MeI[I/IHI/IHCKOﬁ IMOMOIIU, B KOTOPOM YYaCTBYIOT CIICHHAJINCTHI
17.

CaMOT0 Pa3HOro MPOoQuIIsL, MOKET TOMOYb YIYUIIUTH 00II[ee COCTOSHUE 3/IOPOBbS U BEDKHMBAEMOCTh
ACIIEKTOB MEIUIIMHCKOW IMOMOIIM MHOIO, U POAMTEISIM COBMECTHO C BPauOM IPEACTOUT IIPUHUMATH
pa3HbIe PEIIeHUs, TaK KaK y KaXI0ro peOeHKa CUMMITOMBI MPOSBISIOTCS MO-CBOEMY. Y UUTHIBAsl, UYTO
Kaxbid nmauueHT co CMA uMmeeT pa3Hble CUMITOMBI U TPOSIBICHUS, YWICHbBI KOMAH/bl U CTENEHb UX
BOBJICYEHHOCTH MOTYT MEHATHCS B 3aBUCUMOCTH OT OTPEOHOCTEH U 00CTOsATENbCTB. Poaurensim kak
[JIaBHBIM 4JIEHAM 3TOW KOMaH[Ibl PEKOMEHIYETCS TE€CHO COTPYyIHMYaTh C BpayOM CBOEro peOeHKa,
9TOOBI C(POPMUPOBATH KOMAH/IY MO OKa3aHUIO TTOMOIIH, KOTOpasi Jy4Ille BCEro MOJOMAET JIJIsl HUX U UX
cempn.!’

JbixareabHas pynkuus. [Tomous A5 MOAAEpKKU AbIXaTeIbHON (PYHKIIMM 3aHUMAET LEHTPAIbHOE
MecTo B BefeHuu marnueHToB co CMA. U3-3a cnmaGocTu MBI TPYIHOW KIETKH MOXKET CHIKATHCS
CIOCOGHOCTD S((PEKTHBHOTO JIBIXAHNS U OTKAIITMBAHHUS, OTYEr0 MOBBIIIACTCS PUCK HHbeKimm. >
HeunBasuBnas wuckycctBeHHas BeHTwisauus Jnerkux (HUBJI) — wmetoapl, koTopble MO3BOJSIOT
WCKJIIOYUTh WJIM OTCPOYUTh HMHBA3MBHOE BMemiarelbcTBO. CrenuanbHas anmaparypa, Takas Kak
anmnapar AByX(a3HON BEHTWISIUUU C IOJIOKUTEIbHBIM JaBJIEHHEM B JblxareldbHbIX NMyTsX (BiPAP),
o0ecreynBaeT MOCTOSHHBIN MPUTOK BO3/lyXa B JIETKUE YEPE3 MACKY, 3aKPBIBAIOLIYIO POT W/1in HOc. B

AOMAIIHUX YCIOBHAX MOXXHO TAKXKC MCIIOJIb30BATh OTKAIIJIMBATCIIb.

WHBa3uBHAs HCKYCCTBEHHAsl BEHTWJIALMS JIETKUX oOecreyrBaeT O€30MacHy0 IOAady BO3ayXa B

JIETKUE Yepe3 DJHAOTpaxealdbHyI0 TpPYyOKy, BBEICHHYIO Yepe3 poOT manueHTta (uMHTyOaus), wid



HETIOCPEJICTBEHHO B TPaxero Yepe3 HeOOIbIIOEe pacCeueHUE B miee (TPaXxeoTOMUS).

Oproneausi. Cxonno3 (MCKpUBIIEHUE MO3BOHOYHUKA) — pacCHpoOCTpaHeHHas mpodiema y JeTed co
CIIUHAJIBHOM MBIIIEYHON arpodueii, oOycloBIeHHAs MbIIIeYHOU craabocTthio. Opromen MOKET
IIOPEKOMEHI0BaTh IPUMEHEHUE CPEJCTB MOAAECPKaHUSA MO3bl (OPTE3UPOBAHUE) WM XUPYPTrUUYECKYIO
KOPPEKIIHIO CKONHo3a. '

IMuranue. M3-3a Mpimeynoit cnadboctu aetu co CMA MoryT TepsiTh CHOCOOHOCTH JK€BaTh M TIOTATh.
Bo3HukaeT puck BAbIXaHUS MUIIM U KUJIKOCTH B JIETKME BO BPEMs €1bl U Pa3BUTHUS PECHUPATOPHBIX
uHpexuit. Poqutenu 1 Bpaun MOTYT NPUHATH pelieHue 00 YCTaHOBKE BPEMEHHOTO MJIUA MOCTOSTHHOTO
30H/IA C 1EIBbI0 00ECIeUeHHs PeOeHKa HEOOXOMMBIMH MHIICH H KHIKOCTHIO. © 30H/IbI OBIBAIOT JBYX
TUIOB: Ha3aJibHble M abnomuHaibHBbIe. HaszoracTpanbHble 30HIBI BBOAATCS 4Yepe3 HOC; MHUIIA
MOCTYIAeT HEMOCPEACTBEHHO B KelyloK. OObBIYHO OHM YCTaHABIMBAIOTCS, €CJIM 30HJ TpeOyeTcs Ha
KOpoTKoe Bpems. [acTpocTomMmuueckue TpPyOKM YCTAHABIMBAIOTCS XUPYPrHUECKUM IyTEM uepes
OpIOIIHYIO CTEHKY B XeayaoK. OHM IOCTAaTOYHO MPOCTHI B OOCIY)KMBAHUH U SBISIOTCS XOPOIITUM

BApHUAHTOM JJIA ,HeTeﬁ, KOTOPBIM TpeﬁyeTCﬂ AO0JITOCPpOYHAA MOAACPIKKA ITPHU KOPMJICHUH.

®usnorepanus. letu co CMA moryt ObITh uepecdyp CiaObIMHU Jisi COBEPIICHUS JIBIKEHUU B
NOJHOM o0beMe. Bo3HUKaeT pHUCK pa3BUTUSL KOHTPAKTYp, KOTOpble B JajbHEWIIEM MOTYT CTaTb
NOCTOSIHHBIMU M OIpPaHUYUBaTh JBMKEHUA. JleueOHast pu3KynbTypa MOXKET COCTOSTh U3 YNpPaXKHEHUMN
M0 BOCCTAHOBJICHHIO THOKOCTHM M OOMIMX (YHKIIMOHAIBHBIX BO3MOXKHOCTEH. B ompeneneHHbIX
CIy4asiXx BEPTUKAJINA3ATOP MO3BOJAECT YIAYUIIMTh MNPOYHOCTh KOCTEM M MOXKET MCIIOJIb30BaThCA B
JIOMAIITHAX yCTOBHAX.

KpoMe BbllIe mepeurciIieHHbIX CIIENHAINCTOB, B COCTAB KOMaHbl MEIUIIMHCKON MOMOIIY MOTYT TAKXKe
BXOJIUTh M JPYTHE CHEUUAIHMCTBI, B TOM YHUCJE, BPaud W HWHBIC CIEIUAINACTBl W3 MEAULUHCKON
OpraHu3alMi WIM €€ CTPYKTYpPHOIO MOIPAa3ACiICHUs, OKa3bIBAIOLICTO CIELHAAIM3UPOBAHHYIO

MaJNIMaTUBHYIO MCAWITNMHCKYIO ITIOMOIIb.

Baxknbie pecypebl. CylecTBYIOT MEXIYHapOAHbBIE M POCCUNCKHE OpraHu3aluu, IPOEKThl U

cO00IIeCTBa, MPU3BAHHBIC IOMOYb OOJIETYUTH KU3HB NalMeHTOB co0 CMA u ux cemen.
ITanueHTCKHE OpraHu3anuu

SMA Europe—EBporneiickass nauueHTckas opranu3auus, cosznanHas B 2006 roxy, koropas
o0beNMHSET TAIMEHTCKHE U HCCIeA0BaTeIbCKUE OpraHu3aiud Bced EBpombl, MOCBSIICHHBIC

CIIUHAIBHOM MbITIIeuHOH arpoduu (CMA).

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

1. HazBanue Ha pycckoMm si3bike: KiroueBble 3Tanbl ABUTaTeJIbHOM
aKkTHUBHOCTH (pa3aen 2)*

* mkana B PO He BanuaupoBaHa, A €€ UCMOJIb30BaHMSI HEOOXOAMMO CIIeUalibHOE O0yUYeHUE
OpurunansHoe Ha3BaHue (eciu ecth): Hammersmith Infant Neurological Exam -

Hctounuk (opuimaibHbIA CAalT pa3padOTIYMKOB, MyOIuKanus ¢ Banuaanueii): Bishop

KM, Montes J, Finkel RS.Motor milestone assessment of infants with spinal muscular atrophy using

the hammersmith infant neurological Exam-Part 2: Experience from a nusinersen clinical study.
Muscle Nerve. 2018 Jan;57(1):142-146. doi: 10.1002/mus.25705. Epub 2017 Jun 14.

Tun (Mog4epKHyTh): IIKada OIICHKH

Hasnauenue: obmas orneHka qBUraTeIbHON akTUBHOCTH Y pederka co CMA I, MoxkeT ucnonb30BaThes

TUTSL OTICHKH 3(PPEKTHBHOCTH TEepanuu

Conepxanue (11a0JI0H):
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[EHbBU3UTA:

KNOYEBEIE STAMNbBI
OBUITATEIIBHOW AKTUBHOCTI:
LKAINA HINE PA3OEN2
Mua naupenta -
MHMUMEML NALMEHTR
Jara emzmTa J /
A4 MM Imrr
¥aepaane e YARTMBAETIOACEY | Hauaen roscim 1y VIEp BT Ay Cuprieca;
romoss N BEpTHCGANhCM CTOPOHS! 1 CTOROHY BLE BREREA B BERITH
o [MOprsa B4 MBCAUA) | HALHOM NOACEEREI
[ropeaa < 3 secryen) (e wex)
Boapacr:
CnocafnocTs HERERET T CIGHT IO ERRET CHPT COMOPOR CEYIMT yREper0 G B noackeree cgga | Oyersac
CHOETH NP NOSOPASIBAETCR
Bospace:
[Hopes 4 pecaa) (Hopaa & mecayen) | (HOpRA B T mecayes) | [Hoped B 10 mecages)
CooamentHns OTCYTCTIRNE JAXBATA HEMONLRET BOKD cnabieil 3axnar CILHEET 3ABAT Onperacac
JAXEAT RAADHE HAK Té isHBE
W TR AM ML AR Boapace:
CnooolHocTe HET CNOCOGHICTH THOFH HE MOHAMAKITER O MK HE NI TC R RAEET PHEACATEC R LAOERETIEHACATRCA | Oupevecac
Gpeaarthen Gptma Taen FOMOOHTARGHD BEEI (BTG ) HHie H FHAABLALLHOr
(BMOnCEEHAN
i)
Boapacr:
(Hopia e 3 mecisa) | [Hopwa B 4 - 5 mecies) | (Hopea s S- b meciues)
CnooolHocTE e pARET MCBOPA-HEIETCA NOBOPAYMBAETCR MCBOPA-MBIETCA Cupetaa:
MepEBOpEHMBATECA | NepeBopa-HBaTHCA HAGBHH MBI H CTY W | 0 CTIH H3 BT
COENIHE HE SHBOT € HUBGTA HA CTRIHY
Boapacr:
[mi0pend B 4 eeCLga) [Hopws B 6 meciues) | (HOpUAB T weces)
CnocebHocTy HE BAHET SEATE MOASEET HAAOHTIK | MOMIAET HABRTANTEE | MOAIAET HAKISOTe MOAIBET HA pynax | Ouetsa:
nan3ate TOACE [T RO
Boapacr:
[Hopmas 3 wecAua) | (mopeas 4-5 mecagen) | (mopea BB mecaues] | (mopeas 10 mecagen)
CnocobeocTy HE BEIETNMBBAET BEC | MOMET BUEQHATE BEC | CTOWT CNGRIEPHME] | CTOMT GeanocTopoieesi Cupeieca;
CTOATH CHOEDTER COBCTIEHHOM Tem FHMACERI
(ropand-5 mechua) | (Hopuaas 8 wecages) | (Hopaan 17 secauen) Bospact:
Cnocotmoc T WATAETCR MR YT Cuperaca;
HOOMTH NepELBUASTOA
(e 3 wro-maln) Boopact:
(Hopean b wecmpen) | (mopesn 11 secagen) | (opsam 15 secaues)

Kitou (MHTEpmperanus): OIeHKa KadyeCTBeHHas (He OasutbHas), B TaOIMIle OOBOJUTCS TOT HAaBBIK,
KOTOPBI €CTh y peOeHKa Ha MOMEHT OCMOTpa, TO K€ caMmo€ JIeJaeTcsi IpU OCMOTPE B JMHAMMKE.

CraHOBATCS OYEBHAHBIMU TPHOOPETEHHE/ PErPEeCC OCHOBHBIX MOTOPHBIX HABHIKOB.

2.Ha3Banue Ha pycckoMm si3bike: IIIkana oneHKH MOTOPHBIX QyHKIUI NTPH
CMA*

* mkana B PO He BanuaupoBaHa, U1sl €€ UCHO0Ib30BaHUS HE0OXOMMO CHelHalIbHOEe 00ydeHne



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

(HFMSE)

Hctounuk (ounnanbHbIi CalT pa3pabOTYMKOB, MyOnIuKaius ¢ Banuaanuei): Pera
MC, Coratti G, Forcina N, Mazzone ES, Scoto M, Montes J, Pasternak A, Mayhew A, Messina

S, Sframeli M, Main M, Lofra RM, Duong T, Ramsey

D, Dunaway S, Salazar R, Fanelli L, Civitello

M, de Sanctis R, Antonaci L, Lapenta L, Lucibello S, Pane M, Day J, Darras BT, De Vivo

DC, Muntoni F, Finkel R, Mercuri E. Content validity and clinical meaningfulness of
the HFMSE in spinal muscular atrophy. BMC Neurol. 2017 Feb 23;17(1):39. doi: 10.1186/s12883-

017-0790-9.

Tun (MogYepKHYTh): HIKaJIa OLICHKH

Hasznauenue: ¢QyHKIIMOHANBbHASI OIEHKA JBUTATEIbHONM aKTUBHOCTH y maimuenta co CMA , moxer

MCITIOJIb30BaThCA ISl OLIEHKH (PPEKTUBHOCTH TEpaITHH

Conepxanue (11a0JI0H):

LLUKANIA OLLEHKM MOTOPHbIX ®YHKLINIA MPU CMA BOJIbHULbI XAMMEPCMUT (HFMSE)

oNno
[aTa oueHku
[aTa onepaummn Ha NO3BOHOYHUKE

[aTa poxaeHus
Bpewmsi, 3aTpayeHHoe Ha obcnepnoBaHue
OueHuBawLWm cneymannct

Mpoba UHCTpyKUNS 2 1 0 OK KoMMmeHT
b = 6amn

1. CnocobHocCTb Thi MOXXeLLb MoxeT cnpetb 6e3 Heobxoanma Heobxoanma SneMeHT

cnaeTtb Ha cuaeTh Ha onopbl  Ha pyKwM, onopa Ha OAHYy onopa Ha o06e Mpeobna

cKkambe/ cTyne ckambe/cTyne 6e3 noka Bpay cymTaet pyKy ans pyKm ans nonoxer

MoxeT  cuaeTb oropbl Ha pykw, 0o 3 n 6onee yAepXaHus yAaepxaHus MO3BOHO

Ha Kpalo CKaMbu rnoKa s cuuTar A0 b6anaHca, rnoka b6anaHca. Mpeobna

WIn Ha ckambe/ 3? (be3z onopsbi Bpay cumTaeT 40 3 He cnocobeH nonoxer

nony 3anuwute noa CrnHy/c cnaeTb HUKHUX

nyyLwmm orioposi wniam 6e3 KOHEYHO

YBUAEHHbIN ornopbl Horamu) O6Beaut

BapuaHT npeobna,
roJs10Ker
M03BOHO

2. CnocobHocTb Thbi MOXELLb MoxeT cumaeTb Ha MoxeT cumpeTb Ha MoxeT cmpetb C HWKHUX

cnpeTb [¢ cugeTs Ha nony/ nony/ckambe C nony/ckaMmbe C BbINPSAMIEHHbIMU KOHEYHO

BbINPSIMAEHHbIMK CcKaMmbe C BbINPSIMIEHHbIMK BbINPSAMAEHHbIMU HOramum C onopom

Horamm Horun BbIMPSIM/IEHHBLIMU Horamm 6e3 onopbl HOoramMm C OMopoW Ha obe pyky,

npsamble = Horamu 6e3 Ha pyKu, Moka Ha O4HY  PpYKY, noka Bpauy

KONeHn MOryT oropbl Ha pykwu, Bpay cuymTaeTt 4o 3 noka Bpad cumTaeTt cuuTaer go 3.

6blTb  COFHYTbI, rnoka s cumTaro Ao £o 3 Nnn He

HO KONIEHHblE 3? cnocobeH cnaeTb

yalueykm C

OOJIKHBbI 6bITb BbINPSAMAEHHbIMU

obpalleHbl Horamm

BBEPX, JOAbIXXKM

LOJIKHbI 6bITb

pacrnosioXeHbl He

janblwe, 4yem B

10 cm apyr ot

Apyra

3. CnocobHocTb Thbi MOXKELLIb MoxeT MoxeT He MOXET Mp/N

KOCHYTbCSI KOCHYTbCSl OAHOW OOTPOHYTbCS Jilo) OOTPOHYTbLCSA no pocrtaTtb no

rosloBbl OAHOM PYKOW rosioBbl, HE rosloBbl OAHOM rosloBbl pyKom rofioBbl  PYyKOM,

pyKow B HaKJ10HSIs1 pykon. Tonosa u TOJIbKO  HaKJIOHUB naxe C

NMONIOXEHUN CUas rosioBy? TynosuLe ronosy NOMOLLbIO

Pyka LOJDKHA ocTaroTcs B OBUXEHUSA

KOCHYTbCSI cTabunbHoOM ros1oBbl n

rosI0Bbl BbllLe NMONIOXEHUN Tynosuwia

YPOBHS yLUEN
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Mpoba UHCTpYyKLUMS 2 1 0 OK b= KoMMeHT
b = 6an
4. CnocobHoCTb Thbi MOXKeLlb MoxeT  MnosoXuTb MoXxeT nosoXuTb He MOXEeT
KOCHYTbCS KOCHYTbCS knctn obemx pyk KNCTU pyK  Ha NOAHECTN KUCTU
ronoBbl  ABYMS rosoBbl  obeumm Ha rosnoBy u4epes rofoBYy, HO TOJIbKO obenx pyk K
pyKamu B pyKamu CTOpOHBbI. ['0noBa 1 HaK/IOHMB TOJIOBY, rosoee
NONOXEHUU cMas 04HOBPEMEHHO, Tynosuwe HaKMNOHMBLWNCL B
Pykun LOJKHBbI He HaKJ1I0HSIS1 ocTaroTcs B CTOPOHY,
KOCHYTbCS rosoBsy? cTabunbHOM nepebupas pykamu
ronoBbl Bblle NONOXEHUU WK MO O4HOM
YPOBHS yLUEN.
5. CnocobHocTb Thbi MOXKeLlb MoxeT MoxeT He MOXeT Mneun
NOBEPHYTbCSH CO MoBEPHYTbLCS  CO NOBEPHYTbCH co NOBEPHYTbLCH co NOBEPHYTLCSA HMU nepneHa
CNUHbI Ha 60K CruHbI Ha 60K B CNWHbl Ha 60K B CMWHbI TOMbKO Ha Ha oAuH 6ok NOBEPXH
oboux ob6e CTOpOHbI oauvH 6ok (Mp/1) maTa.
HarnpasieHnax? Tynosuu
lMocrapavica  He 6egpa ¢
UCr0/1b30BaTh ANHUN
pyKkn
6. CnocobHocTb Thbi MOXKeLLb [MepeBopaunBaeTcs [MepeBopaunBaeTcs He MOXEeT
nepeBepHyTbLCS C rnepeBepHyThCS C Ha CMuWHY 4epes Ha CrnHY, nepeBepHyTbCH
XKMBOTA Ha XKWBOTa@ Ha CriuHy npaebin 60k 6e3 Ucnonb3ys  pyky, Ha CNUHY
CNVHY yepes B obounx NMOMOLUN pyK 4YTObbI
npasbiin 60K HarnpasieHUsIx? OTTONKHYTbCS/
NOATSAHYTb Ccebs
7. CnocobHocTb
nepeBepHyTbCS C
XMBOTA Ha
CrnHY yepes
neBbIl 6ok Mepesopaunsaetcs | [epeBopaunsaerca | He MoXeT
Ha CMWHY 4epes Ha CMnHY, nepeBepHyTbCS
nesbit 60k 6e3 UCcnonb3yss  pyky, Ha CnuHy
NOMOLUN pyK 4yTObbI
OTTONKHYTbCS/
NOATSAHYTb cebs
8. CnocobHocTb Thi MOXKelllb MepeBopaymBaeTcs lMepeBopaynBaeTcs He MOXeT
nepeBepHyTbCS rnepeBepHyTbLCS Ha >KMBOT u4epes Ha XKUBOT, nepeBepHyTbCS
CO CMWHbI  Ha CO  CrUHbI  Ha npaebin 60k 6e3 ncnonb3ys  pyky, Ha XMBOT
XKUBOT yepes | XxuBOT B o0b6omx NOMOLUN pyK 4YTObbI
npasblit 60K HanpasaeHUsx? OTTONIKHYTbCS/
NOATSAHYTb cebs
9. CnocobHoCTb MepeBopaymBaeTcs lMepeBopaymBaeTcs He MOXeT
nepeBepHyTbCS Ha >KMBOT u4epes Ha XKUBOT, nepeBepHyTbCS
CO CMWHbI  Ha nesbit 60k  6e3 NCnonb3yss  pyky, Ha XMBOT
XKUBOT yepes NOMOLUN pyK 4YTObbI
neBbln 6ok OTTONKHYTbCS/
NOATSAHYTb cebs
20. CnocobHoCTb Thi MOXKelLlb CnocobeH cpenaTtb CnocobeH caenaTtb HeBbInoHMMO
XOAUTb X0ANTb be3 6onee 4 waros 6e3 oT 2 o 4 waros
MOCTOPOHHEN NOCTOPOHHEN 6e3
nomowm u  6es noMoLLn NOCTOPOHHEW
romoLym MOMOLLN
BCrIoMoratesibHbIX
YCTPOKCTB?
lMokaxu,
rioxxanayvicra
OUEHKA Kon-Bo oueHok 2 Kon-Bo oueHok 1 Kon-Bo oueHok 0 NUTOIO = /:

Koy k mkane: O6BeanTe HAaUBBICIIMKM YPOBEHb CAMOCTOATENbHBIX ABUKEHHUI B HACTOAIEE BPEMS U

nopu JUHAMHUYCCKOM OCMOTPE. banpnas OOCHKa OTYCTIMBEC ACMOHCTPHPYCT IIO3UTHUBHYIO MIIN

HCTATUBHYIO JUHAMUKY ABUT'ATCIIbHOI'O PA3BUTHUA.

OK = orpaHn4eHO KOHTPaKTypOu

3. Ha3Banue Ha pycckoMm si3bike: IlepecMoTpeHHBbINH MOIYJIb OLIEHKHA MOTOPHOM
(pyHKI MU BEPXHUX KOHEYHOCTEH ™

* mkana B PO He BanuaupoBaHa, UIsl €€ UCIO0Ib30BaHHS HE0OXOMMO CIEIMaIbHOE 00ydeHne



OpurunansHoe Ha3BaHue (eciu ecTh): Revised Upper Limb Module (RULM)

Ncrounuk (opuuuanbHbli calT pa3paboTUMKOB, MyOnukanus ¢ Baaunauueit): 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 (moIYepKHyTH): [IKaJIa OLICHKU

Ha3nauenue: ¢pyHKIIMOHANbHAS OIICHKA JIBM)KEHUN B pykax y neredd u B3pocibix co CMA Il u CMA

I11, MO>XeT UCTIONIBL30BaThCS IS OLICHKU d(DPEKTUBHOCTH TEpANTUU

Coneprxanue (1rabaoH):

LLIKAJTA RULM AJ14 MCMOJIb3OBAHUA MPU CMA

[aTta oueHKu: / / Bpemsi Havana (Y4:MM):
an roa (24-4acoBoii popmar)

JomMuHupylowas pyka: nma/va HoMep
O lMpa.a# O JleBasg O AMOMAEKCTD ] it
HoweHwne opTe3a no3eBoHoYHMKa: O da* O Het ®©.1.0
(*Ecnun ga, TOo yKaxkuTe TUIM)
.................................................................................................... Moanunce
KoHTpakTypa npaBoro noktesoro cycrtasa: O a O Het
KoHTpakTypa neBoro siokteBoro cycrasa: O a O Het
Canbbytamon: O a O Het
Onepauunsa Ha no3BoHouHuke: O da O Het
OueHunBaemas ctopoHa: O lNpasasa O JleBas
KomMmMeHTapuu:
A 0 1 2 3 4 5
BxogHoe
TecTupoBaHue

OTcyTcTBUME MoxeT nepxaTb MoxeT MoxeT MoxeT MoxeT

none3Hown KapaHaall NnoAHeCTH NnoAHECTH KO OAHOBPEMEHHO OAHOBPEMEHHO

WU NOAHATb DTY noaHaTb obe pyku
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https://www.ncbi.nlm.nih.gov/pubmed/?term=Mayhew%20A%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Montes%20J%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Ramsey%20D%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Fanelli%20L%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Young%20SD%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Salazar%20R%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
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https://www.ncbi.nlm.nih.gov/pubmed/?term=Coratti%20G%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Civitello%20M%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
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=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
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https://www.ncbi.nlm.nih.gov/pubmed/?term=De%20Vivo%20DC%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Finkel%20R%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Muntoni%20F%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
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dyHKUNM MOHEeTY/>XeTOH 1 wm 2 CTaHAapTHbIN MOAHATb obe Haj rosoBoM,
pyK WAWn ynpasnsTb pPYKM KO NaacTUKOBbIN pyKmu HO COKpallaeT
dYHKLMOHANbHbBIM pTy, HO He CTaKaH4mK C [0 YPOBHS nney TPaeKTopuio
KpecsioMm, MOXeT 200-rpaMMoBbIM C KOMMNeHcaumemn OBUXEHUS,
nonb30BaTbCA MOAHATb KO rpy3om, npu nnn 6e3 Hee. crnbas pyky
KHOMKaMu pTY HeobxoaMMoCTU Pyka COrHyTa B JIOKTEBOM
TenedoHa CTaKaH4yumK ABYMS pyKamu Nz cycraBse
C pasorHyTa B (ncnonb3yet
200- nokTe LOMNONMHUTENBbHY O
rpaMMoOBbIM MYCKynaTypy)
rpysom
PaCHII/IpeHHa}I mKaJjga.
OnucaHue 0 1 2 OLEHKA
n
[MepemMelleHMe pyK C KosieHel Ha He MoxeT nepeMecTUTb Ha [MonHocCTbO [MonHoCTbIO
cTon CTON HW OAHY U3 pyK nepeMeliaetr OAHY nepeMeliaetr Ha
pyKy Ha cTon cton obe pykwu,
nn6o obe
BMecCTE, nméo
CHayana O4HY
pPYKY, noTOM
Apyryto
MauneHT oTCnexuBaeT nyTb W He MOXeT yAepxaTb MoXxeT  HayepTuTb MoxeT
NpMBOAMUT MawMHy K duHuMwy 6e3 KapaHaaw B pyKe wuam nyTb, HO C HayepTuTb NyTb
OCTaHOBKM nnm He oTpbiBas caenaTb OTMETKY Ha OCTaHOBKOW Nz 6e3 OCTaHOBOK
KapaHgaw oT bymaru bymare OTpblBasi KapaHaall WA He oTpbiBas
ot 6ymaru KapaHaaLl oT
6ymarum
CnocobHocTb  cobupaTb  MOHeTbI/ He MoOXeT noAHATb HU MoxeT MOAHATb MoXeT NoAHATb U
XKETOHBbI OZHY MOHEeTY/XeTOH OAHY MOHeTy/ yaepxaTb B
XKETOH pyke ase
MOHETbI/ABa
XKETOHa
lMoMelweHne MOHETbI/>KeToHa B He MOXeT MONOXUTb MoxeT MONOXUTb MoXeT nonoxuTb
CTaKaH4mK MOHETY/ >ETOH MOHETY/XeToH B MOHETY/XXeTOoH B
. CTakaH4yuK noMeLlarT Ha CTaKaHuuK, CTaKaHuuK,
e Hacrone: ropusoHTanbHo CTON B TFOPW30OHTaNbHOM | Nexallmin pa3MeLLeHHbI Ha
MOJSIOXEHUMN Ha rOpU30HTaNbHO YPOBHE nsieya
e Ha ypoBHe nneva: BepTMKaabHO paccTosHUM A0 3ansicTbs CTakaHunk CTakaHunk
Bbl- TAHYTOW pyKW, nje4yo noMeLLatoT Ha cTon yAepXuBarT
KOTOpOW COrHYTO noA B [OPW30OHTa/IbHOM BEepTMKaabHO Ha
yrnom 90° NMONOXEHUN Ha paccTosaHUn
paccTosHUK no BbITAHYTON pYyKu
3anacTbs Bbl- nauveHTa, naeyo
TAHYTOM pyKM, KOTOPOro COrHyTO
naeyo KOTOpOW noa yrnom 90°,
COFHYTO MOA Yr/IOM npwm 3TOM
90° BEPXHUI Kpamn
CTakaHuyuka
HaxoanTcs Ha
ypoBHe nney
noa KUCTbIO
nauneHTa
CnocobHocTb Llenb: lne4o oTBEAEHO Ha Llensb: OtBEeAeHune rnieda Ha 90°, Lenb:
NOTAHYTbCS BOOK U 90°, MOHETa / >XETOH MOHeTa / XXETOH pacriosiaraercs OTBegeHune
pocrtatb  MoHety / pacrnionaraercsi Ha Ha pacCTosiHUM AJINHbI PyKu [0 naedya Ha 135°,
XKETOH. pPacCcTosiHUM A/IMHbI  PYyKu 3arsicTbsi JKETOH Ha
CnocobHocTb A0 3ansicrbs [MogHMMaeT KWUCTb Ha YpPOBEHb paccrosiHuu
MOAHATb KUCTb  Ha He MOXeT noaHATb KUCTb nne4ya, pyka MOXeT 6bITb COrHy- A/MHbI  PYKU 10
YpOBEHb njeya u Ha ypoBeHb nievya Ta WAM pa3orHyta B JIOKTEBOM KOHYMKOB
Bbllle cycTaBse nasabLleB
nayveHTa
MoaHnmaeTt
KUCTb BblLlEe
YPOBHS nney,
JNIOKOTb MpWU 3TOM
NOAHAT Kak
MUHUMYM 4o
YPOBHS rnas
BkntoyeHune He MOXeT BKJIIOUUTb MoxeT 3axe4yb CBETUIbHUK Ha MoxeT
CBETU/IbHUKA oa- CBETUIbHUK OAHOM pyKOW MFHOBEHWE HaXaTueM nasjbueB BKJTHOUNTb
HOW pyKon n/vnn 6onblWIMM nanbLeM oa- CBETUJTIbHUK
HOW pyKmM Ha)xaTnem
JlokOoTb He MOXET O6bITb BbIllE nanbues w/wmnun
YPOBHS1 3arisiCTbsl 6onbLinm
nanbuemM oAHOWN
pyKu
JlokoTb He
MOXKeT 6bITb
BblLLE YPOBHS
3ansicrbs




PaspbiBaHne 6ymarm

He MoxeT pa3opBaTb JUCT

PaspbiBaeT nuct 6ymarm,

Pa3zpbiBaet nnct

bymaru, CNOXEHHbIN CNOXEHHbIN BABOE, HauuHas co 6ymarm,
BABOE CNOXEHHOro Kpas C/IOXEHHbIN
BUETBEPO,
HauynHas co
C/TOXKEHHOro
Kpas
OTKpbIBaHMe He cnocobeH oTKpbITb OTKkpblBaeT KOHTenHep,
KPbILIKMK pPacrnofioXeHHbIW Ha CcTone, Wnu
KOHTenHepa npu- as ero Kk cebe
CnocobHocTb He MoXeT noaHecTn MoxeT nogHecTu KO pTY MoxeT nogHecTn

noAHecT Ko  pTy

CTaKaH4YnK KO pTy

CTakaHuymk ¢ rpysom 200 r

KO PTYy CTakaH-

CTaKaH4uMK C rpy3oMm ABYMSI pyKammu YUK C Tpy30M
Maccon 200 r 200 r opHom
pykou
MogHuMaeT rpy3 u HeBbInosIHMMO Mo)eT nepeMecTuTb rpy3 Maccomn MoxeT
nepemeLlaeT ero u3 200 r no NoOBEepXHOCTM CToNA nepemMecTuTb

OA4HOrO0 Kpyra B
Apyrom Kpyr
yaepxuBas Ha
Becy.

Mexay Kpyramu,

pPacnosiIoXXeHHbIMU
no rOpM30oHTaNN.
M3 UEHTPAJIbHOIO
KPYT'A BO,
BHELWIHWW KPYI Ha
ouUeHMBaeMomn
CTOpOHEe

rpy3 maccon 200
r, NOA4HSIB €ro

MoaHnmaeT rpy3s u
nepemeLlaeT ero u3

OAHOro Kpyra B
Apyron Kpyr
yaepxuBas Ha
Becy.

Mexay Kpyramu,

pPacnosiIoXXeHHbIMU
Nno rOpM30HTaNMN.

M3 LEHTPA/IbHOIO
KPYT'A BO,
BHELUHWW KPYT Ha
TecTmpyemon
CTOpOHe

HeBbINosIHMMO

Mo>xeT nepemMecTuTb rpy3 Maccomn
500 r no NOBepXHOCTK cToNA

MoxeT
rNnepemMecTuTb
rpy3 maccor 500
r, NOAHSB ero

MogHuMaeT rpy3s wu
nepemellaeTr ero u3

OAHOro Kpyra B
apyromn Kpyr
yaepxuBas Ha
Becy.

Mexay Kpyramu,

pPacnosIoXKeHHbIMU
rno AuvaroHanu.
YEPE3 CPEOHIOKO
NMHUIO n3
LLEHTPATbHOIO
KPYFA |
BHELIHNN KPYT,
HaxoasLWmnmncs Ha
MPOTUBOMOJIOXHOWN
CTOpOHe

HeBbINoMHNUMO

Mo>xeT nepeMecTuTb rpy3 Maccomn
200 r no NOBEpXHOCTU CToNA

MoxeT
NnepemMecTuTb
rpy3 maccon 200
r, NOAHSB ero

MepemMelwaeTt
MelloyeKk C MNecKoM

He m™MoxeT
rpys

nepemMecTuTb
Ha CTon AByM4A

MoxeT nepeMecTuUTb
rpy3 Ha CTon ABYMS pyKamu

MoxeT noaHATb
rpy3 Ha ypoBeHb

mMaccom 500 r c pykamu rnas OBYMS

Kofie- Hewn Ha cTon pykamu

WA MOoAHUMAeT Ha

YpOBEHb rna3s

Moaobem HeBbINosHUMO Mo>xeT  nogHsaTb o06e  pyku Moxxet

BbINPSAMAEHHbIX PYK HaAa OAHOBPEMEHHO
oTBECTH

Hag  ronosom —
OTBegeHne rjieda

ro/ioBoii 04HOBPEMEHHO TOJILKO
crubasi ux B JIOKTEBbIX CyCcTaBax
(ncronb3yss KomneHcauumto)

B CTOpOHbI 06€

pyKu c
pPaszorHyTbiMu
JIOKTSIMU u
onucatb pyka-
MU MOJIHbIN
Kpyr, cBeas
J18/J0HU

Haz ros10Bo#

OueHka 5 6annoB 3a BxogHoe

OueHka 6
6asn108 3a




BXo4Hoe

TectupoBaHue

TectupoBaHue

MNoabem rpysa He MoxeT noaHsATb rpy3 | MoxeT MOoAHSTb rpy3 Maccow MoXxeT noAHATb
maccor 500 r Bbiwe maccor 500 r paxe c 500 r ¢ KoMNeHcaumen rpys Maccom
YypOBHS  nne4y  — KOMMeHcaumemn 500 r 6e3
OTBe,quMe rnjie4da KOMMeHCauunuun

OTBegeHue raeda

Moaobem rpysa He MoOXxeT noaHsaTb rpy3 MoxeT nogHATb rpy3 maccom 1 MoxeT noAaHATb
Maccon 1 kr Bbllwe Maccom 1 kr paxe c KI C KOMMeHcaumen rpys maccom 1
YPOBHA  nne4y  — KOMMeHcauunemn Kr 6e3

KOMMNeHCaunn

Moabem KNCTU
Bbllle YPOBHSA ey
— CrubaHwue rneya

HeBbINoMHNUMO

BbIMNOSTHUMO C KOMI

eHcauunemn

BbinosHUMO 6e3
KOMMeHcauum

Moaobem rpysa He MoXxeT noaHsaTb rpys3 MoXxeT noAHSATb rpy3 Maccomn MoxeT noAHATb
mMaccon 500 r Bbiwe mMaccor 500 r pgaxe c 500 r c koMneHcauuneun rpy3s Macconm
YPOBHA  nfae4y  — KOMMeHcauunemn 500 r 6e3
OTBegeHue niedya KOMMeHcaumm

OTBegeHune naeda

Moabem rpysa He MoxeT noAaHATb rpy3 MoxeT nogHaTb rpy3 maccon 1 MoxeT noAHATb
mMaccon 1 kr Bblwe Maccon 1 kr pgaxe c KI C KOMMeHcaumneu rpys maccom 1
YPOBHA  niey — KOoMMeHcauunemn Kr 6e3

KOMMNeHCcauunn

NTOro

Kirou (I/IHTepHpeTaHI/Iﬂ): OIICHHBACTCA B Oajmax Ha MOMEHT OCMOTpa U IOTOM, B TMHAMHUKCE.

4. Hazpanue Ha pyccKoMm si3biKe: TecT nerckon 00abHUIBbI PuinanenbPuu 11
OLICHKH IBUTaTEJbHbIX (PYyHKIMH NANUEHTOB ¢ HEPBHO-MbILICYHBIMU
3200/ 1eBaAaHUAMHU

OpurunansHoe Ha3BaHue (ecnu ectb): the Children’s Hospital of Philadelphia Infant Test 104 of
Neuromuscular Development (CHOP-INTEND)

Hcrounuk (opuuuanbHbelii callT pa3paboTuukoB, mnyOnukanus ¢ Banupamuei): 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 of the American 734
Physical Therapy Association. 2011;23(4):322-6

Tun (MogYepKHYTh): IIKaJIa OLICHKH

Hasznauenue: lVcmomp3yeTcss aJis OIEHKW JBUTATENbHBIX (GyHKIMK y mnanueHtoB co CMA, He

CIOCOOHBIX K CAMOCTOSITETHHOMY TIEPEIBUKEHUIO

Coneprxanue (11aba0H)

Nmsa: [dnarHos:

Ne UcTtopun 6onesHu: [ecTauMOHHbIN BO3pacT:

[aTa noctynneHus: Bpems oueHkun: BpemMsa oT nocneaHero KopMieHus:

[aTa poxaeHus: WHbeKUns BEPXHUX [AbIXaTeNbHbIX NyTel o

XenyaouHblit 30HA4 O

Tekyllee COCTOSiHME 340pOBbS:




BeHTnnaumMa ¢ ABYMS YPOBHSAMMU MOSIOXUTENBHOIO AaBAEHUS B AblIXaTebHbIX MYTAX O Yacos/aeHb

YacoB 6e3 BeHTUASUMMK C ABYMSA YPOBHAMWU MONOXUTENBHOIO AaBfieHUA B AblXaTeJIbHbIX MYyTAX BO BPEMA

MCnbITaHUSA
lMokazaTtenb MonoxeHune Mpouenypa OueHnBaeMbln oTBET Bann
MCnbITaHUSA
1 Jlexka Ha cnuHe Habntogatot B AHTUrpaBUTaULMOHHOE 4 n NydJwas
CnoHTaHHoe TeYeHMe uCnbITaHUsa ABWXeHne nneya CTOpOHa:
ABUXEHMEe Mo>HO CHATb (oTpbiBaeT  NOKOTb OT
(BepxHsas Harpysky C MOBEPXHOCTN)
KOHEYHOCTb) KOHEYHOCTH Nz
MCNosb30BaTb
CTUMYJ, 4TO6bI AHTUrpaBuUTaLMOHHOE 3 n
noNy4YnTb OTBET OBWXeEHMe NOKTA
(oTpblBa€T KUCTb  WAKN
npeanneybe oT
MOBEPXHOCTH)
CocTosiHue:
[BwxeHne 3anacTbs 2
[BuxeHne nanbua 1
OTCcyTCTBME  ABUXEHUS 0
KOHEYHOCTeN
2 Jlexxa Ha cnuHe HabnwogatoT B AHTUrpaBUTaUMOHHOE 4 n NydJwas
CnoHTaHHoe Te4YeHMe WCNbITaHUSA ABUXEHne 6enpa CTOpOHa:
OBUXeHne Mo>Ho CHATb (oTpbiBaeT  CTynmHU W
(GIRGEE! Harpysky C KONEHMN oT
KOHEYHOCTb) KOHEYHOCTH MOBEPXHOCTN)
WIM  MCNOJSIb30BaTh
cTumyn, 4TObbI
noslyunTb OTBET AHTUrpaBUTaLMOHHAA 3
aanyKkums/BHyTpeHHee
BpaleHune 6eapa n
(koneHn oTpbiBalOTCA OT
MOBEPXHOCTN)
CocTosiHue:
BbipaxxeHHOe ABWXeHue 2
KOJSleHa, orpaHuyeHHoe
npeoaosieHneM cunbl
TAXKECTHU
OBUXXEHNS NOAbIKKMN 1
OTCcyTCTBME  ABUXEHUSA 0
KOHEeYHoCTeNn
3 Nexa Ha cnuHe Cuna 3axBaTa: CoxpaHsaeT 3axBaT npwu 4 )l Nyywas
3axBaT pykom rnoMewlaT naney B nogHATUN njeyeBoro n CTOpOHa:
nagoHb n CyCcTaBa C MOBEPXHOCTU
nogHMMaKwT [0 Tex KOBpMKa
nop, Noka nJsie4yo He
oTopBeTCS oT
NMoBEpPXHOCTH, CoxpaHseT 3axBaT npwu 3 CocTosiHue:
HabntogaloT, Koraa NoAHATUN JIOKTSA C
MiageHel, ocnabut KOBpUKa (nneun Ha
3axsar. MOBEPXHOCTN)
Ons  petenr  6Gonee
cTapwero Bo3pacTta
MOXHO CoxpaHseTt 3axBar, 2
MCMNOoJS1b30BaTb Koraa npeannedybe
UrpyLUKY NOAHSATO C KoBpMKa (a
aHanornmyHoro JIOKOTb OCTaeTcs Ha
amameTpa NOBEPXHOCTK)
CoxpaHsieT 3axBaTt 1
TONBKO MpPWU OTCYTCTBUU
TN




[MokazaTtenb [MonoxeHwne [Mpouenypa OueHnBaeMblii OTBET Bann
ncnbiTaHUS
OTcyTCcTBME NonbITKK
COXpaHsATb 3axBaT
4 MonoxeHune BusyanbHas MoBopoT oT n>n Nydywas
MpuBeneHune nexa Ha crnuvHe CTUMYNAUNSA npu MaKCUManbHOro CTOpOHa:
ronoBbl C rosioBom NOMOLUN  WUTPYLUKMW. nosopoTa K
B CpeAnHHoe B CpeAnHHOM llpn  yaepxuwusaHun CpeanHHOMY
nonoXxeHue NOMOXEeHUN ros08bl MOSIOXEHUIO
npu NOMOLLN B cpeanHHOM
BU3YyasnlbHOIroO r1oJ10)KeHumn B
CTUMYANpoBaHMa* TeYeHne 5 CceKyHA: YactuuHo
Knagyt ronosy Tak, nosopaynBaeT  roJioBy
4yTo 6bl 6bin10 Hasaa K CpeauHHOMY
BO3MOXHO NOSIOXEHUIO
MaKCUMasbHO
AOCTynHoe
BpalleHne 1
NCMOSb3YIOT
BU3yanbHOe
CTUMY/IMpOBaHNE
aonsa  Toro yTOObI
obecneunTb
pacrosoxeHune
rofloBbl B CpeANHHOM MoanepxusBaet
MONOXKEHUU. CpeAnHHOE MOosoXeHue
B TeyeHne 5 cekyHAa u
6onee
n>n CocTosiHue:
MopnepxunsaeTt
CpeAnHHOEe MOosoXeHue
MeHee 5 cekyHA
[onoBsa nagaert B
CTOpPOHY " He
OTMe4YaeTCcs  MOoMbITOK
CHOBa AepXaTb roJsIoBy
B CcpeAnHHOM
NOSIOXEHUN
5 Jlexxa Ha cnuvHe, Horn  CcOruHyThbl B OTpbiBaeT KoNeHo oT N NydJwas
MpuBoaswume 6e3 noarysHuka TazobeapeHHOM NOBEPXHOCTM KPoBaTU CTOpOHa:
MblWwubl 6eapa cyctaBse 7 Ha > 5 cekyHa wam
NOATAHYThI K oTpblBaeT  crony OT
CpeAvHHOM NNHUK NOBEPXHOCTU n
Tena. Horun Ha CocTosiHue:
LWnpuHe 6enep,
6eanpa pacnonoxeHsbl OTpbiBaeT KoONeHo OoT
napanfiensHo, NOBEPXHOCTU KpOBaTH
KONEHM Ha Ha 1-5 cekyHA
HebonbLLIOM
paccTosaHUW Apyr OT
apyra Het nomnbITKM
COXpaHUTb KOMIEHO Ha
NOBEPXHOCTU
6 Jlexxa Ha cnuHe 1. Ynepxusas Mpun npuMeHeHnn Bripaso NydJwas
CnocobHocTb (pykmn no HUKHIO yacTb BbITS)KEHUS B  KOHLE CTOpOHa:
nepeBopavnBaThbCs: 6okam); 6enpa mMnageHua, MaHeBpa,
3a cyeT Hor* CTOpOHa, crmbatoT  Hory B
byHKLMIO TazobeapeHHOM
MbILLL, KOTOPOW CyCTaBe U KOJIEHHOM nepeBopaynBaeTcs Ha
OLleHNBaloT, cyctase " XXMBOT C BbINpSIM/IEHNEM
pacrionaraeTtcs noATArnsaoT K rosioBbl
CBEpXY; CpeAVHHOM NHUN
nepesopaynBaTb Tena, TeM caMbIM
HaunHatT co npuBOAS Tas B uepes 60k
CTOPOHBI, BepTUKanbHoe
PYHKUMIO MbILLILY NoNOXeHne,
KOTOpOW NpOAO/IKAT TAHYTb
oueHunBaT W genawT rnaysy B MNoBopaunBaeTcs "3
3TOM [10J10)KEHUMN MOSIOXEHMSA flexa Ha
2. Ecnn mnageHeu | 6oky Ha  XWBOT
noBopaymMBaeTCa Ha rosi0BoOMn BHU3, 6e3
60K, TO ero TAHYT BbINPSAMJIEHNSA FONOBbI
noa yraom 45° yepes 60K, MOJSIHOCTbIO
AnaroHanbHo K Teny nepeHocuT BEeC c
n  AenawT  naysy, OMOPHON PYKK, YTOObI
yTobbl  MO3BONWTL | 3aBEPLUNTL NEepPeBOpoT
MnageHuy
nonbITaTbCs
NOBEPHYTb Teno
Hazaj
Bneso CocTosiHuMe:




[MokazaTtenb [MonoxeHwne [Mpouenypa OueHnBaeMblii OTBET Bann
ncnblTaHUS
MogHnMaeT Tas,
TYNOBULLE W PYKYy C
OMOPHOW MOBEPXHOCTH,
noBOpaynBaeT rosioBy M
noBopayuMBaeTcs Ha
60k, npu 3TOM pyka
nepemeLlaeTcs K
nepeaHen CTOpOHEe
Tena
MoaHumaeTt Ta3 "
TynoBuiie C OMNOPHOM
NOBEPXHOCTU 7
noBOpayuMBaeT rosioBy B
CTOpOHY. Pyka ocTtaeTtcs
noa TynoBuLieM
Ta3 naccMBHO OTOpBaH
oT OMOpHOW
NOBEPXHOCTU
7 Jlexka Ha cnuHe 1. [depxaT  pyky MNoBopaynBaeTcs Ha BnpaBso Nyywas
CnocobHocTb (pykm no MiageHua 3a XMBOT, BbINPAMNAS CTOpOHa:
nepeBopavYnBaThbCS: 6okam); NIOKOTb U THAHYT K rosioBy 4yepes 60k
3a cyeT pyk* CTOpOHa, NPOTMBOMOSIOXKHOMY
PYHKLNIO MbILL, nnevy,
KOTOpOW Koraa nneyun MNMoBopauynBaeTcs Ha
OLIEHUNBAIOT, pacronaratTcs XUBOT, nexa 6e3
pacrnonaraeTtcs BEPTUKASIbHO, BbINPAM/IEHNS  FOJ10BbI
CBepxy; OoCTaHaBnMBaloT uepes 60k; ybupaert Bec
nepesopaynBaTb ABWXEHWE, Npu 3TOM C OrnopHown pykn,
HauMHaloT Co pyka pebeHka | 4TOObl NepesBepHYTbCH
CTOPOHBI, ocTaeTcs B
dyHKLUNIO BbITSHYTOM
MbILULL KOTOPOW NONOXEHUN,
oueHunBaoT Nno3BONAOT pebeHky
NOBEpHYTbLCA Ha
XKMBOT.
2. Ecnn Tas
pocturaer CocTosiHue:
BEPTUKASIbHOIO
NONOXEeHUS, TO
NpOAO/IKAKT TAHYTb
pebeHka MNMoBopaunBaeTcs Ha
6ok, nomoras  Tasy
NPUHATL BepTUKabHOe
nosioxeHue
BblABMXEHNEM HOrM
Bnepen " ee
npuBeneHnem
[MoBopaumBarT rosioBYy Bneso
B CTOPOHY ¥ MOAHMMaeT
naeyo v TynoBuwe C
NOBEPXHOCTU
[MoBopayuBaeT ronosy B
CTOpPOHY; Teno ocTtaeTcs
BSASIbIM Win - nnaeyo
NacCcMBHO NOAHMMaETCA
8 [MonoxeHwne MobyxaatoT pebeHka OTpbiBaeT nagoHb OT n Nyywas
CrnbaHne pyku B nexa Ha 60ky, OOTSAHYTbCS Ao NOBEPXHOCTMU CTOpOHa:
nieyesoM CycTaBe pyka, WUrpyLwKu,  KoTopas aHTUIPaBUTALMOHHbIM
" nokTe " pacnonoxeHHas HaxoauTcs Ha ABUXEHUEM pyKU
rOpM3oHTaIbHOE CBEpXxy, paccTosHUN
oTBeAeHue pa3orHyTa B BbITAHYTOW PYKM Ha
nae4yesoMm YpPOBHE nneya MoxeT crnbatb pyky B
cycrase " (MOXHO nie4yeBoM CycCTaBe Ha
corHyTa B | wcnonbsosaTtb 45°, 6es mn
JIOKTEBOM CTUMYNSLMIO) " @HTUIrpaBUTaALMOHHOIO
cyctaBse Ha 30° HabnwogatoT ABVKEHUS PYK
7 CMOHTaHHOe
noafepXXuBaeTcs ABUXEHne
Ha 6Tene (npun
Heob6xoaMMOoCTHU .
yAEpKUBaIOT CocTosiHune:
PYyKy,
PacrosIoXEHHY0

CHU3Y)




[MokazaTtenb [MonoxeHwne [Mpouenypa OueHnBaeMblii OTBET Bann
ncnblTaHWS
Crubaet pyKy B
JIOKTEBOM cyctase
nocne  TOro, Kak
OTpbIBaeT pyKy OT Tena
MoxeT oTopBaTb pYKY
oT Tena
OTCcyTCTBME NOMNbITKN
9 Cunas Ha PacnonaratoT ctumyn OTBOANT NNI€YO  UIn n Nyywas
CrnbaHne pyku B KONIEHAX WM Ha Ha cpegHel NUHUK crnbaet pyKy B CTOpOHa:
nneyeBoM CycTaBe KOB- puke C W Ha YypoBHe mnneva nJieyeBoM CyCTaBe Ha
N nokTe NoALEPXKKOM Ha paccTosHUn 60°
rosoBbl BbITAHYTOM pyK#u
n Tynosuwa (c (MOXHO
HaK/IOHOM NoA ncrnosb3oBaTh OtBOANT  neyo  wam
yrnom 20°) CTUMYNALMNIO) 7 crnbaer pyKy B
HabnogatoT nJie4yeBoM CyCcTaBe Ha Mn
CMOHTaHHoe 30°
ABUXeEHne
oboe crubaHue pyku
B rJjle4yeBOM CycCTaBe
Win oTBeaeHue
Tonbko crubaert pyKky B CocTosiHue:
JIOKTEBOM CycCTaBe
He npeanpuHUMaeT
NnonbITKWU NOAHATb PYKY
10 Cuas Ha LLlekouyT Pasrmnbaet Hory B n JNyywas
Pasrnbanue Horu B KONIEHSAX WK Ha NOAOLUBEHHYO KOJIEHHOM CyCTaBe Ha > CTOpOHa:
KOJIEHHOM CycCTaBe Kpat KOBpuKa C NOBEPXHOCTb  CTOMbI 45°
NOoAAEPIXKKOM WAW cnerka wunaoT
rosioBbl " nanev,
Tynosuwia (c Ha Hore Pasrmnbaer Hory B
Hakno- KOJIEHHOM CyCTaBe Ha
HOM oA Yrjiom 15-45°
20°), 6eapo n
pacriosioxXeHo
rOPU30HTaNIbHO
K  MOBEpPXHOCTU
3eMmn
Noboe BUANMOE
pasrnbaHme Horm B
KOJIEHHOM CyCTaBe
CocTosiHue:
OTcyTcTBUE Kakoro-
nméo BUANMMOIO
pa3srnbaHus HOrM B
KOJIEHHOM cycTaBe
11 Oepxat MpoBoaAT pykon no Crubanuve HOrn B n Nyywas
CrnbaHne Horm B MnageHua, CTYMHe WUAu WwunawoT TazobeapeHHOM CTOpOHa:
TazobenpeHHOM npwxmnmas K nanew, Horm cycrase nnm B
CcycTaBe W TblibHOE cebe, nnuom KOJIEHHOM cycTaBe >
crnbaHmne cTonbl Brnepena, Co CBO- 30°
604HO
CBMCaOLWNMHK
HOoramu. Crunbanuve HOrn B
Mopoaep>xxunsaroT TazobenpeHHOM cycTaBse M

MnageHua B
parioHe XMBOTa,
npu 3TOM ro-
NI0Ba HaxoauTcs
MexAay pyKkon

nnu B KOJIEHHOM
cycTaBe ntobon cTeneHu




[MokazaTtenb [MonoxeHwne [Mpouenypa OueHnBaeMblii OTBET Bann
NCNbITaHUSA
" rpyaHon
KNeTKom CocTosiHuMe:
B3pOC/IOro,
KOTOpbIN ero
LEPXUT
Tonbko TblNIbHOE
crnbaHune
rofIeHOCTOMHOro
cycTaBa
HeTt aKTUBHOIO
OBUKEHNS 6enpa,
KoNneHa nm
roS1I€HOCTOMHOr0
cycTaBa
12 B NonoXeHun MomewatoT M3 NnonoXxeHus C bannbl:
YaepxaHue cnas MiageHua Ha onyLweHHoM ronoBoM
ronosbl* C  noAaaepXKomn Kpyrnoe cuaeHbe C nogHUMaeT  rofoBy U CocTosiHMe:
3a nneuu " MOAHATOM rOJIOBOM, OEPXUT ee B
npsMbIM npuaepXxneas 3a BEPTMKaIbHOM
TYNOBULLEM nneyu (cnepeam NOMIOXEHUN, a  TaKxe
M c3agn) (MOXHO rnosopayvBaeT rosoBy
OT/IOXKUTb OLEHKY 1 M3 CTOPOHbI B CTOPOHY
u 4 A0 KOHUa
UCIbITaHWS)
YaepxuBaeT rosioBy B
BepTUKanbHOM
nonoxexHmn 6onee 15
CekK. (npmn
noaepruBaHnumM  rosoBbl
3a McnblTaHne
«ypepxaHuve  ronoBbl»
cTaBaTt 2 6anna)
YaepxuBaeT ronosy no
cpegHen  ANHWUKU >5
cek, nMpwW 3TOM rosoBa
HaknoHeHa pgo  30°
Bnepea nnn Hasag
AKTUBHO nogHuMaeT
nm noBopavnBaeT
rosoBy ABaxAabl C
MOMeHTa crubaHums B
TeyeHne 15 cek. (He
3acyunTbIBaOT, ecnm
ABMXEHME MpOUCXoanT
OAHOBPEMEHHO C
AbIXaHWeM)
OTcyTcTBUME oTBETAa,
rosoBa BUCUT
13 Jlexxa Ha cnuHe OTBeT Ha Crubaet pYyKy B N Nyywas
CrnbaHmne pyku B BbITArMBaHWE: TAHYT JIOKTEBOM CyCTaBe CTOpOHa:
JIOKTEBOM CyCTaBe, MnageHua B
OuUeHKa Mo MyHKTY nonoxeHue cnas,
14 PYKM —AepxaT MoA | Buaumoe  cOKpalleHne n
yrnom 45° 0 TOYKM, | npyrnaBoit MbllLbl 6€3
Koraa ronosa crnbanus pyKu B
noAHUMaeTCA “ | nokteBoMm cycTaee
g_?qm oTpblBaeTcs CocTosHme:
NOBEPXHOCTU
OTcyTCTBME  BMAMMOIO
coKkpalleHus
14 Jlexka Ha cnuHe OTtBeT Ha MogHumaeT ronosy cC bannbl:
CrnbaHnue wen, BbITArMBaHWE: TAHYT KpoBaTu
oueHKa Mo MyHKTY MnageHua B
13 nonoxeHue cuas,
PyKu Aepxat Buanmoe cokpalieHne CocTosiHne:

nog yrnom 45° no

TOYKU, KOrga
nogHUNMaAaETCA

rosioea
n

noyTHn OTpbIBaeTCA

oT
NMOBEPXHOCTU

rPYAVHO-KHOYMYHO-
COCLIEBUAHON MbILLLLbI

OTCYTCTBUE MbILLEYHOrO
CoKpaLleHns




6onee 10 Kr KoneHmu
7 rososa MOryT
KacaTbcs
NOBEPXHOCTU

OTBET OTCYTCTBYET

[MokazaTtenb [MonoxeHwne [Mpouenypa OueHnBaeMblii OTBET Bann
UCnbITaHUS
15 Mpoba ¢ MpoBoasaT pyKow Ecnmn MnageHe, Bannbi:
PasrubaHune BEHTpabHOWM BAOJb YAEPXWBaeT rofioBy Ha
ronoBbl/LWen noAAEepP>KKOWN: MO3BOHOYHMKA oT OAHOM ypoBHEe C
(NaHpay) MnageHew NexuT wen K  KpecTuy. TYNOBULLEM WU BblLLE
Ha XMBOTe, Bpau ®poHTanbHas
npunoaHMMaeT MIOCKOCTb  TOJIOBbI
ero of4HOM pyKown Mpu pacnosioXXeHUun Ecnu ronosa 4acTu4yHO CocTosiHume:
B obnactum napannenbHo YAEpXWBAeTcsi, HO He
BepxHen vactu NMOBEPXHOCTH o rOpV30HTaNbHOM
XUBOTa KOBpUKa = NMI0CKOCTU
0° (ropusoHTanbHa)
He BbITArMBaeT ronosy
16 Mpoba C MpoBoasaT pyKow MNoBopaunBaeT Ta3 no n Nyywas
N3rné BEHTpaibHOWM CHayana c npaBoM HanpaBs/ieHUIo K CTOpOHa:
MO3BOHOYHMKA noAAEpPKKOWN: CTOpPOHbI, @ 3aTeM C CTUMYNy BHeE OCu
(FanaHT) MAafdeHeL NnexuT NeBOl CTOPOHbI
Ha XMBOTe, Bpau no NOSICHUYHO-
npunogHMMaeT rpyaomn obnactm Buavmoe  cokpalueHve n
ero ofHOM pyKown BAOJb napasepTebpanbHoi
B obnactum MO3BOHOYHMKA, WK MblILLLbI
BepxXHen vactu LLIEKOYYT XUBOT NN
XUBOTa CTYMHIO, unu
HaK/IOHAIOT
MnageHua, nposepsis
pednekc ManaHTa. ¥
MafeHLeB C BECOM CocTosiHMe:

O6wmi 6ann, nyywunin 6ann Cc Kaxxaon CTOPOHbI NO KaXxaoMy napameTpy (Makcumym 64 6anna):

Kirou (mHTepripeTanius): OleHruBaeTcs B Oajiax Ha MOMEHT OCMOTpa M MOTOM, B JMHAMUKE




