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Cnucok coxkpanieHuii

bullAII - ot anri. Biphasic Positive Airway Pressure, BPAP, BiPAP

BAIII bopra — Bu3zyansHO-aHasioroBas mikaia bopra

JH — ngpixarenbHas HEIOCTATOYHOCTh

JIHK — ne30kcupruOOHYKIEHHOBASI KUCIOTA

KEJI — )xu3HEeHHas: EMKOCTb JIETKUX

HNAII® — uHrubUTOp aHTHOTEH3UH-TIPEBpaIatomero GepMeHTa

NHNBJI — nHBa3uBHAas UCKYCCTBEHHAsI BEHTHIISILIMS JIETKUX

kJla — KuaogaabTOH

KT — xomnbroTepHas Tomorpadus

K®K — kpearnndochoknnaza (CHHOHUM — KpeaTHHKHHA3a)

JIAI' — nakTatnernaporeHasa

MPT — marauTHO-pe30HaHCHAas TOMOTpadust

HUBJI — HenHBa3uBHAas BEHTWISLNA JIETKUX

ODBI1 — 00bem GopcupoBaHHOTO BHIAOXA 32 MEPBYIO CEKYHy MaHEBpa (OPCUPOBAHHOTO BBIJOXA

IIIE — noTeHLMabl IBUTaTEAbHBIX €IHMHHUII

[IIP® — IlomumopdusM UIMH PECTPUKIHMOHHBIX (parMeHTOB (CIOCOO HCCISIOBaHUS TEHOMOM
JHK)

[ICB — nukoBasi CKOpOCTb BbIJOXA

IICK — nukoBasi CKOPOCTh Kaluis

I[1®M — nporpamma (HpU3NYECKOr0 MEHEIKMEHTA

I[P — monumepasHas LenHas peakuus

PHK — pubonyxienHoBas Kuciaora

CullIAII — ot anrn. Constant Positive Airway Pressure, CPAP

CMA — cniuHanbHas MblIeyHast arpopust

CMA I — cniuHanbHas MpleyHas arpogus, tun [

TCP — Texauueckue cpecTBa peaduinTainuu
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OXEJI — pyHKmoHansHas >KM3HEHHAS] eMKOCTD JISTKUX

YVYP — ypoBeHb yOSIUTEIHLHOCTA PEKOMEH I

Y/ — ypoBEHb JOCTOBEPHOCTH JOKA3aTEIBCTB

OKI — snexTpokapauorpadpust

OMI — snexkrpomuorpadus

OHMI — snektpoHeiipomMuorpadus

3XO-KI" — sxoxapauorpadust

MLPA — MynbTHIIEKCHAs aMILTU(HUKAINS JTUTHPOBAHHBIX 30HA0B (0T anri. Multiplex Ligation-
dependent Probe Amplification)

NIPPV — HenHBa3MBHAs BEHTHIISIUSA JICTKUX IOJIOKHTEIIBHBIM J1aBlieHHeM (0T aHrj. Noninvasive
Positive Pressure Ventilation)

SpO2 — caryparusi KUCIOPOJIOM apTepHATBLHOW KPOBH, M3MEpPEHHAs HCHMHBA3UBHBIM CIIOCOOOM C
MTOMOTIIBIO MyABCOKCUMETpUH (aHTI. mean nighttime oxyhemoglobin saturation)

TepMHUHBI U onIpeae/IeHUA

ABTOCHUIIAII (anra. Auto-CPAP) — sto CUIIAII (cMm. manmee) ¢ aBTOMAaTHYECKOH HACTPOMKOM
JABJICHUS] HATHETAEMOrO BO3/yXa, ONpEENSIONIUe YpPOBEHb HEOOXOIUMOrO aBJeHHs, I0AAIONIIUE
BO3/YIIHBIH MOTOK TONLKO B MOMEHT OCTAHOBKH JIbIXaHHs, TOCTENIEHHO yBEIMYHMBAs €ro 0 TeX Hop,
MOKa HE MPOU30MJIET BOX;

BulTAIT (ot anru. Biphasic Positive Airway Pressure, BPAP, BiPAP — nByxda3nas BeHTHIALINS
C TIOJIO)KUTEJIBHBIM JIABJICHUEM B JIBIXaTEIBHBIX MYTSAX — ATO amlmapar, CO3JaolIHi Ha BIOXE U BBIIOXE
MAIMEeHTA IaBJICHNE PA3IMYHOTO YPOBHHI.

l'uneprpodust MHOKapa — 3TO MATOJOTHYECKOE YTOJIIICHHE CTEHOK CepIia.

JleHcUTOMETpUSL — 3TO HEWHBA3UBHBIA METOJl OMNPENCICHUS MUHEPAIBHOM IIOTHOCTH KOCTHOM
TKaHHU.

Jlunaranust Kamep cepiia — 3TO MaTOJIOTHIECKOE YBeTMYeHHE 00beMa KaMep cep/ra.

JuchyHKIMS MHOKapaa — 3TO HapylieHue ero (GpyHKiuH, AUCOYHKIHS ObIBACT CHCTOJIUYECKOM
(CHMXKEHHE COKPAaTUMOCTH MHOKap/a), IMaCTOIMUYECKON (3aMeJICHHE PAacCiiaOlIeHHsI MBIl Cepla) |
ANIEKTPUYECKON (HApyIICHUE PacIpPOCTPaHEHHs JICKTPUYECKON ICTONISPH3AIMUA U PENOJSPU3AIUK 110
CepACYHON MBIIIIIE).

Kapnmmomuonaruss — 3TO TreTeporeHHas TPyINa acCOIMUPOBAHHBIX C MHOKApAOM 3a00JIeBaHUIA,
COTIPOBOXKIAIOIIUXCS MEXaHWYECKOW W/MIU JJICKTPUYECKOW TUChYHKIMEH, OOBIYHO (HO HE BCErIa)
MPUBOASIIUX K TUIIEPTPODUU WM JUJIATAIMN U UMEIOIINUX PA3InUHbIC (YACTO FTEHETUYCCKUE) IIPUYHHBI.

Kamnomerpus u kanmHorpadusi — 3T0 M3MepeHHe U IH(poBoe O0TOOpAKEHHE KOHIICHTPAIIUN HIIH
MapIUATBHOTO JIABJICHUS YTIICKUCIIOTO ra3a BO BIBIXaeMOM M BBIJBIXa€MOM T'a3e BO BPEMsl JIbIXaTEIIBHOTO
[IUKJIA TIAI[UCHTA.

KucnoTHO-0CHOBHOE COCTOSIHHE (KHCIOTHO-IICIOYHON OallaHC, KHUCIOTHO-IIEIOYHOE COCTOSIHHUE,
KIIIC) — 3T0 cooTHOUIEHHWE KOHILEHTpauuii MOHOB Bojgopoaa H+ u rumpokcuneheix rpynn OH B
OMOJIOTMYECKUX JKUIKOCTSIX OpraHu3Ma.

KoHnTpakTypa — 3T0 orpaHuyYeHIe MacCUBHBIX ABMKEHUN B CyCTaBe.

[TaTomornyeckass ycTaHOBKAa KOHEYHOCTH WM CETMEHTAa KOHEYHOCTH — JTO MaTOJOTHYecKOe
MOJIOKEHHE KOHEYHOCTH MIIM €€ CETMEHTa, BOSHUKIIIEE B Pe3yJIbTaTe M3MEHEHUS MBIIIEYHOTO TOHYCa PH
COXPaHEHHOM 00beMe JIBIKEHHH B cycTaBe(ax).

[TynecokcuMeTpust — 3T0 METO/I, TMO3BOJIIOIINUN ONpeaenuTh coaepxkanre O2 B KpOBU U YACTOTY
MyJIbCa B MUHYTY.

CepaeuHast HEIOCTaTOYHOCTh — 3TO CHIKEHHME CHOCOOHOCTH cep/ia o0ecredyrnBaTh HACOCHYIO
¢dbyHKIHIO. BpIBaeT 0CTpoil U XpOHUYECKOH.
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CullAII (or aurn. Constant Positive Airway Pressure, CPAP — TOCTOSHHOE MOJIOXKHTEILHOE
JABJIEHUE B JbIXaTEJIbHBIX MYTSAX) — O3TO0 MHIMBUIYyalbHBIM MEAMLMHCKUM anmapaTr s
ABTOMAaTU3UPOBAHHOW  JUIMTEIIBHOM  BCIIOMOTaTEIbHOM  MHTPAHA3aJbHOM  BEHTUISILUM  JIETKHX
IIOCTOSIHHBIM IOJIO’KUTEIbHBIM JIaBJICHUEM, IPUMEHSEMbII MalueHToM Bo Bpemsi HouHoro cHa. CHUITAIL
npeacraBisier co0oil HeOONBIIONH KOMIpPECCOp, KOTOPBIM MOJAeT TOCTOSHHBIA TOTOK BO3AyXa IOJ
OTIpE/ICIICHHBIM JaBJICHUEM B JIbIXaTeJbHBIC MYTH Yepe3 THOKYI0 TPYOKY M TepMETHYHYIO HOCOBYIO HIIH
pPOTO-HOCOBYIO MacKy. Takum oOpa3oMm, OH HE JAeT ABIXaTCJIbHBIM IMYTSM CMBIKAThCS W OJIOKHPOBATH
MIOCTYIUIEHHE BO31yXa (M HEOOXOJIMMOTO OpraHu3My Kuciaopoja). B pesynbrare HCKIOYaeTcs PpUCK
BHE3allHOM CMEPTU OT OTCYTCTBUS BO3JyXa B JbIXaTENbHbIX IMYyTAX, a TakKxke oO0ecreunBaeTcs
HOPMaJIbHBIN COH.

CKo0JIM03 — 3TO TPEXIUIOCKOCTHAs JedhopMaliis TO3BOHOUYHHKA.

CyOMakcUMallbHBIM PEXKUM Harpy3skd — 3TO PEXKUM, Ui KOTOPOIO XapaKTepHbl OTCYTCTBHE
OJIBIIIIKH, YyBCTBA YTOMJICHUS U OOJIM B MBIIIIIaX.

Onextpomuorpadpus (OMI', DOHMI', muorpadus, snekrponeiipomuorpadus — MUO — MBIIIIBI H...
rpago — mMIIly) — 3TO METOJ HCCIIEIOBAaHUS OHO3IEKTPUYECKUX IOTEHIIMAJIOB, BO3HUKAIOUIMX B
CKEJIETHBIX MBIIII[aX YeJOBEKAa M YKUBOTHBIX NPU BO30YXKJAECHUU MBIIIEUYHBIX BOJIOKOH; PETUCTpaIUs
AIIEKTPUYECKON aKTUBHOCTHU MBIIIII.

DHTepalbHOE MUTaHHE — 3TO BBEJCHHME MHUTATEIbHBIX BELIECTB B KEIYJOUYHO-KHUIICYHBIH TPaKT
(mepopaibHO, Yepe3 30HAbl U CTOMBI) C LIENbI0 MOAJAEPKAHUS U KOPPEKIMH HYTPUTHUBHOTO cTaTyca B
COOTBETCTBUU C TEKYIIUMHU MNOTPEOHOCTAMHU OOJILHOTO B 3HEpruu, Oeike, BUTAMMHAX, MUHEpajlax M
MHUKpO3JIEMEHTAaX.

1. KpaTrkas unpopmanus no 3a00/1eBAHNI0 UJIN COCTOSTHUIO (TPYNIbI 32a001eBaHU
WJIM COCTOSTHUIA)

1.1. Onpenesienune 3a601eBaHUS UM COCTOSHUSA (TPynnbl 3a00/1eBAHUI HJIN
COCTOSIHU)

[IpoxcumanbHas cruHaidbHas MblmeyHas arpodus 5q (CMA) — 3To TsKenoe ayToCOMHO-
peliecCUBHOE HEPBHO-MbIIIEUHOE 3a00JIeBaHKE, XapaKTepU3YIOIIeecs MPOrpecCUpyONMMU CUMITTOMaMHU

BAJIOTO Mapajuya M MbledHol arpoduu BenenactBue aerenepanun O-MOTOHCHPOHOB  pepennmx
POroB cIIMHHOTO Mo3ra [1].

1.2. DTHoJs0THS M ATOreHe3 3a00/1eBAHUS UM COCTOSIHUA (TPyNIbI 32001eBaHUI
WM COCTOSIHU M)

Pa3zButne npokcHUManabHON CIMHAIBHOM MBIIIEUYHONW aTpoduu 5q 00yCIOBIEHO MYTAaLUsSMU B I'€HE
SMNI (cokpami. ot aHri, survival motor neuron), KOJUpPyoOLEM O€lIOK BbDKUBAEMOCTH MOTOHEHPOHOB.
I'en SMNI1 kaptupoBan Ha xpomocome 5 B Jjokyce 5ql12.2-q13.3 u uMeeT LIEHTPOMEpHYI KOIHIO
(SMN2). O6a rena coctoat u3 aeBiaTH 3k30HOB (1, 2a, 2b, 3-8) u pa3nuyaroTcs MIThIO HYKJICOTHAAMHU B
nocnenoBarenbHocTy JJHK [1, 2]. Kputnueckoii Toukoil siBisieTcs 3aMeHa LIMTO3MHA Ha TUMHUH B 9K30HE
7 rera SMN2 (c.84C > T), coznaromiasi caiT CBA3bIBaHMS Ul penpeccopa ciulaiicunra. Benenctsue
9TOTO Pa3JInyMs B HyKJIECOTUAHOM MOCIEN0BATEIbHOCTH OCHOBHOM TpaHCKpUNT reHa SMN2 He colepKuT
9K30Ha 7 W sBiIAETCS (QYHKIHOHAIBHO HenoJHOUeHHbIM [3]. Omnako reH SMN2 Takke MpOIylHpYeT
MOJIHOpa3MepHBIN (YHKIIMOHATIbHBIN OeI0K, HO B OTHOCUTEJIBHO MajbIX kKonmdecTBax (10 10%).

K Bo3HMKHOBeHUIO pokcuMaibHON CMA npuBOAAT MyTallMu B TeIoMepHON kKonuu reHa (SMN1).
OCHOBHBIM THUIIOM MYTALIU{ B 3TOM T'€HE SIBJISIFOTCS TOMO3UTOTHBIE AETIEIIMHU 3K30HOB 7 WM 7-8, KOTOpBIE
BBIABILAAIOTCA Y 95% mnanumenToB. OctanbHble 5% NAMEHTOB SIBISAIOTCS KOMIAYHA-T€TEPO3UTOTAMHU IO
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neneuuu B oaHOM komuu reHa SMNI u TOUKOBOM MyTauuu B JIpyroi, KpailHE peiKo — KOMIIayHJ-
reTePO3UTOTaMH 110 JABYM MHHOPHBIM MyTanusMm [4]. Myrauuu resa SMN2 He MOTYT OBbITh MPUYHHOMN
CMA, oxHako 4YHCIO €ro KOMHH Ha CEeroJHs SBISETCS OCHOBHBIM MOAW(UKATOPOM 3a00JIeBaHMUS.
[Tpubnusurensno y 80% mrozneit B nomynsinuu HaOmonaercs 1-2 xormuu. ns 5-10% 310poBbIX Jroseit
omucaHbl ciny4yau jgenenuu reHa SMN2 B roMO3WrOTHOM COCTOSIHMM. Y manueHtoB co CMA
pa3zHooOpa3ue uncna konuii rena SMN2 ropa3no 0oJbIllle U MOXKET BapbupoBaTh OT 1 10 6 kormid. To
HEOOJIBIIOE KOJTMYECTBO (DYHKIIMOHATBHOTO OeJKa, MPOIyIUPYyeMOTO IEHTPOMEpHOH Komuei rera SMN,
CIOCOOHO CMATYATh TSDKECTh TEUSHHSI 3200JI€BaHUs y MAIMEHTOB, HMEIOIINX YBEINYCHHOE YHCIIO KOMUMH
rena SMN2 [5-8].

[Iponykrom rena SMN sBisieTcsi Oenok, cocrosmuid u3 294 aMHUHOKHCIOTHBIX OCTaTKOB, C
MoJIeKyIsipHbIM BecoM 38 k/la. benok ¢pyHKIMOHUpPYET Kak B sSApax, Tak U B LUToIuIa3Me. B sapax Genok
SMN nokanmusyercsi B c(pepornogOOHBIX CTPYKTypax, Ha3bIBAEMBIX TIe€MaMH, AacCCOLMMPOBAHHBIX C
tenpiiamu Kaxans, BoBineueHHbix B MetabonusmM PHK. benox SMN urpaer BakHYIO pojib B CIUIACHHTE
npe-pPHK u Guorenese manbIx sIepHBIX PUOOHYKJIECONPOTEMHOB, B T€HHOW AKCIPECCMU HA YPOBHE
TPaHCKPHIIIIHH, a TAKIKE y9acTBYeT B akcoHabHOM Tpancnopre MPHK B anbda-moroneiiponax [9].

CHuxenue ypoBHsa Oenka SMN NpHUBOIUT K aKCOHAJNBHBIM Je(eKTaM JBUTATEIbHBIX HEHPOHOB,
BKJIIOYasl yCEYEHHE W/WIM Ype3MEpPHOE Ppa3BETBICHHE AaKCOHOB, 3aMeIJIEHHE pOCTa, HapYIICHUSM B
HEPBHO-MBIIICYHBIX CHHAINCAX: HAKOTUICHUIO HEUPO(UIAMEHTOB B MPECHHANTHYCCKUX TEPMHUHAIIAX,
(hOpPMUPOBAHHUIO HE3PEBIX TMOCTCHHANTHYECKUX TEPMHUHAICH © (QPYHKIHMOHAIBHBIM aHOMAHSM,
HapYIIEHHIO mporiecca suponurto3a [10, 11].

Monudukaropsl  KIMHHYECKOro  TedeHust  3a0oneBanus.  Knumnumdeckoe — pazHooOpasue
npokcumanibHot  CMA  5q MoOXeT OOBSCHATBCS  HaduYueM MOIUGUIHPYIOMNX  (aKTOPOB.
Monudukaropsl MOKHO pa3[eiuTh Ha JBE OCHOBHBIE TPYIIIBI: BIUSIOUIME HA ypoBeHb Oesnka SMN u,
COOTBETCTBEHHO, HE OKa3bIBAIOIIIME BIUSHUS Ha KonuyecTBo Oeiaka SMN.

dakTopel, BIMSIONME Ha ypoBeHb Oenka SMN. Ha cerogHsi OCHOBHBIM MOIU(DHITUPYIOITUM
dakropom CMA cumtaercss reH SMN2 — 4ucio ero KOMuid W pa3iMYHble BHYTPUTCHHBIC BapHAHTHI.
HmeroTcst JaHHbIe O KOPPEISIMK TSHKECTH TeUeHHs 3a00eBaHus U urciaa konuii rena SMN2 [12]. Uem
Oospmie komuii reHa SMN2, Tem, Kak IpaBWIO, MEHEE BBIPAKECHBI KIMHHYECKHEe cumnTombl CMA.
Opnnako ycraHoBsenue tuna CMA TOJIbKO Ha OCHOBaHMM 4yMciia Konuid reHa SMN2 HegomycTumMo U
MIPOBOJMTCS BpadyoM Ha OCHOBAaHHMM BCEW COBOKYMHOM HH(OpManuu o 3a00JIeBaHUU Y KOHKPETHOTO
narenra [12].

Eme oaun mMomudunupyromuii paktop CMA, cBsI3aHHBIM HEMOCPEJICTBEHHO C IIEHTPOMEPHOM
konmerd reHa SMN, — 310 ogHOHYyKJIeoTHAHAsA 3aMeHa ¢.859G > C B sk30He 7 rena SMN2, kotopas
MIPUBOJUT K OOpa30BaHUIO HOBOTO SHXAHCEP-CBS3BIBAIOLIEIO CaiiTa CIUIAHCUHTA, PE3yJAbTaTOM Yero
SIBJISIETCSl BKJIFOYEHHE B TpaHCKpunT ¢ reHa SMN2 nsk3ona 7. JlaHHBIH BapuaHT acCOLUMUPOBAH C
yBEJIIMYEHHEM B KPOBU KOJIMYECTBa mMojHOpa3MepHoro Oenka SMN y mamuentoB co CMA II-III Ttuna
[13].

Hpyrue dakropsl, BIUsIONIME HA YpoBeHb Oenka SMN, nmpuBeaeHsl B Tabnuie 1.

Taobnuua 1

JonmonnutenbHble GaKkTOpPbI, BJAMSIIONIME HA YPOBeHDb Oejika SMN

®dakrop Db ekt

Cmutaiicunr- Tra2 B
perynupyromue HakTopsl

T YBCJIMYHUBACT BKIIFOUCHUC 5K30HA 7

\L IMPUBOJUT K 3K30H-CKHUIIIIMHTY 3K30HA 7

SF2/ASF T YBEJIMUMBAET BKIIFOUEHUE PK30HA 7
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hnRNPAL 7 UHTUOUPYET BKIIOYEHHE 9K30Ha 7 reHa SMIN2
@axropet, perymmpytouye | CREB1 7 YBEJIMUMBACT TPAaHCKpUMIHIO Oenka SMN
TPAHCKPHITIIHIO
STAT3 7 CIOCOOCTBYET POCTY aKCOHOB
IRF-1 0 YBEJIMUUBAET YpOBEeHb Oenka SMN
PRL 7 YBEJIMUUBACT MPOJOJDKUTEIBHOCTh  KHU3HH Y
TsoKenbIX CMA-Mblen
MeTHHHpOBai{He T crmxaer YPOBEHb dKcnpeccun rena SMN2
MIPOMOTOPHOM
obnactu reHa
SMN2
Crabunmsanns MPHK UlA 7 yMEHBIIAET ypoBeHb Oenka SMN
HuR/p38 7 YBEIIMUUBAET MPOJODKUTEIBHOCTh  KHU3HH Y
Tsokenbix CMA-mbIen
DaxTope!, Bimsomue Ha | PKA T WHTHOMpYeT nerpananuio 6enka SMN
MOCTTPAHCIISIIUOHHYIO
MOM(HKALNIO GSK3 \ YMEPEHHO YBEIUYMBAET BBKUBAEMOCTh
OK30reHHbIe PaKTOpbI T'ononanne V44 Oxaswimaer mnonowurensioe Bmusmme  ma
BBDKMBAEMOCTh
I'nnoxens VI Veemmumpaer yposems momHopasmeproro
Ooenka SMN. JlpixarenpHas MOJMJEP)KKA —YIy4YIIaeT
CUMIITOMATHUKY.
Oxcnnatuiblit | | |, | yepmpaer nporpeccupoBanue 00JIe3HH
cTpecc

OnHako, BIUSHHE OOJIBIIMHCTBA M3 3THX (PAaKTOPOB OIEHUBAIOCH in Vitro. B »uBOM opraHu3me
MEXaHU3MbI B3aUMO/ICHCTBHSI HAMHOTO CIIO)KHEE U TPEOYIOT IIyOOKOTO M3ydCHHUSI.

daxTopsl, HE BIAUSIONME HA ypoBeHb Oenka SMN. MoaudukatopoB, He aCCOIIMMPOBAHHBIX C TEHOM
SMN u ero mpoaykToM, Takke o4eHb MHOTO. C KaXKJIbIM T'OJIOM OTKpPBIBAETCS Bce OOJIbIIE MEXaHU3MOB.
B mocnieanee Bpemsi HHTEpeC MPUKOBAH K psily OCIKOB, YIYUIIAONIUX MPOIECC SHOIUTO3a B CHHAICAX,
T.K. HEJJaBHO OBUIO YCTAHOBJICHO, YTO MMEHHO SHJIOIIMTO3 SIBJISICTCS OJHUM U3 KJIFOUEBBIX HApyIIaeMbIX
mexanu3MoB ipu CMA. Dtu 6esku npencrasiens! mwiactiuaoi 3 (PLS3) u koporunom (COROI1C) [14],
HeipokanpuuaoM nenabta (NCALD) [15] u kansiuitneBpuHOTION00HBIM Genkom (CHP1) [16].

Oco0slit uHTEpec nmpeacrasnser metwirpoBanue /JIHK, kak nHaubonee crabuibHas Moaudukanus,
U3MEHSIONIasl XapakTep OSKCIPECCHH TEeHOB. bblga BBISABICHA CBS3b METWIMPOBAHUS psiia TE€HOB
(SLC23A2, NCOR2, DYNCIH1), kotopsle MOTryT ObITh BOBJeueHbl B maroreHe3 CMA, U TsXeCTbIO

3aboneBanwust [17-19].
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1.3. SnuaemMuo0orusi 3a00/1eBaHUSA I COCTOSIHUSA (TPyNNbl 3200/1€BAaHUI WIH
COCTOSIHUM)

PacripocTpaHeHHOCTh NMPOKCUMAJIbHON CNMHAIBHOW MbIIEYHOM arpoduu coctasiser 1 Ha 6000-
10000 woBOpokaeHHBIX [20]. JlaHHBIC MO pacmpoCTpaHEHHOCTH 3abosieBaHuss B P® OTCYTCTBYIOT.
Yacrora HOcuTenbcTBa 3aboieBanus — 1/40-1/50 B nomynsiuu B neiaom [21, 22]. Ilo manaeim ®T'BHY
MTI'HII umenu akagemuka H.I1. BoukoBa dyacTota HocuTenbcTBa Mytaruu B rene SMN1 B Poccuun — 1/36
YeJIOBEK M PacueTHas 4acToTa poxkacHus pederka co CMA 1 Ha 5184 HoBopoxieHHbIX [23].

1.4. Oco0enHOCTH KOAMPOBaHMS 3200/ 1€ BaHUA WIN COCTOSIHUA (TPyNIbI 3200/1eBAHU I
WIH COCTOSTHMI) 10 MeKIyHAPOAHON cTaTHYeCKOH Kiaccupurkanum 00j1e3Hel u
npoodJieM, CBA3aAHHBIX €O 310POBbEeM

G12.0 [derckas cnuHanbHas MblevHas atpodus, | tun [Bepauura-I'opdmanal
G12.1 [dpyrue HacieACTBEHHbIE CIUHAIbHBIE MBIILIEYHbIE aTPOdUN

1.5. Knaccnpuxanus 3a00/1eBaHUS UM COCTOSIHUA (TPYNIBbI 32001€BaHUN HIIH
COCTOSTHHH)

Knununyeckas knaccudukaius 3a00jeBaHIS OCHOBBIBAETCS HA BO3pacTe 1e0r0Ta, TSHKECTH TeUSHUS
3aboJieBaHus U poaovkuTebHOCTH sku3nn [20]. (Tab. 2)

Tao0muma 2

Kannuveckas kiaccupukanmsi NpOKCUMAIbHON CIUMHAJIBbHON MbIIICYHOMN
arpopum Sq <*>

Tun CMA Bo3spact ne6rora Oxunaemas JIBuraTeapbHbIC HaBBIKH <**>
MPOJIOJDKUTEITLHOCTh
SKU3HHA

CMA 0 BHYTPpUYTPOOHO 10 6 MecsleB Her

CMA I o 6 MecsIEB 0 2-X JIET HECIOCOOHOCTh JepKaTh
(OMIM#253300) TOJIOBY, IIEpPEBOPAYHBATELCS,

CUIETH 0€3 MOIEPIKKU

CMA II 6-18 MecsieB 70% moxuBaroT 10 25 | cH0COOHOCTH CUIETH oe3
(OMIM#253550) JeT 0 IIEPIKKH

CMA 111 crapmre 18 mecsues | 10-40 et mocne CIOCOOHOCTH CTOSTh U XOIUTh
(OMIM#253400) MaHH(eCTaIH 0e3 MoIIePKKU

<*> CymectByer 1 CMA 1V Tumna, Ho npu 3ToM THIe 3a00JIeBaHNE MaHU(PECTUPYET BO B3pOCIOM

BO3pacTe.
<**> [Ipu ecTecTBEHHOM T€UEHHUHU 3a00JIEBAHUS.
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1.6. Kimnnuyeckass KapTHHa 3200/1eBaHUS UM COCTOSHUS (IPyNIbI 3200/1eBAaHUH
HWJIM COCTOSTHUIA)

[IpokcumainpHas cimHanbHas MbieyHast arpodus 0 tTuna, nuam BpoxkaeHHas CMA ¢ mocnepo1oBoi
acukcuedl — HamOoJiee TSDKENbIM BapuaHT TeueHHs 3aboneBanus. Ha 30-34 Hemene OepeMeHHOCTH
OTMEYAIOT MAJIOTIOJABUKHOCTh Mioja. [locie poxneHus ABUKEHNS NPAKTUUECKU OTCYTCTBYIOT, HaJIU4une
KOHTPAKTyp, TPYAHOCTH C TJIOTAHMEM U [JbIXaHUEM — 0e3 oOecreueHHsl IbIXaTeIbHON IOIJIEPKKU
pebeHok morudaet [24].

[IpokcumanpHasi crimHabHAsT MblmedHass arpodus I tuna, wim Gonesnp Bepaaura — [oddmana
BO3HHUKAET B BO3pacTe J0 6 MECAIIEB U XapaKTepU3yeTcs TsHKEJIOW MBIIIIEYHOU cabocThio. bosbHbIe neTn
HE CHOCOOHBI JepXaThb TOJIOBY, I€pEeBOpPAYMBATLCS, CHUIETh 0e3 mnojaaepkKu. I[IpoxcumanbHas,
CUMMETpUYHAsl MbIIIeYHasi CJ1adoCTh, OTCYTCTBHE MOTOPHOTO DAa3BUTHSL M MbIII€YHAs] TUIOTOHUS
SIBJIIFOTCSI OCHOBHBIMHU KJIMHUYeckuMU nipu3Hakamu CMA [ tuna. Yacto oTMevaroT HaJlnune KOHTPAKTYP
B KOJICHHBIX M JIy4€3aIlsSICTHBIX CyCTaBax, PeXe — B JIOKTEBBIX. B HEOHATaJIbHOM MEpHOJIE UM B TEUCHHE
MIEPBBIX TPEX MECSALEB JKU3HU JETU CO CMEPTENIbHBIM IIPOTHO30M HCIBITHIBAIOT TPYAHOCTH C COCAHUEM U
[JIOTAaHUEM U 4acTo JEMOHCTpUpPYIOT AuadparmanbHoe napixaHue. Cama auadparma HE BOBJIEKAaeTCs B
MaTOJOTHYECKUN TPOIIECC 10 TOCIEIHEH CTaauu TedeHus 3aboJieBaHus. HapymieHus! TI0TaHUS MOTYT
MPUBOJUTh K AacHHpPAlOHHON IHEBMOHMHM M JIETAJIbHOMY HCXOJy. Y TalMeHTOB HaOII0Jat0TCs
(baciUKyISALIUNA MBIIIII SI3bIKa U TOCTypalbHBIA TpeMop nanblieB. boapmuHcTBO O0NbHBIX AeTell co CMA
I Tima 6e3 MeUITUHCKOTO COMTPOBOKACHHUS M 0COO0TO yX0/1a MOrubaeT B BO3pacTe 10 ABYX JjeT [25].

[IpokcumainbHas cnuHaigbHass MblmeyHas atpodusa I tuma wnm xponunueckas CMA (607e3Hb
JlyOoBuiia) uMmeeT OoJiee Mmo3IHee Hadajao B Bo3pacTe 6-18 MecsieB u MeHee TshKenoe TeueHue. Takue
JIETH COXPAHSIOT CIIOCOOHOCTh CHJICTh U yIEPKUBATh TOJIOBY CAaMOCTOSTENIbHO. Y marueHToB co CMA 11
HaOmoga0Tes (ACUMKYISIUU MBI $13bIKa, TPEMOP MaJbIEB BBITSAHYTHIX PYK, (DACUUKYISIpHbIE U
(GbubpuIIIApHBIE MOJEPTUBAHUS MBIIII] MPOKCUMAJIbHBIX OTIEJIOB KOHEYHOCTEH, BHIPAKEHHBIM CKOJIHMO3,
cl1ab0CTh MEXpeOEepHO MYCKYJIaTyphl, quagparMaibHOE AbIXaHue. Y JeTeil BOZHUKAIOT TPYIHOCTH MPH
Kalule U TIyOOKOM [JBIXaHHMM BO BpeMsl CHa JJIS MOJJIEPKaHHUS HOPMAaJbHOTO YPOBHSI KUCIOpOAA U
nuokcuaa yriaepona [26, 27]. Pa3BuBaioTcs M IPOTPECCUPYIOT CKENETHBIE AedopMariiu. XapakTepHBI
TaKKe IUIOXOM COH HOYBI, YCTAJOCTh IOCIE HOYHOIO CHA, COHJIMBOCTh B JHEBHOE BPEMS, BO3MOKHO
pa3BUTHE YTPEHHEW TUNlepTeH3uH, (Te ke M3MEHEHUs1, HO B 0oJiee cTapileM BO3pacTe, pa3BUBAIOTCS MPU
CMA 111 Tuna).

Hauano mpokcumanbHO#M crimHambHOW MbledHor atpodum Il Tuna (roHomieckas ¢opma), umm
6one3nn KyrenbOepra-Benannep, Bappupyer B Bo3pacTe HauuHas ¢ 18 mecsieB W 10 IOHOIIECKOTO
Bo3pacta. [Tammentsr co CMA Il coxpaHSrOT CITIOCOOHOCTh MEPEABUTATHCS CAMOCTOSITEILHO, HO MOTYT
4acTO MaJaTh WIM UCIBITHIBATH TPYIHOCTH MPH MOABEME U CITyCKE IO JIECTHHIIE, Oere, HaKIoHe, MoJbeMe
U3 MOJNOXKEeHHUs cuiasd. HuwkHHe KOHEYHOCTH NpU JAHHOM THUIE 3a00JeBaHUS MOPAKEHBI CHIIbHEE, YeM
Bepxuue. Y manuentoB co CMA 11 Takke coXpaHsieTcsi TPEeMOp MalbIeB BRITIHYTHIX pyK [26-28].

[Ipu Bcex tmmax CMA MoOryr mopaxaTbCsi OCHOBHBIE I'PYNIIbI JBIXAaTEJIbHBIX MBbILIL, BKJIIOYas
MBIIIIBI BIOXA U BBIAOXA U OyIb0apHYI0 MYCKYJIATypy, IPH 3TOM CTENEHb MOPAXKEHUS U MEXAHHU3MBI,
BEIYyIIME K HApYyUIEHUIO [bIXaHWS, MOTYT pa3iaudarbcsi B 3aBucuMmoctu ot tuna CMA u craguu
3aboneBanus. [lepBoHauanbHO TMIOBEHTHIISAINH, 00YCIOBICHHAS HApYILIEHUEM JIbIXaHUsl Pa3BUBAETCS BO
CHE, HO IIOTOM U B THEBHOE BpeMs. [ MIIOBEHTUIIALMS BO CHE IPUBOAMT K Pa3sBUTHIO anHO3. Hapymenus
JBIXaHUS. — OCHOBHAs NPUYMHA BO3HHUKHOBEHHUS OCIJIO)KHEHUH M cMmepTHOcTH nanueHToB co CMA I u
CMA II; kpome TOTO, OHU TAaK)K€ MOTYT pa3BUBaThCs y HE00IbIION Aomu nanuenToB co CMA III.

IIpu Bcex tumax CMA MOXKET BBISBIATHCA KapAUOJOTHYECKas MAaTOJIOTHUS (HApyIIeHUs pUTMa
cepaua, KapJUOMHOIIATHS U T.J1.).
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2. /IlmarsocTuka 3a00/1eBAaHUS WM COCTOSIHUSA (TPyNIbI 3200/1eBAHMNA WIH
COCTOSIHUI) MeIMUMHCKHE MOKA3AHUA M NIPOTHUBOINOKA3aHUSA K NPUMEHEHUIO
METOA0B IMATHOCTUKH

2.1. ) Kano0bI ¥ aHAMHeE3

OcHoBHbI€ XajlOOBl U aHamMHe3 omnucaHbl B pasjene "Kimnnueckas xapruna". Huwke npuBeneHsl
KaJIOOBI, TPEOYIONINE OTACILHOTO YTOUYHCHHUS:

- PexoMenayeTcst yTOUHHUTD 5kajioObl Ha Xpal U YacTble IPOOYK/IEHUSI BO CHE, YTPEHHUE I'OJIOBHbIE
0071, COHJIMBOCTh B T€UEHUE JHS, Y poauTenei nauueHtoB co CMA 5q crapiiero Bo3pacra Juisi paHHEN
JMAarHOCTHKHU TUTIOBEHTHIISIIUK U alHO? cHa [29].

VYpoBeHb yOeIUTEILHOCTH PeKOMEHAaIHii B (YypoBeHb T0CTOBEPHOCTH JIOKA3aTEIbCTB — 3)

- PexoMeHnmyercss yTOYHATh YacTOTy WH(EKIMOHHBIX 3a00JIeBaHWA M aHTHOMOTHKOTEpAIHuu 3a
nocienHue 6-12 Mecsies (B 3aBUCUMOCTH OT KpaTHOCTH HaOJt0/IeHus1) y poauTeneit nanueHTos co CMA
5q 1151 aeKBaTHOM OIEHKH cOMaTH4eckoro cratyca nanueHtos [30].

VYposeHs yoeautenbHoCTH pekoMeraaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

- PGKOMGH,}IyeTCSI YTOYHATH ’)KaJt00bI Ha HapyHmICHHA TJIOTaHUA KUAKOCTHU A/ TBepJIOﬁ ITHIIH,
OIMYMICHUE 3aCTPCBAHHA MUIIHU B I'OPJIC BO BPEMA I'JIOTAHUA, KAIICIIb WJIW IMOINEPXHUBAHUEC 10, BO BPEMSI
WM TOCJE TJIOTaHWS, HAMYWE XPUILIOTO WM "BIAXHOTO" rojoca MOCJHE aKTa IJIOTaHWsS, a TakKkKe
BJIIMSIHUE TIpOIlecca MpUEMa MUIIM Ha KayeCcTBO KU3HU Yy poautened mauueHtoB co CMA 5q msa
uckmoueHust gucharuu [20].

YposeHs yoeaurenbHoCTH pekoMeraiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5)

2.2. Pu3uKajanLHoe 00CIeI0BAHUE

Knunuueckoe obcienoBanue CMA BiirodaeT B cebsi mpoBelneHUE (U3MKAIBHOTO OCMOTpa ¢
aKI[EHTOM Ha KOCTHO-MBIIIEYHYIO CUCTEMY, U CBA3aHHBIX C HEM (YHKUIMOHAIBbHBIX HapylieHuidl. Beibop
UCIIOJIb3YeMbIX 00cieoBaHuil Oy/leT 3aBUCETh OT aCMEKTOB, KOTOpbIe Oojiee aKTyalbHbI AJISl KaXKIOM
CTeNneHu TsKecTH. JlaHHble (r3HUKaIbHOTO 00C/IeIOBaHUS OMUCAHBl B pa3jerie "KIMHUYecKas KapTuHa'.
Huxe oTpaskensl 0coO0eHHOCTH (PU3UKAIBHOTO 00CIIeOBaHMUS:

- Pexomenayetcs oneHka (U3NYECKOTO pa3BUTHUS (M3MEpPEHUE MACChl Tella U POCTa) B JTUHAMUKE
nareHTy co CMA 5q 1uist onleHKu HyTpuTHBHOTO craryca [31].

VYpoBeHb yoeauTeabHOCTH pekoMenaaiuii C (ypoBeHb TOCTOBEPHOCTH JI0KA3aTEIbCTB — 4)

Kommenrtapuu: ¥ nannentoB co CMA 4acTo O0TMEUaroTCsi U3MEHEHHUsI B HyTPUTUBHOM cTaTyce. Y
JIeXKaYMX MAIMEHTOB W MallUeHTOB C AUC(arreil MoBbIIMIAaeTC PUCK HEAOCTATOYHOCTH nUuTaHus. Cuusune
U XOJS4M€ MAIMEHTHI TOBEPKEHBI PUCKY M30BITOUHON MAacChl TE€Na/OKUPEHUIO B CBSI3U CO CHUIKEHHUEM
SHEProTpaT M3-3a YMEHBIICHHUS aKTUBHOCTH NpU yTpaTe crnocoOHocTh K xoas0e. [locie ycraHoBneHus
muarHoza CMA  BceM manuMeHTaM pEeKOMEHIYeTcsl KOHTPOJUpOBaTh pPOCT W Maccy Tela ¢
MEpUOANYHOCTRIO He MeHee | pa3a B 3-6 MecsdleB y JaeTeld MIAALIEr0 BO3pacTa U €XKErogHo y Jerei
CTapIlIero BO3pacTa v Yalle Mo MOKa3aHUsIM.

- Pexomenyercs oneHka (pyHKIMM KEeBaHUS U TIIOTaHUs manueHTy co CMA 5q i UCKITIOUeHHS
mucharuu [20, 32].

YposeHs yoeautenbHOCTH pekoMeHnaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 4)

Kommenrapuu: OT/ieibHOE BHUMAHKUE TIPU OCMOTPE YASNSIECTCS BO3MOKHBIM HAPYIIICHUSM TJI0TaHHSI
IpU KOPMJICHMM — CHIDKCHHIO M OTCYTCTBHIO TJIOTOYHOTO W HEOHOTO pPEQIIEKCOB, OCIAOICHHOMY
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COCAaHHIO y MAJIEHBKOIO peOEHKa, TPYAHOCTSAM C JKEBAHMEM M IPOIJIAThIBAHUEM IMHILIH, YBEINYEHUIO
JUINTEIBHOCTH €€ MpUeEMa, HAJTUUNIO KOHTPAKTYPHI YEJIIOCTHOIO CyCTaBa.

- PexomenayeTcst KIMHUYECKast OLleHKa JbIxaHus nanueHty co CMA 5q a1s HCKITIIOYEHUS] Halu4us
JbIXaTeNbHbIX HapyieHui [33].

YposeHs yoeautenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTE/ILCTB — 4)

Kommenrapuu: [leproanyHOCTh TPOBENCHHUS OLEHKHM W MOHUTOPHHTA JBIXaTENbHBIX (YHKIUH
3aBHCUT OT KJIMHUYECKOTO COCTOSIHUSI W CTETEHH IMPOTPECCHPOBAHUSA OOJE3HU y KaKIOro OOJIBHOTO.
YactoTa npoBeieHUsl OLIEHKH COCTaBJIIET B CPEIHEM OAMH pa3 B 3-0 MECSLEB Y HETSKENbIX MAllUEHTOB
co CMA II u CMA III. [pixatensHble (DyHKIMM OLIEHWBAIOTCS PEXE y IMAlUEHTOB, CIIOCOOHBIX K
CaMOCTOSITEJIBHOMY NEpPE/IBUKEHUIO, B CTAOUJIBHOM COCTOSIHMM, C OOJbIIEH YacTOTOH y JeKallux
MAIMEHTOB, C HECTAaOUIbHBIM TeueHreM 3aboseBanusi. C yactoToi 1 pa3 B 3 Mecsla MOXKET IPOBOJIUTCS
OlICHKA JbIXaHWS Yy TMAalUEHTOB, TMOJYYalOIUX HWHBAa3MBHYIO BEHTWIALMIO Jierkux. J[lns npered,
Haxosmuxcs Ha HUBJIL, xxenatensHo mpoBoauTh onieHKy 1 pa3 B mecsil. [Ipu CMA 1, eciiu pebeHok He
Haxoautcst Ha HUBJL, apixarenbHble HapyllleHUss MOTYT HapacTaTh O4€Hb OBICTPO, M MHOTA Tpelyercs
eme Ooyiee dyacrtas uX oueHka. OILEHKa BKJIIOYAeT OINpeeNieHue I[BeTa KOXXHBIX ITOKPOBOB,
3¢ (GEeKTUBHOCTH OTKAUUIMBAHUS, YaCTOTHl JbIXaHUS, H3MEPEHHE OKPYKHOCTH TpPYAHOM KJIETKH,
OTpeJieNieHue SKCKYpCHM TPYIHON KIETKHM, NPU3HAKOB JUCQYHKLUMU JAbIXaTEIbHOW MYCKYIaTypbl
(Hanmuyue nmapajoKCalbHOTO JbIXaHMSI, UCIIOJIb30BaHUE BCIIOMOTATEeIbHON JbIXaTeIbHOU MYCKYJIaTypPHI).

- Pexomennyercsa ocMOTp mo3BOHOYHMKA manueHTy co CMA 5q ans MCKIIFOYEHHs CKOJIM03a U
kugo3sa [34, 35].

Yposens yoeaurenbHoCTH pekoMeHaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 4)

Kommenrapun: Ilpu Bcex dopmax CMA pa3BuBaroTcs ckenetHble aegopmanmu. VckpuBieHue
MMO3BOHOYHHUKA, C MOHWKEHHBIM MBIIIEYHBIM TOHYCOM, HEMPEPHIBHO IMPOTPECCUPYET Ha MPOTSKEHUU
Bcel ku3HU. Takke y OOJBIIMHCTBA MAIlMEHTOB pa3BUBaeTCs KU(0o3 IpyJHOTO OTHAEe]a MO3BOHOUYHHUKA
Pa3HOil CTENEeHU BhIPAaKEHHOCTH.

- PexoMeHnayercsi oOmeHKa (DYHKIMOHAJIBHOTO JBUTATEIBHOTO CTaTyca II0 pPEJICBaHTHBIM
(GYHKIIMOHATBHBIM IIIKaJlaM U BPEMEHHBIM TecTaM marueHty co CMA 5q uist onpeaeneHus: HCXOIHOTO
cTaryca TMalMeHTa, a TAKXKe Ui MOHHUTOPUHTA JABUTATCIbHBIX (DYHKIMNA W JJIS1 OLIEHKU 3PPEKTHBHOCTH
maToreHeTH4ecKoi tepamuu [36-39].

VYpoBeHb yoeauTeabHOCTH pekoMenaamuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTENbLCTB — 4)

Kommenrapuu: Illkansr npusenenst B [Ipunoxxennn I'1. XKenatenpHo, 4T0OBI OIIEHKY IO IIKajam
MPOBOJIMWIIA  CEPTUPUIMPOBAHHBIC CICHUAINCTHl PETYISAPHO Ka)XJble IIECTh MECSIEB MPOBOIUTH
oOclieZIoBaHUs, €CIIM HET OCOOBIX OOCTOSITENBbCTB, TPEOYIOIUX JPYrod 4YacTOThl HAOIIOJCHUS.
JluHamuveckoe oOcCleoBaHUEe pPEOCHKAa [0 CHEHUAIBHBIM IIKaJaM OCOOCHHO Ba)KHO IIPH OIICHKE
3P PEKTUBHOCTH MOJIYy4aeMOi TapreTHou tepanuu. [Ipu oTcyTcTBUM cepTU(UIIMPOBAHHOTO CIECIMATACTA
JKeJaTeIbHO HAIPABUTh MAIMEHTA B TOT IICHTP, IJI¢ TAKKE CICIIHATUCThI €CTh.

- PexoMeHiyeTcs OLIEHUTh MOTPEOICHHE U BBIBEICHUE M3 OPraHHU3Ma MHKPOIJIEMEHTOB, 0COOCHHO
KaJjblusg ¥ BuTamuHa D, manmentam co CMA 5q ¢ HapylIeHUS MU HYTPUTUBHOTO CTaTyca JUIsi KOHTPOJIS
3a cocTosiHMEM KocTHOM TkaHu [20].

VYpoBeHb yoeauTenbHOCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

- PexoMeHayeTcss yCTaHOBJIGHHWE THIIA CIUHAJIBHOW MBIIIEUYHONW aucTpoduu 5q HAa OCHOBAHUU
KJIMHUYECKOW KapTHHBI 3a00JICBaHMsT B COOTBETCTBMM C KiaccH(UKalueil BceM MalueHTaMm ¢
MOJATBEPXJACHHBIM (KIMHUYECKH W/WIM TCHETUYECKH) JHMarHO30M JUIs ONpPEICNICHHs MpPOTHO3a
3aboneBanus [20].

YpoBeHb yoeautenbHOCTH pekoMeHnaauii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5)
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Kommentapun: Tunet CMA 5q (CMA 1, CMA 2 u CMA 3) cMmorperb B pazaene 1.5
Knaccugukamus 3a060seBaHus UM COCTOSHUSA (TPYIITBI 32001€BAHUI UM COCTOSTHUN).

2.3. JIabopaTopHbIe IMATHOCTHYECKHE UCCJIET0BAHMS

- PexomeHnnayercss MOJIEKYISIPHO-TE€HETHYECKOE HccienoBaHue Myrauuid B reHe SMNI1 Bcem
nanueHTam ¢ nogo3peHueM Ha CMA 5q ¢ 1enplo BBISBICHUS J€I€HUM SK30HOB 7 wiM 7-8
MOJICKYJISIPHO-TCHETHUYECKOTO MOATBEPKACHUs quarno3a [40].

YpoBeHb yOeAUTEIBHOCTH PeKoMeH 1aIuii B (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 2)

KommenTtapuu: "3010TbIM cTaHAApTOM" MOJIEKYIISIpHO-TEHETHYecKoro uccienosanus npu CMA 5q
SIBJIIETCS] KOJIMUECTBEHHBIN aHAIN3 — aHan3 yncia komuii reHoB SMN1 1 SMN2. JlanHoe ncclie1oBaHue
npoBoautcs Merofgamu I[P B peambHOM BpemeHu win kojmuecTBeHHOro MLPA-ananu3za. Jluarmos
MOATBEPXKIAETCS NpU OOHAPY)KEHUM JEJIeUU SK30HOB 7 WM 7-8 B TOMO3UTOTHOM COCTOSIHUM (T.€. B
00enx KOMUsIX TeHa).

- He pexomennyercsa wucnosib3zoBarh [ILP-IIJIP®-anain3 u [apyrue KadyeCTBEHHBIE METObI
HCCIIeIOBAaHUS KaKk MeToJa BblOopa marueHtaM c nojo3penueM Ha CMA 5q ¢ uenbio MoATBEpk ACHUS
nauarnosa [41].

YposeHs yoeautenbHoCTH pekomeraaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 3)

- PexomeHayeTcss BBINOJHATH IMOUCK TOYEYHBIX Myrauuid B reHe SMNI1 mertomom mnpsmoro
aBTOMAaTUYECKOTO0 CEKBEHUpOBaHUs 10 CoHrepy MalreHTaM C BBISBICHHOU Jenenueil B reTepo3uroTHOM
COCTOSIHHH C IEJIbI0 YCTAHOBJICHHS qrarHo3a [42].

Yposens yoeaurenbHOCTH pekoMeHaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTCIILCTB — 2)

KommenTtapun: Hanuuue neipenuu B TIeTEpO3UTOTHOM COCTOSIHUU OIpEAENseTcs] Kak Halndue
onHou kommu reHa SMNI. OOHapyKeHHE MAaTOreHHOW MyTamuu BO BTOpod Komuu reHa SMNI
noareepxkaaet nuarno3 CMA.

- He pexomenmyercs ycraHoBieHue auarHoza CMA 5q mamueHTtam ¢ OTCYTCTBHEM JCNCIUU
9Kk30HOB 7 miam 7-8 rera SMN1 [20].

VYpoBeHb yoeauTeabHOCTH pekoMenaaiuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 4)

Kommenrtapuu: OTcyrcTBUE Aenenuu 3k30H0B 7 uinu 7-8 rena SMN1 onpenensiercs kak HaaIu4yue 2
n Oonee xommii reHa SMNI1 meromamu I[P B peambHOM BpeMeHm wiu KoJndecTBeHHOTO MLPA-
aHanuza. B ciiyuae KpOBHOPOJCTBEHHBIX OPaKOB pEKOMEHIYETCsl MPOBECTH MOUCK TOUCUYHBIX MYyTallUi B
reie SMNI1 MeTogoM NpSIMOro aBTOMAaTUYECKOTO CeKBeHHpoBaHHS 1o CaHrepy Aaxe B cllyyae
OTCYTCTBHUS JIeJI€UU SK30HOB 7 miu 7-8 rena SMIN1.

- Pexomenayercs ompexaeneHue uucia komwii reHa SMN2 y mamueHTa C MOITBEP)KICHHBIM
reHeTu4eckuM auarno3om CMA 5q aiist onpeniesieHus mporHo3a TeueHust 0ose3Hu [43].

VYpoBeHb yoeauTeabHOCTH pekoMenaaiuii C (ypoBeHb T0OCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

Kommenrtapuu: Heob6xoaumo momuuTth, uto THI CMA y KOHKPETHOTO MallMeHTa HE MOXET OBITh
YCTAaHOBJIEH MO 4Huciay Komuil reHa SMN2, oH ompenensercss TOJNbKO KIMHUYECKU. Pexomenmyercs
YYUTBIBaTh 4YHMCIO Komuii reHa SMN2 mpu mporHo3e Te4eHUs 3a00JIeBaHMs, MOCKOIbKY 9TO BaKHBIN
(bakTop, OMpENeNsAmUNd THKECTh KIMHUYECKON KapTUHBI. PexomeHIyeTcs oOroBapuBaTh MpU
KOHCYJIbTUPOBAHUH MALlUEHTOB M UX CEMEMN, UTO HECMOTPSI HAa CUJIbHYIO CBSI3b KOJMuYecTBa Konuii SMN2
C IPOTHO30M, UMEIOTCS UCKIIFOUECHHUS.

- Pexomenayercs MOJEKyIsipHO-TEHETHUECKOE ucciiefqoBaHue myrauuid B reHe SMN1 poautensm
ManyeHTa ¢ TeHeTHYecKuM noarBepxkaeHrueM Hanmmauss CMA 5q konudectBeHHbIMU MeTogamu (ITL[P B
peanbHOM BpeMeHu uir MLPA-ananm3om) it mporHo3a aetoposxkacHus [44].
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VYpoBeHb yOeUTEIbHOCTH peKoMeHaAaluii A (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 1)

KomMenTapun: MosnekynsspHO-TeHEeTHUecKoe HccienoBaHue myranuii B reHe SMNI1  Taxoke
MOKAa3aHO POJAUTEIISIM YMEpIIEro peOeHKa ¢ MPEeANoIOKUTENbHBIM tuarno3oM CMA U OTCYTCTBHEM €ro
ouonornyeckoro matepuana s JIHK-nuarnoctuky, B mOBTOPHBIX Opakax poauTeseil 00IbHBIX JeTel —
UX HOBBIM CyNpyram (€ciu IJIaHUpPYeTcs JETOPOXKIECHHE), CypyraM B3pocibix nanueHtoB ¢ CMA npu
TUTAHUPOBAHUM JIETOPOKICHUS;, OJIM3KHUM POJICTBEHHHKaM (CHOCHI MAIlMEHTOB M CHOCBHI pOAMTENIEH
MAIMEHTOB) JJIsl MPOTHO3a MX MOTOMCTBA; JOHOPAaM CHEPMbI U SHLEKIETOK MPHU SKCTPAKOPHOPATHHOM
OTMOJIOJOTBOPEHUU. MOJIEKYIIIpHO-TEHETUYECKOE HcciieioBaHue MyTaiuii B reHe SMN1, kak u nipu psje
JPYrUX YacThIX ayTOCOMHO-PEIECCUBHBIX 00JIe3HEH, pEKOMEHAYETCs TPU IIAHUPOBAaHUM OEPEMEHHOCTH
B KPOBHOPOJICTBEHHBIX Opakax. Heobxomumo wuHOpMHpOBaTH poOIUTENCH ACTed C MOJEKYISIPHO
BEpU(UIIMPOBAHHBIM JHAarHO30M), a TaKKe TMapbl, B KOTOPHIX KaXIblii W3 MapTHEPOB SIBJISETCS
MOATBEPKIEHHBIM TE€TEPO3UTOTHBIM HOCHUTENeM jenenuu 7 win 7-8 »k30HOB TreHa SMNI, o
BO3MOXHOCTH IPOBEJIEHUS NpeHATalbHON (BO BpeMsi OEpeMEHHOCTH) WU MpeAUMIUIaHTallMOHHOU (C
WCIIOJb30BAHUEM  OKCTpakopropaiibHoro  omiogotBopenusi)  JIHK-mmarnoctuku  (cM.  pazmen
[Ipodunakruka).

- He pexomenmyercss uckimouath auarHo3 CMA y TanueHTOB ¢ HETUMUYHOW KIMHHUYECKOU
kaptuHoit CMA 5q Ha OCHOBaHMH YMEPEHHO MOBBINICHHOW aKTHBHOCTH KpeaTUHKHHA3bI [45].

Yposens yoeautenbHoCTH pekomeraaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 3)

KommenTtapun: YpoBeHnb kpeatnHuHasbl (kpeatudocdoxunaza, KOK) oObryHO HOpMasieH win
MOBBIIIEH HE3HAYUTENbHO, TEM HE MEHEee ONMCaHbl E€IUHWYHBIE Cciydau c BbicokuM (B 10 pa3)
MOBBIIIEHUEM YpPOBHSA AaKTUBHOCTH (epMeHTa. TakuM 00pa3oM, MOBBILICHHE YPOBHS (epMeHTa He
00s13arenpHO ucKIrogaeT nruardo3d CMA.

- Pexomenmyercs manueHTaMm C ycTaHOBJEHHBIM auarHo3oM CMA 5q, 0COOCHHO MalMeHTaM Co
CMA I, wuccnenoBaHue KHUCIOTHO-OCHOBHOTO COCTOSIHHMSI M Ta30B KPOBH JJIsI OILIEHKH CTENEHU
KOMIICHCAITUH JIBIXaTeIbHBIX HAPYIICHUH U ONPEIEICHHS TAKTHKH PECITMPATOPHOM o Iepkku [46].

Yposens yoeaurenbHoCTH pekoMeraiuii C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIILCTB — 4)

KommenTapun: M3MeHeHUST B KUCJIOTHO-OCHOBHOM PAaBHOBECHH BO3HHUKAIOT Ha JAJICKO 3aIleAIINX
CTaAMSIX JABIXaTEIbHON HEA0CTaTOYHOCTH. JKemaTeabHo JUisi CBOCBPEMEHHOM TUAarHOCTHUKH MCIIOJIb30BaTh
Oosiee MHPOpPMATUBHBIC HHCTPYMEHTAIBHBIC METOJIbI UCCIICIOBAHUS (KATHOMETPHIO U JIp. — CM. HUXKE).
JlexoMITeHCaIus IbIXaTeIbHBIX HAPYIICHUI KOHCTAaTUPYETCS MPU HATUYHH THIIEPKAITHAH U alli/103a.

- Pexkomenayercs BceM mMalMeHTaM C YCTaHOBJIEHHbIM pauarHozoM CMA 5q ompeneneHue
COJICpKaHUS TIFOKO3bI B KPOBU JIJISl HCKITIOUCHUS TUTIOTJIMKeMuu [47].

VYpoBeHb yoeauTeabHOCTH pekoMmenaaiuii C (ypoBeHb TOCTOBEPHOCTH JI0KA3aTEIbCTB — 4)

KoMMeHTapuu: mpu Hamu4uy MPU3HAKOB KETOAlM03a JOTIOJHUTEIHHO IMOKa3aHO OIpeeleHHe
KETOHOBBIX TeJl.

- Pexomennyercs wuccinemoBanue ypoBHs 25-OH Butammua [l B KpOBM BCEM TalUMEHTaM C
yCTaHOBJIEHHBIM 1uarHozoM CMA 5q mins MCKIIOuUeHHs] BO3MOXKHBIX HapylIeHHH ero oOMeHa u
nocnenyroiei koppekiuu [20].

VYpoBeHb yoeauTenbHOCTH pekoMeHaaruii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KomMmeHTapuu: cyIecTByeT KOHCEHCYC IO TIOBOJY HEOOXOJMMOCTH TPOBEICHHS JAaHHOTO
MCCIIEIOBAaHUS 110 MEHbIIIeH Mepe 1 pa3 B ro.
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2.4. UHcTpyMEHTAJIbHBIE JUATHOCTHYECKHE CCJIeJ0BAHUSA

2.4.1. UHcTpyMmeHTanbHble uccneposaHua ana gaunarHoctukn CMA 5q

- PexomeHnmyercsi anekTpoMuorpadus WrojpuaTas M dJIEKTPOHEHpoMHUOTrpadus CTHUMYISIIHOHHAS
(OTHOBpEMEHHO) TAaIMeHTaM C pPa3BUTHEM CHMIITOMOB IPOKCHMAIIbHOW MBIIIEYHON crmabocTu, ¢
OTCYTCTBHEM WJIM CHIDKEHHEM CYXOKWJIBHBIX peduiekcoB nocie 18 mecsues (xapakrepHo aiust CMA 111),
a Tarke Mpu OoJee paHHEM Pa3BUTHH STHX CHUMITOMOB, HO 0€3 THITMYHBIX KIMHUYECKUX TPOSIBICHHUHA
CMA 1 u Il Tuna ¢ nienbio ycTaHOBJICHUS Auartosa [48, 49].

YposeHb yoeautenbHoCTH pekoMenaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 4)

KommenTtapun: Ilpu oOGcnemoBanun mnanueHToB co CMA [OKHBI MPUMEHSTHCS HrOJIbuaTas
anekrpomuorpadgus (OMI') u crumynsuuonHas snextponerpomuorpadpus (OHMI). CtumynsiuonHas
OHMI' no3BoJisleT OLEHUTh OTBET MOTOHEHPOHOB CIHMHHOIO Mo3ra npu uccienoBanuu F-pomn. Ilpu
ctumyisinnonHor DHMI onpenenstorcs uamenenust F-BosiH: nosiBnenue ruranTckux F-BoJiH, mapHBIX U
MOBTOPHBIX F-BoH, wiau pacceimanHbix F-BomH wnm ux otcyrctBue (6ynoku F-Bosin). CkopocTtu
MIPOBEJICHUS] UMITYJIbCA U aMIUIUTYbl M-O0TBETOB MO MepUPEepuIecKUM JIBUTaTEIbHBIM BOJIOKHAM MOTYT
ObITh KaK HOpPMaJbHBIMHU, TaK U HEMHOTO CHM)KEHHBIMH 32 CUET BTOPUYHBIX AKCOHAJIbHBIX M3MEHEHUH.
HUronpuatas OMI mno3BosisseT HcciaeoBaTh KOHKPETHYHO MBIy W ONPENEIUTh  CTENEHb
JNEHEPBAMOHHOM akTWBHOCTH. Ilpm wronpuyaroi OMI' XapakTepHO: YBEIMYEHHE aMILIUTY.IbI
UHTEeP(HEPEHITMOHHON KPUBOH, Pa3pekKeHHOCTh HHTEP()EPEHIIMOHHON KPUBOMW, TMOSBICHUS Pa3IAYHBIX
MOTEHIIMAJIOB CTIOHTAHHOI aKTUBHOCTH, CKJIA/IbIBAIOIIMXCS B TaK Ha3bIBaeMblii "puT™M vactokosa" [49].

- PekxomeHnayercs MarHUTHO-pE30HAHCHAs TOMOTrpadusi MBIIIEYHOM CHCTEMbl NallMeHTaM C
MPOKCUMAJIGHON MBIIIICYHOW THUIIOTOHMEH W MBIIICYHON CJIa00CThIO, HE HMMEIONIUM T'E€HETHYECKOTO
MIOATBEPK/ICHUS NTMarHosa, ¢ nenbto nuddepennmanbaoit auarnoctukn CMA 5q u apyrux HEpBHO-
MBIIIEYHBIX 3a00eBanwmii [50].

VYpoBeHb yOeAUTEIHOCTH PEKOMEH Al A (YpOBEHB TOCTOBEPHOCTH IOKA3aTEIbCTB — 2)

KomMmentapuu: MPT Mmbliii BEISIBISET KMPOBOE 3aMEILIEHUE MBIIIEYHON TKaHW. Busyanusupyercs
XapaKTepHBINA MAaTTEPH MOPaXKEHUs — runepTpodust U OTHOCUTENbHAs coxpaHHocTh m. adductor longus
(ITMHHOW TOJIOBKM aJJIyKTOpa), KOTOPBIM SBISETCA JOBOJBHO CHEUU(DUYHBIM Uil CIIHHAIBHOU
MblleyHoi aTpoduu. OpHako crenudUyYecKuil nmaTTepH MOpPaKeHHs MPOSBIAETCS Ha MO3JHEH cTaauu
3a00JieBaHUs, B CAMOM Hayalie 3a00JI€BaHuUs M Y MAJICHBKUX JIETEH BBISBUTDH €r0 JOBOJIHHO TPYIHO.

- Pexomenayercst OUOICUSI MBIIIIBI TAIIMEHTY C aTUMUYHBIM BAPUAHTOM CIMHAIBHON MBIIICYHON
atpodun, ecnu guarHo3 CMA 5q He MOATBEpKAEH T'€HETHYECKH, C Ienblo auddepeHnanibHOro
nuarHoza CMA 5q u Apyrux HEpBHO-MBIIICUHBIX 3a00eBaHmit [51].

VYpoBeHb yoeauTeabHOCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JI0KA3aTEIbCTB — 4)

- PexoMmeHnmyercs maToJOroaHaTOMHUYECKOE HCCIEJOBaHUE OWOICUIHOTO  (OTEPaLIOHHOTO)
Marepuana MBIIIEYHOH TKaHW C TNPUMEHEHHEM HMMMYHOTHCTOXMMHUYECKHX METOJ/IOB IallUeHTY C
aTUIWYHBIM BapUaHTOM CIMHAIBbHOM MblIeqHO arpoduu, ecin auarHo3 CMA 5q He HOATBEpXKJIeH
TeHETHYECKH, C 11eTbi0 uddepennnansHoro nuarsosa [51].

VpoBeHb yoeautensHOCTH pekomeraanuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 4)

Kommenrapuu: Ilpu MopdosioruyeckoM ucciaeloBaHMM OWONTaTa MBI Y [alUEHTOB CO
CIMHAJIBHON MBIIICYHOW aTpoduel BBIABIAIOTCS Hecneuuduyeckue MPU3HAKU IyYKOBOHM aTpoduu u
IPYINIUPOBKHA MBILIIEUYHBIX BOJOKOH. BOJIBIIMHCTBO YBEIMUYEHHBIX MBILIIEUHBIX BOJOKOH OTHOCATCA K I
Tuny. Bce MMMyHOTrHCTOXUMHUYECKHE MapKepbl OYAyT HOpMaJbHBIMU. YIIBTPAaCTPYKTYpHbIE H3MEHEHUS
TaKke OyayT Hecenn(puIeCKUMH.
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2.4.2. WNHcTpyMeHTanbHble uccrefoBaHuUs AN AMArHOCTUKU KapAuonornyeckux
ocnoxHeHun CMA 5q

- Pexomennyercs peructpanus snekrpokapauorpammbl (OKI') Bcem mnamuentam co CMA 5q ¢
yacToTol 1 pa3 B roa, a TakkKe Ieped ONEPATHBHBIM OPTONEAWYECKUM BMELIATENbCTBOM IS
UCKITIOYEHMsSI HApyIICHUI puTMa cepauna [52].

YpoBeHb yOeAUTEIBHOCTH peKoMeH 1aliuii B (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 3)

Kommenrtapuu: ¥ nauuenro ¢ CMA | Tuna npeBanupyroT BpOKJICHHbIE CTPYKTYpPHbIE HapyLLIEHUS
(medexTsl TeperopoioK, NeeKThl BBIHOCAIIMX TPAKTOB). Y TMAlMEHTOB C MEHEE TsDKEIbIMH (hopMamu
CMA mnpeBanupyloT NPHOOpPETEHHbIE HApYIICHUS pUTMa, HanOoJiee YacTO — HAPYIICHUS WHUIHALIUU
putma. [Ipu mosiBieHuu >xanod WiIM KIMHUYECKOW CHUMIITOMATHKU MOPAXEHHS CEplIeYHO-COCYIUCTON
CUCTEMBbI BOIIPOC KPAaTHOCTU HAOJIOEHUH pertaeTcss MHANBUAYAIBHO Y KaXK/I0TO MalUeHTAa.

- Pexomennyercs axokapanorpagus (3XO-KI') nanuenty ¢ ycranoBiaeHHbIM auarHozom CMA 5q
He pexxe | pa3a B roj Ajsl UCKIIIOYEHMS WIIM OLIEHKU CTENEHU TSAKECTH M MOHUTOPUHIA BPOXKACHHON MIH
nproOpeTeHHOM maToioruu cepana [53].

VYpoBeHb yoeauTenbHOCTH pekoMenaauii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEeIbCTB — 4)

KomMmenTapuu: BpoxxaeHHbie NOpokH cepna nHoraa Berpedarores npu CMA 1. Kapanomuonatus
yaile HaOIIoaeTcsl y MalKueHTOB CO CIUHAIBHON MbIIIeYHOW aTpodueil 1 U 2 TUNOB U MPOTEKAeT 1o
TUIY AWJIATAlMOHHOM. B TsXKenbIX cilydasx MOXET pa3BHUBATbCA KilacCHYecKash KapTHHA JIETOYHOU
TUNEepTEeH3MH (OABIINIKA, LHWAHO3, T'eMOJMHAMHYECKHWE HApyIIEHUS BIUIOTh [0 OTeKa JIETKUX H3-3a
C/IaBJIEHUSl PpACHIMPEHHBIMU TMPaBbIMHM OTJENIaMU JIEBOTO IKENIyJ0YKa U CHIDKEHHS HBaKyaTOpPHOU
crocoOHOCTH JeBoro >kemymodka). DXO-KI' Taxke pekOMEHJOBaHA MAIMEHTaM C MEHEE TsHKEIbIMU
dbopmamu CMA 5q mpu HaIMYMK KIMHAYECKUX CHUMIITOMOB, a Takke BceMm mamueHtram CMA 5q B
KauecTBe 00CiIeI0BaHUS Mepe XUPYPruuecKUM BMEIIATeIbCTBOM.

2.4.3. NHcTpyMeHTanbHble UccnefoBaHUA ANA AWMArHOCTUKU ocnoxHeHun CMA 5q
CO CTOPOHbI ONOPHO-ABUraTesNIbHOM CUCTEMbI

- Pexomenayercs peHTTeHOACHCUTOMETPHUS (MOSCHUYHOTO OT/Ela MO3BOHOYHMKA MALUEHTY C
nuarnozom CMA 5q crapmie 6 Jsier ¢ yactotoid | pa3 B roa sl UCKIIOUEHHS OCTeonopo3a. Takke
pEeKOMEHAyeTCsl  MPOBEJCHHE JTOTO  HCCIENOBaHHWS MpU  MOATOTOBKE K  OPTONEIUYECKOMY
XHPYPru4ecKoMy BMEIIATeILCTBY [54].

VYpoBeHb yoeauTeabHOCTH pekoMenaamuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEeIbCTB — 4)

Kommentapuu: I[lpu oOHapykeHun octeonopos3a B MOSICHUYHOM OT[IeJie NMO3BOHOYHMKA MMOKa3aHa
peHTreHoieHcuToMeTpus Beero tena. [[nst manuentoB co CMA xapakTepHa BbICOKasl 4acTOTa MEPEIOMOB
u octeoneHuu. JlaHHble pPHUCKU OOYCIOBJIEHBI HE TOJBKO MBIIIEUHON CIAa0OCThI0O W HU3KOM
MOJBIKHOCTBIO TAIlMEHTOB, HO M TeM, 4To reH SMN wurpaer ompeaeleHHYI pojib B MeTaboiIn3Me
KOCTHOM TKaHu [54].

- Pexomennyercss peHTreHorpadusi MO3BOHOYHHMKA, CHEIHANbHBIE HCCIEIOBAHUS M IMPOCKIHH C
u3MepenneM yrina Ko66a maumenty co CMA 5q ¢ HapylmleHMEM OCAaHKM W/WIM BHUJIUMBIMHU
neopManusAMu IpyIHOM KIETKHM M TMO3BOHOYHHMKA JUIS MCKIIOUEHHsS KH(POCKOJINO3a U OIpeNesICHHs
JaibHEHIIeH OpTONeINUeCcKON TaKTHKH BeIeHHS anuenTa [55].

VpoBeHb yoeautensHOCTH pekomeraanuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 4)

Kommenrtapuu: PeHTreHorpamMmma mo3BOHOYHHMKA (IIEHHOTO, TPyAHOTO U TMOSCHUYHOIO OT/IENIOB
MO3BOHOYHHUKA C 3aXBaTOM Ta3a U Ta300€PEHHBIX CYCTaBOB) BBIMOJIHAETCS B MepeaHe3aaHeil 1 60KoBOi
npoekuusax. MccnenoBanue npoBoauTcs B HauOosiee BO3MOKHOM BEPTUKAIBHOM I0JIOKEHUH TMAIMEHTa,
MPUHUMAEMOM HE3aBUCHUMO OT BCIIOMOTATEIbHBIX YCTPOUCTB (T.€. CUAS y AeTell, KOTOpble MOTYT CHETh
camocTosTeNbHO, cTos pu CMA 111, nexa y nexadnx MauueHToB) Ui ONPEIEIeHNs U KOJINYECTBEHHOM
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OLIGHKU CTeTeHH Ae(opMariy MO3BOHOYHHMKA KaK BO (PPOHTAIBHON, TaK U B CAarUTTAJILHOMN IJIOCKOCTSIX.
Pentrenorpamma Ta300eqpeHHBIX CYCTaBOB HEOOXOMMa MPH KIMHUYECKOW MaHH(ECTallMu MPU3HAKOB,
Tak Kak y mnamueHToB ¢ CMA pacnpocTpaHeHa HECTaOMJIBHOCTh Tazo0enpeHHoro cycraBa [53].
Pentrenorpadus no3Bonoununka mnposoautcss nanueHTam co CMA I u CMA 1I co ckonmozom > 20°
(pentrenorpadus NO3BOHOYHHMKA B MPSAMOW MPOEKIIMU B IMOJIOKCHUH CUMAS U Jiexka) 1 pa3 B 6 mec., u
3aT€M €XEroJHO IOcje MOJIHOIO Pa3BUTUS CKEJeTa JUIsi KOHTPOJS 3a JUHAMHUKOM KH(POCKOIMOo3a U
ONpEAENICHUs JAIbHEUIIEH OPTONEINYECKON TAKTUKHU BeAcHUs nauueHTa. [Ipu OTAeNbHBIX MOKa3aHUIX
(mosiBJIeHME HOBBIX KJIMHUYECKUX TPOSBICHUA TATOJOTMM M WX OTpUIATE]IbHAs JIMHAMUKA)
HCCIIeIOBaHUe POBOAMTCS vamie. [Ipu 3ToM yacToTa 0CMOTPOB JIOJDKHA OBITH OMpesesieHa MpoQUIbHBIM
CHELHATMCTOM WU MYJIbTUAUCIUILIMHAPHBIM KOHCUIIMYMOM.

2.4.4. NucTpyMeHTanbHble UCCreAoBaHUA ANA AMarHoCcTMKu ocrnoxHeHun CMA 5q
CO CTOPOHbI AblXaTeNIbHOW CUCTEMBI

- Pexomenmyercsi mpuienabHas peHTreHorpadusi OpraHoB TPYIAHOM KIETKM BCEM NalHdeHTaM CO
CMA 5q xkak MUHEMYM pa3 B 2 roja Jyisl HCKJIFoueHus arenekra3on [30].
Yposens yoeautenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

- PexoMeHnnmyercs mnpoBeneHue kKamHoMmeTpuu nanueHtaM co CMA [ tuna s ompeaesieHus
HAJIMYMSI ¥ OLIEHKH TUIIOBEHTHIISAINH [56].

VYposens yoeautenbHoCTH pekomeraaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

KommenTapun: s jekadyux TAIMEHTOB 3TO OOCJIEIOBAaHHUE JOJDKHO TPOBOAUTHCA 1 pas B 3
Mecsla, 171 MEHee TSAKENbIX NallUEHTOB — peXKe.

- PexoMeHayeTcss 4YpecKOKHBII MOHUTOPHHI MapIUAIbHOTO JaBJIEHUS KHUCIOpOAa BO BpeMms
HOYHOT'O CHa B CTallMOHAPHBIX yclIoBUAX mamuentam co CMA 5q I tuna, a Takxke y nanueHtoB co CMA
II Tuna mpu MUHUMAJIBHBIX MOJO3PEHUSAX IS BBISIBICHUS HOYHON TMIIOBEHTHJIALUU U OOCTPYKTUBHOIO
ammHo) cHa [56].

VYpoBeHb yoeauTeabHOCTH pekoMenaamuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

Kommenrtapuu: Mcnonb3oBaHne OKCUMETPUHM B KadeCTBE €IMHCTBEHHOTO CHOCO0a MOHUTOPUHTA
HOYHOI THMOBEHTUJISIIUN CUUTAETCS JOMYCTUMBIM, KOTa HET BO3MOYKHOCTH BBIMOIHATH KalmHOTpaduio.
B HOopMme nokazatenu carypanuu HaxonsaTcs B npenenax 95-100%. Ilpu SpO2 vuxe 90% nHeoOxomumo
MPUHATh HEOTNOXHble Mepbl. Carypauus mexnay 94-90% cumraercs norpanuuyHoil. Ilanumentam c
TUTMOBEHTUJISIIUEH PEKOMEHI0BAaHO UMETh JI0Ma MyJIbCOKCUMETP.

- PexomeHnyercss wucciegoBaHHE HECIPOBOLIMPOBAHHBIX JbIXaTEIbHBIX OOBEMOB M IOTOKOB
nauueHtam co CMA 5q crapuie 5 ser i onpeaeneHns CTENEHU TAXKECTH JbIXaTeNIbHbIX HapyIIEeHU! 1
BBIOOpA BUJIa PECIIMPATOPHOI HOIACPKKHU [56].

VYpoBeHb yoeauTeabHOCTH pekoMenaaiuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KommenTtapun: PexomeHayeTcs BBINOJIHATH WCCIEIOBAHUE HECIIPOBOLMPOBAHHBIX JIBIXATEIbHBIX
00BeMOB U MOTOKOB MarueHnTaM co CMA crapiie 5 jeT, ciocOOHBIM BBIIIOJIHUTH JIAHHOE HCCIIEAO0BaHUE,
1 pa3 B 6 mecsaueB angs CMA Il tuna u 1 pa3 B 12 mecsaueB mns CMA Il tunma. Camplii nmyqymuii u
IIPOCTOM MapaMeTp I OTCIEKUBAHUSA CHIIbI JBIXaTEIbHON MYCKYJNATyphl y AeTed-nanueHToB co CMA
(cTIOCOOHBIX BBIMIOJHUTH MCCIEOBAHUE) — 3TO (PopcUpoBaHHAs JKM3HEHHast eMKocTh Jierkux (MXKEJD).
[Taumentsl co cHmkenueM PXKEIL ot 20% n0 50% OT HOMKHOTO MOABEPKEHBI MOBBILIEHHOMY PHUCKY
JIETOYHBIX OcNokHeHuH, a nmanueHTsl ¢ GIKEJT < 20% — eme 6onee BEICOKOMY pHCKy. [ manueHToB ¢
@XKEJI > 60% xapakTepeH HU3KUH PUCK HOYHOM rMHOBEHTHIALMH. MccnenoBanue BAMSHUA (QyHKIHH
JBIXaTE€IbHON MYCKYJIATyphl, B TOM YHCJIE HA MAaKCUMAJIbHOE JAaBJIEHUE BA0XA, HA3aJIbHOE PECIIMPATOPHOE
JABJICHWE WIM MaKCHMAJIbHOE [aBJICHWE BBII0OXA, HE [JA€T JOCTATOYHOM WM JIOTIOJIHUTEIbHOU
uHpopmanuu npu cpasHennu ¢ @XKEJI y marmentoB co CMA.
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- PexomMenayercss KapIMOpPECIHPATOPHBIA MOHHMTOPUHI (AMCTAaHIMOHHOE HAOMIOZCHUE 32
MOKa3aTeNSIMH YaCTOThI CEPACYHBIX COKPALICHUN U TUCTAHIMOHHOE HaOIMoneHe 3a (PyHKIIMOHAIBHBIMU
HapyILIEHUsIMM [I0Ka3aTeled BHEIIHEro [bIXaHWs) B crauudoHape Bcem mnanueHtam co CMA I u
naruerTam co CMA 11 crapmie 5 et co cHmkeHneM GopcrupoBaHHOTO BIIoxa Ha 45% u 6onee 1 pa3 B 6
MECSILIEB JUISl KOHTPOJISL HaJl TPOrPEeCCUPOBAHMEM JIBIXAaTeIbHBIX HapyLIeHui [57].

VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii C (YypoBeHb TIOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KommenTtapun: Ha xonen 2019 rona mccienoBaHue AOCTYIHO Ul HAllMEHTOB, HaXOMSIIMUXCS B
CTEIUAIM3UPOBAHHBIX 110 HEPBHO-MBIIICYHBIM 3200JICBAaHHSM HEBPOJIOTUYECKUX OTHeneHusXx. Konevno,
JKeJIaTeIbHO BHEJIPEHUE 3TOTO METOJIa U B IPYTrUX HEBPOJIOIMUECKUX OTJEICHUSX, U B IIOMOIIb HA JIOMY.
[Ipy HEBO3MOKHOCTH MPOBEIEHUS KApAMOPECIIUPATOPHOIO MOHUTOPHHIA, MOKHO BOCIHOJIb30BaThCS
0oJiee MPOCThIM, HO MEHEE CHEU(PUIHBIM METOJOM HOYHOU MyJIbCOKCUMETPHUU.

- Pexomenryercs npoBenenue nonucomHorpaduu namueHtam co CMA 5q, ecnu ecTb MoJI03peHne
Ha HAJIMYKE TUTIOBCHTUIISAIMHI JIJIsl yTOYHEHUS €¢ XapaKTepa U UCKIIFOUCHHUST COHHBIX armHod [57].

YposeHb yoeautenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — b)

KommenTapuu: Ilamments co CMA nosBep:KeHbl HapyIIEHHUIO JbIXaHUs BO CHE, HauboJjee 4acTo —
THIMOBEHTWJISIIIAMA  ¥M3-32 YMEHBIICHUS JBIXaTeJIbHOTO 00beMa, HapylieHus padoThl auadparmsl,
CHIDKEHUSI (DYHKIIUM MEXPeOSpHBIX M BCIOMOTATENBHBIX MBI Takke oTMedaeTcsi 0OCTPYKTHBHBIH
CHHIIPOM H3-32 CJIa0OCTH MBIIII TOPTaHW W TJIOTKH, OOYCIOBIMBAIOMIMK IPEAPACIIONIOKEHHOCTh K
KOJUIATCY JBIXaTeTbHBIX TyTeH.

2.5. Uable TMAarHOCTHYECKHE UCCJIeT0BAHUSA

KoHcynpTamum cnenuaiucToOB MOTYT OKa3bIBaThCS IMAIIMEHTaM Ha pa3HBIX dTalax OKa3aHHs
MEJIUIIMHCKOM MOMOIITH, B TOM YHUCJIE B MIEPUOJ TUAarHOCTHKHU 3a00JICBaHU.

- Pexomenayetcst mpuem (OCMOTpP ¥ KOHCYJIbTAIIMS) Bpaua-HEBPOJIOTa IEPBUYHBIN BCEM MaIlUEHTaM
¢ mogo3penueM Ha Hanmnure CMA 5q ¢ menbio moaTBepskacHus aquartosa [20].

Yposens yoeaurenbHoCTH pekoMeraauii C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIILCTB — D)

KommenTapun: Ecnu Bpad-HEBpOJIOT MOATBEP)KAAET BEPOSTHOCTh HAIWYHUS OOJIC3HH, OH JOJDKEH
HaIpaBUTh peOCHKA HAa TEHETUYECKOE 00CIIeI0BaHHME.

- Pexomenayercst mpuem (OCMOTP M KOHCYJIbTAIMs) Bpadya-HEBPOJIOTa MOBTOPHBIA BCEM MaIleHTaM
¢ monmo3penneM Ha Hamuune CMA 5q, mpomeamuM JOTNOTHUTENbHBIE 00CIeoBaHUs (B TOM YHCIIE
TCHETUYECKYIO TMarHOCTUKY) C IIeIIbI0 TIOATBepKIeHHs qrarHo3a [20].

VYpoBeHb yoeauTeabHOCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

- Pexomennyercss mpuem (OCMOTpP M KOHCYJIbTAIlMs) Bpada-T€HETHKAa MEPBUYHBIA MAlUEHTaM C
nogo3peHueM Ha Hannune CMA 5q, eciu OHM HampaBlIeHbl HA KOHCYJIbTAIMIO BPauOM-MIEAHUATPOM UITU
BpPauOM-HEBPOJIOTOM C TIEJIBIO TIOATBEpKAcHHS qrarHosa [20].

VYpoBeHb yoeauTenbHOCTH pekoMeHaaruii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

Kommenrtapuu: IlepBeiM crienmanucToM, K KOTOPOMY Bpad-TieuaTp HAMpaBUT MAIMEHTa, MOXKET
0Ka3aThCsl HE Bpau-HEBPOJIOT, @ UMEHHO Bpay-TEHETHUK.

- Pexomenayetcst mpueM (KOHCYAbTaIMs) Bpada-TpaBMaTOJIOTa-OpTOMNeaa MePBUYHBINA MAIUEHTY C
MOATBEPXKAEHHBIM  nuarHozoM CMA 5q Uil  OLIEHKM Hamu4us CKENEeTHBIX  AedopMaruii,
(GYHKIIMOHATBHBIX BO3MOXKHOCTEH peOeHKa, He0OX0AMMOCTH U 00beMa oprezupoBanus [20].

YposeHs yoeautenbHOCTH pekoMeHnaiuii C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTENIbCTB — 5)

KommenTtapun: OcMOTp cCrieruaincTa BKIIOYAET OIIEHKY 00beMa IBMKEHHUH B CycTaBaX M HaIHUUS
WCKPUBJICHUH MO3BOHOYHHKA, & TAK)KE OLIEHKY MBIIIEYHOU CHIIBI U (PYHKIIMOHAIBHBIX BO3MOXKHOCTEH 10
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Ka)KJI0 KOHEYHOCTH | CyCTaBy. Pemaiorcst BOpockl HE0OOX0IUMOTO OPTE3UPOBAHUS.

- Pexomenpayercst npueMm (KOHCyJIbTalusl) Bpada-TpaBMaTOJIOra-opToliea NOBTOPHBIN MAlUEHTY C
MOATBEPXACHHBIM JuarHo3oM CMA 5q 1 OLIEHKHM IPOTPEecCHpPOBAHUsS CKEJIETHBIX Je(opMaiui,
BBIOOpA TEXHOJIOTHI OPTE3MPOBAHUS M IMOCTYPAIBHOTO KOHTPOJS, a TAKKE Ui PELICHHs BOIMpoca O
MOKa3aHUSIX K XUPYPrUuecKoMy opTorneandeckomy jeuenuto [20].

VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii C (YypoBeHb TIOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

- Pekomenyercs nprieM (OCMOTP M KOHCYJIBTAIlMs) Bpada-IyJIbMOHOJIOTAa IEPBUYHBIN MMALUEHTY C
noaTBepkaAeHHBIM auarHozoM CMA 5q ¢ uenpio OOHapY)KEHHUS [IBIXaTeNbHBIX HapyIIEHUH U
OTIPEICTICHUS] TAKTUKHU PECITUPATOPHON MOIACPKKH [57].

YposeHs yoeautenbHOCTH pekomMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEILCTB — 5)

Kommenrapun: Bpau-nmynbMoOHONIOT — OmpenensieT, HYKHBI JIM TAalWeHTY JIOTIOJHHUTEIbHEIC
oOciileZloBaHUsl M KaKHe MMEHHO (aHaJM3 Ta30BOTO COCTaBa KPOBH, PEHTTCHOTpa(usi TPyTHOU KIETKH,
KapIMOpEeCTIMPATOPHBII MOHUTOPUHT, CIIUPOMETPHSI )

- Pexomennyercst mpueM (OCMOTpP UM KOHCY/IbTAllMsI) Bpadya-IyJbMOHOJIOTa IOBTOPHBIN MAaIlUEHTY C
MOATBEPXKAEHHBIM auarHo3oM CMA 5q ¢ wenbio OOHapyXeHHUS [JIbIXaTeNbHbIX HapylIeHUH W
OTIpEIeTICHNUS NATbHEHIIIeH TAKTUKU PECTUPATOPHON MOIACPKKHU [57].

Yposens yoeautenbHoCTH pekoMeraaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

- Pexomennyercs mpueM (0OCMOTp, KOHCYJIbTAllMsA) Bpadya-racTpo3HTEPOsIora NepBUYHbIN MAlIUEHTY
co CMA 5q mnpu HamWyuu COOTBETCTBYIOIUX kanoO (cMm. pasmen JKamoOwl) mas HazHAYCHUS
oOceoBanus u jgeucHus [57].

Yposens yoeaurenbHOCTH pekoMeraaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

- Pekomenmyercs npriem (0CMOTp, KOHCYJIbTAIHSI) Bpada-racTPOIHTEPOJIOTa MOBTOPHBIN MAIIHEHTY
co CMA 5q nipu HaIM4UK COOTBETCTBYIONTUX ko0 (cM. pasnaen XKamoObl) mjis uarHo3a OCIOKHEHUH U
onpenenenus 3pdexkruBHoCTH NeyeHus [57].

YpoBeHb yoeauTeabHoCTH pekoMmenaamuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

- Pexomenpgyercss mpuem (OCMOTp, KOHCYJbTallMs) Bpauya-IHEToJora NEpBUYHBIM MAIlMEHTy CO
CMA 5q, KOTOphIii HMMEET HapylmeHHs HYTPUTHUBHOIO CTAaTyca WM YrpokaeM II0 Pa3BUTHIO
HEJIOCTATOYHOTO MJIK W30BITOYHOTO MUTAHUS, C IIENBI0 AUETUYeCKO# Koppekiuu [20].

VYpoBeHb yoeauTeabHOCTH pekoMenaamuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

- Pexomennyercs mprem (0CMOTp, KOHCYJIbTAIIMsI) Bpada-IueToJiora MOBTOPHBIN narueHty co CMA
5q ¢ HapyIIeHHEeM HYTPUTHBHOTO CTaTyca Uit OleHKH 3 dextuBHOCTH nueThl [20].
VYpoBeHb yoeauTeabHOCTH pekoMenaaiuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

- Pexomenayercs mpueM (OCMOTp, KOHCY/IbTallusl) Bpaya — JETCKOI'O KapAuoJiora HEepBUYHBIN
nanenty co CMA 5q npu obGHapyxeHun natonorndeckux mizMmeHeHuit Ha OKIT u 3XO-O3C ans
Ha3zHaveHus Tepanuu [57].

VpoBeHb yoeautenbHOCTH pekomeraanuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 5)

- Pexomenayercss mpueM (OCMOTp, KOHCYJIbTallUs) Bpada — AETCKOTO KapAHOJIOTa TOBTOPHBIM
narrieHTy co CMA 5q, koTopomy ObLITIO Ha3HAYECHO JICUEHHE, C IEIbI0 OIIeHKH ero 3¢ dexruBHocTr [57].
YposeHb yoeautenbHOCTH pekoMeHnaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5)

- PCKOMCH,I[y}OTCH NEPBHUYHBIC KOHCYJIbTAllUN Bpaqef/'l U HHBIX CIEHHAIHCTOB U3 MEIUIIUHCKOM
opranu3anyu HWJIH €€  CTPYKTYPHOIO TIOAPA3aCIICHUA, OKa3bIBAromicro ClicnuaJin3npoOBaHHYIO
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NAJUIMATUBHYIO MEAMIMHCKYIO TomMoulp neTsiM co CMA 5q, pu Halnu4uuu MOKa3aHUi, JUIsl ONpee/ICHUs
00beMa HEOOXO0IMMOM MAJTMATUBHOU TIoMoIIH [57].
YpoBeHb yoeauTenbHoCTH pekoMmeHaanuii C (YypoBeHb IOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)
KOMMCHTapI/II/II KOHchIBTaL[I/IH OTHOCHUTEJIHLHO NAJUTMATUBHOU IIOMOIIIN MOKET OKAa3bIBATHCA HA BCEX
sTamax BeAeHusa mnaunueHTa co CMA: mpu IOCTaHOBKE [MAarHo3a, BO BpeMs HPHUHSITHUS KIIIOYEBBIX
TCPAIICBTUUCCKUX peHIeHPIfI, IIpru BO3HUKHOBCHHH JKHU3HCYI'POKAKOIIUX COCTOSIHI/II?I, a TaKXKe B
TepMUHAJIbHON (a3ze 3a00s1eBaHus.

- PexoMmeHyl0TCS MOBTOpPHBIE KOHCYJIbTAllMM Bpade€il M HHBIX CHELMATUCTOB W3 MEIUIIMHCKOM
OpraHM3alMi WJIM €€ CTPYKTYPHOIO MOAPA3JENICHUs, OKa3bIBAIOUIET0 CHELHATU3UPOBAHHYIO
MaJVIMaTUBHYIO MEAUIIMHCKYIO Tomouls neTsiM co CMA 5q, nmpu HalIU4Yuu NMOKa3aHUM, JUIsl ONpeesieHus
o0beMa He0OX0JMMO MAJUTMATUBHOW TIOMOIIU U OLleHKH ee dddekTuBHOCTH [57].

YposeHb yoeautenbHOCTH pekoMeHraaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5)

- PexomentyeTcst mpueM (0CMOTp, KOHCY/IbTAIlMs) Bpada Mo jeueOHON (U3KYIbType, HalueHTy CO
CMA 5q s onpeziesieHust o0beMa 1 tiaHa peadmmmranuu [20].
Yposens yoeautenbHoCTH pekomeraaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

- Pexomenayercs npueM (0cMOTp, KOHCYJIbTalMsI) Bpada o JiedeOHOM (hU3KyIbTYpe MOBTOPHBIM
nanueHty co CMA 5q s oneHkd dS()PEKTUBHOCTH peaOWIUTAIMM W ONpPENEICHUS TaKTHKU
nanpHeitmero aeuenus [20].

VYposens yoeautenbHoCTH pekomeraaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — b)

- Pekomenmyercs mpuem (0CMOTp, KOHCYIIBTAIMs ) Bpada-(hu3noTepaneBTa IepBUYHBINA MAI[HEHTY CO
CMA 5q st onpenienienust TaKTUKK (pu3noTepaneBTuaeckoro acueHus [20].
YposeHs yoeaurenbHOCTH pekoMeHaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5)

- Pexomennayercs mpuem (0CMOTp, KOHCYJIbTAINs) Bpadya-(hru3noTepaneBTa MOBTOPHBINA MAIIMEHTY CO
CMA 5q st onpenienienust TaKTUKA (pu3noTepaneBTuaeckoro aeueHus [20].
YpoBeHb yoeauTeapHOCTH pekoMeHaaiui C (YpoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

3. .JqueHne, BKJIKOYasd MEAUKAMECHTO3ZHYI0O 1 HEMCIUKAMECHTO3ZHYIO TCPAaIluH,
AUETOTEpPAIINIO, 066360.]II/IB21HI/I6, MEINIUHCKHE NMTOKA3AHUA U IIPOTHBOINIOKA3AHUA K
NPUMEHCHHUIO ME€TO/10B JICUCHUHA

3.1. MeaukamMeHTO3Hasl Tepanus

Menukamento3nas Tepanus CMA 5q mojpasnensercs Ha JBa HampaBleHHs: MaTOreHETHYeCKas
Tepamnusi, HampaBlieHHas Ha Koppekuuto aedunura Oenka SMN, U cUMITOMAaTUYECKash Teparus
(KOppeKIus OTACIbHBIX CUMIITOMOB 3200JIEBAHUS ).

3.1.1. NaToreHeTn4YecKass MeauKaMeHTO3Hasi Tepanus

Cy1iecTByeT HECKOJIBKO MOJIXOJ0B K MAaTOT€HETUYECKOW Tepamuu: MpUMEHEHUE MOIu(pUKaTOPOB
crutaiicuara  (reHeTwdeckod — momudukanuu) reHa  SMN2,  yBeNIWYHMBAIOMIMX  SKCIPECCHIO
MOJIHOPA3MEPHBIX (PYHKIIMOHAIBHBIX OENKOB, BEKTOpA JIJIsl TEHHOM Tepanuu Jjs JOCTaBKH B KJIETKU reHa
SMN1 [56-58]. Ilpemapar Ha OCHOBE AHTHCMBICIOBOTO OJIMTOHYKJICOTHIAa HyCHHepceH** (mpemapar
BBOJIUTCSI MHTpATEKAJIbHO) ObLT 3aperucTpupoBaH i JedeHus Bcex TunoB CMA B CIIA B nexabpe
2016 roma, omoOpen mis mpumeneHus B EBpome B mae 2017 roma, B Poccuiickoit ®enepanmu
3apeructpupoBan ¢ 2019 roma [58, 59]. Ilpenapat — Manas Mojekyna pucauriam (IyTh BBEACHUS
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npernapara — rnepopajibHblii) 6bu1 3apeructpupoBan B CIIIA B aBrycte 2020 rona u B Poccun B nexabpe
2020 rona.

JIromOanbHasi MyHKIHUS MOKET OBITh BBIMOJIHEHA IO MECTHOH wuiM oOmel aHecte3weld Ha
YCMOTpEHHE Bpaua, MPOBOAMBIIETO MPOLEAYPY, U PABUI OOJIBHHIIBIL.

- PexoMeHIyeTcsl MaToreHeTHYECKYI0 TeParui0 HAYMHATh KaK MOKHO PaHbIIIE BCEM IMAIIMEHTaM CO
CMA 5q mociie TOCTaHOBKH KJIMHAYECKOTO JHAarHo3a ¢ 00sA3aTeIbHBIM TeHETUYCCKUM TOITBEPIKICHUEM
[60].

YpoBeHb yOeAUTETFHOCTH PEKOMEHIANNN A, YpOBEHb JOCTOBEPHOCTH JIOKA3aTEIBCTB — 2.

KommenTapun: He pekoMeHnayeTcss npuMeHEHUE UHOBPEMEHHO 2 MIPEnapaToB MaTOreHeTUYECKON
Tepanuu C OJMHAKOBBIM MEXaHM3MOM JEHCTBUS (Hampumep, HycUHepceH** u pucaumiuam). Takxe He
peKOMeHAyeTCsl MPUMEHEHHE IpenapaToB HyCHHEpceH™* u pucauruiaM Ha sto0oil craqun CMA 5q
MalMeHTaM C TEeHETUYECKH TMOATBEPKACHHBIM auarHo3oMm ¢ 0 u 1 xomued rena SMN2 B kaudecTBe
MaTOTeHETUYECKOM Tepanuu 3a001eBaHuUA.

- Pexomennyercs npUMEHEHHE TIpernapara HYCHHEpPCEH™* mMaluMeHTaM C TIeHEeTHYeCKU
noaTBepkaeHHbIM nuarHo3oMm CMA 5q ¢ 2 u Oonee komussmMu TeHa SMN2, KIMHUYECKH
cootBercTByroIMM CMA 1 THIa, B Ka4eCTBe MAaTOTeHETHUECKOM Tepanuu 3adosieBanus [61].

YpoBeHb yOIUTEIEHOCTH PEKOMEHAAINI A, YpOBEHB IOCTOBEPHOCTH JI0KA3aTEIBCTB — 2.

Kommenrtapun: IlpuMenenune mnpenapata HycHHepceH** ObJIO U3y4€HO y NAIMEeHTOB,
cootBercTByrommx CMA 5q 1 Ttuma, B Bo3pacre ot 1,7 mo 8 mecsieB mpu MEpBOM BBEICHUU B
uccnenoanun ENDEAR; npoaemoHcTpupoBanbl yoenutenbHas 3((EeKTUBHOCTh M 0€30IacHOCTh
mpernapara B 3TOM Bo3pacTHO# rpymre [61].

- Pexomennmyercs mOpUMEHEHHWE ~IIpemapara  pHUCAWIUIAM  TalMeHTaM C  T[eHETUYECKU
noaTBepkaeHHbIM nuarHo3oMm CMA 5q ¢ 2 u Oonee komussmMu TeHa SMN2, KIMHUYECKH
cootBercTByromuM CMA 1 Tura B KadecTBe MaTOreHETHYECKOM Tepanuu 3aboseBanus [62].

YpoBeHb yOeIuTeNbHOCTH peKOMEHAalui B, ypoBeHb TOCTOBEPHOCTH J0KA3aTEILCTB — 2.

Kommenrtapuu: IIpumeHenue mpenapara pucauiiiaM — ObUIO  H3Y4€HO Yy  MAalUEHTOB,
cootBercTBytomux CMA 1 Tumna, B Bo3pacte ot 2,2 10 6,9 MecsileB Mpy BKIIOYEHUU B MCCIICIOBAaHUU
FIREFISH; npoaemoHcTpupoBaHbl yoeauTenbHas 3(h(HEKTUBHOCTh M 0€30MacHOCTh Mperapara B 3TOU
BO3pacTHOM rpymie. He pekoMeHayeTcss mpUMeHeHHe mpernapaTa B BO3pacTe Milajiie 2 MecCsIeB BBUAY
OTCYTCTBHS JTaHHBIX 00 3 PeKTUBHOCTH U OE30IIaCHOCTH Mperapara B 3T0i Bo3pacTHoi rpymie [62].

- PexkoMmenmyercss TnpuMEHEHHWE TIpemapara HYCHHEpPCeH**  MMalMeHTaM C TeHETHYECKH
MOATBEPXKIEHHBIM uarHo3oM CMA 5q, knuHndecku cootBeTcTBYOImMM CMA 2 unu 3 Tuna B KauecTBe
[aTOreHETUYECKOU Tepanuu 3abojeBanus [63].

YpoBeHb yOeAUTETbHOCTH pEKOMEHAAUN A, ypOBEHb JOCTOBEPHOCTH JI0KA3aTEIbCTB — 2.

Kommenrtapuu: [Ipumenenue npemnapata HyCUHEpCEH** H3y4eHO y MalMeHTOB, COOTBETCTBYIOIIUX
CMA 2 wiu 3 tuna, B Bo3pacte oT 2 10 9 ner npu nepBoM BBeaeHuu B uccienoBanun CHERISH;
MIPOJIEMOHCTPUPOBAHbI yOeauTenbHas d3pGEeKTUBHOCTh U 0€30MacHOCTh IpernapaTa B 3TOM BO3PacTHOM
rpymme [63]. [IpumeHeHne npenapara HycuHepceH** M3yueHO y MalueHToB, cooTBeTcTBYOmUX CMA 2
win 3 Tuma, B Bo3pacte OoT 2 g0 15 ner mpu mepBoMm BBedeHHMM B uccienoBaHuu CS2/12;
MIPOJIEMOHCTPUPOBAHBI 3(PPEKTUBHOCTH U O€30MACHOCTH Mpernapara B 3TOH BO3pacTHOM rpymie (ypoBeHb
yOeIUTENbHOCTH peKOMEeHaIuii A, ypOBEHb JOCTOBEPHOCTH JI0Ka3aTebCTB — 3) [64].

- WuTparekanpbHOoe BBEACHHE HYCHHEpPCEHA™® MOXKET COMPOBOXKIATHCS HEKeIaTeNbHbIMU
SBJICHUSIMH, CBSI3aHHBIMH C TIPOBEACHHEM JIOMOATbHOM MyHKIHMU: TOBBIIIEHHE TEMIIepaTyphbl Tena,
rojoBHas 00Jib, 60JIb B CIIMHE, PBOTA, MOCTITYHKITUOHHBIA CHHIPOM.

- BrmmonHeHne WHTpaTEKaTbHOW IMYHKIIMM MOKET OBITH 3aTPYIHEHO TpPH HATUYHU TsDKEIOU
negopManuu  TO3BOHOYHMKA WJIM YCTAHOBIEHHOM METaNIOKOHCTPYKIUHU. TSDKENmblid CKOJIMO3 |
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YCTaHOBJICHHAST METAJUIOKOHCTPYKIUS Oe3 OKHA JUIsi BBINOJHEHHS JIOMOAIBHON ITyHKUUH SIBISIOTCS
OTpaHUYEHUSIMH K IPUMEHEHHIO Mperapara HyCHHepceH **.

- TIlocne BBexeHuss HycuHepceHa**  Moryr HaOMIOJATBCS  TPAH3UTOPHBIC  W3MCHCHHS:
TPOMOOLIMTOTICHUS, HApyLUICHUE CBEPTHIBAEMOCTH KpPOBH M HEPPOTOKCHYHOCTh. [lpu Hanmuuuu
KJIMHUYECKUX TIOKAa3aHUH, PEKOMCHJOBAHO BBINOJHATh J1a0OPATOPHBI MOHUTOPUHT  CIEAYIOIINX
MoKa3arelsieil: KOJMYECTBO TPOMOOIMTOB, TIOKa3aTeld CBEPTHIBAEMOCTH KPOBH, KOJHUYCCTBEHHOEC
omnpenenenune Oenka B Moue [63-64].

- Pexomennyercs nOpuMEHEHHE ~IIpernapara  pUCAUIUIAM  [allMEHTaM C  T[EHETUYECKU
MOATBEPKAEHHBIM auarHo3oM CMA 5q, knmuHuuecku coorBeTcTByromuM CMA 2 unu 3 Tumna B KauecTBe
MaTOreHETUYECKOW Tepanuu 3abosieBanus [65].

YpoBeHb yOeAUTEIBHOCTH PEKOMEHAAINi A, YpOBEHb IOCTOBEPHOCTH JI0KA3aTEIBCTB — 2.

Kommenrtapun: IIpumeHeHue mpenapara pucammiaM — ObUIO  H3Y4€HO Yy  MAlUEHTOB,
cooTBercTBYOmUX CMA 2 nnm 3 tuma, B Bo3pacte oT 2 A0 25 JeT Npu CKPUHUHTE B HCCIEIOBaHUU
SUNFISH; npoaeMoHCTpUpOBaHbl CTaTUCTHUUECKH JIOCTOBEpHas JPPEKTUBHOCTh IO MEPBUYHOMN
KOHEYHOM TOUYKE M JOCTaTouHas 0e30mMacHOCTh Ipemapara B ATOW Bo3pacTHoM rpymnme HcciemoBanue
MIPOJIEMOHCTPUPOBAJIO TOCTHKEHUE CTATUCTHUECKU 3HAYMMbIX KIMHUYECKHUX YIydllIeHHH 3a 12 mecsies
Tepanuu 1o mkaiaMm MFM-32 u RULM [65].

Haubonee wacteiMu mo6ouHbMU 3¢ ¢deKkTaMyu MPUMEHEHHUs pUCAUIIaMa MOTYT ObIThb MHGEKIUU
BEPXHHUX JIBIXATEIbHBIX MyTeH, THEBMOHUH, THIICPTEPMHS, 3a0Opbl, Hazo(apuHrut [65].

- Pexomennyercss mpuMeHeHue Ipemnapara HycMHepceH™* Ha noxnuHMueckoil craguun CMA 5q
MalMEeHTaM C T€HETUYECKH MOATBEPKACHHBIM IUAarHo3oMm ¢ 2 win 3 konusiMu reHa SMN2 B kKauecTBe
aTOreHETHYECKOM Tepanuu 3aboeBanus [66].

VYpoBeHb yoenuTenbHOCTH pekoMeHaanuii C, ypoBeHb JOCTOBEPHOCTH J0Ka3aTeILCTB — 4.

- Pexomenayercss mpuctagbHOE HaOMIOIEHWE 32 BO3HUKHOBEHHEM CHMIITOMOB y TAIMEHTOB C
TE€HETUYECKHU MOATBEPKIeHHBIM nquaraozoM CMA 5q ¢ 4 wim 6onee konusimu reHa SMN2 1 nmpumMeHeHne
npenapara HycuHepceH** mociie MaHudecTauy MepBbIX MPU3HAKOB 3a00JIeBaHUSI B Ka4y€CTBE OCHOBBI
aTOreHeTHYeCKOo# Tepanuu [67].

Yposens yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIILCTB — D)

3.1.2. CumnTOMaTH4YeCcKaa MeaMKaMeHTO3Has Tepanus

- PexoMenayercss mpueM KaJbIlusl TIrOKOHaTa** u kosekanbiudepona BceM nampeHtam co CMA
5q, ecnu BBISIBIICHBI TPU3HAKA OCTEONCHUM WJIM HU3Kas KOHICHTpalWs BUTaMHHA D B KpOBH, IS
KOPPEKIUH CHIKEHHUS IIOTHOCTH KOCTHOM TKanu [68, 20].

VYpoBeHb yoeauTeabHOCTH pekoMenaaiuii C (ypoBeHb T0OCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

- Pexomennyercs npuem OuchocdonaroB Bcem nanuentam co CMA 5q eciiv BbISIBICHBI IPU3HAKU
OCTEOTICHUH WJIM YaCThIC TICPEIIOMBI JIJIsl KOPPEKIIUK CHU)KEHUS INIOTHOCTH KOCTHOM TKaHu [20].
VYpoBeHb yoeauTenbHOCTH pekoMeHaaruii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

- Pexomenayercs mpueM MpemapaToB HWHTUOMTOPOB MPOTOHHOTO Hacoca s JICUYeHUs
ractpoa3odaranbHoro pedurokca (omenpazon** u s3omemnpazon**) scem manumeHtam co CMA 5q B
COOTBETCTBUU C BO3PACTHBIMU MOKA3aHUSMU, €CITU BBISIBICHBI PU3HAKH COOTBETCTBYIOIIUX 3a00JIE€BaHUI
[57].

YposeHb yoeautenbHOCTH pekoMeHaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5)

- Pexomennyercsi mpumeHeHue OpOHXOAMIATHUPYIOIIETO CpeAcTBa KOMOWHUpoBaHHOrO (Oera2-
aJIpEeHOMUMETHUK CEJIEKTUBHBIM + M-XOJIMHOOJIO0KATOP) A1 HeOynaii3epHoil Tepanuu nanuentam co CMA
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5q mpu BBIABICHUU OPOHXOCIA3Ma JUis €ro JUKBUAAIUH [57].
YpoBeHb yoeauTenbHoCTH pekoMeHaanuii C (YypoBeHb IOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

- He pekomenyercst [yMrenbHOE IPUMEHEHHE MYKOJIMTUYECKUX MPETapaToB i HeOynai3epHoit
tepanuu, 3% u 7% TUNEPTOHUYECKOTO pacTBOopa HATpus xjuopuaa y mauueHtoB co CMA 5q u3-3a
OTCYTCTBHS JI0Ka3aTelIbHOM 0a3bl M B CBSI3M C PUCKOM YCHIICHUSI CEKPETOPHOM Harpy3ku [57].

VpoBenb yoeautensHocTH pekoMeHaauii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 5)

Kommentapun:  HMcnonp3oBaHue  THIIEPTOHMYECKOTO — pacTBOpa  HaTpus — xyopuzpa — 0Oe3
TEPareBTUYECKUX MMOKa3aHUH MOXKET NPUBECTH K Pa3KIKEHUIO CEKpeTa HOPMAIbHOW BS3KOCTH U
YCUJICHUIO CEKPETOPHOU HArpy3KH.

- He pexomenayercs sMmnupuyecKuil MpueM aHTHOMOTHMKOB mauumeHTam co CMA 5q ans
MpeAOTBpAICHUS WHPEKITMOHHBIX OCIIOKHEHUN 0e3 HaM4usl 0COOBIX TIOKa3aHWM K aHTHOAKTepUalTbHON
teparnuu [57].

Yposens yoeautenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5)

KommenTapun: B 1o xe Bpemsa y nanueHToB co CMA [ u yacto GoJielomux MamueHToOB IPYrux
tunoB CMA ¢ ouaramMu XpOHMYECKONM HHGEKUMHW paHee Hayajlo aHTHOMOTHKOTEpaluu IpHU
MH(EKIMOHHBIX 3200JI€BaHUAX UMEET MPUHIUIHAIEHOE 3HAYEeHHUE.

- PekoMeHTyFOTCSI HHBEKIIMH OOTYJTMHUYECKOT0 TOKCHMHA THITA A B CITFOHHBIC JKeJIe3bI MAIUEHTaM CO
CMA 5q, cTpamamonuM OT TUIEPCAIUBALMH, C IIEJIbI0 YMEHBIIEHUS CTENEHU BBIPAKEHHOCTH 3TOTO
cumnToma [69].

YposeHs yoeaurenbHoCTH pekoMeraiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5)

KomMeHTapuu: maieHTam ¢ rumnepcainBalyeil Takoke rmokasata canaius nosoctu pra [70].

3.2. Xupypruueckoe jJe4eHue

Xupyprudeckoe JyedeHue nanueHtoB co CMA 5q, B OCHOBHOM, 3aKJIIOYAeTCA B BBIMIOJIHEHUU
KOPPEKTUPYIOLIEr0 MHCTPYMEHTAJILHOTO BMEUIATEeIbCTBA HA MO3BOHOYHHUKE, OCKOJIBKY HCIIOJIb30BAHHE
OpTONEeINYECKIX M3ACTUN MMEeT MaJUIMAaTUBHBIN XapakTep M HE MO3BOJISET OCTaHOBUTH JehopMalluio.
[TaruenTam Takke MOXET MOTPeOOBAThCS XUPYPTMUECKOE BMEIIATENBCTBO B CBS3M C OOJEBBIM
CHUHIPOMOM KaK IPH MaTOJOTHH OTIOPHO-/IBUTATEILHONU CUCTEMBI, TaK U B CBSI3U C IEPEIOMaMH.

- PexoMeHyeTcsi pacCMOTPETh BO3MOXHOCTh XHPYPTHUECKOTO BMENIATEIbCTBA HA MO3BOHOYHUKE
nanueHTam co CMA 5q ¢ TsokensiM uckpuieHueM (yron Ko66a ans 6onpiioi kpuBu3Hbel >= 50°) wiu
BBICOKOM CKOPOCTBIO TporpeccupoBanus (>= 10° B Tox) uisi COXpaHEHUs OanaHca TYJIOBUINA, KOPPEKIIUU
nedopmanuu rpyIHOM KIETKU U yaydiIeHus o0mero kauecta xu3Hu [20].

YpoBeHb yoeauTeabHOCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

Kommenrapuu: [lpu npuHATHH pEUICHUS O XHUPYPTHYECKOM BMEMIATEIBCTBE PEKOMEHIYETCS
YUYUTBIBATh CHIDKCHUE (DYHKIMU JbIXaHU, ehopMaluio pedep, runepkudo3, BIUSHUE Ha MOOUIBHOCTD
U (QYHKIMOHUPOBAHWE TMAallMEHTa, HAKJIOH Ta3a W AucOanaHc TyloBUIA. PekoMeHAyeTcs OTIOXUTH
BBITIOJTHEHUE XHUPYPTUYECKOTO BMEIIATENILCTBA Y eTel 10 4-X JeTHero Bo3pacta [20].

- PexomeHmyeTcss paccMOTpeTh BO3MOXHOCTh HCIIOJNB30BAHUSI HE MPEMSITCTBYIONIETO POCTY
UHCTpyMeHTapus y marueHToB co CMA 5q ¢ He3aBepIIeHHBIM pPOCTOM CKelleTa Ui CTaOWIU3aluu
nmo3BoHOYHUKA [71].

VYpoBeHb yoeauTeabHOCTH pekoMenaaiui C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 4)

- PexomeHnmyercs paccMOTpeTh BO3MOXKHOCTb — BBIIIOJIHEHUS 3aJHETO  CIOHAWIOAE3a C
UCTOJb30BAHUEM  TEXHOJOTMM JWHAMHYECKOW  (HUKcallMu 1O THUIY "IBOMHBIX  CTep)kHEH",
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MOJINCETMEHTHBIE KOHCTPYKIMU € WMIM 0e3 (UKcalmuu Ta3a B 3aBUCHMOCTH OT BOBJICYCHHS Taza B
CKOJIMOTHYECKUH n3rub y narueHToB co CMA 5q mi1st ucnpasiieHus CKeNeTHbIX Aedopmanuii [72].
YpoBeHs yoeautenbHOCTH pekoMeHaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeNIbCTB — 4)

- PexoMeHyeTcss OCTaBUTh CBOOOJHBIMU OJIMH WJIH JIBa YPOBHS B CPEAHEIOSICHUYHOM OTAEIC 110
cpeaneit yuHuM y marueHtoB co CMA 5q mnpu IUIaHMPOBaHWU ONEpAIlMM Ha IMO3BOHOYHHUKE JUIS
BBITIOJTHEHUS JTIOMOabHbIX yHKIUH [20].

VYpoBeHb yoeauTenbHOCTH pekoMeHaaiuii C (YypoBeHb IOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

- He pekomenmyercss NpuUMEHEHHE CHUCTEM IMHAMHYECKOW (QuKcammu C BO3JCHCTBHEM Ha
1o3BoHOUHUK WK pedpa (cokpam. VEPTR ot anrn. Vertical Expandable Prosthetic Titanium Rib u ero
aHajioru) y mamnueHToB co CMA 5q c uenbio koppekuuu aepopmanuu pedep Mo TUIy '"CIOKEHHOTO
30HTa" BBUIY HU3KO 3pHeKTHBHOCTH 3TUX METOI0B [73].

YposeHs yoeautenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEILCTB — 4)

- PCKOMGHHyeTCﬂ paccMOTPETb BO3MOXHOCTL XHPYPIrUYCCKOTO JICUHCHUA HeCcTaOMIBHOCTH
TazobenpeHHoro cycraBa y mnanueHToB co CMA 5q, crpagaromux OT O00JIEBOTO CHHIPOMA, IS
obuieruenus 6omu [20].

YposeHs yoeautenbHOCTH pekomeraaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

- PCKOMeHﬂyeTCH pPacCMOTPETh BOZMOXKHOCTE XUPYPIUUCCKOTO JICUHCHHA KOHTPAKTYP Y IMALlUCHTOB
co CMA 5q, crpamatomux OT OOJIEBOTO CHHApPOMA, IJisi oOnerdeHus OONMM W yBEIMYECHHS OObema
nskenuit [20].

YposeHs yoeaurenbHoCTH pekoMeraiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5)

- Pexomenayercs paccMOTpeTh BO3MOXKHOCTh MHTPaAMEAYJUISIPHOTO UM HAJIKOCTHOTO OCTEOCHHTE3a
y marueHToB co CMA 5q Ha aMOynaTOpHOM CTaauu TpH MepejoMax JUIMHHBIX TPyOdaThIX KOCTEH, a
TaKKe y MalueHTOB, HE CIIOCOOHBIX CaMOCTOSITEHLHO XOAUTh, MIPH MepesioMax Oenpa, A cTabuIn3aluu
OTJIOMKOB ¥ BO3MOYKHOCTEH paHHEH BEpTHKAIM3ALNK, peaOWINTaluU U YCKopeHus koncomuaaruu [20].

YpoBeHb yoeauTeabHoCTH pekoMmenaamuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

Kommenrtapuu: Ilepenombl Bo3HuKaroT y manmueHToB co CMA, HE CHOCOOHBIX CaMOCTOSITENIBHO
XOIUTh (paHHE u mo3aHEeN HeaMOynaTOpHOM CTaauu), NpPU HE3HAYUTEIbHOM TpPaBMaTHYECKOM
BO3JICHCTBUY, C HU3KOW HAarpy3koi Ha ckeleT Ha (pOHE OrpaHMYCHMs] BEPTUKAIIM3ALUU, OCTEONopo3a U
BO3MOXHOro aedunura Butamuna D. Ilpu BeiOOpe KOHCEPBATUBHOTO IYTH JIEYEHHS] C TUIICOBAHHEM
cienyer u30erath JUIMTEIbHOW UMMOOMITH3AIIH.

- Pekomenayercst ycTaHaBIMBATH IaCTPOCTOMY M KOPMJIEHHUE Y€pe3 racTpOoCTOMY Yy MALMEHTOB CO
CMA 5q mnocne yCTaHOBJIEHHMS HEBO3MOXXHOCTH TMPOTJATHIBAHUS MUIIM, NpPU OOJBIIOM PHCKE
aCMUPAIMOHHOTO CHHPOMA U TIPH HYTPUTUBHOM HEJOCTaTOYHOCTH [74].

VYpoBeHb yoeauTeabHOCTH pekoMenaaiuii C (ypoBeHb TOCTOBEPHOCTH JI0KA3aTEIbCTB — 4)

KommenTapuu: [0 YCTaHOBKM TIacTPOCTOMBI PEKOMEHIYETCS BPEMEHHOE KOpPMIJIEHHE 4Yepe3
HA30TacTPaJIbHbIN MM HAa30€IOHAIBHBIN 30HA. Y NAUMEHTOB CTApILIEr0 BO3PacTa, y KOTOPBIX BO3MOXKHO
MPOBEACHUE CIIMPOMETPHH, A0 HAIOKEHUSI racTpoCcTOMbI pekoMeHayercs onpeaenenue OXKEJI, koTopas
noikHa ObITh HEe MeHee 50% oT momkeHCTByoIIEH. Bo3MOXKHO M yCTaHOBKA TracTpPOCTOMBI Tpu Ooliee
nuskoir JKEJI, omHako pucCK OCHOXKHEHHH OyneT yBEeTUYMBATHCS, MO MEpe CHIDKEHHUS MoKazarenen
cnupomeTpun. CreayeT MOMHUTH, 4TO y nanueHToB j1o 7 jet uccienoBanue XXEJI u ®XEJI moxeT ObITh
OITMOO0YHO, BCIIEICTBUE HEMPABUIBLHOM TAKTUKH JBIXaTeILHOTO MaHEBpA.

- Pexomennyercst paccMOTpeTb BO3MOXHOCTbH BBIMOJMIHEHUS (yHAoIIuKanuu 1o Hucceny
(>kenaTeNbHO PHIOCKOIMUYECKUM criocoboM) manueHtaMm co CMA 5q tum 1 0JHOBpEeMEHHO C YCTaHOBKOM
racTpoCTOMBl NPH  HAJUYMU  OCJOXHEHHUH racTpos3odareambHoit  pedirokcHOW  Oone3HHM U
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KHU3HEYTPOKAIOIIUX COCTOSHHM (armHO03, OpauKap/Iusi, acClupaiioHHas MHeBMOHUs) [75].
YposeHs yoeautenbHoCTH pekomeHaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeNILCTB — 4)

- Pexomeniyercst mocTaHOBKa TpaxeocTOMbI TeM nanueHTam co CMA 5q, y KOTOpbIX HEMHBa3UBHAas
BEHTUJISIUS JICTKAX HEIOCTAaTOYHO A(P(EKTHBHA HIM HEBO3MOXKHO TOJI00paTh Maco4yHBIA HHTEp(eEric,
JUTSL OCYIIECTBIICHHSI MHBa3UBHOM BeHTHIIAIIMH JieTkuX [ 20, 76].

VYpoBeHb yoeauTenbHoCTH pekoMeHaanuii C (YypoBeHb IOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

KommenTtapuu: Pemenne o mnepexone Ha TpPaxeoCTOMY JIOJDKHO OCYIIECTBISATBCA C YYETOM
WHTEPECOB MalMeHTa U CEMbH, KIMHUYECKOTO CTaTyca, MPOTHO3a W OyAyllero KayecTBa >KHU3HHU.
TpaxeocToma HE OJDKHA HAKIIAIBIBATHCS TOJBKO C IIEJIBIO CaHAIIMU JbIXaTeNbHBIX myTeil. TpaxeocTtomy
CTaBAT Torjaa, Korma pebOeHok Hyxknaercs B HUBJI poneme 18 wacoB. Bompoc o BeHTWISAIINHN
MOCPEJCTBOM TPAXEOTOMUU MOXKET OBITh PACCMOTPEH B CJIy4yae YacThIX IMHEBMOHUN Yy JEXKauynux
MalMEeHTOB, OJHAKO CJIENYeT MMETh B BHUIY, YTO OTOT IMOJXOJ HE BCErJa MPUBOJUT K YIYUIICHHUIO
KauecTBa JKM3HM W YMEHBIICHHUIO KOJIMYECTBA TrocnuTaiM3anuid. B gro0om ciydae, TpaxeoTOMUs
MPOBOJIUTCST B IUITAHOBOM TIOpsiiKe (HE B OCTPBIX cUTyanusx). [I[puMeHeHHe TpaxeoTOMHH y CHUIASYUX
MAlIMEHTOB HE SBJISICTCS ONPAB/IaHHBIM.

3.3. UHoe J1euenune

3.3.1. AneTtoTepanus

- PekoMmeHnayercs KOHCYNbTallUsI Bpada-AueTosiora kaxaele 3-6 mecsnes namuentaMm co CMA 5q
paHHEero JEeTCKOro BO3pacTa M €XKEroJHO — OCTaJbHBIM IMAllMEHTaM Ui OLIEHKH COCTOSIHMSI ITUTAHUS
nereit [20].

Yposens yoeaurenbHOCTH pekoMeraaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

- PexomeHnyercs pacueT KaJlOpPUIHOCTU AMETHI (KOPPEKIHS KAJIOPUMHOCTH MHUIIH, MOTpeOsieHus
KUJKOCTH, MaKpO- U MUKPO3JIEMEHTOB) nanueHTam co CMA 5q ¢ HapyIIeHUsIMH HyTPUTUBHOTO CTaTyca
C LIEJIbI0 KOHTPOJIS 32 ypOBHEM muTaHust [77].

YpoBeHb yOeAUTEIbHOCTH PeKOMEHAaIHii B (YypoBeHb T0CTOBEPHOCTH JIOKA3aTEIbCTB — 3)

KomMeHnTapuu: mnpu cocraBieHMM painMoHa mnuTaHus nauueHtam co CMA 5q oleHuBaetcs
MOTPEeOHOCTh B KAJIOPUSIX (C MOMOINBIO pacuera pacxoja SHEPruu B MOKOE C KOPPEKIHUEH M0 YPOBHIO
AKTHBHOCTH), MAaKpO- ¥ MHUKPOHYTPHUEHTOB M JKUAKOCTU [77]. [y pacyera mUTaHKs KCIOJB3YIOT OOLIUE
cTaHgapTH30BaHHbIE (hopMyItbl [78].

- PexoMenayercst uzberath royionanus y nanueHToB co CMA 5q st npeaynpexIeHusl pa3BUTHUS
MeTa0O0JIMYeCKUX HapymeHui [79].

YpoBeHb yoeauTeabHoCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5).

Kommenrapuu: y nanueatoB co CMA MoOryT pa3BUBaThCsS META00JIMYECKHE HAPYILICHUS, 0COOCHHO
P HEOTJIOKHBIX COCTOSHHSIX: METaOOJUYECKUN aIua03, HapylIeHHe OOMeHa J>KUPHBIX KHCIIOT,
THICPIIUIUIEMHS, TUIEp- WIA THUIOTJIMKEMHS, MBIIICYHAs MUTOXOHAPHAIbHAS — JUCHYHKIIUSA.
HapymeHHbrit MeTaboJIM3M TIIHOKO3bI OTMEYEH Y HEKOTOpbIX mamueHToB co CMA u oxupenuem. B
cllyya€ OCTPBIX COCTOSHHA HEOOXOIMMO OO0ECHEeYUTh aJCKBaTHOE TOTPEOJICHUE IKUIKOCTH,
MUHUMH3HPOBAThH JUIUTEIBHOCTh TOJIOJIaHKs. B TeueHne 6 4acoB mpemiaractcs MUTaHHUE, COJEpIKallee
Oenku. PexoMeHyeTcss KOHTPOJIb YPOBHS 3JICKTPOJIUTOB, TIIFOKO3bI U, TIPH HEOOXOUMOCTH, TPOBEICHHUE
KOPPEKITHH.

- Pexomennyercs mon0op oOmiero mNOJOXKEHUs, a Takke TOJOBBl U PYyK UL JOCTHXKEHUS
BO3MOXHOCTH CaMOCTOSITEJIBHOTO IMTaHWS, B TOM 4YHCIE€ C HCIOJIb30BAHMEM  CIIELUAJIbHBIX
npucnocobnaenuit, naumentam co CMA 5q ans ynydmeHus 06e3omacHocTd U 3(p(HEeKTUBHOCTH TTIOTaHUS
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[20].

YpoBeHb yoeauTenbHoCTH pekoMmeHaanuii C (ypoBeHb TIOCTOBEPHOCTH JIOKA3aTEIBCTB — 5)

- Pexomenayercs: n3MeHEHHE KOHCUCTEHIIMY MHIIM B TI0JIb3Y NOJyTBepaol nanuentam co CMA 5q,
CTpaaloluM JTUc(aruei, ¢ IeNbl0 KOMIICHCHPOBAHMS KEBATEIbHON cIab0CTH M YMEHBIICHHS
POIOJDKUTEBHOCTH npreMa muiy [20].

VYpoBeHb yoeauTenbHOCTH pekoMeHaaiuii C (YpoBEeHb IOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

Kommenrtapuu: I'yctble kuakoctu Oosee Oe30macHbl B OTHOLIEHUMHM aclupanuu, 4eM Ooiee
TeKyurne. PexomMeHmyercs UCoap30BaHue 00Jiee TUIOTHBIX MUTATEIBHBIX CMECEH, jkeneo0pa3Hbix Gopm
MUY, SKUIKUX Iope. MOXHO HCHOJIb30BaTh CHELUAIbHBIE 3aryCTUTENN >KUJIKOCTH Ha OCHOBE
MaJIbTOJEKCTPHUHA IPOMBIIIJIEHHOTO IPOU3BO/ICTBA.

- He pexomeHnyeTcss NpUMEHATh PYTMHHO CMECH Ha OCHOBE AMMHOKHCIOT WJIM BBICOKOTO
ruaposn3a oenka narreHTam co CMA 5q st yydienust HyrputuBHoro cratyca [80].

YposeHb yoeautenbHOCTH pekoMeHaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTE/ILCTB — 4)

KoMMeHTapuu: mpeuMyliecTBO Ha3HAYeHHs] aMHUHOKHCIOTHOM (QOpMynbl B OTIWYHE OT
WCIO0JIb30BAHUS MHTAaKTHOTO Oenka mauumeHTam co CMA mepBoro roja >kKM3HH, a TaKKe JIeTsIM, CTaplie
roJia, MOJy4yaroluM MUTaHUE Yepe3 Ha30TacTpalbHBIM 30H/1 UM TacTPOCTOMY, HE UMEIOIINM aJlJIEpruu K
0ekaM KOpPOBBETO MOJIOKA, HE fABIISETCS JOKa3aHHbIM. J[MeTndyeckue peKoMEeHAAallud OCHOBBIBAIOTCS Ha
WHIMBHAyaIbHOW nepeHocumocTtu. [lanmentam co CMA pekOMEHAyeTCsl MUTAHUE CMECSIMH Ha OCHOBE
0eTKOB KOPOBBEr0 MOJIOKAa C yuyeToM Bo3pacTa. KopmiieHue cMecsiMu Ha OCHOBE BBICOKOTO THMJIPOJIU3a
Oenmka WJIM aMHMHOKHCIOT TIO0Ka3aHO TMalMeHTaM ¢ ajieprueil k OelkaM KOpOBBEro MOJIOKa, B
ITOCJICOTICPALIMOHHBIN NEPUOJ, U KPUTUYECKUE COCTOSHHS C SBICHUSAMH HApYLICHHOTO NHINEBAPCHHUA, a
TaKKe MOJIy4arOUIUM IUTAHNUE Y€pe3 HA30MHTCCTUHAIBHBIN 30H NN SJHTEPOCTOMY.

- PexoMenmyeTcsi KOpMIIGHUE CIIEIUATBHBIMU CMECSIMH JUTSI SHTEPATLHOTO MUTAHUS TTAlUEHTOB CO
CMA 5q, moy4arommM KOPMIJICHHE Yepe3 30H] U racTPOCTOMY ISl oOecredeHus: cOalaHCUPOBAaHHOCTH
MIUTAHUS 110 OCHOBHBIM MHIIIEBBIM BemecTBam [20].

VYpoBeHb yoeauTeabHOCTH pekoMenaamuii C (YypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

Kommenrapun: CoBpeMEHHBIE CMECH Uil SHTEPAILHOTO THTaHUS COAJaHCHPOBAHBI MO COCTaBY
OCHOBHBIX THIIEBBIX BEHIECTB — OCIKOB, >XHPOB, YIJCBOJOB, COJEPXKAT BUTAMUHBI, MaKpo- U
MUKPOHYTPUEHTBI. Pa3M4HbBI MO KaJTOPUYECKON IMJIOTHOCTH — TUIO-, HOPMO- U THUIEPKAJIOPHUECKHE U
conepkannto Oenka. CMecH Ui SHTEPAIBLHOTO MUTAHUS TIOJOMPAIOTCS MHIMBUAYAIbHO B 3aBUCUMOCTH
OT MOTPEOHOCTEH.

- PexoMmeHytoTCa cMecH, coaeprkalirie IMHIeBbie BoJokHa, nanueHTam co CMA 5q, cTpagaromux
3aropamu, i ooaeryenus aedexamun [20].

VYpoBeHb yoeauTeabHOCTH pekoMenaauii C (ypoBeHb TOCTOBEPHOCTH JI0KA3aTEIbCTB — 5)

Kommenrapuun: Jlisi KOPpEKIUU 3aropoB HCIOJIB3YETCS KOMIUICKCHBIM IMOJXOJ C IPOBEICHHEM
JMETOTEpaNiy; NP HEOOXOTUMOCTH — JICKAPCTBEHHOW TEpalud W MEXaHWYECKOTO OIOPOKHEHUS
KulleyHuKa. [Ipy HajdMuyuM IJIOTHOTO CTyJa MEpPOpPAIbHO HA3HAYAKOTCS CIAOWTENIbHBIC Tpenaparbl C
OCMOTHYECKHM JEHCTBHEM: MpenapaThl JAKTYI03bI** (¢ Tepro1a HOBOPOKIACHHOCTH) WM Makporoma**
(c 6 wmecaneB). Ilogbop m03 mpemnapatoB OCYHIECTBISETCS HWHAWBHAYaIbHO O JIOCTIDKEHHS
knuHuYeckoro ¢ dekra. [IpoaomKUTeNnsHOCTD JeUeHUs: OT KYPCOBOTO JI0 MIOCTOSIHHOTO TIpUeMa.

- PekoMeHlyeTcsl yCTaHOBKa Ha30racTpallbHOro 30Hja nauueHtam co CMA 5q ¢ HapymeHusMu
[JIOTaHUS O YCTAaHOBKU T'aCTPOCTOMBI M MOCIIEIYIOIIETO MOCTOSSHHOTO KOPMIIEHHS Y€pe3 TacTpOCTOMY
JUTs1 IPO(UIIAKTUKY acTIMPalii 1 00eCIIeYeHHs aIeKBaTHOTO nuTanus [77].

YpoBeHb yOCIUTEIBHOCTH pPeKOMeH 1aIuii B (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 3)

- PCKOMCHI[yCTCH KOPMJICHUC YCPE3 HA30T" aCTpaHBHBIﬁ 30HI TSHKEII000JILHOTO nanmueHTa Co CMA
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5q ¢ HapyIICHUSIMH TJIOTAHUS JUTst TPO(GUIAKTUKY acIIMPALiU U 00eCIIeueHuUs a/IcKBaTHOTO UTaHus [77].
YpoBeHb yOeAUTEIBHOCTH peKOMeH 1aluii B (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 3)

3.3.2. PecnupaTtopHas noaaepxka

OreHkKa 1 oJIep)KKa peCIUpaTOPHON (PYHKIINH TOJHKHBI UMETh HAUBBICIIMA IPUOPUTET B BEACHUHU
nanueHTa co CMA 5q. B mnocnennee BpeMs NpUHLMII Je4yeHUs JierodHblx mpossieHuii CMA 5q
U3MEHMWJICS OT PEAaKTHBHOIO I0JX0J]la, NPEeIlyCMAaTPUBAIOLIET0 HAYajJ0 MEpPONPUATHN [0 OYUCTKE
JBIXaTEeNbHBIX MyTEeH W MX BEHTWIALUU TOJIBKO MPU HAJMYWU SIBHBIX MMOKa3aHUH, Ha MPOPHUIAKTHUECKHI
MOJIXOJ C BHEJIPSHHUEM 3TUX METOJOB Tepamnuu Ha OoJjiee paHHHX 3Tanax 3adoneBanus. [lnan neyeOHBIX
MEPOTIPUATHI OIpenensieTcs CIeuualicToM MO PECUpPaTOPHONW Tepanuu, B OTEUECTBEHHOW IMpaKTHKE
3TO JOBOJIbHO IIMPOKHM KPYT pa3HbIX CIELHUATIUCTOB — Bpayl — aHECTE3UOJIOTM-PEaHUMAaTOJIOTH, Bpayu-
MyJIBMOHOJIOTH, a TaK’K€ Bpaun-HEBPOJIOTH M BpadH-TIeIUaTPbl, OPUEHTUPOBAHHBIE B BOIIPOCAX HEPBHO-
MBIIIEYHBIX 3a001€BaHUH.

KiroueBpiMu 1poOieMaMy, CBS3aHHBIMH C JbIXaTe€IbHOU cuctemon y aereir co CMA, sBustorcs
ClIeqyIolle: HapylleHHWe OTKAlJIMBaHWs, TMPUBOASIIEE K HEJIOCTATOYHOM OYUCTKE HIKHHUX
JIBIXaTebHBIX MYTeH OT CEKpeTa, TMIOBEHTUJISILUS BO BpeMs CHA; HEJIOPa3BUTHE TI'PYJHOM KIETKH U
JIETKUX, TMOBTOpPHBbIE HHQEKIUH, KOTOPbIE YCUJIMBAIOT MBIIIEYHYIO C1a00CTh. OCHOBHBIMU MYyTAMHU
pelIeHns 3THX 3ajady SBJSIOTCA OYMCTKA JbIXaTEeNbHBIX NMyTeH M HEWHBAa3MBHAS BEHTUJISALUS JIETKUX
(HUBJI). Cnenyet co6ito1aTh OCHOBHBIE TPUHIIUITBI OYHUILEHUS JAbIXaTENbHbBIX MYTEH:

- PyuHble W MexaHHYECKHE BCIIOMOTATENIbHbIE CpPEACTBA BOCCTAHOBJICHHS KalUIeBOM (DYyHKIUU
PEKOMEHJIOBAaHbl JJIi €XKEAHEBHOIO MHCIOJIb30BaHMUS y Oosiee TsDKeNbIX —mHalueHtoB. Jluia,
OCYIIECTBJISIOIINE YXO/I 3a MALUEHTOM, JOJKHBI OBITh 00Y4€HBI II0JIB30BATHCS AITUMHU CPEICTBAMU;

- Jlnua, ocymiecTBisiomME yXOJ 3a MAalMEHTOM, JOJDKHBI TaKKe BIIAJETh TEXHUKOHM ynaneHus
JETOYHOTO CEeKpeTa, BKJIIOYas IOCTYPaJbHBIA JpeHaX, U ObITb HMHMOPMHUPOBAHBI O METOAAX
KHHE3UOTEPATUH TPYIHON KIETKH (IPSHUPYIOITUIA Maccax);

- JlaHHBIE OKCHUMETPHMHM SIBIIIOTCS IMoKazaTeneM 3¢ddekTuBHOCTH Tepanuu. OTcoChl MOTYT OBITh
I0JIE3HBI AJIS YAAJIEHUs CEKpeTa IOCIIe TOro, Kak OKa3aHa MOMOIIb B OTKAIIJIMBAHUN.

- PexoMeHnayeTcsi oTcachlBaHWE CIIM3U U3 POTOTJIOTKH, HOCA M BEPXHHUX JIBIXaTCIbHBIX IYyTeH M
HCII0JIb30BaHNE MEXaHMYECKOr0 HHCY(IIATOpa-acuparopa JiexxaunM manpentam co CMA 5q v cuisuum
narerTam co CMA 5q ¢ pecniupaTopHbIMH HApYIICHUSAMH JIJIs TPO(UITAKTHKH JICTOYHBIX OCJIOXKHEHHH H
THIOBEHTHIALMH [57].

Yposens yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

KommeHTapuu: DnekTpuueckas acupanus U HCIOJIb30BaHHE MHCY(IISATOpA-aCIUpaTopa IOJDKHBI
MPOBOJUTHCS Y KAXKIOro TMalnuMeHTa ¢ HedPPEeKTUBHBIM OTKanuiMBaHueM. OCHOBHBIC METOJIbI
JIPEHUPOBAHHUS MOKPOTHI JUIS JIOKAYMX M CHASYMX MAIMEHTOB — 93TO COYETAHHE HCIIOJIb30BAHUS
HECKOJIbKUX METOJIOB: MEXaHHYECKOTO WHCyQusaTopa-acnuparopa (OTKAILIMBATEIs) W PYYHBIX
KOMIPECCH TPYIHOH KIETKA WJIA TIOCTYPaIbHOTO JPEHaXa B COYCTAHUU C DJICKTPHUYCCKUM
acmupaTtopoM. Y MaJCHbKMX M HEKOHTAKTHBIX JETEH pPEKOMEHIOBaHBI MHCY(IIATOPBI-aCIUPATOPHI C
¢byHKIME# Tpurrepa Broxa, 4ToObl HE TPABMHUPOBATh JIETKUE, €CIIM TaKUE JICTH 3a/ICPIKUBAIOT JIbIXaHHE U
COMPOTHUBJIIIOTCS  OTKAILIMBaHWI. OTHOCHTEIBHBIM  TPOTUBOTIOKa3aHUEM K  HCIOJb30BAHUIO
MHCY(QIIATOpa-acupaTopa sBJISIOTCS XPOHHUYECKHE 3a00JIeBaHUS JIETKHX (Hampumep, sMmdusema).
Hcnonw3oBanue HHCY(QISITOpa-acliupaTopa B TaKOH CUTyallMd JOJDKHO OBITh B3BEHICHO IPOTUB
BO3MO>KHBIX PUCKOB ITHEBMOTOpPAKCA.

Jlpyrue MeTonpl Mpo(UIAKTHKH THIIOBEHTWISIIMU (MOCTYpabHBIA JPEHAaX W TEPKYCCHOHHBIH
Maccax — cM. Paznien 4.1.1. PeaGunurarus)

- PexkoMeHnyeTcs HEMHBa3MBHAs BEHTWIALMSA C JBYXYPOBHEBBIM IIOJIOKUTEIbHBIM JIaBJIICHHEM
(BiPAP) Bcem manmentam co CMA 5q ¢ cumnromMaMu AMCHYHKLIMU AbIXaTeIbHOW MYCKYIATypbl JUIs
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npOo(UIAKTUKYA TUIOTPO(GUU TPYTHON KIETKU, 0OJEer4eHus! OABIIKHA U O0pbOBI C THIIOBEHTUIISIIMEH [ 57,
76].

VYpoBeHb yoeauTenbHoCTH pekoMeHaanuii C (YypoBeHb IOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

Kommenrtapun: Pemenune 06 wucrnosib3oBannu HUBJI npunHumaercss MHAMBHIyaldbHO B KaKIOM
KOHKpeTHOM ciydae. OHa Oe3yclloBHO HeoOXoJuma IpH HaJIWYMW THIEPKAlHUM B JHEBHOE BpEMS.
Hounas HMBJI ymeHbImIaeT cMMOTOMBI HApyIIEHHOI'O JbIXaHHUsS BO BPEMsS CHA MU YIIYYIIAeT KayeCTBO
xu3Hu. HUBJI nomkHa KOMOMHHMpPOBATHCA C TEXHUKOW OYMCTKU JABIXAaTeNbHBIX MyTel. Mcnonbp3oBanue
HUBJI ¢ Oospmioit pasHuIE AaBICHHH Jake B TEYEHHWE KOPOTKHUX JHEBHBIX IEPHOJOB, MOXKET
YIIY4IIUTh Pa3BUTHE I'PYJHON KJIETKU U JIETKUX, @ TAK)KE€ YMEHBIIUTh JepopMaluio pedep u rpyauHsl y
JeKAYUX U CUAAYUX nanueHToB. O0s3aTeNnbHO ClleAyeT NPOBECTU UHIMBUIYAIbHBINA IOJI00P MAacoK AJs
HUBJI. UnauBuayanbHbI MOA00P TPOBOIUTCS IO PE3YJIbTATy OCMOTpa pPeOEHKAa C BO3MOXKHOCTHIO
BbIOOpA W3 HECKOJIBKUX THIIOB MAacoOK pa3HbIX Pa3MEPOB C YUYETOM AaHATOMHYECKUX OCOOEHHOCTEH
cTpoeHus ymua. O0sA3aTeIbHO UMETh M UCIIOJIb30BaTh MOMEPEMEHHO JBE Pa3HbIE MACKH OJHOBPEMEHHO,
9YTOOBl CHU3UTh PUCK PA3BUTHS MpPOJIEKHEH U JepopMaluy JMIEBOro ckeiera. THUIl Macku 3aBUCUT OT
BO3pacTa pebeHKa, ero MpearnoYTeHU U UHBIX 00cTosATeNbCTB. ONTHMAIbHO HCIOJIB30BAaTh U HOCOBYIO
MacKy, U HOCOpoToByl0 Macky. Ilon6op mapamerpoB HUBJI nomkeH ocymiecTBasAThCSA MOJ KOHTPOJIEM
nokasareseil razooOMeHa (HOUYHasi MYyJIbCOKCUMETPHS, KaTHOMETpUs, KamHorpadus WM uccieoBaHHUe
KHCJIOTHO-OCHOBHOTO COCTOSIHMSI M Ta30B KpPOBH), C Y4YETOM pabOThl JAbIXaTelIbHBIX MBI U
CyOBEKTUBHOTO KOM(OpTa MalUEHTa.

- He pexoMeHnayercsi HeMHBa3WBHAsI HCKYCCTBEHHAs] BEHTUJISIHNS JIETKUX C TMTOCTOSTHHBIM JTaBIICHUEM
(CiPAP) maumentam co CMA 5q ¢ cumnToMamMu JIUCHYHKIMHM JbIXaTeIbHOM MYCKYNaTypbl s
o0JierdeHus OBIIKHA U 0OpHOBI ¢ THITOBEHTUIISIHEH [57].

YposeHs yoeaurenbHOCTH pekoMeraiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEILCTB — 5)

- Pexomenayercs oOecnedyeHrne pecHUpPATOPHBIMHM MOHUTOPAMHU U AHECTE3MOJIOTMYECKUMU
cuctemamu (anmapatamu BiPAP-tepanuun) mammentoB co CMA 5q ¢ cumnrTomamMu AWCHYHKITUU
JBIXaTeIbHOM MYCKYJIaTyphl JUTS OCYIIIECTBIICHHS HEMHBAa3UBHON BEHTHIISIIIMM JIETKUX Ha oMy [57, 76].

VYpoBeHb yoeauTeabHOCTH pekoMenaamuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KommenTtapuu: PonuTenu nauueHTOB A0JKHBI ObITh OO€CieueHbl MEAUIMHCKUM 000pYIOBaHHEM —
MEIIKOM JbIXaTelIbHbIM pEaHUMAIlMOHHBIM THUIa AMOY, HpH HEOOXOAMUMOCTH 3JIEKTPOOTCOCOM C
AKKyMYJISITOPHOM OaTapeeil W M31e/IMeM MEAMIIMHCKUAM JUIsl IbIXaTelbHOM Tepanuu (anmaparom BiPAP-
Tepanuu) i JOMallHero MOHUTOPUPOBAHUS PECHUPATOPHbIX (yHKIUH. PomuTtenu AOMKHBI OBITH
00OyueHBbI paBUjIaM UX MPUMEHEHUSI.

- Pexkomenmyercss HeWHBa3MBHAs BEHTWJISAIMS JIETKUX B COYETAHUH C TEXHUKOW OYHIICHUS
JBIXaTENBHBIX IYTeH XOII4YMM W cuasuuM mnanueHtam co CMA 5q B ocTpbIX cHTyanusix (MHQEKIHs
JBIXaTENbHBIX IyTEH) C eIbI0 MPOMUIAKTUKA PA3BUTHUS OCIOXKHEHUH [57].

VYpoBeHb yoeauTeabHOCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

Kommenrapuu: Eciiv B OCTpBIX CHTyanusx BO3HHKaeT HeoOxoaumocTh npumeneHuss HUBJI, To
J0JDKEH OBITh PACCMOTPEH BOIIPOC O HAIMYUU cpecTB s nposenerus HUBJI noma.

3.3.3. MNannnatuBHasa MegMLMHCKAA NOMOLLb

IlannuaTuBHAsS OOMOIIL — noAaxon, WEJIbHO KOTOPOro ABJIACTCA YIYUYHICHHUE KadeCTBA KHU3HU
IalMECHTOB M YJICHOB HX CeMeﬁ, OKa3aBIIHUXCA NECPEA JIMIOM YI'pOKAKOLICTO KU3HU 3a00JieBaHus. OJTa
LeJIb JOCTUTACTCA IMYTEM MPEAYIPCKIACHUSA U oOJreruyeHust CTpa,[[aHI/Iﬁ 6J1ar0z[ap;1 paHHEMY BBISBJICHHUIO,
TIIATENbLHON OIIEHKE U KynUpOBaHUTIO oomu u Apyrux TATOCTHBIX (1)I/I3I/ILICCKI/IX CUMIITOMOB, a TaK¥X¢€
OKa3aHUIO ICUXOCOLMAJIbHON U ﬂYXOBHOﬁ MO AACPIKKN [81] I'maBHas 3amada maaIMaTHBHOM IIOMOIIU —
AOCTHIKCHUC, TOAACPIKKA, COXPAHCHUC H IIOBBIIICHHUEC, HACKOJBKO 3TO BO3MOXHO, KadC€CTBA KU3HU
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nanuenta. OJHAKO OMNpeAeNuTb, YTO Takoe '"KauecTBO JKM3HU", MOXET TOJBKO CaM [MalUeHT,
HYXJAIOIMiics B NaiMatuBHOW mnomomu [82]. BakHO He NPOTHBOIOCTABIATH aAKTHBHOE
(MHTEpBEHLMOHHOE) JICUEHNE NAJJIMAaTUBHON IIOMOIIH, & B3aUMHO HUX JIOIOJIHSATH.

OTcyrcTBME KOHCEHCYCAa W HaJW4YME€ pacXOKJEHUM BO B3INIAJaX HAa MNAUVIMATUBHBIA U
MHTEPBEHIIMOHHBIA MOJAXO0J K JiedeHHto mnauueHToB co CMA mnpusHaercs B psjieé NPOrpaMMHBIX
JOKYMEHTOB MO JaHHOMY 3aboseBanuio [83]. Ilpu orcyrcTBumM 00Je3HB-MOIU(UIMPYIOIICH Tepanuu
CMA, psin ceMell BOCHPUHUMAIM UHTEPBEHLMOHHBIN MOAX0JI, 0COOEHHO TPaxXxEOTOMHIO, KaK CO3/IaHUE
KOH(IIMKTa MEX/Ty KaueCTBOM KU3HU U €€ MPOJIODKUTENIFHOCTBIO, KaK MPOJUICHNE CTPaJaHui MalueHTa
B Oosblield Mepe, 4em oOierdenue Opemenu ero 3abosneBanust [84]. Koncencyc skcrepToB ObLI
JOCTUTHYT B TOM, YTO IPU BEJIEHUU IALUMEHTOB CO CHMHAJIBbHON MBIIIEYHON aTpoduell HeoOXoauMO
MOJIHOIIEHHO 0003HAuuTh [UIsi HUX JIMala3oH TeparneBTHYECKUX BO3MOXKHOCTEH U KOPPEKTHO
MPOMH(OPMHUPOBATH, YTO BHIOOP MAJUIMATUBHOM MM MHTEPBEHLIMOHHON MOJIEP KUBAIOIIEH Tepanuu He
SIBJISICTCSL TOJIBKO JIMIIb OWHApHBIM BbIOOpOM (BbIOOpOM oHOTO U3 1BYyX) [84]. Takum oOpa3zom,
MeXIyHapoaHas pabovas rpynma B 2007 romy HE cMmorjia MPUNATH K COMJIACHIO B OTHOIIEHUU
MaJVIMaTUBHOM TMOMOIIM W MOTJja TOJbKO MPU3HATh CYLIECTBEHHBbIE 3THYECKHE MPOOJIEeMbl, KOTOpHIE
JOJIKHBI YUUTBIBATHCSI IPU MPUHATUHN pPEIIeHUs O oMolu B KoHTekcTe CMA, B TaHHBIM MOMEHT Takke
C y4eTOM TOCIIEJHUX TepaneBTUYecKuX 1moaxoa08 [83]. Tlocnenyromue myoauKanuu Takke He TPUBETH
K KOHCEHCYCY OTHOCHUTEIILHO CTAaHIapTOB MAJUTMATUBHOM oMoy nmpuMenntenbHo k CMA [85].

Hanuuue BO3MOXKHOCTH NAaTOr€HETUYECKUX METOJIOB JICUEHHUS JIaeT CYIECTBEHHbIE OCHOBAHUS IS
HAJEX] Ha U3MEHEHHE IPOTHO3a, OJJTHAKO HEKOTOphIe MPOOJIEeMbl HYKJIAIOTCS B JAalbHEHIIEM W3Y4YE€HUU,
MPEeXJIe YeM MOXKHO Oy/eT pa3paboTaTh CTaHIAPT MAJLUTHATUBHON MOMOTIH B oTHOIIeHHH CMA, BKITIOUast
HEOOXOJMMOCTh Pa3bsCHCHUS] 3HAYCHUS MNAUIMATUBHOW mMoMoIM Juis naimueHtoB co CMA  [57].
MexayHapoqHbIMUA ~ SKCHEpPTaMH  MPHU3HAETCS, YTO KJIOYEBOM 3ajJadyedl  ABJISETCS OTKa3 OT
JUXOTOMHYECKOM MOJEIH, KOTOpas NPOTHUBOIOCTABISET AKTHBHOE JICYCHHE B paMKax NaJUIMaTUBHOU
MTOMOIIIH, B [TOJIb3Y MOJIEIHM B3aMMHOTO JOTOJHEHHs [57].

- Pexkomenpayercs WHBa3uMBHash BEHTWIILMSA JieTKuX mnanueHtaM co CMA 5q ¢ HaloXeHHeM
TpaxeoctoMbl Tipu oTcyrcTBUHM dddekra or HUBJI mnm HEBO3MOXHOCTH €€ OCYIIECTBICHUS IS
o IIeP KaHuUs JKU3HU manueHTa [86].

VYpoBeHb yoeauTeabHOCTH pekoMenaamuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KommenTtapun: Pemienne OTHOCHTENBHO — MCHOJIb30BaHUS  JOJITOCPOYHOM  MCKYCCTBEHHOM
BeHTHIIsIIMH Jierkux (MBJI) npennonaraer conocTaBieHrne MHOTOYMCIICHHBIX (pakTopoB "3a" u "mpoTus",
SBJISETCS CYOBEKTUBHBIM M HE MOXET NPUHUMATHCS CAMOCTOSITEIbHO OJHOW CTOPOHOHM (TOJNBKO
MAMEHTCKOW WM TOJIbKO BpaueOHON). DTUYHBIM B JaHHOM ciiydae OyaeT Takoi MOoJxXoj, Ipu KOTOPOM
YacTHbIE MHEHHUS W YOeXJeHHUs Bpaya MOTYT ObITh IPEJCTABICHBI CEMbE BMECTE C MPEAJIOKEHHBIMU
BapuaHTamu JeueHus [87]. Pe3ynbraThl HECKOJBKHX HCCICIOBAHMN YKa3bIBAIOT Ha CYIIECCTBCHHBIC
pa3inyusl B OTHOLUIEHUU U MPAKTUYECKOM IMOAXO0JE Bpadyeil K peCnUpaTOpPHON MOAJIEPIKKE NAMEHTOB CO
CMA 1-ro tuna [88-89]. Poaurenu u apyrue numa, OCYIIECTBISIONIUE YXOJ, CUHUTAIOT, YTO y HUX
JOJIKHO OBITH TIPAaBO BHIOOPA B MOJIH3Y WM MPOTHUB UCHOJIB30BAHUS UCKYCCTBEHHOM BEHTHIIALIUU JIETKUX
Ha goMmy. CTpecc M BOJIHEHHE Yy POJUTENEH B TakOW CUTyallud BbI3bIBaJla HEJOCTATOYHAs MOJJEPKKA
(punaHcoBas, mcuxonorndeckas U npaktudeckas) [89]. HeoOxoaumo mpu3HaTh, 4TO, K COXKAJICHHIO, B
peanbHO CIOXKUBIIEHCS KIMHUYECKOM mpaktuke pemeHue o Hauane MMBJI moxer ObITh mpuHsATO O€3
corjacusi 3aKOHHBIX TpencTaBuTenel pederka. OTcyrcTBre HHOOPMUPOBAHHOTO BHIOOPA U MIA0JIOHHBIN
MOJXOJ K JICYCHUIO MPENSATCTBYIOT MJIAHUPOBAHUIO U OTPAHUYUBAIOT BO3MOYKHOCTb NMPUHATHS PELICHUMN
[86].

- PexomeHnyeTcs BKIIOUEHUE B NPOLECC NMPUHATHS PEIICHUH M0 NaJIMATUBHON NOMOIIM Ha BCEX
sTanax 3a00JieBaHUs C MPEJOCTABICHUEM MOJTHOM M KOPPEKTHON MHPOPMALIUN POAUTENIEH NAllMEHTOB CO
CMA 5q ans Toro, 4ToObl MOMOYb 3aKOHHBIM IPEJCTaBUTENSIM peOeHKa caenaTb WH()OPMUPOBAHHBIN
BBIOOp B TMOJIb3Y OKa3aHHUA €My MAIJIMAaTUBHOW IOMOIIM B COOTBETCTBHM C HUX YOSXKICHUSIMH H
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npeanouyreHusmu [89].
YpoBeHb yoeauTenbHoCTH pekoMeHaanuii C (YypoBeHb IOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

- Pekomenayercst okazaHue JOCTYIMHOM NaJNTMATUBHOW MEIMIIMHCKOM oMoy nanuentam co CMA
5Q, KOMIUIEKCHO OCYHIECTBJISIEMOM COTPYOHHUKAMH MEAMIMHCKUX OpraHu3aluid U HUX NOAPA3IACICHUN,
OKa3bIBAIOIIUX CIIEHUAIM3UPOBAHHYI0 NAJUIMATUBHYIO MEAMIMHCKYIO IOMOLIb JETSAM, B PEryISIPHOM
B3aMMO/ICHCTBHH C CEMbeH Ui oOecrieueHus: MoTpeOHOCTEH MaueHTa U ero 3aKOHHBIX MPe/ICTaBUTENeH
Ha pa3JIMYHBIX dTanax 3aboneBanus [57].

VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii C (YypoBeHb IOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KommenTapuu: [lamnuatuBHas MOMOIIL MOXKET OKa3bIBATHCS HA BCEX ATANAaX BEACHMS IALMEHTa CO
CMA: npu NOCTaHOBKE AMArHO3a, BO BpeMs NPUHATHS KIIOYEBBIX TEPaNeBTHUECKUX pEILICHUH, Mpu
BO3HMKHOBEHHUH KU3HEYTPOKAIOIINX COCTOSIHUM, a TaKKe B TEPMUHAILHOM (paze 3aboseBaHuUs.

- PexomenmyeTcst BKIIOYEHHE IJIAHOBOW OIEHKM OOJHM COTJIACHO MIKAJaM, COOTBETCTBYIOIIMM
BO3pacTy M YpPOBHIO HEPBHO-TICUXMYECKOTO pa3BuUTUs peOeHka, mamueHram co CMA 5q mns monbopa
o6e30o0mmBanus [91].

VYposeHs yoeautenbHoCTH pekomeraauii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 4)

4. MequumnHCcKas peaduiIuTanus, MeAUIMHCKAE NMOKA3aHUS U MPOTUBONMOKA3AHUSA K
NPUMEHEHUI0 METOA0B PeadWINTALMHU

B nacrosiee Bpemst Joka3zaHo, 4TO peryisipHas Gu3udecKas Tepanus U peadrInTaius MarieHTOB
CrIOCOOHBI M3MEHUTh KPUBYIO ecTecTBeHHOTro TeueHus CMA 5q: MOBBICHTH MPOJOIKUTEIHHOCTD M
KaueCcTBO >KU3HU TAIMEHTOB, YIYYIIUTh (PYHKIIMOHAIBHBIA W COIMAIBHBIN cTaryc. Peamusarus stoi
KOHLIETIIIUM BO3MOKHO TOJIbKO B (hopMaTe Lelb-OpPUEHTUPOBAHHON peaOunutanuu. Tak, peabumuranus
nanueHToB co CMA 5q ctaBut nepen coO0i CIEIyIOIINE [EU: YBEIUUYUTh MOOMIBHOCTh TAIUEHTOB;
3aMeUTUTh MPOrpecCUpOBaHUe aTpO(QUU MBIIIL; MTPEIOTBPATUTh Pa3BUTUE BTOPUYHBIX OPTOMEINYECKUX
ocioxHeHud. Lleam AOMmKHBI CTaBUTCS KAk MPH TOBCEAHEBHOM paboTe ¢ peOCHKOM (pealduiuTarus
o0pa3oM KH3HU — TOTJa 3TO COBMECTHas paboTa (U3NYECKOro TepareBTa-KypaTopa, pOAUTENeH H
MHOTJa caMoro pebeHka) — OoJiee TOJTOCPOYHBIE LIENH, TaK M C KaKIbIM MPUXOJOM peOeHKa Ha Kypc
peabunuTanuu B peabuINTallMOHHBINA HEHTP — KPAaTKOCPOUYHbIE U OTCPOUYCHHBIE 1IEITH.

- [Iponiecc nOCTHIKEHHMS OCTABIICHHBIX IeJIeH peaduIuTaIliy ONPEIEISIET CICIYIONTUE 3a1auu:

- HE JONyCTUTh (OPMHUPOBAHMS TPHUBBIYHOTO TOPOYHOTO IIOJOKECHHS KOHEYHOCTEH W UX
CErMEHTOB, U, KaK CIIEJCTBHE, PAHHUX KOHTPAKTYD;

- 3aMEeJUTUTh TPOIIeCC aTPO(HH MBI OT Oe3/IeHCTBHS;

- IPEMNSATCTBOBATH JIET€HEPATUBHOMY YKOPOUYEHHIO MBIIIEUHBIX BOJIOKOH;

- IPOATIUTH (PYHKIMOHAIBHYIO AKTUBHOCTb MAIIMEHTOB;

- IPENSATCTBOBATH PA3BUTHIO KOHTPAKTYpP CYCTaBOB KOHEUHOCTEH;

- YBEJIMYUTH TOJIBUKHOCTh MAIEHTOB (COXPaHUTh/MIOBBICUTH O0BEM U aMIUTUTYY IBUXKEHUH);

- 1aTh BO3MOXXHOCTh (PU3HOJIOTHUECKOMY Pa3BUTHIO M (PYHKIIMOHUPOBAHUIO BHYTPEHHUX OPTaHOB U
CHCTEM.

Meronsl peabunmuranmun CMA 5q nenstcs Ha HETEXHUYECKHE (K HHUM OTHOCATCS (hU3MYecKas
Tepanus: JieueOHas GU3KYIbTYpa, MaccaXK; PacTsHKEHHE MBIIIIL U JIp.) U TeXHHYeCKue (OpTe3upoBaHuE U
KOPCETHPOBaHME TYJIOBHIIA W KOHEYHOCTEH), BKIIIOYAS XUPYPIHYECKYIO KOPPEKIHIO OPTOMEANYECKUX
npo0seM, MPEMITCTBYIONIMX UX PE3yJIbTaTHBHOMY BBHINIOJIHEHHIO, @ TAaKXKe JPYrHe METOJbl (HaJI0KEeHHE
IUPKYJSIPHBIX ~ THUTICOBBIX — TOBS30K; pPOOOTH3MpOBaHHAsh MeEXaHOTepamus TpH  3a00JIeBaHUSX
nepudepuyeckoil HEpBHOW CHUCTEMbI, NMPHUMEHEHUE TPEHAKEPOB pEaOMIMTAIOHHBIX; IUIaBaHbE W
¢dusnoTepanus).
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[Tpu npoBeaeHNH peabMIINTAIIMOHHBIX MEPOTIPUSATHIA HEOOXOIUMO:

- CTapatbCsi BCTPOUTH (U3UYECKYIO TEpalui0 M PEeryjsipHble YNPaKHEHHS B MOBCEAHEBHYIO
aKTUBHOCTH peOcHKa, chOpMHUPOBATH HA UX OCHOBE 00pa3 ero Ku3HH;

- YUWUTBHIBaTh, YTO JOMUHHUPYIOIIMM CHMIITOMOM Y J€Ted SBISETCS YCTAJIOCTb, a 3HAYUT
pacrpenensats GU3NIECKYI0 Harpy3Ky Ha BECh JICHb — "MIOHEMHOTY, HO 4acTo";

- uaTy "Ha mar Bhepeau" — CTaBUTh IENW peadMiIUTaluy Ha ONMKalIine HECKOJIBKO MECSIEB
BIIEpEJ] C YIETOM TEKYILEro CKEJIETHO-MBIILIEYHOIO CTaTyca MallMeHTa U IPOTHO3UPYEMBIX YXYALICHUH;

- B&KHO, 4TOOBI B MOBCETHEBHOM JKM3HU y peOCHKa OBLIH 3a/IeiICTBOBAHBI BCE CKEJIETHBIE MBIIIIIBI U
HUKaKHe HE OCTABAJINCh B O€3/1€CTBUU.

Hexotopeie pexkoMeHmanuu 1O peadWINTAIlliid HOCAT OOIIMKA XapakTep, M OHH JIOJDKHBI
OCYIIECTBIATHCA 7151 Bcex nanueHToB co CMA 5q. Ho, roBopst o peabunuraruu nanueHtoB co CMA 5q,
0oJjiee BEpHBIM MOAXO0JIOM SBIISIETCS HE paH)XXKMPOBaHME MAallMEHTOB Ha Turbl 3a0oneBanus (CMA 1, CMA
I, CMA III), a pa3znenenue Ha pyHKIIMOHAIBbHBIE KJIACCHI (CM. BBILIE):

- Iexauue (Mo3HsAs HeaMOyaTopHas CTaaus);

- cujsure (paHHssi HeaMOyaTopHas CTaaus);

- xonauue (aMOynaTopHas cTaaus).

HaHHafl (1)YHKHI/IOH3J'II)Ha$I KJ'IaCCI/I(i)I/IKaHI/ISI MO3BOJIACT KOHKPETHU3UPOBATH 3aaa4u pea6HnHTau1/m
JUIS ONIPEJICIEHHOTO MallMeHTa C YIeTOM €ro Bo3MOKHOcTel (cM. pazaensl 4.1, 4.2., u 4.3. HiKe)

- PexoMenayercst ocMOTp (KOHCYNbTaIMsl) Bpaya 1o JiedeOHOM (U3KYJIbType BCEM MalleHTaM CO
CMA 5q st coctaBiieHHs TUIaHa 3aHATHI M0 JeueOHoM (puskynbType [92].
Yposens yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

- PexoMenyercs ocMOTp (KOHCYNbTaIus) Bpada-gusznoTepaneBTa BceM nanueHtam co CMA 5q
JUTs cocTaBiieHus miaHa ¢pusnorepanuu [30].
Yposens yoeaurenbHOCTH pekoMenaaiiiii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5)

- PexoMmeHyroTCs Mpolenypsl MO aJanTallii K YCIOBUSM Makpocpeabl BceM manueHtam co CMA
5q, IMEIOIINM JIBUTATEIbHbIC HAPYIIICHH S, JJIs OBBILICHUS KauecTBa xu3Hu [20].

VYpoBeHb yoeauTeabHOCTH pekoMenaamuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KommenTtapun: HeoOxoaumbl MepoOnpHsTHS MO aJanTalMd JOMaliHed (M Jp. OKpY)Karolei)
00CTaHOBKM [uIsi OOecreueHus] MaKCUMaJbHOW HE3aBHUCHUMOCTH MAIMEHTOB 3a CYET O€30MacHOCTU H
JOCTYITHOCTH BCEX HEOOXOIUMBIX UM CPE/CTB.

- Pexomennyercs nedeOHast GU3KyIbTypa MpHu 3a00JIeBaHUsIX IepUPEpUIECKON HEPBHOW CHCTEMBI U
cyctaBoB BceM mnarmueHTam co CMA 5q ¢ menpio yBenuyeHHs o0beMa M aMIUIMTYAbI ABMXKCHUH U
pOo(UITAKTUKA Pa3BUTHSL KOHTPaKTyp [92].

YpoBeHb yoeauTeabHOCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

Kommenrapun: BakHO OOpOThCS 3a COXpaHEHHE TEX JBIIKCHHM, KOTOpbIE €CTh y peOcHKa B
HacTosiee BpeMs. [ 3TOTo XOpoIo HCIOJIb30BaTh KMHE3HMOTEPANEBTUUECKUN HTPOBOM MOIXOMA MPH
BOBJICUCHUHU peOCHKA B yITPAKHEHUS.

- Pexkomenpayercss maccaxk TpyOHOW KJIETKM MEIMLIMHCKMM BceM mnanueHtam co CMA 5q ¢
pecnMpaToOpHBIMU HApYHICHUSIMH U JUTS TPO(UITaKTUKY JIETOYHBIX OCIIOXKHEHUH 1 runoBeHTsimn [30].

VpoBeHb yoeautenbHOCTH pekomeraanuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

KoMMeHTapun: Macca)k HOCHUT NEPKYCCHOHHBIM XapakTep W OCHOBHOM €ro ILENIbI0 SBIISIETCA
JPECHUPOBAHUE BEPXHUX JABIXATEIBHBIX IyTel. ExxeqHEBHbIE IEPKYCCUOHHBIE MACCAXU I'PYAHOU KIIETKU
(mOCTyKMBaHU/BUOpAlMM 10 XOAY PAaCHpPOCTPaHEHHUs TPaxeoOpOHXHAJIBHOTO JAepeBa OT HWKHUX
OTJENOB JIETKMX K BEPXHMM) COYETAlOT C MOCTYpalbHBIM JPEHAXOM C LEJIbI0 OTBEICHUS
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CKaIIMBAIOLIEHCS MOKPOTBI.

- Pexomennyercs nedeOHast (U3KyIbTypa HpHU 3a00JIE€BAHUAX BEPXHUX JbIXaTENbHBIX IyTEH
(kuHe3uoTepanus TPYyJHOW KIETKH WIM IOCTYpalbHBIM JpeHax) BceM mnaunueHraMm co CMA 5q ¢
peCMpaTOPHBIMU HAPYHICHUSIMH U JUTs TIPO(UITAKTUKY JICTOYHBIX OCJIOXKHEHUH 1 runoBeHTusiimu [20].

VpoBenb yoeautensHOCTH pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — D)

- PexoMenpayercss MexaHoTepanusi MpHu 3a00JCBaHUAX TEPH(PEPHUUECKON HEPBHOH CHCTEMBI BCEM
narenTaM co CMA 5q ¢ menpio yBenuyeHHs oO0beMa M aMIUIMTYABl JBWKCHHHA W TPOQPHUIAKTHKH
pa3BuTHs KOHTpAKTyp [92].

YposeHb yoeautenbHOCTH pekomenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — b)

KommenTtapun: IlanmenTam pexkoMeHAyeTcs MPOBEAECHUE PACTSKEK, COMPOBOXKIAEMBIX JIETKUM
MaccakeM (pasorpeBaroliee jaerictBue). MUHUMalbHAs 4acTOTa 3aHATUN JUIS PACTSHKKU M YBEITUYECHHUS
o0bemMa JBMKEHUH JIIs JIeKayuX MaleHTOB COCTaBisAeT 3-5 pa3 B HEAENIO, JUIsl CUASYUX MallMeHToB 5-7
pa3 B Henento. JnurenbHoCTh 3aHATU 171 () ()EKTUBHOTO PaCTSXKEHUS U YBETUYEHUS 00beMa JBUKECHUS
3aBHUCST OT KOHKPETHBIX OTPEOHOCTEN MalueHTa, COCTOSHUS CyCTaBOB U IieJiel peadrInTalum.

- Pexomennyercs nedyeObHoe maBaHue B OacceitHe Bcem marmeHtam co CMA 5q tum 2 u 3 mus
obusieruenus newkenuii [93].

VYpoBeHb yoeauTenbHOCTH pekoMenaaiuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEeIbCTB — 4)

KomMeHnTapuu: 3aHsaTHs my1aBaHUEM HOJIE3HbI U MpUATHBI nanpentam co CMA. Bopaa neiitpanusyer
JIEHUCTBUE CHJIBI TPaBUTAIlMU Ha Telo peOeHKa, YTO IMO3BOJIAET €My IMO-IPYyroMy MOYyBCTBOBAaThH CBOE
teno. [lnaBanue — xopomas aspoOHast TpeHUpoBKa. DTo BapuaHT akTuBHOTO JIOK mist pedbenka co CMA.
Kpome Toro, miaBaHue MOBBINIAET SMOUMOHANBHBIM (POH neTell. Mertonq He wuMeeT aOCOTFOTHBIX
npoTtuBonokazanuii mpu CMA. Pexomenayemast Temmeparypa Boabl B 6acceitHe 30°-33° (onTumanbHbIE
TEeMIIepaTypHble paMK{ JJIs Hawilydniero metabonn3ma Meliii). [lepBbie HECKONIBKO 3aHSTUN JOJKHBI
MPOXOJIUTh HE TOJBKO C POAMTENSIMH, HO M C HHCTPYKTOPOM, KOTOPBIH oOyuut poauteneit. [lepen
KaKJIbIM 3aHATHEM HEO0OXO0IUMO OIICHUTh COMAaTHYECKOE Oaronoyane peoeHka.

- Pexomennyercs neueOHas (U3KYJIbTYypa C HCIOJB30BAHMEM almaparoB M TPEHAXEPOB IMpU
3a00eBaHusIX nepudepruueckoid HEPBHOW CUCTeMBbI BceM marmeHTam co CMA 5q mis moanepskaHus
JIBUTATEIbHOM aKTUBHOCTH U MPOQUIAKTHKHA Pa3BUTHS KOHTpakTyp [92].

VYpoBeHb yoeauTeabHOCTH pekoMenaamuii C (ypoBeHb TOCTOBEPHOCTH JIOKa3aTEIbCTB — 5)

Kommenrtapun: Jlns nexayumx MMAalMEHTOB BIIOJHE MOXET MPUMEHSATHCS TpPEHaKep-BeJIOCHIIE]
(BemoTpeHaxep)

- Pexomenayercs o30kepuToTepanus 3aboieBaHuii nepupepruueckoil HEpBHOM CUCTEMbI AIlHEeHTaM
co CMA 5q ¢ popMupoBaHHEM KOHTPAKTYp Ul YMEHBIICHHS CTETIEHU UX BhipaxkeHHOCTH [30].
YpoBeHb yoeauTeabHOCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

- Pexomenpayetcst napadunorepanus 3ab6oneBanuii neprudeprnueckoil HepBHOW CHCTEMBI MAllHEeHTaM
co CMA 5q ¢ popMupoBaHueM KOHTPAKTYp JJISl YMEHBIICHUS CTETIEHH BBIPAXXEHHOCTH KOHTpakTyp [30].
VpoBeHb yoeautenbHOCTH pekomeraanuii C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIbCTB — 5)

- PexoMeHayeTcss TpeHHpOBKa C OHMOJIOTMYECKON OOpaTHOM CBA3BIO MO 3IIEKTpOMHOTrpaduu Hpu
3a0oJeBaHMAX Nepudepudeckoil HepBHOUW cuUCTeMbl (MUOCTUMYIALUS) maumeHTam co CMA 5q s
NoJyIepKaHusl PyHKIMOHAIBHBIX BO3MOXKHOCTEH MbIt [94].

VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii C (YpoBeHb TIOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

- Pexomenayercs mexaHoTepanmusi U pOOOTH3MPOBAHHAS MeXaHOTepamus Npu 3a00JIeBaHUIX
nepudeprudeckoil HepBHOU cucTeMbl BceM manueHTam co CMA 5q mist coxpaHeHus oObemMa JABMKEHUN
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[20].
VpoBenb yoeautensHOCTH pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)
KommeHTapuu: ans Jie)kauyux HalMEeHTOB MOXET MPHUMEHSTHCS TPEHAXKEPhl PeaOUIMTAlMOHHBIC
(BemoTpeHaxep), Ui CUASYUX MAIMEHTOB — HAOOp peaOMIMTAIIMOHHBIX H3JETUN TpU HApYIICHUAX
OTIOPHO-JBUTATENIFHOTO armapara, NeJAUaTPUYeCKUuid W Apyrue TPeHaKepbl peaOMIIMTAIMOHHBIC, JUIS
XOASYUX — BCE BBIIIE IEPEYHCICHHOE IUTIOC JOPOXKKAa OeroBas CTaHIAPTHAs MEXaHWYecKas WU C
AIIEKTPOITUTAHUEM.

- PexomeHnyercss Hallo)K€HHE LMPKYJIAPHOM TMICOBOM moBsa3kuM mnauueHtam co CMA 5q ¢
KOHTPAKTypaMH B KOJICHHBIX M TOJICHOCTOIHBIX CyCcTaBax Jyisl yBEIWYEHUs 0ObeMa ABmKeHuit B Hux [20].

YposeHb yoeautenbHOCTH pekoMeHnaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5)

KommenTtapun: OcoOeHHOCTH HANIOKEHUS LUPKYISIPHON TMIICOBOM MOBSA3KHU y nmanueHToB co CMA
— TUIICOBAaHUE KOPOTKUMHU KypcaMu (Ha 5 qHei uepes 2 aHs).

- PexkoMmeHayroTCcsi yciyru 1o METUIIMHCKOM peadunuTaluu JAeTed ¢ HeHpo-OpTOoNeanYecKOu
[aTOJIOTHEN MeToJaMH jieueOHoro teinupoBanus nanueHtaM co CMA 5q tun 3 ¢ 1enbio YMEHbIICHUS
Harpy3ku Ha MbIip! [95].

Yposens yoeautenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 4)

KommenTapun: JlaHHass MeToaMKa MOXKET HUCIOJb30BaThesa y jaeteit co CMA. Tein cmocobeH
MIPUHUMATh Ha ce0sl 4acTh HArpy3KH MBIIILBI, TEM CaMbIM JIaTh MOYYBCTBOBATh MAlIMEHTYy paboTy cBOEH
Mblmel. [Ipennourenune oTaaeTrcs MOHOTEUNUPOBAHUIO (TEHMMPOBAHUIO OJHONW KOHEYHOCTH), YTO
MO3BOJISIET peOEHKY '"coCpeloTOUYMThCS" Ha KOHEYHOCTH, IIOYYBCTBOBATh MBIIIEUYHBIH TPUITEp
TEeUNMMPOBAHHOW KOHEYHOCTH.

4.1. PeaOuauranud Jie;Kauux NalueHTOB

OCHOBHOE MOJIO’)KEHUE ATUX MAIMEHTOB B JOMAIIHUX YCJIOBHUSX — MOJOXKEHHE 'nexa', KoTopoe
omacHoO (OPMHUPOBAHUEM MPHUBBIYHBIX (3aTIOMHHAIOIIUXCS) MOPOYHBIX YCTAHOBOK KOHEYHOCTEH M HX
CErMEHTOB BBHJIy JCWCTBHS CHJI I'paBUTAllMM HAa KOHEYHOCTH U OTCYTCTBUS CIIOCOOHOCTH IAIlMEHTa K
AQHTUTPABUTAIIMOHHBIM JBM)KCHHUSAM, a TaK)K€ BO3HUKHOBEHHEM OCJIOKHEHUH. Tak, XapakTepHas s
TaKuX JieTei (B CHITy CJIa00CTH MBIIIII-aITyKTOPOB Oe/ep) mo3a "jaexa Ha CIIUHE C TIOBEPHYTBIMH HapYXKy
OenpamMu" CcHocoOCTBYeT HE TOJBKO (OPMHUPOBAHUIO MAPAIUTHYECKHX BBIBUXOB Ta300€IpEHHBIX
CyCTaBOB, HO W BO3HMKHOBEHHUIO TSDKEIBIX MPOJISKHEH Ha OoybMX Beprenax Oenaep. OueHb BaKHO B
A9TOM KOHTEKCTE, YTOOBI TOJIOKEHUE pPEeOCHKAa B TMOCTENM M Ha JIFOOOH Ipyroil MOBEPXHOCTH OBLIO
(YHKIIMOHATBHO BBITOAHBIM M IMPEIOTBPALIATIO BO3MOXKHOCTH PeajH3alliu MOPOYHBIX YCTAHOBOK M UX
ocinoxHeHud. C 3TOM ULEIbI0 PEKOMEHIYIOTCS 4YacThle CMEHbl MOJIOKEHUsI Tejla B IOCTENH;
MCIO0JIb30BaHUE MOAPYYHBIX CPENICTB, KOTOPbIE MOTYT JIETKO M3MEHSTH CBOIO (JOpMY U NMPUHUMATH BEC
KOHEYHOCTH Ha cels, TeM caMblM HMHUTHPYSd AaHTUTPAaBUTALMOHHOE JeicTBHE (Hampumep, marpac,
HaMOJIHEHHBIN MTpocoM). CTUMYISALIMS TOBCEAHEBHON aKTUBHOCTH: UTPHI U IPYTHe aKTUBHBIE 3aHATHS KaK
C HCIIOJIb30BAaHUEM CHEIHAbHBIX MPUCTIOCOOIeHMH (Hampumep, 0OJIerYeHHbIE UTPYILIKH), TaK U 06e3 HUX
JOJIKHBI IPUMEHSTHCS B MAKCUMAJIbHO BO3MOKHOM CTENIEHHU.

Lenu peabunuraryu aexaqyux MayueHTOB:

- yBenMYeHHE 00beMa M aMIUIMTY/bl aKTUBHBIX/TIACCUBHBIX IBMKEHHUH B JIFOOOM CETMEHTE Tesa U
KOHEYHOCTEM;

- YIy4YIlIEHUE CTETIeHH KOHTPOJISI TOJIOBBI/IBIKEHUI B TPAHCBEP3AIbHOM MIIOCKOCTH B TMOJIOKEHUU
"1exxa Ha ciuHe";

- YIy4IlIeHUE PYYHOU MaHUMYIISIUU;

- CO3JIaHUE YCIIOBUU IS Pa3BUTHUSI U HOPMAIBHOTO (YHKIIMOHUPOBAHUS BHYTPEHHUX OPTaHOB;

- 3aMe/JICHUE Pa3BUTHSI UCTUHHBIX aTpo(uK MBI U aTpodun Oe31eHCTBUS;

30 13 85


http://disuria.ru/
https://аптека-омск.рф/

KnuHnyeckne pekomeHaauum — lNMpokcumanbHas cnvHanbHas MbledHas atpodus 5q — 2021-2022-2023 (31.05.2021) — YTBepXKAEHbI
Mwn3gpasom PO

- pa3paboTka CycTaBOB U MPOPUITAKTHKA 00pa30BaHUs KOHTPAKTYP.

4.1.1. HetexHun4yeckmne meToaAbl peabmMnuTaumum nexaumx NaLumMeHToB

- PexomeHayercs ynpaXHEHHUs JIe4eOHON (DUBKYIBTYpPBHI C HCIOJIb30BAaHHEM IIOJBECHBIX CHCTEM
nexxaunM narpenta co CMA 5q ¢ 1enbio yBelu4eHus: 00beMa U aMIUTHTY/IbI ABMKEHUH U TIPOPHIAKTHKH
pa3Butus KoHTpaktyp [20].

VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii C (YypoBeHb TIOCTOBEPHOCTH JIOKA3aTEeIbCTB — 5)

Bo Bpems 3aHsaTHIl ¢u3nuyeckoil Tepanueill C JekauMMHM MalMeHTaMu YIO0OHO HCII0JIb30BATh
PE3MHOBBIE WM TPSAMNHUYHBIE JIEHTHl Ul MOJBEUIMBAHUS CETMEHTOB KOoHeuyHocTeil. Takoil cnoco6
MOAXOJUT Ul MPUMEHEHUsS! KaK Ha BEpXHUX (IUIeUM), TaK U HA HUKHUX KOHEYHOCTAX (Oeqpo-KoJIeHO-
rojeHs). Hampumep, g coxpaHeHus] (YHKIIMOHAJIbHOW AKTMBHOCTM BEPXHUX KOHEUHOCTEW MOYKHO
UCIO0JIb30BATh METOJ| YCTPAHEHUS! CHJI TPaBUTALMM IyT€M IOJBELINBAHUS IMPOKCUMAIbHBIX CEIMEHTOB
BEPXHUX KOHEYHOCTEH Ha JIEHTaX, TEM CaMbIM OO0ECIEYUB BO3MOXHOCTb JIBWKEHUN BCEW BEpxXHEU
KOHEYHOCTH U, KPOME TOTO, 3TUM JIOTIOJIHUTH JUArHOCTUYECKUN MOUCK "paboTaroniux' MBI B TITyO0KO
MapeTUYHOM CETMEHTE BEpXHEH KOHEYHOCTH (Tak, IMOJBEIIEHHBIM Ha JIEHTE IJIEYOM PEOEHOK MOXKET
JIBUTaTh, HAIPUMEP, B TPAHCBEP3aJIbHOM/(PPOHTATBHOM TIOCKOCTSIX, YTO MIOMOTAeT OOHAPYKUTh ">KUBbIE"
MOPLUMK MBI, YacTO Ha IUIe4e 3TO MOPLMH JAEIbTOBUAHBIX MBIIII]). DTOT K€ CHOCOO MOMOraer
obecrieunTh UTpy WIM MaHUMYISLHMIO PyKOoW (Hampumep, s kecta "ykaspiBaHus' mpu paboTe C
KapTOUKaMH).

4.1.2. TexHn4yeckue metoabl/cpeancrtea peabunutauum (TCP) nexaumx naumeHToB

JUis MOCTHKEHHUS TOCTABJIEHHBIX LieJed peaOuIuTalli HCMOJb3YeTCs CTporas MPHUBEPKEHHOCTh
MPUHIIMIIAM TOCTYPAJIbHOTO MEHEIKMEHTa, KOTOPBIA BKIIOYAeT B ceOs MPaBUIIbHOE MO3UIIMOHUPOBAHUE
(B monoxxeHn” "cTOA" — BEPTUKAIHM3AIINS, TAKXKE MTPEOBIBAaHUE B TCUCHHUE AHS B MIPABUIILHOM IMOJIOKEHUN
"cuns') U OpTE3UPOBAHUE TYJIOBHUIA M KOHEYHOCTEH.

- PexomenmyeTcs BepTukanuzaius jekadnx mnanueHToB co CMA 5q ¢ nenbio MpoQUIaKTUKH
OpPTONEINYECKIX OCJIOKHEHUN OCHOBHOIO 3a00JieBaHUs M CO3JaHMs (PU3UMOJOTHUYECKUX YCIOBHM s
HOPMAJIBHOTO Pa3BUTHsI U PYHKIIMOHUPOBAHHUS BHYyTpeHHHUX opranos [20].

VYpoBeHb yoeauTeabHOCTH pekoMenaamuii C (ypoBeHb TOCTOBEPHOCTH JIOKa3aTEIbCTB — 5)

KomMmenTtapuu: Beprukanuzanus nanueHTa B ONOpPE Ui CTOSHUS PEKOMEHIYeTCsl CyMMapHO He
MeHee | Jaca B JIeHb B 3aBUCUMOCTU OT BO3MOKHOCTEH peOeHKa. {1 manmeHToB, KOTOpbhle HUKOTa He
MOTJIU CHJIETh, MOXET OBITh PEKOMEHI0OBaHA BEpTUKAIN3aIMs, HAUMHAs ¢ Bo3pacTa 14 mecsiies.

- Pexomennyercs peaOmiMTaliMOHHBIE M aJaNTHPOBAaHHBbIC MJii WHBAJIMAOB wH3Aenus (3aaHe-
OTIOPHBIC OTIOPHI JIJISi CTOSIHUSI ¢ BO3MOXKHOCTBIO HakioHa oT 90° no 180°), nexauynm manuenta co CMA
5q ns 6e30macHOro U KOM(GOPTHOrO pa3MeleHUs M BepTUKAIU3aluu peoeHka) [96].

VYpoBeHb yoeauTenbHOCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 4).

Kommenrtapuu: Onopsl Ui CTOSHHUS JOJDKHBI HMMETh  (YHKIMOHAJIBHBIA  TOJTOJIOBHUK,
obecrieunBarOmKii OOKOBYIO W TEpelHe-3aJHIOI CTAOMIU3allhI0 TOJIOBBlI M HE OrPaHUYHBAIOIIMMA
BO3MOHOCTHU JBM)XCHUS TOJIOBOI; (PUKCATOPBI KOpPIyca HAa YPOBHE TPYAH U Taza; PUKCATOPHI HMKHHUX
KOHEYHOCTEH Ha ypOBHE HWXHHX TpeTei Oedep M KOJIEHHBIX CYCTaBOB;, TMOJCTaBKY s CTOI C
PETYIUPOBKON MO Iy HAKIOHA, MPUCTABHOW CTONMMK. HemaloBaKHBIM [Js JIeKayuX MaIMeHTOB
SIBJIIETCS BO3MOKHOCTh BEPTHUKAIM3AlUM B OTOPE AJSl CTOSHUS B TOJOXKEHUU "pa3BeleHHBIX Oexmep"
(momonmuuTenbHas (QYHKUMA y ONOp AN CTOSIHHS), YTO TOBBIIIAET KOHTPYIHTHOCTh CYCTaBHBIX
MOBEPXHOCTEH, CMOCOOCTBYET (HOPMHUPOBAHHIO Ta300€APEHHBIX CYCTaBOB, MPO(UIAKTUKE BBIBHXOB
Ta300eIPEeHHBIX CYCTABOB.
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- PexomeHIyrOTCST OpTE3bl Ui KOHEYHOCTEW W TYJIOBHWINA, a TaKKe CICIHATU3UPOBAHHBIC U
aJallTHPOBAHHBIE JUII HMHBAIUAOB TNPUCHOCOOTCHHSI I  MO3ULIMOHHPOBAHHS  (CHCTEMBI IS
OpPTOCTATUYECKOW TMOMEPKKH, BKIIOYANONIME B ce0s BalWku, (OPMOBAHHBIC MOMYIIKA Pa3TUYHOU
KECTKOCTH M KOH(UTYpaluu, Wrpymiku) JekauyuMm manueHtam co CMA 5q ¢ uenbio npuaaHus
MPUIIOJHATOTO, (YHKIIMOHAIBHOTO TOJIOKEHUS C HEOOXOMUMOU (pUKcammei TyJIOBHINA M IOIEPKKON
TOJIOBBI U JIJISl MOOYXKACHUS peOCHKA K IBUTATEIbHOM akTuBHOCTH [96].

YposeHb yoeautenbHoCTH pekoMenaaiiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTE/ILCTB — 4)

Kommenrtapun: OpTe3sl TPEICTABISIIOT COOOHW  TEXHUYECKHE CPEICTBA  peadMIMTAINH,
WCIIOJIb3YEMbIC JIJISI H3MCHECHHSI CTPYKTYPHBIX U (DYHKIIMOHATBHBIX XapaKTEPUCTUK HEPBHO-MBIIIICUHOW U
CKEJICTHBIX CHCTEM U 00CCIICYMBAIONIUE, B 3aBUCUMOCTH OT MEIUIMHCKHUX MMOKA3aHUMA, OPTONIETUYECKYIO
KOPPEKIMIO, pa3rpy3Ky, (UKcalnio, aKTHBU3AIUIO JBUTATENbHBIX QyHKOWA. CymMMapHOe Bpems
HaXO0XJCHUS B opre3ax 10 8-12 wacoB B JeHb. MUHHMaJIbHAs YacTOTa MPUMEHEHHSI OPTE30B IS
JeKAuUX MAIUEHTOB — 5 pa3 B Hegemo. DuKkcaus rpyIHON KISTKU PEKOMEHIYETCS JUTsl CTaOMIIN3aIiH
MOJIOKCHUSI, TPOQUIAKTHKU CKOJIHO3a W JUISl CTUMYJISIUU (PYHKIIMOHATBHONH aKTHBHOCTH. Dukcarus
IIIEW 9acTO WCIOJB3YEeTCS IS TMOJJICPKKH TOJIOBHI JUISi MUHHUMH3AIUN PHCKA yAYIIbS B BEPTHKAILHOM
MTOJIOKCHHH, TaK KaK (PYHKITUST KOHTPOJISI TOJIOBBI 9YaCTO OTCYTCTBYET HJIU OciabieHa.

- PexkoMeHAyIOTCS Kpecia-KOJSCKM C PYYHbIM MPHUBOJOM C JOIMOJHHUTENbHON (ukcanuen
(ToIIep KKOi) TONOBHI U TeJa, B TOM uncie it 60apHbIX LI, mporymodynsie (1715 MHBAIUIOB U JIETEH -
MHBAJIN/IOB) CHITYAM H Jie)kaunM narnuentam co CMA 5q s obecrieuenus ooreit MmoomisHoCTH [96].

VYpoBeHb yoeauTenbHOCTH pekoMeHaaruii C (YypoBeHb TOCTOBEPHOCTH JIOKA3aTEeIbCTB — 4)

KommenTtapun: [[ns MOOMIBHOCTH M TPAHCIOPTUPOBKM PEKOMEHIYETCS MCIOJIb30BaTh Kpecia-
KOJISICKU C PYYHBIM MPUBOJIOM C JAOMOJHUTENIbHOMN QuKcalei (moanepxKoit) roJoBsl U Tela, KOMHATHbIE
U TPOTYJIOYHBIE U Kpecla-KOJSICKU C JOMOJHUTENbHON (ukcanuei (MoaaepKKoil) TOJOBbI U Tena ¢
AMEeKTpOonpruBoIoM. OHU M3TOTABIIMBAIOTCS WHAWBHAYAIBHO TIO OOBEMHOM TPEXMEPHOW MOJETH 3aJHEH
MOBEPXHOCTU Tela, 3TO — JIOKEMEHTHI, YCTAaHOBJIEHHbIE Ha KOJECHYI0 0a3y Kpecia-KOJIACKH
COOTBETCTBYIOIIETO pa3mepa U HazHadeHus. [Ipu monbope kpecia-Koascku U (PyHKIIMOHAILHOTO Kpecia
CHEIHAUCT JOJDKEH Yy4YecTb HEOOXOOUMOCTh JIOMOJHHUTENbHBIX D3JEMEHTOB I  MOJJIepPKaHUS
PEKOMEHyeMO 103kl U BHECTH 3TO B PEKOMEHIAIMHU 110 u3aenuto. Cieayer yoeauThCsl B MAKCUMAaIbHOU
(G YHKIIMOHATBHOM HE3aBUCUMOCTH U KOM(OPTHOCTH NMPEObIBaHUS B KPecie-KOJISICKe.

- Pexomenmyercsi nmpeObiBaHHEe B MOJOKeHHH "cusa" nexxkaunM marueHta co CMA 5q ¢ menbro
PpOoGUIAKTUKH OPTOIEINYECKUX OCIOKHEHHH OCHOBHOTO 3a00JIEBaHMS M CO3JaHUs (U3HOJOTHUUECKUX
YCIOBHI JUIE HOPMAJIbHOI'O Pa3BUTHSA M (DYHKIIMOHHPOBAHKS BHYyTpeHHUX opranos [20].

VYpoBeHb yoeauTeabHOCTH pekoMmenaaiuii C (ypoBeHb TOCTOBEPHOCTH JI0Ka3aTEIbCTB — 5)

Kommenrtapuu: [y npeObiBaHMs B MOJIOKEHUU "CUISA" MCHOJIB3YIOTCS OMOPBI AJS CHACHUS WU
Kpecja-KOISCKM KOMHATHBIE C JIOTIOJIHUTEIbHOW (uKcamueit (moauep)kKKoi) TOJOBBI M Teda. Takxke
noyiokeHue '"cuasa" B TeUEHUE JAHS JOCTUTaeTcss NpeObIBaHHMEM B TMPOTYIOYHOM Kpecie-KOJSCKE.
CuneHre B TEXHHYECKOM CPEACTBE JOJKHO MPOBOAMTCA B TYTOpPax Ha TOJICHOCTOIHBIE CYCTaBBI.
[IpeObiBaHNE B MPaBUIHLHOM MOJIOKEHUU "cUis" PEKOMEHI0OBAHO CYMMAapHO JI0 6 4acoB B JCHb.

B kauecTBe MOMOJHUTENbHBIX (YHKIUS B CpPEACTBE JJS CHUICHUS JOJDKHBI BBICTYIATH:
(YHKIIMOHATBHBIA TOJTOJOBHUK (JIMOO TMO3UIIMOHUPOBAHUE TOJOBBI C MOMOIIBIO TeTin [mccoHa),
obecrieunBarOmnii OOKOBYIO W TEpelHe-3aJHIOI CTAOMIU3allUI0 TOJIOBBl W HE OrPaHUYHBAIOIIMMA
BO3MOYHOCTH JIBIJKEHHUS TOJIOBOH; CHIEHBE C PEryIupyeMbIMH TTyOMHOM, IIUPHHON U YTJIOM HaKJIOHA.
KOHCTpYKTHBHO cHJIEHHE pa3/ie]IeHO Ha Ta30BYIO U O€peHHBbIe YacTH, YTO TMO3BOJSET MaKCHUMAaIbHO
MIOJIHO pelIaTh UMEoIIrecs y pebeHka mpoOieMbl ¢ 6aJaHCcOM M CUMMETpHUEH, BEI3BAHHBIE BTOPUYHBIMU
OpPTOTIEIMYECKUMH OCJIOKHEHHUSIMU. Perynupyemasi mo BBICOT€ W YIy HAaKJIOHA CHHHKA; (QUKcaTop
TyJIOBHINA (KUJIET), IPEIOXPAHUTENbHBIN Ta30BbIM MOSC, PETyIUPYEMble MOUIOKOTHUKH; Pa3elibHbIE,
perynupyemMble O THOXKKH ¢ (PUKCATOPaMH CTOIT; IPUCTABHOM CTOJMK; MPOTUBOIPOJICKHEBASI MO TYIIIKA.
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- PexomeHayeTcs MCIOIb30BaHUE OpTe3a TyJIOBUIIA ((PyHKIMOHATEHO-KOPPUTHPYIOIIETO KOPCETa),
M3TOTOBJICHHOTO JUIsi peOeHKa WHIMBHUAYaJIbHO MO CIENKY C HCIOJb30BAaHUEM BBITSDKEHHS MeETIeH
I'muccona 3a rojoBy WM B TOPH30HTAJIFHOM IIOJIOKEHHH C YCTpaHEHHEM JeGopManui Jiexadyum
naienta co CMA 5q B MOJNOXEHUU CUAS C IIETbI0 MPEmsITCTBUS OOpa30BaHUIO CKOJMOTUYECKOMH
nedopmanuu no3oHoyHuka [20].

VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii C (YypoBeHb TIOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

Kommenrapun: Kopcer ans nmamuentoB co CMA ucmonb3yercs: GyHKIIMOHATIBHO -KOPPHUTHPYIOLITHIA
c omopoil Ha Ta3", coxpaHsouMil OajaHC MO3BOHOYHOrO CTON0A, MpEeAOTBpalAIOUIUi
KOJIOKOJIOOOpa3Hyro JeGOopMaIuio IpyIHON KISTKH W HE HapyIIAMUK (DYHKIIUIO BHEITHETO JBIXAHHS.
Bo3moxxHo moTpeOyercss "OKHO IS JAbIXaHHA" W OTBEPCTHE ISl TacTPOCTOMBI (IIPU €€ HAJIHYHH).
CymMapHOe BpeMsi HaX0XK/IEHHUs B KOPCETE BO3ZMOXKHO JI0 6-8 4acOB B JICHb.

"

- PexomeHyeTcs eXeHEBHOE HCIIOJIb30BaHHE OPTE30B Ha HW)KHHE KOHEYHOCTH, M3TOTOBJICHHBIX
WHIUBUAYAIBHO (HampuMep, TYTOPBI Ha TOJICHOCTOITHBIE CYCTaBbl — JIJISl CUACHHUSI, TYTOPBI Ha BCIO HOTY —
JUTsl cHa) JiexkauuM manuerTa co CMA 5q uist mpenoTBpalieHust U 3aMeJUIeHHs Tpoliecca 00pa3oBaHus
KOHTPAKTYyp CycTaBOB KoHe4YHOCTe# [96].

YposeHs yoeautenbHOCTH pekomeraaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 4)

4.2. PeaOuauranuda CUASYNX NANMEHTOB

JIJIs cuIsi9uX MAIMeHTOB BaXKHO KaK COOJIOCHHUE TIPHUHIIAIIA JIO3UPOBAHUS (DU3HUYECKON HArpy3KH,
TaK U MPHUHIIMIIA BHEAPEHUS (PU3HUECKOM Tepanuu B 00pa3 )KU3HU peOeHKa.

OnHO W3 BemymMX W JIOOMMBIX MOJIOKEHUW TaKUX JETeH — MOJIOKEHUe "cuus', KOTOpoe B CHITY
OCHOBHOTO CHMIITOMA 3a00s1eBaHus (C1a00CTH CKEIETHBIX MBIIII), HECIIOCOOHOCTH K CAMOCTOSITEIIbBHOMY
W3MEHEHHUIO TOJIOKEHUSI Tea/mo3bl  (MepeMexaTbCs B TMOJOKEHMH "cuas') W TOTPEIIHOCTAX
MOCTYPaJbHOTO  KOHTPOJII CHOCOOHO  (OpMUPOBATh HECUMMETPUYHBIM MATTEPH MOCAAKH  C
HEPaBHOMEPHBIM PACTIPEICIICHIEM OTIOPHI Ha KOCTH Tasa (CIpaBa/ciieBa) ¢ IEPEKOCOM Ta3a (HaATa30BOTO
3a CYET CKOJIMO3a TeHe3a) W OBICTPO MPOBOIMPOBATH PAa3BUTHE CKOJUOTHYECKOW naedopmaruun
M03BOHOYHUKA. B cBsi3u ¢ 3TUM 0co0oe BHMMaHHE JOJDKHO MPHAABATHCS CUMMETPUYHOMY Pa3BUTHUIO
TEJIO0CIOXKEHHUS NAllMeHTOB U MPAaBUILHOMY MMO3ULUOHUPOBAHUIO.

[enm peaOUIUTAMN CUISYUX MAIICHTOB:

- MOBBIIICHUE MOOMIILHOCTH TMAI[ICHTOB;

- 3aMeUICHHE TPOTPECCUPOBAHMS MBIIIEYHOW CITa00CTH, TMOTepU (GYHKIUH U (POPMHPOBAHUS
aTtpoduu 6e31eHCTBUSA;

- YIy4IlICeHUE PYYHOU MaHHITYJISIIIUM;

- CO3/IaHUE YCIIOBHH IS Pa3BUTHS U HOPMAIBHOTO (DYHKIIMOHUPOBAHUS BHYTPEHHUX OPI'aHOB;

- pa3paboTKa CyCTaBOB U MPOQHIAKTHKA 00pa30BaHUsI KOHTPAKTYP;

- opMupoBaHue U MO IEPKAHHE CUMMETPHUYHOCTH TO3bI;

- IPEYNPEIKACHUE CKOJTMOTUIECKOH eopMaliiy IIO3BOHOYHHKA U TIEPEKOCca Tasa,

- 00y4yeHue OBITOBBIM HAaBBIKaM M HaBBIKAM CaMOOOCITYKUBAHHUSI B CpEIe.

Oco6oe 3HaueHue B (hU3MYECKON Tepanuu yaensercs (GOpPMUPOBAHHIO CUMMETPUYHOCTH O3Bl U
MUHUMM3ALNN PA3IUUUil B pa3BUTOCTH U QYHKIIUH MEXIY IPABBIMU U JIEBBIMH KOHEYHOCTSIMH.

- PexomenayeTcs UCMOIb30BaHUE CIIEHMATU3UPOBAHHBIX OPTE30B — OPTONEAMUECKUX alnapaToB Ha
HUKHUE KOHEYHOCTH U TYJIOBHILE cUASYUM manueHTaM co CMA 5q 6e3 KOHTPaKTyp Ui MOJIepsKaHus
BEPTUKATHHON TIO3bl M CIIOCOOHOCTH K TEPEIBUKEHHUIO C MOMOIIBI0 CPEICTB JOTOIHUTEIHHONU OMOPHI
[20].

YpoBeHb yoeautenbHOCTH pekoMeHnaauii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5)
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KoMMeHTapuu: Anmnapar CKOHCTPYHMPOBaH CIELUAIBHO JUIsl MALIMEHTOB C BSUIBIM IapaindoM, CUIION
MBIIII] HIKHUX KOHEYHOCTEH MeHee 2-X 6ayuoB. OcoOeHHOCTHIO JaHHOTO OpTe3a SABIISETCS BO3MOXKHOCTh
MEXaHMYECKH aCCHCTHUPOBATh YCHIMSAM peOCHKa, B3aMMHO TIepeMelias HIWKHHE KOHEYHOCTH, B
CUMMETpUYHOM 1o03e. Takoi anmapar IO3BOJISIET HAXOAUTHCS B BEPTUKAIBHOM IIOJIOKEHUM U
[epEeMEIAThCS C ONIOPON HAa XOJYyHKH 0€3 MOJJNEPKKU POJUTENEH, IIPU JOCTaTOUYHOM CUje B pyKax. JTa
BO3MOKHOCTh HMMEET OIPOMHOE BJHsSHHE Ha (opMupoBaHHE peOCHKAa KaK HE3aBUCUMOW JIMYHOCTH,
oOnaaroneii BOSMOKHOCTBIO K TPSMOCTOSIHAIO M TIEPEMEIIEHUIO B 3TOM IOJIOKEHUH. BepTukanbHas
11032 HE MO3BOJIUT Pa3BUBATHCS 3aCTOMHBIM SIBJICHUSM B JIETKUX, YTO CHU3UT PUCK Pa3BUTHSI OCIOKHEHUN
npu OPBU, ynydymut naccak mo >KeayJOYHO-KUIIEYHOMY TPAaKTy M MOYEBBIJIEIUTEIBHOW CHUCTEME.
OceBas Harpy3ka Ha CKeJET IPEJOTBPAaTUT pa3BUTUE OCTEONOPO3a U BTOPUUHBIX JAedopManuil KOCTEN U
CyCTaBOB.

[IpeObiBaHNE B CTOAYEM IMOJIOKEHMU JOJDKHO mooupAtbes. [lognep:kuBaemMoe MOJI0KEHHE CTOS
JOJDKHO COCTABIATH 0 60 MUHYT, @ MUHHMAJIbHAS YacToTa — 3-5 pa3 B HEJNEN0, ONTUMalbHas 5-7 pa3 B
HEZEIIO0

- PexoMenayroTcs opTe3bl TyJaOBHUIIA — KOPCEThl (PYHKIMOHAJIBHO KOppuUrupyromue (Tpyno-
nosicHuuHoO-KpecTioBble — THNa TSLO) cuasuum namuentam co CMA 5q ans yaydiieHHs OCaHKU U
JBUTATENbHBIX QyHKIHiT [96].

VYpoBeHb yoeauTenbHOCTH pekoMenaaiuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEeIbCTB — 4)

Kommenrtapun: Cratuyeckue, NUHAMUYECKHEe U (YHKIMOHAJIbHBIE OPTE3bl HCIOJIB3YIOTCS IS
W3MEHEHHUs TOJIOKEHHs] M TepeBoJa B BEPTUKAJIbHOE IMOJOXKEHHE MalueHTOB. [l BepTHUKalu3aluu
BO3MOXHO HCIOJIB30BaTh KPECIO-KOJIACKY C 3JIEKTPONPUBOJIOM C BO3MOKHOCTHIO MEpPEBO/A MAIlMEHTA B
nosnoxenue '"cros". IlpucmocoOmeHuss s TOAACPKKH B BEPTHUKAIHLHOM TOJOKCHUHM BAKHBI IS
OOJIeryeHusl pacTsHKKU HIKHHUX KOHEUHOCTeHM, a Takxke A yaydlleHus (QyHKOMM opraHusMa Hu
03/I0pOBJIEHUS] KOCTHOM TKaHH, AJIs1 00eCreueH s] BEPTUKAIBHOTO MOJIOKEHHS U YAyUIIEHHs MOJIOKEHUS
MO3BOHOYHUKA M BCero Tena. PekomMeHIyeTcss NpOakTHBHBIE HCHOJIb30BaHHWE (DYHKIMOHAIBHO-
KOPPUTHPYIOIIUX KOPCETOB y HecuAsgunx manueHTtoB co CMA, mnosydaromux ITaTOT€HETHYECKYHO
JIEKapCTBEHHYIO TEPAIHIO, JUTS IIPEJOTBPALICHUS AeopMalnii U yBelnndeHns: akTiBHOCTH [97].

- PexoMeHIyIOTCS OpTONIEMYECKUE anmnapaTrbl — OOJIETYEHHBIN ammapaT Ha HIDKHUE KOHEYHOCTH U
TYJIOBUIIEC WJIM anmaparbl Ha TOJCHOCTOIHBIN M KOJEHHBIM CyCTaBbl, WM allliapaThl Ha BCIO HOTY, WJIU
amnmapaT Ha HWKHHE KOHEUYHOCTH U TYJIOBHIIE JUIsl perunpokHoi xoap0e1 (RGO) — cuasunm namueHTam
co CMA 5q, o0naiarmmumM J0CTaTOYHON CHJIOH, 11 0OJIErYeHHS CTOSTHUS U XOIbOBI C TIOMOIIBIO IPYTUX
o [20].

VYpoBeHb yoeauTeabHOCTH pekoMenaaiuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KommenTapun: MuHMManbHas 4acToTa NpeObIBaHUS B OpTE3axX S5 pa3 B HEAECIIO.

- PexoMeHyIOTCS cpeicTBa MEpeIBUIKCHUS aallTUPOBAaHHbIC (MHIMBHIyaAIM3MPOBAHHbBIC Kpecia-
KOJISICKH C PYYHBIM IIPUBOJIOM C JIOTIOJHUTEIBHOM (prKcaluei (1o aaep kKo ) rojoBbl U Tella, KOMHATHBIC
U TPOTYJIOYHBIE M H3TOTOBIICHHBIC HWHIUBUAYAJIBHO IO OOBEMHOW TPEXMEPHOW MOJCIH 3aHCH
MOBEPXHOCTH TeJIa JIO)KEMEHTBI, YCTAHOBJICHHBIC Ha KOJIECHYIO 0a3y Kpecia-KOJISICKA COOTBETCTBYIOIIETO
pa3mepa ¥ Ha3HaveHus1) cuasuuM naierntam co CMA 5q st obecnieueHust o0mieit moouipHocTr [96].

VYpoBeHb yoeauTenbHOCTH pekoMeHaaruii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 4)

Kommenrtapuu: Ilpu moabope  KOMSCOK  CleAyeT  PYKOBOACTBOBATHCS ~ MaKCHMAallbHOM
(GYHKIIMOHATBFHOW HE3aBUCUMOCTBIO U KOM(OPTHOCTHIO MPeObIBAaHUS B Kpeciie MalieHTa; MPpeInoYTeHIue
ClIeyeT OT/aBaTh KOJISICKAM aKTUBHOTO TUIIA M KOJISICKaM C 3JIEKTPOTIPUBOJIOM.

- Pexomenpayercst aprorepanus cugsuum naurentaM co CMA 5q 1 oka3zaHusi TOMOIIM NAUEHTY
B MIOBCEIHEBHOM KU3HU, Pa3BUTHS U TOICPKAHUS €KETHEBHO HCIIOJIb3YeMbIX MM HaBBIKOB [20].
YpoBeHb yoeautenbHOCTH pekoMeHaauii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5)
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Kommenrapun: PexoMmenayeTrcs mpuBIEKaTh CHENHMAINCTA IO 3ProTepanuyd Kak MIpu Mojadope
nporpamMmbl  (PU3MUECKUX YIOPAKHEHUA W PACTSDKEHHs, TaK M Uil PEKOMEHJAIUl OTHOCHTEIBHO
COLIMANIBHBIX B3aUMOJCHCTBUN, TAaKMX KakK IOCEHICHHWE y4eOHBIX 3aBeACHUH, BBIOOp mpodeccuu u
y4acTHe B COLMAIBHBIX aKTUBHOCTSIX.

4.3. PeaOuauranua Xoaa4uXx NalUEeHTOB

Jnst xoasuux manueHToB (aMOynaTopHasl CTaausi) COXPAHSIETCS MPUOPUTETHOCTH IPUHIIUIIOB
NO3UPOBaHUsT (PU3HUECKON HArpy3KHM W BHEApPEHUS (U3MUYSCKON Tepanmuu B TIOBCEIHEBHYIO JKH3HB
pebeHka.

JleTn maHHOM TPYMIBI CTPEMSTCS K aKTUBHOMY TIEPEJBMIKEHUIO U X01b0€, 0JTHAKO, BBUJY CJIA00CTH
CKEJIETHOW MYCKYJIATyphbl W HHU3KOW BBIHOCIMBOCTH WMEIOT YacTyl0 TOTPEOHOCTh B OTABIXE, KOTJa
MPUHUMAIOT HEpeako AedekTHOoe moJsiokeHue "cuasa'. B memom ais Xonsuux JeTeid B CpaBHEHUHU C
CUISTYMMHU JIETBbMU XapaKTepHO 0oJiee MATKOE TEYCHHE BTOPUYHBIX OPTOMEIUUYECKUX OCIIOXKHEHUHN (Kak
pPa3BUTHsI KOHTPAKTyp B CyCTaBaX KOHEYHOCTEH, Tak M (OPMHUPOBAHHUS CKOJMOTHYECKOU aedopmaruu
MMO3BOHOYHHUKA) U MX TporpeccupoBanus. llenn peaOunuranuu XOoa14uX MAlMEHTOB MPUMEPHO TE XK,
YTO M Yy CHISYUX TMAalMEHTOB C J00aBJIEHWEM II€TH TOBBIIMICHUS BBIHOCIWBOCTH/TOJIEPAHTHOCTH K
(bM3UYECKUM Harpy3Kam.

- Pexomenayercs WCHONB30BaHWE CPEICTB TEPEABUKEHUS aJaNTHPOBAHHBIX (TPOCTH U
MHOTOOIIOPHOM TPOCTH, XOJYHKOB KOJIECHBIX M JPYIUX CpPEJICTB, HAMOOJEe TOJHO OTBEYAIOIINX
MoTpeOHOCTAM ManuenTa, annapatoB RGO (cM. y cuaguux manueHToB) XoasyuM namuertam co CMA
5q, TpeOyOmKUM TOTIOJHUTEILHON OMOPHI MPU XOABOE, C MEbI0 COXPAHECHUSI IBUTATEILHON aKTUBHOCTH
[97].

Yposens yoeaurenbHoCTH pekoMeraiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

KommenTtapun: Co BpemMeHeM TMojiepkaHHE CIIOCOOHOCTH XOJWTh s marueHToB co CMA
JIOCTUTAETCSI C TOMOIIBIO CPEACTB JIOMOJHUTEIBbHOW omopel. B ciyuae mombopa cpencTs
JOTIOJTHUTEIHLHOM OTIOPBI C TEIBI0 MPOAJICHUS X0Ap0bI Y arueHToB co CMA HeoO0XoauMo ONmHupaThes Ha
TeKyIIMHA CTAaTyC TMalmueHTa (COXpaHss aKTUBHOCTh W COIMAIBHBIA CTAaTyC JIMYHOCTH), a HE Ha
MPOTHO3MPYEMOE TEUeHHWe, TEM CcaMbIM TIpemjaras g peOcHka 0oJjiee HMHBAIMIU3UPYIOLINE
MIPUCIIOCOOICHUSI.

- Pexomenayercs opromeauueckas o0yBb xomsuuM mnamueHtaMm co CMA 5q, uMerommum
nedopMaliu CToII, ¢ Hejbio 00JerYeHns ABUraTeIbHOM akTuBHOCTH [98].
VYpoBeHb yoeauTeabHOCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

- PexoMeH1yeTCs MCIOJIb30BaHNUE OPTE30B — AIMapPaTOB WIIK TYTOPOB HA TOJICHOCTOIHBIC CYCTaBbI
COBMECTHO ¢ 00yBbIO X0as4uM mnarrenTam co CMA 5q, umeromum aeopMaiuu CTof, i 00JIerdeHus
x016061 [99].

VYpoBeHb yoeauTeabHOCTH pekoMenaaiuii C (ypoBeHb TOCTOBEPHOCTH JI0KA3aTEIbCTB — 4)

- PekomeHnyeTCcsl MCIOIB30BAHUE CPEJICTB MEPEABUKEHUS aNAallTUPOBAHHBIX — KPECIAa-KOJACKU
aKTUBHOTO THIA XOAs4uM marnuentaMm co CMA 5q TN npu orpaHU4EeHHOW BBIHOCIMBOCTU peOCHKA WU
HEOOXOJIMMOCTH TEepeABM)KCHUS Ha OOJbIINE PACCTOSHUS JUIS YBETHMYEHUS MOOWIBHOCTH MAaIleHTa
[100].

VYpoBeHb yoeauTeabHOCTH pekoMeHaaruii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

- PCKOMCHI[yCTCSI HUCIIOJIb30BAaHUEC pea6I/IJII/ITaI_II/IOHHBIX " aJaliI TAPOBAHHBIX JI1 MHBAJIMIOB 17631 (M)1701
— OIIop 1l CUACHUS, OTBECYAOIIHNX BCEM TpC6OBaHI/IHM MMPpaBUJIBHOI'O MO3UINOHUPOBAHUA (,Z[OHOJ'IHCHHLIX
OOKOBBIMH (I)HKC&TOpaMI/I KOpmyCa Ha YpOBHC I'pyIu, PEryjidTOpOM HAKJIOHA CIIMHKHU, ITOJJIIOKOTHHUKAMH C
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MEXaHH3MOM PETYIUPOBAHHS BBICOTBI, MOJICTABKOW Ui CTON C MEXaHW3MOM DEryIHPOBAaHUS YIIa
HaKJIOHA) XoAsunM nanuertam co CMA 5q s npodunaktiku ckonrosa [20].
VpoBeHs yoeaurenbHoct pekomeHaaiuii C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIbCTB — D)

- PexomeHayercss mpuUMEHEHHE OpTe3a TYJIOBUIIA — (YHKIIMOHAIHHO-KOPPUTHPYIOMIETO KOpCETa
xomstuuM marnuentam co CMA 5q npu Hanmuuuu yria jaedopManiyl MO3BOHOYHHKA, W3MEPEHHOTO IO
metoxy Kob66a, 15 u Gosee rpaaycoB, M3rOTOBICHHOTO MO CJIENKY C TPYIHOW KIETKH peOeHKa, s
coxpanenus O6ananca [20].

VpoBenb yoeautensHOCTH pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

5. IlpopunakTka u JUCIAHCEPHOE HAOJII0IeHHe, MEeIULIIMHCKUE MOKA3AHUS U
NMPOTHBONOKA3aHNUS K IPUMEHEHUI0 METOA0B NPOPUIAKTUKH

- PexomeHtyeTcst BakMHAIUS IPOTUB PECIUPATOPHO-CUHIIMTHAIBHOTO BUpYca MaauBU3ymMadboM™*
BceM mnanueHtam co CMA 5q B TedyeHME NEpBBIX JBYX JIET *KM3HHU, a TAKXK€ €XKErojHas BaKIMHALUS
MPOTHUB TPHIIIA U ITHEBMOKOKKA (IOCIIe 6 MECAIECB )KU3HMU) IS TPODIIAKTHKY 3TUX UHpekiwmit [57].

VYposeHs yoeautenbHoCTH pekomeraaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

KommenTtapun: CormnacHo KajleHJapio BaKIMHALMHU, MAMEeHT JOJDKEH IMOJIyYUTh MEpBbIe 3 J103bI
BaKIIMHBI JUIs MPO(UIAKTUKH THEBMOKOKKOBBIX MH(PEKITUN 70 Toaa, U 4-10 103y mocie 12 mecsies. Bee
OCTaJIbHBIE BaKIMHBI BBOJATCA JaeTsiM co CMA 5q cormacHo HanvoHansHOMY HPUBHBOYHOMY
KaJIeH/1apIo.

- PexoMenayeTcs MOJEKYIIpHO-TEHETHUYECKOE HCciienoBanuii mytauid B rene SMNI1 y mona, u
MPEeUMIUIaHTAI[MOHHAS TeHeTUYEeCKas JUarHOCTHKa SMOPHOHA (C UCHOJB30BaHUEM IKCTPAKOPHIOPATBHOTO
OTUIOJIOTBOPEHUS) poAauTessiM nanmenTta co CMA 5q, a Takke mapaM, B KOTOPBIX KaXKIbli U3 MapTHEPOB
SIBJISIETCSI TIOATBEPAKIACHHBIM I'€TEPO3UTOTHBIM HOCUTENIEM Jesienu 7 wik 7-8 3k30HOB reHa SMNI, ¢
IIEJIBIO TTPEIOTBPAIICHHSI TOBTOPHOTO poxaeHus peberka co CMA B cembe [20].

Yposens yoeaurenbHoCTH pekoMeraamuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEILCTB — 5)

Kommenrtapuu: IlpoBenenune mnpenaranbHoil JIHK-nmuarHOCTHMKHM BO3MOXKHO Ha pa3HbIX CpOKax
BpeMeHHOCTU: 8-12 Henenb (BOpcHHBI XOopuoHa), 15-18 Hexenb (amMHHOTHYECKas XUIKOCTh), 20-24
Hegenu (mMynoBUHHas KpoBb). ONTHUMAaNbHBIM SBIISETCS UCCIIEOBaHHE OWONTaTa XOpPHOHA: MpH
HEeOJIaronpusATHOM MPOTHO3€ OEPEMEHHOCTh MOKET OBITh MpepBaHa B CPOKU OOBIYHOTO MEAULIMHCKOTO
abopra.

6. Opranuzanusi OKa3aHus MeIUIIUHCKON MOMOIIHU

6.1. IToka3aHua K rOCIUTAJIN3ALNHU:

6.1.1. MNMokasaHua ANA NNaHOBOW rocnuTanusauMuM B [OEeTCKOe HeBpoJiornyeckoe
oTaoeneHue:

- Bce mamueHtsl co CMA 5q 1 pa3 B rox g (yHKIMOHAJIbHOM JBUraTeIbHON OIICHKH,
oOciieZloBaHUsI HA HaJIM4YUe OCJOXHEHUN 3a00JieBaHUS — pPECIUPATOPHBIX, KOCTHO-CYCTaBHBIX H
racTpOIHTEPOJIOTUUECKHX, A TAKKE JJIS IPOBEACHUS peadHIUTALINN.

- Bce nanueHTsl co CMA 5q a1 MHTpaTeKalbHOrO BBEICHHsI HyCUHEepceHa™ *.

KomMmeHTapuu: B MeXAyHapOJHON NpaKTUKE HYCHHEpCeH™* MoxeT ObITh BBEIECH B YCIOBHSIX
JHEBHOTO CTAallMOHApa.

- Bce mauueHTsl co CMA 5q, TpeOyronue o6cine1oBaHus nepesl XupypruueckuM OpTONeINIeCKUM
BMEILATEILCTBOM.
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IlokazaHus K BBINHMCKE NAIIMEHTA IOCJE IIAHOBOM IOCHUTAIN3ALMU B JIETCKOE HEBPOJOIHYECKOE
OTIEIICHHE:

- BBIIIOJIHEHUE TIaHA 00CIIEJOBaHMs TALIMEHTA, B TOM YHCIIE OLIEHKA PECIIMPATOPHBIX HAPYILIECHU;

- IPOBEICHUE peabMIUTAIIHOHHBIX MEPOTIPUSATHIA;

- YETKHE PEeKOMEH/IAIUH T10 JTAJIbHEHIIIeMy HaOII0ICHHUIO U JICUCHHIO.

[Tokazanus 1Sl IJIaHOBOM FOCHUTAIN3ALUY B IETCKOE XUPYPTrUUECKOE OT/AETICHHE:
- maruenTsl co CMA 5q, TpeOyrolye mocTaHOBKH FaCTPOCTOMBI;
- nmauueHTsl co CMA 5q, TpeOyromire ycTaHOBKH TPaXeOCTOMBI,

KOMMGHTapI/II/II HHOTZa TPax€oCToOMa YCTAaHABJIMBACTCA IO SKCTPCHHBLIM ITOKa3aHUAM, U pe6eHOK
TpeOyeT SKCTPEHHON TOCTIUTAIN3AIINT

6.1.2. Noka3zaHnAa ANA 3KCTPEHHOW rocnuTanM3auumn:

- PazButue y maumenra co CMA 5q "oObrunbIX" 3a0oseBaHuil (OcTpas BUpPyCHas HHQEKIu,
OpOHXHUT, TaCTPOIHTEPUT C OOE3BOKMBAHUEM, AaNMEHIUIUT W Jpyrue OCTpble BOCHAIUTEIbHBIC
MIPOLIECCHI), HEMpEeABUACHHbIE MEPeNOMbl, 3alUIaHUPOBAHHBIE XUPYpPrHUECKUe MpOLEaypbl (Hampumep,
YCTaHOBKa KeJIyJJOUHOTO 30H/a, OCTEOTOMHUS Oepa), HO MPOTEKAIOIINX TSXKENIO0, YIUThIBAasE 0COOEHHOCTH
00J1e3HM.

Kommenrtapun: llenpio yxona 3a malMeHTaMM B OCTPOM CHUTyallMM SIBJSIETCS HOpMaM3alus
razooOMeHa IyTeM NpeaylnpexIeHUs aTeleKTa3upoBaHUsl W OYMINEHHUS JbIXaTelbHbIX myTed. B
OOJIBIIMHCTBE CIIy4aeB, MO BO3MOYKHOCTH, 3TH 3aJay JOJKHBI PEIIaThCs ¢ MOMOIIbI0 HEMHBA3MBHOM
BEHTWJIALIUY JIETKUX.

- Pa3zButHe TsHKENBIX KU3HEYTPOKAIOUINX JIbIXaTeIbHBIX HAPYIIEHUHN ¢ TUIIOBEHTUIISIIUEHN U alHo?,
0e3 COomyTCTBYIOIIMX 3a00JI€BaHUM, MPU ITOM JbIXaTelbHbIE HApYIICHUS TPeOyIOT pPeaHUMMAlMOHHBIX
MEpPOTIPUATHI, MOKa3aHa roCHUTAIM3AIM B MEAULIMHCKUE OpPraHu3allui, UMEIOIINe B CBOEH CTPYKTYype
OTJIeJICHHE AaHECTE3UOJIOTUU peaHUuMAaIMi WM OJIoK (manaTy) peaHUMAalMd U MHTEHCHUBHON Tepamnuu U
obecrneunBaroIre KpyriocyrToYHoe MEAUIIMHCKOe HAaOII0ACHHE U JIeUeHUE IeTeHl.

KommenTtapuu: [Ipu BbIOJIHEHWH TPOTOKOJIOB HEOTJIOKHOM MOMOIIKM HEOOXOAUMO CBA3BIBATHCA C
MYJIbTUAUCIUILIMHAPHON OpHUrajgoil (HEeBpOJOrMYECKON M MyJbMOHOJOTHYECKOM), BKIIOYas Bpayda, Kak
MpaBWJIO, HEBPOJOra WM JAETCKOIO HEBPOJIOTa, KOTOPBIA OCBEAOMJIEH O TEYEHHH OOJIe3HH U
MOTEHIMATBHBIX MpobiaemMax KoHKpeTHoro mnauueHTa. Kucmopon y mauumentoB co CMA pomkeH
MPUMEHSTHCS C OCTOPOKHOCTBIO. BTOpuuHasi runokceMus, oOycIOBI€HHAs TUIOBEHTUIISIIUEH, MOXKET
OBITh CIyTaHa C TMIIOKCEMHEW, 00YCIOBIEHHOW IPYrUMH MPUYMHAMHU, TAKUMU KakK 3aKyIOpKa CIIU3bI0
Wik arenekTa3. KamHoMmeTpus WM uccienoBaHHE KHCIOTHO-OCHOBHOTO COCTOSIHHSI M Ta30B KPOBH
MTOMOYKET BBIOPATh MPABUJIbHBIN PEXKUM MPUMEHEHHS KUCIOPOIa.

6.2. IIpyHIUNBI OPraHu3anuu MeIUIUHCKOH noMoum nanueHTam co CMA 5q

IToctanoBka nuarso3a CMA cTaBUT MHOTO BOIIPOCOB IIE€PE]l POJCTBEHHUKAMU NALUEHTA U NEPE]
CeLUaNINCTaMH, pabOTAIOIIUMHU C TAaKUMH TMalieHTaMd. MHOTro4HCIeHHbIe MPOoOIeMbl, BOZHUKAIOIINE
npu oOHapy)KeHHUU U pa3BUTHM 3aboneBaHuss CMA, ans pemeHus KOTOPbIX TpeOyeTcs rpamMoTHas
OpraHM3alus Ipouecca MOMOUIM NPH YYaCTHUH MYJIbTHUAWCHUUIIIMHAPHON KOMaHAbI CIEHUAINCTOB U
cOOJII0/ICHHE OCHOBHBIX MTPUHIIUIIOB M MOAX0JIOB K €€ 0Ka3aHUIO.

JlaHHBIE IPUHLIMITBI TOJDKHBI COOMIOIaThCs Ha JIIOOOM 3Tare OKa3aHus MEIUIIUHCKON MOMOIIH, KaK
B MOMEHT ITOCTaHOBKH JIMarHo3a, Tak M Ha JItoOOM 3Tare HaOIoAeHUs NalueHTa.

[TanieHT M ero mpeaACTaBUTENN JOJDKHBI MOJy4daTh MOJHYIO HMHGOpMAIHIO O 3a00JIeBaHUH, €TO
TE€YEHHUH, IaTOI€HE3€E, POTHO3aX, OCIOKHEHUAX U METO/IaX BO3MOYKHON TEPAIHH.
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- Jluarno3 CMA mnojapa3ymeBaeT BO3MOXKHOCTb OKa3aHUsl NEPBUYHOM, CIENUAIU3MPOBAHHOW U
NAJJTMATUBHOW MOMOIIIM HA BCEX Tanax 3abosieBaHusl.

- Ilpu nocranoBke auaraoza CMA ceMbs O/KHA OBITH HaIlpaBlieHa K CIICUAIUCTY, UMEIOLIEMY
ombIT pabotel ¢ mnampeHntamMu co CMA, oOnagaromero COBpeMEHHOW uWHpopManueld O TEUYCHHH
3a00JIeBaHHS U BO3MOXKHOCTH YYacCTHsI B KIIMHUYECKUX MCIIBITAHUSAX (HOBBIX JIEKAPCTBEHHBIX IPENapaToB
W/WIHA TEXHUYECKUX YCTPOUCTB). Takke Ba)KHBIM SIBISETCS MHPOPMHUPOBAHUE CEMEH O CyHIECTBYIOIIUX
0OIIECTBEHHBIX OPraHU3aIUAX, PA0OTAIOMINX C 3TOH I'PYIOH MAIEHTOB.

- K nabmogenuto 3a mampenToM co CMA nomkHa OBITh NpPUBJIIEYEHA MYIbTHAUCIUILUIMHAPHAS
KOMaH/ia CIIEIUAIMCTOB B COCTaBe: BPad-HEBPOJIOT, MEAUATP/TEPaneBT, BPau-TEHETHK, CHEIMAINCT MO
pecrupaTopHOl MOANepKKe (Bpad-IyIbMOHOJIOT W/WIIM Bpady — aHECTE3HOJIOT-PEaHnMAaToJIoT), Bpad-
KapAMOJIOT, Bpad — TPaBMAaTOJIOT-OpTOTE I, Bpauy-Xupypr, Bpad Mo MEAUIIMHCKOW peaduiIuTanuu 1 Bpad-
¢usnoTepaneBT, Bpay-JUETOJIOr, BpPAaY-TAaCTPOIHTEPOJIOT, a TaKKE COTPYAHMKH MEAUIIMHCKUX
opranM3anuii (M WX TOJpa3AeNeHui), OKa3bIBAIOIIME CHENUATU3UPOBAHHYI0 MNAJNIMATUBHYIO
MEUIMHCKYIO MOMOIIb AeTAM. [lpyrue crnenuanucThl T0JKHBI PUBJIEKATHCS N0 MEpe BO3HUKHOBEHUS
crenuprIecKux npoodem.

KomMeHnTapun: Bpau-HeBposior, Kak CIEHUaIMCT B OOJACTH HEPBHO-MBIIIEYHBIX 3a00JIeBaHUM,
OCYILIECTBJISIET OCHOBHOE HabmtoeHue 3a nanueHtamu co CMA. B kpyr o6s3aHHOCTEN Bpaya-HeBpoJsiora
BXOJIUT 00cCJeI0BaHUE U MOCTAaHOBKA JUAarHo3a, MHPOPMUPOBAHHUE CEMbU O 3a00JE€BaHUH, COCTaBICHUE
IUIaHa MHOTONPOQHUIBHOTO HaOJIOIEHUs, OCYUIECTBIIATh HAONIOJIEHWE 3a MalUeHTOM, OLIEHUBATh
JUHAMHUKY M CTEMEHb IMPOrpeccHpoBaHMs 3a00JeBaHMsl TPU PEryaspHBIX OCMOTpax, Ha3zHadaeT
MOJJIEp>KUBAIOILYI0 Teparnuto. Ha sTane oka3zaHus crenuain3upoBaHHON MEIMIIMHCKON MOMOIIM Bpad-
HEBPOJIOT NMPUHUMAET y4yacThe B OLEHKE (PYHKIMOHAIBHOTO COCTOSIHUA MalMeHTa (OLIEHKa MO0 IIKajaM
HEPBHO-MbIIIEUHbIX HapymieHud mpu CMA). [Ipu cocTaBiaeHun miana MHOTOIpo(GUIEHOTO HAOTIOACHHUS,
Bpau-HEBPOJIOT OIpENeNseT KPATHOCTh HAOMIONEHHUs Yy JAPYrMX CHELUAIUCTOB MHOTONPOQUIbHON
KOMaH/Ipl, COOTBETCTBEHHO TEKYILEMY COCTOSIHMIO mNanueHTa. [Ipm kaxaoM OCMOTpe Bpay-HEBPOJIOT
OCYILECTBIISIET IEPEOLEHKY TEKYIIEro COCTOSIHMSI IAIUEeHTa U B COOTBETCTBUM C OTHM BHOCHT
KOPPEKTHPOBKU B IJIaH MHOTONpPO(QMIBHOrO HabmroAeHus. B cBomx pekoMeHaalusx Bpau-HEBPOJIOT
yKa3bIBae€T HEOOXOIUMbIE MAIMEHTY TEXHHUUECKUE CPEJICTBA peadMiInTalluy, MEJUIIMHCKYIO anmnapaTypy,
CPEICTBa OPTONEINYECKON KOPPEKIINH, JIEKAPCTBEHHBIE NIPENapaThl, N34 MEJULIMHCKOTO Ha3HAYCHUS
U JIp. B COOTBETCTBUU C BBISIBJICHHBIMH ITOTPEOHOCTSAMU MALMEHTA.

- CoOmoneHue MpUHIKNA "paHHEro BMeEIIATENbCTBA", YTO TMOJpa3yMeBaeT MNPO(OUIAKTHKY
Hen30eKHO BO3HMKAIOMIMX OCJIOKHEHHM Ha (oHE pa3BUTHUs 3a00JeBaHHUs U paHee NPUMEHEHHE
TEXHUYECKUX CPEACTB peabuInTaIlii, METUIIUHCKOM alnaparypsl U IpYruX METOJ0OB TEpAIUH.

7. lononHuTeAbHAas MH(pOpMaLHs (B TOM YHucjae PAKTOPbI, BJMSIOLIME HA UCXO0/
3a00/1eBaHUSA WM COCTOSIHHA)

HOHOJ’IHI/ITCJ'ILHa}I I/IH(i)OpMaI_II/IH OTCYTCTBYCT
Kpurepun oneHkH KayecTBa MEAUUMHCKON NOMOIIH

KpI/ITepI/II/I OLICHKH Ka4eCTBa MEAUIIMHCKOM ITOMOINY HOJIKHBI OBITh pa3JINUHbIMU Ha Pa3HbIX
YPOBHAX OKa3aHUA MEIUITUHCKON MOMOIIU
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1. MepBUYHaA HeBponorn4yeckass NOMoLWb (OKasbiBaeTCA BPayoM-HEBPOJIOrOM AEeTCKOro
KabuHeTa NONUKIIMHUKMK)

N Kpurepun kauectna Onenka
BBIIIOJIHEHUS
IIpoBeneHo HanpaBiIeHHE Ha MOJIEKYJISIPHO-TEHETUYECKOE MCCIIEJOBAHUE Ha/Her
Myrtauuii B rene SMN1
[IpoBeneHo HanmpaBiIeHUE HA KOHCYJIBTALMIO Bpaya-reHeTHKa Ha/Het

2. OkazaHue nomowm B yCcnoBuUsAX A4eTCKOro ncCuxXxoHeBpoJsiorn4eckoro otaerieHus

N Kpurepun kauectna Onenka
BBITIOJTHEHHSI
1. [IpoBeneHo MoJeKyasipHO-T€HETHUECKOEe ucclefoBanre Myrtauuid B reHe|Ja/Her
SMN, BkirOUas onpeaeneHne yucna konui resa SMN2
2. [IpoBenen mnpuem (OCMOTp M KOHCYNIbTallusl) Bpaya-TeHeTHka mepBuuHbIil| Ja/Het
W/MaM  Bpada-HeBpojiora  (cmemuamucta IO HEPBHO-MBbIILIEYHBIM
3a00JIeBaHMSIM) TIEPBUYHBIH, P OTCYTCTBUH TAKOBBIX, JAHO HANpaBJICHHUE HA
KOHCYJIbTAIMIO K HUM
[IpoBenena oreHka (PyHKIIMOHATBLHOTO JBUTATEIBHOTO cTaTyca pedeHKa Ha/Her
4 [IpoBenena oneHka GyHKIIUK )KEBaHUS U TIIOTAHUS Ja/Het
[IpoBenen ocMOTp TPYAHOrO W MOSCHUYHOIO OTHeNa Mo3BoHOuyHHMKAa Ha|/la/Het
MpeaIMeT HAIUYUS CKOJIno3a U kudo3a
6. [IpoBenena kiIuHUYECKas OIEHKA JbIXaHWs s HUcKiIoueHus Hammuus | Ja/Her
JIbIXaTeJIbHBIX HAPYIIEHUN
7 [IpoBenen mnpuwem (OCMOTpP, KOHCYyJdbTalMs) Bpada-racTpolsHTepoJora|la/Her
MIEPBUYHBIN MPU HAIMYUH COOTBETCTBYIOIIUX Kanod <*>
8 [IpoBenen mnpuem (OCMOTp, KOHCYAbTaIMs) Bpaua-fuerosora mnepBuuHsblii|/Ja/Het
nanueHty co CMA 5q, KoTOpblii ©MeeT HapylIeHUsi HyTPUTUBHOTO CTaTyca
WIM YTPOXKAeM IO Pa3BUTHIO HEJOCTATOYHOTO WJIM U30BITOYHOTO MHTAHMS
<*>
9. [IpoBenen mpuem (KOHCynmbTalusi) Bpada — TpaBMmatoliora-optomnena|/la/Her
NEPBUYHBIN MPH HAIWYMM CKEJNETHBIX Jedopmanuil 1y obecrieueHus MmarueHTa
TYTOpaMH M OPTE3aMH, a PU HEOOXOAUMOCTH — KPECIOM-KOJIACKOH <*>
10 IIpoBenen mpueMm (KOHCynbTalusi) Bpada — TpaBMatojora-opromnena|/la/Her
MOBTOPHBIM NpPHU HAJUYUM CKENETHbIX JAedopManuii Npu HOBTOPHOU
TOCHUTAIA3AIUNA <*>
11 IIpoBenen mpuem (ocMOTp U KOHCYJbTalMsA) Bpaua-myinbMoHosora|la/Her
NEPBUYHBIN MPU KIMHUYECKUX MPU3HAKAX HAPYILICHUH IbIXaHus <*>
12 [IpoBenena mepBUYHAs KOHCYJNbTAllMM Bpauel M MHBIX crneuuanuctoB u3|Jla/Her
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MEUIMHCKOM  OpraHu3alMyd WM €€ CTPYKTYpHOTO  IMOJpa3/eieHMUs,
OKa3bIBAIOUIET0  CHELMAIU3UPOBAHHYI0  NAJJIMATHUBHYIO  MEIULMHCKYIO
nomo1p aetsiM co CMA 5q, npu HaaMunu NoKa3aHUu| <*>

13 [IpoBenen nmpueM (0CMOTp, KOHCY/IbTAIMSI) Bpada 1o JieueOHol ¢uskynsType | [a/Het
IIEPBUYHBIN

14 [IpoBenen mpuem  (ocMOTp, KOHCYyNbTamusi)  Bpada-gusuorepanenta|la/Het
MIEPBUYHBIN

15 BrimonHeHo ompeneneHue conepKaHus TIOKO3bI B KpOBH Ui HckimtoueHus | [la/Her
THITOTIIMKEMHH

16 BrimonHeHo wuccieoBaHNe KHCIOTHO-OCHOBHOTO COCTOSIHUSI M Ta30B Kposu | [la/Het
<*F>

17 Brimonneno uccnenoBanue ypoBas 25-OH Butamuna J| <*> Ja/Het

18 BrinosHeHa peructpanus 3JeKTpoKapAUorpaMMbl ¢ 4acToToi 1 pa3 B ron Ha/Her

19 Brinonnena pentreHorpadus mo3BOHOYHHMKA, ClielUalbHble uccienoanus u | Ja/Her
MPOEKINK ¢ u3MepeHueM yria Ko60a manueHTy ¢ HapylIeHHEeM OCAHKH W/WIH
BUJIMMBIMH JIEPOPMALIASIMHU TPYIHON KIICTKH

20 BoinosnHeHa peHTreHOIeHCUTOMETPHsI MOSICHUYHOTO OT/ena no3BoHouHuKa | /la/Het
ManueHTy crapiie 6 Jet ¢ yactoTo 1 pa3 B rog <*>

21 BrimonHena mpunenpHas peHTreHorpadus opraHoB TpyaHou kinetku BceM | [la/Her
nanueHtam co CMA 5q kak MUHUMYM pa3 B 2 roga

22 BrimonHeHo oTcachlBaHME CIM3M M3 POTOTJIOTKH, Hoca U BepxHux | la/Her
IbIXaTeJIbHBIX MyTeH W  HCIOJIb30BAHME MEXaHMYEeCKOro HHCydusaTopa-
acniparopa JiexadyuM nanuentam co CMA 5q u cugsuuMm nanuentam co CMA
5q ¢ pecnpaTOpHBIMU HAPYIICHUSIMHU NPU HEIDPEKTUBHOM OTKAILIUBAHUU

23 BrinosiHeH 4pecKoKHbI MOHUTOPUHT MapIHalbHOTO NaBjieHus Kucioposa Bo | Jla/Her
BpeMsi HOUHOro cHa nanuentam co CMA 5q | Ttuna, a Takke y nmanydeHTOB CO
CMA I Tuma npu no03peHusX Ha HOYHYIO TUITOBEHTUJISIIUIO U OOCTPYKTHBHBIE
armHo? cHa <*>

24 [IpoBenena neueOHas Qu3kynbTypa npu 3aboneBaHusx nepudepuueckoi | Jla/Her
HEPBHOW CUCTEMBI U CYCTaBOB

25 [IpoBenen Maccak TpyOHOW KIETKM MeIuIUHCKUU mpu  Hamuuuu | [Ja/Het
peCIMPaTOPHBIX HAPYILICHUN

26 [IpoBenena neuyeOHas  Qu3kynpTypa mnpu  3aboneBaHusx  BepxHuX | Ja/Het
JbIXaTeTIbHBIX MyTel

27 IIpoBenena mexaHoTepanusi npu 3a0osieBaHUSAX mepudepudeckoil HepsHoH | [la/Het
CHCTEMBI

28 IIpoBenena o3okeputoTepanusi 3abojeBaHuil mnepudepuueckoir HepsHOH | [la/Het
CHCTEMBI MAIMeHTaM ¢ KOHTPaKTypaMu

29 [IpoBeneH mpueM KajbIlus TIIOKOHATa M KoJieKanbludepoia, ecinu BeiaBieHs! | [la/Het
MPU3HAKH OCTEOTIEHUH WM HU3Kas KOHIIEHTpalus BUTaMuHa D B kpoBU

30 BrinonHeHna ycraHoBKa Ha3oractpajbHOro 3oHaa namuentam co CMA 5q c|la/Her
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HapyYIICHUAMU ITIOTAHUA

31 BeimonHeHo KOpMIleHHE 4Yepe3 Ha3oracTpasbHBIA 30HA TshkenoOoibHoro | [la/Het
nanuenTa co CMA 5q ¢ HapylIeHUsMHU IJI0TaHUs

<*> Ecmu NaHHOTO CHEIHaMCTa WM METOJa JUArHOCTHKU W JICYCHHS HET B MEIAMIIMHCKOU
OpraHu3alii, HEOOXOAWMO [aTh HAaINpaBJICHWE B JAPYyrd€ MEIUIMHCKUE YUPEXKIACHHUS, TJE TaKue
CHEIUATTUCTBI UM METOJIBI CYIIECTBYIOT.

<**> Ecnm MEIWIIMHCKOE YYPEXKICHUE HE pacIojaraeT peabuMINTalMOHHBIMUA BO3MOXKHOCTSIMH,
MAIUEHT JIOJDKEH OBITh HAMPABIICH B TO YUPEKICHUE, T/Ie peadrInTaius BO3MOXKHA.

3. OkasaHue nomowm B ycnoBusxX AOeTCKOro ncuxoHeBpoJsiormd4eckoro oTtaerieHus
CDep.epaanoro YPOBHA U pecny6nMKaHCKoro YPOBHA, a@ TakKXe B YCnoBusx
cneunann3npoBaHHbIX KOeK NO HeEPBHO-MbILWWeYHbIM 3aboneBaHuAM <*>

N Kpurepun kauectBa Onenka
BBITIOJTHEHUS
1. [IpoBeneHo MoJeKyasipHO-T€HETHUECKOEe UcclefoBanue Myrtauuid B reHe|/Ja/Her

SMN1, BkiItOUas onpeaeseHrne yucia komnuit rena SMN2

2. [IpoBenen mnpuem (OCMOTp M KOHCYNIbTallusl) Bpaya-reHeTWka mnepBuuHbIi|Ja/Het
W/WIM Bpada-HEBPOJIOTa (CMEIHAINCTa TI0 HEPBHO-MBIIICYHBIM 3a00JIEBAHUSIM )
MEPBUYHBIHN, PH OTCYTCTBUU TAKOBBIX, JAHO HANpaBJIEHUE HA KOHCYJIbTAIUIO K
HUM

3. [IpoBenena oreHka (yHKIIMOHAIBHOTO JBUTATEIBLHOTO craryca pebdenka o | la/Her
pENIEBAaHTHBIM IITKAJIaM ¥ BPEMEHHBIM TECTaM

4 [IpoBenena oneHka GyHKIIUM )KeBaHUS W TJIOTAHUS Ha/Her

HpOBeI[eH OCMOTp TIpPYAHOro M IOSACHHUYHOTI'O OTACIa II0O3BOHOYHHMKA Ha I[a/HCT
npeaAMET HAJIMYHA CKOJIMO3a U KI/I(l)OSa

6 [IpoBeneHa KIMHUYECKAs OLICHKA JbIXaHUS Ja/Her

7 [IpoBenen mnpuwem (OCMOTp, KOHCYJbTallMs) Bpada-racTpolsHTepoJora|la/Her
MIEPBUYHBIN MPU HAIUYUHU COOTBETCTBYIOIIMX K00 <**>

8 [IpoBenen mnpuem (OCMOTp, KOHCYAbTaIMs) Bpaua-fuerosora mnepBuuHsblii|/Ja/Het
nanueHTy co CMA 5q, KOTOpbIii IMEeT HapylleHUsI HyTPUTUBHOTO CTaTyca HId
yrposkaeM Mo Pa3BUTHUIO HEJAOCTATOYHOTO MM U30BITOYHOTO MUTAHUS <**>

9. [IpoBenen mpuem (KOHCynbTalMsl) Bpadya — TpaBMmatoliora-optomnena|/la/Her
NEPBUYHBIN MPH HATUYUM CKEJIETHBIX Aeopmanuii Juist obecreueHus namueHra
TYTOpaMH ¥ OpTE3aMH, a P HEOOXOAUMOCTH — KPECIOM-KOJISICKON <**>

10 IIpoBenen mpueMm (KOHCynbTalusl) Bpada — TpaBMatojora-opromnena|/la/Her
NOBTOPHBIM MpU HAIMYMK  CKEJIETHBIX JegopMmalnuii Tpu  MOBTOPHOM
TOCHUTATU3ANUNA <**>

11 IIpoBenen mpuem (ocMOTp U KOHCyAbTalMs) Bpauda-myinbMoHosora|la/Her
NEPBUYHBIN MPU KIMHUYECKUX MPU3HAKAX HAPYILIEHUH IbIXxaHus <**>

12 [IpoBeneHa mepBUYHAs KOHCYJNbTAllMM Bpauell M MHBIX crneuuanuctoB u3|Jla/Her
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MEIUIMHCKOM  OpraHM3allMM WJIM €€  CTPYKTYpPHOIO  IOJpa3/eieHMUs,
OKa3bIBAIOLIET0 CHEIUAIM3UPOBAHHYIO NMAJNIMATUBHYI0 MEAMIMHCKYIO I1OMOUIb
netsim co CMA 5q, npu HaTM4Iuy MoKazaHup <**>

13

[IpoBenen npuem (0CMOTp, KOHCYIBTALIMS) Bpayda 10 JIe4eOHOH (PU3KYIbTYype
MEPBUYHBIN <**>

Ja/Her

14

[IpoBenen mpuem  (OCMOTp, KOHCYJIbTalMsA) Bpada-(u3HOTEpaIeBTa
IIEPBUYHBIN

Ja/Her

15

Brmmoaneno OMMpPCACIICHUC COACPIKAHUA TJIFOKO3bI B KPOBH JIA MCKIIFOYCHHA
THUITOTJIMKEMHU

Ja/Her

16

BremmonaxneHo mccienoBaHHe KHUCIOTHO-OCHOBHOI'O COCTOSIHHS M T'a30B KpOoBU
<*>

Ja/Het

17

Brimonneno uccnenoBanue ypoBus 25-OH Butamuna J| <**>

Ja/Het

18

BrinosHeHa peructpanus 3JeKTpoKapAUorpaMMbl ¢ 4acToToi 1 pa3 B ron

Ja/Het

19

Brmonnena peHTreHorpa(bI/m IIO3BOHOYHHKA, CIICIIHAJIBHBIC HCCIICAOBAHHUA U
MPOEKINK ¢ u3MepeHueM yria Ko60a manueHTy ¢ HapylIeHHEeM OCAHKH W/WIH
BUJIUMBIMH JIeOpMallUsIMU TPYTHOUN KIETKH

Ja/Her

20

Brimonnena PEHTICHOACHCUTOMETPUA IMOACHUYHOI'O OTACTIa ITO3BOHOYHHKA
MalUEHTy cTapiie 6 JeT ¢ yacToToi 1 pa3 B rog <**>

Ja/Het

21

Boinonnena mpuienbHas peHTreHorpadus OpraHOB TPYAHOM KIETKH BCEM
nanueHtam co CMA 5q kak MUHUMYM pa3 B 2 roga

Ja/Het

22

[IpoBeneHo mccneOBaHUE HECIPOBOIMPOBAHHBIX JBIXaTEeIbHBIX 00BEMOB U
MMOTOKOB TAIMEHTaM cTapiie 5 et <**>

Ja/Het

23

[IpoBenen KapAHOPECTIUPATOPHBIN MOHHUTOPHHT (IMCTaHIIMOHHOE
HaOMOJIeHMe 3a TOKa3aTeNIIMM  YacTOThl  CEpJCUHBIX COKpAlleHUH W
IUCTaHLIMOHHOE  HaOmrofieHWe  3a  (PYHKUUMOHAIBHBIMM  HapyIIEHUSMU
MoKa3aTesel BHEIIHETO JbIXaHMs) B cTanuoHape Bcem mamueHTy co CMA 1 u
nanueHty co CMA I crapme 5 et co cHuxeHrneM (GopCHPOBAHHOTO BBIIOXA HA
45% u 6onee <**>

Ja/Het

24

BreimonHeHO OTcachlBaHWE CIM3W M3 POTOTJIOTKH, HOCA W BEPXHUX
IBIXaTeIbHBIX MyTeH W  HCIOJIb30BAHME MEXaHMYECKOro HHCydusaTopa-
acriparopa JiexadyuM nanuentam co CMA 5q u cuasuuM nanuentam co CMA
5q ¢ pecnupaTOPHBIMH HAPYIICHUAMH NPU HEID(HEKTUBHOM OTKAIIMBAHUH

Ja/Het

25

BbImoJIHEH YpECKOKHBIA MOHUTOPUHT MAPIHAILHOTO JABICHHS KUCIOPOIa BO
BpeMsi HOYHOro cHa mamuentaM co CMA 5q | tuma, a Takxke y HalleHTOB CO
CMA 1I tuna npu moA03peHUsIX Ha HOYHYIO THUIIOBEHTHIISIIMIO U 0OCTPYKTUBHbBIE
ammHo» cHa <**>

Ja/Hert

26

IIpoBenena neuebHas QU3KyAbTYpa NpH 3a00JeBaHUIX Mepudepuyeckon
HEPBHOI CUCTEMBI U CYCTaBOB

Ja/Her

27

IIpoBenen Maccaxk TpyAHOM KJIETKM MEIUIMHCKUNH TpU  HaJTUYUU
pecrupaToOpHBIX HapYIIEHUH

Ja/Her

28

IIpoBenena  neuebHas  (u3KynbTypa Tpu  3a00JI€BaHMAX  BEPXHHUX
JBIXaTeNbHBIX MyTeH MPU HAIMYMU PECHUPATOPHBIX HAPYIISCHUN

Ja/Her
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29 [IpoBenena nedeOHas Qu3kynbTypa npu 3aboneBaHusx nepudepudeckoit | [la/Her
HEPBHOM CUCTEMBI

30 [IpoBenena mexaHorepanusi mpu 3abosieBaHUsIX Tepudepudeckoil HepsHoi | [la/Het
CHCTEMBI

31 [IpoBenena o3okepuToTepanusi 3aboneBanuii mnepudepuyeckorr HepBHOH | [la/Het
CHCTEMBI MAIIMEHTaM C KOHTPAKTypaMu

32 [IpoBenena Oecema ¢ poaWTENsIMH  TAalMeHTa O cyrd 3aboseBanws, | [la/Het
BO3MOJKHBIX OCJIO)KHEHHSX U €r0 TPOTHO3E.

33 [IpoBenen mpuem KalblMsl TIIOKOHaTa <**> u konekanbuudepona, ecnu|la/Her
BBISIBJIICHBI TIPU3HAKK OCTEOTICHWW WJIM HH3Kash KOHIEHTpalms BuTamuHa D B
KpOBH

34 [IpoBenen mpuem OuchocPoHATOB, €CIM BBHISBIEHBI MpU3HAKKW octeoneHuu | a/Her

HJIN 9aCThIC IEPECITIOMBI

35 BrimonHena yctaHoBKa HazoracTpaibHOTO 30HAa marueHtam co CMA 5q c|da/Her
HAapYIICHUAMU ITIOTaHUA

36 BoinmonHeHo KopMiieHHME uepe3 HazoracTpalbHbBIM 30HI TskenobossHoro | [la/Het
nanuenta co CMA 5q ¢ HapylIeHHUsIMU TJIOTaHUS

37 BoimonneHo paccMoTpeHue Bompoca 00 YCTaHOBKE TIacTpOCTOMBI U
KOPMJIGHHE uepe3 TacTpOCTOMYy Yy TalHleHTa ¢ (aKTOM HEBO3MOKHOCTH
MPOIJIAThIBAHUS MUIIH, IPH OOJIBIIIOM PHUCKE aCIUPALMOHHOTO CHHApPOMA U MpU
HYTPUTUBHOI HETOCTATOUHOCTH

38 BrimonHeHsl pa3bsCHEHUST O TPOTHO3E ACTOPOXKIEHUss U HeoOxomaumoct | la/Her
TCHETHYECKOTO 00CIICIOBAaHUS CAMHUX POJIUTEIICH

39 BrimonHeHo mpuMeHeHHE Tpenapara HycuHepceH <**> Bcem maruentam c | la/Her
FEHETUYECKU MOATBEPKACHHBIM quarHozom CMA 5q npu HAIMYKMM NTOKa3aHUN 1
o0ecrieueHnH JI0CTyIa K Ipernapary

<*> Ecnm nuarHoCTHYecKas Wid JiedeOHas mpoleaypa Oblia MpoBeJeHa paHee B JICKPETUPYEMbIe
CPOKHM, TO OHa HE JOJDKHAa TOBTOPATbCA. EciM MEOUIMHCKOE YUYpeXKIeHHEe He pacrojiaraer
peabUINTALIMOHHBIMA BO3MOXKHOCTSIMU, TAIlMEHT JOJDKEH OBITh HAmpaBieH B TO YUPEXKIEHUE, TIe
peadbmIMTaIKs BO3MOXKHA.

<**> Ecaum JAHHOrO CIICHHAJIMCTAa WA METOAA AUArHOCTUKH U JICYCHHUS HET B MEIMIIMHCKOM
OpraHu3aiiuy, HeoOXOOUMO [aTh HaNpaBlieHHE B JApPYrUe MEAULUHCKUE YUPESKICHHS, TIe TaKue
CHEIHATUCThI UM METO/bI CYIIECTBYIOT.
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[Tpunoxxenue Al

CocTtas padoueii rpynnsl 1o pa3padoTke v MepecMOTPy KJINHUIECKHX
peKoMeHxaumnin

AptembeBa CBeTnaHa bpoHHCIIaBOBHA, HEBPOJIOT, 3aBEAYIOLIAsl OTACICHUEM IICUXOHEBPOJIOTUU U
smuienitosiorun  OCII HaydHo-uccnenoBaTenbCKUM  KIMHUYECKUMH HMHCTUTYT nemuatpuu um. HO.E.
Benstumesa ®I'AOY BO "PHUMY UM. H.U. IINPOI'OBA" M3 PO, kanauaaT Mel. HayK

benoycoBa Enena JIMuTpueBHa, HEBPOJOT, 3aBEIylollas OTIAECIOM IICUXOHEBPOJIOTMU H
stuitenitosiorun  OCII HaydHo-uccienoBaTeNbCKUM  KIMHAYECKUNA HMHCTUTYT neauarpun uMm. HO.E.
Bensrumesa ®T'AOY BO "PHUMY UM. H.U. ITMPOI'OBA" M3 P®, nokrop mMea. HaykK, mpodeccop

Brnopaseny JImutpuit  BrnaguMupoBUY, HEBPOJIOT, CTaplIMii HAy4HBIA COTPYAHUK OTJEja
ncuxoHeBposorun U anuaentogornn OCII HayuHo-uccnenoBaTenbCKU  KIMHUYECKUM WHCTUTYT
neauarpun um. FO.E. Benbtumesa ®I'AOY BO "PHUMY UM. H.U. [IMPOT'OBA" M3 P®, kanaunar
Me/Jl. HayK

Boabckuit I'puropuit bonucnaBoBuy, Bpau TpaBmarosor-opronesa, opresuct OOO "TroMeHckuit
peadIIMTalIMOHHBINA IEHTP"

I'epmanenko Omnpra HOpweBHa, yupenuTenbs UM MpelceAaTeNb MpaBleHUs OJIarOTBOPUTEIHLHOTO
¢donna "Cembu CMA".

I'po3noBa Onpra CepreeBHa, BeQyUIMH HAy4YHBIM COTPYAHUK OTIE€la JIETCKOW KapAHOJOTUU M
HapyweHuid putMma cepaua OCII HayuHo-uccnenoBaTenbCKUd KIMHUYECKUA MHCTUTYT MEIUATPUH M.
I0.E. Beaptumena ®I'AOY BO "PHUMY UM. H.U. ITMPOT'OBA" M3 P®, n1.M.H.

I'yzeBa Banentuna VBaHoBHa, HEBPOJIOT, 3aBeAyromias kadeapoil HEBPOJIOTUHU, HEHPOXUPYPTUU U
meauuuHckoi reHetukn @OI'BOY BO Cankr-IlerepOyprckuii  rocyaapCTBEHHBIH MeIuaTpUUECKHi
MEJHUIIMHCKUI yHUBEPCUTET, JOKTOp MeI. HaykK, mpodeccop, uIeH-KoppecrnoHaeHT Poccuiickoii
Axanemun EctecTBo3Hanms, [ 1aBHBIN BHEIITATHRIN crieruanuct M3 PO.

3abunenkoBa Bukropus BraaumupoBHa, Bpau 1ab0paTOpHBIN T€HETHK, K.M.H., CTapIINi HAyIHBIN
corpynauk nabopatopuu JIHK muarnoctuxku naboparopun JIHK muarnoctuku ®I'BHY Meauko-
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TeHEeTUYECKUI HayyHbIH 1IeHTp umeHu akagemuka H.I1. boukoga., k.0.H.

WMxeBckas Bepa JleoHMAOBHA, T€HETHK, 3aMeCTUTENb Aupekropa 1o Hayke PI'BY Menuko-
FEHETUYECKUI Hay4yHbId LEeHTp uMeHHn akajgemuka H.II. boukoBa, AOKTOp Med. Hayk, Ipeacenareib
Poccuiickoro o6miecTBa MEIUIIMHCKIX T€HETHKOB.

Uneuna Enena CremaHoBHa, HEBPOJOT, 3aBEAylOIIas JETCKUM IICUXOHEBPOJOTUUECKUM
otrnenenueM OCII "Poccuiickas nerckas kiuHuueckas 6onpHuna" ®I'AOY BO "PHUMY UM. H.W.
[TMPOI'OBA" M3 P®, k.m.H.

Kennc Bnamumup Mapkosuy, 3amectutens gupekropa ®I'BY  "HayuHo-uccnenoBarenbCkuil
nerckuil oproneanyeckuit uHCTUTYT umenu .M. Typuepa" MunsapaBa Poccuu, r. Cankr-IlerepOypr,
PYKOBOJUTENb OT/ACICHUS MATOJOTUN CTOIBI, HEUPOOPTOTIEAUH U CUCTEMHBIX 3a00JI€BaHUM, JI.M.H., YWICH
EBpomnetickoro o0miecTBa 1eTCKUX OPTONEI0B U AMEPUKAHCKON aKkaJleMHUH 1epeOpaIbHOTO apaimya.

Kucenes Anton BsuecnaBoBuu, 3aBefyroniuii jadopatopreil MOJIEKYJIsIpHOW T'€HETUKU U T€HHOU
Tepanuu HaydHo-mcCIen0BaTeIbCKOT0 MHCTUTYTA aKyIIEPCTBA, THHEKOJIOTHU U PENPOTYKTOJIOTHH UM.
J.0. Orra. r. Cankr-IletepOypr, k.0.H., accCOUMUPOBAaHHBIN y4acTHMK EBporelickoro KoHcopuumyma
TREAT-NMD.

Kokopuna Anna AnekcanapoBHa, Bpad HeBpoJior 'AY3 TO JIIH JIPL] "Hanexna", r. TromeHb.

KonecoB Cepreii BacunbeBud, pyKOBOIWUTENb OTIEIEHUS MATOJOTMU TNO03BOHOYHHKA DPI'BY
"HMMUI] TO um. H.H. Tlpuoposa" Munsapasa Poccun, r. MockBa, 1.M.H., ipodeccop

KomapoBa Oxcana HukonaeBHa, Bpad nenuarp, raCTpO3HTEPOJIOT, ITUETOJIOT, CTAPIIMN HayYHBIN
coTpynHuk otaena racrposHteposorun OCII HaydHo-mccienoBaTenbCKUl KIMHUYECKAA WHCTHUTYT
neauatpun uM. 0.E. Benpruimesa ®I'AOY BO "PHUMY UM. H.U. IINPOTI'OBA" M3 P®, k.M.H.

KyszenkoBa Jlrogmuna MuxailioBHa, HEBPOJIOT, HadaldbHHUK LleHTpa HEeTCKOW NCHXOHEBPOJIOTHH,
3aBENyIONIasl OTACIICHUEM IICUXOHEBPOJOTHMM M IcuxocoMarndyeckor mnarojorun PI'AY M3 PO
"HanunonanbHbIN MeAUITUHCKHUN nccnenoBatenbckuit Llentp 3mopoBest Jlereit", n.m.H., mpodeccop

Kyp6arop Cepreti AnekcanapoBuy, Bpad HEBPOJIOT, T€HETHK, (YHKIIMOHAIHHOW IUArHOCTHKH,
k.M.H., AY3 BO "BopoHexckuit 0071aCTHON KIMHUYECKUH KOHCYThTaTUBHO-TNAarHOCTHYECKUI IIEHTp", T.
Boponex

Kyues Cepreii UBanoBuu — renetuk, aupexkrop @I'BHY Meauko-reHeTnyeckuii HayqHbIN IIEHTP
nvmenn akaaemuka H.II. BoukoBa, 3aBemyrommii kadeapoil MOJEKYISIPHONW W KIETOYHOW TCHETHKHU
OI'bOY BO "Poccuiickuii HalMOHAJIBHBIA UCCIEA0BATEIILCKUN MEIUIIMHCKUI yHUBEpcuTeT uMenn H. 1.
[Tuporosa" MunszapaBa Poccuu, 1.M.H., wieH-koppecnoHaeHT PAH, riaBHbI BHEMITATHBIN CIEHIUAIUCT
o MEIUIMHCKOW reHetnke Mun3zapaBa Poccum, mpeacemarens Ituueckoro Komurera Mun3zapasa
Poccun, npe3nsieHT Acconmanuu MEIUIMHCKUX FeHeTUKOB Poccun.

Jleonuyk Cepreit CepreeBuy, TpaBMAaTOJOr-OPTONE, 3aB. TPABMATOJOr0-OPTONEANYECKUM
otneneHueM N 6 knuHuku Hedpoopronenuun OI'BY "PHI[ "BTO" um. akan. I['.A. HWnuzaposa"
Mun3sapasa Poccun, r. Kypras, k.M.H.

MenseneBa Cernana HukonaeBHa, Bpau-HeBposior @I'BY "HayuHblil IEHTp BOCCTAHOBUTEIBbHOU
TpaBmarojorud u oproneauu" um. I'.A. Wnuzapoa M3 P®, ri. neTckuid BHEIUTAaTHBIN HEBPOJIOT
Kypranckoii o6nactu

Ounposa [lonuna BsuyecnaBoBHa, Bpad TpaBMATOJIOr-OpTOIE] KIMHUKU MMAaTOJOIMU MO3BOHOYHUKA
u penkux 3a6oneBanuii otaeneHus N 1 ®I'BY "PHI] BTO um. Axaz. I'.A. Unuzaposa", r. Kypran, k.mM.H.

[ToneBuuenko Enena BrnagumuposHa, npodeccop kadeapbl OHKOJIOTHH, T€MAaTOJIOTUN U JTy4eBOM
Tepanuu neauarpuueckoro ¢akyabrera ®I'AOY BO PHUMY wumenn H.M. Iluporosa, 1.M.H,
npodeccop, uieH [IpaBnenus Accoruanuu npopecCuOHaATbHBIX YUaCTHUKOB XOCIMUCHON MTOMOIITH.

[TonsikoB Anekcannp BrmamumupoBud, reHeTHK, 3aBedyromuii naboparopuert JIHK nuarHoctuxu
OI'bBHY Meanko-reHeTH4eCKUi HaydHbId HeHTp uMeHH akaaemuka H.I1. boukoBa, 4ieH-KOppEeCIIOHIEHT
PAH, 1.6.1., mpodeccop.

[TonkoB JIMuTpuii ApHOJIBIOBUY, TPaBMATOJOr-OPTONE] BBICHIEH KaTEropuHu, PYKOBOJIUTEIb
knuHukn Hevipooproneann ®I'BY "PHIL "BTO" um. akan. I'.A. Mnuzaposa" Munzapasa Poccun, T.
Kypran, n.m.1H., npodeccop PAH, unen-kopp. @paniry3ckoit akageMun HayK.
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[TpokonbeB ['enHammii ['epMaHOBHY, aHECTE3WOJIOT-PEAHUMATOJIOT, JOICHT Kadeapbl IeTCKOM
aHecte3noJioruu u uaTeHcuBHoi Tepanuu @YB OI'AOY BO PHUMY umenun H.U. Iluporosa, Begymuii
Hay4HbId  COTPYAHHK M 3aBEAYyIOIIMH  OTIEICHUEM "Hay4HO-pakTUYECKOTO  LIEHTpa
CHenuaIu3upoBaHHON MeaunuHcko nomomu Aetsm" um B.D. BoitHo-fceneuxoro JlemaprameHnta
3paBOOXpaHEHUS T. MOCKBBI, K.M.H.

Pynenko Jmutpuit Hropesuu, 3amecturens r1iaBHoro Bpada CII6 I'BY3 '"T'oponckas
mHoronpodunbpHas OonmpHHna N 2" Cankt-IlerepOyprckoro Memunuackoro YuuBepcurera um. M.IL
[TaBnoBa, 1. M. H., ipodeccop

Ps6b1x TaThsina BukTopoBHa, Bpau neauatp Beicuierd kareropun @I'BY "PHI] BTO um. Axax. I'.A.
WNnuzaposa" M3 PO, r. Kyprau

Ps6prx Cepreit OneroBud, TpaBMaTOJOT-OPTOIIE] BBICHIEH KaTETOPHH, PYKOBOJIUTENh KIMHUKH
MaTOJIOTUU TO03BOHOUHMKA M penkux 3aboneBanuit ®I'BY "PHIL "BTO" um. axaan. I'.A. Wnuzaposa"
Munszapasa Poccun, r. Kypran, nupextop mo o6pa3oBaHuio B HallpaBjieHUH "opTorenus" pocCHIlCKOro
MPEACTABUTENBCTBA MEXKIAYHAPOIHONW AacCOIMAllMM CIIUHAIBHBIX XHpyproB AOSpine, 1.M.H. YiIeH
accoranuu 1o wusydeHuto merona WmmzapoBa ASAMI Poccusi, wieH BcepoccHiicKOTO oO0IiecTBa
TPaBMAaTOJIOTOB-OPTOTIEIOB.

CaBa Harambs HwukomaeBHa, nomeHT kadeapbl OHKOJOTHH, T€MAaTOJIOTHH W JIY4eBOM Teparmuu
I'bOY BIIO "PHUMY um. H.U. ITuporoBa Mun3npasa Poccun', 3aMecTUTENb IIIaBHOTO BHEIITATHOIO
CTHEIUATUCTA TI0 MAJUTHATUBHOM TTOMOIITU AETCKOMY HAaCEICHHIO, K.M.H.

CaBun [ImMutpuii MuxainoBud, HEMPOXHPYPr, TPaBMATOJOT-OPTOIE[], 3aB. 3aB. TPABMATOJIOTO-
OpTOTIETUYECKUM OTAeNeHHEM N 9 KIMHHUKHU MMAaTOJOTHHU MO3BOHOYHUKA M peakux 3adoneBannii ®I'BY
"PHII "BTO" um. akazn. I''A. Unuzaposa" Munznpasa Poccun, k.m.H. . Kypran

Canero Enena IOpneBHa, Bpau HEBPOJIOT, OTAEIEHUE NayuiMaTUBHOW momoiu aetsim ['AY3 CO
"OO6nacTHas AeTcKas KIMHU4YecKas 6oapHua", r. ExarepunOypr

CycnoB Bacunmuii MwuxaiinoBud, HEBpoJior, accUcTeHT Kadenpsl peadbmmmrosorun PIT u JI10,
®OI'BOY BO "Cankr-IlerepOyprckuii rocy1apCTBEHHBIN MEAUATPUICCKANA MEAUIIMHCKUM YHUBEPCUTET"
Munznpasa Poccun.

Toznussn Enena BacunbeBHa, Bpau gerckuil sHpokpunojor, OCII Haywyno-uccienoBarenbckuil
KIMHUYecKu HWHCTUTYT nenuarpur umM. FO.E. Benprumesa ®I'AOY BO "PHUMY HUM. H.U.
[MMPOI'OBA" M3 P®, k.m.H.

TperbsikoBa AmHacracus HukonaeBHa — aHECTE3MOJIOr-pPEaHMMATOJIOT BBICIIEH KaTEropuw,
PYKOBOIMTENb CIY)KObI JeTCKOM aHecte3uosiornu W peanumartosiornn DOI'BY "Hayusslii meHTp
BOCCTaHOBUTEJILHOUM TpaBMarojoruu v oproneaun” um. I'.A. Nnuzaposa M3 PO, r. Kypran

OexnuctoB  Jmutpuid  AnekcanapoBud, Bpau  TpaBmartoJior-opronen; OCII  Hayuno-
HCCIeA0BaTENbCKUN KIMHUYECKU MHCTUTYT nenuarpuu um. 10.E. Bensrumesa ®I'AOY BO "PHUMY
M. H.U. [INPOI'OBA" M3 P®

®unaroB Erop IOpweBuu, Bpad TpaBMaTOJOT-OpTOINE] KIMHHUKM NATOJOTHHM MO3BOHOYHUKA M
penkux 3aboneBanuii ®I'BY "PHL] "BTO" um. akan. I'.A. Mnuzaposa" Munszapasa Poccun, r. Kyprasn.

Tabuunkuiit Bacunuii AnapeeBuy, Bpau-myJIbMOHOJIOT, TOIEHT Kadenpsl myapmoHomoruu ®JII10
OI'AOY BO "PHUMY M. H.U. TTMPOI'OBA" M3 P®, k.M.H., 3kcriepT 06JaroTBOPUTENBHOTO (hoHIA
"YKuBwu ceityac"

[ykmuua Jlapuca AHaTONbEBHA, NEAUATp, 3aBEAYyIOIIAs OTICICHUEM MNAJUTMATUBHON MOMOIIH
netssM O61acTHOM NeTCKOM KIMHUYecKo# 00apHMILIEL, T. ExaTepuHOypr

KoH¢pnukT nHtepecos:

AprtembeBa CBeTiiaHa OO6pasoBaresbHble TPAaHThl U TOHOPAPHI 32 JIEKIIUU OT KOMIaHUH
bponucnaBoBHa Sucen Cunar, Pom, PTC mo nmpoGiemam HepBHO-MBIIIEUYHBIX
3a0o0eBaHMi
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VYperynupoBanue KOHGUIMKTa — HE UMEET (PHUHAHCOBBIX
MHTEPECOB B YKa3aHHBIX KOMIIAHUAX, HE Yy4YacTBOBala B
Hanucanuu pasnena "l[larorenernyeckas repanus'

benoycosa Enena JImutpueBna

['onopap ot komnanuu Sucen Cuinar 3a JIEKLHIO
VYperynupoBanue KOH(IUKTa — B JIEKIUH OOCYXIaIHCh TOIBKO
BOIpockl quarHoctuku CMA

Bnopaseu Amutpuii Baagumuposuy

I'maBHBIA WCcnenoBaTeNb B MEXAYHAPOJHBIX KIMHHUYECKUX
npoTokosax co cnoncopctBoM kommanuii PTC Therapeutics, F.
Hoffmann-La Roche, Novartis, Biogen, NS Pharma, Sarepta
Therapeutics, Pfizer, Avexis.

Tonopap 3a nekumm ot kommnanmii PTC Therapeutics, F.
Hoffmann-La Roche, Janssen, Novartis, [Tuk-hapma.
VperynupoBanue KoOHGIMKTa — HE UMEET (UHAHCOBBIX
MHTEPECOB B YKAa3aHHBIX KOMIIAHMSX, HE Yy4acTBOBal B
Hanucanuu pasnena "l[larorenernyeckas tepanus'

Bonbsckuit I'puropuit bonuciasosuy

Her

I'epmanenko Onsra IOpbseBHa Her
I'posznoBa Onbra CepreeBHa Her
I'y3eBa Banentnna MBaHoBHa

WxeBckas Bepa JleonnaoBHa Her
Nnenna Enena CrenaHoBHA Her
3abnenkoBa Bukropus Her
BrnagumupoBHa

Kenuc Bnagumup MapkoBuu Her
KuceneB Auton BsiuecnaBoBuu Her
Kokopuna Anna AnekcaHapoBHa Her
Konecos Cepreii BacunbeBuu Her
KomapoBa Okcana HukosiaeBHa Her
Kyzenkosa Jlronmuna MuxaitioBHa Her
Kyp06atoB Cepreii AnekcanapoBuy Her
Jleonuyk Cepreii CepreeBuu Her
MenseneBa Csetitana HukonaesHa Her
Ouuposa [lonuna BsiuecnaBoBHa Her
IToneBnuenko Enena BnagumuposHa |Her
ITonkos JIMuTpuii ApHOIBAOBHY Her
ITonsxos Anexcanap Bnanumuposuu |Her
IIpoxonses I'ennaguit 'epmanosuy | Her
Pynenko Imutpuit Uropesud Her
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Ps6pix TaTtbsina BukropoBHa Her
Psa6s1x Cepreit Onerosuu Her
CasBa Haranbs HukonaeBHa Her
CauH [Imutpuii Muxaitnosuu Her
Canero Enena OpneBHa, Her
CycnoB Bacunuii MuxaitinoBuu Her
To3nusaH Enena BacuibeBHa Her

TperpsaxoBa Anactacust Hukonaesna |Her

®exnucroB Amutpuit Her
AnexcaHIpoBuY
®wunaroB Erop FOpreBuy Her

Tabuuukuit Bacunuit Auapeesuuy | ['oHopap ot kommanuu fAHcen Cunar 3a JeKLIHIO
VYperynupoBanue KOHMINKTA — B JEKIIUH 00CYX1aJHCh TOIBKO
BOIIPOCHI pecnupaTopHOi noaaepxku mpu CMA

[ykmuua Jlaprica AHatonseBHA Her

[Tpunoxenne A2

MeTono/iorusi pa3padoTky KJIMHHYECKUX PeKOMEeH AU

LleneBas ayanTopusa AaHHbIX KIMMUMHUYeCKUxX peKomer,auwﬁ:

1. Bpauu: HeBpojOru, OpTONEAbI-TPABMATOJIOTH, HEBPOJIOTH, HEUPOXUPYPTrH, IEIUATPHI,
aHEeCTEe3MOJIOTU-PEAHUMATOJIOTH, TaCTPOIHTEPOJIOTH, AUETOJIOTH, MyIbMOHOJIOTH, JETCKUE KapAHUOJIOTH,
Bpauu JeueOHOM PU3KYIBTYPHI U Bpauu-(PU3NOTEPAIIEBTHI.

2. Crynentsl MenuiuHckux BY30B, opiuHaTOPBhI, aCIUPAHTHI.

Metoipl, UCHOJIB3yeMblE Uil cOOpa/CeNieKIMU J0Ka3aTeNbCTB: MOUCK B 3JIEKTPOHHBIX 0a3zax
TAHHBIX.

Onucanve METOJIOB, UCHOJB30BAHHBIX [UIS OIIEHKM KayecTBa U CHJBI J0Ka3aTelbCTB:
JOKa3aTeNbHON 0a30il Ui peKoOMeHJaluil SBISAIOTCS myOnukanuu, Bomenmue B KoxpeitHoBckyro
6ubnuoreky, 6a3bl ganupix MEDLINE u PubMed.

I'myOuna noucka — 10 ner.

MeTOp,bl, ncnonb3oBaHHbIe ANA OLUEeHKU Ka4dyeCcTBa U CUIlbl AO0Ka3aTellbCTB.:
- KOHCCHCYC 3KCIICPTOB;
- OIICHKA 3HAYMMOCTH B COOTBCTCTBHU C peﬁTHHFOBOﬁ CXeMOM (CXCMa annaraeTc;I).

MeToabl, nCNoONnb30BaHHbIE ANA aHanu3a AoKa3aTenbCTB:

- O630pLI Ol'Iy6J'II/IKOBaHHBIX MC€Ta-aHaJIUu30B,
- CUCTCMAaTHUYCCKUC 0630pBI C Ta6J'II/II_IaMI/I JA0Ka3aTcJIbCTB

53 13 85


http://disuria.ru/
https://аптека-омск.рф/

KnuHnyeckne pekomeHaauum — lNMpokcumanbHas cnvHanbHas MbledHas atpodus 5q — 2021-2022-2023 (31.05.2021) — YTBepXKAEHbI
Mwn3gpasom PO

OnucaHue meToaAO0B, MCMOJSIL30BaHHbLIX ANA aHanu3a AoKa3aTenbCTB

[Ipu oTbope myOiaMKanWi, KaKk MOTCHIIMATBHBIX MCTOYHUKOB JI0OKA3aTENLCTB, MCIOJL30BAHHAS B
KOKJIOM HCCJICIOBAaHUM METOJIOJIOTHUS U3y4aeTcs JUIsl TOTO, YTOOBI YOCIUTHCS B €€ BaJMJIHOCTH.
Pesynbrar m3ydeHus BIMSET Ha YPOBEHb JOKA3aTEIbCTB, NMPHCBAWBAEMbBIA MyOJMKAIUU, YTO B CBOIO
odepenb, BIMSICT HA CHIIy PEKOMEHAAnui. Jlns MHHMMH3AIMH TOTEHIIMAIBHBIX OIMHOOK KaXI0e
HCCIIEIOBAaHUE OLICHUBAJIOCh He3aBUCHMO. JIroOble pa3nuuus B OLEHKaX OOCYKIaJUCh BCEH Ipynmoi
aBTOPOB B IMMOJHOM cocTaBe. [Ipu HEeBO3MOKHOCTH TOCTHKEHHUSI KOHCEHCYCa MPUBJIEKAJICS HE3aBUCUMBII
JKCHEPT.

B naHHBIX KIMHUYECKUX PEKOMEH/IALMIX BCE CBEIICHUS PaH>XMPOBAHBI 10 YPOBHIO JOCTOBEPHOCTH
(moxazarenpHocTH) WM Y/[J| B 3aBUCHUMOCTH OT KOJHMYECTBA M KauyeCTBAa HWCCJIECIOBAHHWM IO JaHHOU
npobneme (Tabnuma 3 u Tabmuia 4).

Tabmuma 3
Lkana oueHku YO0 ansa anarHOCTUYECKNX BMeLWaTeNbCTB <*>,
YA Wepapxus nu3aliHOB KIMHUYECKUX HCCIEA0BAHUN MO YOBIBAaHUIO YPOBHS JOCTOBEPHOCTH
JI0Ka3aTeiabCeTB OT 1 110 5
1 Cucrematndeckue 0030pbI  HCCIEIOBAHUNA C KOHTPOJEM pPEePEpeHCHBIM METOJOM WJIU
CHUCTEMaTUYECKU 0030p PaHIOMH3WPOBAHHBIX KIMHUYECKUX HCCIICIOBAHUM C TPUMEHEHUEM
MeTaaHaan3a
2 OtnenbHBIE  WCCIEIOBAHUSA C  KOHTPOJIEM pPEPEPeHCHBIM METOJIOM WM  OTICIbHBIC

PAaHAOMHU3UPOBAHHBIC KIIMHUYCCKHUE HCCICIOBAHUA U CUCTEMATHYCCKHC O630pI>I I/ICCJ'ICI[OBaHI/Iﬁ
JIFO0OT0 I[PI331>1H3, 3a HCKIHOYCHUCM PAHAOMHU3HPOBAHHBIX KIMHUYCCKUX HCCHGHOB&HHﬁ, C
INPUMCHCHUCM MCTaaHalIn3a

3 I/ICCJ'ICI[OBaHI/IH 0e3 IMOCJICA0BATCIIBHOTO KOHTPOJIA pe(i)epeHCHBIM METOAOM HJIM UCCIIECOAO0BAHUA C
pe(bepeHCHBIM MCTOAOM, HE€ ABJAIOIIUMCA HCE3aBUCHMBIM OT HCCICAYEMOI'o METOHAa WA
HCpaHAOMH3HUPOBAHHBIC CPABHUTCIIbHBIC UCCIICAOBAHUA, B TOM YHUCJIC KOTOPTHBIC UCCIICA0OBAHNA

4 HeCpaBHI/ITCJ'IBHBIC HCCIICO0BaHMs, OIIMCAHNUEC KIIMHUYCCKOI'O ClIydas

HmeeTtcs muibs 000CHOBaHHE MEXaHHU3Ma ﬂCﬁCTBHﬂ HJIM MHCHHUC JDKCIICPTOB

<*> Marepuaisl Ui pa3pabOoTKH KIMHUYECKUX peKoMeHanuii https://rosmedex.ru/kr/reco.
Tabnuua 4

WWkana onpepenenna YOO ansa ne4vyeOHbIX, peabMNUTaLMOHHbIX, NPOUNAKTUYECKUX
BMellaTenbCTB <*>

Y Wepapxus mu3aiiHOB KITMHUYECKUX HCCIEAOBAHUI IO YOBIBAHUIO YPOBHS JI0CTOBEPHOCTH
IoKa3aTeabeTB OT 1 10 5
1 Cucrematudeckuii 0030p paHIOMU3HPOBAHHBIX KIMHUYECKUX HCCIEAOBAHUN C MPUMEHEHUEM
MeTaaHaJIn3a
2 OTtnenbHBIE PAHIOMHU3UPOBAHHBIE KIMHUYECKHE HCCICIOBAaHUS M CHUCTEMATUYECKUE 0030pbI

HCCIIeI0BaHUI JI000T0 HHSaﬁHa, 3a HUCKIHYCHHUCM PpPAHAOMU3HUPOBAHHBIX KIIMHUYCCKUX
HCCHCHOB&HHﬁ, C IPpUMCHCHUCM MCTaaHalin3a
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HepaHI[OMI/I?;I/IpOBaHHBIC CpaBHUTCJIbHBIC UCCIICAOBAaHNA, B TOM YUCJIC KOT'OPTHBIC UCCIICAOBAHUA

4 HeCpaBHI/ITeJIBHBIe HUCCIICAOBaHUA, OIIMCAHUC KIIMHHUYCCKOIO Cliydasd WM CCEpUH CIIy4acB,
uccaeaoBaHue "'ciryyaid-KOHTPOJIb"

5 Nmeercs nmmpb 00OCHOBaHWE MeEXaHW3Ma JCHCTBUS BMENIATENbCTBA  (HOKIMHUYECKHE
UCCIIEIOBAHMS) UJIM MHEHUE SKCIIEPTOB

Jlanee onpenensics ypoBeHb YOSIUTEIbHOCTH PEKOMEH Al — Tabauna 5
Tabmumna 5

WWkana onpepenenusa YYP ana AvarHOCTUYECKUX, NeYebHbIX M npodunakTmyeckmnx
MepOonpUATUNA <*>,

YVyp Pacumgposka

A CunbHas pexkoMmeHanus (Bce paccMarpuBaemble Kputepuu 3hHeKTUBHOCTH (MCXOAbI) SBIISIIOTCS
BA)KHBIMM, BCE€ HCCIIEJIOBAHMSI MUMEIOT BBICOKOE WJIM YAOBJIETBOPUTEIILHOE METOJIOJIOTUYECKOE
Ka4yeCcTBO, X BBIBOJbI IO MHTEPECYIOIIUM UCXOaM SIBJISIFOTCS] COTJIACOBAHHBIMHU )

B VYcnoBHas pexkomeHaauus (HE Bce paccMaTpuBaeMble KpUTEpUM S(PGEKTUBHOCTH (MCXOIbI)
SBIIIOTCA BaXHBIMH, HE BCE MCCIEJIOBAHUS HMMEIOT BBICOKOE WM YJOBJIETBOPHUTEIBHOE
METOJI0JIOTMYECKOE KayeCTBO W/WIM UX BBIBOJBI IO HMHTEPECYIOIUM HCXOJaM HE SBISIOTCA
COTJIACOBAHHBIMHU )

C Cnabass pexkoMeHmanus (OTCYTCTBHE  JIOKa3aTeNbCTB  HAJJIeKallero  kKadectBa  (Bce
paccMarpuBaeMble KpuUTepuu d(PPEKTUBHOCTH (MCXOJIBI) SBISIOTCS HEBAXHBIMH, BCE
WCCIIEZIOBaHUSI UMEIOT HU3KOE METOIOJIOTUYECKOE Ka4eCTBO M MX BBIBOJBI 110 MHTEPECYIOIINM
MCXO0JIaM HE SIBIISTIOTCS COTIIACOBAHHBIMH)

Mopsaaok 0oGHOBNEHUS KNMMHUYECKUX peKoMeHaauumn

MexaHu3M OOHOBJICHHS KIMHHMYECKHUX PEKOMEHIAIMH MPeaycMaTpPUBAET MX CHCTEMaTHYECKYIO
aKTyaJIM3allii0 — HE PEKE YeM OJIMH pa3 B TPHU rojia, a TAaKKe MPH MOSIBJICHUN HOBBIX JTAHHBIX C ITO3HIIMH
JI0OKa3aTeIbHOW MEIUIIMHBI TI0 BOMIPOCAaM JHUArHOCTHKH, JICUCHUs, NMPOPUIAKTUKH W peaduIuTaIruu
KOHKPETHBIX 3a00JIeBaHMi, HAaIM4YWU OOOCHOBAaHHBIX JOMOJHEHUI/3aMeYaHUl K paHee YTBEPKICHHBIM
KP, Ho He yanie 1 pa3a B 6 Mecses.

[Tpunoxenne A3

CnpaBoyHble MaTepHaJbl, BKIKYAasl COOTBETCTBHE MOKA3AHUI K IPUMEHEHUIO U
NMPOTUBONOKA3aHUI, CIIOCO00B MPUMEHEHUS U /103 JIEKAPCTBEHHBIX NPeNnaparTos,
HHCTPYKIUH 110 TPUMEHEHHIO JIEKAPCTBEHHOT' 0 Mpenapara

1. Ilpuka3z MunsapaBa Poccun (MunuctepctBo 3apaBooxpanerus P®) ot 13 okrsabps 2017 r. N
804H "Ob YTBEPXAEHNN HOMEHKIJIATYPbI MEJAUIIMHCKUX YCIIYT

2. IIpuka3 MunucrepctBa 3apaBooxpanenuss PO ot 7 oktsa6ps 2015 r. N 7001 "O HOMeHKIaType
CIeMANbHOCTEN CIEUATMCTOB, UIMEIOIINX BhICIIIEEe MEIMIIMHCKOE U (papMalieBTUYeckoe oOpazoBaHue"

3. Ilpuka3 MunucrepcTBa 3apaBooxpanenust Poccuiickoit @enepauuu ot 14 nexabps 2012 r. N
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10471 "O6 yrBepxkaenuu opsiika oxkazaHust MEAUIUHCKONW TIOMOIIH JIETSIM 110 PO U0 "HEBPOJIOTHs"
4. VHCTpyKUMsl IO NPUMEHEHHUIO JIEKAPCTBEHHOTO Ipemnaparta HycuHepceH** or 19.08.2019 JIII-

005730, moctymHo Ha BeO-moprane ['OCymapCTBEHHOTrO peecTpa JIEKapCTBEHHBIX CPEICTB MO CCHLIKE:

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

d5f7c5d2546a&t=

AJITOPUTMBI IeCTBUI Bpa4ya

1. Anroputm gnarHoctukn CMA 5q

_v'/ ) T,
" TNoggaperue .
< ‘-"t
-~
T waCMA? e
e, -~
", .

N

Onpeaenenne  nonuuecrea

xonwi 3isonoe 7w B SMNI

IIpunoxenue b

| .
¥ ¥

Y

¥
0 monwit 1 monwa 22 nonwni
! }
i T
R R SsrammuasranpR VN1 g - .
,»'/ Hposnroe i
< >
S CoacTso? -

OwarnocTEa HOCHTENBCTES

¥ poakTane

Yucna wonsia SMN2

'

LmarsocTins DCaom e
CO CTOPOME: ABINATERSHON,
CNOPHO-AEMIETEARHON,
NAWEEIPUTEABHON U AP.

CHucTEmM

Yny4weHHyto BEpPCTKy OT http:/disuria.ru npeacrasnset anteka "CemenHasa" https://anTteka-omck.pd

p

M, 3HMI, Kk,

Nakenssoe WCCNegDBEIHME,

EEIBSINERRARIS.

56 13 85


http://disuria.ru/
https://аптека-омск.рф/

KnuHuyeckme pekomeHgaumm — lNMpokcrManbHas cnnHanbHas MblweyHast atpodmsa 5q — 2021-2022-2023 (31.05.2021) — YTBEepxaeHbl
MuH3gpasom PO

2. ANropuTtM TakTUKMN opTOoneanyYecKom TaKTUKN ANArHOCTUKA U JNIe4YeHUs1 CKonmosa y
nauyueHTa co CMA 5q

MNogospexswe Ha
ucKkpraneHue?
{(knnHMueCKHM
ocmoTp)

Pexrresorpadss nosaoHodHoro cronba

HafmopeHne

Hawoe yron
HCHPHMBNEHIEA no

HOHTPOMS

PaccmaTpeTn MMPYPIMMScHo
Koocetmposaswe KOPPEKLMIO

Ha@mogerme Chopmmposanca nu

HOHTROML CKBRET?

- heTo, EPICTYLME

Cnoxamnages - o v
crepsen®, VEPTR
MErHMTHDIE CTepiHM
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3. Anroputm pecnupaTtopHou noaaepXKku y naumeHta co CMA 5q

He cHaMT CAMOCTORTRABHO

AxTvereat nowck JIH

{(kawnesan $yrrapan, PHCOZ, PetCOD,

WCCABAOBaHHA BO BPEMA CHa)

MoCcTypannHpbi MaCcCam, MEXaHMHECHHN

omvawmeatens u HURN

MOHHTORHHr razpofmena,
MEAYAOHHO-MUILEBBOAHONT  PedmoKca,

FROTATEADHOW QryHMLpAN

Hamoeo ﬂhnmuuﬂmﬂe

CDCT_I{!I.‘

CHaMT CAMOCTOATENBHD

MNowck OH

(kawnesan  $yHKUMA, CNHPOMETPHA,

HCCNEAOBAHHA B0 BPEMA CHA)

HaAgewa
ABIXATENOHIR
HEOOCTATOMHOCTS |

XoaMT CAMOCTORTEALHO

DaxTOpol pucka’

(wesderupn BAN, anwa3
W THAOBEHTHARLA)

HabnoaeHwe

AH = apixaTenbHan HeaoCTaToOuHOCT.,

PtcO2 = TpaHchyTaHHas NyNsCOKCUMETPHA
PetCO2 = napuwaneroe pasnenwe CO2 e
KOMUE CNOKOHHOID BblAoxa
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4. AnropuTm npeacumntTomatTuyeckon Tepanmm CMA 5q

Cupurmmr

HOBOPOHAE HHEX

Noareepmaa0unin TecT

"
Yucoa wonme

SN R
v v ¥ ¥
1 xonus SAMN2 2 monwn SMNZ 3 monaw SMNZ 4 monue SMNZ

BeposTen O man CMA

Zeporten 1 man CMA Beporten 2/3 man CMA

BeposTen 3/4 Tun CMA

v

v

Neverne L] cayvae
HITHHHON  O0RAHHHLSECKOH

CTagMM

NaroreneTHueckan TEpINHA

HNudopmanus 115 naumeHTa

Yr1o Takoe CNIMHAJIBbHASA MbIIICYHAs aTpopus?

CnunanpHas Mble4Has atpodus (nasee CMA) — 3T0 reHeTH4YecKoe, MPOrpeccupyrollee, HHOrAa
CMepTeNbHOE HEePBHO-MbIIIeYHOE 3a0o0yeBaHue <1>. HecMOTpsi Ha TO, YTO HOBBIE CIy4al BCTPEUYAIOTCS
JOCTaTOYHO penKo, MHorue ioan xuBytr co CMA. CMA nopaxaer npuMepHO oAHoro u3 6-10 teicsau
JeTell U sBJseTCs Belylled B MHUpEe IeHeTHYecKOM HpUYMHOM cMepTu aered no 2 ner <2>, <3>.
HeszaBucumo ot Tspkect, Bee moau co CMA tepsitoT qBurarenbhble GQyHKIuu <1>.

CMA 00b14HO 1o/Ipa3AessoT Ha 4 OCHOBHBIX THIA <8>:

Habamgemas,
neysHue np#

S0INMKNAOBEHMN

[Ipunoxenue B
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CMA 1 tuna

[IposiBnsiercs B Bo3pacte g0 6 wmec. llpu
CCTCCTBCHHOM pa3BUTUU 3a60JIeBaHI/I$I JCTU HE
JNOCTUTAIOT ~CIIOCOOHOCTH TIEPEBEPHYTHCS  WIIH
CHJICTh, & OXKUJAeMasl IMPOJIOJDKUTESIIEHOCTD KU3HH
cocraBisieT < 2 net <8>

CMA 2 tuna

[IposiBnsiercss B Bo3pacte ot 6 10 18 mecsnes.
IIpu ecrecTBeHHOM pa3BUTHH 3a00JIEBAaHUS JIETH
HE JIOCTHTalOT CIIOCOOHOCTH XOAWTH, MOXKET
TpeOOBAaThCS  HCIIOJIb30BAaHHE  MOTOPU30BAHHOM
WHBAJIHUIHON Koasgcku <1>

CMA 3 tuna

JlnarHo3 MOKeT BO3HUKHYTh BIUIOTH [0
MOJIPOCTKOBOTO  Bo3pacTta. [lpm  ecrecTBeHHOM
pa3BUTHH 3a00JIeBaHUs nocie nepuosa
HOPMAJILHOTO Pa3BHUTHS JIFO/N TIOCTETIEHHO TEPSIFOT

MO ABIDKHOCTD, HHOTAA ¥ CIIOCOOHOCTh XOJUTh <1>

CMA 4 tuna

JlnarHo3 oOOBIYHO YyCTaHABIMBAETCS B 3PEJIOM
BO3pacTe. [Tpu €CTECTBEHHOM pa3BUTHH
3a00J1eBaHUsA JIYOa1 MOT'YT UCIIBIThIBATH
yYMEpEHHbIE  JIBUTaTelbHbIE  HApyIIEHUs U
MBITIIEYHYIO cabocTh <1>

IIpu CMA Bosuukaer muchynkuus miu rubens O-MOTOHEHPOHOB <71> 0O-MOTOHEHMPOHBI
CHIMHHOTO MO3r'a MHHEPBHPYIOT CKEJIETHBIE MBIIIIIBI K OTBEYAIOT 33 COKPAILCHHE MBIIIIL.

CnuuHon \
MO3T Mouiwnb
HopmaneHbiw ?* .
“._ 0-MOTOHeWpoH
W3-3a  Henmoctatka  ocoboro Oenka — Oenka SMN — npu  CMA  Bo3HHKaer

ri6ens O-MOTOHEHPOHOB
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Arpocpmun
CnunHoR MbiLliLY

MO3T1 y

1
i

&

o-MOTOHEMPOH
. NpuCMA

benok SMN HeoOxomuM 1151 GYHKITMOHUPOBAHUS MOTOHEUPOHOB B CHUHHOM MO3re <1>

B cumreze Oeaka SMN

yaacTeyoT 2 reqa®

SMNI | | SMN2

. Hetounux Matoro
OcHOBHOH HCTOYHHE
KOIH9ecTEa
bexxa SMN
dvEEUHOHATEHOTO DelKa

ITpu CMA koauuecTBO cuHTe3upyemoro 6ei1ka SMN HelocTaTOYHO A7 BBDKMBAHUSL HEHPOHOB

- 3abosieBanne CMA BbI3BaHO Jenenueil nwin myranueid rena SMNI1, 4To NPUBOJUT K CHUKEHUIO
ypoBHs Oenka SMN <4>

- Eciiu ren SMNI1 He paboTtaeT, eJMHCTBEHHBIM UCTOYHUKOM Oenka SMN cranoButcs reH SMN2,
OJIHaKO OH MPOU3BOJIUT HEJOCTATOUHO (PyHKIMOHAIBHOTO O6enka SMN <6>
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CHumeHue axcnpeccun SMIN CHueHUe Konuuyecrsa

SMN2

Kak nposiBisiercs cnuHaJibHasi MbllIeYHasi aTpogus y pedbenka?

Y Kaxaoro mnamueHTa cO CHUHAIBHOM MBIIIEYHONW arpoduell HMMeTcs HWHAWBHUIYyaIbHbIE
HapyleHHs, a CUMOTOMBI MOTYT pa3iu4yaTbCsi B 3aBUCUMOCTHM OT BO3pacTa Hadajla U TDKECTH
3a0osieBaHus. [leTM MOTYT HCHBITBIBATH MPOTPECCUPYIOIIYIO CJIa0OCTh B MBIIIIAX, PACIOJIOKEHHBIX
OnuKe K LEHTPY Tella, TaKuX Kak Iiedu, 6epa u Ta3. MoryT Takke NopakaTbCs MBI, Y9aCTBYIOLIUE
B JIBIXaHUU U IVIOTaHUH. <8>

CrivHanbHasi MbIIIeyHast aTpousl HE BIMSET HA HEMPOHBI, OTBETCTBEHHbIE MHTEIIEKT. <9>, <10>,
<11>

Yto HyKHO 3HATH 0 reHe SMIN2?

VY Bcex OOJIBHBIX CIUMHAIBHOM MBIIIEYHON aTpodueil umeercs XOoTs Obl OAWH "pe3epBHBIN reH'",
koTtopeid HaszpiBalOT SMN2. Crpykrypa reHa SMN2 mopoOHa cTtpyktype reHa SMNI, HO TOnbKO
HebombIIast yacTh npoayunpyemoro um oeinka SMN (10%) sBiisieTcss HOTHOCTHIO (QYHKIIMOHATHHOM.

Ortoro kosmuectBa 6enka SMN HenoCTaTOYHO AU MOJIEPKaHHUs BEDKMBAEMOCTH MOTOHEHPOHOB.
<12>-<14>

KomnuectBo reHoB SMN2 MokeT ObITh pa3HbIM; OoJibiiiee ynciao komuil SMN2 cBs3bIBAIOT ¢ O0jee
HU3KOH TSHKECTHIO CUMITTOMOB CITMHAJIBLHOM MBIIIEYHOM arpodun. <14>-<16>

[Tockospky 3a00s1eBaHUE TPOSBIISICTCS CAMBIMH Pa3HBIMH CHUMIITOMaMHM, MO 4Mciy Komuii SMN2
CTEeNEHb TSDKECTU MPOTHO3UPOBATh CIOXKHO. [Ipu 3TOM cnenuanucTsl peKOMEHAYIOT MPH HPUHATUU
peuieHus 006 OKa3aHWM MOMOLIM YYHUTHIBATh HE TOJBKO 4ucio komuit SMN2, HO u QyHKUMOHAIbHBIE
crocoOHOCTH pebenka. <17>

Kak npoucxoaurt Hacjie0BaHHe CIUHAJLHOM MbIIIeYHOH aTpoduu?

CrnivHanbpHas MbIlIeYHast aTpousi — ayTOCOMHO-pelieCCUBHOE 3a00JIeBaHNE, TO €CTh PUCK 3a00J1eTh
nosiBJsieTcst y pebeHka B TOM ciydae, €clid OH yHacieayeT mo ogHoMmy reHy SMNI1 ¢ myranusmu ot
Kaxaoro poautens. Ecnu peGeHok yHaciemyer Bcero oauH nedexTHwiii reH SMNI1, oH cumTaercs
"HocureneM". Hocurenn He UMEIOT CUMIITOMOB 3a00jieBaHusa. <18>

Ecau B cemeiiHOM aHaMHeE3€ €CTh CIIMHAJIbHAs MbIIIeYHas arpodus, To Bamuy maHcel okazaTbes
HOCHUTeNeM OyayT BhIlIe cpeanero. [lpu npuHATHH pellieHuil, CBA3aHHbBIX C IUIAHUPOBAHUEM CeMbH, Bam
MOJIE3HO Oy/eT MPOKOHCYABTUPOBATHCSA CO CBOUM BPAuOM.

Kak qauarnoctruposats CMA?

Bpau-reneTuk WM Bpau-HEBPOJIOI MOTYT Ha3HAUUTh I'€HETHUYECKUM aHANIU3, KOTOPBINA MO3BOJUT
MOATBEPAUTH THOO UCKITIOUYUTH 3a00JIeBaHUE.

C uenpr0 MOATBEPXKACHUS AMArHo3a MPOBOAAT MOJIEKYISIPHO-T€HETUYECKUM aHanu3 KpoBH. OH
MOKa3bIBaeT, UMEETCA JIM y nauuenta myrauus B rene SMN1. Kpome Toro, Hy)kHO OIpeneauTh YUCIO
konui rena SMN2. <17>

Moryt ObIT Ha3HAYEHBI U JAPYTUe AMATHOCTHYECKUE UCCIICIOBAHUS, B TOM YHCIIE TOTIOTHUTENbHBIH
TeHETUUYECKUH aHaIM3, dJEKTpoMUuorpadus WM aHAIU3 KPOBH ISl U3MEPEHUST YPOBHS KPEATHHKUHA3BI.
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Ot HCCIICA0OBaHNA HC MOTYT C BBICOKOM TOYHOCTBIO MOATBCPAUTL AMArHO3 CMA, OJHAKO ITIO3BOJAKOT
UCKITIOYHTH JIPYTHE MOX0XKUE 3a00ICBaHHUS.

KoMIUIeKCHBIM NOAX0X K OKa3aHWK MEIULUHCKONW MOMOIIY, B KOTOPOM YYaCTBYIOT CHELHAIUCTHI
CaMoro pasHoro npouis, MOKET MOMOYb YIYYIIUTH OOIEe COCTOSIHUE 3/I0POBbSI U BBDKHBAEMOCTD
<17>.

ACHIEKTOB MEIMLMHCKON IOMOILIM MHOIO, U POJUTENSIM COBMECTHO C BpPAauyOM IPEICTOUT
NPUHUMATh pa3HbIe PEHICHUS, TaK KaK Yy KaXJIOro peOeHKa CHMIITOMBI IPOSBISIOTCS I10-CBOEMY.
VYuuteiBas, yTo Kaxabli nauueHT co CMA uMeer pa3Hble CUMIITOMBI U IIPOSIBJICHUS], YWIEHBl KOMaH/Ibl U
CTENEHb WX BOBJICYEHHOCTH MOT'YT MEHSTHCS B 3aBUCMMOCTH OT HOTPEOHOCTENl M O0OCTOSTENHCTB.
PoaurensM kak riaBHbIM 4j€HaM 3TOW KOMaH[bl pEKOMEHIYETCSl TECHO COTPYJHHYATh C BPAuOM CBOETO
pebenka, yToObl chopMUpPOBATH KOMAHIy MO OKa3aHUIO MOMOIIM, KOTOpas Jydille BCEro MOJOUAET s
HUX U UX ceMbH. <17>

HpbixatenbHas QyHkuus. [lomommpb Ui moaAepKKU bIXaTeNbHON (PYHKIIMU 3aHUMAET LIEHTPaIbHOE
MecTo B BeZeHMM mnanueHToB co CMA. M3-3a cnabocTH MBI TPYJHOM KIETKH MOXET CHUXKATbCS
CHOCOOHOCTH YPPEKTUBHOTO JIbIXaHUS U OTKALUIMBAHUS, OTYETO MOBBIIIAeTCA pUcK HHpekunu. <20>

HeunBaszuBHast wuckycctBeHHass BeHTwisAuus jerkux (HWBJI) — meronmpl, KOTOpble MO3BOJISIOT
UCKJIIOYUTh WM OTCPOYMTH MHBa3UBHOE BMellaTenbcTBO. CrienuanbHas annaparypa, Takas Kak anmnapar
nByX(azHOW BEHTUIISIUU C TIOJOKUTEIBHBIM JIaBICHUEM B JbIxatenbHbIX yTax (BiPAP), obecrieunBaer
MOCTOSIHHBIM MPUTOK BO3AyXa B JIETKHE Ye€pe3 MacKy, 3aKpbIBAIOLIYI0 POT W/WiKM Hoc. B nmomamrHux
YCIIOBUSAX MOXHO TaKXKe€ MCMOJIb30BaTh OTKAIILIUBATENb.

WHBa3uBHAs MCKYCCTBEHHAsl BEHTWISILIMS JIETKUX oOecreuynBaeT 0e30MacHyl0 Mojady BO3ayXa B
JIETKWE 4Yepe3 OHHAOTpaxealbHyl0 TpYOKy, BBEIACHHYIO Yepe3 poT mamueHTa (WHTyOaIus), WiIn
HETIOCPEACTBEHHO B TPAXEIO Yepe3 HEOOJBbII0E pacceYeHHE B Iiee (TPaXxeoTOMU).

Optonenusi. Cxomo3 (MCKPUBIICHHE MO3BOHOYHHMKA) — pacmpocTpaHEHHas mpolsiema y JeTel co
CIIMHAJIBLHON MBIMIEYHOW aTpodueii, O0OyCIOBJICHHAsS MBIIMIEYHOW crabocThio. Opromes MOXKET
MOPEKOMEH/IOBATh TPUMEHEHUE CPEICTB IMOJJCPKAHUS 103l (OPTE3MPOBAHUE) HIIHM XUPYPTHUECKYIO
KOPPEKIHUIO CKomo3a. <19>

[Turanwme. M3-3a Mpimeunoit ciaadoctu aetu co CMA MOTYT TepsITh CHOCOOHOCTD JKEBaTh U IJIOTATh.
Bo3HukaeT puck BAObIXaHUS MHIIA W KUIKOCTH B JIETKHE BO BPEMS €Ibl M Pa3BUTHS PECHUPATOPHBIX
nHpeknui. Ponurenu u Bpaun MOTYT NPHUHATH pelieHHe 00 YCTaHOBKE BPEMEHHOTO HJIM TMOCTOSHHOTO
30H]Ia C IIEJIbI0 o0ecreueHus: pedeHKa HEOOXO0IMMBIMU TTUIIEH M KUAKOCThI0. <19> 30HbI OBIBAIOT ABYX
TUIIOB: Ha3ajJbHbIC U abJoMHHANbHBIE. HazoracTpanbHbie 30H]BI BBOJSTCS Yepe3 HOC; MUILA MOCTYMaeT
HEMOCPEJCTBEHHO B KemnyAoK. OObIUHO OHM YCTaHaBIMBAIOTCSA, €CIM 30H] TpeOyeTcs Ha KOpPOTKOe
Bpemsi. ['acTpocToMuyeckue TpyOKH yCTaHABIMBAIOTCA XUPYPrUUYECKUM MyTeM 4epe3 OPIOIIHYIO CTEHKY
B kenynoK. OHHU JOCTaTOYHO MPOCTHI B OOCITY:KMBAaHUHU U SIBISIFOTCSI XOPOLIMM BapUaHTOM JJIsl JIETEH,
KOTOPBIM TpeOyeTcst I0JIrOCpOUHas MO AePKKa P KOPMIICHUU.

Ouznotepanus. Jletn co CMA MoryT ObITh uepecuyp ciaaObIMHU Uil COBEpIICHHs ABMKCHUN B
MoyHOM oObeMe. Bo3HHMKaeT pHCK pa3BUTHS KOHTPAKTYp, KOTOpble B JajbHEWIIEeM MOTYT CTaTh
MMOCTOSIHHBIMH M OTPaHUYMBATh JBIKEHUS. JleueOHas PU3KYIbTypa MOKET COCTOSATh U3 YIPAKHEHUU 10
BOCCTaHOBJIICHUIO THOKOCTH U 0OmUX (YHKIHOHATHHBIX BO3MOKHOCTEH. B ompeneneHHbIX ciaydasx
BEPTUKAIM3ATOP TO3BOJSET YIYYIIUTh MPOYHOCTh KOCTEH W MOXKET HCIOJIb30BAThCS B JIOMAITHUX
ycnoBusix. <19>

KpOMe BBIIIC MEPCUUCIICHHBIX CICIHAIMCTOB, B COCTaB KOMAaHIbI MEIUITMHCKON MOMOIIHU MOTyT
TAKXKXC BXOOUTb U APYTrUc€ CHCUHHUAINCTBI, B TOM YHCJIC, BpaYl U HUHBIC CIICHUAJIUCTBI U3 MEIUITUHCKOM
opranusanvu HWJIH €€  CTPYKTYPHOIO TIOApPa3aCIICHUA, OKa3bIBAromicro ClicnuaJin3npoOBaHHYIO
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NMaJUIMaTUBHYKO MCAUIUHCKYIO ITOMOIIb.

Baxusie pecypcel. CylllecTBYIOT MEXAYHAPOJIHBIE U POCCHUUCKHE OpraHU3alluM, IMPOEKThI U
coo001IecTBa, MpU3BaHHBIE TOMOYb OOJIETYUTH KU3HB MAMEHTOB cO CMA U BX CeMeid.

IManueHTCKME OPraHU3alUU

SMA Europe — EBpomeiickas mnammeHTCKas opraHu3anus, co3fganHas B 2006 romay, xotopas
00BbeTMHSET MAIMEHTCKUE U UCCIIEI0BATENILCKUE OpTraHU3aluy Bceil EBpoTbI, MOCBSIIEHHBIE CITMHAIBHOM
MbImeqHoi atpodun (CMA).

IMoceTuTe sma-europe.eu

Cembu CMA — Poccuiickas marueHTcKas opranusanus, yactb SMA Europe, coznana B 2015 rony.
[Ipemyiaraer MHOXKECTBO MPOEKTOB JUIS MAIIEHTOB M UX CEMEW, TAKMX KaK ropsyasi JIUHHS, U TTOJEe3HOM
nH(popMalny, TaKOH Kak JeTanbHOe onucanue 0oe3Hu 1 Oubnuoreka myonukanuid. [locerure f-sma.ru

HNHuTepHeT-pecypcsl

TogetherInSMA — mexayHapoIHbIH BeO-CalT, CO3MaHHBINA JUIS WHGOPMHUPOBAHUS MAIIMEHTOB CO
CMA u ux cemen.

IToceruTe togetherinsma.com
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ITpunoxenne I'l-I'N

IIkanbl OEHKHU, BONMPOCHUKH H PYTrHe OLeHOYHbIe HHCTPYMEHThI COCTOSIHUA
NANUEeHTa, IPUBEACeHHbIe B KIMHUYECKUX PEKOMEHIaluAX

1. HazBanue Ha pycckoM si3bike: KiiloueBble 3Tanbl ABUraTeJIbHOM AKTUBHOCTH
(pasneia 2) <*>

<*> [lIkana B P® He BamuaupoBaHa, IS €€ UCIOJIb30BaHUs HEOOX0IUMO CITelHalIbHOE 00yUJeHHe.

OpurunanpHOe Ha3BaHue (ecim ecth): Hammersmith Infant Neurological Exam -

Hcrounuk (oduruanpHplid callT pa3paboTunKoB, myoOnukanus ¢ Banuaamueii): 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 (MoI4epKHYTH): MIKaJIa OI[CHKH

Hasnauenmne: oOmasi oleHKa [BUTATeIbHOM akTHUBHOCTH Yy pebenka co CMA [, moxer
HUCITOJIB30BAThCA JIA OICHKHU 3(1)(1)6KTI/IBHOCTI/I TCpaliuu

CopepxaHue (wabnoH):

IEHb BUSUTA
KJIIOUEBHE OTAIIH
IBUTATEJILHOM AKTVBHOCTMH:

MKAJIA HINE PABIEJ 2

VMg naumeHTa -
VMHMUMaJel [IaluuMeHTa

Dllata Busura / /
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oI MM TTTT
VY nepxanue HE Kauanus VY nepxuBaer Ouenka:
TOJIOBBI yIEP)KUBACT | TOJOBBI U3 | TOJIOBY BCE
TOJIOBY B CTOpPOHEHI B BpeMs B
BEPTUKAIBHO | CTOPOHY | BEPTHKAIBHO
M (Hopma B 4 M
MOJIO)KEHU U MecsI11a) MOJIOKEHUHU
(Hopma < 3 (Hopma B 5
Mecs1a) Mec) Bospacr:
CrocoOHOCTE | HE MOXKET CHUINT C CHUINT C CUINT B nosoxeuuu | OreHka:
CUJICTh CUJICTh IO IEPIKKOM omopoli | yBepeHHO Oe3 CUIs
OTIOPBI MMOBOpAYHBAcC
TCS
(HopmaB4 | (HopmaB6 | (HopmaB7 | (HopmaB 10 |Bo3spacr:
MecsIa) MECSIICB) MECSIICB) MECSIICB)
Co3HarenbHbl| OTCYTCTBHE | HCIOJIB3YET cia0bIi CUJIbHBIN Ouenka:
i 3axBaT 3axBara BCIO JIQJIOHb 3axBaT 3axBaT .
Bo3spacr:
pYKH yKa3aTeTbHBI
M ¥ OOJIBIITIM
nanbliaMH
CrniocoOHOCTh HET HOTH HE HOTH MOXKET MOXKET OneHka:
OpBIKaThCs (B | CIIOCOOHOCTH | TOAHUMAIOTC | IOJJHUMAIOTC | IPUKACAThCS | MPUKACAThCS
MOJIOKEHUU OpBIKaTHCS s g BBEpX K HOT€ K Majblam
Jexa) TOPU30HTAIH | (BEPTUKAIBH HOT
HO 0)
(Hopma B 3 | (Hopma B 4-5 | (HOpMma B 5-6 | Bospacr:
MecsIa) MECSIICB) MECSIICB)
CriocoOHOCTh | HE MOXKET | MOBOpavMBae | IOBOpAaYHBae | MOBOpauMBae Onenka:
MIepPEeBOpPAYMB | IEPEBOPAYUB | TCS HA OOK | TCS C )KMBOTA | TCS CO CIIMHBI
aTbCs aThCs Ha CIIMHY | HA )KMBOT U C
WJIH CO JKUBOTA Ha
CIIUHBI HA CIIUHY
KUBOT
(mHopmaB4 | (HOpMaB 6 | (HOpMaB 7 Bo3pacr:
MecsIa) MECSIICB) MECSIICB)
CrocoOHOCTB | HE MOKET MoJI3aeT HAa | TOJI3aeT HAa | Toi3aeT Ha | moin3aeT Ha |OreHka:
MoJ3aTh JepxKaTh JOKTSIX BBITSIHYTBIX KUBOTE pyKax u
TOJIOBY pyKax KOJICHSIX
(HopmaB 3 | (HopmaB4-5| (HopmaB 8 | (HOopMmaB 10 |Bo3spacr:
MecsI1a) MECSIIEB) MECSIIEB) MecsIIeB)
CrniocoGHOCTB HE MOXKET CTOHWT C cTout 6e3 Omnenka:
CTOSITh BBIZICPKUBAE | BBIACPKATH | MOAJIEPKKOHN | MOCTOPOHHEH
T BEC CBOETO | BEC CBOETO MTOMOIIT!
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Tena Tena
(Hopma B 4-5 | (HopmaB 8 | (HOpmaB 12 Bospacr:
MECSIIIEB) MECSIICB) MECSIICB)
CriocoOGHOCTB 11aTaeTcs MeEJJICHHO XOJIUT OueHka:
XOJTUTh epeMenacTc
s (nepxach
3a 9TO-JI00)
(HopmaB 6 | (HopmaB 11 | (HOopmaB 15 Bospacr:
MECSIIIEB) MECSIIEB) MECSIICB)

Kirou (uHTEpIipeTanus): oleHka KauecTBeHHas (He OayuibHasi), B TaOnHIle 0OBOJIUTCA TOT HaBBIK,
KOTOpBI ecTh y peOeHKa Ha MOMEHT OCMOTpa, TO € caMoe JeJaercs NP OCMOTpE B JUHAMUKE.

CraHOoBATCS OUEBUIHBIMU PUOOPETEHHNE/PErPECC OCHOBHBIX MOTOPHBIX HABBIKOB.
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2. HazBanue Ha pycckoMm si3bike: llIkana ouenku moropubix pynkuui npu CMA <*>

<*> JlIkana B P® He BanmuaupoBaHa, Jisl €€ UCHOJIb30BAHUS HEOOXOMMO CIIeUAIbHOE 00yUIeHNUE.

OpurunanbHoe Ha3zBanue (eciu ectb): The Hammersmith Functional Motor Scale Expanded (HFMSE)
Hcrounuk (oduumanbHblii caT pa3padboTunkoB, myosnkaius ¢ Banuaanueii): 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 jf the HFMSE in spinal muscular atrophy. BMC Neurol. 2017 Feb 23; 17(1): 39. doi: 10.1186/s12883-017-0790-9.
Tun (moayepKkHyTh): 1IKajla OLIEHKH
Haznauenue: QyHKUMOHaNbHAs OLIEHKA ABUTaTeIbHONW aKTHUBHOCTU Yy manueHta co CMA, MOXeT HCIoib30BaThCs Ui OLIEHKH 3(PPEKTUBHOCTH

Tepanuu

CopepxxaHue (LWabnoH):

IIKAJIA OLIEHKA MOTOPHBIX ®YHKIIUI ITPM CMA BOJIbHULIBI XAMMEPCMMT (HFMSE)

OUO

Jara oneHKH

[[aTa onepalri Ha IIO3BOHOYHUKE

Hara poxaeHus

Bpewmsi, 3aTpaueHHOE Ha 00CIIeTOBaHKE

OneHuBaONUNA CHEIUATITUCT

[Ipo6a HNucTpykius 2 1 0 OK KommenTapun

b = Gamn
1. CrnocoOHocTh | Thl  MoOxkemb cuaets | Moxer cuaets 6e3 | HeoOxomauma Heobxonuma DJeMeHT 1
CHJIETh Ha|Ha CKambe/cTyde Oe3|Oomopsl Ha pYKH, |Olopa Ha OJHY |omopa Ha 00e pyKH [Tpeobnanaromiee
ckambe/cTysie MOXET | OlIOpbl Ha PYKH, IOKa |[IOKa Bpady CYMTACT | pyKY US| 1L yOepIKaHuUs MOJIOKCHHE
cuneTb ~ Ha  kpato | cuutaro jgo 3? (be3|no 3 u Gosee yIepIKaHHSI OaraHca. MO3BOHOYHUKA
CKaMbU W Ha |OMOpHl TOJA CHHUHY/C Oananca, noka | He criocobeH [Tpeobnanatomee
CKaMbe/TIoTy omopoit  wmim  0e3 Bpad CUHUTACT 10 3 |CHUIETh MOJIOKEHUE  HIKHUX
3anumure  JTYYIIHA | OTOPHI HOTaMHU) KOHEYHOCTEH
YBUJICHHBIN BapUaHT Oo6Beaute
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2. CnocoGHOCTB
CUJIETh C
BBITPSMIICHHBIMHU

Horamu Horu mpsimbie
= KOJIEHU MOTYT OBIThH

Tel MOXeEmb CHIETH
Ha TMONy/CKaMbe ¢
BBITPSAMIICHHBIMHU

Horamu 0e3 Oomopsl Ha
PYKH, TIOKa 5 CUHTAIO

Moxer cuaeTb Ha
MOJTy/CKaMbe C
BBITPSMIICHHBIMH

HOramu Oe3 OIOpHI
Ha pyKH, TIOKa

Moxer cuaeTb Ha
MOJTy/CKaMbe c
BBITIPSIMIICHHBIMHU

HOTaMHU C OIOpPOU

Ha OIHY  DYKY,

Moxer cumgerp c
BBINPSIMIICHHBIMHU

HOTaMH C ONOpPOU
Ha 00e pykH, IOKa
Bpay CYUTAET J0 3.

npeobiagaromniee
IIOJIOKCHHUE
IMO3BOHOYHUKA 51
HIDKHUX KOHSUYHOCTEH

COTHYTHI, HO | 10 37 Bpau cyuTaer 10 3 |moka Bpay cuutaeT [Mnu He cnocoben
KOJICHHBIE  YaIllC€YKH 1o 3 CUJICTh c
JIOJKHBI OBITh BBITIPSIMIIEHHBIMHU
oOparieHsl BBEPX, HOTaMHU
JIOABIKKH JIOJDKHBI
OBITb  PaCIOJIOKEHBI
He paneire, yem B 10
CM JIpYT OT Jpyra
3. CrniocoOHOCTD | ThI MoOXxeIb | Moxer Moxer He moxer mocrars [p/J1
KOCHYTBCS T'OJIOBHI | KOCHYTHCSI OJIHOM | JOTPOHYTHCS  JIO | IOTPOHYTHCS  JI0 |0 TOJIOBBI PYKOM,
OJHOM pyKou B |pYKOM  TOJIOBBI, HE|TOJIOBBI OJHOM | TOJIOBBI PYKOH | 1a’ke ¢ TOMOUIBIO
MOJIOKEHUHU cuisl Pyka | HAKJIOHSIS TOJIOBY? pykoii. ['onoBa W |TOJBKO HAKJIOHMB |IBHKEHHUS TOJIOBBI
JOJKHA ~ KOCHYTbhCA TYJOBUIIIE TOJIOBY U TYJIOBHIIA
TOJIOBBI BBIILIE YPOBHS OCTaI0TCA B
yIIein CTaOMIIBHOM
MOJIO’KEHU U
4. CrniocoOHOCTh | ThI MoOXellb | MoxeT 1noJyiokuTh | Moxer mnonoxuts |He MOKET
KOCHYTBCS T'OJIOBBI | KOCHYTBCS TOJIOBBI | KUCTH OOEUX pPYK |KUCTH  PYK  HA [IOJHECTH  KHUCTH
IByMsT ~ pyKamMu B |oOenuMu pyKaMU |Ha TOJIOBY uYepe3 |TOJO0BY, HO TOJBKO [00eMX  pPyK K
MOJIOKEHUU CUJsl | OTHOBPEMEHHO, He |cTOpoHBL. ['0JI0Ba | HAKIIOHUB TOJIOBY, | TOJIOBE
Pyku JOJI’KHBI | HAKJIOHSISI TOJIOBY? u TYJOBHILIE | HAKJIOHUBILIUCh B
KOCHYTBCS TOJIOBBI OCTaTCA B | CTOpPOHY,
BBIIIIE YPOBHS YIIICH. CTaOUILHOM nepedupas pykamu
MOJIO’KEHU U WM 110 OJTHOM
S. CrniocoGHOCTE | ThI Moxelb | Moxer Moxer He MOKET [Tneun
MIOBEPHYTHCSA CO | IOBEPHYThCS CO [IOBEPHYTBHCS ~ CO |TIOBEPHYTHCA  CO |[IOBEPHYTHCS  HHU NepPHEHANKYISIPHbI
CIIUHBI HA OOK CIUHBI HA OOK B 000UX |CIUHBI Ha OOK B |CHHHBI TOJHKO Ha|HA OJUH OOK MMOBEPXHOCTU MATa.
HaIlPaBJICHUAX? 00e CTOPOHBI onuH 6ok (ITp/JI) Tynosue u 6enpa Ha
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[Tocrapaiics HE
HCII0JIb30BATh PYKU

OJIHOU JTMHUU

6. CriocobHOCTB Tr1 MOXKeENIB [IepeBopauuBaercs | IlepeBopaunBaercs | He moxer
MIEPEBEPHYTHCS C MIEPEBEPHYTHCS C Ha CIIMHY Yepe3 Ha CIHHY, IIEPEBEPHYTHCS HA
KUBOTA HA CIIUHY KUBOTA HA CIIMHY B npaBbIii 00K Oe3 UCIIOJIB3YS PYKY,  |CIIMHY
yepes npasblil 60K 000MX HaINpaBIEHUSX? | TOMOIIHN PYK YTOOBI
7. CiocoOHOCTH OTTONKHYTBCS/MO
MIEPEBEPHYTHCS C TAHYTE Ce0A
KUBOTA HA CIIUHY
4yepe3 JIeBbIi 00K ITepeBopaunBaercs |I[lepeBopaunBaercs | He MOKET
Ha CIMHY 4epe3|Ha CIIUHY, | IEpEBEPHYThCA Ha
7eBplii  OOK  0€3|UCHOJIb3ysl  PYKY, | CIIUHY
TOMOIIH PYK 9TOOBI
OTTOJIKHYTBHCS/TIO
TAHYTH ce0st
8. CocoOGHOCTH ThI MOXENTH ITepeBopaunBaercs | [lepeBopaunBaercs | He moxer
MIEPEBEPHYTHCS CO MIEPEBEPHYTHCS CO Ha JKMBOT 4epe3|Ha >KMBOT, NepeBepHYTHCS Ha
CIUHBI HA )KUBOT CIIMHBI Ha J)KUBOT B nmpaBblii 00K  0€3 | UCHONb3Ys pYKY,  |’KHUBOT
4yepe3 mpaBbiil 00K 000WX HaMpaBJICHUAX? | TOMOIIH PYK 9TOOBI
OTTOJIKHYTBHCS/TIO
TAHYTH Ce0s
0. Croco6HOCTh [TepeBopaunBaercs |I[lepeBopaunBaercs | He MOKET
MepeBePHYTHCA co Ha JKMBOT 4epe3|Ha JKUBOT, | IEPEBEPHYTHCS Ha
COMHBI Ha  YKHBOT JeBplii  OOK  0€3|UCHONb3ys  PYKY, |)KUBOT
yepe3 JIeBbIi 00K MIOMOIIU PYK 4TOOBI
OTTOJIKHYTHCS/TIO

TAHYTH ce0s

[Tpumeuanwue.

HYMCpaHI/Iﬂ ITYHKTOB JIaHAa B COOTBETCTBUH C O(l)I/II_II/IaJ'ILHBIM TEKCTOM JIOKYMCHTA.

20. Cnoco0Hoctb | Tl Moxemb xomuth | CriocodeH caenars | CnocobeH caenarh | HeBoimoHumo
6e3 MOoCTOpoHHeH | 6onee 4 maroB 6e3 |oT 2 10 4 maros

XOJIUTH
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MIOMOIIU u 0e3 | mocTopoHHEH 06e3 TMOCTOpOHHEH
IIoMoInu IIoMoIu noMomu
BCIIOMOTI'aTCJIbHBIX
yCTPOMCTB?
[Toxaxwu, noxanyncra
OLEHKA Komn-Bo onierok 2 | Kosn-Bo onienok 1 |Kon-Bo onenok 0 |UTOI'O = 140

Kirou k mikanme: OOGBequTe HAMBBICHIMKM YPOBEHb CaMOCTOSITEIHHBIX JBM)KCHHI B HACTOSIIEE BpPeMsl M MPHU JUHAMHYECKOM OocMoTpe. bamipHas
OIICHKA OTYETJINBEE IEMOHCTPUPYET MO3UTUBHYIO WJIM HETAaTUBHYIO TMHAMUKY JIBUTATEIBHOTO PA3BUTHSI.
OK = orpaHu4eHo KOHTPaKTypoil
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3. Ha3zpanue Ha pycckoMm si3bike: IlepecMoTpeHHBIN MOLYJIb OLICHKH MOTOPHOM
(pyHKIIMH BEPXHUX KOHEYHOCTEH <*>

<*> JlIkana B P® He BanmuaupoBaHa, JIsl €€ UCHOJIb30BAHUS HEOOXOMMO CIIeUAIbHOE 00yUIeHNE.

OpurunanpHoe Ha3zBaHue (ecnu ectb): Revised Upper Limb Module (RULM)

Hcrounuk (odunmanbHelii caiiT pa3paboTYMKOB, MyOiHMKanus ¢ Banupaamuei): 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 M, Messina S, Tennekoon
G, Day JW, Darras BT, De Vivo DC, Finkel R, Muntoni F, Mercuri E. Revised upper limb module for
spinal muscular atrophy: Development of a new module. Muscle Nerve. 2017 Jun; 55(6): 869-874. doi:
10.1002/mus.25430. Epub 2017 Feb 6.

Tun (moI4epKHyTH): MIKaJIa OI[CHKH

Haznauenue: ¢pyHKIMOHAIbHAS OLIEHKA JIBMKEHHUM B pykax y aereit u B3pocibix co CMA I u CMA
[II, MmoxeT ucnonbp30BaThCs 1Sl OLEHKU AP (GEKTUBHOCTH Teparuu

CopepxaHue (LWabnoH):

KAJIA RULM I UCITIOJIb3OBAHU A TTPY CMA

Nara oueuxu: _ /_ / Bpewms magana (H4:MM): :

OO MM TOX (24-uacoBoii popmar)

JloMuHMpYrOIIas pyka: Nmst/ma. Homep narueHTa:
|:| HpaBaﬂ |:| HeBaﬂ |:| AM6I/I,Z[€KCTp ........................................
Hourenne opre3a NO3BOHOYHHKA! U Jla <*> U Her ©.1.0. Bpava:

KoHnTpakTypa npaBoro JIOKTEBOTO CyCTaBa: [ Ha 1 Her

KOHTpaKTypa JICBOT'O JIOKTCBOT'O CyCTaBa: D I[a D Her

CanpbyTamon: [ Ha 1 Her

Onepaiusi Ha MO3BOHOYHUKE: [ Ha [ Her

OnenuBaemasi CTOpOHa: 1 [IpaBas ' Jesas

KomMmeHnTapun:

72 n3 85


http://disuria.ru/
https://аптека-омск.рф/

KnuHnyeckne pekomeHaauum — lNpokcumanebHas cnvHanbHas MblledHast atpodus 5q — 2021-2022-2023 (31.05.2021) — YTBepXKAEHbI
Mwn3gpasom PO

A 0 1 2 3 4 5 6
Bxoanoe
TECTUPOBA
HUE
Otcyrer | Mosxer Moxer |Moxer Moxer Moxer Moxer
BHE JepKaTh MOJTHECT |TIOJHECTH | OJHOBPEMEH | OTHOBPEMEHH | OJJHOBpPEME
IIOJIE3HO | KapaHJalll u | umm|ko PTY |HO MOAHATH | O HOJHATH 00€ | HHO
i WIH TOTHATH|2  PYKH | CTAaHAAPTHEI | 00€ PYKHU JO | pYKH HaJl| OTBECTH B
(GyHKIM |MOHETY/’KETO |KO Ty, |# YpOBHS rOJOBOH, HO | CTOPOHBI
U PyK H WIM|HO  HE|IUIaCTUKOBHI | TIEY C | cokpamiaer o0e pyku c
yIPaBIATE | MOXET |# KOMIICHCAITH | TPAEKTOPUIO | Pa3OTHYTHI
(GYHKIMOHAT |TIOTHATH |CTAKaHYMK C|ei Wiu 0e3 | ABHKCHHS, MU
bHBIM ko prty|200- Hee. Pyka|crubas pyky B|JOKTIMH U
KpEcIoM, CTaKaH4 |TPaMMOBBIM |COTHYTA HJIH | IOKTEBOM OTIMCAaTh
MOJIb30BATHC | UK C|Tpy30M, TIpH | pa3oTHyTa B |CycTaBe pyKkamu
s xkHomkam# | 200- HEOOXOUM | JIOKTE (ucronb3yeT | MOJIHBIM
TeneoHa TPaMMOB | OCTH JIByMsI JIOTIOJTHUTENh | KPYT, CBEHs
BIM pykamu HYIO JaJIOHA HaJ
Tpy30M MYCKYJIaTypy) |TOJOBOU
PacmupeHHaﬂ LKana:
Ormmcanue 0 1 2 OLEHKA
IT JI
[Tepemenienue pyK c|He Moxer | [lonHOoCTBIO [TomHOCTBIO
KOJIEHEH Ha CTOJ NEPEMECTUTD Ha | [IepeMelIaeT OJHY |lepeMeniaeT  Ha
CTOJI HU OJIHY U3 PYK | pyKY Ha CTOJI CcToan 00e pykH,

mmbo obe BMecTe,
B105(0)0) CHayaja
OJIHY PYKY, IOTOM

APYT'YIO

[Tarment otcnexxuBaer nyth | He moxkeT ynepxats | Moxer Moxer
W TPUBOJUT MAIIKMHY K |KapaHJall B pYKE |HAYepTUTh NyTh, | HAUEPTUTh IyTh
¢buHuIy 6€3 0OCTAaHOBKU HJIH | KU CIeaTh |HO C OCTAaHOBKOM | 0e3 OCTaHOBOK
HE OTpbIBas KapaHJall oOT|OTMETKY Ha Oymare |Wiu OTpBIBas | WJIU HE OTpPhIBas
Oymaru KapaHjaiil OT | KapaHaaIil oT
Oymaru Oymaru
CnocoOHOCTh cobupars |He moxer momHsTh | MoxeT MOAHATH | MOXKET NOAHSTH U
MOHETBI/ )KETOHBI HHU OJIHY | OAHY yAepKaTh B PYKe
MOHETY/’>KETOH MOHETY/>KeTOH IIBE€ MOHETHI/IBA
JKETOHA
ITomenienue He MOXKeET | MOKeT MOI0KUTh | MOXKET MOJI0XKHUTh
MOHETBI/’KETOHA B | IOJIOKUTh MOHETY/’KETOH B |MOHETY/>)KETOH B
CTaKaHYHMK MOHETY/)KETOH CTaKaHYHK, CTaKaH4MK,
- Ha crone: | CTakaH4YUK JIeKamui pa3MEILIECHHbI Ha
TOPU30HTAIIBHO MOMEUIAI0T Ha CTOJ | TOPU30HTAIBHO YpOBHE IIeua
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- Ha ypoBHe 1uleua:|B ropu3oHTaIbHOM | CTaKaHUUK CrakaHuyuK
BEPTUKATHHO MOJIOKCHHUH Ha | TOMEeIAI0T Ha | yICPKUBAIOT
paccTosTHUH 710 | CTOT B|BEePTHKAIBHO Ha
3aISICThSI BBITSHYTOM | TOPU30HTAIBHOM | PACCTOSIHUU
pyKH, IJICUO | IOJIOKEHUU  Ha | BBITIHYTOH PYKH
KOTOPOW  COTHYTO |pacCCTOSIHUM  JIO | TAI[UEHTA, IUICYO
oA yriiom 90° 3amsCThA KOTOPOTO COTHYTO
BBITSIHYTOM pyKy, [ox  yriaom 90°,
IJIe40  KOTOPOM | IIpu 3TOM
COTHYTO 1I0J1 | BEpXHUU Kpau
yriom 90° CTaKaH4YMKa
HAXOUTCSI Ha
YpOBHE TUIEY TIOJ
KHUCTBIO MMaIeHTA
Cnocobnocts | Llens: [Teqo | Lens: OtBeaenue mieda Ha | [lens: OTBenenue
MOTSHYTHCS otBemeno Ha 90°,|90°, MOHETa/’KETOH |meya Ha 135°,
BOOK M JIOCTAaTh | MOHETA/>KETOH pacrosaraercs Ha | KETOH Ha
MOHETY/’)KETOH. | pacIioyiaraeTcsi  Ha | pacCTOSIHUH JUTHHBI PYKH JI0 | paCCTOSTHAN
CrocoOHOCTh | paCCTOSIHMM JIJTUHBI | 3aITSICThS JUIMHBI PYKH JIO
MOJHATh KHCTB | pYKH 10 3amsacths  |[logHuMaer  KHCTh  Ha | KOHYHUKOB
Ha ypoBeHb | He MokeT MOJHSATH|ypOBEHb  IUIeYa,  pyKa | [MajbIeB
IJieya ¥ BhIIIE |KHUCTh HAa YPOBEHb |MOXET OBbIThb COTHYTa WIIH |MalleHTa
mieya pazornyra B  JokTteBoM |[logHuMaeT KUCTh
cycTaBe BBIIIIE YPOBHS

ied, JIOKOTh Mpu
ATOM MOJHAT Kak
MUHHUMYM b1 (o)
YpOBHS T'J1a3

Bxitouenue
CBETUJIbHHUKA
OJHOM pyKOM

He
BKJIFOUUTH
CBETWIBbHUK OJHOM

pyxoi

MOXET

MOo3KeT 3a)Keub CBETHJIbHHK
Ha MIHOBEHHE Ha)KaTHEM
[MajblleB W/WIA OOJIBIINM
HaJbIIEM OJHON PYKH
JIokOoTh HE MOXKET OBITh
BBIIIIC YPOBHS 3aIISICThS

Mo>eT BKIHOYHUTE

CBETHJILHHK
Ha)kKaTHEM
[1aJIbLIEB 15007 8)05¢
00JIBIINM
OajJlbleM  OOHOH
pyKu

JIOKOTh HE MOXKET
OBITH BBIIIIE

YPOBHA 3alIACTbA

Pa3priBanue He MmoskeT | PazpriBaer nmcr Oymarwy, | PazppiBaer  muct
Oymaru paszopBaThb JIACT | CJIO’KEHHBIN BIIBOE, | Oymary,
Oymaru, HAayMHAsi CO CJIOKEHHOIO | CJI0KEHHBIN
CJIO’KEHHBIN BJIBOE | Kpast BUETBEPO,
HauyuHast co
CJI0OKEHHOT0 Kpas
OtkpeiBanue | He crocoOeH | OTKpbIBaeT KOHTENHED,
KPBILLIKA OTKPBIThH pAacIIOJIOKEHHBIA Ha CTOJIE,
KOHTEHHEpa WM TIPHKAB €ro K cede
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CrrocoGHOCTE
MOJHECTH KO
PTY CTaKaHYHMK

c rpy30oM
maccont 200 T

He MOJXKET
HOJHECTH
CTaKaH4YUK KO PTYy

MoxeT noIHECTH KO pTy
cTakaHuuk ¢ rpy3om 200 r

JIBYMS pyKaMu

Moxer noaHecTH
KO PTy CTaKaHYHK
¢ rpyzom 200 T
OJHOU PYKOU

Ilognumaer
rpy3 51
nepemMeniacT
€ro U3 OJHOTO
Kpyra B Jpyrou
Kpyr
yAep)KUBas Ha
Becy. Mexny
Kpyramu,
PacIoI0KEHHBI
MH o
TOPU30HTAIIH.
n3
LHEHTPAJIbBH
OI'o KPYTA
BO
BHEIIHUI
KPYT Ha
OIIEHUBAaEMOM
CTOpOHE

HeBpimoaaumo

Moxer nepemMecTuTb Ipy3
maccoil 200 r nmoBepxHOCTU
cToJa

MoxeTt
MIEPEMECTUTH TPY3
maccon 200 T,
ITOJIHSIB €TI0

Ilogaumaet
rpy3 u
nepeMenaeT
€ro M3 OJHOTO
Kpyra B Apyroi

Kpyr
yaepKuBas Ha

Becy. Mexny
Kpyramu,
PacIoN0KEHHbI
MU 1o
TOPU30HTAJIN.
n3
HEHTPAJIBH
Oro KPYIA
BO
BHEIIHUI
KPVYT Ha
TECTUPYEMOMU
CTOpPOHE

Hesrimomanmo

MoxeTr nepemMecTuTh rpy3
Maccou 500 r 1o
MOBEPXHOCTHU CTOJIA

Moxert
MIEPEMECTUTD TPY3
maccorr 500 T,
IIOIHSIB €TO

Ilomuumaet

rpy3 u
nepeMeraeT

HeBpimomaumo

MoskeT nepeMecTuTh Tpy3
Maccou 200 T o
MOBEPXHOCTHU CTOJIA

Moxet
MEPEMECTUTH TPY3
maccoir 200 T,
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€ro M3 OJIHOTO
Kpyra B Jpyrou
Kpyr
yAep)KUBas Ha
Becy. Mexny
Kpyramu,
PacCIoI0KEHHBI
MU o
JaroHaju.
YEPE3
CPEJJHIOIO
JIMHUIO U3
HHEHTPAJIbH
OI'o KPYTrA
BO
BHEIIHUI
KPVT,
HaXOISAIIUICS
Ha
MIPOTHBOTIOJIOK
HOW CTOpPOHE

IIOJHAB €T0

[Tepemeniaer

MEIIoYEeK c
IIECKOM Maccoi
500 r c
KOJICHEH Ha
CTOJI HIIH
MOJHUMAET Ha
YpOBEHB TJIa3

He

MePEeMECTUTD

Ha

CTOJ

pykKamu

MOXET
rpys
TIBYMSI

MoxeTr nepemMecTuTh rpy3
Ha CTOJI IByMsI pyKaMu

MoxeTt

MO IHATH

Ipy3 Ha YpOBEHb

ria3
pyKamu

JIBYMSI

ITonrem
BBITIPSIMJICHHBI

X pyK

Hesrimonaumo

Mosxer noaHATh 00e pyKu
Hajl

MoxeTt
OJHOBPEMEHHO
OTBECTH

HaJ TOJOBOU —
OTBenenue
mieya

TOJIOBOH OJHOBPCMCHHO
TOJIBKO crubas Hux B
JIOKTCBBIX CyCTaBax

(MCcToIB3ys KOMITIEHCALIUIO)

B CTOPOHBI
pykH
Pa3orayThIMU
JIOKTSMHU

00e

C

u

onurcaTb pyKaMu

OJIHBIN
cBes JIaJl0OHU

KpYT,

HaJ roJIOBOU

Omenka 5 OamioB 3a|Ornenka 6 OaLioB

BXOJIHOE 3a BXOJHOE

TectupoBanue TectupoBanue
I[Tonsem rpy3a|He moxer noaHsaTs | Moxer NOJOHATH rpy3 | Moxer mnoaHAThH
Maccoit 500 r|rpy3 maccoit 500 r|maccoit 500 r c|rpy3 maccoir 500
BBILLIE YPOBHS | JaXkKe ¢ | KOMIIeH caIen r 0e3

76 n3 85


http://disuria.ru/
https://аптека-омск.рф/

KnuHnyeckne pekomeHaauum — lNpokcumanebHas cnvHanbHas MblledHast atpodus 5q — 2021-2022-2023 (31.05.2021) — YTBepXKAEHbI
Mwn3gpasom PO

mie4 — | KOMITIEHCaLMER KOMIICHCALUU
OtBeneune
ieya

ITonsem rpy3a|He moxer nmoassaTts | Moxker  noaHATs  Ipy3 |Moxker NOAHATH

Maccor 1 kr|rpy3 maccoi 1 kr|maccoit 1 KT c|rpy3 maccoi 1 kr
BBIIIIE  YPOBHSA | JaXkKe C | KOMIIEHCAIlHEeH 0e3 KoMITeHCaIluu
mie4 —| KoMIIeHCcanuen

OrBenenue

micya

Ilogsem kuctu | HeBbImoHuMoO Brimomanmo c|Brimomaumo  0e3
BBIIIIE  yPOBHSA KOMIICHCAIEH KOMIICHCAI[UN
mieq -

Crubanue

micya

[Tonsem rpy3a|He moxer moassaTs | Moxker  moaHATH  Tpy3 | MoxkeT NOAHATH

maccoit 500 r|rpy3 maccout 500 r|maccoit 500 r c|rpy3 Mmaccoit 500
BBIIIIE  yYPOBHS | TaXKe C | KOMITEHCAIHeH r 0e3
ey — | KOMITeHCaIHen KOMTIICHCAITU!
OtBenenue

reva

I[Tonsem rpy3a|He moxer noansts | Moxer HOHATH rpy3 | Moxer mNOaHATh

Maccoil 1 xkr|rpy3 maccou 1 kr|maccoit 1 KT c|rpy3 maccoit 1 kr
BBIIIE  YPOBHS | 1aXe ¢ | komneHcanuen 0e3 KoMIeHcaluu
ey — | KoMIIeHCcanuen

OtBenenune

rmieya

UTOI'o

Kirou (I/IHTCpHpeTaI_[I/IH)Z OLICHUBACTCA B Oa1ax Ha MOMEHT OCMOTpa U 1MOTOM, B TMHAMHUKE.

4. HazBanue Ha pycckoM si3biKe: TecT neTckoil 00abHULBI Puiiaaeabpun 119
OLICHKHU JIBUIaTeJbHbIX PYHKIUI NAUMEHTOB ¢ HEPBHO-MbILICYHBIMU
3a001eBAaHUAMH

OpurunansHoe HasBanue (ecnu ectp): the Children's Hospital of Philadelphia Infant Test 104 of
Neuromuscular Development (CHOP-INTEND)

Hcrounuk (opunuanbHbii CallT pa3paboTYMKOB, MyOnuKanus ¢ Bamuaanueid): 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 (moaYepKkHyTh): IMIKala OLIEHKH

Haznauenue: Hcnonb3yercs Ui OLEHKH JABUrareibHbIX (yHKUMH y manueHToB co CMA, He
CIIOCOOHBIX K CaMOCTOATCIILHOMY NICPCABUKCHUTO
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CopaepxaHue (LWabnoH)

Nwms:

Jwnarnos:

N Ucropuu 6one3nu:

I'ectaumronHsbIil BO3pacT:

JlaTa noctynuieHus:

Bpewms ouenku:

Bpewms ot
MIOCJIETHETO
KOPMJICHUS:

[ara poxaenus:

Kenynounslii 30H]1 ]:I

Tekyiee
COCTOSIHUE
310POBBSL:

HNudexnus BEpXHUX bIXaTeIbHBIX

nyTeu ]:I

ABIXAaTCIIBHBIX ITYTAX ]:I

BGHTI/IJ'IHIII/UI C ABYMs YPOBHAMM HOJOKUTCIIBHOT'O JaBJICHUSA B

Yacos/neHb

Yacos 0e3 BCHTUJIAAIHUU C ABYMS YPOBHAMMU IOJIOKUTEIILHOTO JaBJICHUA B
ABIXAaTCJIBHBIX ITYTAX BO BPEMA UCIIBITAHUA

TToka3zarenn Tlonoxeuune [Ipouenypa OneHnBaeMEbIi OTBET bann
HUCITBLITaHUS
1 Cononrannoe |Jlexxa Ha crimue | HaOmromaror B | AHTUTPaBUTAIlMUOHHOE JI Jlydmas
NIBIKEHHE TEeUEeHHE JIIBHKEHHE miaeda CTOpOHa:
(Bepxusist WCTIBITAaHUS (oTpBIBaET JIOKOTH OT
KOHEYHOCTB) MoxHo CHSTBD | TIOBEPXHOCTH )
Harpy3K C
PY3Ky AHTHUTPAaBUTALIMIOHHOE I1
KOHEUHOCTH WU
JIBIOKEHHE JIOKTA
HCIIOJIb30BaTh
5 (oTphIBaE€T KHCTh WIIH
CTUMYI qTOOBI
YL, IpeIIeube oT CocrosiH
MOJyYUTh OTBET .
MTOBEPXHOCTH) ue:
JIBMyKEeHUE 3aIIsCThs
JIBM>KEeHHE majiblia
OTcyTrcTBUE JBUXKEHUSA
KOHEUYHOCTEH
2 Cnourannoe |Jlexa ua crimue | Habmromaror B | AHTUTpaBUTAIMOHHOE JI Jlyumas
IIBIOKEHHE TEeUEeHHE JIBHOKEHHE oenpa CTOpOHa:!
(Huxwusis HUCIILITAHUSA (oTpbIBae€T CTYNHU H
KOHEYHOCTb ) MoskHO CHSATB | KOJICHU oT
Harpy3Ky C | TOBEpXHOCTH)
KOHEYHOCTH WU
AHTUTpaBUTALIUOHHAA I1
HCITOJIB30BaTh
aJUTyKIUs/BHYTPEHHEE
CTUMYII, YTOObI
BpallleHue oenpa
IMOJIYYHUTH OTBET
i (KOJICHM ~ OTpBIBAIOTCS Cocrosia
OT NNOBEPXHOCTH) ue:
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BeipaxenHoe
JIBUKECHHE KOJICHA,
OTpaHUYEHHOE
MPEOJIONICHUEM  CHJIBI
TSKECTU
JIBU>KEHUSI JTOABIKKA
OTcyTCcTBUE JBUKEHUSA
KOHEYHOCTEHN
3 3axsar pyko# |Jlexxa Ha cniune | Cuna 3axBata: | CoxpaHsieT 3axBaT Mpu J Jlyumias
MOMENIAIOT TaJel] B | TOJHITHH  TUIEYEBOTO IT CTOpOHA:
Ta70Hb 1| CycTaBa C TOBEPXHOCTU
MOJHUMAIOT JI0 TEX | KOBpUKA
op, TMOKa IUIEYO ]
CoxpansieT 3axBaT Mpu Cocrosin
HE OTOpPBETCS OT
MOJHATUU  JIOKTS  C ue:
TTOBEPXHOCTH,
KOBpuKa (Tuleun Ha
HaOJII0JAr0T, KOoraa
MOBEPXHOCTH)
MJIaZeHel OCiIabuT —
3axBar. Jlis gerei Coxpanser 3axBar,
Oomee  crapmiero | KOraa NpEeaTIeYbe
BO3pacTa MO3KHO | TIOJHATO C KOBpPHUKaA (a
UCIIOJIB30BaATh JJOKOTh OCTACTCA Ha
UTI'PYLIKY HOBerHOCTI/I)
aHaJIOTHIHOTO Coxpansier 3axBaT
AHaMeTpa TOJIBKO pu
OTCYTCTBHH TATU
OTcyTcTBUE TOMBITKH
COXpaHSITh 3aXBaT
4 IlpuBeaenue |lIlonoxxenue Busyanbnas IToBopoTt oT JI>  |Jlyumas
rOJIOBBI B JeKa Ha CIHHE | CTUMYJISIUS  TPU | MAKCUMAaJIbHOTO I1 CTOpOHa:
CpEeIMHHOE C TOJIOBOM B |MOMOIIM HTPYIIKH. | [IOBOPOTA K
MOJIOKEHUE TIPU | CPEIMHHOM [Tpu ynep>kMBaHUU | CPEIUHHOMY
MTOMOIIU MOJIOKEHUH TOJIOBBI B | IOJIO’KEHUIO
BHU3YyaJIIbHOTO CPEIUHHOM
Y pei YactuuHo
CTUMYJIMPOBAH MOJIOKEHUU B
. MOBOpPAYMBAET TOJIOBY
ug <*> TeyeHue 5 CEKYHJ!:
Ha3aJ K CpeIuHHOMY
Kianyr rOJIOBY
MOJIOKEHUIO
Tak, 4To OBl OBLIO _—
BO3MOKHO [TonnepxuBaet
CPEIMHHOE TMOJIOKEHUE
MAaKCUMAaJIbHO pexa > |Cocrosu
JOCTYITHOE B TEYEHUE S5 CEKyHI U 11 He:
BpallcHHE u | 0onee
UCIIOb3YIOT TosyiepkuBaeT
BU3yalbHOC CPEIMHHOE TMOJIOKEHUE
CTUMYJHPOBAHUE | \iopee 5 cekymn
JUIE TOIO 4TOOBI
06eCIIeYnTh l'onmoBa  mamaer B
pacIosoKeHue CTOpOHY u HC
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T'OJIOBBI B|OTMEYAETCS  MOIMBITOK
CPEIUHHOM CHOBA JIEpXKaTh TOJIOBY
I10JIO’KEHUU. B CPEIUHHOM
M10JIO’KEHUU
5 IlpuBonsamue |Jlexa Ha Horu coruyrsl B|OTpbIBa€T KOJEHO OT J Jlyamas
MBIIIIIBI Oeapa | criuHe, 03 Ta300eIpeHHOM MOBEPXHOCTU KpOBaTH CTOpOHA:
MOATY3HHUKA cycTaBe M|Ha > 5 CeKyHI WU
MOATSIHYTHI K|OTpbIBa€T CTONy OT
CPEIMHHOM JIMHUU | TOBEPXHOCTH
tena. Horm Ha o ]
TPBHIBAET KOJIEHO OT I1 Coctosin
L oenep, IIOBEPXHOCTH KpOBATH He:
Oeapa Ha 1-5 cekyHn
PacmoJIOKEHBI _—
napajiesbHo, Her MONBITKU
KOJIEHU Ha | COXpPAaHUTL KOJICHO Ha
HEOOIBIITIOM MTOBEPXHOCTHU
PacCTOSIHUH ~ JIPYT
OT Jpyra
6 CnocobnocTts |Jlexxa Ha cinne | 1. Vnepxusas | IIpu IIPUMEHEHUN Bmnpa | JIy4mas
nepeBopavmBaT | (pyku TI0 | HUKHIOKO 4acTb | BBITSDKEHHSI B KOHIIE BO CTOpOHa:
bCS: 3a CYET HOT | OOKaMm); Oempa  MIajeHIla, | MAHEBPA,
<*F> CTOPOHa, CrubaroT HOTY B ]
NepeBopaunBaeTCs Ha
GbyHKIHIO Ta300eIpeHHOM KHBOT o
MBIHITL cycrase 1 BBINIPSIMIIEHUEM
KOTOpOit KOJICHHOM CYCTaBe
TOJIOBBI
OIICHUBAIOT, U TONTATUBAIOT K
pacroJiaraercsi | CpeIMHHON JIMHUM | 9€PE3 0ok
CBEpXY; TeNa, TEM CAMBIM| [1nnaunpaetes "3
[ICPCBOPAYMBAT | IPHBOISL  TA3  B| oo oo posa  pa
b HaYMHAIOT CO | BEPTHKAIBHOE GoKy Ha KHUBOT
CTOPOHBI, MOJIO’KEHUE, ronoBoii  BHH3, 63
bynxwio TIPOAOJIAAIOT BBIIIPSIMIICGHUSI TOJIOBBI
MBI TIHYTE M ACTAIOT| yehes Gok, MOTHOCTHIO
KOTOpOH naysy B 9TOM|pepenocur  Bec c Bnes | Cocrosin
OIICHUBAIOT MOJIO’KEHU U OTIOPHOH PYKH, YTOOBI 0 ue:
2. Ecm Mnazenern 3aBEPIIUTH MEPEBOPOT
MOBOpAYMBAETCS Ha —
6ok, To ero TaHyr | [loTHHMaeT Tas,
nog yriiom  45° TYHOBHUVle n pyKy C
JMArOHAIBLHO K | OIOPHOM TIOBEPXHOCTH,
Teny W jenator |I0BOPAUMBACT TOJOBY
naysy, 4yToGBI | TIOBOpAUMBAETCA Ha
MO3BOJIUTh 00K, mpH OTOM pyka
MITaICHITY HepeMeNacTcs K
MIOTIBITATHCS IIEPCAHCH CTOPOHC
NOBEpHYTH  Teno | T¢I
Haszaz IToguumaer Taz3 o
TYJIOBUILE C OIIOPHOM
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OBEPXHOCTHU u
[IOBOpPAuYMBaeT TOJIOBY
B CTOPOHY. Pyka
ocTaercs noJ{
TYJOBUIIEM
Ta3 maccuBHO OTOpPBaH
oT OIIOPHOM
MOBEPXHOCTHU
7 Cnocobnocts |Jlexxa Ha ciune | 1. Jlepxkar pyky |[loBopaunBaercs  Ha Brpa | JIyumas
nepeBopavuBar |(pyku IO | MJIaJICHIIA 3a | )KUBOT, BBITIPSIMIISAS BO CTOpOHa:
bCSA: 3a CUET O6okam); JOKOTh M TSHYT K |TOJIOBY uepe3 00K
pyK <*> CTOpOHa, IPOTUBOIIOJIOKHOM Tosopaumsaercs  Ha B
yniio y TuIedy, KO yupor, nexa  Ges ]
MBI fuicHu BBIIIPSIMJIEHUS] TOJIOBBI —
KOTOpOit pacnoJjiararorcs aepes GoK; yOUPAET Bec
OIICHUBAIOT, BEPTHUKAIIBHO, ¢  omopHOE  pykm, c
pacrosaraeTcs | OCTaHABJIMBAIOT 21065l IEPEBEPHYTRCA ({CTOHH
CBEpXY; JIBUJKEHHE, npu ne: —
MepeBOpavmBaT | 3TOM pyka peOeHKa [ToBopauuBaercs Ha
b HAYMHAIOT CO |OCTAETCS B|0OK, momoras Tasy T
CTOPOHBI, BBITAHYTOM INPUHSTH BEPTUKAIBHOE _—
byHKIHIO MOJIOKEHUH, MOJIOKEHNE
MBIIIII] IIO3BOJISIOT BBIIBNKCHUEM HOTHU
KOTOpOH peOeHKy BIIEPE] u ee
OILICHUBAIOT IIOBEPHYTLCS Ha | IPUBCACHUEM
KUBOT. [ToBopaunsator ronosy| 1 |Bies
2. Ecimn Ta3| CTOPOHY - o
AOCTUIacT MOJHUMAeT IUIEYO U
BEPTHKAIBHOTO TYNOBHIIE c
MOJIO’KEHUS, TO | fjoBepxHOCTH
POJOKAIOT —
THYTH peOeHKa [ToBopaunBaeTr royoBy
B CTOpPOHY;  T€JO
OCTaeTCs BSUIBIM WU
1 (S 00) MACCHUBHO
MOIHUMAETCS
8 Crubanue | [Tonoxenue [ToGyxnatot OTpbIBaeT JNaJ0Hb OT JI Jlyumas
pyKH B|Jexa Ha OOKy, | peOeHka MOBEPXHOCTHU CTOpOHa:
IJIEYEBOM pyka, TOTSHYThCS 710 | aHTUTPAaBUTALMOHHBIM
cycTaBe U | PACIIOJNIOKEHHA | MTPYLIKH, KOTOpAs | ABMIKEHUEM PYKU
JIOKTE u|s CBEpXY, | HAXOJUTCS Ha [\ e CrUGaTh PYKY B n
TOPH3OHTAIILHO | PA3OTHYTa B | pACCTOAHUH [JIeUCBOM CycTaRe Ha
€ OTBEJICHUE IIJIEYEBOM BHITAHYTOH  DYKH | 450 6e3
cycTaBe U |Ha YypOBHE IUIEYA AHTHIPBHTAIHOHHOTO CocTosH
COTHyTa B | (MOKHO BUKCHIS _
JIOKTEBOM UCII0JIb30BATh A PyK —
cycraBe Ha 30° | CTUMYJIALINIO) u | Crubaer PYKY B
u HaOII0JAI0T JIOKTEBOM CycTaBe
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MOJIEP’KUBACT | CIOHTAHHOE nociie TOTO, KaK
Csi Ha Tele | IBWKCHUE OTPBIBACT PYKY OT TeJa
npu ]
(np MoxeTr oTopBaTh pyKy
HE00X0IUMOCT
OT Tena
U YACPKHBAIOT
PYKY. OTcyTCTBUE NONBITKU
PacToJIOKEHHY
10 CHHU3Y)
9 Crubanwue | Cuas Ha | Pacnionaratot OTBOAMT TIUIEHO WU Jlyumas
pyKH B|KOJICHSIX  WJIH | CTUMYJI Ha CpeJIHeH | crudaet PYKY B CTOpOHA!
TJICYEBOM Ha KOBpPHUKE C|JIMHHH M HAa YPOBHE | TUICYEBOM CYCTaBe Ha
cycTaBe Y | IOJIICPXKKON | TuIeUa Ha [60°
JIOKTE TOJIOBBI Y | pacCTOSTHUU
(c| BeramyToit . OTBOAMT TUIEHO WU
TYJOBUIIA
Y N yr PYKI ¢ ruGaer PYKY B
HaKJIOHOM TI0J1 | (MOXHO
R IUICYEBOM CYCTaBe Ha
yriom 20°) WCIIOIb30BaTh 30°
CTUMYJISIIIHIO) u -
HaOII0JAr0T Jlroboe crubanue pyku
CIIOHTAHHOC B IIJICUCBOM CYCTaB€
JIBUKECHHE WJIH OTBEJICHUC
Tonbko crubaer pyky B CocrosiH
JIOKTEBOM CyCTaBe ue:
He MPEANTPUHUMAET
MOTIBITKA MOJTHATH
PYKY
10 Pasrubanue | Cums Ha | [llexouyT Pasrubaer HOTy B Jlyamas
HOTH B|KOJICHSIX  WJIU | IOJIOIIBEHHYIO KOJICHHOM CyCTaBe Ha CTOpOHa:
KOJICHHOM Ha Kparo | TOBEPXHOCTh > 45°
cycTaBe KOBpHKa C|cTOmbl WM CIIerkKa
. Pasrubaer HOry B
MOJJICP’)KKOM | IIMIUTIOT Tajiel] Ha
KOJICHHOM CyCTaBe Ha
T'OJIOBBI U | HOTe
15-45°
TynoBuma  (c —
HAKJIOHOM TIOJT JIroboe BHIUMOE
° arubaHue HOTH B
yriom 20°), p Cocrosin
6e1po KOJICHHOM CYCTaBe e
PacloIoACHO OtcyTcTBUE  KaKOTO-
TOPU30HTAIILHO 1160 BHTIMOTO
K TIOBEPXHOCTH pa3rubaHus HOTU B
3eMJH KOJICHHOM CYCTaBe
11 CruGanmue | [Iepxkat [IpoBomsT pykoii|Crubanue  HOTHM B Jlyaras
HOTH B | MJIQJICHIIA, MO0 CTy[HE WJIH|Ta300eIpeHHOM CTOpOHa:
Ta300€IPEHHOM |TPUKUMAsT K | IIUTAIOT Tnaseil | CycTaBe WIH B
cycTaBe u|cebe, JHIIOM |HOTH KOJICHHOM CyCTaBe >
TBLIBHOE BIEpE], co 30°
crubanue cBOOOTHO
Crubanue HOTM B
CTOTIBI CBUCAIOIIMH
Ta300eIpeHHOM
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HOT'aMH.
[TonnepxuBaro
T MIJAJCHLA B
paiioHe
KUBOTA, IIpH
9TOM  T0JIOBA
HAaxOJUTCA
MEXKIy pyKoOu
u IPYAHOU
KJIETKOM
B3pOCIIOTO,
KOTOPBIA  €ro
JEPIKUAT

NN B
cycraBe

cycTaBe
KOJIEHHOM
1100011 cTeneHun

Tonpko
crubanue
TOJICHOCTOIIHOTO
cycTaBa

TBIJIBHOEC

Cocrosu
He:

Her
JIBUKECHUS
KOJICHA
TOJICHOCTOIIHOIO
cycraBa

AKTUBHOI'O
oempa,
niim

12 Vnepxanue
TOJIOBBI <*>

B mnomoxennu
cuas c
MO IIEPKKOU
32 IUIEYH U
MIPSIMBIM
TYJIOBHIIIEM

TTomeraror
MJIaJeHIa

Ha

KpYTJIO€ CHJICHBE C
MOJHSITOM TOJIOBOM,

MIpUAEPKUBAs

3a

mwieun (crepenu u

c3a1n)

(MOXHO

OTJIOXUTH OI_[eHKy
1 u 4 no xoHIa

UCTTBITAaHU)

N3  nomoxenus ¢
ONYILIEHHONW  TOJIOBOM
MMOoAHUMAET TOJIOBY H
JIEPIKUT ee B
BCPTUKAJIBHOM

MOJIOKEHUN, a TaKKe
MOBOPAYMBAET TOJIOBY
U3 CTOPOHBI B CTOPOHY

VY epxuBaeT roJioBy B
BEPTUKAIBHOM

noJio)keHuu Oonee 15
CeK. (mpu
MOJIEPTUBAHUU TOJIOBBI
3a UCTIbITAHUE
"yaep:kaHue  TOJIOBBI
CTaBAT 2 Oaia)

YaepxuBaeTr  TOJOBY
M0 CpelHEeH JMHUU > 5
CeK, MPU ATOM T0JIOBA
HakJioHeHa g0  30°
BIIEpE]] WJIK Ha3a/

AKTHBHO  IOJHMMAET
17011 IIOBOPAYHBAET
rOJOBY  JB&XIbl  C
MOMEHTa CruOaHHs B
teueHue 15 cek. (HE
3aCYUTHIBAIOT, eclu
JIBU)KEHUE TPOUCXOJIUT
OJIHOBPEMEHHO c

JILIXaHHUEM )

OtcyrcTBUE  OTBeTa,

T'0JI0OBa BUCUT

basner:
CocrosH
He:

13 CrubOanue
pyku B

Jlexxa Ha crinHe

OtBer
BBITATUBAHUE:

Ha

Crubaer  pyky B
JIOKTEBOM CYyCTaBe

Jlyuamras
CTOpOHA:
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JIOKTEBOM TAHYT MJajeHna B|Buuumoe cokpaiienue
cycraBe, MOJIOKEHUE  CHUJIS, | IBYIJIABOM MBIIIIHI O€3 CocTosiH
OIICHKA o PYKH JepXaT TMOJ|CTuOaHus  pPyKH B e
nyHkty 14 yrimoMm  45° 10 | IOKTEBOM CyCTaBe '
TOYKH, Korja ]
OtcyrcTBUE BHJIMMOIO
rojioBa
COKpanieHus
[IOIHUMAETCS u
MOYTH OTPBIBAETCS
OT MOBEPXHOCTH
14  Crubanue | Jlexa Ha crimue | OTBeT Ha |[lomHrMaer TOJIOBY C bannr:
IIIEU, OIIEHKA I10 BBLITSITUBAHUE: KpOBaTH
OyHKTY 13 TAHYT MJIAQJIEHIIA B
YHKTY yr JICHTL Bunumoe cokpamienue Coctosin
MOJIOKEHUE  CHUIA, )
TPYANHO-KITIOYNIHO- He:
PYKH JepxkaT TOoJ N
. COCILIEBHAHON MBIIIIIIEI
yriaom 45 10
TOYKH, KOTr'Ja OrcyreTnie
roJiosa MBIIIIEYHOTO
[OTHAMAETCS n COKpAIIeHHs!
MOYTH OTPBIBAETCS
OT TIOBEPXHOCTH
15 Pazrubanue |IIpoba c|ITpoBomsar  pykoii | Ecin MJIaJIEHEL] Bamnsr:
rOJIOBEI/IIIEN BEHTPAJIBLHON | BIOJb yIEPKUBAET TOJOBY Ha
MOJICPKKOW: | TTO3BOHOYHHKA OT | OJTHOM YpOBHE c
MIaJaeHel| el K KPECTIY. | TYJOBUIIEM WJIH BBIIIIE
JICKUT Ha | DpoHTaNbHAS
Ecam ronoBa wacTudyHO CocrosH
JKUBOTE, Bpay |IUIOCKOCTh TOJIOBBI ]
YAEpKUBACTCS, HO HE He:
MIPUTIOTHUMAET | IPU N
. 1o TOPU30HTAIILHOM
€ero OJTHOM | pacIoJIOKEHU N
. ILUIOCKOCTH
pyKoit B | MapajuieIbHO —
obyactu IIOBEPXHOCTH He BeITAruBaer T'OJIOBY
BepXxHeW 4actu |[KoBpuka =  0°
JKHUBOTA (ropu3oHTaIBHA)
16 U3ru6 [Ipo6a c|IIpoBomar  pykoii |[[loBopaunBaer Ta3z mno Jlyumas
MMO3BOHOYHUKA |BEHTPAJIBHOM |CHayama ¢ IpaBOM | HAIIPABJICHHUIO K CTOPOHA:
(I'anmanT) MOJJICP’KKON: | CTOPOHBI, @ 3aTE€M C | CTUMYITY BHE OCH
MIaJeHel| JIEBOH CTOPOHBI T10
Buaumoe coxparieHue
JIEXKUAT Ha | IOSICHUYHO- o
. napaBepTeOpaIbHON
KUBOTE, Bpau|TpyaHON obnactu
MOBIIIIIBI
HpI/IHOI[HI/IMae’l; BIOJb CocTosH
ero OJIHO¥ | TO3BOHOYHHUKA, He: —
pyKoi B | wm IIEKOYYT OTBeT OTCYTCTBYET
obnactu SKUBOT WA
BEpXHEH YacTH | CTYITHIO, AN
’KUBOTA HAKJIOHSIOT
MJIaIeHIIa,
npoBepsis pediexc
T"amanTa. Yy
MJIAJICHIIEB c
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KnuHnyeckne pekomeHaauum — lNpokcumanebHas cnvHanbHas MblledHast atpodus 5q — 2021-2022-2023 (31.05.2021) — YTBepXKAEHbI
Mwn3gpasom PO

BecoM Oosee 10 kxr
KOJEHH U TOJOBa
MOTYT KacaTbCst
TIOBEPXHOCTH

OOmuii 6at, Tyqmuid 6ajuT ¢ KaKJI0W CTOPOHEI 10 KaXJI0OMY mapameTpy (MakcuMmyM 64 6ara):

Kirou (nHTEpIpeTalius): OleHuBaeTCs B Oajijlax HA MOMEHT OCMOTpa U MOTOM, B THHAMUKE

Hogeie, uznannsie B 2020-2022 rr. 1 opunuansHo yrBepKAEHHbIe MuH31paBoM PO,
KIIMHUYECKHe peKOMEeHAalNnU (pyKOBOJICTBA, MPOTOKOJIbI JICUEHHS) — HA HAIllEM caifTe.
WNHTepHeT-ceplIKa:
http://disuria.ru/load/zakonodatelstvo/klinicheskie_rekomendacii_protokoly_lechenija/54.

Ecau rae-to kem-1o ,Z[aHHBIﬁ JOKYMCHT ObLI paHec paciicuaTtald, J1aHHOC H306pa>1<eHHe QR'KOI[EI
IIOMOXKCT BaM 6bICTpO nepeﬁTH 10 CCBIJIKE C 6YM3X(HOﬁ KOIMU — B HEM HAXOJUTCS 3Ta CChLIKA.
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