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Cnmcok cokpameHui

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

BAIII bopra — Bu3yanbHO-aHanioronas mkaia bopra

JIH — npixarenbHas He10CTaTOYHOCTD

JIHK — ne30xkcupuboHyKIEHHOBAS KUCIOTA

KEJI — xu3HeHHast EMKOCTb JIETKUX

HNATI® — uHruOUTOp aHTHOTEH3UH-TIPEBpaIaoIIero GepMeHTa

NHMBJI — nHBa3uBHas HCKYCCTBEHHAs] BEHTHIISILUS JIETKHX

kJla — kuioganbTOH

KT — xommproTepHas Tomorpadus

K®K — kpeatundochokrHaza (CHHOHUM — KpeaTHHKHHA3a)

JIALI' — nakraTaeruaporeHasa

MPT — MarHuTHO-pEe30HAHCHAsI TOMOTpadus

HUBJI — HenHBa3suBHAA BEHTWISALNA JETKUX

O®BlI — o0bem (QopcupoBaHHOTO BBIAOXA 3a TMEPBYI0 CEKYHIy MaHeBpa
($bopcHpOBaHHOTO BBIJOXA.

IIJIE — moTeHIMabl JBUTATEIbHBIX €UHUIL

[NAP® - TIlomumopdusM  JUIMH  PECTPUKLMOHHBIX  (parMeHTOB  (cmocod
uccienoBanus reaomuoi JJHK)

[ICB — nukoBas CKOpOCTh BbIIOXa

[ICK — nukoBasi CKOpOCTh Kallis

[I®M - nmporpamma puU3NYECKOTO MEHEKMEHTA

[ILIP — nonumepasHas LenHas peakiuus

PHK — pubonykienHoBas Kuciaora

CullIAII - ot anrn. Constant Positive Airway Pressure, CPAP

CMA — crinHanbHast MbIIIeYHas aTpopus

CMA | - cnuHanbHast MelleuHas arpogus, Tu |

TCP — TexHuueckue cpeicTBa peaduiInTaluu

OXEJI — pyHkumoHanpHas )KM3HEHHAsI EMKOCTD JIETKUX

YVYP — ypoBeHb yOeIUTETEHOCTH PEKOMEHAAITII

Y/I — ypoBEHb JOCTOBEPHOCTH JOKA3ATEIbCTB

OKT — anexTpoxapauorpadus

OMI — snextpomuorpadus

OHMI — snextponelipomuorpadus
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OXO-KI" — sxokapauorpadus

MLPA — mynbTHILIEKCHAS aMIDTH(UKAIMs JTMTUPOBaHHBIX 30H10B (0T anri. Multiplex
Ligation-dependent Probe Amplification)

NIPPV — HeuHBa3sWBHas BEHTHJIAIMS JIETKHX IOJOXHUTEIbHBIM JaBiIeHHEM (OT aHTJL.
Noninvasive Positive Pressure Ventilation)

SpO2 — carypammsi KHCIOPOJOM apTepUaibHOW KPOBH, U3MEPEHHAs HEWHBA3UBHBIM

Croco0oM ¢ MOMOIIIBIO MyJIbcoOKcuMeTpuu (anrii. mean nighttime oxyhemoglobin saturation)

TepMHHI)I H onmpeacjJcHus

ABtoCuIIAIIl (amrn. Auto-CPAP) — sto CUIIAII (cM. jaiee) ¢ aBTOMATHYECKOM
HAaCTPOMKON JaBJeHMs HArHeTaeMoro BO31yXa, OINpEAessAIoIIUe YPOBEHb HE00XO0AUMOro
JTaBJICHUs, MOAOLIME BO3AYIIHbII MOTOK TOJIBKO B MOMEHT OCTAHOBKM JIbIXaHMs, MOCTEIEHHO
YBEJIMYUBAs €r0 /10 TeX MOp, OKA HE IPOU30IIET BIOX;

BullAIl (or amrn. Biphasic Positive Airway Pressure, BPAP, BiPAP - nByxdasHas
BEHTWJISILIUS C TTOJIOKUTENILHBIM JIaBJIEHUEM B JIbIXATEIbHBIX MYTAX — 3TO amlmapar, Co3AatoLui
Ha BJIOXE U BbIIOXE MALMEHTA JaBJIEHHE PA3JINYHOTO YPOBHS.

l'uneprpodust MEOKapIa — 3TO MATOJIOTHYECKOE YTOJIICHUE CTEHOK CepIria.

JIeHCUTOMETpHST — 3TO HEHMHBA3ZUBHBIA METOJ OIPENCICHUS MUHEPAIBHON IUIOTHOCTH
KOCTHOM TKaHH.

Jlunaranust Kamep cep/la — 3TO MaToJOTHYecKoe yBelInueHue oobemMa kaMmep cepua.

JuchyHKIMS MUOKapJa —  3TO HapylleHHe ero (QyHKUMH; AUCHYHKIMS ObIBaeT
CUCTOJIMYECKOM (CHMKEHHME COKpaTUMOCTH MHOKapJa), J[AWacTOJMYECKOW (3ameasieHue
pacciabiieHus  MBIIIIBI  Ceplla) U AJEKTPUYECKOW  (HapylleHHe  paciupoCTpaHEHUs
AIIEKTPUUYECKON AETONIAPU3ALIUY U PETIONIIPU3ALMU IO CEePACYHON MBIIIIIIE).

KapauoMunonatuss — 3TO TreTeporeHHas TIpylla acCOLMMPOBAaHHBIX C MHOKapJOM
3a00JIEBaHNN, COIMPOBOXKJIAIOIIUXCS MEXAaHWYECKOM W/WIAM AJIEKTpUYECKOW AUCPYHKIHEH,
0OBIYHO (HO HE BCEr/a) MPUBOIAIIUX K TUIIEPTPOPHUHN UM IUJIATALMA U UMEIOIIUX pa3Iu4HbIe
(4acTo TeHeTUYECKUE) MPUIHHBI.

Kanmnomerpuss u kanmHorpadgust - 53TO H3MepeHHe U IM(poBoe OTOOpaKeHHe
KOHIEHTpPAllUU WU MapIHabHOTO JIaBJICHUS YTIEKUCIIOro Ta3a BO B/IBIXa€MOM U BBIJIBIXa€MOM
ra3e BO BpeMsl JAbIXaTeJIbHOTO IMKJIA MAlUeHTa.

KucaoTHO-0CHOBHOE COCTOSIHUE (KUCIOTHO-IIETOYHOM OanaHC, KHCIOTHO-IIET0YHOE
cocrosinue, KIIIC) — 3To coOTHOLIEHNE KOHLEHTpAaLUi HOHOB Boxopoaa H+ n ruapoKcHIIbHBIX
rpynn OH B Onosiornyeckux KUIKOCTSIX OpraHu3Ma.

KoHTpakTypa — 3T0 OrpaHMYeHHE TACCUBHBIX JBUKEHUMN B CyCTABE.
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[laTonmornyeckass ycTaHOBKAa KOHEYHOCTM WMJIM CETMEHTa KOHEYHOCTH — 3TO
[IATOJIOTUYECKOE II0JIOXKEHHE KOHEYHOCTU WJIM €€ CErMEHTa, BO3HHUKLIEE B pE3yJbTaTe
U3MEHEHHS MBILIEYHOT'O TOHYCA MPU COXPAaHEHHOM 00beMe JABIKEHHM B CycTaBe(ax).

[TynbcokcumeTpus — 3TO METO/I, MO3BOJISIIOIINM onpeaenuTs cogepxanue O2 B KpOBU U
YacTOTYy IyJIbca B MUHYTY.

Cepnednasi HEIOCTaTOYHOCTh — 3TO CHUIKEHHE CIIOCOOHOCTH cepina o0ecreunBaTh
HACOCHYIO ()YHKITUIO. bhIBaeT OCTpOil U XpOHUYECKOH.

CullAIl (or aurin. Constant Positive Airway Pressure, CPAP - mocrosuHOe
MOJIOKUTEIBPHOE [TABJIICHHE B JIBIXaTCIbHBIX MYTSAX) — 3TO HMHAMBUAYAJIbHBIA MEIMIIUHCKUN
anmapar Juisi  aBTOMaTU3UPOBAHHOW  JUIMTEJIBHOM  BCIOMOTATENbHOM  HMHTPAaHA3AIbHOU
BEHTWISILIMM JIETKUX MOCTOSTHHBIM IOJOXHUTEIbHBIM J1aBJIEHUEM, IPUMEHSEMbII AaUEHTOM BO
Bpemsi HouHoro cHa. CUITAII mpencraBnsier co6oii HEOOMBIION KOMIIPECCOp, KOTOPBIM MoAaeT
MOCTOSIHHBIA TIOTOK BO3yXa IOJ OMNPEICIICHHbIM JaBJICHHEM B JbIXaTeJIbHbIE MyTH 4epe3
ruOKyr0 TpyOKYy M TepMETHYHYIO HOCOBYIO WJIM POTO-HOCOBYIO MacKy. Takum oOpa3zom, OH He
NaéT JbIXaTeIbHBIM IyTSM CMBIKAThCS M OJIOKUPOBATh MOCTYILICHHUE BO3ayXa (M HEOOXOAUMOro
OpraHu3My KHCJIopoaa). B pesynbrare MCKIIOYAETCS PUCK BHE3AMHON CMEPTH OT OTCYTCTBHUS
BO3/lyXa B JIbIXaTEIbHBIX MYTSX, a TAKXKE 00€CIIeYnBaCTCSI HOPMAJIbHBIN COH.

CKOn103 — 3TO TPEXIUIOCKOCTHAS JedopMalus IO3BOHOYHHKA.

CyOMakcuManbpHBIA pPEXKHUM HArpy3Kd — O3TO PEXKHUM, IS KOTOPOTO XapaKTepPHBI
OTCYTCTBHUE OJIBIILIKH, YYBCTBA YTOMJIEHUS U OOJIM B MBIIIIAX.

Onextpomuorpadpus (OMI, SHMI', muorpadus, snekrpoHeiipomuorpadpus — MUO -
MBIl U ...Tpado - MUILY) - 3TO METOJ HCCIEeN0BaHUS OHMORJIEKTPUYECKUX IOTEHIUAJOB,
BO3HUKAIOIIMX B CKEJETHBIX MBIIIIAX YEIOBEKA M JKUBOTHBIX MPU BO30YXKACHUU MBIIICYHBIX

BOJIOKOH; pEerucTpanus BHGKTpH‘ICCKOﬁ AKTHUBHOCTH MBIIIIII.
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1. KpaTkas nHpopmManus no 3a00J1eBAaHNI0 WM COCTOSTHUIO (Tpymime

3a00J1eBaHUIl UM COCTOSIHUIA)

1.1 Onpeaejaenne 3a00j€BaHUsl WM _COCTOSIHUS _(Tpynnbl__3a00JIeBAHUI WU

COCTOSIHM)

[IpokcumanbHas cnuHanbHas MbiedHnas atpodus 5Sq (CMA) — 3T0 TsoKenoe ayTOCOMHO-

pelieCCUBHOE HEPBHO-MBIIIEYHOE 3a00seBaHue, XapaKTEpU3YIOLIEecss MPOrpecCUPYIOMIUMU
CUMITOMaMH{ BsUIOTO Tapajuda M MBIIICYHOW aTpouu BCICICTBUE JCTCHEpAlHH  O-

MOTOHENPOHOB MEPEAHNUX POTOB CIMHHOIO Mo3ra [1].

1.2 ITHOJOrug M NATOreHe3 3a00JeBaHUS MJIM COCTOSHHUSA (rpyvinbl 3200J1eBaHUI

HJIN COCTOSTHHM)

Pa3BuTHEe MPOKCUMAIBHON CHUHAIBHON MBIIICUYHON arpoduu S5q 0OyCIOBICHO
mytanusmMu B reHe SMNI (coxpaw. ot aHri, survival motor neuron), KOAMPYIOIIEM OEIIOK
BbDKHMBaeMOCTH MoToHepoHoB. ['en SMN1 kapTupoBan Ha xpomocome 5 B nokyce 5q12.2-013.3
1 uMeeT neHrpomepuyto konuro (SMN2). O6a rena cocTosT u3 aeBsTH 3k30HOB (1, 2a, 2b, 3-8)
pasnuyaroTcs MmiAThIo HykJIeoTuaamu B nocieaosarensnoctd JAHK [1, 2]. Kputnuecko Toukoit
SIBIISICTCS 3aMEHA LIUTO3MHA Ha THMHUH B 3k30He 7 reHa SMN2 (c. 840C>T), co3maromas caiit
CBS3BIBAHUA HJIsl pempeccopa cIuvlaiicuHra. BenmeacTBue 3TOro pasnuuus B HYKJICOTHUIHOU
MOCIIEI0BATEILHOCTH OCHOBHOM TpaHckpunT reHa SMN2 He comepXuT 5k30Ha 7 U ABIAETCS
dyHKIIMOHATRHO  HemoysHONeHHBIM [3]. Opmako reH SMN2  Takke mpomynupyer
MOJIHOPa3MEpHBIN (PYHKIIMOHAIBHBIN O€JI0K, HO B OTHOCUTENIBHO MallbIX KonuuecTBax (10 10%).

K Bo3HuKHOBeHHIO npokcuMaabHOH CMA mpHBOAAT MyTalMM B TEIOMEPHOW KOMHHU
reHa (SMN1). OcHOBHBIM THUIIOM MYyTalUii B 3TOM T€HE SBISAIOTCS TOMO3UTOTHBIE JENEIHU
AK30HOB 7 WiM 7-8, KOTOpBIE BBIABISIOTCA Y 95% manuentoB. OcrtanbHble 5% TMalMEeHTOB
SIBIISTIOTCSI KOMITAYH]I-T€TEPO3UTOTaMU 110 Jeneru B oxHoi kormmu reHa SMN1 um ToukoBoif
MYTallM B IpYroM, KpailHe peKo — KOMIayH/A-T€TepPO3UrOTaMHU 110 ABYM MHUHOPHBIM MYTallUsiIM
[4]. Myrtamun rera SMN2 He Moryt ObiTh mpuunmHOii CMA, OJHAKO YHCIIO €ro KOMHWH Ha
CEero/iHs SIBJISIETCS] OCHOBHBIM MoaudukaTopoM 3abosneBanus. [Ipubnusurensuo y 80% mroneii B
nonyssiuun Habmonaercs 1-2 xomuu. s 5-10% 310poBBIX JHO/IEH OMUCAHBI CIyYad JICTCIUN
reHa SMN2 B roMo3urotHom coctossHuM. Y mnanreHToB co CMA pa3zHooOpasue yuciaa KoM
rena SMN2 ropa3mo Ooinblie W MoXeT BapbHpoBaTh oT 1 1o 6 xomuid. To HeGombiOe
KOJINYECTBO (DYHKIIMOHAILHOTO OeJKa, MPOAYIHPYEeMOro IEeHTpOMepHO# komueil rena SMN,
CIOCOOHO CMSATYATh TSDKECTh TEUCHHS 3a00JIEBaHUS Yy IAlMEHTOB, MMEIOIIUX YBEINYCHHOE

yrcio kornuii rena SMN2 [5-8].



[Iponyktom tena SMN sBnsercs Oenok, cocTosmmii u3 294 aMHHOKHCIOTHBIX
OCTaTKOB, C MOJEKyJspHbIM BecoMm 38 k/la. bemok ¢yHKIMOHMpYeT Kak B siapax, Tak U B
nuTorazMe. B simpax 6emok SMN nokanu3yercss B cheponoI0OHBIX CTPYKTYpax, Ha3bIBAEMBIX
reMamu, acCOLMUPOBAHHBIX ¢ TenbllaMu Kaxans, BoBinedeHHbix B Mertabonusm PHK. benok
SMN wurpaer BaxkHyH poib B cruaiicuare mnpe-pPHK wu Ouworenese wmaybix saepHBIX
PUOOHYKJICOTPOTEUHOB, B TEHHOW AKCIPECCUU HA YPOBHE TPAHCKPUIIIUH, a TAKXKE y4acTBYET B
akcoHaibHOM TpaHcnopte MPHK B anbha-moroneiiponax [9].

CHmxenne ypoBHs O6enka SMN NpHBOIUT K aKCOHAJIbHBIM Je(eKTaM JBUraTelIbHbBIX
HEHPOHOB, BKIIIOYAsl YCEUCHHE W/WIIM Ype3MEpPHOE pa3BETBIICHHWE aKCOHOB, 3aMeNJICHHE POCTa,
HApYIICHUSM B  HEPBHO-MBIIICUHBIX  CHHAICaX: HAKOIUICHHIO HEUPOPUIAMEHTOB B
MPECUHANITUICCKUX TEPMHUHAISX, (DOPMHPOBAHUIO HE3PEIIBIX TOCTCHHANITUYCCKUX TePMUHAICH 1
(GyHKIIMOHAIBHBIM aHOMAJUSAM, HAPYIIEHUIO TIporecca suaouurtosa [10, 11].

Mooughuxamopol Knunuueckoeo meuenusi 3abonesanus. KinuHudeckoe paszHooOpasue
npokcumanbHOi CMA 50 MOXET OOBSICHATHCS HAIMYUEM MOIUPUIUPYIOMHX (AKTOPOB.
MoaudukaTopbl MOXHO pa3[eInuTh Ha JBE OCHOBHBIC TPYMIIBI: BIUSIONIME HA YPOBEHb Oeika
SMN u, COOTBETCTBEHHO, HE OKa3bIBAOIIME BIMSIHUS Ha KOIU4YecTBO Oenka SMN.

dakrTopel, BIMAONME HAa vypoBeHb Oeiaka SMN. Ha ceromHs OCHOBHBIM

moaudummpyromum pakropom CMA cuutaercs reH SMN2 - gucio ero Konuii U pa3indHbIC
BHYTPUTCHHBIC BapuaHTHl. VIMEIOTCS JaHHBIE O KOPPEISIUHN TSHKECTH TeUeHHs 3a00JIeBaHUs U
yrcna konuid reHa SMN2 [12]. Uem Oonbmie komuii rera SMN2, Tem, kak mpaBuio, MeHee
BbIpaKeHbl KiaMHUYeckue cumntombl CMA. Opnako ycraHoBieHue tuna CMA Tonbko Ha
OCHOBaHMHU Yncina Komuid reHa SMN2 HenomycTHMO M MPOBOAUTCS. Bpa4OM Ha OCHOBAHWH BCEH
COBOKYIHOW HH(pOpMaIK 0 3a00JI€BaHUN Y KOHKPETHOTO marueHTa [12].

Eme omun wmoaudunmpyromuit dakrop CMA, cBsi3aHHBIH HENOCPEICTBEHHO C
LHEeHTpoMepHOH Komuel reHa SMN, - 3To olHOHYKIeoTU1Had 3aMeHa ¢.859G>C B sk30He 7 reHa
SMN2, xoTopast TpUBOAUT K 00pa30BaHUIO HOBOTO YHXAHCEP-CBA3BIBAIOIIETO CaliTa CIUIAiiCHHTa,
PE3yIBTATOM UETO SIBIISIETCS BKIIFOUEHHE B TpaHCKpHUNT ¢ TeHa SMN2 sx30na 7. JlaHHBI BapHaHT
aCCOLIMMPOBAH C YBEIMYEHHEM B KpPOBHM KOJMYECTBA NOJHOpa3MepHoro Oenka SMN 'y
nanueHToB co CMA II-111 tuma [13].

Jpyrue dhakropsl, Biusone Ha ypoBeHb 0enka SMN, npuBenens! B Tabmuie 1

Tabmuna 1

JlononHuUTeNbHbIE (DAKTOPHI, BIUAONINE HA YpoBeHb Oenka SMN

daxkrop Dddexr




1 yBEIMYMBAET BKIIIOUEHHUE DK30HA 7

Tra2f
| IpUBOIUT K 9K30H-CKUIMIUHTY 3K30Ha 7
Cnnaiicunr-
SF2/ASF 1 yBEIMYHMBAET BKIIOUYCHHE dK30HA 7
perynupymomue GakTopbl
1 MHruOMpyeT BKJIIOYEHHE OK30HA 7 TeHa
hnRNPA1
SMN2
CREB1 1 yBenMuMBaeT TpaHCKpumuio 6enka SMN
STAT3 1 COCOOCTBYET POCTY aKCOHOB
DaKTOpEI IRF-1 1 yBenuuuBaeT ypoBeHb Oenka SMN
peryanpyromne 1 YBEIMYMBAET NPOIOIKHTEIBLHOCTD
PRL
TPaHCKPUIILIIIO KU3HU y TsxkeNnbIX CMA-Mbliiei
MeTunupoBaHue
MIPOMOTOPHOU 1 CHMKaeT ypOBEHb IKCIIPECCUU TeHa
o0yacTu reHa SMN2
SMNZ2
UlA 1 yMeHbIlaeT ypoBeHb Oenka SMN
Crabummzanus MPHK
1 yBEIMUYUBAET MPOJAOIKUTEITHHOCTD
HuR/p38
KU3HU y TsDKeNbIX CMA-Mblieit
dakropsl, Baustomue | PKA 1 mHrUOUpYyeT nerpagamnuio 6enka SMN
Ha MOCTTPAHCISILIMOHHYIO
| ymepenHo yBenmuuBaeT
MOAU(PUKALIIO GSK3
BBDKHBAEMOCTb
1] | Oxa3pIBaeT Moa0KUTETHLHOE
I'ononanue
BJIMSIHHE HAa BBIKUBAEMOCTb
11| YBennuuBaer ypoBeHn
DKk30oreHHbIe GpakTopsl | ['umokcus noHOpasMepHoro 6enka SMN. JlpixaTenpHas
MOJIEPIKKA YIy4IlIaeT CHMITOMATHKY.
OxcuaaTUBHBIN 11| Yceunusaer nporpeccupoBanue
cTpecc 0omne3Hn

OnHako, BiMsSHUE OOJBIIMHCTBA M3 ITUX (PAKTOPOB OICHUBAIOCH IN Vitro. B xuBom

OpTraHnu3ME MCXaHNU3MBbI B3aMMOJCHCTBHS HAMHOI'O CJI0XKHEE 1 Tpe6y10T FJ'IYGOKOFO HU3YUCHUA.
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dakTophl, HE BIUAIIME HAa ypoBeHb Oenka SMN. MoaudukatopoB, He
acconuupoBaHHbIXx ¢ TeHoM SMN u ero mpoaykrom, Takke Oo4eHb MHOTO. C KaXIbIM TOIOM
OTKpBIBAaETCs BCe OOJIbIIE MEXaHU3MOB. B mociennee BpeMsi HHTEpeC NPUKOBaH K psily OeNKoB,
YIy4IIAIOUIUX MPOIIECC SHI0LNUTO3a B CHHAICAX, T. K. HEAABHO OBLIO YCTAaHOBJIEHO, YTO UMEHHO
SHJOLMUTO3 SIBJSIETCS OJHUM U3 KIIOYEBBIX HapyllaeMblx mMexaHu3moB npu CMA. Otu Oenku
npeacrasiensl mwiactuioM 3 (PLS3) u xoponunom (COROI1C) [14], HelipoKalbIIMHOM AENbTa
(NCALD) [15] u kansrmitneBprHONOA00HBIM Oenkom (CHP1) [16].

OcoOsrit wHTEpec mnpexacrasmser merunupoBanue JHK, kak Hambonee crabuibHas
Monudukanys, W3MEHAIIAs XapakTep OJKCIpeccud TeHOB. bblna BbIsIBIEHA  CBA3b
metuaupoBanus psga renos (SLC23A2, NCOR2, DYNC1H1), kotopsie MOTYT ObITH BOBJICUEHBI

B nmarorene3 CMA, u TspkecTbio 3a0omeBanus [17-19].

1.3 DnuaeMuoJorus 3a00JeBaHUA WJIH COCTOSAHHNA (rpvonbl 3a00JeBaHUN WU

COCTOSTHMI)

PacripocTpaHeHHOCTh MPOKCUMANBLHOW CHUHAIBHON MBIIIEYHONW aTpoduu coctaBiser 1

Ha 6000 - 10 000 HoBOpOXAeHHBIX [20]. JlaHHBIE MO pacmpocTpaHeHHOCTH 3aboneBanust B PO
oTCcyTCTBYIOT. HacToTa HOcHuTebcTBa 3a0oseBanus — 1/40 — 1/50 B monyssitiuu B mesiom [21,22].
ITo nanapim ®I'BHY MI'HI] umenu akanemuka H. I1. boukoBa yactoTa HOCUTENBCTBA MyTallUU
B reie SMN1 B Poccuu — 1/36 venoBek u pacueTHas yactota pokacHus peoenka co CMA 1 Ha

5184 HoBOpOXICHHBIX [23].

1.4 Oco0eHHOCTH KOAHPOBAHHUA 3200J€BAHUS HWJIH  COCTOAHMSA (rpynnbl

3200JeBAHUI WJIH COCTOSAHHNI) 1m0 MeXIVHAPOIHOH CTATHCTHYECKON KJaccupuramuu

00J1e3HeH ¥ MPodJeM, CBA3AHHLIX CO 3I0POBLEM

G12.0 [lerckas cnuHanbHas MbledHast arpodus, I Tun [Bepaaura-I'opdmanal

G12.1 dApyrue HacieACTBEHHbIE CIMHAJIbHBIE MBIIIEYHbIE aTPOPUU

1.5 Kaaccudukanus 3a00eBaHUA WJIM COCTOAHUA (rpynnbl 3a00JeBAHMIT WU

COCTOSIHMH)

Knuanueckas KHaCCI/I(I)I/IKaLII/IH 3a00JIeBaHUsS OCHOBBIBACTCSA Ha BO3pacTe Ile6IOTa,

TSKECTH TeUSHHUs 3a00JI€BaHUSA U MPOJOKUTENbHOCTH )u3Hu [20]. (Tab. 2)
Tabmuna 2.

Knunnyeckas kinaccudukays IpoKCUMMaTbHON CIIMHAIBLHOM MBIIEYHOM aTpoduun 5q.*

Bospact OxxumaeMas
Tun CMA p MIPOAOJKUATEIIBHOCTD JIBurarenbHble HaBBIKK**
nebrora U3HI
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CMA 0 BHYTPHYTPOOHO 10 6 MecsIeB Her

HECTIOCOOHOCTb JIEpXKaTh
T'OJIOBY,
MepeBOPAYNBATHCS, CHICTh
0e3 MoAIePKKH

CMA 1
0 6 MecsIEB 0 2-X JIET
(OMIM#253300)

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

(OMIM#253550) et TOJUIEpKIH
CMA I crapire 18 10-40 ner mocmne CIIOCOOHOCTH CTOSITh M
MecI1IeB MaHupecTaIrm XOJIUTH 0€3 MOAIEePKKHI

(OMIM#253400)

*cymecteyer 1 CMA |V Tuma, HO mpu 3ToM THre 3a0oieBaHne MaHU(GECTUPYET BO
B3pOCJIOM BO3pacTe

**[pu eCTECTBEHHOM T€UEHUH 3a00JIeBaHUs

1.6 Kianandeckass KapTHHA 3200J1eBaHUS MJIM COCTOSIHNA (rpynnbl 3200JeBaHUHA

HJIN COCTOSTHHM)

[TpoxcumanpHas cnuHaIbHAsA MblmedHas arpodus 0 tuma, wim BpoxkaeHHas CMA ¢
NOCJIepOIOBOI acukcueil — Hamboiee TsDKeNbIi BapwaHT TedeHus 3aboneBanus. Ha 30-34
Hezene OepeMEHHOCTH OTMEvaroT MaJlloNoABMXKHOCTH Iutoaa. Ilocie pokaeHus IBUXKEHUS
IPAaKTUYECKH OTCYTCTBYIOT, HAJIMYME KOHTPAKTYp, TPYAHOCTU C IVIOTAHUEM M JIbIXaHUEM — 0e3
obecrieueHus AbIXaTeIbHOM MOIEPKKH PeOCHOK morudaet [24].

[IpokcumanpHasi cnuHainbHas MblieyHas arpodus 1 tuma, unu Oone3n» Bepanura —
['opdmana BO3HUKaeT B BO3pacTe 10 6 MECSIEB M XapaKTEPU3YeTCs TSDKENOM MBIIIeYHON
ciabocTbio. bosibHbIE T He CHOCOOHBI JiepXkaThb TOJIOBY, MEPEBOPAUMBATHCS, CHUIETH 0e3
noanepKku. IIpokcumanbHas, CUMMETpPUYHAsh MbIlIeyHas c1a00CTb, OTCYTCTBHE MOTOPHOTO
Pa3BUTHS U MBIILIEYHAS] TUIIOTOHUS SBJISIOTCS OCHOBHBIMU KJIMHUYECKUMH npuzHakamu CMA |
tuna. YacTo oTMeuaroT HaJluurue KOHTPAKTYP B KOJIEHHBIX U JIy4€3alsICTHBIX CyCTaBaX, peXe — B
JIOKTEBBIX. B HEOHaTalbHOM NEPUOAE WM B TEUEHHUE NEPBBIX TPEX MECSLEB JKU3HHU JIETU CO
CMEPTEIbHBIM IPOTHO30M HCHBITBIBAIOT TPYAHOCTH C COCAaHUEM M TIJIOTAHWEM M 4YacTo
JEeMOHCTpUPYIOT nuadparmanpHoe nbixanue. Cama guadparmMa He  BOBIEKAeTCsS B
MaTOJIOTHYECKUI TPOIIECC 10 TOCIeIHEN cTaauu TeueHus 3aboneBanusa. Hapymenus rimoTaHus
MOTyT IPUBOJWUTH K AaCHUPALMOHHOW ITHEBMOHMM M JIETAJILHOMY HCXOAy. Y NAIMEHTOB
HaOroarTesl (haCUKYIISIIMKA MBI S3bIKa M MOCTYPalbHbBIM TpeMop MmajblieB. boiabmuHCTBO
6ombHBIX Aerelt co CMA I Tumna 6e3 MEeIUIIMHCKOTO COMPOBOXKIEHUS U 0COO0Tr0 yXo/aa norudaer

B BO3pacTe 70 ABYX Jjet [25].
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[IpokcumanbsHas criuHanbHas MblmeuHas atpodus I tunma wim xponwmdeckas CMA
(6oneznp JlyOboBwuira) mmeer OoJiee MoO3IHEE HAYaIo0 B Bo3pacte 6-18 MecsieB u MeHee TSKeIIoe
TedeHue. Takue AeTH COXPaHSIOT CIIOCOOHOCTh CHJIIETh U YIEPKUBATh I'OJIOBY CaMOCTOSTEIBHO.
VY mnammentoB co CMA Il naGmrogarorcs (GacuuKysIsSIdyd MBI s3bIKa, TPEMOpP MajbIEB
BBITSIHYTBIX DPYK, (hacUuKymsipHble W (QUOPHIUISPHBIE MOJEPTUBAaHUS MBIMII MPOKCUMAIbHBIX
OTJEJIOB KOHEYHOCTEH, BBIPAKEHHBIM CKOJMO3, CIA0OCTh MEXpeOepHOH MYCKYIaTyphl,
nuadparManbHOe JbIXaHue. Y JIeTei BO3HUKAIOT TPYAHOCTH IPH Kalule U TIIYOOKOM JIbIXaHHU
BO BpeMsl CHa JJis MOJJAEp>KaHUS HOPMAJIbHOTO YPOBHS KHCIOpOJa U JHUOKCHAA yriepoja [26,
27]. Pa3BUBaIOTCS U MPOTrPECCUPYIOT CKeNEeTHBIE Aeopmanu. XapaKTepHbl TaKkKe MIIOXOH COH
HOYBIO, YCTAJIOCTh IIOCJIE HOYHOI'O CHA, COHJIMBOCTb B JIHEBHOE BpEMS, BO3MOXXHO pa3BUTHE
yYTpEHHEHN TUIEPTEH3UH, (T€ e U3MEHEHUs, HO B OoJiee cTaplleM BO3pacTe, pa3BUBAIOTCS MpU
CMA III Tumna).

Havano mnpoxcumanbHON crnuHanbHOM MblieuHoit arpoduu III Tuma (roHOIIECKas
dbopma), mwiu 6osiesnu KyrennOepra-Benannep, BappupyeT B Bo3pacte HauuHas ¢ 18 mecsies u
10 toHoueckoro Bospacta. [lannentsl co CMA Il coxpaHsitOT criOCOOHOCTH MEpEeABUTaThCS
CaMOCTOSITENIbHO, HO MOTYT YacTO MaJaTh WM UCHBITHIBATH TPYJHOCTU MPH MOABEME U CITyCKe
1o JIeCTHHUILIE, Oere, HaKJIOHE, MOAbEeMe U3 MOJOKEHUs cujisid. HikHrue KOHEUHOCTH MPU JAHHOM
TUNe 3a00JICBaHMS TOPaKEHBI CHIbHee, ueM BepxHue. Y mnamueHtoB co CMA III Ttakxe
COXpaHSETCS TPEMOP NaJIbIICB BBITSHYTHIX pyK [26-28].

ITpu Bcex tumax CMA MOryT mopakaTtbCsi OCHOBHBIE T'PYMIbI JbIXaTEIbHBIX MBbIIIL,
BKJII0YAasl MBIIIIIBI BAOXA U BBIZ0OXA U OyJIb0apHYI0 MYCKYJIaTypy, IPU 3TOM CTENEHb MOPAKEHUS
U MEXaHM3MBbI, BEAYyIIHE K HApYUICHUIO AbIXaHMs, MOTYT pa3JIinyaThCsl B 3aBUCUMOCTH OT THUIIA
CMA wu craguu 3a6os1eBanus. [lepBoHayanbHO TUIIOBEHTHIIALINY, OOYCIOBIEHHAs HAPYILIEHUEM
JBIXaHUS Pa3BUBAETCS BO CHE, HO IIOTOM M B THEBHOE BpeMs. | NITOBEHTWIIALIMSA BO CHE TPUBOJIUT
K pa3BUTHIO antHO?. HapyieHus npIxaHusl — OCHOBHAsI MPUYMHA BO3HUKHOBEHUS OCJIOXKHEHUHN U
cmeptHocTH nanueHToB co CMA | u CMA |l; kpome TOro, oHM Take MOTYT pa3BUBAThCS Y
HeOoJIpIION moiu nanueuTos co CMA 1.

ITpu Bcex Tmax CMA MOXeT BBIABIATBCSA KapAMOJIOTHYECKas MaToJOTus (HapylIeHus

pUTMa Cep/na, KapJHOMHUOTIATHS U T.1T.).
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2. JlInarHocTuka 3a060/ieBaHUA UJIH COCTOAHUS (TPyNIbI 3200J1eBaHMIT WIN
COCTOSIHUI), MEIMLIMHCKHE IOKA3AHUA M NPOTHBONOKA3aHUSA K IPMMEHEHHIO

METO/J10B JHATHOCTUKH

2.1 Ka100b1I M aHAMHE3

OcHoBHbIE XanoObl M aHaMHe3 omnucaHbl B paszzaene «KnuHuueckas kaptuHa». Huke

NPUBE/ICHBI KaJIOOBI, TPEOYIOIINE OTACTBHOTO YTOUHCHHUS:

o PexoMmeHnayercsi yTOUHUTH 3kKajdo0bl Ha Xpam W yacTble MPOOYKIEHUS BO CHE, YTPEHHUE
TOJIOBHBIE 0OJIM, COHJIMBOCTh B TEYCHHE JHS, y poauTenei namueHToB co CMA 5( crapiero
BO3pacTa JUIsl paHHeW UarHOCTHKH TMIIOBEHTUISILIMY U arHod cHa [29].

YpoBeHb yoeauTeIbHOCTH peKoMeH1anuii B (ypoBeHb 10CTOBEPHOCTH I0KA3aTEIbCTB — 3)

o Pexomenayercsi yTOUHITh 4acTOTy MH(PEKIMOHHBIX 3a00JIeBaHUN M aHTHOMOTHKOTEPATTUU
3a mocneanue 6 - 12 mecsieB (B 3aBUCUMOCTH OT KPAaTHOCTH HAOIIOJIEHUS) y poAuTeneit
nanueHToB co CMA 5 uist aieKBaTHO# OLIGHKH COMaTHYeCKOro craryca maiueHTos [30].

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

o Pexomenayercsi yro4HATH >XKajioObl HAa HApPYyIIEHUS TJIOTAHUSA KUAKOCTU W/WIKA TBEPIOH
MUY, OILYIIEHUE 3acTPEeBaHUs MUIIM B TOpJe BO BpeMs IJIOTaHMS, Kallellb WIH
MONEPXUBAHUE /10, BO BPEMs WM IOCJIE IVIOTaHMS, HAJIMYME XPUIUIOTO WIH «BJIAKHOTO»
rojoca rociie akTa rJIoTaHus, a TaK)Ke BIUSHUE Tpolecca MpruemMa MUK Ha KaueCTBO JKU3HH
y poauTeneii nmanuentoB co CMA 5¢ mis uckmouenust aucdaruu [20].

YpoBeHnb yoenurenabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 5)

2.2 duzukajabHoe 00cae10BAHNE

Knunuueckoe obcnedosanue CMA exnouaem 6 cebs npogedenue HUIUKATLHOLO
0CMOMPA C AKYEHMOM HA KOCMHO-MbIUEYHYIO CUCMEMY, U CEA3AHHbIX C Hell (YYHKYUOHAIbHbIX
Hapywenul. Bvibop ucnonvzyemvix obciedosanuii 6yoem 3a8ucems Om aCHEKmo8, KOMopvle
bonee akmyanvHbl 051 KAX*COOU cmeneHu msdxcecmu. [lanHvie QuzukaibHoco 006C1e008aHUs
onucamsl 6 pasoeie «KiuHUYeckas kapmunay. Hudxce ompasicenvl ocobennocmu (usukaibHoeo

00C1e008aHUA:

o PexomeHayercst oleHka (QHU3MUECKOro pa3BUTUS (M3MEpEHHE Macchl Tela W pocTa) B
nuHamuKe nanueHty co CMA 5 uist OlleHKH HyTPUTHBHOTO cTatyca [31].
YpoBenb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEeIbCTB — 4)
KommenTapun: V nannentoB co CMA 4acTo 0TMEUarOTCs U3MEHEHUS B HYyTPUTUBHOM
craryce. Y JeKauux MalUeHTOB U MAIUEHTOB C Juc(aruei moBbIaeTCs PUCK HEJOCTATOYHOCTH

nutanug. Cuasguue W XOAsSYMe TAIMeHThl TIOJBEP)KEHBI PHUCKY HW30BITOYHOW MacChl
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TEJ1a/0KUPEHUIO B CBSA3U CO CHMXKEHUEM SHEProTpaT U3-3a YMEHBIIEHUS aKTUBHOCTH IIPH yTpaTte
CIIOCOOHOCTH K  XOJb0e. [locne ycranoBnenus nuarHoza CMA Bcem mnamueHTam
PEKOMEH/IyeTCsl KOHTPOJIMPOBATh POCT U MAcCy Tela ¢ MEePHOJUYHOCTRIO HEe MeHee | pasa B 3-6
MeECSLEB y ACTed MIAJIIECrO BO3pacTa M €XEroOAHO y AETEH CTapliero BO3pacTa W yalle Io
IIOKA3aHUSIM.
. Pexomenayercst orieHka (yHKIMH jK€BaHUS | III0TaHus nanueHTy co CMA 5q
s uckiroueHus aucgaruu [20, 32].
YpoBenb yoeauTeabHOCTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB —4)
KommenTapun: OtnenbHOoe BHUMaHHE IPU OCMOTPE YAEISAETCS BO3MOXKHBIM HapyLICHHSIM
[JIOTaHUSl TPH KOPMJICHUH — CHW)KEHHIO M OTCYTCTBHIO TJIOTOYHOTO M HEOHOTO pedieKcos,
0c1a0JICHHOMY COCaHMIO y MAJIEHBKOTO peOeHKa, TPYJHOCTSIM C KEBAaHHEM M IMPOTJIaThIBAaHUEM
MUY, YBEINYCHHIO IJIMTEIBHOCTH €€ IIPUEMA, HATMYMIO KOHTPAKTYphl YEIFOCTHOIO CYCTaBa.
e Pexomenayercsi KIMHHUYECKAsl OIEHKAa JbIXxaHus mamueHTy co CMA 5q mis

VCKJIFOUCHUS HAJTMYHS IbIXaTeIbHBIX HapymeHuit [33].
YpoBeHb yoenuteabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 4)

KommenTapun: IlepuoanyHocTs NPOBENECHUS OLIEHKM M MOHUTOPUHIA ABIXATEIbHBIX
(GyHKUMH 3aBUCUT OT KJIMHHYECKOTO COCTOSIHHMS M CTENEHH IPOrpecCUpOBaHMs OOJIE3HU Yy
Kaxaoro OonpHOro. Yactora NpOBENEHUS OLEHKU COCTaBISIET B CpPeIHEM OJUH pa3 B 3-6
MmecsreB 'y HeTspkensix mnamueHToB co CMA Il mw CMA |ll. [eixatensHble  (QyHKIMA
OLICHMBAIOTCSl PEXE Yy MAallMeHTOB, CIOCOOHBIX K CaMOCTOSITEIbHOMY THEpPEABUKEHHUIO, B
CTaOMJIBHOM COCTOSTHMM, C OOJIbLIed YacTOTON y JexaluxX IalUueHTOB, C HeCTaOMJIbHBIM
TedeHueM 3aboneBanus. C yactoroil 1 pa3 B 3 Mecsla MOXKET IPOBOJUTCS OLIEHKA JBIXAHUS Y
NAIMEHTOB, MOJIYYalOMX WHBA3WBHYK BEHTWIALMIO JIETKUX. [l neTeil, Haxonsuuxcs Ha
HUBJI, xenatenbHo mpoBOoauTh oleHKy 1 pa3 B mecsau. I[lpu CMA |, ecnu pebGeHOk He
Haxonutcst Ha HUBJI, npixatenbHble HapylleHHs MOTYT HapacTaTh OY€Hb OBICTPO, U MHOIA
TpebyeTcs emre Oosiee yacTass MX olieHKa. OIlEHKa BKIJIIOYAeT ONpeeSieHHE LBEeTa KOXKHBIX
MOKPOBOB, 3 (EKTUBHOCTH OTKAILJIMBAHUS, YaCTOTHl JbIXaHHS, H3MEPEHHE OKPYKHOCTU
TPYAHOM KJIETKH, OINpeAeNieHue OSKCKYpCUU TpPYyAHOM KJIETKH, MPHU3HAKOB AMCPYHKIHUU
JBIXaTEIIbHOM ~ MYCKyJaTypel  (HIMYME  IapaJloKCalbHOIO  JbIXaHWs, HCIOJb30BaHUE
BCIIOMOTATeNbHON JBIXaTeIbHOW MYCKYIaTyphl).

. PexoMeHnayeTcss oCMOTp MO3BOHOYHMKA HanueHTy co CMA 5 /i MCKITIOYEeHUs
ckonmo3a u kugosa [34, 35].

YpoBeHb yoenuTeabHOCTH pekomMeHaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeNbCTB — 4)
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KommenTapuu: IIpu Bcex ¢dopmax CMA pa3BUBalOTCS CKeJIETHBIC aAeGOpMaIivi.
HckpuBieHue 1O3BOHOYHMKA, C IOHMKEHHBIM  MBIIIEYHBIM TOHYCOM, HENPEPHIBHO
IIPOrPECCUPYET Ha MPOTSIKEHUU BCEW KM3HM. Taxke y OONBIIMHCTBA MAaLMEHTOB Pa3BUBAETCS
K103 TPYAHOTO OT/IeN1a IO3BOHOYHUKA PA3HON CTENIEHHU BBIPAXKEHHOCTH.

o Pexomenayercss oneHka (YHKIMOHAJIBHOIO JBHMraTeIbHOIO CTaTyca IO PpeleBaHTHBIM
(GyHKIMOHATBHBIM IIKaJdaM M BPEMEHHBIM TecTaM nanueHty co CMA 5Q s onpenenenus
MCXO/HOTO CTaTyca MalueHTa, a TAaKKe JUIsI MOHUTOPUHIA IBUTATENBHBIX (DYHKIMHA U Ui
oteHKH 3(pPEeKTUBHOCTH IAaTOreHeTHYECKOU Tepamuu [36-39].

YpoBeHb yoenuteasHocTH pexoMenaanuii C (YpoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 4)

Kommentapum: [lkansr npusenens! B Ilpunoxenun I'l. XKenarenbHo, 4TOOBI OLEHKY
0 LIKaJaM MPOBOJMIN CePTU(UIIMPOBAHHBIE CIICLIUATUCTHI PErYJIAPHO KaXKAbIe MIECTh MECALEB
IPOBOJIUTH 00CJIEOBAHUSA, €CIM HET OCOOBIX OOCTOSTENBCTB, TPEOYIOIUX IPYro 4acTOThI
HaOmronenus. JluHamuueckoe oOciieoBaHue peOeHKa MO CIEHUANBHBIM IIKajdaM O0COOEHHO
BXHO TNpH oOlLeHKe 3(deKTuBHOCTH ToOdy4aeMoil TapreTHOW Tepamuu. llpum oTcyTcTBHH
CepTU(PHUIMPOBAHHOTO CHEMAIMCTA JKEIAaTeIbHO HAIIPABUTh NAllMEHTa B TOT LIEHTP, I TaKkue
CIEIIUAJINCTBHI €CTh.

o Pexomenayercsi OLEHUTH MOTpPEOJIEHWE U BBIBEIACHHE W3 OpraHM3Ma MHKPO3JIEMEHTOB,
ocoOeHHO Kanblus 1 BuTamuHa D, mammentam co CMA 5(¢ ¢ HapylmIeHUsIMA HYTPUTHBHOTO
craTyca Juisi KOHTPOJIS 32 COCTOSIHHEM KOCTHO# Tkanu [20].

YpoBeHnb yoenureabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

e Pexomenayercsi yCTaHOBJIEHHE TUIIA CIIMHAJIILHON MBILIEUYHON AMCTpOoPUM 5q HA OCHOBAaHUU
KJIMHUYECKOW KapTHHBI 3a00JIeBaHUS B COOTBETCTBUU C Kiaccu(UKaIel BceM MaleHTam ¢
MOJTBEPXKIECHHBIM (KIMHUYECKH W/WIM TEHETHMUYECKH) JUarHo30M Ui OIpe/eieHus
nporuo3a 3abonesanus [20].

YpoBeHnb yoenureabHocTH pekoMenanuii C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 5)

KommenTapuu: Tunst CMA 5q (CMA 1, CMA 2 u CMA 3) cMoTpeTh B pazjene

1.5 Knaccudukanus 3a60eBaHUs UM COCTOSTHUSA (TPYIIIBI 3200J1€BaHUI MM COCTOSTHUINA)

2.3 JlabopaTopHbIe TMATHOCTHYECKHE HCCIeT0BAHUSA

e PexoMeHayercsi MOJIEKYJSIDHO-TEHETHYECKOE HcceqoBaHue myTtamuii B reme SMN1
BCEM ManMeHTaM ¢ nopozpeHueM Ha CMA 5( ¢ 11e51bt0 BBISBICHMS JEIELUN YK30HOB 7 WM
7-8 1 MOJIEKYJISIPHO-TEHETHYECKOTO MOATBEPKACHUS qrarno3a [40].

YpoBeHb yoeauTeIbHOCTH peKoMeH1auuii B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 2)

KommenTapuu: «3070ThIM CTaHIAPTOM» MOJIEKYISIPHO-TEHETUYECKOTO HCCIIEeI0OBAHUS

npu CMA 5Q siBisieTcs KOJTUYECTBEHHbIN aHanu3 — aHaiu3 yncna kornuit reHoB SMN1 u SMN2.
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Hannoe wuccnenoBanue mnpoBoautrcs wmetomamu I[P B  peansbHOM BpemMeHU WM
konmdyectBeHHOro MLPA-ananu3a. JluarHo3 moATBEp)KAAeTCsl NpU OOHApY)KEHUH JAEeIHUU
9K30HOB 7 WK 7-8 B TOMO3UTOTHOM COCTOSIHUU (T.€. B 00EHX KOIUSAX TeHA).

e He pexomenayercs ucnosibzoBatrh [IIP-IIJ[P®-ananu3 u apyrue KaueCTBEHHbIE METOIbI
UCCIIeIOBaHMs Kak MeToja BbIOOpa mamueHTam ¢ nogospeHueM Ha CMA 5q ¢ menbio
MOJITBEPXKICHUS TuarHosa [41].

YpoBeHb yoenuTebHOCTH pekoMenanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEIbLCTB — 3)

o Pexomenayercsi BBINOJNHATH MOMCK TO4YeuHbIX MyTauui B reHe SMN1 meronmom mpsmMoro
ABTOMATHUYECKOT0 CeKBeHHpoBaHMsI Mo CoHrepy MalMeHTaM C BbBISBICHHOW Jenenuei B
TeTePO3UIOTHOM COCTOSIHUHM C LIEJIbI0 YCTAHOBIICHHS Auarnosa [42].

YpoBeHb yoenuTebHOCTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeIbLCTB — 2)

KommenTapuu: Hanuune nenenuu B TeTepO3UTOTHOM COCTOSHUHM OIpeesieTcs Kak

Hanmuuue onHoi kormuu reHa SMN1. OOHapyxeHre maToreHHoi MyTaluy BO BTOPOMl KOMHH reHa

SMN1 moarBepxkmaer quarno3 CMA.

o He pexomenayercs ycranosienue aquarfoza CMA 5( manueHTaMm ¢ OTCYTCTBUEM JI€TICIIUN
9Kk30HOB 7 win 7-8 rera SMN1 [20].

YpoBeHb yoenuTeabHoCTH pekoMeHaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTeIbCTB — 4)

Kommentapun: OtcyrcrBue aenenun 5k30H0B 7 win 7-8 rena SMN1 onpenensiercst kak

Hammune 2 u Oonee komui reHa SMN1 wmeromamu [ILP B peampHOM BpeMeHH WIH

konnuecTBeHHOro MLPA-ananmuza. B ciydae KpOBHOPOACTBEHHBIX OpakoB PEKOMEHIYeTCs

MPOBECTH TOWMCK To4yeuHbIX MyTanuii B reHe SMN1 meromom mnpsMOro aBTOMAaTHYECKOTO

cekBeHHpoBaHus 10 CaHrepy Jake B Cllydae OTCYTCTBHUS JEJICIIMU SK30HOB 7 wim 7-8 TeHa

SMN1.

o Pexomennyercsi onpenenenue yucna konuit rena SMN2 y mamueHTa ¢ MOATBEPKICHHBIM
reHeTnyeckuM auaraozoM CMA 5( st onpesiesieHns mporuo3a teueHus oonesnu [43].

YpoBeHb yoenuTeabHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEeIbLCTB — 5)

KommenTapuu: Heobxonumo momuuth, uto TUN CMA y KOHKPETHOTO MalMeHTa He

MOJKET OBITh YCTAHOBJICH MO uuciy konuil rena SMN2, on ompeznensercss TOIbKO KIMHHUYECKU.

Pexomennyercss yunthiBaTh unciao komuii reHa SMN2 mpu mporHo3e TeueHus 3aboseBaHws,

MOCKOJIbKY 3TO B&XHBIH  (aKTOp, ONPEHSISIONINN  TSHKECTh KIMHUYSCKOW KapTUHBL

PexoMenyeTcst oroBapuBaTh Mpy KOHCYJITHPOBAHUY MAIUEHTOB H MX CEMEH, YTO HECMOTPS Ha

CUWJIBHYIO CBsI3b KoNmdecTBa kKonuit SMN2 ¢ mporao3omM, MMErOTCS HCKITIOUEHUSI.

o Pexomenayercsi MOJEKyIsIpHO-TEHETUYECKOE UcCcleoBaHue MyTtanuii B reHe SMNI1

pPOOUTECIIAM naluecHTa C IFCHCTHUYCCKUM MOATBCPKACHUCM HaJIn4usAa CMA 5q
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konuyecTBeHHbIMU MeTonamu (I[P B peampHOoM Bpemenu wunu MLPA-anamuszom) s
MIPOrHO3a JeTopoxacHus [44].

YpoBeHb YoenUTEeILHOCTH PeKOMeH1aluii A (YPOBEeHb 10CTOBEPHOCTH 0KA3aTeIbCTB — 1)

KommenTapuu: MonekynspHO-TeHETHYECKOEe HccienoBanre Mytanuii B reHe SMN1

TaK)Ke MOKAa3aHO POJUTENSIM yMEpIIero pedeHKa ¢ MpeanosioKUTeNbHbIM auarHozoM CMA u

OTCYTCTBUEM ero Oumojormueckoro martepuana mis JIHK-numarnoctuku, B MOBTOPHBIX Opakax

poautenell OONBHBIX JAETEH — WX HOBBIM CymnpyraMm (€cid IUIaHUPYeTCs JAETOPOXKACHUE),

cympyram B3pocibeix manueHtoB ¢ CMA mnpu IUIaHUPOBAaHMU JETOPOXKACHUS, OIM3KUM
pPOJICTBEHHUKaM (CHOCHI TAIMEHTOB M CHOCBHI POAMTENECH MAalKWHTOB) MAJII NPOrHO3a UX

[IOTOMCTBA; JJOHOpPAM CIEPMbl U SHLEKIETOK MPU SKCTPAKOPIIOPAJIBLHOM OIOJIOAOTBOPEHUH.

MonexynsipHO-TeHeTHYecKoe uccienoBanue myrauuii B reie SMN1, xak u npu psge apyrux

YaCThIX ayTOCOMHO-PELIECCUBHBIX 00JIe3HEH, peKOMEHAYETCs IPU IJIaHUPOBAaHUHN OEPEMEHHOCTH

B KPOBHOPOJICTBEHHBIX Opakax. Heo6xoaumo nHbopMupoBaTh poauTenei neTeil ¢ MOIeKyIspHO

BepU(UIIUPOBAHHBIM JUATHO30M), a TaKXKE Maphl, B KOTOPBIX KaKIbIH U3 MApTHEPOB SIBISAETCS

MOJTBEPKICHHBIM T'€TEPO3UTOTHBIM HOCHUTENeM Jenenun 7 wim 7-8 sk3oHoB reHa SMNI1, o

BO3MOXKHOCTH MPOBEICHHUS MpeHaTaIbHOU (BO BpeMs OepeMeHHOCTH) W

MPEeIMMIUIAHTAlMOHHON (C HCHOJIB30BaHUEM JKCTpakopriopaibHoro orutofgorBopenus) JIHK-

nuarHocTuku (cM. paszaen Ipopuiakruka).

e He pexomenayercs uckiroyats auarno3 CMA y NManueHToOB ¢ HETUIMMYHON KIMHUYECKOU
kaptuHoi CMA 50 Ha OCHOBAaHMM yYMEPEHHO MOBBIIIEHHOW AKTUBHOCTU KpPEaTHHKHUHA3BI

[45].

YpoBeHb yoenuTeabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 3)

KommenTapun: VYpoBeHb kpeaTnHuHa3bl (kpeatudocpokunaza, KDK) oObraHO

HOPMAJIEH WJIM IOBBIIIEH HE3HAYUTEIBbHO, TEM HE MEHEE OINCaHbl €IMHUYHBIE CIy4daW C

BbICOKMM (B 10 pa3) moBbIlIeHUEM YPOBHS aKTUBHOCTH epMeHTa. Takum 00pa3oM, MOBBILICHHE

ypOBHsI pepMeHTa HE 00s13aTeNIbHO UCKITI0UaeT quario3 CMA.

e PexoMeHnayercs manyeHTaM ¢ yCTaHOBJIEHHBIM auarHo3oM CMA 50, ocoOeHHO manueHTam
co CMA |, uccnenoBanue KHCIOTHO-OCHOBHOTO COCTOSIHHSI M Ta30B KPOBH IS OIICHKU
CTETIEHU KOMIIEHCAIIMH JbIXaTeNbHbIX HapYyIIEHUH U ONpEeIeHNs TaKTUKU pecriupaTopHOn
noiiepkku [46].

YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEeNbCTB — 4)

KommenTapuu: I3MeHeHns B KUCIOTHO-OCHOBHOM PaBHOBECHH BO3HMKAIOT Ha JAJIEKO
3alIeAIIUX CTaAMusIX JAbIXaTeIbHOW HEAOCTaTOYHOCTH. JKenarenpHO Ui CBOEBPEMEHHOM

JAUarHOCTHUKH HCIIOJb30BATh Ooiee I/IH(I)OpMaTI/IBHBIC HHCTPYMCHTAJIbHBIC METO/AbI HCCIICAOBAHUA
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(kamHOMETpPHIO | JIp. - CM. HWKeE). JIeKOMIeH calHs IbIXaTe/IbHbIX HAPYIICHUH KOHCTATHPYETCS

MIpU HAIMYWU TUIIEPKAITHUU U allu103a.

e Pexomenayercsi BceM NalMeHTaM C YCTaHOBJIEHHbIM nuarHozoM CMA 5(Q onpenenenue
COZIEpIKaHMUS TITFOKO3bI B KPOBH ISl HCKITFOUEHHS TUIOrTuKeMuu [47].

YpoBenb yoeauTeabHOCTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB — 4)

KomMMeHTapuu: npy HalUyuyu OpU3HAKOB KETOALU03a TOMOJHUTEIBHO IT0KAa3aHO ONpeeICHUE

KETOHOBBIX TEJ.

e Pexomenayercs uccienoanue ypoBHs 25-OH Butamuna /[ B KpoBH BCceM NAllUEHTaM C
yCTaHOBJIEHHBIM AuarHozoM CMA 5( a5si HCKIIIOYEHHS BO3MOXHBIX HapyIIEHUH ero ooMeHa
u nocneayorien koppekiuu [20].

YpoBeHb yoenuTeabHOCTH pexkoMeHaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEIbCTB — 5)

KoMMeHTapuu: cyiiecTByeT KOHCEHCYC MO TOBOJY HEOOXOIMMOCTH TPOBEACHHUS JTaHHOTO

MCCJIEIOBaHMsI 110 MEeHbILEH Mepe 1 pa3 B roa.

2.4 NHCTpYMeHTAJIbHbIE THATHOCTHYECKHE MCCAEI0BAHUA

2.4.1 MucTpyMeHTAJLHBIEC Mccaea10Banus 1 amarnoctuku CMA 50

o Pexomenayercs anekTpomuorpadust  uroibyaras u aNeKTpoHepomuorpadus
CTUMYJISIIUOHHAS (OJHOBPEMEHHO) MallMeHTaM C Pa3BUTUEM CHMIITOMOB IPOKCHUMAaJIbHOM
MBIIIEYHON CIIA0OCTH, C OTCYTCTBHEM HIIM CHHIKCHHUEM CYXOXXKWIBHBIX pediekcoB mocie 18
MecsneB (xapakrepuo gt CMA |ll), a Taxke mpu Oojiee paHHEM pa3BUTHH ITHX
CHUMIITOMOB, HO 0€3 THUNUYHBIX KiIMHWYeckux mnpossieHnidt CMA | u |l tunma C uensio
yCTaHOBJIEHHs uarno3a [48, 49].

YpoBenb yoenuteabHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — 4)

Kommentapum: Ilpu oOcnenoBanum nanueHToB co CMA JOMKHBI NPUMEHSATHCS
urosibyartas snekrpomuorpagpus (OMI') u ctumynsauonHas snexTponeripomuorpadus (GHMI).

CrumynsaunonHas OHMIT mo3BosissieT OLIEHUTh OTBET MOTOHEHPOHOB CIIMHHOTO MO3ra Ipu

uccienoBanuu F-BonH. Ilpu crtumynsmumonnon DHMIT ompenensitorcst msmeHeHus: F-BouH:

NOSBJICHHE TMTAaHTCKUX F-BOJIH, MapHBIX U MOBTOPHBIX F-BOJH, MM pacchlIaHHBIX F-BOJH MM

ux orcyrctBue (610ku F-BosiH). CKOpOCTH NMPOBEAEHUS UMITYJIbCa U aMIUIUTYbl M-0TBETOB 1O

nepudepruyeckuM JBUTaTEIbHBIM BOJIOKHaM MOTYT ObITh KaKk HOPMAaJbHBIMHM, TaK U HEMHOTO

CHIDKEHHBIMHU 34 CYET BTOPMYHBIX AKCOHANBHBIX M3MeHeHuil. Mrompuatas OMI' mo3Bomiser

MCCJIE0BATh KOHKPETHYIO MBIIIIY M ONpPEAEIUTh CTENEHb JEHEPBALMOHHON akTUBHOCTH. [Ipn

uronpyatoit OMI' xapakTepHO: yBEIMYEHHE aMIUIUTYAbl HHTEPPEPEHIIMOHHON KpUBOIA,

pa3peKeHHOCTb  MHTEPPEPEHUIMOHHONM  KPUBOW, TOSIBIEHHS  Pa3IMYHBIX IOTEHIUAJIOB

CIIOHTAHHOM aKTHBHOCTH, CKJIA/IBIBAIOIINXCS B TAK Ha3BIBAEMBIN «PUTM YacTOKoIay» [49].
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e PexomMeHayeTcsi MarHUTHO-PE30HAHCHAs TOMOTpadusi MBIIIEYHOW CHCTEMbI MAIlMEHTaM C
MPOKCHMAJIbHOM MBINICYHOW THIIOTOHHEW W MBIIICYHON CIAa00CThI0, HE HMMEIOIINM
TeHETUYECKOTO MOATBEPKACHUS JMarHo3a, C Uenbio TuddepeHInaTbHON AHArHOCTUKH
CMA 5Q u npyrux HepBHO-MBIIIEUHBIX 3a00aeBanmii [50].

YpoBeHb yoeIuTeIbHOCTH PeKOMeH1auuii A (YPOBeHb J0CTOBEPHOCTH 10KA3aTeILCTB — 2)

KommenTapuu: MPT wMblIn BbISBISET KUPOBOE 3aMEIIEHHUE MBIIIEYHON TKaHMU.

Busyanusupyercss XapakTepHbIl MaTTEpH MOPAXKEHUS — TUNEPTPOPUs U OTHOCHUTEIbHAsS

coxpanHocts M. adductor longus (IUTMHHO# TOJIOBKH aIyKTOpPa), KOTOPBIH SBISIETCS JOBOJBHO

CHenUUYHBIM Il CIHMHAIBHOW MbImedHoH aTtpoduu. OnHako crnenuduyueckuii maTTepH

MOpa)KEeHUs TPOSIBIIICTCS] HA MO3/IHEH cTaguu 3a00JIeBaHMsI, B cCaMOM Hayaje 3a00JieBaHUS U Y

MaJICHbKHUX JI€TEH BBIIBUTH €r0 IOBOJIBHO TPYIHO.

o Pexomenayercsi OHUONCHS MBIIIIBl MAMEHTY C AaTUIHYHBIM BapHaHTOM CIUHAJIBHOMN
MbIIIeyHOU aTpodum, ecnu auarHo3 CMA 50 HE MOITBEPkAEH TEHETHYECKH, C IEINBI0
muddepentmansaoro auaroza CMA 5Q u Apyrux HEPBHO-MBIIICUHBIX 3a0oseBanuii [51].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTeIbCTB — 4)

o PexoMeHayercsi MaTolOr0aHATOMUYECKOE HUCCIIEOBAHHE OUMOICUMHOTO (OMEepalliOHHOIO)
Marepuajga MBIIICYHOW TKAaHU C TPUMEHEHHMEM HWMMYHOTHCTOXHMUYECKUX METOJIOB
MAIUEHTY ¢ aTHIHYHBIM BapHAHTOM CITMHAIBHON MBINICYHOU aTpoduu, eciim auario3 CMA
50 He OATBEPKIEH T€HETUYECKH, C LENbI0 quddepeHraIpHoro auarunosa [51].

YpoBeHb yoenuTeabHocTH pexoMeHaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEJIbCTB — 4)

KommenTapuu: Ilpu mopdonornueckoM uccieoBaHuM OMoNTaTa MBIIII Y MAIlUEHTOB

CO CNHHAJIbHOW MBIIIEYHONW aTpoduell BBIABISIOTCS Hecneuu(uueckue MPU3HAKU IyYKOBOMH

aTpouu ¥ TPYNIHPOBKHA MBIIIECYHBIX BOJIOKOH. BONBIIMHCTBO YBEIMYEHHBIX MBIIICYHBIX

BOJIOKOH OTHOCATCS K | Tumy. Bce MMMyHOTHCTOXMMUYECKHE MapKepbl OyAyT HOpPMaIbHBIMU.

YapTpacTpyKTypHBIE U3MEHEHHUS TaKke OyAyT HecliennPUIeCKUMU

2.4.2 HNHCTpYMeHTAJIbHbIE HCCJEI0BAHUS I AMATHOCTHKH KapAHO0JOrHYECKHX

ocjgoxxuenniit CMA 50

o Pexomenpayercs perucrpanus siekrpokapauorpammsl (OKI') Bcem manuentam co CMA 5q ¢
yacToTod 1 pa3 B roji, a Takke nepej onepaTUBHBIM OPTONEANYECKUM BMEIIATEIbCTBOM JIS
UCKJIIOYCHUS HApyIIeHU# putMma cepana [52].

YpoBeHb yoenuTeJIbHOCTH peKoMeH1anuii B (ypoBeHb 10CTOBEPHOCTH I0KA3aTEIbCTB — 3)

Kommentapun: ¥V nanuentoB ¢ CMA | Tuna npeBanupyroT BpOKIACHHbIE CTPYKTYPHBIE

HapyleHus (aedeKTbl Neperoposiok, AePeKThl BBIHOCSAIIMX TPAKTOB). Y MAalMEHTOB C MEHee

TsoxenbiMu popmamu CMA npeBanupyroT NpuoOpeTEHHbIE HApYIIEHUs pUTMa, HanboJjiee 4yacTo
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— HapylleHus MHUIHauuu putMma. [Ipu mosBieHun xanod UM KIMHUYECKOW CHMIITOMATHUKH
MNOPAXEHUSI CEplIeYHO-COCYAUCTON CHUCTEMBl BONPOC KPAaTHOCTH HAOJIOJIEHUHN peliaercs
WHJUBUIYAJIbHO Y KQXI0T0 MaliueHTa.

e Pexomenayercsi s>xokapauorpadus (OXO-KI') mamueHTy ¢ yCTaHOBICHHBIM JHArHO30M
CMA 50 He pexe 1 pa3za B Toj g HMCKIOYCHHUS WIM OIEHKH CTEINCHH TSDKECTH U
MOHHUTOPHUHTA BPOKJICHHOM WM PUOOPEeTEHHON maTonoruu cepaua [53].

YpoBenb yoeauTeabHOCTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB — 4)

KommenTapuu: BpokieHHble MOpPOKM cepiaiia wHorda Berpedatrorcs npu CMA .

Kapnunomuonarus vare HaOJII0aeTcsl y MalMEHTOB CO CIIMHAILHOW MBIIIEUYHOU aTpodueid 1 u 2

TAMOB M TPOTEKAeT MO THUMY AWIATAlMOHHOW. B TskenbIx ciaydasx MOXET pa3BUBATHCA

KJIacCHYecKass KapTHHA JIETOYHOW THUNEPTeH3UM (OABIINIKA, I[MaHO3, TeMOJWHAMUYECKUE

HapyIICHUs BIUIOTh JI0 OTEKa JIETKMX M3-3a CIABJICHHs PACIIUPEHHBIMHU IMPaBbIMU OTIEIIaMU

JIEBOTO JKEJIyJOYKa U CHIIKEHHUS SBAKyaTOPHOM CIIOCOOHOCTU JeBOro >kenymouka). IXO-KI

TaK)Ke PEKOMEHJIOBaHA IallMeHTaM C MeHee TsukenbiMu (opmamu CMA 5(Q mnpu Hanuyuu

KIIMHUYECKUX CUMIITOMOB, a Takxe BceM manueHntaM CMA 5q B kadecTBe 00clieJoBaHUs TIEepe

XUPYPTrU4€CKUM BMEIIATEIbCTBOM.

2.4.3 NUHCTpYMEHTAJIbHBIE MCCJIeT0BAHUSA A8 AHATHOCTHKH ocJokHeHuii CMA 50

CO CTOPOHBI ONIOPHO-ABUIATEJIbLHOI CHCTEMBbI

o PexoMeHnayercsi peHTT€HOICHCUTOMETPHS (IOSCHUYHOTO OT/IENa MIO3BOHOYHKKA MAIUCHTY
¢ nuarHozoM CMA 5q crapuie 6 et ¢ 4acToToi 1 pa3 B oA A UCKIIOUEHHs OCTEONOopo3a.
Taxxke pexoMeHAyeTCs TPOBEIEHHWE OTOr0  HCCIEAOBAaHUS TpPH  TOATOTOBKE K
OPTOMNEIMYECKOMY XHUPYPTUUYECKOMY BMEIIATENbCTBY [54].

YpoBeHb yoenuTeabHocTH pekoMeHaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEIbCTB — 4)

Kommentapumn: [Ipu oGHapyeHUH OCTEONopo3a B MOSCHUYHOM OT/AEJIe MO3BOHOUHUKA

NoKa3aHa PeHTreHOIeHCUTOMETpHs Beero Tena. /s mamuenTtoB co CMA XxapakTepHa BBICOKas

4acToTa TEPeIOMOB M OCTEONeHWH. JlaHHBIE PHUCKM OOYCIIOBIEHBI HE TOJBKO MBIIICYHON

C1abOCTbI0 M HM3KON TOJBMKHOCTHIO TMAaIlMEHTOB, HO W TeM, uro TeH SMN wurpaer

OTpeIeTICHHYIO POJIb B METa00IM3Me KOCTHOM TKaHu [54].

o Pexomennyercs peHTreHorpadus MO3BOHOYHUKA, CIICIIHATBHBIC UCCICIOBAHUS U MIPOCKIINN
¢ u3mepenueM yria Ko66a nauuenty co CMA 5 ¢ HapylIeHueM OCaHKU U/UIU BUJIUMBIMH
nedopMausIMU TPYIHON KIETKM W TO3BOHOYHHMKA [IJIsl MCKIIOYEHHUs KU(POCKOIMOo3a U
OTIpeJIeJICHUS TabHEHIIIeH OPTOTIeINIEeCKOI TAKTUKY BeICHUs manueHTa [55].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeIbLCTB — 4)

21



KommenTapuu: PentreHorpamMmma mo3BoHOYHHUKA (IIIEHHOTO, TPYAHOTO U MOSCHHYHOTO
OTJICJIOB TIO3BOHOYHHMKA C 3aXBaTOM Ta3a M Ta300€qPEHHBIX CYCTaBOB) BBIMOJIHSIETCS B
nepeaHe3aqHeil 1 00KoBOW mpoekmusax. MccnemoBanue MPOBOIUTCS B HaWOoJiee BO3MOKHOM
BEPTUKAJIIBHOM IIOJIOKEHUM MAllMeHTa, NPUHMMAEMOM HE3aBHCUMO OT BCIOMOIaTEIbHBIX
YCTPOUCTB (T.€. CHJASl Y JETeH, KOTOphIe MOTYT CHJIETh caMocTosTenbHO, cros mpu CMA III,
Jexa y JIeKauyuxX TAlMEHTOB) JUIsl ONpENEiICHUsT M KOJIMYECTBEHHOW OLIEHKH CTEeINeHU
nedopManui TIO3BOHOYHHMKA Kak BO (DPOHTAIbHOW, TaK W B CArUTTAIBHON IUIOCKOCTSIX.
Pentrenorpamma Ta300eApeHHBIX CYCTaBOB HEOOXOAMMa NpH KIMHUYECKOW MaHH(ecTaluu
MPU3HAKOB, TaK Kak y manueHToB ¢ CMA pacnpocTpaHeHa HeCTaOMIBHOCTH Ta300eIPeHHOIO
cycraBa [53]. Pentrenorpadus nmo3sonounuka rnposoautcs namuentam co CMA I u CMA 1I co
ckonmno3zoM >20° (peHTreHorpadusi MO3BOHOUYHUKA B MPSMOM MPOEKIUU B MOJOKCHUH CUAS U
nexa) 1 pa3 B 6 Mec., U 3aTeM €KEroJHO IMOCJe MOJHOTO Pa3BUTHs CKeJeTa JJIsi KOHTPOJs 3a
JTUHAMUKOW KH(OCKOIMO3a M OINpPEICICHHs NalbHEUIeH OpPTOMEANYECKOM TAKTHUKU BEICHUS
nanuenta. [lpu OTHenbHBIX TMOKa3aHUAX (MOSBICHUE HOBBIX KIMHUYECKUX MPOSBICHUN
MaTOJIOTUU M WX OTpULIaTelbHas IWHAMHUKA) HCCIeloBaHuEe MpoBoauTcs damie. [Ipu stom
yacToTa OCMOTPOB JOJKHA OBITh  ompezeNeHa MPOQMIbHBIM  CIEHHATUCTOM WU
MYJIbTHAUCIUTUIMHAPHBIM KOHCUITUYMOM.

2.4.4 UHCcTpYMEHTAJbHBIE MCCJIeI0OBAHUSA A8 AHATHOCTHKH ocjaokHeHuii CMA 50

CO CTOPOHBI JIbIXaTEJbHOI CHCTEMBbI

o PexoMenayercs mpuienbHas peHTreHOrpadus OpraHoB IpyIHOM KJIETKHM BCEM MalleHTaM
co CMA 5q kak MUHUMYM pa3 B 2 Toja /i UCKiItoueHus atenektazon [30].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (YpoBeHb 1I0CTOBEPHOCTH /I0KA3aTEIbCTB — 5)

. PexoMeHnayercsi mpoBeleHHe KanmHOMeTpuu narnueHtam co CMA | tuma s

OIPE/ICIICHUs] HATMYMS U OLICHKH TMIOBEHTHISIUH [56].

YpoBeHb yoenuteabHOCTH pekoMenaanuii C (YpoBeHb 1I0CTOBEPHOCTH /I0KA3aTEIbCTB — 5)

KomMmenTapum: 1 J1exaynx ManyeHToB 3TO 00Cie0BaHUE JODKHO MPOBOAMTHCS |
pa3 B 3 Mecs1a, I MEHEE TSKEIIBIX MAUEHTOB — PEXKE.

e Pexomenayercsi UpeCKOKHbBIII MOHUTOPUHT MapLUaIbHOIO JABICHHSI KUCIOPOJa BO BpeMs
HOYHOTO CHa B CTallMOHApPHBIX ycioBusX mauumeHTam co CMA 5q | tuma, a Tak xe y
naneHToB co CMA |l Tuna npu MUHMMAaJIbHBIX TOJO3PEHMSIX JUISl BBISBICHHS HOYHOU
THITOBEHTHJISIIIUU ¥ OOCTPYKTHBHOTO armHOd CHA [56].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTEIbCTB — 5)

KommenTapun: lcnons3oBaHue OKCUMETPUM B KadecTBE EIUHCTBEHHOro  crocoba

MOHUTOPHHTA HOYHOM THIIOBEHTUJISILIUN CUMTAECTCS JAOIMYCTUMBIM, KOTJa HET BO3MOXHOCTU
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BBITIOJIHATH KamHorpaduio. B HopMe mokazarenu carypamnuu Haxoastcs B mpenenax 95-100%.

[Tpu SpO2 mmxe 90% HEOOXOOUMO MPHUHATH HEOTNIOXKHBIE Mephl. Caryparus mexay 94-90%

cuuraercss mnorpaHu4yHoi. [lanmeHTamM ¢ TUNOBEHTWIALMEH pPEKOMEHJOBAHO HMETh JlOMa

MyJILCOKCUMETP.

o Pexomennyercs uccieoBaHHE HECTIPOBOLIMPOBAHHBIX JbIXaTEIbHBIX OOBEMOB U MOTOKOB
nauuentam co CMA 5( crapiue 5 et st onpeneneHus CTENEHU TSHKECTH JbIXaTelbHbIX
HapyUICHUH U BHIOOpA BU/IA PECIIMPATOPHOM MOAICPKKHU [56].

YpoBenb yoeauTeabHOCTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTEIbCTB — D)

KommenTapuu: PexkoMeHayeTcsi BBINOJIHATH HCCIEAOBAHHWE HECIPOBOIIMPOBAHHBIX

JIBIXaTeIbHBIX 00bEMOB M MOTOKOB ManueHTam co CMA crapuie 5 e, CnocOOHBIM BBITTOJTHHUTH

JnaHHoe uccienoBanue, 1 pa3 B 6 mecsaues 11 CMA |l tuna u 1 pa3 B 12 mecsanes migs CMA |

tuna. CaMplii Jydmuii ¥ TOPOCTOM mapameTp [UIsl OTCICKHUBAHUS CHUIIBI  JIbIXaTEIbHON

MyCKynaTypsl y neTeil-manueHToB co CMA (CrocOOHBIX BBIMOJIHUTH HMCCIEAOBAHUE) - ATO

dopcupoBannas xu3HeHHas eMKocTh jerkux (OXKEJI). [Mauuentst co cumxenuem OXEJL ot

20% no 50% OT AOMKHOTO TOABEPKEHBI IMOBBIIIEHHOMY PHUCKY JIETOYHBIX OCJIOKHEHUM, a

narueHTsl ¢ OXKEJI <20% — eme Oonee Boicokomy pucky. g namuentoB ¢ OXEJI >60%

XapaKTepeH HU3KUM pUCK HOYHON TunoBeHTWIAUMU. VccienoBanue BiIusHUA (DyHKUIUU

JBIXaTEeJIbHOM MYCKyJaTypbl, B TOM YHCJIE€ Ha MaKCHUMaJbHOE JaBJICHHWE BJOXa, Ha3aJbHOE

peCcnMpaToOpHOE JAABJIEHUE WIM MaKCUMalbHOE JaBJIEHHWE BbIJ0XA, HE JAeT JOCTaTOYHOM WiIn

nonoaHuTenbHol nHdopmaruu npu cpaBaeHnn ¢ GIXKEJI y nanuentos co CMA.

. Pexomenayercsi KapIMOpECHUPATOPHBII MOHHTOPUHT  (JUCTAaHIIMOHHOE

HaOJIOJIeHue 3a TOKAa3aTeNsIMM YacTOThl CEpACUHBIX COKpAallleHUH U JAUCTaHLMOHHOE

HaOmo/leHne 3a (QYHKIMOHAJIbHBIMU HApYHUICHUSIMU I[IOKa3aTejedl BHEIIHEro JbIXaHWs) B

ctarioHape BceM mnanueHtam co CMA | u manuentam co CMA |l crapiie 5 neT co cHIKeHHEeM

dopcupoBanHoro Bbioxa Ha 45% wu Oomee 1 pa3 B 6 wMecsueB JUisi KOHTPOJSL Haf

IPOTPECCUPOBAHUEM JIBIXATENIbHBIX HapyIIeHHi [57].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 5)

KommenTapuu: Ha koHen 2019 roga wuccrienoBaHuWe IOCTYIHO JJis MAalUEHTOB,

HAaXOJSIIUXCS B CHCHHAIU3UPOBAHHBIX 1O  HEPBHO-MBIIICUYHBIM  3a00JIEBAHUSM

HEBPOJIOTHYECKUX oTAeneHUsX. KoHeuyHo, jkenaTeNbHO BHEAPEHUE ATOr0 METoJla U B JIPYIHX

HEBPOJIOTUYECKUX OTIENECHUSX, U B IMOMOIIb, Ha JaoMy. lIpu HEBO3MOXHOCTH MPOBEIEHUS

KapIMOpECIUPATOPHOTO MOHUTOPHHIA, MOKHO BOCIIOJIB30BaThcs Oosiee MPOCTHIM, HO MEHee

CHCI_II/I(I)I/I‘-IHBIM METOJIOM HOYHOM MyJIbCOKCUMCTpPUH.
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e PekomeHnnmyercs mpoBeneHue nonucoMHorpadum marmuentam co CMA 5Q, ecnu ecTh
MOAO03PEHUE HAa HAIMYMWE TUIMOBEHTWISILIMM Il YTOUHEHMSI €€ XapakTepa U HUCKIIOUYECHUS
COHHBIX anHo? [57].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTEIbLCTB — D)

KommenTapun: Ilanuentst co CMA mnoaBepXeHbl HApYUIEHUIO AbIXaHHS BO CHE,

HamboJee 9acTO - THIMOBEHTWISAIMHM H3-32 YMEHBIICHHS IbIXaTeILHOTO 00beMa, HapyIICHUs

paboThl auadparmMel, CHIKCHHUS (DYHKIUKM MEXpPEOCPHBIX W BCIOMOTATEIbHBIX MBI Takxke

OTMEYaeTcsl OOCTPYKTHBHBIM CHHAPOM H3-32 CJIA0OCTH MBI TOPTaHU M  TJIOTKH,

00yCIIOBIMBAIOIINNA MTPEIPACTIONOKEHHOCT K KOJUIATCY JbIXaTeNbHbIX MyTEH.

2.5 nble AMATHOCTHYECKHE MCCAe0BAHNS

Koncynbranmm cnenualucToB MOTYT OKAa3bIBaThCS MAlMEHTaM HA pPa3HbIX ATanax

OKa3aHUs MEAUIIMHCKOW MOMOIIH, B TOM YHUCJIE B IEPUOJ] TUATHOCTUKU 3a00JICBAHUSI.

o Pexomennyercs mnpueM (OCMOTP U KOHCYNIbTAlMsI) Bpaya-HEBPOJIOra MEPBHYHBIM BCeM
marreHTam ¢ nojao3peHreM Ha Hanmnurne CMA 5( ¢ 1ienbro moarBepaeHus quarnosa [20].

YpoBeHb yoenuTebHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeILCTB — 5)

KommenTapuu: Eciiu Bpau-HEBpOJIOT OATBEPKIAET BEPOSTHOCTh HATMUUs OOJIE3HU, OH

JIOJI’KEH HaIlpaBUTh peOeHKA Ha TeHETHYECKOe 00CleJOBaHNUE.

e Pexomenayercst npueM (OCMOTp M KOHCYJbTallMs) Bpaya-HEBPOJIOTa MOBTOPHBIM BceM
nagueHTaM ¢ nojpo3peHueM Ha Hanmmune CMA  5(Q, nOpomenmuM JONOJHUTENbHbIE
oOcienoBaHuss (B TOM 4YHCIIE TEHETHYECKYIO TUArHOCTHKY) C IIeNbI0 TMOATBEPKIACHUS
nauaraosa [20].

YpoBenb yoenuTeabHOCTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTEIbLCTB — 5)

e Pexomenayercst mpuemM (OCMOTp U KOHCYJIbTAIUs) Bpaya-reHEeTHKA IMEPBUYHBIN MaIlieHTaM
¢ nogo3penueM Ha Hammune CMA 5(Q, ecii OHM HAampaBlIeHbl HA KOHCYJIbTALlMIO BPayOM-
MeTHaTPOM HJIH BPaYOM-HEBPOJIOTOM C IIEJbI0 MOATBEpKAeHHs Ararno3a [20].

YpoBenb yoenuTeabHOCTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTEIbLCTB — 5)

KommenTapum: IlepBbiM crenpanucToM, K KOTOPOMY Bpad-lieauaTp HANpaBUT

MalKeHTa, MOXKET 0Ka3aThCs HE Bpauy-HEBPOJIOT, @ UMEHHO Bpay-T€HETHUK.

e Pexomenayercssi nmnpueM (KOHCyJIbTallMsl) Bpada-TpaBMAaToJIOra-opToneaa MNEepBUYHbBIN
MAlMEHTY C TOATBEPXKIECHHbIM auarHo3omMm CMA 5Q s OIEHKM Haduyus CKEJIETHBIX
nedopmaruii, GYHKIHOHATBHBIX BO3MOXKHOCTEH peOeHKa, HEoOXOAMMOCTH U o0bema
opte3upoBanus [20].

YpoBeHb yoenuTelbHOCTH pekoMeHaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEeIbCTB — 5)
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KommenTapuu: OcMOTp cHenuanncTa BKIIOYAET OICHKY 00bEMa JABMKEHUU B
CycTaBaX M HaJIU4Ms HWCKPUBIICHUM MO3BOHOUHMKA, a TaKXK€ OIEHKY MBIIICYHOW CHIIBI U
(YHKIIMOHATBHBIX BO3MOXKHOCTEH MO KaXKJI0M KOHEYHOCTH W CYCTaBy. PemaroTcsi BOTPOCHI
HEO0OXOIUMOTO OPTE3UPOBAHMUSL.

o Pexomenayercsi nmnpuem (KOHCYNIbTalusi) Bpaya-TPAaBMAaTOJIOTa-OpTONeNa MOBTOPHBIN
MAUEHTy C MOATBEPKIACHHBbIM auarHosoM CMA 50 a1 OLEHKM INpOrpeccHpOBaHMUS
CKEJICTHBIX JiepopMannii, BbIOOpa TEXHOJOTUI OPTE3UPOBAHUS U IMOCTYPAIHHOIO KOHTPOJIS,
a TaKKe I pEelIeHUs BOIpOca O IOKA3aHUAX K XUPYPrHUYECKOMY OPTONEINYECKOMY
neuenwuio [20].

YpoBeHb yoenuteasHocTu pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 5)

e Pexomenayercsi npueMm (OCMOTp M KOHCYJbTAalMsl) Bpada-NyJbMOHOJIOra IEPBUYHBIN
MAUEeHTy ¢ MOATBEPXKACHHBIM nuarnozoM CMA 5( ¢ uenpio oOHapy:KeHUS AbIXaTeIbHBIX
HApYIICHUH U ONpPeICICHHs] TAKTUKHA PECIIUPATOPHOM mOIepxKH [57].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (YpoBeHb I0CTOBEPHOCTH /I0KA3aTEJIbCTB — 5)

KommenTapuu:  Bpau-nmyabMOHONOr  OOpeleNsieT,  HYXHbl  JIM  IalUEHTY

JOTIOTHUTEIbHBIE 00CTeoBaHus W KaKhMe KMMEHHO (aHalu3 Tra30BOr0 COCTaBa KpOBH,

peHTreHorpadus rpyaHON KIETKU, KapAUOPECIUPATOPHBII MOHUTOPUHT, CTUPOMETPHS)

e Pexomenayercsi npueMm (OCMOTp M KOHCYJIbTallMsl) Bpaya-IyJIbMOHOJIOIa IIOBTOPHBIN
MAUEHTy ¢ MOATBEPKACHHbIM auarHozoM CMA 5( ¢ uenpio oOHapy:KE€HHUs JbIXaTelbHbIX
HapYIICHUH U ONpe/IeIeH s JabHEHIIEH TaAKTHKHA PECTIUPATOPHOM Mo IepKH [57].

YpoBeHb yoenuTeabHocTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH JI0KA3aTEIbCTB — 5)

e Pexomenayercsi mpuem (OCMOTp, KOHCYJbTAllMsl) Bpada-racTpO3HTEPOJIOra IEPBUYHBIN
nanuenty co CMA 5( npu HaIMYMK COOTBETCTBYIOMIUX KanoO (cMm. pasaen JKamnoOwr) mms
Ha3Ha4YeHUs 00ce0BaHus U JeueHus [57].

YpoBeHb yoenuTeabHocTH pexoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH JI0KA3aTEIbCTB — 5)

e Pexomenayercsi npuem (OCMOTp, KOHCYJbTallusl) Bpaya-racTPO’HTEPOJIOTa MOBTOPHBIN
nanuenty co CMA 5( npu HaIMYMK COOTBETCTBYIOMIUX KanoO (cMm. pasaen JKamnoOwr) mms
JMArHO3a OCJIOKHEHUI U onpezaeneHus 3G (HeKTUBHOCTH JedeHus [57].

YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 5)

o Pexomennyercs npuem (OCMOTp, KOHCYJIbTAllMs) Bpaya-IueToJIora MEPBUYHbIN MAUEHTY CO
CMA 50, KOTOpBII NMEET HAapyLIEHNs HYTPUTHUBHOTO CTATyCa WM YIPOXKAEM IO Pa3BUTHIO
HEJ0CTATOYHOTO UM U30BITOYHOTO MUTAHUS, C LIETbI0 AUETUYECKOU Koppekiuu [20].

YpoBeHb yoenuTelbHOCTH pekoMeHaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEeIbCTB — 5)
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o Pexomenayercs puem (OCMOTp, KOHCYJIbTAIMS) Bpaya-IueToI0ra IOBTOPHBII MAallUEHTY CO
CMA 5q ¢ HapylIeHHEeM HYyTPUTUBHOTO cTaryca s olieHKU 3¢ dexriuBrocTy nuets [20].

YpoBeHnb yoenuteabHocTH pekoMenaanuii C (ypoBeHb 1I0CTOBEPHOCTH /I0KA3aTEIbCTB — 5)

o Pexomenayercsi mpueM (OCMOTpP, KOHCYJIbTAILMsI) Bpaya-IA€TCKOrO KapauoJiora MepBUYHBIN
nanueHty co CMA 5q nipu oOHapyx)eHuu natojorndecknx n3meHeHuit Ha OKI' u 3X0-2C
ISl Ha3HAYCHHS Tepanuu [57].

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

o Pexomennayercsi mpueM (OCMOTp, KOHCYJbTAIlMsI) Bpaua-AeTCKOr0 KapAHOJora MOBTOPHBIN
naueHty co CMA 5q, xoTtopomMy OBUIO Ha3HAuU€HO JIEYEHHUE, C LEJIbI0 OLEHKU €ero
apdexruBHOCTH [57].

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

e PexomMeHnaywTess TepBUYHBIE KOHCYIbTAllMM Bpadell M HWHBIX CHEIHAIUCTOB U3
MEIUIIMHCKOW OpraHu3alud WIH €€ CTPYKTypHOTO TOJpa3eNieHusl, OKa3bIBAIOIIErO
CHELMAIM3UPOBAHHYIO MMaJUIMaTUBHYI0 MEAMLIMHCKYI0 mnomoms aetsiMm co CMA 5q, npu
HAJIMYUY [TOKA3aHUM, JJIs OTIpeiesieHHs: 00beMa HeOOX0JMMOM TaJUTMATUBHOM oMoty [57].

YpoBeHb yoenuTeabHOCTH pexkoMeHaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEIbCTB — 5)

KommenTapuu: KoHcynbTanus OTHOCUTENHHO NATTMATUBHON MMOMOIIM MOXKET OKa3bIBaThCs Ha

BCcexX dranax BejeHHs nauueHta co CMA: mpu NmoCTaHOBKE AMArHo3a, BO BPEMsl MPUHATHUSA

KJIFOUEBBIX TEPANIEBTHUECKUX PEIICHHUM, TPH BOSHUKHOBEHUH KU3HEYTPOKAIOIIUX COCTOSIHUH, a

Tak)Ke B TepMUHAIBHOMN (haze 3a001eBaHu.

e PekoMeHIyI0TCsl MOBTOPHBIE KOHCYJIbTALUU Bpauei U UHBIX CHEUATMCTOB U3 MEIUIIMHCKOMN
OpraHM3alMK WM €€ CTPYKTYPHOI'O MOJpa3AesieH s, OKa3bIBAIOIIETO CHEIHAIN3UPOBAHHYIO
MaJUTMATUBHYI0 MEIUIMHCKYIO MOMOIIb AeTsiM co CMA 5(, npu Hamu4uu MOKa3aHUM, s
ompezaeneHuss o0beMa HEOOXOAMMON MaTTMATUBHOM MOMOIIU U OIEHKU €€ d(PPEKTUBHOCTH
[57].

YpoBeHb yoenureabHocTH pekoMenaanuii C (YpoBeHb I0CTOBEPHOCTH /I0KA3aTEJIbCTB — 5)

e Pexomenayercss mnpuem (OCMOTp, KOHCYJbTallMs) Bpada IO JiedeOHOW (PU3KYIbTYpeE,
narueHty co CMA 5 mis onpeseneHus oobema u riana peadumurarmn [20].

YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 5)

e Pexomenayercst mpueM (OCMOTp, KOHCYJbTalMs) Bpada IO JiedeOHON (UBKYIBTYpe
noBTOpHBIA mamueHty co CMA 59 mna oueHkd 3((EeKTUBHOCTH peadWIuTaluu |
OTIpeJIeJICHUs] TAKTUKHU JajibHelero jgeuenus [20].

YpoBeHb yoenuTelbHOCTH pekoMeHaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEeIbCTB — 5)
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e Pexomenayercssi mpueM (OCMOTp, KOHCYJbTalMs) Bpada—(pU3HOTEpaANleBTa TEPBUYHBIN
nanueHty co CMA 5( [uis onpesienieHus: TaKTUKH pusnorepaneBrudeckoro eueHus [20].

YpoBeHnb yoenutensHocTu pekoMenanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

o Pexomennyercsi mnpuem (OCMOTp, KOHCYNbTallus) Bpaua—(pu3nOoTepareBTa MOBTOPHBIN
nanueHty co CMA 5q uis onpeeieHusl TaKTUKH (U3HoTepaneBTuIecKoro gedeHus [20].

YpoBeHnb yoenutenasHocTu pekoMenanuii C (YypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

3. JleyeHue, BKJIKOYAS MeTUKAMEHTO3HYI0 H HEMeIUKAMEHTO3HYIO Tepanumu,
AMETOTEPaANuIo, 00e300,1uBaHNe, MEAMIUHCKHE IOKA3AHUS H

NMPOTHUBOINIOKA3aHUA K IPUMCHCHUIO METOA0B JICUCHUSA

3.1 MeaukaMeHTO3HAs Tepanus

Meoukamenmosnas mepanus CMA 5qQ noodpasdensemcs Ha 06a HANPAGIEHUS:
MaTOTCHETHYECKash Tepalus, HampaBlieHHas Ha Koppeknuto nedunura Oenka SMN, u

CUMIITOMATUYECKas mepanus (KOppekyusi OmoeibHblX CUMNIOMO8 3A001e8aHU).

3.1.1 IlaToreHeTnyeckas MeINKAMEHTO3HAA Tepanus

Cywecmeyem HeCKONIbKO HNOOX0008 K NAMO2EHeMUYecKol mepanuu. npuMeHeHue
AHMUCMBICTIO0B020 OJIUSOHYKIeOmuUoda (npenapam HYCUHepCeH), 8eKmopa Ois 2eHHOU mepanuu
onsi  docmaexku 6 kiemku eena SMNI, moouguxamopa cniaticunea (2eHemuuecKou
moougpukayuu) ecena SMN2, ysenuuusaroueco 3KCnpeccuro NOIHOPA3IMEPHBIX QYHKYUOHAIbHBIX
benkos [56-58]. IIpenapam na ocnose aHmMucmvlcio8020 ONUSOHYKICOMUOA HYCUHEPCEH Obll
3apeaucmpuposan 015 neverus ecex munoe CMA ¢ CIIA 6 dexabpe 2016 200a, 00obpen 0
npumenenus ¢ EC 6 mae 2017 2o0a, ¢ Poccuiickou @Pedepayuu sapecucmpuposan ¢ 2019

200a[58,59].

3.1.1.1 IlaTtoreHernuyeckass MeIHKAMEHTO3HAs Tepanud mnocje MaHudecTauuu

3200J1eBaHUA
o Pexomenayercsi nmpuMEHEHHE Ipenapara HYCHHEPCEH BCEM NAIMEHTaM C T€HETHYECKH
noATBepkIeHHbIM quaraozoMm CMA 5 ¢ 2 u Oonee komumsmu rera SMN2 B kauectBe
OCHOBBI TATOTCHETHYECKOM Tepanuu 3adosieBanus [60].
YpoBeHb y0enuTeabHOCTH peKOMeHAAUuil A (YPOBEHb /I0CTOBEPHOCTH J0KA3aTeJbCTB —
2)
KommenTapuu: s AOCTMIKEHUS TAIMEHTOM JIYUIIEro BO3MOXHOTO KIMHHUYECKOTO
OTBETa PEKOMEHIYETCSl HAUMHATh MMaTOTC€HETHYECKYI0. TEPAIUIO B CaMbIi KOPOTKUH CPOK TIOCIIE

MOCTAaHOBKHM JrarHo3a [61].

27



3.1.1.2 IlatoreHermyeckasi MeIMKAMEHTO3HAsl Tepanusi A0 MaHudecranuu

3a00J1eBaHU

e Pexomenayercs mpuMeHeHUe IMpenapara HyCUHEPCEH Ha AokiauHu4eckoit craaun CMA 5q
MalUeHTaM ¢ TeHETHYECKH MOJTBEPKICHHBIM AUarHo3oM C 2 uiau 3 konusMu rena SMN2 B
Ka4eCTBE OCHOBBI TATOICHETUYECKON Tepanuu 3a0boseBanus [62].

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

e Pexomenayercs nmpuMeHeHUe IMpenapara HyCHHEpPCEH Ha JoKIMHUYeckou cranquu CMA 5(q
MaUeHTaM ¢ TeHETUYECKH MOATBEPkKACHHBIM auarHo3oM C 1 konueit rena SMN2 B kauecTBe
OCHOBBI NAaTOICHETUYECKON Tepanuu 3a00JieBaHUS B Cilydae, €ClIM y NallMeHTa HCTUHHAs
npeacuMIroMaTuaeckas craaus [63].

YpoBeHb yoenutenabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 5)

KommenTapuu: pemenue o tepanuu nanueHta co CMA ¢ 1 xonmeit rena SMN2 na

JOKJIMHUYECKOM CTauy MPUHUMAETCS 110 YCMOTPEHUIO Bpaya.

o PexomMenayercs npucTanpHOE HAOIIOACHNE 32 BOSHUKHOBEHNEM CHMIITOMOB Yy TTAllUEHTOB C
TCHETHYECKHU MOATBEpkKACHHBIM nquarHo3oM CMA 5q ¢ 4 wiu 6onee xormmsamu rera SMN2 u
MPUMEHEHUE MTpernapaTa HyCUHEpCeH Mociie MaHU(EeCTalluy MEPBBIX MPU3HAKOB 3a00JIeBaHUS
B KAQU4eCTBE OCHOBBI IATOTCHETHYECKOM Tepanuu [63].

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

3.1.2. CumnToMaTHYecKas MeIUKAMEHTO3HANA Tepanus

o Pexomenayercsi mpueM KajbIUsl TITIOKOHATa™* M KollekanbIdepona BCeM MalUeHTaM CO
CMA 5q, ecnu BBISBIIEHBI IPU3HAKK OCTEONIEHUU WJIM HU3Kas KOHIEHTpalus BuTamuaa D B
KPOBH, Il KOPPEKIMU CHUKEHUSI IUIOTHOCTH KOCTHOU TKauu [64, 20].

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

o Pexomennyercs mpuem OucdocdonatoB Bcem marueHTam co CMA 5(Q ecnu BBISBICHBI
MPU3HAKA OCTEONEHHWH WM 4YacThle MEPeNOMbl IJIS KOPPEKIMH CHIKEHHUS TUIOTHOCTH
koctHoU Tkauu [20].

YpoBeHnb yoenureabHocTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

o Pexomenayercsi mpueM IMpenapaToB WHTHOUTOPOB NPOTOHHOTO HAacoca s JIeUeHUs
ractpos3odaranpHoro peduirokca (oOMenpasoa** u 33oMenpazon**) BceM MaIEHTaM Co
CMA 50 B COOTBETCTBHH C BO3PACTHBIMH IIOKA3aHUSMH, €CJIA BBISBICHBI TMPU3HAKH
COOTBETCTBYIONIMX 3a00seBanuii [57].

YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (YypoBeHb J10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)
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o Pexomenayercsi mpuUMeHeHHE OpPOHXOIWJIATUPYIOUIETO CpEeACTBA KOMOWHHUPOBAHHOTO
(OeTa2-agpeHOMHUMETHK CEJIEKTUBHBIA + M-XOJIMHOOJIOKATOp) A HeOynaii3epHoil Tepanuu
nanueHTam co CMA 5¢ npu BbISIBICHUU OpOHXOCIa3Ma JUIs €ro JUKBHIAnuu [57].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — D)

e He pexkomenayercsi [AIUTENbHOE MPUMEHEHHE MYKOJIUTHYECKHX MpenaparoB s
HeOynaizepHoit Tepamuu, 3% u 7% TUNEPTOHUYECKOTO pacTBOpa HATpUs XJIOpUAA Y
narueHToB co CMA 50 wu3-3a OTCYTCTBHUS JIOKa3aTeiabHOW 0a3bl M B CBSI3U C PHCKOM
YCHJICHHS CEKPETOPHOU Harpys3ku [57].

YpoBenb yoeauTeabHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEJILCTB — D)

Kommentapum: Vcronp3oBaHME THIIEPTOHHMYECKOTO pacTBOpa HaTpusi XJjopuaa 0Oe3

TEPaNeBTHYECKUX MOKA3aHUH MOXET MPUBECTH K Pa3KIKCHHUIO CEKPeTa HOPMAaJIbHOM BSI3KOCTU

U YCUJICHHUIO CEKPETOPHOM HArpy3KH.

e He pexomenayercsi SMIOUPUYECKUN TpUeM aHTHOMOTHKOB mManueHtam co CMA 5q ans
MpeAoTBpalleHnss WH(QEKIIMOHHBIX OCJIOKHEHUNW O0€3 HalIuuusg OCOOBIX TIOKa3aHWh K
aHTUOaKTepuabHON Teparnuu [57].

YpoBeHb yoenuTeabHOCTH pexkoMeHaanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

KommenTapuu: B To xe Bpems y nauuentoB co CMA | 1 yacTto 60€r0mMX MalueHTOB
npyrux tunoB CMA ¢ oyaramMy XpOHHYECKOH MH(EKIMH paHee Hadallo aHTUOMOTHKOTEPAITUH
py UHPEKIIMOHHBIX 3a00JI€BAHUAX UMEET MPUHIUITHAIFHOE 3HAUCHHE.

o PexoMeHaylOTCSI MHBEKIUH OOTYJIMHHYECKOTO TOKCHMHA THUMA A B CIIOHHbBIE >KeJe3bl
narueHTam co CMA 5(, cTpaiaroimm OT TUIIEpCcaTnuBaIiy, ¢ b0 YMEHBIICHHUS CTEICHH
BBIPQKEHHOCTH 3TOr0 cumnToma [65].

YpoBeHb yoenuteabHoCTH pekoMeHaanuii C (YpoBeHb 1I0CTOBEPHOCTH /I0KA3aTEIbCTB — 5)

KoMMeHTapum: NalMeHTaM ¢ TUIepcalnBalieil Takxke MoKa3aHa CaHalis mojocTu pra [66].

3.2 Xupypruueckoe Je4yeHue

Xupypeuueckoe neuenue nayuenmoge co CMA 50, 6 ocHoenoMm, 3aknouaemcs 6
8LINOIHEHUU KOPPEKMUPYIOUe20 UHCMPYMEHMANbHO20 BMeuamenscmed Ha NO360HOYHUKE,
HOCKONIbKY UCNONIb308AHUE OPMONEOUYecKUx uzoenull umeem NAiIUAMUSHbl Xapakmep u He
noseoisem ocmanogums Oegopmayuro. Illayuenmam max e Mmodcem nompedO8amsvCs
Xupypauieckoe eMeulamenbcmeo 8 ce:A3u ¢ D0Ne8biM CUHOPOMOM KAK NpU NAmonocuu OnopHo-
08UCAMENbHOU CUCEMDbL, MAK U 8 CBA3U C NePEIOMAMU.

o PexoMeHnayercsi pacCMOTPETb BO3MOXKHOCTh XMPYPrHUECKOIO BMEIIATENbCTBA  Ha
no3BoHOUHUKE manueHTaM co CMA 5¢ c TskensiM uckpuieHueM (yron KoGb6a mms

OonbIION KpUBU3HBEI >50°) MM BBICOKOW CKOPOCTBIO IporpeccupoBanus (=10° B roj) s
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COXpaHEHHUs OallaHca TYJIOBHINA, KOPPEKIUH AedopMaluu TPyIHON KIETKH U YIy4IICHUS
obmero kayectna xu3nu [20].

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

KommenTapuu: [lpu npuHsITHM pEelIeHUs O XUPYPTUYECKOM BMEIIATEIHCTBE PEKOMEHAYETCS

YVUUTBHIBaTh CHIDKEHHE (DYHKUMM JbIxaHus, nedopmanuio pebdep, runepkudos, BIUSHUE Ha

MOOWJIBHOCTE ¥ (YHKIMOHMPOBAHHE TMAIMEHTa, HAKJIOH Ta3a M JUCOAJaHC TYJIOBHILA.

PexkomeHtyeTcsi OTJIOKUTH BBIOJHEHHE XHUPYPTUYECKOTO BMEIIATENbCTBA y JeTeld 10 4-X

aetnero Bospacra [20].

o PexoMeHnayercsi paccMOTpeTh BO3MOXKHOCTb HCIIOJIB30BAHUSI HE MPEMATCTBYIOLIETO POCTY
UHCTpyMeHTapusi y mnanueHToB Co CMA 50 ¢ He3aBepLIEHHBIM DPOCTOM CKelleTa JUls
cTabHIIN3aluy MO3BOHOYHUKA [67].

YpoBeHb yoenuteabHocTH pekoMeHaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTeIbCTB — 4)

o PexoMenayercss paccMOTpeTb BO3MOXHOCTH BBIMOJIHEHUS 33aJHET0 CIOHAMJIONE3a C
WCTIOJIb30BAHUEM TEXHOJOTHH JTUHAMHYECKOH (PUKCAlMM 1O TUIY «IBOWHBIX CTEP)KHEH,
MOJINCETMEHTHBIE KOHCTPYKIMU ¢ WiK 0e3 (ukcanuu Taza B 3aBUCUMOCTH OT BOBIICUCHHUS
Ta3a B CKOJMOTHYECKMH M3rubd y manueHToB Co CMA 5Q ans ucmpaBiIeHHUS CKEJIETHBIX
nedopmaruii [68].

YpoBeHb yoenuteabHocTH pekoMenanuii C (YpoBeHb I0CTOBEPHOCTH /I0KA3aTEIbCTB — 4)

e Pexomenayercsi OCTaBUTh CBOOOIHBIMH OJMH WUJIH JIBa YPOBHS B CPEIHENOSICHUYHOM OT/EIEe
no cpeaHed nuMHMUM Yy mnanueHToB co CMADS(Q mnpu MUJIaHMPOBAHUMHU ONEpaluy Ha
MO3BOHOYHHUKE ISl BBITOJTHEHUSI JTFOMOATbHBIX MyHKImi [20].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (YpoBeHb 1I0CTOBEPHOCTH /I0KA3aTEIbCTB — 5)

o He pexkomenayercsi nmpuMeHEHHE CHCTEM IUHAMUYECKOM (ukcaluu ¢ BO3JeicTBUEM Ha
no3BOHOYHMK WM pedpa (cokpam. VEPTR or aumrn. Vertical Expandable Prosthetic
Titanium Rib u ero ananorn) y manuentoB co CMAS(Q ¢ mesnpio Koppekiuu aedopMmarvu
pebep 1Mo THUIY «CIIOKEHHOTO 30HTa» BB HU3KOW 3(phekTHBHOCTH 3THX MeTO10B [69].

YposeHb yoenuteabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH JI0KA3aTEIbCTB — 4)

o PexoMeHnayercss paccMOTpeTb BO3MOXHOCTb XMPYPrUYECKOTO JI€UEHHs] HECTaOMIIbBHOCTH
Ta3o0eapeHHoro cycraBa y mamueHToB co CMA 5(, ctpagaronux oT 0OJEBOTO CHHAPOMA,
st oonerdenus 6o [20].

YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 5)

o PexomMenayercss paccMOTpPeTh BO3MOXKHOCTh XHUPYPIHUECKOTO JICUEHHUS KOHTPAKTYp Y
nanueHToB co CMA 5Q, ctpamatomux ot 00J€BOTO CHHIpOMa, Ui objerdeHusi 6omud u

yBennueHus: oobema aprmxenuit [20].
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YpoBenb yoeauTeabHOCTH pekoMeHaanuii C (YypoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB — D)

e Pexomenayercsi paccMOTpPETh BO3MOXHOCTh HHTPaMENYJUIIPHOIO WM HAJAKOCTHOTO
ocreocuHTe3a y nanueHToB co CMA 5( Ha aMOynaTOpHOM cTaguu Ipu NepeaoMax JIMHHbBIX
TpyOUaThIX KOCTEH, a Tak)Ke y MAIMEHTOB, HE CIIOCOOHBIX CAMOCTOSITENIBHO XOJIUTh, MpU
nepenomax Oezapa, i cTaOUIM3aIMi OTJIOMKOB M BO3MOXKHOCTEH paHHEW BepTUKAIU3alUY,
peabwinTaiuu U yckopeHust konconuaarmu [20].

YpoBeHb yoenutenasHocTn pekoMenanuii C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 5)

KommenTapuu: [lepenombl Bo3HHKAIOT y nanieHToB co CMA, He ciocOOHBIX CaMOCTOSATEIBHO

XOIUTh (paHHEH M mo3aHel HeaMOyJIaTOpHOM CTaauu), MPU HE3HAYUTEITHHOM TPaBMaTHYECKOM

BO3/ICUCTBUM, C HHU3KOW HArpy3koid Ha CKeleT Ha (OHE OrpaHMYCHHs BEPTHUKAIU3AIHH,

0CTEONopo3a M BO3MOXKHOro Aeduiura ButamuHa D. Ilpu BbIOOpe KOHCEpBAaTMBHOTO IyTU

JICUYEHUs C TUTICOBAaHUEM CJIeAyeT u30eraTh ATUTeNbHON HMMOOUIN3ALINY.

e Pexomenayercss ycTaHaBIMBAaTH TIacTPOCTOMY U KOPMJIEHHME 4Yepe3 TIacTpOCTOMY Y
nanueHToB co CMA 5( nocie ycTaHOBJIEHHS HEBO3MOXHOCTHU IPOIJIAThIBAHUS MUIIH, NPU
OOJIBIIIOM PUCKE aCHHPAIMOHHOIO CHHAPOMA U TPH HYTPUTHBHOM HemoctarouHocTH [70].

YpoBeHb yoenuTeabHocTH pekoMenaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEIbCTB — 4)

KoMMmeHTapuu: 10 yCTaHOBKHM TacTpOCTOMBI PEKOMEHIYETCS BPEMEHHOE KOpPMJICHUE Yepe3

HAa30TaCTPAJIbHBIA MM HA30C€HOHAIBHBIM 30HA. Y IALKMEHTOB CTAPLIErO BO3PACTA, Y KOTOPBIX

BO3MOXXHO IIPOBEJICHUE CHUPOMETPUH, JO HAJOKEHUS TacTPOCTOMBI PEKOMEHAYETCs

onpenenenue ®XKEJI, koropas nomxHa ObITh He MeHee 50% oT nomkeHcTByomIe. BosmoxHO 1

ycTaHOBKa ractpoctoMmbl mnpu Oonee Hu3koi JKEJI, omHako puck ocioxkHeHHE Oyner

YBEJIMYUBATHCS, IO MEpe CHUXKEHMsI MokazaTened cnupomerpuu. CreqyeT MOMHMTh, YTO Y

manuenToB g0 7 et ucciegosaure JXEJI u PIKEJI Moxer ObITh OMIMOOYHO, BCIIEACTBUE

HENPAaBWJIBHOM TaKTUKH JBIXaTEIBHOIO MaHEBPA.

o PexoMeHnayercsi paccMOTpeTh BO3MOXHOCTb BBINOJHEHUs (yHomaukanuu no Hucceny
(>xenaTenbHO IHIOCKOMMUYECKUM criocoOom) nanuerntam co CMA 5q tun 1 ogHOBpeMEHHO ¢
YCTAaHOBKOW TacCTPOCTOMBI MPHU HAIMYUU OCJIOXKHEHUN TracTpol3odareaibHON pedIroKCHOM
O0JNIe3HH M KU3HEYTPOXKAIOIIMX COCTOSHUN (amHO?, OpaauKapaus, acHUpalMOHHAs
nHeBMOHUs) [71].

YpoBeHb yoenuteabHoCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 0KA3aTEIbCTB — 4)

o Pexomenayercsi moctaHoBKa TpaxeocToMbl TeM mnanueHtamM co CMA 50, y KOTOpBIX
HEMHBa3MBHAsl BEHTUIIALUS JIETKUX HEJ0CTaTOYHO Y (PEKTUBHA UM HEBO3MOXHO MO100paTh
MacCOYHBIM UHTEpEIic, 1 OCYIIeCTBICHUS HBA3UBHON BeHTWIsMU jerkux [20, 72].

YpoBeHb yoenurenbHocTH pekoMenanuii C (ypoBeHb I0CTOBEPHOCTH 10KA3aTEIbCTB — 5).

31



KommenTapun: Perienue o nepexoze Ha TpaxeocTOMY JIOJDKHO OCYILIECTBIISITHCS C
Y4ETOM WHTEPECOB MAaIlMEHTa U CEMbH, KIIMHUYECKOTO CTaTyca, MPOTHO3a M OYAYIIero KauyecTra
Ku3HU. TpaxeocTomMa HE JOJKHA HAKIAJbIBATHCS TOJBKO C IENbI0 CAHAIMU JbIXaTEIbHBIX
nyreil. TpaxeocTomy cTaBAT TOorda, Korga pebeHok Hyxknmaercs B HWBJI monbmmne 18 wacos.
Bonpoc 0 BEeHTUJISAIUN MOCPEICTBOM TPAXEOTOMHUHU MOXKET OBITh PACCMOTPEH B CIy4yae YacThIX
MMHEBMOHUH Y JIS)KAUMX MAIlMEHTOB, OJHAKO CIEAYET UMETh B BUY, YTO ATOT MOAXOJ HE BCEra
OPUBOAUT K YJIYYIICHUIO KAueCTBAa XU3HM W YMEHBUICHUIO KOJWYECTBA rocnuraiu3auuii. B
J000M cllydae, TpaxeoTOMHUsl MPOBOJUTCS B IUIAHOBOM MOPAIKE (HE B OCTPHIX CHUTYAIUSX).
[IprMeHeHre TPaxeOTOMHUH Y CUITYMX MAIMEHTOB HE SIBJISIETCS ONPaBJIaHHbBIM.

3.3 UHoe JeueHne

3.3.1. Ilnerorepanus
o Pexomenayercsi KOHCYJIbTalUs Bpada-qUueTosIora Kaxabsle 3-6 mecsues nanuenram co CMA
5 paHHEro JETCKOIro BO3pacTa U €XKErofHO - OCTAJIbHBIM MAallUEHTaM JUIs OLIEHKU COCTOSIHUS
nuTanus aereit [20].
YpoBeHb yoenuteabHocTH pekoMenaanuii C (ypoBeHb I0CTOBEPHOCTH /I0KA3aTEIbCTB — 5)
o PexoMenayercss pacyeT KaJOpUMHOCTH JMEThl (KOPPEKLMs KaJOPUHHOCTH MHIIH,
noTpeOieHnss JKUAKOCTH, MakKpo- M MHKpo3jieMmeHToB) mnamueHtam co CMA 59 c¢
HApYUICHUSIMUA HYTPUTUBHOTO CTATyCa C LIEJIBI0 KOHTPOJIS 32 ypOoBHeM nutanusi [ 73].
YpoBeHb yoeauTeIbHOCTH peKoMeH1auuii B (ypoBeHb 10CTOBEPHOCTH I0KA3aTEIbCTB — 3)
KomMmenTapumn: npu cocTaBleHHMM palnuoHa nuTaHus nagueHtam co CMA 5
OLIEHUBAETCs MOTPEOHOCTh B KaJOpHAX (C MOMOIIBIO pacyera pacxojia 3HEPruu B IOKOE C
KOPPEKIUEH 10 YPOBHIO aKTUBHOCTH), MaKpO- M MHKPOHYTPUEHTOB W xwuakoctu [73]. Hdus
pacuera NUTaHUs UCIIOJIb3YIOT OOIIME CTaHJapTU30BaHHbIe (popmysl [ 74].
e Pexomenayercsi uzberath rojnojaHus y nauumeHtoB co CMA 50 s npeaynpexaeHus
pa3BUTHS METa0ONINYECKUX HapyleHui [75].
YposeHb yoenuteqabHocTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5).
KommenTapuu: y mnanumeHtoB co CMA Moryr pa3BHBaThbcsi METa0OIMYECKHE
HapyIIeHHs, OCOOEHHO NMPU HEOTJIOKHBIX COCTOSHUSAX: METaOONIMUYECKUH anuio3, HapylleHUe
oOMEHa KHUPHBIX KHUCIOT, TUNEPIMIUIAEMHUs, TUNEP- WIM TUIOIIMKEMHUs, MBbIIIeYHas
MUTOXOH/ApHaibHas TuchyHKuusA. HapyieHHblii MeTabonmu3M IIII0K03bl OTMEUEH y HEKOTOPBIX
naneHToB co CMA u oxupenuem. B ciaydae oCTpeIX COCTOSHUNM HEOOXOAMMO 00ECIeUrTh
aJIeKBaTHOE MOTpeOIeHNe KUIKOCTH, MUHUMU3UPOBATh JJIUTENBHOCTh rojoganus. B Teuenue 6
4acoB IMpe/ularaeTcsi MNHUTaHWe, cojepkamiee Oenku. PekomMeHIyercss KOHTPOJIb YpPOBHS

SJICKTPOJIUTOB, TJIFOKO3bI U, IIPU HCO6XOIII/IMOCTI/I, MMPOBCACHUC KOPPCKIHHU.
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e Pexomenayercsi mon0op oOILIEro MOJOKEHUS, a TakXe TOJOBBI M PYK JUISL JOCTHKEHUS
BO3MOKHOCTH CaMOCTOSITEJIbHOTO MUTAHUSA, B TOM YHUCJIE C MCIOJIb30BAHUEM CIEIUATbHBIX
npucrnocobiaeHuid, nameHTam co CMA 5q nns ynydnieHus 6e30nacHoCTd U 3PGEKTUBHOCTH
rinoranus [20].

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

e Pexomenayercsi U3MeHEHHE KOHCUCTEHIIMHU MHUIMU B IMOJB3Y IMOJYTBEPJION MalMEHTaM CO
CMA 5q, crpagaromum aucdaruei, ¢ meap0 KOMIIGHCHPOBAHUS KEBATEIBHON C1ab0CTH U
YMEHBIIEHUS MPOJIODKUTEIIBHOCTH TTprema i [20].

YpoBeHnb yoenurenasHocTu pekoMenanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

KommenTapuu: ['ycteie xuakoctu 0Ooyiee Oe30mMacHBl B OTHOLICHUM ACHHUPAIlAU, YeM

Oonee Tekyume. PekoMeHayercss HCHOIb30BaHUE Oosiee IUIOTHBIX MHTATENbHBIX CMeECeH,

XKesneoOpa3HbIX (POpPM MHUIIH, KUIKUX Mope. MOXKHO HCIONb30BaTh CleUATbHbIC 3aIyCTUTENN

KUJKOCTH HA OCHOBE MaJIbTO/IEKCTPUHA MPOMBIIIIEHHOTO IPOU3BO/ICTBA.

e He pexoMenayercsi MpUMEHITh PYTUHHO CMECH HA OCHOBE aMHHOKHCIIOT WJIM BBICOKOTO
ruaposu3a 6enka narreHTam co CMA 5q aist ynydiieHuss HyTpUTHBHOTO craryca [76].

YpoBeHb yoenuTeabHocTH pekoMenaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTeIbCTB — 4)

KoMMeHTapuu: npenMyIiecTBo Ha3HAYEHUS aMUHOKHUCIOTHON ()OPMYIIbl B OTIUYHE OT

WCIIOJIb30BAaHUS MHTAKTHOTO Oenika manuentam co CMA mepBoro roja >KM3HHU, a TAKXKE JETAM,

cTapuie roja, MOJy4YalolUM IUTAaHUE Yepe3 Ha30TacTPalbHBIM 30HA WM TacTpPOCTOMY, HE

UMEIOIIUM aJuIeprui K OelkaM KOPOBBETO MOJIOKA, HE SIBISETCS OKa3aHHBIM. Jluetnueckue

PEKOMEHIallMi OCHOBBIBAIOTCS HA MHAUBUAYATbHON EPEHOCUMOCTH.

e Pexomenayercsi KOpMJICHHE CHEIHAIBHBIMU CMECAMH JUISI DHTEPAJBHOTO TUTAHUS
nauueHtoB co CMA 5Q, momyyaromuM KOpPMJIEHHE Yepe3 30HJ W TacTPOCTOMY JUIs
obecrieueHns cOATAHCHPOBAHHOCTH MUTAHUS M0 OCHOBHBIM MMHIIIEBBIM BerecTBam [20].

YpoBeHb yoenuTeabHOCTH pekoMenaanuii C (ypoBeHb 1I0CTOBEPHOCTH /I0KA3aTEIbCTB — 5)

KommenTapun: CoBpeMeHHbIE CMECH UIS DHTEPATHHOTO MUTAHUS COATaHCHPOBAHBI 11O

COCTaBY OCHOBHBIX THIIEBHIX BEIIECTB - OEJIKOB, XHUPOB, YIIIEBOAOB, COJEPKAT BUTAMUHBI,

Makpo- ¥ MHKPOHYTPHEHTHI. Pa3JMYHBI 1O KaJOPUYECKOW IUIOTHOCTH — THIIO-, HOPMO- U

TUIEpKAIOpUYecKue U cojepkaHuto Oenka. CMecH AJig SHTEPAIBHOIO MUTAHUSA MOAOMPAIOTCS

WHAWBUIYAILHO B 3aBUCUMOCTH OT MOTPEOHOCTEH.

o Pexomenaywrcss cMecu, coAepkalllue MHILEBbIE BOJOKHA, mamueHtam co CMA  5q,
CTpaJaroIIHX 3amopamu, st oonerdenus aedexamuu [20].

YpoBeHnb yoenuTelbHOCTH pekoMenaanuii C (YypoBeHb J10CTOBEPHOCTH 0KA3aTeJIbCTB — 5)
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KommenTapum: {1 KOppeKIMU 3amopoB HCMHOJb3YETCS KOMIUIEKCHBIM MOIXO0d C
IPOBEICHUEM JTUETOTEPAINH; IPH HEOOXOJMMOCTH - JIEKAPCTBEHHOM Teparnuu U MEXaHHYECKOTO
ONOPOXKHEHUS KulleyHuka. [Ipy HanMuum IUIOTHOrO CTyJla MEpPOpPaJIbHO HA3HAYaroTCs
Ca0uTeNbHbBIE MpernapaTbl ¢ OCMOTHYECKUM JIEHCTBHUEM: Mpenaparthl JaKTYyJI03bI** (¢ mepuona
HOBOPOKICHHOCTH) MJIM Makporoia** (¢ 6 mecsies). [Toagdop 103 mpenapaToB OCYIIECTBIISIETCS
UH/IMBUYAIHO /10 JOCTIDKEHHS KIMHUYECKOTro 3ddexTa. [IpoaomKuTenbHOCTh JeUeHHs: OT
KYPCOBOTO /10 [IOCTOSIHHOI'O IIPHEMA.

e Pexomenayercss ycraHoBKa Ha3zoracTpajibHoro 3oHaa mnamueHtam co CMA 50 c¢
HapyLICHUSAMHU TJOTAHUS J10 YCTAaHOBKM TAaCTPOCTOMBI M IOCIEIYIOUIErO IOCTOSHHOTO
KOPMJICHHS Yepe3 TacTpOCTOMY Ul MPO(MUITAKTUKY aCIUPAH U 00ecTieueHHsI aJIeKBaTHOTO
nutanus [73].

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

o Pexomenayercsi KOpMIIEHUE Yepe3 HA30TacTPAIbHBIN 30H] TSXKEIO0OIBHOTO MAIMEHTa CO
CMA 50 c¢ HapyleHUSIMH TJOTaHUS s NPOQWIAKTUKA aclupalud U 0OecreueHHs
aJleKkBaTHOro nutanus [73].

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

3.3.2. PecnupaTopHas HOIIEPKKa

Oyenxa u nooOepIcKA PpPecnupamopHol (QYHKYyuu OOINCHbL UMEMb  HAUBLLCUIULL
npuopumem 6 eedenuu nayuenma co CMA 50. B nocneonee epems npunyun nedenus 1e204HbIX
nposignenuti CMA 50 uzmeHuncs om peakmusHo2o nooxood, npeoyCMampusaruje2o Hadauo
Meponpusimuil N0 O4UCmKe ObIXAMelbHbIX NYymell U UX 6eHMUIAYUY MOIbKO NPU HATUYUU AEHBIX
noKazaumuil, Ha NPoOGUIAKMUYECKUll N0OX00 C 8HEOPeHUeM dMUX Memooo8 mepanuu Ha Ooiee
pannux smanax 3abonesanus. Ilnan neuebnvix meponpusmuii onpeoensiemcs CReyuaiucmom no
PECnUpamopHoll mepanuu, 8 omeyecmeeHHol NPAKmuKe 3mo 0080IbHO WUPOKULL KPYe PA3HbIX
CReyuanucmos — 6padu-aHecme3uoIocu-peaHumamonosu, epadu-nyibMOHON02U, a MaKdtce
8PAUU-HEBPONIO2U U BPAYU-NEeOUAmpbl, OPUEHMUPOBAHHbBIE 8 BONPOCAX HEPEHO-MbIUUEUHbIX
3abo1esanuii.

Knrwouesvimu npobremamu, céazanHHvimMu ¢ OvixamenvbHou cucmemoti y oemeti co CMA,
AGNAIOMCA Cledyowue: HapyueHue omKauIUeanus, npugooauee K HedoCmamouHol OYuUcmKe
HUMICHUX ObIXAMEeNbHbIX NYmel Om ceKkpemd, 2UNO8eHMUNAYUS 80 8peMsi CHA;, Heoopa3sumue
2PYOHOU KJIemKU U 1e2KUX, NO8MOpHble UHDEKYUU, KOMopble YCUTUBAION MbIUUEUHYI0 c1aD0CMb.
OCHOBHbIMU NYMAMU peuleHuss dMux 3a0ay AGIAMCA OYUCMKA ObIXAMENbHbIX nymeu U
HeunsazusHas eenmuaayua neekux (HUBJI). Cnedyem cobniodams 0CHOGHbIE NPUHYUNDBL

ovuerHuA ObIXAMenbHbLX nymeﬁ
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o Pyunvie u mexaHuueckue 8Cnomo2amesbHvle Cpeocmea 80CCMAHOBNIeHUs. KAUulLle8ol
QyHKYUU pEeKOMEeHO08aHbl Ol eHCeOHeBHO20 UCNONb308AHUS Y Dojlee MANCENbIX
nayuenmos. Jluya, ocywecmansaiowue yxoo 3a nayueHmom, O0IX*CHbL Oblmb 00)YeHbl
N0Ib308AMbCI IMUMU CPEOCMBAMU

o Jluya, ocywecmenarouue yxo0 3a nayueHmom, 00IHCHbL MaKice 81a0ems MmexHUKou
VOaneHuss J1e204H020 CeKpemad, 6KNouas NOCMYPAIbHblll  OpeHadxtc, U  Oblmb
UHDOPMUPOBAHBI O MemOoO0ax KUHEe3UOmepanuu 2pyoHol Kiemku (OpeHupyrowuil
maccasic),

o Hanuvie okcumempuu asiaomcesa noxazamenem d¢hgexmusnocmu mepanuu. Omcocsi
Mo2ym Oblmb Noje3Hbl 05l YOAIeHUs CeKpema nocie mozo, KaKk OKA3aHa noMowb 6
OMKAWIUBAHUU.

o Pexomenayercsi oTcachiBaHHE CIM3U M3 POTOTJIOTKH, HOCA U BEPXHHUX JbIXaTE€IbHBIX MyTeH
U HCTIOJIb30BaHHE MEXaHUYECKOro MHCY(DIsTopa-acnuparopa JiexadyuM namuenram co CMA
5 u cuasuuM mnamveHtaM co CMA 50 ¢ pecnupaTOpHbIMM HapyLICHUSIMH JUIS
NpOQHIAKTUKH JISTOYHBIX OCIIOKHEHUH U TUIIOBEHTWIISAIMH [57].
YpoBeHb yoenuTeabHoCTH pexkoMenaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEIbCTB — 5)
KomMenTapuu: DiekTpuueckas acnupanus ¢ HUCIHOJIb30BaHUE HUHCy]usaTOpa-
acTMparopa JIOJDKHBI MPOBOJUTHCS Y KAXKIOTO MAIMEeHTa ¢ Hed(PPEKTHBHBIM OTKAILTABAHHEM.
OcHOBHbIE METOJIbl JPEHUPOBAHUS MOKPOTBHI JUISl JIEKAUUX W CUASYMX HAIUEHTOB — 3TO
COYETAaHUE MCIIOJIb30BAaHUSI HECKOJIBKMX METOJIOB: MEXaHMUYECKOro HHCY(IsATOpa-acupaTropa
(oTkanuMBaTessl) U PYyYHBIX KOMIIPECCUU TPYAHOW KJIETKH WM TMOCTYPaJbHOTO JApEHaXa B
COYETaHUM C DJIEKTPUUECKUM acIuparopoM. Y MaJEHbKUX W HEKOHTAKTHBIX JeTel
PEKOMEH/I0BaHbl MHCY(IATOpbI-acIUpaToOpsl C (yHKUIMEH Tpurrepa BAOXa, 4YTOOBI He
TPaBMHUPOBAaTh JIETKHE, €CIM TakWe JETH 3aJEp)KUBAIOT JIbIXaHHE U COINPOTHUBISAIOTCS
oTKanuiBaHuto. OTHOCHUTENBHBIM IPOTHBOIIOKa3aHUEM K MCIOJIb30BaHUIO HHCY(]IsTOpa-
acrgpaTopa  SBJSIIOTCSL  XpOHHMYECKHE 3a0oJjieBaHMsI  JIETKUX  (Hampumep, dSMdusema).
Hcnonp3oBanue uHCy(asTOpa-acnupaTopa B TaKOW CUTYallUU JOJHKHO OBITh B3BELIEHO IPOTUB

BO3MOJHBIX PUCKOB ITHEBMOTOpPAKCA.

Jpyrue MeToasl MNPOQWIAKTUKM THIOBEHTWISLIMU (TIOCTYpalbHBIM JIpeHaX U

NEPKYCCHOHHBIN Maccak — cMm. Pa3zaen 4. 1.1. Peaduauranus)

e PexoMeHnayercsi HCWHBAa3WBHAsS BCHTWIAIUS C  JBYXYPOBHEBBIM  TOJIOKHUTEITBHBIM
napnenrem (BIPAP) Bcem mammentam co CMA 59 € cumnromamu JAucyHKIHHA
JBIXaTeNIbHON MYCKYNaTyphl 7S MPOQPHUIAKTUKH THIIOTPOMUN TPYAHON KIETKH, O0JIeTYCHHS

OJIBIIIIKU ¥ OOPBOBI ¢ THIIOBEHTWIIsALIUEH [57, 72].

35



YpoBenb yoenuTeabHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH I0KA3aTEJIbCTB — 5).
KommenTapuu: Pemienue 06 ucnonszoBannun HUBJI npunumaercss MHAMBUIYaIbHO B
KOKIOM KOHKpeTHoM ciy4dae. OHa 0e3yClIOBHO HEOO0XOquMa MpW HAIWYUU TUIMCPKAITHUHU B
nueBHoe Bpemsi. Hounas HUBJI ymeHbIiaeT CHMOTOMBI HAPYIIEHHOTO JIBIXaHWs BO BpEMs CHA U
yiydmraer kadectBo ku3HU. HUBJI nomkHa KOMOWMHHpPOBATBCS C TEXHHKOHM OYUCTKH
neixarenbHbix myteil. Mcnonb3oBanue HUBJI ¢ Gomnbiioit pa3Huiieil naBieHuil 1axke B TEUCHHUE
KOPOTKHUX JTHEBHBIX MEPUOIOB, MOKET YIYUIIUTh PA3BUTUE TPYTHON KICTKU M JIETKUX, a TaK¥kKe
YMEHbBIIUTH JehopMaliiio pedep U TPYAUHBI y JIKAUUX U CUIAYUX HanueHToB. O0s3aTenbHO
clenyeT MPOBECTH WHIWBHAYaIbHBIM moabop Macok st HUBJI. MaauBumayanbHbIH 10100p
MPOBOAMTCS IO PE3YJIBTaTy OCMOTpa peOeHKa ¢ BO3MOKHOCTHIO BBIOOpA M3 HECKOJIBKUX THIIOB
MacoOK Pa3HBIX Pa3MEpPOB C yU4ETOM aHATOMUYECKHX OCOOCHHOCTEW cTpoeHus mia. O0s3aTebHO
MMETh M HCIIOJIb30BaTh MOMEPEMEHHO JBE pa3Hble MAaCKU OJJHOBPEMEHHO, YTOOBI CHU3UTH PHUCK
pa3BUTHA TPOJEKHEH W AedopMallu JTUIEBOro ckenera. TWl Macku 3aBUCUT OT BO3pacTa
pebenka, ero NpeanouYTeHU U UHBIX OOCTOATENBCTB. ONTUMAIBHO UCIOJIB30BAaTh U HOCOBYIO
MacKy, U HOcO-poToByt0 Macky. llog6op mapamerpoB HMBJI nomkeH ocyIiecTBIAATHCS MOJ
KOHTpPOJIEM IOKa3aTenell ra3000MeHa (HOYHas MyJIbCOKCUMETPHsI, KATHOMETPHS, KarmHorpadus
WIH WCCIIEJJOBAHUE KHCIOTHO-OCHOBHOTO COCTOSIHMSIM Ta30B KpPOBH), C Yy4eToM paboThl

JIBIXaTEIbHBIX MBIIII] U CYOBEKTUBHOTO KOM(OPTA MAlUEHTA.

e He pexkomenayercsi HEWHBAa3WBHAs HCKYCCTBEHHAs BEHTHJISIUS JIETKMX C TOCTOSIHHBIM
nasnennem (CiPAP) marentam co CMA 5Q € cumntoMamu AUCHYHKIIUH BIXaTEIbHON
MYCKYJIATypBl JUTsl O0JICTUeHHUS OJIBIIIKKA 1 OOphOBI ¢ TUIIOBEHTHIIsIUEH [57].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (YpoBeHb 1I0CTOBEPHOCTH /I0KA3aTEIbCTB — 5)

o Pexomenayercsi obecrieueHHE PECUPATOPHBIMU MOHUTOPAMU W AHECTE3MOJIIOTUYECKUMU
cuctemamu (ammapatramu  BiPAP-tepanun) mnamuentoB co CMA 50 C cummromMamu
TUCHYHKIMH ABIXaTEIHbHOU MYCKYJIATYpPhI JUIsl OCYIIECTBICHUS HEMHBA3UBHOW BEHTUJISAIIUN
JIeTKuX Ha aomy [57, 72].

YpoBeHb yoenuTeabHocTH pexoMeHaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEJIbCTB — 5)

KommenTapuu: Pomutenu manueHTOB MOMKHBI OBITh 00€CMEYeHbl MEIUIIUHCKUM
000pyTI0BaHWEM — MEIIKOM JIbIXaTeIbHBIM PEaHUMAIIMOHHBIM THIIa AMOY, TpU HEOOXOAMMOCTH

AIIEKTPOOTCOCOM C aKKyMYJSITOPHOW Oarapeeil W HM3IeIHeM MEAUIIMHCKUM IS JIbIXaTeIbHON

tepanuu (ammaparom BiPAP-Tepamnuu) uis JTOMalnIHEro MOHHUTOPHUPOBAHUS PECIIUPATOPHBIX

¢bynkuuit. PoxuTenu 10omxHbBI OBITH 00y4YeHBI IPaBUIaM UX PUMEHEHUS.

36



o PexoMeHnayercss HeMHBa3MBHAs BEHTUJIALMS JIETKUX B COYETAHMM C TEXHUKOW OUYMIIEHUS
JBIXATENbHBIX MyTEH XOASUUM U cuIauuM nanueHtaMm co CMA 50 B OCTpBIX CUTyalusx
(MHEKIMS AbIXaTeNbHBIX MYTEH) C HENIbI0 MPOGUIAKTHKH PA3BUTHSI OCIOKHEHHH [57].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — D)

Kommentapun: Eciu B oCTpbIX cHUTyalusix BO3HHMKAeT HEOOXOJUMOCTb IPUMEHEHUs

HUBJI, T0 nomkeH ObITH pacCMOTPEH BONPOC 0 HAIMYKUM cpeacTs i nposenenuss HUBJI noma.

3.3.3. HanauaruBHass MEIUIMHCKAA OMOIIb

THanuamuenas nomows — NOOX00, Yelablo KOMOPO20 AGNAEMCA VIyYUeHUue Kauecmsd
JICUBHU NAYUEHMO8 U YIEeHO8 UX CceMell, OKA3AGUIUXCS Nneped JIUYOM YePOAUCAIoue2o HCU3HU
3abonesanus. Oma yeip Oocmueaemcs nymem HpPeOynpextcoeHus u obnecyeHus Cmpaoanuil
Onazo0apsi paHmemy 6blAGIEHUIO, MUAMENbHOU OYeHKe U KYNUPOBAHUlo 0O0aU U Opyeux
MALOCMHBIX  PUIUYECKUX CUMNIOMOS, A MAKIHCE OKA3AHUIO NCUXOCOYUANLHOU U OYXOBHOU
noodepacku [17]. [nasnas 3adaua naiuamueHolu NOMOwU — OOCHUMICEHUE, NO00EPIICKA,
COXpaHeHue U NosvluleHue, HACKOILKO MO B03MOJICHO, Kayecmea dcusHu nayuenma. OOHAKo
onpeodenumn, Ymo Maxkoe «Ka4ecmeo HCUSHIUY, MOHCem MOIbKO CaM NAYUEeHM, HYHCOAIOWUUCS 8
nanauamusrou nomowu [18]. Basxcho ne npomugonocmasisims akmueHoe (UnmepeeHyuoHHoe)
Jleyerue NaLuamueHol NOMOWU, a 83AUMHO UX OONOTHAMD.

Omcymemeue KOHCeHCyca U HAIuYue PAacxodcoeHull 80 6327510aX HA NALIUAMUGHIL U
UHMEPBEHYUOHHBII NOOX00 K aedeHuto nayuenmos co CMA npusnaemcs 6 psoe npocpammubix
00KyMeHmoe no oannomy 3abonesanuio [719]. Ilpu omcymcemeuu 6onesnvb-moouguyupyouets
mepanuu CMA, pso0 cemell  60CHPUHUMANU — UHMEPBEHYUOHHBII  NOOX00,  OCOOEHHO
mpaxeomomuio,  Kak — co30amue  KOHPIUKMA  MexHcOy — KA4eCmeoM — JHCUSHU U ee
NPOOOINCUMENLHOCbIO, KAK NpOONeHUe Cmpaoanull nayuewma 6 001buiell mepe, HeM
obnezuenue opemenu e2o 3avonesanus [80]. Koncencyc sxcnepmos 6vin docmuenym 6 mom, umo
npu 6e0eHUU NAYUeHmMo8 €O CHUHAILHOU MbIUeUHOU ampoduell HeodX00UMO NOJHOYEHHO
0003HaQUUMb 0N HUX OUANA30H  MEPANesmuUYecKUx 603MONCHOCMEU U  KOPPEKMHO
NPOUHDOPMUPOBAMD, YMO 6bI00P NALTUAMUSHOU UTU UHMEPBEHYUOHHOU N0O00epicusarouler
mepanuu He s6IAemcsi MOAbKO JUllb OUHAPHBIM 6b100poM (8blOOpom 00Ho20 u3 0syx) [80].
Taxum obpazom, medxcoyHapoouas pabouas epynna ¢ 2007 200y He cmoena nputimu K co2nacuio
8 OMHOUWleHUU NALTUAMUSHOU NOMOWU U MO2IA MOJILKO NPUSHAMb CYUeCmEeHHble dMuyecKue

np06ﬂ€Mbl, Komopble OO0JICHDL yuumosleamsvCsl npu NPUHAMUU peulenHusl 0 NOMOWU 6 KOHmMeKcme
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CMA, 6 Oanmbili MOMEHM MAKxiCe C YYEemom NOCIeOHUX mepanesmuyeckux nooxooos [79].
Tocnedyrowue nyonuxayuu makdice He Npueiu K KOHCEHCYCY OMHOCUMENbHO CMAHOApmMos
nanuamusnol nomowu npumernumenvro k CMA [81].

Hanuuue 6o3mooxcnocmu namozenemuyeckux mMemooo8 nedeHus 0aem CYuecmeeHHvle
OCHOBAHUSA 0I5l HAOEIICO HA UBMEHEHUEe NPOCHO3d, 0OHAKO HEKOMOpble NPodieMbl HYHCOAIOMC 8
OoanvHeluemM u3yyeHuu, npejcoe yem ModiCHo 6yoem paspabomams CMAHOAPM NALTUAMUBHOU
nomowu 6 omuowenuu CMA [60], exarouas wneobxooumocms pasvicHenus 3HAYEHUS.
nanuamushot nomowu 0nst nayuenmos co CMA [57]. Meowcoynapoonvimu skcnepmamu
NPpU3HAemcs, Ymo K1o4egou 3adauell s8semcs OmKa3 om OUXOmoMUu4eckol Mooenu, Komopas
NPOMUBONOCMABIAem AKMUBHOE JleYeHUEe 8 PAMKAX NALIUAMUSHOU NOMOWU, 8 NOIb3Y MOOenu
63aumHo20 oonoanenus [57].

o Pexomenayercsi HBa3MBHAsI BEHTWIAIMS Jierkux mnamueHntamMm co CMA 5(Q ¢ HaloxxeHueM
TpaxeocToMsl mpu oTcyTcTBUM 3 dexra or HYBJI unm HeBO3MOKHOCTH €€ OCYILEeCTBICHHS
JUTS TIOJ/ICPKAHUS JKU3HU maiuenTa [82].

YpoBeHb yoenuteabHocTH pexoMenaanuii C (YypoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 5)

KommenTapuu: PenieHre 0OTHOCUTENBHO HCTIONB30BAHUS IOJITOCPOYHOM HCKYCCTBEHHOU
BenTwsinuu nerkux (MBJI) nmpeamnosnaraer comnocraBieHne MHOTOUMCICHHBIX (PAKTOPOB «3a» U
«IPOTHBY, SIBISETCS CYOBEKTUBHBIM M HE MOXET MPUHUMATHCS CAMOCTOSTEIHHO OJHOU
CTOPOHOH (TOJILKO MAIIMEHTCKON HIIM TOJIBKO BpaueOHON). DTHYHBIM B JIAHHOM ciydae Oyner
TaKOHW MOJXO0/, P KOTOPOM YacTHbIE MHEHHS U yOeXJIeHUs Bpaua MOTYT OBITh MPEACTABICHBI
ceMbe BMeECTE C NPEMIOKEHHBIMH BapuaHtamu JeudcHus [83]. Pe3ynabTaThl HECKOJIBKHX
UCCIICIOBAaHMI YKa3bIBAIOT HA CYIIECTBEHHBIC PAa3JINYMs B OTHOUICHUU M MTPAKTHYECKOM TIOIX0/1e
Bpaueil K pecnupaTopHoi mojiepkke manueHToB co CMA 1-ro tuma [84-85]. Poaurenu u
JIpyTHe JUIa, OCYIIECTBISIONINE YXOJ, CUYMUTAIOT, YTO y HUX JOJDKHO OBITH MpPaBO BBIOOpa B
MOJIb3Y WM MPOTHUB HCIONH30BaHUS MCKYCCTBEHHOW BEHTWIIAIMH JieTKuX Ha nomy. CTpecc u
BOJIHEHHE Y POJUTENICH B TAKOW CHTyallMy BBI3bIBAJIa HEJOCTATOYHAS MOJJIepKKa ((pHUHAHCOBAS,
TICUXOJIOTHYecKast U npakTrueckas) [85]. HeoOxoauMo npu3HaTh, 4TO, K COXKAJICHHUIO, B pEalIbHO
CJIOKUBLIEHCS KIMHUYECKON MpakTuke pemieHue o Havyane MUBJI moxeT ObITh MpUHATO O€3
COIJIacHsl 3aKOHHBIX HpezacTaBuTeneil pedenka. OTcyrcTBUe HWH(GOPMHUPOBAHHOTO BbIOOpa WU
II1a0JIOHHBIN TOAXO0/T K JISYEHHUIO MPETSATCTBYIOT IUIAHWPOBAHUIO U OTPaHUYMBAIOT BO3MOYKHOCTh
NpUHSTHS perenuit [82].

e PexoMenayercsi BKIIOUEHHE B MPOIECC MPUHITHUS PEIICHUH MO MAITTMATUBHON TTOMOIIM Ha
BCEX OJTamax 3a0o0JieBaHUsl C TMPEAOCTABICHHUEM IIOJIHOM M KOPPEKTHOW HH(OpMAIHH

pO,Z[HTGJ'ICﬁ HaluEeHTOB CO CMA 5q HJIs1 TOTO, YTOOBI ITOMOYb 3aKOHHBIM MMPpEACTaBUTCIIAM
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pebenka caenatb WHGOPMHUPOBAHHBIM BBIOOP B TMOJB3Y OKa3aHHWS €My NaUIMATHBHOMN
MIOMOIIH B COOTBETCTBHH C UX YOSIKACHUSIMHU U mpeanouTenusimu [83].
YpoBeHnb yoenuteabHocTH pekoMenaanuii C (ypoBeHb 1I0CTOBEPHOCTH /I0KA3aTEIbCTB — 5)
o PexomeHnyercs okazaHue NOCTYMHOW NAJTTMATUBHOW MEAUIIMHCKON MOMOILIY MAallHeHTaM CO
CMA 50, KOMIUIEKCHO OCYIIECTBIISIEMOM COTPYJHUKAMH MEIMIIMHCKUX OPTaHU3aluid U HUX
MO/IPA3JCJICHNH, OKa3bIBAIOUIMX CIIEHUAIM3UPOBAHHYIO MaUVIMATUBHYI MEIUIMHCKYIO
MIOMOIIIb JIETSIM, B PETYJISIPHOM B3aUMOJICHCTBUU C CEMbEW sl oOecreueHus: moTpedHocTei
MaIyeHTa ¥ ero 3aKOHHBIX MPEICTaBUTENICH Ha pa3IMYHbIX Tarnax 3aboseBanus [57].
YpoBenb yoeauTeabHOCTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB — D)
KommenTapuu: [TajuimatuBHas MOMOIIL MOKET OKa3bIBATHCS HA BCEX JTAnax BEIACHUS
narenTa co CMA: mpH TNOCTaHOBKE [MAarHo3a, BO BpeMsl TNPHUHITHS KIFOYEBBIX
TEpaneBTUUECKUX PEIICHUN, MPU BO3HUKHOBEHHUU >KU3HEYTPOXKAIOIIUX COCTOSHUH, a
Tak)xe B TepMUHAJIBHOM (haze 3a00s1eBaHUS.
o PexoMenayercsi BKIIOUECHHUE TIAHOBOM OIIEHKH OOJIM COTJIACHO IIIKajaM, COOTBETCTBYIOIIUM
BO3PACTy ¥ YPOBHIO HEPBHO-TICUXMUYECKOTO pa3BUTHUs pebeHka, mamuentam co CMA 5q s
moaoopa 06e300mBanus [87].

YpoBeHb yoenuTeabHOCTH pexkoMeHaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTeIbCTB — 4)

4, MeauuuHCKAasi peaduauTANusi, MeIUIIMHCKHE MOKA3aHUS U

NMPOTHUBONOKaA3aHUA K IPUMECHCHUIO METO0B peaﬁHJII/ITaIII/II/I

B nacmosawee epems ooxazano, umo pezynapnas gusuieckas mepanus u peaouiumayus
NAYUeHmos8 CnocoOHvl UsMeHumv Kpugyio ecmecmeennoco mevenuss CMA 5Q: nosvicumo
NPOOOINCUMENLHOCMb U KAYeCm80 JCU3HU NAYUEHMOS, YIVUUWUMb  (DYHKYUOHATbHLIL U
coyuanvuviti cmamyc. Peanuzayusi 3mou KOHYenyuu 603MONCHO MOJbKO 8 opmame yelb-
opuenmuposanHol peaburumayuu. Tax, peaburumayus nayuenmos co CMA 5q cmasum nepeo
coboll credyowue yenu: yeeauuums MOOUTIbHOCMb NAYUEHMO8, 3aMe0NUNMb NPOSPeCCUuposanue
ampoghuil mvluty, nPeoomEpamums pazeumue MOPULHbIX OPMOneOUudeckux ociodcHerull. lemu
O00JICHbL CIMABUMCSL KAK NPU NOBCEOHEBHOU pabome ¢ pebenkom (peabunumayus oOpazom
JHCUBHU — M020a MO COBMEeCmHAs paboma husuiecko2o mepanesma-Kypamopa, pooumeneu u
uHo20a camozo pebenka) — bonee 00a20CPOUHbIe Yelu, MaK U C KarcOblM Npuxo0om pebeHka Ha

Kypc peabunumayuu 8 peaburumayuoHHulil YeHmp — KpaAmKoCpOuHbvle U OMCPOYEHHbIE Yell.
IIpoyecc Oocmudicenuss NOCMABIEHHbIX yelell peaburumayuu onpeoessem

cneoyrouue 3a0adu:
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® He donycmums POpMUPOBAHUS NPUBLIYHO2O NOPOUHO20 NOJIOHCEHUS KOHEYHOCMe U UX
ce2MeHmos, U, KaKk ciedcmeue, paHHux KOHMpaxkmyp,

®  3aMednums npoyecc ampouu mviuiy om 6e30eucmeust,

®  NPenamcmeo8ams 0e2eHepamueHOMY YKOPOUEHUIO MbIULEUHBIX 60JIOKOH,

®  1POOAUMb PYHKYUOHANLHYIO AKMUBHOCHb NAYUEHNO8;

®  NPenAmcmeo8ams pa3eUmMuI0 KOHMPAKmMyp cycmago8 KOHeuHoCmell,

®  ygenuuUmb NOOBUIICHOCHb NAYUEHMOB (COXPAHUMB/NOBLICUMb 00beM U AMNAUMYOY
O0BUINCEHULL),

®  Jamb 803MOINCHOCMb DUIUOTIO2ULECKOMY PA3BUMUI0 U PYHKYUOHUPOBAHUIO BHYMPEHHUX

Op2aHO8 U CUCTNEM.

Memoowr peabunumayuu CMASQ Oenamcs na HemexHuueckue (K HUM OMHOCAMCA
Qusuueckas mepanus: JneyeOHas QUIKYIbMYPA, MACCANC, paACMAdNCeHUe Muly u Op.) u
mexHuuecKkue (opmesuposanue U KOPCEMUPOBAHUE MYL08UWA U KOHEYHOCmell), GKIIUAsL
XUpYpeUuueckylo  KOppeKyuro  Opmoneoudeckux  npoonem, npensmcmeyiowux — ux
PE3VIbMAMUSHOMY  BbLINOJIHEHUIO, d Makdce oOpy2ue memoowvt (HATOKCHUE ITHPKYISIPHBIX
TUIICOBBIX MOBSI30K, pOOOMUSUPOBAHHAS. MeXaHOmMepanus npu 3a001e6anusx nepugepuieckou
HEpBHOU  cucmemsl, NpUMeHeHUe MpeHasicepos  peadbUIUMayuoHHbIX, NlasaHve U
Guzuomepanus,).

Ilpu nposedenuu peabunumayuoHHbIX MEPONPUAMUL HEOOXOOUMO:

e Ccmapamvcs 8CMpoums QUIUYECKYI0 Mepanuio U pecyisipHsie YAPAd’CHeHUs. 8 NOBCEOHEGHYIO
AKMuU8HOCMb pebeHKa, chopmuposams Ha UX OCHOBe 00Pa3 e20 HCU3HU,

e YUUMBIBAMb, YMO OOMUHUPYIOWUM CUMIMOMOM y Oemell A6Aemcs yCmaniocmy, a 3HaA4um
pacnpeoensims Qu3UUecKyIo HAePY3KY HA 8eCb OeHb — (HOHEMHOR2Y, HO 4aCmOy,

e uomu "Ha wae enepeou"” — cmasumv yenu peaburumayuu Ha OnUNCALUUUE HECKOIbKO
Mecsyes 6neped C Yu4emom meKyuje2o CKelemHo-MblledHo20 Ccmamyca nayueHma u
NPOCHO3UPYEMbLX YXYOUleHUl,

e 8AJICHO, YMOObl 8 NOBCEOHEBHOU JHCU3HU ) pebeHKa Obliu 3a0elCme08ansl 6ce CKelemHbvle
MbILUYDBL U HUKAKUE He OCMABAIUCH 8 Oe30elicmeull.

Hexomopuie pexomenoayuu no peabunumayuu Hocam oowull Xapaxkmep, u OHU OOJIHCHbI
ocyuecmeanamocs 0ns 6cex nayuenmos co CMASQ. Ho, 2o6ops o peaburumayuu nayueHmos co
CMASQ, Oonee 6epHbiM NOOXO0OM SAGIAEMCA HE DPAHICUPOBAHUE NAYUEHMOS HA MUNbL
3abonesanusi (CMA |, CMA I, CMA W), a pazoerenue na ¢ynxyuonanvuvie xiaccol (cm.
evlule):

e 1edicayue (N030HASA HeaMOYIAMOPHAS CMAaoUsl);
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o cuosauue (panHAA HeamOYIamopHas cmaous);
® xoosuue (amby1amopHas cmaousi).

Hannas ¢ynkyuonanvnas knaccugukayus noseonsem KOHKpemusuposams 3a0ayu
peadbunumayuu 0l ONpeoeieHH020 NAYUeHma ¢ y4emom e20 803MoANcHocmell (cm. pazoenvt 4.1,
4.2., u4.3. nuoce)

o Pexomenayercss ocMoTp (KOHCYJbTaluUsl) Bpada 10 JiedeOHOW (UBKYIbType BCEM
nanueHTam co CMA 5( miis cocTaBieHus TulaHa 3aHATHH 110 Jiede0HOo# Gu3KyabType [88].

YpoBeHnb yoenurenasHocTu pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

e Pekomenayercsi ocMOTp (KOHCYJbTanus) Bpava-pusuoTepaneBTa BCeM

nanuentam co CMA 5Q s coctaBieHus miiaHa pusuorepanun [30].

YpoBeHb yoenuteabHocTH pekoMenanuii C (YpoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 5)
e PexomeHnaywTcs npoueayphl IO aJanTallud K YCIOBUAM MAaKpOCPEIbl BCEM MAlMEHTaM CO
CMA 50, UMEIOIIMM JIBUTATEIbHBIC HAPYIIICHUS, /IS MOBBIIICHHS KauecTBa sxu3Hu [20].
YpoBeHb yoenuteabHocTH pekoMeHaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEIbCTB — 5)
KommenTapuu: Heob6xoauMbl MepompusaTHsS [0 ajanTtanud JAomamHed (4 Jp.
OKpY>Karolei) 00CTaHOBKH JyIsi 00ecTieueHruss MaKCUMaJIbHOW HE3aBUCUMOCTH TMAIIMEHTOB 3a

cueT 0€301MacCHOCTH M JOCTYITHOCTH BCEX HEOOXOMMBIX UM CPEJICTB.

o Pexomennyercs neueOHas (GU3KyIbTypa TpH 3a00JE€BaHUAX MepupepuyecKord HEPBHON
CUCTeMbl M CycTaBoB BceMm mamueHTam co CMA 50 ¢ uenbio yBenuueHus obbemMa H
AMIUTATYIBI IBH)KEHHUH U TPOGUIAKTUKA pa3BUTHS KOHTpakTyp [88].

YpoBeHnb yoenureabHocTH pekoMenanuii C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 5)

KommenTapuu: BaxHo OopoThCsi 3a COXpaHEHHME TeX MABM)KEHUH, KOTOpPbIE €CThb Y
peGeHka B Hacrosiee BpeMs. s 3TOro Xopomo HCHOJb30BaTh KHHE3MOTEpaneBTUYECKUN
UTPOBOM MOAXOJI IPU BOBJICUECHUU peOCHKA B YIIPAKHEHHUS.

e Pexomenayercsi Maccax rpyqHOW KJIETKH MEAMIMHCKHM BceM manueHtam co CMA 5q c
peCcnupaTOpHBIMU  HAPYIICHUSIMH H IS TPO(IIAKTHKA JIETOYHBIX OCJIOKHEHUU W
runoBenTHysIIIH [30].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (YpoBeHb 1I0CTOBEPHOCTH JI0KA3aTEJIbCTB — 5)

KommenTapuu: Macca)x HOCUT IEPKYCCHOHHBIM XapakTep U OCHOBHOM €ro ILEJIbI0

SBJISIETCS] PEHUPOBAHNUE BEPXHUX JBIXATEIBHBIX MyTel. ExxeHEBHBIE TEPKYCCHOHHBIE MACCAXKH

TPYAHON KJIETKH (MTOCTYKHWBAHUS/BHOpAIUK MO XOJy PAcIpOCTPaHEHHS TPaxeoOpOHXUATHLHOTO

JiepeBa OT HUKHUX OTJIEJIOB JIETKUX K BEPXHUM) COUETAIOT C OCTYPAIbHBIM JIPEHAXKOM C LENbIO

OTBCACHUA CKaHHHBaIOIHeﬁCﬂ MOKPOTHI.
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o Pexomennyercs nedeOHasi (pU3KyIbTypa MpH 3a00JEBAaHUSX BEPXHHUX JIBIXATEJIbHBIX MyTeH
(kxuHe3noTepanus IpyIHOM KJIETKM WM MOCTypallbHbIN JApeHax) BceM nanueHtam co CMA
50 c pecnHpaTOpHBIMH HAPYHICHUSMH M JJs MPO(PHUIAKTHKH JIETOYHBIX OCJIOXHEHHUH M
runoBeHTHIsIIMN [20].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTEIbLCTB — 5)

o Pexomenayercss mexaHoTepanusi npu 3a00JeBaHMAX NepupepUIecKOil HEPBHOW CHCTEMBI
BceM manueHtam co CMA 5( ¢ uenpio yBenuueHUs: o0beMa U aMIUTHTYABI ABV)KCHHUN H
poUIaKTHKA Pa3BUTHSA KOHTpakTyp [88].

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

KommenTapuu: [TarmenTam pEKOMEHIyeTCs IIPOBEJICHUE pacTsIKeK,

COINPOBOXKAAEMBbIX JIETKUM MaccakeM (pasorpemaroliee JeiicTBue). MHHMMalbHas 4acToTa

3aHATUN JJIS PACTSKKU M YBEIMUEHUS 00beMa JBUKCHHUM ISl JIe)KauynX MaI[IeHTOB COCTABIISET

3-5 pa3 B Hememoo, I CHUASYMX MAlUEeHTOB 5-7 pa3 B Henenmoo. JIMTeNbHOCTh 3aHATUN AJis

3G (HEeKTHBHOTO PACTSHKCHHSI W YBEIMUYCHUS O0bEeMa JBWKCHHUS 3aBHCAT OT KOHKPETHBIX

noTpeOHOCTEH MaIeHTa, COCTOSIHUS CYCTaBOB U IIeJIeH peadmInTalHy.

o Pexomennyercs seueOHOe 1aBaHue B OacceliHe BceM manueHtam co CMA 5q tun 2 u 3
11t obierueHus aeukenuit [89].

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

KommenTapumn: 3aHaTHsd [JaBaHUEM IOJE€3HbI M MNpusATHB nauveHtamMm co CMA. Boga

HENTpanu3yeT NeHCTBUE CUJIBI TPABUTALIMU HA TEJO PeOEHKA, YTO MO3BOJISIET MY IMO-APYTroMYy

MOYYBCTBOBAaTh CBO€ Teno. [lmaBanme — Xopomias a’poOHas TPEHUPOBKA. ITO BapHUaHT

aktuBHOTO JIOK mist pebenka co CMA. Kpome Toro, miaBaHue MOBBIIAET YMOIMOHAIBHBIN

¢don nereil. Metogq He mmeer abCONIOTHBIX mpoTuBomnokazaHuil npu CMA. Pexomennyemas

Temneparypa BoAbl B OacceitHe 30° - 33° (onTUManbHBIE TEMIEpaTypHble paMKU JUIs

HAWIy4Ilero Metadoau3ma Meiii). [lepBble HECKOMBKO 3aHITHI JOMKHBI IPOXOIUTH HE TOJIBKO

C POAUTENSAMHU, HO U C HHCTPYKTOPOM, KOTOPBIM 00yuuT ponutenel. Ilepen xkaxapiM 3aHATHEM

HEO0OXOMMO OIEHUTh COMAaTHYECKOE OJlaronoiayydrne peoeHka.

o Pexomennyercsi nedueOHas PU3KYIbTYpa ¢ UCIOIB30BAHUEM aNNapaToB M TPEHAKEPOB MPHU
3aboseBaHusAX mepudepuyeckoil HEpBHOM cucTeMbl BceM manueHtam co CMA 5Q s
MOJIZIEP KaHuUs IBUTATEIbHON aKTUBHOCTH M MPOQUITAKTUKHA Pa3BUTHS KOHTPakTyp [88].

YpoBeHnb yoenuTelbHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 0KA3aTEJIbCTB — 5)

KommenTapuu: [l nexauynx MalMeHTOB BIOJHE MOXET MPUMEHSTHCS TPEHaKep-BEIOCHUIIE]

(BemoTpeHaxep)
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e PekoMeHnyeTcs 030KepuUTOTEpanusi 3a0o0JieBaHU TepUPEPUIECKO HEPBHOM CHCTEMBbI
narentaM co CMA 5qQ ¢ ¢opmupoBaHreM KOHTPAKTYp Ui YMEHBILICHHS CTETEHH HX
BeIpaxkeHHocTH [30].

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

o Pexomennyercs napapuHOTepanus 3a0oieBaHUN TepupEpUIECKOl HEPBHOW CHUCTEMBI
nanuentaMm co CMA 50 ¢ ¢opMHpOBaHMEM KOHTPAKTYp Il YMEHBIIEHUS CTCICHH
BhIpakeHHOCTH KOoHTpakTyp [30].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTEeIbLCTB — 5)

o PexoMenayercsi TpeHUPOBKA C OMOJIOTHMYECKOW OOpAaTHOM CBA3BIO IO ANEKTPOMHUOTpaduu
npu 3a00JeBaHUAX MEPUPEPUIECKON HEPBHON CHCTEMBI (MUOCTUMYIISIMS) MAIlEHTAaM CO
CMA 5q s noaaepxanust QyHKIIHOHATBHBIX BO3MOKHOCTEH Mbimiy [90].

YpoBeHb yoenuteqabHocTH pekoMenaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEIbCTB — 5)

o PexoMenayercss mMexaHoTepanus U POOOTH3MPOBAHHAS MEXaHOTEpANuUs MpH 3a00JIEBaHHIX
nepudepuyeckoil HepBHOM cUCTeMbI BceM mnarrienTaM co CMA 5¢ st coxpaneHus o0beMa
nsrokenuit [20].

YpoBeHb yoenuTeabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 5)
KomMmenTapum: 18 5eXauux  MAallUEHTOB  MOXET  MPUMEHSTHCS  TPEHaXXephl

peabunuTalMOHHbIEC (BEJIOTPEHAXKEDP), IS CHIIYMX MAIMEHTOB - HAOOp peaOMIMTAIMOHHBIX

W3/IeIMid TpU HApPYLIEHUSX OIOPHO-ABUraTENbHOrO ammnapara, NeAUaTpUuecKUil W JIpyrue

TpEeHaXXepbl peaOWIMTAMOHHBIC, [UI1 XOASYMX — BCE BBILIE NEPEUYHCICHHOE IUIIOC JOPOKKA

OeroBasi CTaHJapTHAsA MEXaHUUYECKasl WM C AJIEKTPOINUTAHUEM.

e PexoMeHayeTcsi HaJOKEHUE LUPKYISIPHOM TUIICOBOM MOBsA3KM namueHtam co CMA 5( ¢
KOHTPAKTypaMH B KOJEHHBIX W TOJICHOCTOIIHBIX CyCTaBax /Ul YBEJIWYEHHUs 00bema
nBwkeHni B Hux [20].

YposeHb yoenuteabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH JI0KA3aTEJIbCTB — 5)

Kommentapumn: OCOOEHHOCTH HAJIOXKEHMS LMPKYJIAPHOI T'MIICOBOM MOBSA3KH Yy MAlMEHTOB CO

CMA - runicoBanue KOPOTKUMHU Kypcamu (Ha 5 aHeit yepes 2 aHs).

e PexoMeHnaywTes yciayru o MEIWLMHCKON peadMIMTAMK JeTeil ¢ Helpo-opToneaniecKon
naToJIoruel MeToJaMu JiedeOHoro Teiinuposanus nmamueHtaM co CMA 5¢ tun 3 ¢ nensio
YMEHBIIICHUS HArpy3Ku Ha MbIibl [91].

YpoBeHb yoenuteqabHOCTH pekoMeHaanuii C (YpoBeHb I0CTOBEPHOCTH /I0KA3aTEIbCTB — 4)

KommenTapuu: JlanHHas MeTOIMKa MOXET HCIOJb30BaThbes y aereid co CMA. Tein
croco0eH MpUHUMATh Ha ceOs 4yacTb HArpy3Kd MBIIIIBI, TEM CaMbIM JaTh IOYYBCTBOBATh

MaluCHTY pa60Ty cBOEH MBIIIIIBI. HpeﬂHOLITCHI/IC OTAACTCA MOHOTCﬁHHpOBaHHIO
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(TEMMMpPOBAHWIO OJHOW KOHEYHOCTH), 4YTO TO3BOJIIET PEOCHKY «COCPEIOTOYUTHCS» Ha
KOHEYHOCTH, I0YyBCTBOBATb MBIIICYHBIN TPUITEP TEUITMPOBAHHON KOHEYHOCTH.

4.1. Peaduauranus Jexauyux NANMEHTOB

OchosHOe NonodceHUe dIMuUX NAYUeHmMos8 8 OOMAWHUX YCIO0BUAX — NOTONCEHUE «eHCAY,
KOMOpoe ONACHO (QOpMUPOBAHUEM NPUBLIUHBIX (3ANOMUHAIOUWUXCS) NOPOYHBIX YCMAHOBOK
KOHeYHOCmel U UX cecMeHmo8 6 6udy Oelcmeus Cul 2pasumayuu Ha KOHeYHOCmU U
omcymcmeusi CnocoOHOCmuU NnayueHma K aHmuepasumayuOHHbIM OUMCEHUAM, d MaKice
B03HUKHOBeHUEM 0Cn0dicHeHull. Tak, xapakmepHas 01 makux oemetl (8 CUIy ciabocmu Muliiy-
A00YKmMopos bedep) no3a «Jedca Ha ChuHe ¢ NOBEPHYMBIMU HAPYICYy bedpamuy cnocobcmeyem
He MONbKO (DOPMUPOBAHUIO NAPATUMUYECKUX BbIBUX08 MA300e0PEeHHbIX CYCMAasos, HO U
B03HUKHOBEHUIO MACENbIX NPOJIedCHel Ha Oonvuiux eepmenax dedep. Ouenb 8aMCHO 6 SMOM
KOHmeKcme, Ymoobbl NON0JCeHUe pebenKa 6 nocmenu u Ha adol 0pyeol nosepxHocmu 0vlio
@DYHKYUOHATLHO — BbI2OOHBLIM U NPEOOMBPAWAN0  BO3MOICHOCHb — Pearu3ayui  NOPOYHBIX
YCMano8oK u ux ocnodcHenutl. C d3mou yenvio peKkoMeHOYIOMCsa 4acmvle CMeHbl NON0HCEHUs.
mena 6 nocmenu,; UCNOIb308aHUE NOOPYUHBIX CPEOCME, KOMOPble MO2YM 1e2KO USMEHAMb CE0I0
@opmy u NPUHUMAMb BeC KOHEYHOCIU HA Ce0sl, meM CAMbIM UMUMUPYsT AHMUSPASUMAYUOHHOE
Oeticmeue  (Hanpumep, Mampac, HAnoIHeHHvl npocom). Cmumynayus HOBCeOHeHOU
AKMUBHOCMU: USPbl U Opyeue aKmueHvle 3aHAMUSA KAK C UCNOAb308AHUEM CHEeYUATbHbIX
npucnocobnienull (Hanpumep, obnecuennvlie uspyuwKuy), maxk u 6e3 HUX OOJNHCHbL NPUMEHAMbCS 8
MAKCUMATLHO O3MONCHOU CENeHU.

Lenu peabunumayuu nexcavux NaYueHmos:

® yeenruueHue obvema u amMnIumyobl AKMUBHLIX/NACCUBHBIX OBUNICEHULL 8 TH0OOM cecMeHme
mena u KOHeYHOCmell,

®  VIyuueHUue CMeneHUu KOHMPOJ 20J108bl/0GUINCEHULl 8 MPAHCEEP3ANbHOU NIOCKOCMU 8
NOJLOJNCEHUU (JIeHCA HA CNUHE»,

®  yayuueHue pyuHOU MAHURYIAYUL,

® co3z0anue ycroeuil Ol pA3GUMUs U HOPMAIbHO20 (QYVHKYUOHUPOBAHUS GHYMPEHHUX
0peanos;

®  3ameOdneHuUe pa3sUmMus UCIUHHBIX ampo@uil mvluy u ampoghuii bezoeticmaus;

® paszpabomka cycmasos u npouiaKmuxa 00pazo8anus KOHMpPaAKmyp.

4.1.1. HeTexuu4yeckrue MeTOAbI PeaAOHJINTANMY JEKAYNX NAIHEHTOB.

L4 PeKOMeHIlyeTCH YIpaKHCHUA neueOHOM (I)I/ISKyJILTypBI C HCIIOJIB30BAHUEM IIOABCCHBIX
CHUCTEM JIC)KAYMM ITallMCHTa CO CMA Sq C OCJIbIO YBCIWYCHUA o0beMa u AMINIMTYAbI

JBIKCHUH U IPO(MITAKTHKH pa3BUTUs KOHTpakTyp [20].
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YpoBenb yoeauTeabHOCTH pekoMenaanuii C (YypoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB — 5)

Bo Bpemst 3ansTHii (usnueckod Tepamuedl ¢ JIeKauuMH TalWeHTaMH  ya00HO
MCII0JIb30BaTh PE3MHOBBIE WM TPAMUYHbBIE JIEHTHI ISl I0JIBEIIMBAHUS CETMEHTOB KOHEUYHOCTEH.
Takolf crmoco® MoAXOAUT A NPUMEHEHWs KAaK Ha BEpXHUX (IUIeYM), TaK M Ha HIKHHUX
KOHeuHOCTsIX  (Oenpo-koneHo-roneHb). Hanpumep, g coxpaHeHus  (yHKIMOHAJIbHOU
AKTUBHOCTH BEPXHUX KOHEYHOCTEM MOYKHO MCIOJIb30BaTh METOJ YCTPAHEHHS CHJI TPaBUTALUU
IyT€M IIOJBEUIMBAHUS IMPOKCUMAJIBHBIX CETMEHTOB BEPXHMX KOHEYHOCTEH Ha JIEHTax, TEM
caMbIM 00€creunB BO3MOXHOCTh JBM)KEHUHM BCEll BEpXHEH KOHEYHOCTH M, KPOME TOrO, 3TUM
JIONIOJIHUTh TUarHOCTUYECKUN MOUCK «pabOTAIOIIMX» MBI B ITyOOKO MapeTUYHOM CErMEHTE
BEpXHEH KOHEYHOCTH (TaK, MOJBEHICHHBIM Ha JIEHTE IUIEYOM pPEOCHOK MOXKET JABUIaTh,
HarpuMep, B TPAHCBEP3IbHOM/(PPOHTAIBHOMN TIIOCKOCTSIX, YTO TIOMOTaeT OOHAPYKUTH «OKHUBBIE»
HOPIIMK MBIIIL, YaCTO Ha IUIeYe 3TO MOPLMHU JeIBTOBUIHBIX MBIIIL). DTOT K€ CII0COO momMoraer
o0ecrneynTh Urpy Win MaHUIYJISALUI0 pyKOH (HalpuMep, AJIs J)KeCTa «yKa3bIBaHHs» IpU paboTe ¢
KapTOUYKaMHu).

4.1.2 Texunueckue Metoanl/cpeacrsa peadouaurannu (TCP) Jexkayux nalnueHToB.

s docmuoicenus nOCMAGIEHHbIX yelell peadunumayuy  UCnoIb3Yemcs Cmpo2as
NPUBEPICEHHOCb NPUHYUNAM NOCMYPANbHO20 MEHeONCMEeHMd, KOMOpbulll eKauaem 8 ceds
NPasuIbHoe NOUYUOHUPOBAHUE (8 NOLONCEHUU «CMOA» - 6ePMUKAIUAYUS, MAKIHCe Npebbleanue
6 meuenue OHA 6 NPABUILHOM NOJNONCEHUU «CUOS») U Opme3uposaHue mynroeuwa u
KOHeuHOoCmel.

o Pexomennayercsi BepTUKanu3anus Jexxayux manueHToB co CMA 5( ¢ 1enbro npoduiakTHKU
OPTONEANYECKUX OCJIOKHEHWH OCHOBHOTO 3a00JIEBaHUSI M CO3JaHUsI (PU3HOJOTUUECKHUX
YCIIOBHI JJI1 HOPMAJIBHOTO Pa3BUTHS M (DYHKIIHOHHUPOBAHUS BHYTpeHHUX opraHos [20].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH JI0KA3aTEJIbCTB — 5)

KommenTapuu: BepTukanuzanus mnauMeHTa B ONOPE ISl CTOSIHUSL PEKOMEHIYETCs
CyMMapHO He MeHee | Jaca B JIeHb B 3aBUCUMOCTH OT BO3MOXKHOCTEH peOeHka. J[s manueHTos,
KOTOpPBbIE HUKOT/Ia HE MOTJIM CHUJETh, MOKET OBITh PEKOMEHI0OBaHA BEPTUKAIU3AIIMS, HAUUHAS C
BO3pacta 14 mecsiies.

e PexoMeHnayercsi peaOWIUTAIIMOHHBIC W aIaITUPOBAHHBIC IS WHBAJIHIOB U3eIus (3aaHe-
ONOpHBIE OIMOPHI JUI CTOSIHHSL C BO3MOXKHOCTBIO HakiIoHa oT 90° no 180%, mexaunm
nanueHTa co CMA 5¢ st 6e30macHOro U KOMGOPTHOrO pa3MEIIeHHUs M BepTHKAIU3ALUN
pe6énka) [92].

YpoBeHb yoenuteabHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 4).
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KommenTapuu: Onopsl As CTOSIHUS TIOJDKHBI UMETh (DYHKIIMOHAJIBHBIN MOJTr0JIOBHUK,
obecrieunBarONInii OOKOBYIO U MEPEAHE3THIOI0 CTA0MIM3AIMIO TOJIOBB U HE OTPAHUYUBAIOIIUI
BO3MOXKHOCTH JBW)KCHHUS T'OJIOBOI; (PUKCATOPHI KOpITyca Ha yPOBHE TPYIU M Ta3a; (PUKCATOPHI
HIKHUX KOHEYHOCTEH Ha YPOBHE HIDKHUX TpeTel Oelep M KOJEHHBIX CYyCTaBOB; IMOACTABKY JJIs
CTOIl C PEryJMpPOBKOM MO YIJIy HAKJIOHA; MPUCTaBHOW CTONUK. HemanoBaxxHBIM AJIs JIeKauux
MAlMEHTOB SBJISIETCS BO3MOXHOCTb BEPTUKAIM3ALMKA B OMOPE JUJISi CTOSIHUS B TOJIOKEHUU
"pa3BeneHHBIX Oezmep" (nomonHuTENnbHAs (QYHKUUS y OMOP sl CTOSIHHA), YTO IOBBIIIAET
KOHTPYSHTHOCTh CYCTaBHBIX IOBEPXHOCTEH, CrocoOCTBYeT (OPMUPOBAHUIO Ta300€APEHHBIX
CyCTaBOB, NPOUIAKTHKE BRIBUXOB Ta300€JPEHHBIX CYyCTAaBOB.

e Pexomenayrorcs opresbl I KOHEYHOCTEH M TYJIOBUIIA, a TAKXKE CHEUUATU3UPOBAHHbBIC U
aJanTUPOBAHHBIC JIJII MHBAIMJIOB MPUCTIOCOOJICHUS I TO3UIIMOHUPOBAHUS (CUCTEMBI JIJIst
OpPTOCTATUYECKOW TMOAJEPKKH, BKJIIOYAIOIIMEe B ceOs Baluku, (HOpPMOBAaHHBIE MOIYIIKU
pas3nu4HOM KECTKOCTU W KOH(pUTypaluu, Urpymku) nexkaduMm mnanueHtam co CMA 5q ¢
[ENbI0 TMPUIAHUS TPUTOMHATOTO, (YHKIIMOHAIHHOTO TIOJOXKEHUS C HEoOXO0IUMOM
¢ukcanueld TYJOBUINA W TIOJACPKKOM TONOBRI W JJIs MOOYXKIeHUs  peOCHKa K
JBUraTeIbHOM akTUBHOCTH [92].

YpoBeHb yoenuTeabHoCTH pekoMeHaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTeIbCTB — 4)

KommenTapuu: Opre3bl TPEICTaBISIOT COO0H TEXHUYECKHE CPEACTBA peadHMIIUTAIINH,
UCIIOJIB3YEMbIC IS M3MEHEHUS CTPYKTYPHBIX M (YHKIMOHAJIBHBIX XapaKTEPUCTUK HEPBHO-
MBIIIEYHON W CKENETHBIX CHUCTEM U O0OecledyuBalonifie, B 3aBHCHUMOCTH OT MEIUIIMHCKUX
MOKa3aHUH, OPTOMEINYECKYI0 KOPPEKIINIO, pasrpy3Ky, (pUKcaiuio, akTUBU3AIMIO JBUTATEIbHbIX
byakuuit. CymmapHOoe BpeMsi HaXOXIEHUS B opTe3ax 10 8-12 yacoB B JeHb. MHUHUMaIbHas
4acTOTa MPUMEHEHHUS OPTE30B JIJIsl JISKAUUX MAIMeHTOB — 5 pa3 B Heaento. Dukcanus rpyaHoM
KJIETKA PEKOMEHJYyeTCs /sl CTaOWIM3aluu TOJIOXKEHHs, NPO(PHUIAKTUKH CKOJIMO3a W s
CTUMYJISIUU  (YHKIIMOHATHHOW aKTUBHOCTU. @DHKcCAIMs II€d YacTO HCHONIb3YyeTCs IS
MO/JICPKKU TOJIOBBI IS MUHUMHU3AIMKA PUCKA YAYIIbS B BEPTHUKAJIHLHOM IOJOKEHUH, TaK KaK
(GYHKIMST KOHTPOJIS TOJIOBBI YaCTO OTCYTCTBYET MJIIM OCJIa0JIeHa.

o PexoMeHaywTCs Kpecia-KOISICKM C PYYHBIM MPHUBOJIOM C JIOTOJHUTENIBHON (ukcauein
(mogmepkKoif) TONOBBI W Tena, B ToM umche st OonmbHBIX JILII, mporymounsle (s
WHBAJINUJIOB W JIETeW-WHBAINIOB) CHASYMM U JekauuM manueHtam co CMA 5qQ s
obecrnieuenus ooO1ei MoombHOCTH [92].

YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeNbCTB — 4)

KommenTapuu: /[ MOOMIBHOCTH M TPaHCIOPTUPOBKH PEKOMEHYETCSl HCIIOJIb30BaTh

KpECIJIa-KOJISICKU ¢ PYYHBIM MPUBOJOM C JOMOJHUTEIHHON uKcarueit (Moaaep:KKoi) roJoBbl |
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Tela, KOMHATHbIE M TMPOTYJIOYHBbIE M Kpeciaa-KOJSCKM C JIOMOJHUTENbHOM (ukcarueit
(MOIEPKKOI ) TOJIOBBI U TeJa € JIEKTPONpuBoAoM. OHU M3TOTAaBIUBAIOTCS UHAUBUAYAIBHO T10
00BbEMHON TPEXMEPHON MOJIENHU 3aJIHEW MOBEPXHOCTU Teja, 3TO - JIOKEMEHThI, YCTAHOBJICHHbBIC
Ha KOJIECHYIO 0a3y Kpecla-KOJIICKH COOTBETCTBYIOILIETO pa3mepa W HazHaueHus. [lpu moxbope
Kpeclia-KOJSICKU U (YHKIMOHAJIBLHOTO Kpecya CHEeLHATUCT JTOJKEH Y4ecTh HEO0OXOAUMOCTb

JIOTIOJIHUTEIBHBIX 3JEMEHTOB I TMOJACpKaHUS PEKOMEHJyeMOM MO3bl U BHECTH 3TO B

pekoMeHmanuu 1o m3xenuto. Crexyer yOeaMThCS B MaKCUMAIBHON  (YHKIIMOHATHHOU

HE3aBUCUMOCTH U KOM(OPTHOCTH NMPEObIBAHUS B Kpecie-KOJIACKE.

e Pexomenayercsi mpeObIBaHHE B TOJOKECHHHM «CHIs» JiekauuM manuenta co CMA 5q ¢
eI TPOMUIAKTUKYA OPTOTEAUYECKUX OCIIOKHEHUI OCHOBHOTO 3a00JICBAHUS U CO3JAHHUS
(DU3HOOTHYECKHUX YCIOBUH I HOPMAJIBHOTO Pa3BUTHS M ()YHKITMOHUPOBAHUS BHYTPCHHUX
opranos [20].

YpoBeHb yoenuTeabHocTH pekoMenaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEIbCTB — 5)

KommenTapuu: i1 npeObIBaHUS B TOJIOKCHHH «CHJIST» HMCIOIB3YIOTCS OMOPBI JUIS
CUJICHHUSI WM KPECJIa-KOJSICKH KOMHATHBIC C JIONOJHUTEIbHON (ukcammel (o IepKKoi)
rojoBsl M Tena. Takke MOJNOXKEHUE «CHIAS» B TEYCHHE IHS JOCTUTaeTcs NpeObIBaHHEM B
MPOryJIOYHOM Kpeciie-Koisicke. CHuieHne B TEXHUYECKOM CPEICTBE JIOJDKHO MPOBOAMUTCS B
TYyTOpax Ha TOJICHOCTOIIHBIC CYCTaBbl. [IpeObIBaHWE B TPABHIILHOM IOJIOKCHUU «CHJISI»
PEKOMEH/I0BAaHO CYMMapHO /10 6 4acoB B JICHb.

B kauecTBe MOMONHHUTENHHBIX (YHKIMS B CPEACTBE U CHUACHUS JOJDKHBI BBICTYIATH:
(GYHKIIMOHATBHBIA TOJATOJOBHUK (MO0 TO3UIIMOHUPOBAHHWE TOJOBBI C TOMOIIBIO TETIH
['muccona), obecrneunBaromii OOKOBYIO W TIEPEIHE3AIHION CTAOWIM3alMI0 TOJIOBHI M HE
OTPAaHUYHUBAIOIINN BO3MOXHOCTU JIBM)KCHHSI TOJIOBOM;, CHACHBE C PETYJIHPYEMBIMHU TIIYOMHOM,
HIMPUHON U yrioM HakiIoHa. KOHCTpYKTMBHO CHAEHHE pa3lelieHO Ha Ta30BYIO M OeIpeHHBIC
YacTH, YTO TO3BOJIAET MAaKCHMAJIbHO TMOJIHO pellaTh HMerommecs y peO&Hka mpoOieMbl ¢
0aJlaHCOM ¥ CHMMETpUEH, BBI3BAHHBIC BTOPUYHBIMH OPTOMEIAUYECKUMH OCJIOKHEHUSIMH.
Perynupyemass mo BbicOTe M yINy HAakJIOHa CIWHKA; (UKCATOp TYJIOBUIIA(’KUIIET),
NpPEAOXPAHUTENbHBIA  TAa30BBIM  TOSIC,  PEryJIUpPyEMble  MOMJIOKOTHUKH;  pa3leibHbIE,
perynupyemMble TOJHOXKKH C (UKCATOpaMHU CTOII, MPUCTABHOW CTOJHK; MPOTHUBOMPOJICIKHEBAS
MOTYIIKA.

e Pexomenayercsi wucronb30BaHKe oOpTe3a TyaoBHIIA ((YHKIHMOHAIEHO-KOPPHUTHPYIOIIETO
KOpceTa), M3TOTOBJICHHOTO JUIsi peOeHKa HHIMBUAYAJIbHO IO CJCNKY C HCIOJb30BaHHEM

BBITSDKEHUS IeTien I muccona 3a TOJIOBY HUJIM B TOPHU30OHTAJILHOM ITOJIOKCHUU C YCTPAHCHUCM
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nedopmaruii nexxkauuM manueHTa co CMA 5( B TONOXKEHWUU CUIS C TEIbI0 MPENITCTBHS
00pa30BaHUIO CKOJIMOTHYECKOI nedopmanuu mo3sonounuka [20].

YpoBeHb yoenutenasHocTn pekoMenanuii C (ypoBeHb I0CTOBEPHOCTH /I0KA3aTEIbCTB — 5)

KommenTapuu: Kopcer mis mamueHtoB co CMA wucnonb3yercss (DyHKIIMOHAIBHO-

KOPPUTHPYIOIIUA «C OMOpOM Ha Ta3z», COXpaHSomMi OajgaHC I[MO3BOHOYHOrO CTOJOA,

MPEIOTBPAIIAIONINKA KOJOKOJI000pa3Hyo aedopManuio rpyAHONW KISTKH W HE HapyIIAIONIUR

(YHKLMIO BHELTHETO JbIXaHHUs. BO3M0OXXHO MOTpeOyeTCst «OKHO /ISl ABIXaHUS» U OTBEPCTHE IS

ractpoctomsl (pu e€ Hanuuuu). CymMMapHOe BpeMsl HaXOKJIEHHUS B KOPCETE BO3MOXKHO 110 6-8

4acoB B JICHb.

e PexoMeHnayercsi €XEIHEBHOE HCIIOJB30BAHWE OPTE30B HAa HIKHUE KOHEYHOCTH,
U3TOTOBJICHHBIX WMHAUBUAYAJIBHO (HAaIpUMEp, TYTOPbl HA TOJIEHOCTOIIHBIE CYCTaBbl — JUIS
CHJICHUS, TYTOpbl Ha BCIO HOTYy — Ui CHa) JexauyuMm mnanuenta co CMA 5q s
MPEeIOTBPALLCHHUS U 3aMeJUICHUS Mpoliecca 00pa30BaHUsl KOHTPAKTYP CYCTaBOB KOHEYHOCTEMH
[92].

YpoBeHb yoenuteabHocTH pekoMenanuii C (YypoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 4)

4.2. Pea0uauranysi CHAAYNX NANUEHTOB

s cuosiuux nayueHmos 8adjiCHO KAaxk coOno0eHue NPUHYUna 003uposanus huzuieckou
Hazpy3Ku, maxk u npUHYUNa 6HeopeHus puzuyeckoll mepanuu 8 00pas HusHu pedenKa.
O0HOo u3 6edyuux u IH0OUMbBIX NOJIONHCEHUL MAKUX 0emell - NOJIONHCEHUe «CUOSL», KOmopoe
8 CUY OCHOBHO20 CUMNMOMA 3a001e8anust (C1a60CmuU CKelemHbIX Mblull), HeCNOCOOHOCMU K
CAMOCMOAMENLHOMY UBMEHEHUIO NOJIONCEHUs. MeNa/no3vl  (nepemexcamuvcs 6 MNOJONCeHUU
«cuods») U NOSPEUHOCMAX — NOCMYPANbHO20 — KOHMPONs — CNOCOOHO — hopmuposams
HeCUMMEMPUYHbILL NAmmepH NOCAOKU C HEPABHOMEPHbIM pAcnpedeieHuemM Onopvl Ha KOCmu
masa (cnpasa/ciesa) ¢ nepekocom masa (Haomazoso2o 3a Cuem CKOIUO3A 2eHe3d) U OblICmpo
nPOBOYUPOBAMDb PA3BUMUE CKOIUOMUYECKOU Oepopmayuu Nno360HOYHUKA. B cesisu ¢ smum
0coboe GHUMAHUEe OOJNHCHO NPUOABAMBCA  CUMMEMPUYHOMY  DA3BUMUIO  TETOCTONCEHUs
NAYUEHMOo8 U NPABUTLHOMY NOZUYUOHUPOBAHUIO.
Lenu peabunumayuu cuoAUUX NAYUEHMOSB:
®  nosvlueHUe MOOUTLHOCTU NAYUEHMOB,
® 3aMeldleHUe  NpPOcPeccUposanus — MbluleuHol — ciabocmu, nomepu  QYHKyuu - u
Gopmuposanus ampoguii bezoeticmaust,
®  yayuueHue pyuHoU MAHURYIAYUU,
® co30aHue ycioeuil 0Nl pA3GUMuUs U HOPMAIbHO20 (OYHKYUOHUPOBAHUS GHYMPEHHUX

opeanos;
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® paszpabomka cycmasos u npouiaKmuxka oopazoeanus KOHMpPaKmyp,

*  chopmuposanue u noodepicanue CUMMEMPUYHOCMU NO3bL,

® npedynpedicoenue CKOTUOMULEeCKoU deghopmayuy n0360HOYHUKA U NepeKoca masd,
® oOyueHue ObIMOBLIM HABLIKAM U HABBIKAM CAMOOOCIYIHCUBAHUSA 8 Cpede.

Ocoboe 3nauenue 6 usuueckou mepanuu yoensemcs GopmMuposanuo CUMMempULHOCmMU
no3bl U MUHUMU3AYUU PA3TUYULL 8 pA38UMOCmu U QYHKYUU MenHcoy npasvlMu U 1e8biMU
KOHEeUHOCMAMU.

e PexoMeHnayercsi UCIOJB30BaHUE CIIELMATU3UPOBAHHBIX OPTE30B — OPTONEIUYECKHUX
anmapaTtoB Ha HIDKHHE KOHEYHOCTH W TYJOBHIIE cuAsuuM mnamuentam co CMA 5q 6e3
KOHTPAKTYp AJI MOJAECpKaHHUS BEPTHKAIBHON IMO3bI U CIIOCOOHOCTU K TMEPEABHKEHUIO C
MIOMOIIBIO CPEACTB TOMOJHUTENBbHON onopsl [20].

YpoBeHb yoenuteabHocTH pekoMenianuii C (YpoBeHb 1I0CTOBEPHOCTH /I0KA3aTEIbCTB — 5)

KommenTapuu: AnnapaT CKOHCTPYWPOBAaH CIEHUANbHO Ji HAUUEHTOB C BSUIBIM
napajimuoM, CUJION MBIIII] HIDKHUX KOHEYHOCTEW MeHee 2-X 0amioB. OCOOEHHOCTHIO JTAaHHOTO
opTe3a SBISETCS BO3MOXXHOCTh MEXaHMYECKH AacCHCTUPOBATh YCUJIHSAM peOEHKa, B3aUMHO
nepeMeniasi HIWKHUE KOHEYHOCTH, B CHMMETpUYHOM mo3e. Takoil ammapar mO3BOJISET
HaXOJUTbCSI B BEPTUKAJIBHOM IIOJIO)KEHUUM U IEpEeMEIaThCs C ONOpOod Ha XOIyHKH 0e€3
HNOMJEPKKU POAMUTENEH, IPU JAOCTATOYHON CHUJIE B PyKax. JTa BO3MOXKHOCTb UMEET OTPOMHOE
BIUSHUE Ha QOpMHUpOBaHUE peOeHKA KaK HE3aBUCUMOM JIMUYHOCTH, 00J1a/1at0111eli BO3MOKHOCTBIO
K TNPSMOCTOSHUIO M TNEPEMEIIECHUI0O B 3TOM IOJIOKEHUHU. BepTukanpHas 1mo3a HE IO3BOJIUT
pa3BUBaThCSl 3aCTOMHBIM SIBJIIEHUSIM B JIETKMX, YTO CHM3UT PHUCK Pa3BUTHUS OCJIOXHEHUH Npu
OPBMU, yny4muT naccax no >kKeiayA0YHO-KMILIEYHOMY TPaKTy U MOUYEBBIIACIUTEIBHON CHUCTEME.
OceBast Harpy3Ka Ha CKeJIeT IPeAOTBPATUT Pa3BUTHE OCTEONOPO3a U BTOPUYHBIX Jeopmanuit
KOCTEH U CyCTaBOB.

[IpeObiBanne B CTOSAYEM TIOJIOKEHUH JIOJDKHO ToolpsThes. [lommepskuBaemoe
MOJIOKEHUE CTOS JIOJKHO COCTaBIATh A0 60 MHUHYT, a MUHUMaJbHas 4acToTa - 3-5 pa3 B
HEZIEII0, ONITUMaJIbHas 5-7 pa3 B HEAEIIO
o PexomeHayrwTcsi OpTe3bl TYIOBHUIA — KOPCEThI (DYHKIIMOHABHO KOPPUTHPYIOIIUE (IPyI0-

nosicHuYHO-KpectioBbie — Tna 1SLO) cunsunm nanmentam co CMA 5q st yaydieHus
OCaHKH W JIBUTATEIbHBIX QyHKIMH [92].

YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEeNbCTB — 4)

Kommentapun: Craruyeckue, JMHaMUYecKue W (YHKIMOHAIbHBIE  OPTE3BI
MCIIOJIb3YIOTCS AJI1 U3MEHEHHUS MOJIOKEHUS U NTepeBO/ia B BEPTUKAIbHOE MOJI0KEHNE MAIl[UEHTOB.

Jns  BepTUKamM3alMyd BO3MOXKHO HCIOJB30BaTh KPECIO-KOJIACKY C 3JIEKTPONPHUBOJIOM C
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BO3MOXKHOCTBIO TEpEBO/Ia MAIEeHTa B MOJ0XKeHHe «cTos». [IpucnocoOaeHus sl MOAIEpKKH B

BEPTUKAJIBHOM I10JIO)KEHUU BaXKHBI JUIsl OOJIETYEHUS PACTSDKKU HYDKHUX KOHEUHOCTEW, a TakkKe

JUId ynydiieHus (yHKIMA OpraHu3Ma M O3/I0pOBIICHHMS KOCTHOM TKaHH, JJsi OOecreyeHHs

BEPTUKAIBHOIO TIOJIOXKEHHUSI W YJIYYIIEHUS I[IOJOKE€HHUS TIO3BOHOYHHMKA K BCEro TeJa.

PexoMenayercsi mpoakTUBHBIE UCIOIb30BaHUE (PYHKIIMOHAIBHO — KOPPUTHUPYIOLIUX KOPCETOB Y

HE CUASYuX MauueHToB co CMA, nmosydaromux NaToreHeTHYECKYH0 JIEKAPCTBEHHYIO TEpaIuIo,

JUIs TIpeIOTBpalieHus aedopmanuii u yBenndeHus: aktuBHoctu [93].

o PexoMeHnaywTess oproneAMuYecKue ammaparbl — OOJery€HHBIM anmapaT Ha HUKHUE
KOHEYHOCTH U TYJIOBUIIE WJIM almaparbl Ha TOJIEHOCTONHBIA M KOJEHHBIA CYCTaBbl, WIIN
anmapaTel Ha BCIO HOTY, WIM anmnapaT Ha HIKHUE KOHEYHOCTH M TYJOBMILE IS
peuunpokuoit xoas0b1 (RGO) - cuasunm nammentam co CMA 50, oOmamarormmm
JOCTATOYHOM CHJIOH, Ui O0JICTYEHUsI CTOSHHSI U XOb0OBI C MOMOIIbI0 apyrux Jjuil [20].

YpoBeHb yoenuTeabHoCTH pekoMenaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEJIbCTB — 5)

KommenTapun: MuHuManbHas 4acToTa NpeObIBaHUS B OPTE3aX S5 pa3 B HEJEIIO.

o PexomeHnaymoTcsi cpelncTBa IEpeABMKCHUS alalTHPOBaHHBbIC (MHIMBUIYaTHM3MPOBAHHBIC
KpEeCa-KOJSICKA C PYYHBIM NPHUBOJOM C JOIMOJHUTENbHON (ukcanuen (moaaep>KKoi)
rOJIOBbI M Te€Ja, KOMHATHbIE W IPOryJIOYHbIE M W3TOTOBJIICHHBIE WHJWBHAYAJIbHO IO
00BEMHOM TPEXMEPHON MOJIENN 3aJHEH MMOBEPXHOCTH TeJla JOKEMEHTHI, YCTAHOBIICHHBIE HA
KOJECHYI0 0a3y Kpecia-KOJSICKM COOTBETCTBYIOIIETO pa3Mepa U Ha3HAYEHUS) CHUISUYUM
narrientaM co CMA 5( miist obecnieuenus oomieit moounpHocTH [92].

YposeHb yoenuteabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH JI0KA3aTEIbCTB — 4)

KommenTapuu: Ilpu noxbope KOJSCOK CleIyeT pPYyKOBOJCTBOBATHCS MaKCHMalbHOU

(GyHKIIMOHAIBHOW HE3aBUCUMOCTBbIO U KOM(OPTHOCTHIO MpeObIBaHUS B Kpecie IMalueHTa;

IIPEIIIOYTEHHUE CIEAYET OTAaBaTh KOJACKAM aKTUBHOI'O THIA U KOJISICKAM C 3JIEKTPOIIPUBOIOM.

e Pexomenayercsi sprorepanust cuisguuM nanueHraM co CMA 5Q ansd oka3zaHus MOMOIIU
MAlUEHTY B TOBCEJHEBHOM )XKM3HU, PA3BUTHS U MOJEPKAHUS €KETHEBHO UCIOIb3YEMbIX UM
HaBbIkoB [20].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH JI0KA3aTEJIbCTB — 5)

KommenTapun: PexomeHayeTcsl NpuBIEKaTh CIEHUAINCTa MO 3ProTepanuu Kak IpH
nonbope mporpaMMbl (HU3MUECKHX YHPAXXKHEHUH W pacTsLKEHUS, TaK U JUIsl PEKOMEHJAlui

OTHOCHUTEIIbHO COI[MAIbHBIX B3aMMOJEHCTBHM, TakuxX Kak IOCEIIeHHE Y4YeOHBIX 3aBe/ICHUH,

BBIOOp Mpodeccuu U yyacTue B COLMATIbHBIX AKTUBHOCTSIX.

4.3. Peadbuauranus XoAAUNX NAaNUEHTOB

50



s xo0auux nayueHmos (amOy1amopHas cmaous) COXPAHAEMCs NPUOPUMEMHOCTb
NPUHYUNOE O03UPOBAHUA  (U3UYECKOU HASPY3KU U BHeOpeHus @OU3U4ecKol mepanuu 6
HOBCEOHEBHYIO JICU3Hb PeOeHKA.

Jlemu Oanmoll epynnel cmpemamcs K aKmuHOM) NepeosUNCeHUI0 U X00bbe, 00HAKO, 8
8udy cnabocmu CKelemHoOu MYCKYIAmypbl U HU3SKOU GbIHOCIUBOCMU UMEIOM YACMYI0
nompeOHOCmb 8 omovixe, K020a NPUHUMAIOM HEPeOKO OeheKmHoe NoaodxiceHue «cuosay. B yeiom
0151 X004ux Oemell 8 CPABHEHUU C CUOAYUMU OembMU XAPAKMepHo 0Oojlee MseKoe meyeHue
BMOPUYHLIX  OPMONEOUYECKUX OCN0JCHeHUll (KaK passumus KOHmMpakmyp 6 Cycmaeax
KOHeuHocmel, maxk U HopMuposanus CKOAUOMuUYecKou oegopmayuu NO360HOYHUKA) U UX
npoepeccuposanus. Llenu peabunumayuu xo0a4ux NAYUeHmMoO8 NPUMEPHO Mme dice, Ymo U y
CUOAYUX NAYUEHMO8 ¢ 000asleHueM Yeau NOBbIUEHUS BbIHOCIUBOCIU/MONEPAHMHOCNU K
QusuuecKum Hacpy3Kam.

o PexoMmenayercsi HCIONBb30BaHHE CPEACTB MEPEABIKEHUS aJalTHPOBAHHBIX (TPOCTU U
MHOTOOTIOPHOM TPOCTH, XOJIYHKOB KOJECHBIX M JPYIHX CpPEICTB, HamOoiee MOIHO
OTBEYAIOIIMX MOTpeOHOCTAM mamnueHTa, ammapatoB RGO (cM. y cuasuuMx NanueHTOB)
xonasyuM manuentam co CMA 5Q, TpeOyromuM TOMOJHUTENBFHOM OMOpPHI MPH XOJb0e, C
LEJIBI0 COXPAaHCHMS BUTaTeIbHOM akTUBHOCTH [93].

YpoBeHb yoenuteabHocTH pekoMenanuii C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 5)

Kommentapun: Co BpeMeHeM TNOJIep)KaHHE CIIOCOOHOCTH XOAWTH Uil MAIMeHTOB CO

CMA nocturaercsi ¢ OMOIIbIO CPEACTB JAOMOJHUTEIbHOIM onopsl. B ciyuae moxbopa cpencts

JIOTIOJTHUTEILHON ONOpPHI C IIeNbI0 MPOJUIeHUsT X0Ab0bl y manueHToB co CMA Heobxoaumo

ONMMPAThCs Ha TEKYIIUH CTaTyCc NamueHTa (COXpaHsisi aKTHBHOCTh M COLMAIBHBIA CTaTyC

JMYHOCTH), @ HE Ha TPOTHO3MpPYEMOE TEUCHHWEe, TeM CaMbIM Mpejyiaras i peOeHka Ooiee

UHBAJIMAU3UPYIOLIIE TPUCTIOCOOIEHHUS.

o Pexomenayercss opromeauyeckas oOyBb XoasuuMm nanueHTam co CMA 5q, umerommm
nedopMaiuu CTor, ¢ HeIb0 00JIerYeHUs IBUTATeNIbHOIM akTUBHOCTH [94].

YpoBeHb yoenuteqabHocTH pekoMenanuii C (YpoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 5)

o PexoMeHnayercsi MCIONB30BaHME OPTE30B - aIlapaTOB WM TYTOPOB Ha TOJICHOCTOITHBIE
CYCTaBbl COBMECTHO C 00YBBIO X0Js4MM marueHtaM co CMA 5q, umeromuMm aedopmanuu
cror, st oberdenus xoap061 [95].

YpoBeHb yoenuteqabHoCTH pekoMeHaanuii C (YpoBeHb I0CTOBEPHOCTH /I0KA3aTEIbCTB — 4)

PexoMeHayeTcsl MCIIOIB30BaHUE CPE/ICTB MEPEABIKEHUS alalTHPOBAHHBIX - Kpeciaa-KOJISICKH

AKTUBHOT'O THIIa XOAAYHUM ITallMCHTaM CO CMA Sq TUIT TIpU OFpaHHqCHHOﬁ BBIHOCJIMBOCTHU
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peObeHKa WM HEOOXOJMMOCTH TMEpe/BIKEHUS Ha OOJbIIME PACCTOSHUS MJI YBEITHYECHUS

MOOMIIbHOCTH TanueHTa [96].

YpoBeHnb yoenutensHocTu pekoMenanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

PexoMeHayeTcsl MCIIOJIb30BaHUE PEAOMIIMTALIMOHHBIX M aJalTUPOBAHHBIX JJIsl MHBAJIUIOB
U3JeNUid - Omop Uil CHJEHHs, OTBEYAIOUIMX BCEM TpeOOBAHUSAM IPABUIBHOIO
MO3UIIMOHUPOBAHUS (JIOTIOJTHEHHBIX OOKOBBIMHU (hPHKcaTOpamMH KopIyca Ha ypOBHE TPy,
PEeryasaTOpOM HAKJIOHA CIIMHKH, ITOJJIOKOTHUKAMM C MEXAaHM3MOM PEryJupOBaHUs BBICOTHI,
MIOJICTABKOM Ul CTOIl C MEXaHW3MOM PEryJIMpOBaHUs yIila HAaKJIOHA) XOAI4YUM IalMeHTaM

co CMA 5q s npodunaktiuku ckosrosa [20].

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

Pexomenayercsi mnpuMEHEHHE OpTe3a TYJOBUIIA - (YHKIIMOHATBHO-KOPPUTHPYIOIIETO
Kopcera xoasuuM nanueHTam co CMA 5¢ npu Hanmuyuu yriaa nedopManuy mo3BOHOYHHKA,
u3MmepenHoro no meroay Ko606a, 15 u Oosee rpaaycoB, W3TOTOBIEHHOTO MO CIEMNKY C

IPYAHOM KJIeTKU peOeHKa, 11 coxpaHeHus Oananca [20].

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

5. HpO(l)l/IJIaKTl/IKa U JUCITAHCEPHOE Haﬁ.ﬂmz[enne, MEAUIMNHCKHEC IIOKA3aHUA U

INPOTHBOIIOKA3aHUA K IPUMECHCHHIO METO/10B npodmnalchm
Pexomennyercss  BakUMHAIMs ~ OPOTHB  PECHUPATOPHO-CUHLMTHAIBHOIO  BHpYyca
nanuBuzymabomM™* BceM mnanueHtam co CMA 5(Q B TeueHue NepBBIX JABYX JIET KHU3HH, a
TaK)K€ €KerojHasl BakIIMHAlLlMs MPOTHUB I'pUIIA U MMHEBMOKOKKa (1ocie 6 MecsleB KM3HH)

aust npoUIIaKTUKHY dTHX UHbeKmi [57].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH JI0KA3aTEIbCTB — 5)

Kommentapuu: CoriacHO KaJeHIapio BaKIMHAIINH, TIAIIMEHT JOJDKEH TOIYYUTh TIEPBBIC
3 103bl BaKUMHBI Ui TPO(UIAKTUKA THEBMOKOKKOBBIX MH(EKIUI 10 rona, u 4-10 103y
nocie 12 mecsueB. Bece octanmbHble BakiuHbl BBOAATCS AeTsM co CMA 5( coryacHo
HanuonansHOMY IPUBUBOYHOMY KaJleHapIoO.
PexomenayeTrcsi MOJIeKYJISIPHO-TeHeTHYECKOE HccaenoBaHuii myranuii B rene SMN1 y
TUI0/1a, ¥ TIPEUMITIAHTAI[MOHHAS TeHeTHYecKasi TUarHoCTHKa SMOpHOHA (C MCITOTb30BaHHEM
HKCTPAKOPIIOPAIBHOTO OIIOAOTBOPEHHSI) poauTessmM nanuenta co CMASQ, a Taxoke mapam,
B KOTOPBIX KaX/IbIi U3 MapTHEPOB SBJISIETCS MOJTBEPKIAECHHBIM I'€T€PO3UTOTHBIM HOCUTEIEM
nenern 7 wim 7-8 3x30H0B reHa SMN1, ¢ nenbro mpegoTBpamieHus: TOBTOPHOTO POKICHUS

pebenka co CMA B cembe [20].

YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 5)

52



1)

2)

3)

1)
2)
3)

1)
2)

KommenTapumn: IIpoBeaenue npenaranbHoil [JHK-guarHocTuku BO3MOKHO Ha pa3HbBIX
cpokax OpemeHHOCTH: 8-12 Henenb (BOpCUHBI XOproHa), 15-18 Henmenb (aMHUOTHYECKAS
KUAKOCTB), 20-24 Henenu (MynoBUHHASA KPOBb). ONTUMANIbHBIM SIBISETCS UCCIIEJOBAHHE
ouornTaTa XOpUOHA: MpPH HEOJAroNpUSATHOM IPOrHO3E OEPEeMEHHOCTh MOXKET ObITh

IIpepBaHa B CPOKHU OOBLIYHOTIO MCIUIIMHCKOI'O a60pTa.

6. Opranu3anusi OKa3aHusi MeIUIMHCKONH MOMOIIH

6.1 Iloka3zauus K rOCHUTAJIN3ALNHN:

6.1.1 IlokazaHusi Uil MJAHOBOM TOCIHHUTAJM3AIMU B _JIETCKOE HEBPOJOIrHYECKOoe

oTAe/ICHHuE.

Bce mauueHTsl co CMA 5q 1 pa3 B rox s (QyHKIMOHAJIBHOW JBUTaTEIbHOW OIIEHKH,
o0cIieZIoBaHUs Ha HAJIMUKE OCJIOKHEHUM 3a00J€eBaHUs — PECIUPATOPHBIX, KOCTHO-CYCTaBHBIX U
racTPOIHTEPOIOTMYECKHX, a TAKXKE IS IPOBEICHHS peaOMIIUTAIIH.
Bce nanueHTsl co CMA 5q A1 MHTpaTeKaJIbHOTO BBEICHUSI HYCUHEPCEHA.
KomMmeHTapum: B MEXIyHApOJHOM IpaKTHKE HYCHMHEPCEH MOXET ObIThb BBEJEH B
YCIIOBUSIX IHEBHOTO CTAllMOHApA.
Bce manueHTs co CMA 5, TpeOyromue o0cieoBaHus epe]l XUPYPruuecKuM OPTOIeINIECKUM
BMEIIATEIIHCTBOM.
[loka3aHust K BBIMUCKE TMMAlMEHTa I[OCTE IUIAHOBOW TOCHHUTAIM3AIMA B JIETCKOE
HEBPOJIOTUYECKOE OT/IEJICHUE!
BBINOJIHEHHE I1aHa 00CIIeI0BaHMsI MAI[eHTa, B TOM YHCJIe OLIEHKa PECIIMPAaTOPHBIX HapyILEeHUH;
NPOBE/ICHUE PeadMIINTAIIMOHHBIX MEPOTIPUATHIA;
YeTKHE PEKOMEH/IAINH TT0 JalbHEeHIIeMy HaOII0IEHUIO U JICUSHHIO.
[Toxa3zaHust U1 TUIAHOBOI FOCIIUTANN3AIMH B JE€TCKOE XUPYPTUUECKOe OT/AETICHHUE:
nanuenTsl co CMA 50, Tpedyromne NoCTaHOBKU TacTPOCTOMBI,
nanuenTsl co CMA 50, TpeOyrolue yCTaHOBKH TPaxeoCTOMBI,
KomMmenTapuu: wHOT]a TPaXe0CTOMa YCTAHABIMBACTCS 110 AKCTPEHHBIM TTOKA3aHUSM,
U peOEHOK TpeOyeT SKCTPEHHOM MOCIUTAIU3AINH

6.1.2. Illoka3zaHus AJI5 YIKCTPEHHON rOCHUTAJIA3AINN:

1) PasBurue y nanuenta co CMA 5q «oObI9HBIX» 3a00sieBaHui (OCTpasi BUpYCHAsT HHOEKITHS,
OpOHXHUT, TacTPOHTEpPUT C O0O0E3BOKMBAHWEM, AaNNEHJAMIUT U JPYyTUe OCTphIe
BOCHAJINTENbHBIE  IPOLECCHI),  HENPEABUACHHBIE  TIEPEIOMBI,  3alVIAHUPOBAHHBIE
XUpYprudyeckue Mpolenypsl (Hampumep, YCTaHOBKA KETyJOYHOTO 30HJA, OCTEOTOMUS

Oenpa), HO MMPOTEKAIOIINX TSAKEI0, YUUTHIBAs 0COOCHHOCTH OOJIC3HH.
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KommenTapum: Ilenpro yxoga 3a MallMEHTaMHM B OCTPOM CHUTYallMU SIBJISIETCSA
HOpMaNM3alisl Ta3000MeHa IIyTeM MPEeayNpeXICHHUs AaTeJIeKTa3sHpOBaHUS W  OYMIICHUS
JBIXaTeNbHBIX IyTeld. B OOJBIIMHCTBE CilydyaeB, MO BO3MOXHOCTH, 3TH 33Ja4M JOJDKHBI
peIaThes ¢ IOMOIIBIO HEMHBA3UBHOW BEHTUJIALINY JIETKUX.

2) Pa3BuTHE TSDKENBIX KH3HEYTPOXKAFOLIMX AbIXaTebHBIX HAPYIICHUI C THIOBCHTHJSILUCH U
amHo’, 0e3 COMyTCTBYIONIMX 3a00J€BaHUMN, MPU 3TOM JbIXaTeJIbHbIC HAPYIICHUS TPEOYIOT
peaHMMAalMOHHBIX MEPONPUATUI, IIOKa3aHa FOCIUTAIN3ALUs B MEAUIIMHCKUE OpraHu3alluy,
UMEIOIIME B CBOCH CTPYKType OTJIEJIEHUE aHECTE3HOJIOIUU peaHMMAaLuU Uik OJIOK (Ianary)
peaHnMalnyy 1 UHTEHCUBHOM Tepanuu U 00ecneuuBaroliyie KpyriioCyTOYHOE MEIULMHCKOE
HaOJI0ICHNE U JICUCHHE JACTeH.

KommenTapuu: Ilpy BBINOJHEHMHM DPOTOKOJIOB  HEOTJIOKHOM  IOMOLIU
HEOOXO/UMO CBS3BIBATbCA C  MYJbTHAUCLUIUIMHAPHOM Opuranoil (HEBpOJOTHMYECKOW U
yJIbMOHOJIOTMUYECKON), BKJIIOYas Bpaya, KaK IpPaBUIIO, HEBPOJIOTa WIJIM JIETCKOI'O HEBPOJIOra,
KOTOpBIM OCBEOMJIEH O TEYEHHH OO0JIE3HM M NOTEHLUHUAIbHBIX Ipo0JieMaXx KOHKPETHOIO
nanuenta. Kucimopox y mnamueHtoB co CMA J0KEH NPUMEHSTBCS C  OCTOPOKHOCTBIO.
Bropuunas rumokcemusi, OOYCJIOBIE€HHas TMIIOBEHTWISALMEH, MOXeT ObITh cIlyTaHa C
TUIIOKCEMHEH, OOYCIIOBICHHOM IPYrMMH HpPUYMHAMH, TaKUMH KakK 3aKylopKa CIU3bI0 WU
ateniekra3. KamHomeTrpus wiM uccieoBaHUE KUCIOTHO-OCHOBHOIO COCTOSIHUSL U Ta30B KPOBU
MIOMOJKET BBIOpATh NMPABHIIBHBIN PEXXUM IPUMEHEHHUS KUCIOPOIa.

6.2 IIpuHIHMIBI OPraHu3ald MeAUIHHCKO noMoim nanuearam co CMA 59

Ilocmanosxa ouaenosza CMA cmasum MHO20 80npocos neped poOCmEeHHUKAMU NAYUEHMA U
nepeo Cneyuanucmamu, pabomanwumu ¢ makumu nayuenmamu. Muozouuciennvle npoodemi,
B03HUKAOWUe npu ooOHapydceHuu u pazsumuu 3abonesanusi CMA, ona peweHus Komopwix
mpebyemcs 2pamMomHuas OpeaHu3ayUs npoyecca NOMowU Npu y4acmuu My1omuoUCYunIuHapHou
KOMAHObL CReYUuanIucmos u coonooeHue 0CHO8HbIX NPUHYUNOS8 U NOOX0008 K ee OKA3AHUI.

Jlaunvie npunyunvl 00HCHLI COONOOAMBC HA NH0OOM dmane OKA3AHUS MeOUYUHCKOU
nomowu, Kax 6 MOMEeHm NOCMAHO8KU OUAcHO3d, MAK U Ha JOOM 3mane HAOAOOEHUs
nayuenma.

1) TlamueHT W ero MpeACTaBUTENU JOJDKHBI MOJyYaTh MOJHYI0 MHPOPMAIUIO O 3a00JICBaHUH,
€ro TCUCHUH, ITaTOTeHEe3€e, MPOTHO3aX, OCIOKHEHHIX U METOIaX BO3MOXKHOH TepaIuu.
2) JlmarHo3 CMA moapa3ymeBaeT BO3MOKHOCTh OKa3aHHsI IEPBUYHOM, CIICIIMATN3UPOBAHHON U

MaJNTMATUBHOM MTOMOIIM Ha BCEX dTarnax 3a00JIeBaHUs.

3) Ipu mnocranoBke muarHo3a CMA, ceMbs OKHA OBITh HAmNpaBiICHA K CIHCIHAIKCTY,

HMCIOIIEMY  OIIBIT pa60TBI C InanmucHTaMu CO CMA, 06J1a;[aromero COBpCMCHHOﬁ
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4)

uHpopmaned O TEYeHUHU 3a00NieBaHUS M BO3MOXKHOCTH y4yacTHsl B KIMHHUYECKUX
UCIBITAHUSAX (HOBBIX JICKAPCTBEHHBIX IMPEMApaTOB W/WUIU TEXHUYECKHUX YCTPOHCTB). Taxxke
BOXHBIM  SIBJISICTCS MH(MOPMUPOBAHHE CEMEH O CYIIECTBYIONIUMX  OOIIECTBEHHBIX
OpraHu3anusx, padoTawIuX ¢ ITON IPYINION NallMeHTOB.

K nabmronenuro 3a nanpenTom co CMA noikHa ObITh IPUBIICYEHA MYJIBTUIUCIUILIMHAPHAS
KOMaHJa CIICIIMATNCTOB B COCTaBe: BPay-HEBPOJIOT, IEIUATP/TEPANEeBT, BpaY-TCHETHK,
CIELUAINCT M0 PECHUPATOPHOMN MOJACPIKKE (Bpad-IIyJIbMOHOJIOT U/WIH Bpad-aHECTE3HOJIOT-
pEaHuMaroior), Bpay-KapIuoJIOT, Bpady-TPaBMATOJIOT-OPTOIIE],, Bpau-XHpypr, Bpad IO
MEIUIMHCKOW  peadmwiutanMd ¥ Bpad-(pu3MoTepamneBT,  Bpau-AMETOJION,  Bpau-
racTPO’HTEPOJIOT, a TAKXKE COTPYIHUKU MEIUIIMHCKUX OpraHu3aiuil (1 Ux mojapa3eicHuil),
OKa3bIBAIOIINE CICHHAIM3UPOBAHHYIO TMAJUTMATUBHYIO MEAUIIMHCKYIO TOMOIIb JETSM.
Jlpyrue cnenuaiucThl TOJDKHBI MPHUBJIEKATHCS MO MEPEe BO3HUKHOBEHUS CIEIU(DUYECKUX

npooJeM.

KommenTapuu: Bpau-HeBpoior, Kak CIEIUAINACT B 001aCTH HEPBHO-MBIIIICUHBIX 3a00JICBaAHHIA,

5)

OCYILIECTBIISIET OCHOBHOE HaOmioaeHue 3a nauumeHTamu co CMA. B kpyr o0s3aHHOCTEH
Bpauya-HEBPOJIOra BXOJUT 00CIeJOBaHNE U TOCTAaHOBKA JJMarHo3a, MHPOPMHUPOBAHUE CEMbH O
3a00J€BaHNUU, COCTaBJICHHUE IIJJaHa MHOTONpPO(UIBHOIO HAOIIOACHUS, OCYILECTBIATh
HaOIOZCHWE 3a TMAIMEeHTOM, OIICHHWBATh JWHAMHKY W CTENEeHb MPOrPECCUPOBAHUS
3a00JIeBaHUs IPU PETYISIPHBIX OCMOTpaX, Ha3HAYaeT MOJCPKUBAOIIYI0 Tepanuio. Ha srame
OKa3aHus CHELUAIN3UPOBAaHHON MEANIIMHCKON ITOMOLIN Bpau-HEBPOJIOT IPUHUMAET y4acTHE
B OLIEHKE (DYHKIIMOHAIBHOTO COCTOSIHUS MalMeHTa (OIIEHKA MO IIKajJaM HEPBHO-MBIIIEYHbIX
Hapymenuit mpu CMA). Tlpu coctaBiieHnn miiana MHOTOMPO(UILHOTO HAOIIOEHUs, Bpay-
HEBPOJIOT OIpeNeNsieT KPaTHOCTh HAOIIOIEHUSl Yy APYTUX CIEHUATNCTOB MHOTONIPO(UIBHON
KOMAaH/Ibl, COOTBETCTBEHHO TEKYILIEMY COCTOSHUIO ManueHra. [Ipu kakaoMm ocMoTpe Bpad-
HEBPOJIOT OCYILIECTBJISIET MEPEOLIEHKY TEKYIIETO COCTOSHHUS MAallMEHTa U B COOTBETCTBUU C
9TUM BHOCUT KOPPEKTHMPOBKM B IUIaH MHOrompoguiabHoro HabmoaeHus. B cBoux
PEKOMEHIallAX Bpau-HEBPOJIOT YKa3bIBAET HEOOXOAUMBIE MAIIUEHTY TEXHUUECKHUE CPEACTBa
peabwinTalMy, MEIUIMHCKYIO —alnaparypy, CpelacTBa OpPTONEAMYECKOW KOPPEKIHH,
JIEKapCTBEHHbIE NpPENapaTthl, N3N MEIUIMHCKOIO HAa3HAYEHMsI U JAp. B COOTBETCTBUU C
BBISIBJICHHBIMU TIOTPEOHOCTSIMU MAlIUEHTA.

Cobmro/ileHue MpUHIUIA «PAHHETO BMELIATENIbCTBA», YTO MOAPA3yMeBaeT NMPOPHIAKTUKY
HEM30€KHO BO3HUKAIOUIMX OCIOXKHEHHH Ha (oHe pa3BUTHS 3a00JIeBaHUS U paHee
NPUMEHEHHE TEXHUYECKHX CPEJCTB peabMIMTalui, METUIMHCKON ammapatypsl M JAPYrHX

MCTOOB TCpaIIu.
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7. lonotHuTeNbHAA HH(pOpManus (B TOM YucJIe (PAKTOPHI, BJAUSIOIINE HA

UCX0/1 3200J1€eBAHNS UJIM COCTOSIHUA)

JlonostHUTeIbHAS HHPOPMALMSA OTCYTCTBYeT

Kpurtepuu oneHku kauyecTBa MeIUIIMHCKON MOMOIIHU

KpI/ITepI/II/I OLICHKHK KadcCTBa MGHHHHHCKOﬁ IIoOMOIIIM AOJKHBI OBITE Pa3InUHbIMU Ha

Pa3HLIX YPOBHAX OKAa3aHUA MCHHHHHCKOﬁ moMouu

1. HepBI/I‘lHaH HEBPOJIOTHYECKAasd IMMOMOIIb (OKaSBIBaeTCH BpaduOM-HEBPOJIOIrOM ACTCKOI'O

KaOMHEeTa MOJTMKINHUKH )

Ne| Ouenka
Kpurepun kauecrBa
BBINOJIHEHH S
1. | IIpoBeneHo HampaBICHUE Ha Ha/Her
MOJICKYJISIPHO-TEHETHYECKOe UccliefoBanne Mmyranuii B reHe SMN1
2. |IIpoBeneHo HampaBieHNE HA KOHCYIBTAIIUMIO Bpaya-TeHeTHKA Ha/Het
2. Oka3aHue OMOIIY B YCIOBUSIX JETCKOIO ICUXOHEBPOJIOTHUYECKOIO OT/IEICHHUS
Ne Ouenka
Kpurepun kavyecrBa
BbIIIOJIHCHUS
1. [[IpoBeneHO MOJEKYJISAPHO-TEHETUUECKOE HCCIEA0BAHUE MYTAlUil B T€HE Ja/Het
SMN1, Brutrouas onpesenienue uncia koruid rera SMN2
2. [[IpoBeneH mpueM (OCMOTP M KOHCYJIbTAIlMsI) Bpaua-TeHeTHKa MePBUYHBIN Jla/Her
/U Bpaya-HeBposiora  (Creuuanucra IO  HEPBHO-MBILICYHBIM,
3a00JIeBaHUSAM) TEpPBUYHBIA, MpPU OTCYTCTBHUM  TaKOBBIX, JaHO
HaIpaBJieHUE HA KOHCYJIbTAIIUIO K HUM
3. |IIpoBeneHa orneHKa (pyHKIIMOHAIBHOTO JBUTATEILHOTO CTaTyca peOeHKa Ha/Het
4 |IlpoBeneHa onieHKa (PYHKIMH KEBAHUS U TJIOTAHUS Ha/Her
5 |IIpoBeneH ocMOTp IpyIHOrO M MOSICHUYHOTO OT]eNa 1Mo3BoHO4YHMKA Hal  [la/Her
[peMeT HaJIM4Ms CKOJIMo3a U Kudo3a
6. |I[IpoBeneHa KIMHWUYECKas OICHKA JIBIXAHHS JIUIS WUCKITFOUCHHS HATUIHS Ha/Her
NIbIXaTEIbHbBIX HAPYIIEHUN
7 |IlpoBenen mnpueMm (OCMOTp, KOHCYyJbTalMs) Bpada-ractposHreposioral  /la/Her
[epBUYHBIIN MPU HAIMYUK COOTBETCTBYIOIIMX Kao0™
8 [[IpoBeneH npueM (OCMOTpP, KOHCYJIbTAIMsI) Bpaua-AUeTosIora IepBUYHbIN Ja/Het
manueHty co CMA 5Q, KOTOpbIi MMeEET HapylleHUs HYTPUTHUBHOIO
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Ne Ounenka
Kpurtepuu kayecrBa
BBINOJIHEHUS
CTaTyca WIM YIpOXaeM 10 Pa3BUTUIO HEAOCTATOUYHOIO UM U30BITOYHOTO
[UTaHUS ™
9. |IIpoBenen mpueM (KOHCYJbTAllMs) Bpada-TPaBMATOJIOra-OpTONEIA Ha/Her

[IEpPBUYHBIN MPU HAJTMYUU CKEJIETHBIX Jegopmanuil A obecredyeHus
[aleHTa TyTOpaMd M OpTe3aMH, a NMPH HEOOXOAMMOCTH — KpECIOM-
KOJIICKOH *

10 [[IpoBemen mpueM (KOHCYyJbTaluUs) Bpada-TpaBMmarosora-opronenal  [la/Her
[IOBTOPHBIM IMpPU HAJIMYUU CKEJIETHBIX JepopMaluil MpU MOBTOPHOH
rocnuTaIu3anun™

11 [[IpoBemen mpueM (OCMOTpP M KOHCYJAbTaluWs) Bpada-myabmonosioral  [la/Her
[EpPBUYHBIN MPH KIMHUYECKUX MPU3HAKAX HAPYIIEHUH bIXaHuA™

12 [[IpoBeneHa mepBUYHAs KOHCYJIbTallUM Bpayei W MHBIX crnenuanuctoB u3|  [la/Her
MEIUIMHCKOW OpraHu3allid WM €€ CTPYKTYPHOTO MOJpa3/IeieHus,
OKa3bIBAIOLIECTO CHEIHATM3UPOBAHHYIO TMAJUIMATHBHYIO MEIUIIUHCKYIO
rmomo1ib etssM co CMA 5Q, mpy HaIu4uK MOKa3aHui™

13 [[IpoBemen mpuem (OCMOTpP, KOHCYJbTAllMs) Bpadya MO JIe4eOHOM Ha/Her
(U3KYIBTYpE IePBUYHBIN

14 |IlpoBeneHn mpuem (OCMOTp, KOHCyNIbTalMs) Bpaya — ¢usnorepanenral  [la/Her
[IEpBUYHBII

15 |BhimosHEeHO oOmpeneneHue CcoAepkKaHus TIKo3bl B KpoBu aisa|  Ja/Her
VMCKITFOUEHUS TUTIOTIINKEMHUH

16 [BoimosnHeHO wHcce0BaHHE KHCIOTHO-OCHOBHOTO cOCTOsSHUS W TazoB|  [la/Her
KpOBU™

17 |BsimonHeHo uccnenoBanue yposus 25-OH Buramuna JI* Ha/Her

18 |BeimosnHeHa perucrtpanus 3eKTpokapauorpammsl ¢ yacroroit 1 pa3 B [la/Her
ron

19 |BemonHeHa peHTreHorpadus ITO3BOHOYHMKA, CIELMAJIbHBIE Jla/Her
MICClIeIOBAaHMsI M TMPOeKUMU C u3MepeHueM yria KobGOa mamueHrty c
HapyIIEHHEM OCaHKU W/WITU BUIUMBIMU J1eopMalusIMU TPYTHON KIETKU

20 |Bemonaena PEHTTE€HO/IEHCUTOMETPHS MOSICHUYHOTO ornenal  Jla/Her

IIO3BOHOYHHKA MAOMCHTY CTApIIC 6 11eT ¢ yactoroil 1 pa3 B1oag *
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Ne OuneHka
Kpurtepun kauecrBa
BBINMOJHEHUA

21 |BrimonHeHa upwuIenbHas pEHTTeHorpadus OpraHOB TPYAHOM KIIETKH Ha/Her

BceMm nanueHTaM co CMA 5¢ kak MUHMMYM pa3 B 2 rojaa

22 |BpmonHeHO OTcachlBaHUE CIIM3M W3 POTOTJOTKM, Hoca W BepxHux|  Jla/Her
NIbIXATENbHBIX IyTeH M HCIOJIb30BAaHUE MEXAHWYECKOro MHCYy(hIsTOpa-
acniupaTopa Jiexauum nanueHram co CMA 5¢ 1 cuasuum MmanueHTam co
CMA 5 c¢ pecnupaTOpHbIMH HapyIIEHUSIMH TIpU HEIPPEKTHBHOM

OTKalllJIMBaHUN

23 |BbImonHeH YPECKOXHBIMH  MOHHUTOPHHI  MAapIUAIBHOTO  JIaBJICHUS Ha/Her
KICIIOpO/ia BO BpeMsi HOYHOro cHa manueHtam co CMA 5q | tuma, a
rarke y nanueHToB co CMA |l tuna npu nono3peHusix Ha HOYHYIO

TUITOBCHTHUJIALINIO U O6Cpr1(TI/IBHI)IC aIrHo? cHa™

24 [[IpoBenena neuebHast GU3KYIBTYpa MpHU 3a00JIEBaHUAX MEPUPEPUIECKOM Ha/Her

HGpBHOfI CHUCTCMBI U CYCTaBOB

25 |[IpoBeneHn wmaccax TpPyOHOHW KICTKM MEIUIMHCKUNA TP HAIWYHA Ja/Het

[pECTIPATOPHBIX HAPYILICHUH

26 [[IpoBenena meuebHast (GUBKYAbTYpa TMpH 3a00JEBAaHUSX BEPXHUX| Ha/Her

JTbIXATCIIbHBIX HYTCﬁ

27 |IlpoBemena MexaHoTepanus TIpu 3aboneBaHusx nepudepuueckoi|  Jla/Her

HepBHOﬁ CHUCTCMBbI

28 |IIpoBenena ozokepurorepanus 3a00neBaHui nepudepruueckoil HepBHOU Ha/Her

CUCTCMBI IMTALITUCHTAM C KOHTPAKTypaMu

29 |[IpoBeneH mpHeM KajblMsl IJIOKOHAaTa M Kojiekansiudepona, eciau|  Ja/Her
BEISIBIICHBI IPU3HAKH OCTEOTICHUH WJIM HHU3Kas KOHIIEHTPAIMs BUTAMUHA

D B kpoBu

30 |BrimosHeHa ycTaHOBKa Ha3oracTpajlbHOIO 30HAa nanueHTam co CMA 5q Ha/Het

C HAPYIICHUAMU T'JIOTAHUS

31 |BrmonHEeHO KOpMIICHHE Yepe3 Ha30TacTpalbHbIN 30H TshkenobompHoro|  Jla/Her

nanuenTa co CMA 50 ¢ HapylneHUsIMH [I10TaHus

* eClIM MAHHOIO CIIEIHAIIMCTa WIA METONA IHArHOCTUKH W JIEYEHHS HET B MEIUIIMHCKON
OpraHu3aIi, HEOOXOUMO JIaTh HAIIPABJICHUE B IPYTrUe MEAUIIMHCKHUE YUPEKICHUS, TJe TaK1e

CHICUAJIMCTBI WK MCTOABI CYIIIECTBYIOT
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** ecnu MEAMIIMHCKOE YUpEeXJCHHE He pacrosiaraeT peaObuIUTAllMOHHBIMU BO3MOKHOCTSIMH,
MAIUEHT JOJKEH ObITh HAIIPABJICH B TO YUPEKICHUE, e peabuIuTaIis BO3MOXKHA

3. Oka3aHue MOMOIIHU B YCIOBUSX JIETCKOTO TICHXOHEBPOJIOTHUYECKOTO OTAelieHuss DenepaibHOro
YPOBHSL U pecnyOJIMKAaHCKOTO YPOBHS, a TaKKe€ B YCIOBHUSIX CIEHUATM3UPOBAHHBIX KOEK IO

HEPBHO-MBIIIEYHBIM 3a00JIEBaHUSIM ™

No Ouenka
Kpurepun kauecrBa
BBINOJTHEHUSHA

1. [[IpoBeneHO MOJNEKYISIPHO-TEHETHUECKOE HccieqoBanue myrtanuii B rene| [la/Her

SMN1, Bxirouas onpenenenue uncna korwmii rera SMN2

2. [[IpoBenen npueM (OCMOTP M KOHCYJbTallMs) Bpaya-reHeTuka nepBuyHbidd|  [a/Het
/WM Bpada-HeBpoJjiora  (Creuuaiucra [0  HEPBHO-MBIIICYHBIM
3a00JIeBaHUSAM) [IEPBUYHBIM, IPU OTCYTCTBUM TAKOBBIX, IaHO HAlpaBJICHUE

Ha KOHCYJIbTAallUIO K HUM

3. |IIpoBenena onenka (yHKIIMOHATBLHOTO JBUTaTeNbHOTO craryca pedenkal [la/Her

10 PCJIICBAHTHLIM IIKaJIaM U BPEMCHHBIM TECCTaM

4 |IIpoBeneHa oneHKa (GYHKINH KEBAHUS U TJIOTAHHS Ha/Her

5 HpOBe,I[eH OCMOTp I'pyAHOr'o M IMOJACHHUYHOI'O OTACJa IMO3BOHOYHHUKA HQ I[a/HeT

[MIPCAMCT HAJIMYKUA CKOJIMO3a U KI/I(bOSa

6 |IIpoBeneHa KITMHUYECKAS OICHKA JIBIXAHUS Ha/Het

7 |IIpoBenen mpueM (ocMOTp, KOHCYJbTalMs) Bpaua-racTposHTeposora Jla/Her

[EepBUYHBIIN PU HATUYMK COOTBETCTBYIOLIUX KaJI00™*™

8 [[Ipoenen mpuem (OCMOTp, KOHCYJIbTAIMs) Bpada-queTosora nmepBudnbid|  [la/Her
nanreHty co CMA 5(, KOTOpbIii UMeeT HapylleHUs HYTPUTUBHOIO
CTaTyca WJIH YrpO’KaeM IO Pa3BUTHIO HEJOCTATOYHOTO WM U30BITOYHOTO

MATAHUSA™*

9. |IlpoBenen  mpueM  (KOHCYyJbTamWs) Bpada-TpaBMarosora-opromenal  [la/Her
MEPBUYHBIN TpU HaJIWMYMU CKENETHBIX naedopmanmii 1as obecredeHus
MalMeHTa TYyTOpaMd W OpTe3aMH, a MpPU HEOOXOAMMOCTH — KPECIOM-

KOJIICKOUN **

10 [[IpoBemen mpuem (KOHCyJbTalMs)  Bpada-TpaBMaTojora-opromexal [la/Her
MOBTOPHBIA TNpPH HAJIUYMU CKEJETHBIX JedopMaluii NpH MOBTOPHON

roCHUTAIN3alun**

11 [[IpoBenen mnpuem (OCMOTp M KOHCYJbTalus) Bpada-myabMoHojoral [la/Her

MEPBUYHBIN NPH KIMHUYECKUX MPU3HAKAX HAPYIIEHUH JIbIXaHUA*™*
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Ne Onenka
Kpurepuu xkauecrBa
BBINOJIHEHUS

12 [[IpoBeneHa mepBHuYHas KOHCYJbTAlMU Bpaued M MHBIX cneuuanuctos m3|  [la/Her
MEIMIMHCKON OpraHu3allMd WIM €€ CTPYKTYPHOIO IOJpa3/eseHus,
OKa3bIBAIOUIET0 CHELUAIN3UPOBAHHYIO MAJUIMATUBHYI0 MEIULUHCKYIO
romouib eTsiM co CMA 50, npy HalnM4uuu NOKa3aHU ™™

13 [[IpoBenen mnpuem (OCMOTp, KOHCyJbTallMsg) Bpada 1o JieueOHOW| [la/Her
(U3KYIBTYpe ePBUUHBIA**

14 |IlpoBemen mpueM (OCMOTp, KOHCyJbTauusi) Bpada—pusnorepaneBtal [la/Her
[IepBUYHBII

15 |BemmonHeHO oOmpeneneHue COoAep)KaHus TJIoKo3sl B kpoBu mmsa|  [la/Her
MCKJTIOUEHHS TUIIOTIIMKEMUH

16 [BeimonHeHO wuccieoBaHME KHCIOTHO-OCHOBHOIO cocTosiHus U rasos|  [la/Her
KpOBU™

17 |BsinonHeHo uccienoBanue yposHsa 25-OH Butamuna JI** Ha/Her

18 |BeinosiHeHa peructparys 31eKTpoKapAUOrpaMMBbl ¢ 4acTOTOM 1 pa3 B rox Ha/Her

19 |BemosHeHa peHTreHorpadus MMO3BOHOYHHKA, cnenmanpHbie|  Jla/Her
MCCIIEIOBaHMSI U TMpoeKuuu C u3MepeHueMm yria Ko60a mnaumeHty c
HapyIICHHEM OCAaHKU W/WJIM BUIUMBIMU JIe(hOpMAUSIMU TPYIHON KIETKU

20 |Beimonnena PEHTTEHOIEHCUTOMETPHS MOSICHUYHOTO oraenal Ja/Her
MO3BOHOYHHMKA MAIMEHTY cTapiie 6 JieT ¢ 4acToToi 1 pa3 B rog **

21 |BremmonHeHa npuIeNbHas peHTreHorpadus opraHoB TpyaHoi kinetku BceM| Jla/Her
nanueHTam co CMA 50 kak MUHUMYM pa3 B 2 roja

22 | [IpoBeneHo ucceoBaHNe HECTIPOBOLMPOBAHHBIX JIbIXaTeIbHBIX 00bemMoB| Jla/Her
1 TIOTOKOB MallMeHTaM cTapuie 5 jiet™™
23 [[IpoBefieH  KapAMOPECHUPATOPHBIA ~ MOHMTOpUHI  (aucraHuuoHHoe| Jla/Her

HaOJIr0ZIeHWEe 3a TOKa3aTelsIMU YacTOThl CEpACYHBIX COKpAIleHUH U
ITUCTAaHIIMOHHOE HaOMIoJeHre 3a (YHKIUMOHAJIBHBIMU HApyILIEHUSMU
Moka3areseil BHENIHETo JbIXaHHs) B CTallMOHape BceM manueHty co CMA
| u manimenty co CMA |l crapmie 5 net co cHuxkeHneMm (GpopcrupoBaHHOTO
BbI10Xa Ha 45% 1 Gonee™™

24 |BpImonHEHO OTCachlBaHWE CIIM3M W3 POTOTVIOTKH, Hoca W BepxHux| Jla/Her

MbIXaTCIIbHBIX HYTeﬁ 1 HCIIOJIB30BAHUC MEXaHHUYCCKOI'O PIHCY(I)JBITOpa-

acrparopa JCKa4YuM MmagueHTaM CO CMA 5q n CUIAYUM IIalUCHTaAM CO
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Ne Onenka
Kpurepuu xkauecrBa
BBINOJIHEHUS

CMA 50 c¢ pecnuparopHbIMH HapyHICHHSAMH TpH Hed)PEeKTUBHOM
OTKAILIUIMBAaHUU

25 |BbimonHeH  YPECKOXKHBIA  MOHMTOPMHI  mapuuansHoro  jgasnenus| Jla/Her
KKCJIOPOJIa BO BpeMsi HOYHOTO cHa nanuentam co CMA 5q | tuma, a taxxke
y manueHtoB co CMA |l Tunma mnpu mogo3peHUsX Ha HOYHYIO
CUIIOBEHTUIISILIUIO U OOCTPYKTUBHBIE allHO? CHA™™

26 |[IpoBenena nedyeOHast (HU3KyIbTYypa mpHu 3aboneBanusx nepudepuueckoi| Ja/Her
HEPBHOM CUCTEMBI U CYCTaBOB

27 |[IpoBemeH Maccax TpPyOHOW KIETKM MeOUIMHCKMKA npu Hammuuy| Ja/Her
[pECIIMPATOPHBIX HAPYILICHUU

28 |[[IpoBenena neuebHast (QuskynbTypa mnpu 3aboneBaHusix BepxHux| [a/Het
NbIXaTeIbHBIX MMyTeH PU HAIMYUU PECIUPATOPHBIX HAPYLIEHUH

29 [|[IpoBenena nedyeOHast HU3KyIbTYpa mpH 3aboneBanusx nepudepuueckoi| Ja/Her
HEPBHOM CUCTEMBI

30 |IIpoBenena MexaHoTepamus TIpu 3aboneBaHusx nepudepuyeckor| Jla/Her
HEPBHOM CUCTEMBI

31 |IIpoBexena o3okepuToTepanusi 3aboneBanuii nepudepuyeckorr HepBHoil| [Jla/Her
CHCTEMBI AlIUEHTaM ¢ KOHTPaKTypaMu

32 [[IpoBeneHa Oecega ¢ poOOUTENSIMH IManuMeHTa O cyTth 3aboseBanus,| Jla/Her
BO3MOYKHBIX OCJIOKHEHHSX M €r0 MPOTHO3E.

33 |[[IpoBeneH mnpueM KalbliUsi IIIOKOHAaTa** u konekanbuugepona, eciu| [Ja/Her
BBISIBIICHBI TPU3HAKK OCTEONEHUM MM HU3Kas KOHIIEHTpalus Butamuna D
B KPOBU

34 |[IpoBenen npuem 6ucochoHaTOB, €CiIM BbISIBIEHBI TpU3HAKK ocTeonieHny|  Jla/Het
VT 4acThle TePeIOMbI

35 [BemonHeHa ycTaHOBKA Ha30TacTpalibHOTO 30Ha aruenTam co CMA 59 ¢[  Jla/Her
HApYIICHUSIMA TIIOTAHMUS

36 |BomonaHeHO KOpMIIEHHE Yepe3 Ha3oracTpaibHbIM 30HA TsokenoboipHoro| Jla/Her
nanrenta co CMA 5( ¢ HapylIeHUsIMU TIIOTaHUs

37 |BpINOTHEHO pPAacCMOTPEHHME BOMpOca OO0 YCTaHOBKE TacTPOCTOMBI U

KOPMJICHUC YCpC3 TraCTpOCTOMY Yy IMAllUCHTA C (I)aKTOM HCBO3MO>KHOCTHU
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Ne Ouenka

Kpurepuu xkauecrBa
BBINIOJIHEHHS

[IpOIJIaTbIBAHUA IMHUIIHU, ITPH 00JIBIIIOM PUCKE aCIIMpallMOHHOI'0 CHHApPpOMA U

[IpH HyTpHTHBHOﬁ HEAOCTATOYHOCTHU

38 | BhImoaHEHBI Pa3bsCHEHHS O MPOTHO3E NETOPOXKIeHus: U HeoOxomumoctu| Jla/Her

ITCHCTUYCCKOI'O O6CJ'ICI[OBaHI/IH CcaMuXx pOI[PITGJ'IGfI

39 |BeimonHeHO NpUMEHEHHE IpernapaTta HycHHepceH Bcem maunuentam c| Jla/Her

FEHETUYECKN NOATBEP)KIEHHbIM auarHozom CMA 50 npu Hanmnuuy,

MoKa3aHUN 1 00ecreueHNH JOCTYIa K Ipenapary

*Ecnu nuarHoctuyeckas WiM jedeOHasi mpoueaypa Obula MpoBeAeHa paHee B JEKpEeTUpYEMbIe

CpPOKH, TO OHa HC AOJDKHA IMOBTOPATHCA. Eciu memgunmmHCcKOE YUPCKACHHUEC HCE pacroaract

p€a6I/IJII/ITaIII/IOHHI>IMI/I BO3MOXHOCTAMHU, IMAIIUCHT JOJDKCH OLITH HaIlpaBJICH B TO YYPCIKACHUC,

rac pea6I/IHI/ITaHI/IH BO3MOXKHa

** Ecan JaHHOI'O CICOouajanucTta HMJIM MCETOAAa AJHAIrHOCTHKHM H JICYCHHUA HCT B Me,ﬂHHHHCKOﬁ

OopraHu3anunu, HGO6XOILI/IMO AaTb HAIIPABJIICHHUC B APYTHUC MCAULIMHCKUEC YUYPCKIACHUSA, IIAIC TAKUC

CIICHHUAIMCTBI WK METOAbLI CYIIECTBYIOT
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snunentosiorn OCII HayuHo-uccrnenoBarenbCKUi KIMHUYECKUNM WHCTUTYT MHMEIUATPUH WM.
I0.E. Benprumesa ®I'AOY BO «PHUMY M. H.U.IIMPOI'OBA» M3 P®, nokrop mMen. Hayk,
npodeccop
Bnonaseny Jmutpuii BrnanumupoBuUY, HEBpPOJOr, CTApIIMi HAydHbId COTPYAHHUK OTENa
ncuxonespoaoruu u snunentoigoruu OCII Hayuno-uccienoBarenbCKuil KITIMHUYECKUI HHCTUTYT
neauarpun uMm. FO.E. Benprumesa ®I'AOY BO «PHUMY WM. H.U.IITMPOI'OBA» M3 PO,
KaHJ1/1aT MeJl. HayK

Bonbsckuit I'puropuii  bonucnaBoBuy, Bpau TpaBmaroisior-opronen, opresuct OO0
«TroMeHCKHil peaOUITUTAIIMOHHBIN LIEHTP»

I'epmanenko  Ombera  HOpbeBHa,  yupenurtens U IpeACEeAareidb  MPaBICHUS
6narorBoputenbHoro Gouma «Cembu CMAY.

I'poznoBa Oumbra CepreeBHa, BEAYIIMH Hay4dHbIl COTPYAHMK OTHela JETCKOU
Kapauosioruu n HapymeHuid putMma cepauna OCII HaywyHo-uccienoBarenbCKuil KIMHUYECKUAN
uHctutyt neauarpund uMm. IO.E. Bensrumesa ®I'AOY BO «PHUMY UM. H.M.ITMPOI'OBA»
M3 PO, g.M.H.

I'yzeBa Banentuna VBaHoBHa, HeBpoJor, 3aBenyromas Kadeapoil HEBPOJIOTHH,
Helipoxupyprun  u  MeaunuHckod —reHetnku  OI'bBOY  BO  Cankrt-IlerepOyprckuii
TOCYIapCTBEHHBI NMEAUATPUYECKUI MEIMLUHCKUNA  YHMBEPCUTET, JOKTOp MeEZ. Hayk,
npodeccop, uineH-koppecnioHaeHT Poccuiickoit Axagemun EctectBo3Hanus, [naBHBIN
BHEIITATHBIN cieruanmuct M3 PO.

3abHenkoBa Buxropus BrnaauMupoBHa, Bpau 1abOpaTOpHBIA M€HETHK, K.M.H., CTapIInit
Hay4HbI coTpynHuk mnaboparopun JIHK numarnoctukm naGopatopum JIHK nuarnoctuku
OI'BHY Menanko-reHeTnuecknii HayyHbli eHTp uMeHu akagemuka H.I1. boukosa., k.0.H.

WMxeBckass Bepa JleoHuaoBHA, T€HETHK, 3aMeCTHTENb aupekTopa no Hayke DI'BY
Menuko-reHeTU4eCKUui Hay4yHbli LeHTp uMeHu akaaemuka H.II. boukoBa, moxkrop Men. Hayk,

npeaceaareiib Poccuiickoro OGIJ_ICCTBa MCINIHWHCKHUX I'CHCTUKOB.
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Nnbuna Enena CtenaHoBHa, HEBPOJIOT, 3aBEAYIOMIAs JETCKUM TMICUXOHEBPOJIOTUYECKUM
orneneaneMm OCII «Poccwuiickas nerckas kinuHHYeckas 6onpaunay IAOY BO «PHUMY UM.
H.N.ITIMPOI'OBA» M3 PO, k.Mm.H.

Kenuc Bnagumup  MapkoBuy, 3amectutenb  aupektopa @PI'BY  «Hayuno-
HCCIIEIOBATENIbCKUIM JIETCKUM opToneauyeckuii mHctutyT umenu .M. Typuepa» Munszapasa
Poccun, r. Cankr-IleTepOypr, pyKOBOIUTENb OTJEICHUS ATOJIOTHH CTOIBI, HEHPOOPTONEeIUN U
CUCTEMHBIX 3a0OJeBaHWM, J.M.H., WieH EBpomneiickoro oOImiecTBa EeTCKUX OPTOMEIOB U

AMepHKaHCKOH akajieMuu LepeOpalibHOTO Hapainya.

Kucenes Auton BsiuecnaBoBud, 3aBeayroniuii 1abopatopueii MOJICKYJISIPHOW T€HETUKH 1
reHHoid Tepanuu HayuHo-MccnenoBaTenbCKOro HHCTUTYTA AaKyLIEpCTBAa, THMHEKOJIOTMH U
penponykronorun uMm. J[.O. Orra. r. Cankr-IlerepOypr, k.0.H., aCCOMMPOBAHHBIA YYaCTHHUK
EBpomneiickoro koncopuuyma TREAT-NMD.

Kokopuna Anna AnekcanapoBHa, Bpad HeBpoJsior 'AY3 TO IITH JIPL] «Hanexna», r.
TromeHsb.

Konecor Cepreit BacuibeBud, pyKOBOAMTENIb OTACICHHS MATOJOTMH IO3BOHOYHHKA

OI'BY «HMMUI] TO um. H.H. IIpuopoBa» Munszapasa Poccuun, r. MockBa, A.M.H., mpodeccop

KomapoBa Okcana HukonaeBHa, Bpau neauarp, racTpOdHTEPOJIOT, JTUETOJOT, CTApIINA
HAay4YHBIH  COTpYOHUK otaena ractposHteposnorun OCII  HayuHo-uccnenoBarenbCKuid
knuHu4eckuil uHctutyr nenuarpun uM. HO.E. Bensrumesa ®I'AOY BO «PHUMY HUM.
H.N.IIMPOI'OBA» M3 P®, k.M.H.

Ky3zenkoBa Jlronmuia MuxaiinoBHa, HeBposior, HadanbHUK LleHTpa gerckoit
MICUXOHEBPOJIOTUH, 3aBEAYIOIIas OTACICHUEM TICUXOHEBPOJIOTUH M TCUXOCOMATHYECKOU
natosioruu  ®I'AY M3 PO «HammoHalbHBIH MEIUIMHCKUN uUccieqoBaTeNbckuid  LleHTp
3nopoBbs Jleteii», 1.M.H., podeccop

KypbOaros Cepreii AnekcannpoBuu, Bpad HEBPOJOr, TEHETHK, (GYHKIMOHATHHOU
nuarHoctuku, k.M.H., AY3 BO «BopoHexckuii 00JacTHONW KIMHUYECKUM KOHCYJIBTaTUBHO-
JIMArHOCTUYECKUI LIEHTP», T. BopoHex

Kynes Cepreii MBanoBuu — re”eruk, gupekrop PI'BHY Menuko-renerndeckuii
Hay4HbIi neHTp umeHu akaaemuka H.II. boukoBa, 3aBepyrommii kadeapoil MOIEKyIspHON U
knerounor reHetukn ®I'BOY BO «Poccuiickuii  HallMOHAJIBHBIA  HCCIIEA0BATEIBCKUN
MenuiuHckui  yHuBepcuter umenu H.W.IIuporoBa» MunznpaBa Poccuu, nA.M.H., 4YieH-
koppecnionieHT PAH, rnaBHbI BHEIITATHBIM CHEHUATUCT MO MEAMIMHCKON TeHEeTHKE
Munszapasa Poccun, npeancenarens Otudeckoro Kommrera MunsnpaBa Poccum, npesuzpeHT

Accouuauun MCIUINHCKHUX I'CHECTUKOB Poccum.
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Jleonuyk  Cepreit  CepreeBud, TpaBMaTOJOr-opTomeid,  3aB.  TPaBMaTOJIOTO-
opronenuyeckuM otaeneHueM Ne6 ximHuku Helipoopronenuu ®I'BY «PHI «BTO» um. akan.

I'.A. Unusaposa» Munzapasa Poccun, r. Kypras. k.M.H.

MeneneBa Csernana HuxomaeBHa, Bpau-HeBpojor @DPI'BY «Hayunwiii meHtp
BOCCTAHOBHUTEIBHOM TpaBMATOJOTHHU U opToneauu» um. I'.A. Mnuzaposa M3 PO, ri. aerckuit
BHEUITATHBIN HeBpousior Kypranckoit obnactu

OunpoBa IlonnHa BsuecnaBoBHa, Bpau TpPaBMATOJIOr-OPTONE] KIMHUKU I1aTOJIOTUU
MO3BOHOYHMKA M peakux 3aboneBanuii otnaeneHuss Nel ®I'BY «PHI[ BTO wum. Axan.
I'.A.Wnu3apoBay, r. KypraH, K.M.H.

[ToneBnuenko Enena BramumuposHa, mpodeccop kadeapbl OHKOIOTHH, T€MaTOJIOTHH U
JTy4eBol Tepanuu nexuarpuieckoro gaxyinsrera @PTAOY BO PHUMY umenn H.M.ITuporosa,
I.M.H, ipoceccop, uieH [IpaBnenus Accoruanuu npoeccuOHAIbHBIX YYaCTHUKOB XOCITUCHOU
MTOMOIILIH.

[TonaxkoB Aunekcannp BrnanumupoBuu, reHeTuk, 3aBedyrouuil jnaboparopueit [IHK
nuarHoctukn OI'BHY Meauko-reHeTnuecknii Hay4dHbld ILEHTp HMeHM akagemuka H.IL
boukosa, wien-koppecnonnent PAH, 1.6.H., mpodeccop.

[lonkoB  [IMutTpuii  ApHOJIBAOBUY, TPABMATOJOr-OPTOME]  BBICHIEH  KaTeropuu,
pykoBoguTenb kinHUKkU Helpoopronenuun ®I'BY «PHL «BTO» um. akan. I'.A. Wnuszaposa»
Munzgapasa Poccuu, 1. Kypran, n.m.H., npodeccop PAH, unen-kopp. ®paniry3ckoit akageMun
HayK.

ITpoxonbeB I'ennaguii ['epmMaHOBUY, aHECTE3MOJOr-peaHMMATOJIOT, JIOLEHT Kadeapsl
JIETCKOW aHEeCTe3MOJoTuru M MHTeHCHuBHOUM Tepanuu ®YB ®I'AOY BO PHUMY umenn H. U.
IImporoBa, Begymuii HaydHBId COTPYIHHMK M 3aBeayromui  oraenenuem «Haydno-
MIPaKTUYECKOr0 LEHTPA CHEUATU3UPOBAHHON MEIULIMHCKON oMoy aetsaimM» uM B. @. BoitHo-
Sceneuxoro /lenapramenTa 3apaBooxpaHeHus I. MOCKBBI, K.M.H.

Pynenxo /Imutpuii Uropesuu, 3amecturens raaBHoro Bpaya CII6 I'BY3 «loponckas
MHoronpoduibHas 6oapHUIA Ne2y Cankr-IletepOyprckoro MeaunuHckoro YHUBEpCUTETA UM.
W.I1. TaBnoBa. 1. M. H., mpodeccop

Ps6bix Tatbsina BuktopoBHa, Bpau nenuatp Boiciieil kareropun ®I'BY «PHL BTO um.
Axan. I'.A. Umuzaposay M3 PO, r. Kypran

Pa0eix Cepreii OneroBuy, TpaBMaTOJIOT-OPTOIIE] BbICIIEH KAaTErOpUHU, PYKOBOIUTEID
KJIMHUKM TAaTOJOTMM MO3BOHOYHMKA M penkux 3aboneBanuit ®I'BY «PHIL «BTO» um. akan.
I'.A. UnuzapoBa» Munsapasa Poccun, r. Kypran, aupextop mo o0pa3oBaHHIO B HalpaBIeHUU

«oproneaus» pOCCHﬁCKOFO NNpEACTAaBUTCIILCTBA MC)KI[yHaPOHHOﬁ acconranuu CIHMHaJIbHBIX
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xupyproB AOSpine, 1.M.H. WICH accoIMaluy 1Mo u3ydeHuto meroaa Mnmzapora ASAMI Poccus,
YJICH BCEPOCCHICKOT0 O0IECTBA TPAaBMATOIOTOB-OPTOIIEI0B.

CaBBa Haranbss HukonaeBHa, noueHT Kadeapbl OHKOJIOTWMH, T€MATOJOTMHU M JIy4eBOU
tepanun ['bOY BIIO «PHUMY um. H.U. IluporoBa MunszgpaBa Poccun», 3aMecTUTENb
[JIABHOTO BHEWITATHOI'O CHELUAIKCTA 10 NAJUIMATUBHOW MOMOIIM JIETCKOMY HACEJIEHHIO, K.M.H.

Capun Jlmutpuii MuxaiioBud, HEHpOXHpPYpPr, TpaBMaToOJOr-OpPTONEA, 3aB. 3aB.
TPaBMaTOJIOr0-OpTONEINYECKUM oTeneHreM NeO KIMHUKY NATOJIOTUU O3BOHOYHHUKA U PEIKHUX
3aboneBanuii PI'BY «PHIL «BTO» um. akan. I'.A. MimsapoBay MunzapaBa Poccuu, kK.M.H. T.
Kypran

Canero Enena HOpbeBHa, Bpau HEBPOJIOT, OT/ACJICHUE MAJUIMATUBHON MOMOIIM JIE€TAM
'AY3 CO «Ob6nacTHas AeTckas KIMHAYECKast OombHHLay, T. ExatepunOypr

CycnoB Bacunuit MuxaiinoBuy, HEBpPOJIOT, acCUCTEHT Kadeapsl peadunuronorun OI1 u
AI1O, ®I'bBOY BO «CankT-IlerepOyprckuii ToCyJapCTBEHHBIN MeIUaTpUYECKUN METUITUHCKUN
yHuBepcuTeT» Munsapasa Poccuu.

To3nussn  Enena BacunwseBHa, Bpau gerckuit  supokpuHosor, OCII Hayuno-
UCCJIEI0BATENbCKUNA KIMHUYECKU MHCTUTYT nenuarpuu uM. IO.E. Benprumesa ®I'AOY BO
«PHUMY UM. HU.ITMPOI'OBA» M3 PO, k.M.H.

TperpsikoBa Anacracust HukonaeBHa - aHeCTE€3MO0JIOr-peaHMMATOIOr BbICILIEH KaTEropuH,
PYKOBOJUTEIND CIYkObl AeTCKON aHecTe3uosoruu u peanumarosiornu ®I'bY «Hayunslii neHTp
BOCCTAaHOBUTENBHON TPaBMAaTOJIOTUU U opTonequn» uM. I'.A. Unuzaposa M3 PO, r. Kypran

@exnmucroB [mutpuii Anexcanaposud, Bpad Tpasmarosor-opronexn; OCII Hayuno-
UCCIIEZIOBATENbCKUI KuHNYeckuil uHctutyt neauarpun uM. HO.E. Bensrumesa ®IAOY BO
«PHUMY UM. HU.ITUPOTI'OBA» M3 PO

@unaroB  Erop IOpwseBuu, Bpau TpaBMaTOJOT-OPTONEN KIMHUKH  [ATOJOTHHU
no3BOHOYHNKa U penkux 3aboneBanuit OI'BY «PHI «BTO» um. akaa. I'.A. WnuzapoBa»
Munsznpasa Poccumn, r. Kypras.

[rabuunkuit  Bacunmit  AHapeeBMu,  Bpay-IyJbMOHOJOL,  JIOLEHT  Kadeapsl
nynsmoHonorun G0 ®I'AOY BO «PHUMY WM. H.MITMPOI'OBA» M3 PO, k.m.H.,
JKCIepT GaroTBopuTensHOrO GoHaa «XKuBu ceituacy»

[Iykmmua Jlapuca AHaTonbeBHa, MEAUATP, 3aBEAYIOMIAsl OTACIICHUEM MNaJUIMATUBHOU
oMoty etsm O61acTHON AeTCKOW KITMHUYECKON 00IbHUIIBL, T. ExaTepunOypr

Konduukt naTEepecos:

ApTCMLeBa CBeTnnana BpOHI/ICJIaBOBHa 06p330BaTeHLHLIC I'paHThl U TOHOPAPHLI 3a JICKOUU OT

kommanuii fAacen Cunar, Pom, PTC mo npob6iemam
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HEPBHO-MBIIICYHBIX 3200JICBaHUIA

YperynupoBaHue  KOHQUIMKTa — HE  HMEET

q)HHaHCOBBIX HHTEPECOB B YKA3aHHBIX KOMIIAHUAX,
HE HalmMCaHUH

y4dacTBOBaJIa B pasaciia

«IlaTorenernyeckas TCpaIus»

benoycosa Enena JImutpuesna

I'onopap ot xomnanuu Sucen Cuiar 3a JEKLHIO

VYperynupoBaHue  KOHQIUKTa — B JIEKIHHU

00CyXTaJIMCh TOBKO BONPOCH! tuarHocTuku CMA

Buiopasen JImutpuii Biiagumuposuy

I'maBHEbII HCCIICIOBATCIIb B MCXKAYHAPOAHBIX
KIIMHUYCCKUX ITPOTOKOJIaX CO CIIOHCOPCTBOM
kommanuii PTC Therapeutics, F. Hoffmann-La
Roche, Novartis, Biogen, NS Pharma,

Sarepta Therapeutics, Pfizer, Avexis.

I'onopap 3a nexmuu ot kommanuii PTC
Therapeutics, F. Hoffmann-La Roche, Janssen,
Novartis, [1uk-dpapma.

YperynupoBaHue  KOHPIMKTa — HE  HMEEeT
(MHAHCOBBIX WHTEPECOB B YKa3aHHBIX KOMIIAHMSX,
HE y4acTBOBAJ B HaIlMCaHUU paznena
«[larorenernyeckas Tepanus»

Boabckuit I'puropuit bonuciasosuy Her

I'epmanenko Onbra FOpbseBHa Her

I'po3znoBa Osbra CepreeBHa Her

I'yzeBa Banentuna MBanoBHA

Wxesckas Bepa JIeonnnosHa Her

Nnpuna Enena CrenanoBHa Her

3a0HeHKOBa Buxtopus | Her

BrnagumupoBHa

Kennc Bnagumup Mapkosnuy Her

Kucenes AuToH BsiueciiaBoBuy Her

Kokopuna AHHa AslekcaHIpOBHa Her

Konecos Cepreii BacunseBuu Her

Komaposa Okcana HukonaeBHa Her

Kysenkona Jlronmuna MuxaiinoBHa Her

Kyp6aros Cepreii AnekcanapoBuy Her

Jleonuyk Cepreii CepreeBud Her
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Mensenesa Crernana HukonaeBHa Her

Ouuposa [lonuna BsauecnaBoBHa Her

[ToneBuuenko Enena | Her
BinagumupoBHa

[TonkoB JMuTpuii ApHOIBA0BUY Her
[TonsikoB Anekcanap Baagumuposuu | Her
IIpokonbeB ['ennanuii ['epmManoBuy Her
Pynenko Imutpuit Uropesny Her
Psi6b1x TatbsiHa BukTopoBHa Her
Ps6p1x Cepreii Oneropud Her
CasBa Haranss HuxonaeBna Her
CaBun JImuTpuit MuxaiinoBuu Her
Canero Enena IOpbeBHa, Her
Cycnos Bacunuit MuxaitioBuu Her
Toznusn Enena BacunseBna Her
TpetbskoBa Anactacust Hukomnaesna | Her
®exnucroB murpuit Anekcanaposuy | Her
®unaro Erop FOpreBuu Her

[tabHunkuit Bacunuii AuapeeBuy

FOHopap oT kommanuu Sacen Cuiar 3a JICKIIUIO

VYperynupoBanne  KOHQIMKTa — B JIGKI[UU

00CYXJaIuCh TOJIBKO BONPOCHI PECHUPATOPHOI

noaaepxku npu CMA

[Hyxmmuna Jlapuca AHaTonbeBHa

Her

Ipuioxkenue A2. Metromos10rusi pa3padoTKu KINHUYECKUX PeKOMEeHAAM i

IleseBasi avaiuTOpHs AaHHLIX KIMHUYECKHX PEKOMEHIAIMINA:

1. Bpauu: HEBpOJIOTH, OPTONEAbI-TPABMATOJIOTH, HEBPOJIOTH, HEUPOXUPYPTH, TIEAUATPHI,

AHCCTC3UOJIOTU-PCAHUMATOJIOTH,

TaCTPOSHTCPOJIOTH,

AUCTOJIOTH, ITYJIBMOHOJIOTH,

KapJIMOJIOTH, Bpauu JIeueOHON (PU3KYIbTYPHI U Bpaun-(pHU3NOTEPAIIEBTHI.

2. CtynenTtsl MeruuuHCKUX BY30B, OpInHATOpEI, aCTIMPAHTEI.

Mertoabl, ncnosb3yemMble 1JIs1 cOopa/cesieKIUH J0KA3ATeJIbCTB: TOUCK B JJIIEKTPOHHBIX

0a3ax JaHHBIX.
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Onucanne METOA0B, MCIIOJbB30BAaHHBIX /JA OIOEHKH KadyeCrBa H CHJIbI

J0KA3aTeJbCTB: JI0KAa3aTeIbHOIN 0a30 sl peKOMEHIAIUI SBISIOTCS MyOJIMKALMK, BOILIEAIINE

B KoxpeiinoBckyto 6ubnmoteky, 6a3el qanasix MEDLINE u PubMed.

I'ayouna noucka - 10 ner.
MeToasbl, HCI0JIb30BAHHBIE VI OLEHKH Ka4eCTBA M CHJIbI 10KA3aTeIbCTB:

KOHCEHCYC 3KCIIEPTOB;
OLICHKA 3HaYUMOCTH B COOTBETCTBUHU C PEUTUHIOBOM CXEMOM (CXema Mpuiiaraercs).

MeTtoabl, HCIOJBL30BAHHbIE JJISI AHAJIN3A 10KA3aTEeJIbLCTB:
0030pHbI OIMYOJIMKOBAaHHBIX METa-aHAJIN30B;

CUCTEeMAaTUYECKUE 0030PhI C TAOIUIIAMHU JOKA3aTEeIILCTB

Onucanue METOA0B, UCITOJb30BAHHBIX IJIfl aHAJIN3Aa J0Ka3aTECJIbCTB

[Ipu otbGope mnyOnukanuid, KaKk TOTCHIMAIbHBIX HCTOYHUKOB JIOKa3aTeNIbCTB,

HCIIOJIb30BaHHAA B KAXXKJI0OM HCCJICAOBAHUN MCETOHOJIOTUA N3Yy4acTCs JId TOTO, YTOOBI Y6CI[I/ITLC${

B €€ BAaJIMJHOCTH. Pe3ynLTaT HU3YUCHUA BJIMACT HAa YPOBCHL NOKA3aTCJILCTB, HpI/ICBaI/IBaeMHﬁ

HY6JII/IKaIII/II/I, 4TO0O B CBOIO O4YCpClb, BJIMUACT Ha CHUILY peKOMeHIlaHHfI. I[JI?[ MHWHUMU3aAIIUHU

MNOTCHIMAJIbHBIX OIIMOOK KaXXJ10€ UCCIICA0OBAHUEC OLICHHUBAJIOCHh HE3aBUCHUMO. JTro0ObIe pasjiniuia B

OIICHKAaX OOCYXJaINCh BCEW TPYMNION aBTOPOB B IOJHOM cocTaBe. [Ipu HEBO3MOXKHOCTHU

AOCTHUIKCHUSI KOHCCHCYCA ITPHUBJICKAJICA HE3aBHUCUMBIN OKCIICPT.

B naHHBIX KIMHMYECKHUX PCKOMCHAAUAX BCC CBCACHUA PAHXKUPOBAHBI IIO YPOBHIO

JIOCTOBEpHOCTH (AoKa3zarenbHOCTH) wWin YJI/[ B 3aBUCMMOCTH OT KOJMYECTBA M KauyecTBa

UCCIIeIOBaHMM 110 TaHHOM npobiieme (Tabnuia 3 u Tadauna 4).

Tabmuma 3

[xana onenku Y /] mist IMarHOCTUYECKUX BMEIIATEILCTB™.

YA

Wepapxust 1M3aiiHOB KIIMHUYECKUX UCCIIEIOBAaHUM M0 YOBIBAHUIO YPOBHS IOCTOBEPHOCTH

T0Ka3aTeanCTB OT 1 710 5

Cucrematnueckre 0030pbl MCCIEAOBAHUM C KOHTpOJIEM pedepeHCHBIM METOIOM WM
CUCTEMAaTUYEeCKUN 0030p pPaHIOMM3UPOBAHHBIX KIMHMUYECKUX HCCIENOBAaHUN C

IIPUMCHCHHUECM MCTa-aHaJIn3a

OTtnenpHBIE HCCIENOBaHUS C KOHTPOJEM pedepeHCHBIM METOJAOM WIH OTHAeJIbHbIE
PaH/IOMU3UPOBAHHBIE KIMHUYECKUE HCCIEAOBAHUS UM CHUCTEMaTHYeCKHe 0030pbI
MCCIIeIOBAaHMM JIF000T0 n3aiiHa, 32 MCKIIOUEHUEM PaHIOMH3UPOBAHHBIX KIMHUYECKUX

HCCHC}IOB&HHﬁ, C IPUMCHCHUEM METa-aHalln3a

VccnenoBanust 0e3 IMOCHEI0BAaTEIbHOTO KOHTPOJS pedEepeHCHBIM METOJOM WU
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HCCICIOBaHUA C pe(bepeHCHBIM METOAOM, HE ABJIIOIIMMCA HC3aBUCHUMBLIM OT
HCCICAYCMOIr0o MCTOJia WJIM HCPAHIOMH3HUPOBAHHBIC CPABHUTCIIBHBIC HCCICAOBAHHA, B

TOM YHUCJIC KOI'OPTHBIC NCCIICAOBaHUA

HeCpaBHI/ITeJIBHBIG HCCIICA0BaHM, OIIMCAHNEC KIIMHUYCCKOT'O CiIy4das

lMeeTcst auib 000CHOBaHUE MEXaHU3Ma HeﬁCTBHH HJIM MHCHUEC DKCIICPTOB

Tabnuua 4

[xana ompenenenuss YJJ| nmis yeueOHBIX, peaOMIMTAIIMOHHBIX, MPO(HIAKTHICCKUX

BMEIIATEILCTB™

YA

Wepapxusi 1n3aiiHOB KIMHUYECKHX MCCIEIOBAHUN MO YOBIBAHUIO YPOBHS JIOCTOBEPHOCTH

T0Ka3aTenbCeTB OT 1 10 5

Cucrematuueckuii  0030p paHIOMM3UPOBAHHBIX KIMHUYECKMX MCCIEIOBAaHUN C

IMPUMCHCHHUECM MCTa-aHaJInu3a

OTI{GJH)HI)IC PaHAOMU3HUPOBAHHBIC KIMHUYCCKUC HCCICAOBAHUA W CUCTCMATUYCCKHC
0030pbl  UCCIIEJOBaHUM JI000r0 Ju3aiiHa, 3a MCKIYEHHEM DPAaHIOMH3UPOBAHHBIX

KJIMHUYECKUX MCCIEeI0BaHUM, C MNPUMCHCHHUECM MCTa-aHaJIn3a

HepaHIlOMI/ISI/IPOBaHHI)IG CPaBHUTCJIbHBIC HCCIICAOBAaHUSA, B TOM UYHUCIC KOI'OPTHBIC

HNCCICIO0BaHUA

HeCpaBHI/ITeHBHHC HCCIICAOBAaHUs, OMMMCAHUC KIIMHUYCCKOI'0 Ciiydasd WJiIn CCpUU CIIydacs,

HNCCICJOBAaHUC ((CHW&ﬁ-KOHTpOHB))

HNmMeeTcss nuiib 0OOCHOBAHME MEXaHHM3Ma JIEHUCTBUS BMeEIIaTeIbCTBA (I[OKJ'II/IHI/I‘ICCKI/IG

I/ICCJ'IGI[OBaHI/ISI) HJIM MHCHUEC DKCIICPTOB

Jlanee onpenensics ypoBeHb YOSAUTEIHHOCTH PEKOMEH A — Tabuia 5

Tabmuma 5

[kana ompenenenuss YYP ans auarHoCTUYECKUX, JEUEOHBIX U MPO(UIAKTUYECKUX

MEPONPUITHI™.

yvyp Pacmmgposka

CunpHast pekoMeHJaus (Bce paccMaTpuBaeMble KpUTEpUU 3PGEKTUBHOCTH (HCXOIbI)
SBIIIOTCS Ba)XKHBIMHU, BCE MCCJIEIOBAHUS HMMEIOT BBICOKOE WM YIOBIIETBOPUTEIHHOE
METOI0JIOTUYECKOE KAayeCTBO, MX BBIBOJABI M0 HMHTEPECYIOIIUM MCXOJaM SBIISIFOTCS

COTJIACOBAHHBIMH)

YciioBHast pekoMeHJanus (He Bce paccMaTpuBaeMble KpUTepUH >PPEKTUBHOCTH

(I/ICXOIlLI) ABJIAOTCA BaXXHBIMH, HEC BCC HCCICAOBAHHUA HMCIOT BBICOKOC WM
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YAOBJICTBOPHUTCIIBHOC METOJO0JIOTHYCCKOC Ka4y€CTBO H/uau nux BbIBObI 110

HHTCPCCYIOIINM UCXOAaM HE ABJISAIOTCA COI‘HaCOBaHHLIMI/I)

Cnabast pexomeHpmanus (OTCYTCTBHE OKA3aTEIbCTB HAJICKAIIET0 KadecTBa (Bce
paccMarpuBaemMbie KpuTepuu 3(H(HEKTHBHOCTH (MCXOIBI) SIBISIOTCS HEBAXKHBIMH, BCE
NCCIICAOBAaHUA HMCIKOT HH3KOEC MCETOAJOJOI'MYCCKOC KadYe€CTBO MW HUX BBIBOALI IIO

HHTCPCCYIOIIHUM HCXOOaM HE SABJIAKOTCS COFJ'IaCOBaHHBIMI/I)

* Matepuaisl Jyisi pa3paOOTKU KIMHUYECKUX pekoMmenaarmii https://rosmedex.ru/kr/reco

IMopsiiok 0GHOBJIEHHNSI KIMHUYECKHX PeKOMEH/1aIMii.

Mexanu3m  OOHOBJCHHS  KIMHHYCCKUX  PEKOMEHIAIMH  MPEAyCMaTPHBACT  HX
CHCTEMATHYECKYIO aKTyaU3aI[HI0 — HE PEXE YeM OJIMH pa3 B TPH rOia, a TAKKE MPH MOSBICHUH
HOBBIX JaHHBIX C MO3WIMHU JOKA3aTeIbHON MEIUIMHBI MO0 BOMPOCAM JHATHOCTHKHU, JICUCHHS,
NpOQUIAKTHKH W peabWIUTAIlMM KOHKPCTHBIX 3a00JICBAHUM, HATIMYMA OOOCHOBAHHBIX

JOTIOTHEeHUI/3aMeuanuil Kk paHee yTBepkaéHHbiM KP, HO He wame 1 pa3a B 6 Mecsies.

Hpuiaoxenue A3. ChnpaBouHble MAaTepHaJbl, BKJIIYasi COOTBETCTBHUE
NMOKA3aHUH K NMPUMEHEHHMI0 U NMPOTUBOINOKA3aHUM, CIIOCO00B NMPUMEHEHHUS U
H03 JIEKAPCTBEHHBIX MNpenapaToB, MHCTPYKUMHM 10 NPUMEHEHHUIO

JEKAPCTBECHHOI'0O IIperaparta

1. Ilpuka3z MunzapaBa Poccun (MunucrepcTBo 3apaBooxpaneHuss PD) ot 13 oktsa0ps

2017 r. Ne804H "Ob YTBEPXXIEHNHW HOMEHKJIATYPbI MEJANIIMHCKUX YCIIVI

2. Ilpuka3 MunucrepctBa 31paBooxpaneHust PO or 7 okrabps 2015 r. Ne 700m "O
HOMEHKJIAType CIELUMAJIbHOCTEN CHEUAJINCTOB, MMEIOIIUX BBICIIEE MEIULUHCKOE U

dapmarieBTHYecKoe 0Opa3oBaHue”

3. IIpuxa3z MunucrepctBa 37paBooxpaHeHus Poccuiickoit ®enepanuu ot 14 nexadbps
2012 1. Ne 10471 "OO6 ytBepxkaenun [lopsaka okazaHUS MEIUIIMHCKON MOMOIIU JETAM IO

npoduito "HeBposorus"

4. IHCcTpyKIMs 110 IPUMEHEHHUIO JIEKAPCTBEHHOTO Mpernapara HycuHepceH ot 19.08.2019
JITT-005730, noctymHo Ha BeO-mopTale ['ocy1apcTBEHHOTO peecTpa JeKapCTBEHHBIX CPEACTB 1O
cesutke:http://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=53afdec7-1b35-4583-bb11-
d5f7c5d2546a&t=

IIpuioxkenue b. AiropuT™Mbl 1eHCTBUH Bpaya
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1. Aaroputm quarsoctukun CMA 5q

Nopo3speHne

Ha CMA?

!

OnpepeneHve Konudectsa

Konwuit 3k30HOB 7 1 8 SMN1

0 konui

1 konua

>2 Konui

[unarHocTMKka HOCUTENbCTBa

y poautenei

Yuecno konuin SMN2

[IMarHoCTMKa OCNIOKHEHUMN
CO CTOPOHbI AbIXaTe/IbHOM,
OMOPHO-ABUraTENIbHOM,
nuLLEeBapuUTenbHOMN U Ap.

cucrtem

[vnarHos noarsepaeH
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CekseHnpoBaHue SMN1

I

KposHoe

DONCTRO?

Apyroe

3abonesaHne?

SMI, SHMIT, KoK,
naHesbHOe UCCNeAOBaHue,

CeKBeHupoBaHue




Z.A.]IFODI/ITM TAKTHKHM _OPTONEIMYECKOH TAKTHKH JTHMATHOCTMKH W _JieYeHUs CKO0JIH03a Y

nanuenta co CMA 59

PeHTreHorpaduvs no3BoHoO4YHOro cTtonba

Kakos yron
VCKPUBIEHUSA no

KopceTtnpoBaHue

KOHTPONb

HabntogeHve

KOHTPO/1b

Nopo3peHne Ha
NUcKpuBneHune?
(KnMHWYecKnit
ocmoTp)

HabnogeHve

PaccmotpeTtb
KOoppeKLumto

v

XUPYPruyeckyto

HeTt
Coopmuposanca u
ckenet?

Mertog, «pPacTyLmxX

VEPTR,

CTEepPXKHen»,
MarHuTHblE CTEPXKHU
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3. AJITOPUTM pecupaTOpPHO moiep:kkun y nammenrta co CMA 59

KakoBO ¢yHKLMOHaNbHOE

cocToAHue?

He cugmnt camocToATenbHO CnaNT CaMmoCTOATENIbHO XoauT camocToAaTeNbHO

AKTUBHbI nouck OH Mownck AH

dakTopbl pucka?
(kawnesan ¢yHKuma, PtCO2, PetCO2, (kawnesas yHKUMA, cnvpomeTpus,

(MHdbekumm BAM, anHo3
1ccaef0BaHUA BO BPEMS CHA) 1CcCNeAoBaHNA BO BPEMS CHa)

n rVII'IOBeHTMJ'IﬂLl,MH)

MocTypanbHbIi MaccaxK, MexaHU4ecKuni . Ha6ioaeHme
HanpeHa
ApblxaTenbHas

HeAO0CTaToO4YH ocTb?

oTKawnunsatens u HUBN

MOHUTOPUHTF ra3oobmera,

KeNnyaouHo-nuwesogHoro pedntokca,

TN10TaTe/IbHOM GYHKUMM [OH = abixaTenbHaa HeAOCTaTOYHOCTb,

PtcO2 = TpaHcKyTaHHasA Ny/bCOKCUMETPUA
PetCO2 = napumanbHoe pasneHne CO2 B
KOHLLe CMOKOMHOro Bbl40Xa
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4, AaroputM npeacumoromMarndyeckou repanuu CMA 50

CKPUHUHT

HOBOPOXAEHHbIX

MoaTeepskAatOLWLMIA TeCT

'

Yucno konuit

SN2

v v

v

1 konua SMIN2

BeposTeH 0 Tn CMA

2 konuun SMIN2 3 konun SMN2

BeposTeH 1 Tun CMA BeposTeH 2/3 tun CMA

4 konumn SMN2

BeposTeH 3/4 Tun CMA

v

I !

Y
JNleyeHve B cnyyae HabnwoaeHve,
WUCTUHHON  AOKAMHUYECKOMN MNaToreHeTnyeckana Tepanua nevyeHve npu
BO3HWKHOBEHUU

cTagumn
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Hpuinoxenue B. Undopmauus 1/ manueHra

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

CrnunanpHast  Mblmeynass  arpopus (mamee CMA) -  93T0  TeHETHYECKOE,

TIpOrpeccupyroliee, HHOrIa cMepTelbHOEe HepBHO-MbIeuHoe 3abonesanue’ HecMotps Ha To,
YTO HOBBIE ClIydaul BCTPEUYAIOTCA JOCTATOYHO peaKko, MHorue jroau xuByr co CMA. CMA
nopaxaeT MPUMEPHO OJHOTO U3 6-10 ThICAY JeTel U SBIAETCS BEIYUIEH B MUPE T€HETUYECKOMN

2,3

IPUYMHON CMEpPTHU JEeTe 10 2 JeT HezaBucumo ot Tskectu, Bce moau co CMA TepsroT

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

CMA 00bIYHO MOAPA3AeIsSIOT HAa 4 OCHOBHBIX THHA®:

CMA 1 tuna

[IposiBisiercss B Bo3pacte 710 6 Mec.
[Ipu ecTecTBEeHHOM pa3BUTUU 3a00JCBaHUS
JeTH HE JTOCTUTAIOT CIIOCOOHOCTH
[IEPEBEPHYTHCS WIIM CUJIETh, a OXKHjaemas

MMPOAOJDKUTCIIBHOCTE JKHU3HHU COCTaBJIACT <2

CMA 2 tTmna

[IposBiisiercss B Bo3pacte oT 6 10 18

MCCAILICB. HpI/I CCTCCTBCHHOM  pa3BUTHUU

3a00J1eBaHUs ACTHU HC JOCTUTAIOT

CIIOCOOHOCTH XO04AUTb, MOXCT TpC6OBaTBCH

HCIIOJIB30BaHUC MOTOpHSOBaHHOﬁ

J'ICT8 o 1

MHBAJINIHOU KOJISICKU

CMA 3 tTuna CMA 4 tTuna

HI/I&FHOB MOXET BOBHHKHYTL BIIJIOTH I[I/Ial"HO?» O6BI‘{HO yCTaHaBHI/IBaCTCH B
a0 HOI[pOCTKOBOFO B03paCTa. HpI/I 3pCJ'IOM B03paCTe. HpI/I CCTCCTBCHHOM
€CTECTBCHHOM pa3BI/ITI/II/I 3360J’I€BaHI/I${ I10CJIC paBBHTI/II/I 3360J’I€BaHI/I${ JIFO U MOFyT
nepnoz[a HOpMaJ'H)HOFO pa3BI/ITI/I$I JIFOOU | UCIIBITHIBATH YMCpeHHBIG ABUT'AaTCIIBHBIC

MOCTCIICHHO TCPAIOT MOJABUKHOCTH, HHOI'Ia U

CIIOCOOHOCTH XOIHTh™

HapyIIeHHs H MBIILIEYHYIO CIaboCTh!
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INpu CMA Bo3HHKaeT JHCPYHKUHS MJIH THu0eJb 0-MOTOHeHpoHOB!. a-
MOTOHEHPOHbI CNHMHHOIO0 MO3ra HMHHEPBUPYKWT CKeJleTHble MBIIINbI W OTBEYalT 3a

COKpaleHu e MbIIIIII.

CnuHHOM \
MO3r \ Moy

HopmanbHbI# ’ .
0-MOTOHEHpPOH

N3-3a HepocraTka ocoboro doenka — 6eika SMN — npu CMA Bo3HHMKaeT rudesib o-

MOTOHEHPOHOB

N\
§ \ Atpocun
CnuHHORK \ MbilY
MO3r \\
\
o-MOTOHEMW POH
npu CMA ,.‘

Besiok SMN Heo0xoauM 1151 (PyHKIHOHHPOBAHHS MOTOHEHPOHOB B CIHHHOM Mo3re!
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B cunTrese Oenmxka SMN

6

Y4acCTBYIOT 2 T€Ha

SMN1

o Hctounuk maioro
OCHOBHOI UCTOYHUK

KOJINYECTBA
oenka SMN

(yHKIIMOHATBLHOTO OenKa

IIpu CMA koauvecTBO cuHTe3upyemoro Oeaxka SMN HemocTaTouHo aJs
BbIXKHBAHUS HEl{POHOB

*3aboneBanne CMA BpI3BaHo nenenuerd win myranueid rera SMN1, uro mpuBoauT K

CHIKEHHIO ypoBHs 6emka SMN*
*Ecimu rer SMN1 He pabotaer, eAMHCTBEHHBIM MCTOYHHUKOM Oenka SMN cTaHOBHTCS

red SMN2, ofHako OH MPOU3BOJIUT HEJOCTATOYHO (PYHKITMOHAIBHOTO OejIKa SMN®

CHuKeHue akcnpeccumn SMN CHuKeHune Konmnyectsa

SMN1 SMN2

L
O

@

Kak nposiBJisieTcsi cIMHAJbHAS MblIIeYHasi aTpogusi y pedbenka?
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Y KaxIoro TmamUeHta CcO CHOUHAJBHOMW  MBIIIEYHOH arpoduelt  umeroTcs
WHIVBUAYaJIbHbIC HAPYIIEHUS, @ CUMIITOMBI MOTYT pa3jM4arbcs B 3aBUCMMOCTH OT BO3pacTa
Hayaja M TsHkecTu 3abosieBaHus. JleTW MOTYT HCHBITBIBATH MPOrPECCHUPYIONIYIO €l1aboCTh B
MBIIIIAX, PACHIOJIOKEHHBIX OJIMXKe K LEHTPY Teja, TAKUX Kak Iuieud, Oenpa u Ta3. MoryT Takxke
TIOPAKATHCS MBIIIIIBI, YIACTBYIOIINE B AGIXAHUH U TJIOTAHUM.

CrnuHanpHas MbllleyHass aTpodus He BIMAET Ha HEHpPOHbBI, OTBETCTBEHHBIE
untemiext. 10

YTo HYHO 3HaTh 0 reHe SMN27?

Y Bcex OONBHBIX CIHWHAJIBLHOM MBIIMIEYHOW aTrpodueld uMeeTcss XOTsd Obl OJuH
«pe3epBHBINA reH», KoTopblil HazeiBatoT SMN2. Ctpykrypa rera SMN2 nono0OHa cTpyKType rena
SMN1, HO ToJIBKO HEOOMBINass 4YacTh mHpoxynupyemoro um Oenka SMN (10%) sBusercs
MOJIHOCTBIO (PYHKIIMOHATBHON. JTOro konudectsa 6esika SMN HeocTaTOuHO AJs MOIepKAHUS
BEDKMBAEMOCTH MOTOHEHpoHOB. 1214

KomnyectBo renoB SMN2 moxer ObIThb pa3HbM; Oonbmiee umciao komuii SMN2
CBSI3BIBAIOT C 6OJIee HI3KOH TSKECTHIO CHMITTOMOB CITMHAIBHOM MBIIIeUHOH aTpodum. 1410

[Tockonbky 3a0o0sieBaHUE TPOSIBISIETCS CaAMBIMH PAa3HBIMH CHUMIITOMAaMH, MO YHUCITY
konuit SMNZ2 creneHb TSXKECTH MPOTHO3UPOBATH CIOXKHO. [Ipm 3TOM  cHenuamucThl
PEKOMEHIYIOT MPH MPUHATUU PEHIeHHs] 00 OKa3aHWU TMOMOIIM YYUTHIBATh HE TOJIBKO YHCIO
xormit SMN2, HO 1 QYHKIMOHAIBHEIE CTIOCOOHOCTH pebenka.t’

Kak npoucxoaut Hacjie10BaHHe CIMHAJIBLHOI MbIlIeYHO# aTpodun?

CrnunanbpHas MbllieyHass aTpodus - ayTOCOMHO-PEIECCUBHOE 3a00JieBaHUE, TO €CTh
pPHUCK 3a005IeTh TOSIBISIETCS y peOeHKa B TOM cliydae, €Clid OH YHAclleqyeT MO OJHOMY TeHY
SMN1 ¢ myrammsMu OT Kaxaoro poaurtens. Ecin peOeHOK yHacieayeT Bcero oauH neeKTHBIN
rer SMN1, oH cunrtaercst «HOcHTeaeM». HOCHTENN He MMEIOT CHMIITOMOB 3a0oieBanus. '8

Ecnu B cemeiiHOM aHaMHe3e e€CTh CIIMHANbHAS MbllIeuHast aTpodus, To Barmm maHcs
OKa3aThCs HOCUTENeM OyayT Bblie cpenHero. [Ipu NpuHATHH pelieHul, CBA3aHHBIX C
IUTAaHUPOBaHUEM ceMbH, Bam nose3Ho OyieT NpOKOHCYIbTUPOBATHCS CO CBOMM BPayOM.

Kak qauarnoctupoBars CMA?

Bpau-renetuk winM Bpady-HEBPOJIOT MOTYT HAa3HAUYUTh F€HETHYECKUN aHAIU3, KOTOPBIA
MO3BOJIUT TIOJITBEPIUTH JTUOO UCKIIIOUUTH 3a00JICBaHHE.

C uenpio MOATBEPXACHUS JWArHO3a MPOBOJAT MOJIEKYJISIPHO-TEHETUYECKUN aHaIN3

kpoBu. OH TOKa3bIBaeT, MMeeTcs i y narnuenta myramus B reHe SMN1. Kpome Toro, Hy»)HO

ONpeaenuTh Yucio Konuit rena SMN2.Y
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MoryTt ObIThb Ha3HAUYE€Hbl M JAPYTrU€ AMATHOCTUYECKUE HCCIIEIOBaHHUS, B TOM YHCIE
JIOTIOJTHUTEIIBHBIN T€HETUYECKUIA aHAIIN3, IIEKTPOMHOTpadys UM aHAIU3 KPOBH JUIS U3MEPEHUS
YPOBHSl KpPEaTHHKHHA3bl. DTH HCCIIEOBAaHUS HE MOTYT C BBICOKOW TOYHOCTBIO IOJITBEPAUTH
muarno3 CMA, oJlHaKko MO3BOJISIIOT UCKITIOYUTH JIPYTHe MOX0XKKE 3a00J1eBaHUS.

KoMmniekcHbIN MOAX0A K OKA3aHUI0 MEeIMIUHCKOI MOMOIIM, B KOTOPOM YYacCTBYIOT
CHELHATHUCTBI CAMOTO Pa3HOTO MPOQUIIL, MOKET IIOMOYb YITYYIIUTh O0IIEe COCTOSHUE 3J0POBbS
¥ BBKHBAEMOCTh. "

ACIEKTOB MEIUIMHCKOW IMOMOIIM MHOIO, W POJIUTENSIM COBMECTHO C BpPauoM
MPEJICTOUT MPUHUMATh Pa3HbIe PEHICHUS, TAK KaK Y KaKI0ro pedeHKa CUMIITOMBI MPOSIBIISIOTCS
[10-CBOEMY. YUMTBIBAs, UTO Kax/blil mauueHT co CMA nmMeeT pa3Hble CUMITOMBI U ITPOSIBIICHUS,
YIeHbl KOMaHAbl M CTENEHb MX BOBJIEYEHHOCTH MOIYT MEHATBCS B 3aBUCHMOCTH OT
noTpedHoCTel M 00CTOATENbCTB. PoauTensaM Kak TIABHBIM 4j€HAM dJTOH  KOMaHJbI
PEKOMEHJIyeTCsl TECHO COTPYAHUYATh C BpayoM CBOETo pedeHKa, 4ToObI chOpMUPOBATH KOMAHIY
110 OKA3aHMIO HOMOIIIM, KOTOpas JTydllle BCEro MOAOM/IET I HUX M UX CeMbH.'’

JbixaTeabHast pyHKUus. [[oMOI1b 1715 TOAJIEPIKKH JAbIXaTeIbHON (PYHKIIMY 3aHUMAET
LEHTpaJIbHOE MECTO B BeAeHHUU manueHToB co CMA. M3-3a c1abocTu MBI TPYIHON KIETKU
MOKET CHHXKAaThCsl CHOCOOHOCTh dS()PEKTUBHOTO JAbIXaHUS M  OTKANUIMBAaHUSA, OTYEro
TOBBIIAETCA PUCK HHbeKiwH.?

HeunBaszuBHas uckyccrBenHas BeHTwsinus jerkux (HUBJI) — wmertonsl, xoTtopsie
MO3BOJISIIOT UCKITIOYUTh WIIM OTCPOYUTH MHBA3UBHOE BMEIIATENbCTBO. CnienuanbHas anmnaparypa,
Takas Kak ammapaT JByX(a3HOW BEHTUJISIUHU C TMOJIOKUTEIbHBIM JaBICHHEM B JbIXaTEIbHBIX
nytax (BiPAP), oOecrieunBaeT NOCTOSIHHBIM HPUTOK BO3JyXa B JIETKHME Yepe3 MAacKy,
3aKpBIBAIOLIYI0 POT W/WIKM HOCc. B 1noMalHuX YCIOBUSX MOXHO TakKKe HCIOJIb30BaTh
OTKalUTUBATENb.

VHBa3uBHAs MCKYCCTBEHHAsh BEHTHMJIALMS JIETKUX oOecrieurBaeT Oe30MacHyro mojaudy
BO3[yXxa B JIETKHME Yepe3 OHHAOTPAXEalbHYI0 TpPyOKy, BBEJIEHHYIO uepe3 pOoT MalleHTa
(uHTYOaUus), WIM HENOCPEJCTBEHHO B Tpaxer uepe3 HeOOJbIIOe pacceyeHue B IIee
(TpaxeoToMus).

Opronegusi. Ckonro3 (MCKpUBJIEHUE TTO3BOHOYHHMKA) — PACIPOCTPaHEHHas Mpobdiiema
y JeTe CO CIHUHAIBHOW MBIIMIEUYHON aTpodueit, 00yCIOBJICHHAs MBIIMIEYHON CIIa00CThIO.
Opronea MoKeT MOPEeKOMEHI0BaTh MPUMEHEHHUE CPEACTB MOJIIEPKaHUS 103kl (OPTE3NPOBAHUE)
M XHPYPrHYECKYI0 KOPPEKINIO cKommo3a. '

IMuranue. M13-3a MbimeyHoi cinaboctu netu co CMA Moryr TepsiTh CHOCOOHOCTH

J)KeBaTh M TJIOTaTh. Bo3HuKaer PUCK BIABIXaHUS NHUIIU U KUAKOCTU B JICTKUC BO BPEMA CIbl U
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pa3BUTHS peCHHUpaTOpHBIX HHGpekuuid. Poaurenn u Bpaun MOTYT MNPUHATH pelieHue o0
YCTAaHOBKE BPEMEHHOTO WM TMOCTOSIHHOTO 30HJa C IeJblo  oOecreyeHus: pedeHka

HEOOXOMMMBIMH THINEH W IKHIAKOCTHIO. ™

30HabI OBIBAIOT JBYX THIIOB: Ha3ajbHBIE U
abnoMuHanbHble. HazoracrtpaibHble 30HABI  BBOJATCS —4epe3 HOC, MHIA IOCTYHAeT
HEMOCPEACTBEHHO B JKeiynoK. OOBIYHO OHM YCTAaHABIMBAIOTCA, €CIM 30HJ TpedyeTrcs Ha
KOpOTKOE€ BpeMsi. ['acTpocToMudeckne TpyOKH yCTaHABJIMBAIOTCS XUPYPIHUECKUM IyTEM depe3
OpIOIIHYIO CTEHKY B >Kenynok. OHHM JOCTaTOYHO MPOCTHI B OOCIYXHBAaHUM U SBISIOTCS
XOpOUIMM BapMaHTOM Ui JeTed, KOTOphIM TpeOyeTcsl [0JIrOCpOYHas HOJAEp)KKa IpH
KOPMJICHUU.

®usuorepanus. /letu co CMA moryT ObITh uepecuyp claObIMH IS COBEPIICHHUS
JBW)KEHUH B TIOJTHOM oObeme. Bo3HMKaeT puCK pa3BUTHs KOHTPAKTYp, KOTOPhIE B JabHEHIIEM
MOTYT CTaThb IIOCTOSSHHBIMM W OIpaHUuYMBaTh JBUKEHUsA. JleueOHas (U3KyIbTypa MOXET
COCTOATh M3 YIPAKHEHUH IO BOCCTAHOBJICHMIO THUOKOCTM M 00HMX (YHKIHOHAIBHBIX
BO3MOXHOCTEH. B ompeneneHHpIx ciydasx BEPTHKAIN3ATOP MO3BOJISET YIYUYIIUTh MPOYHOCTH
KOCTeil ¥ MOKET HCIIONb30BaATHCS B IOMAIIHUX ycaoBHsx.

Kpome Bblille NEpEYUCICHHBIX CHELUAINCTOB, B COCTaB KOMAaHJbl MEAMLUHCKON
[OMOILM MOTYT TaKXe BXOJUTb M JApPYrHe CIEUUAIUCThl, B TOM YHWCIE, Bpauld U HHbIE
CHEIMATNCTBI M3 MEIAWIMHCKOW OpraHu3allil WM €€ CTPYKTYpHOTO IOApa3ieieHHs,
OKAa3bIBAIOIIETO CHEIHATHN3UPOBAHHYIO MAJUTHATHBHYIO METUIIMHCKYIO TIOMOIITb.

Baxublie pecypcbl. CylniecTBYIOT MEXKAYHApOJIHBIE U POCCHICKHME OpraHu3alui,
IPOEKTHl U COOOIIECTBA, MPU3BAHHBIE MOMOYb OOJETrYUTh XKU3Hb ManueHToB co CMA u ux
CEMEH.

I[ManuenTcKHe opraHu3anuu

SMA Europe—EBsporeiickas manueHTckas opraHuzanus, co3fganHas B 2006 ronuy,
KOTOpass OObEIUHsSET TMalUeHTCKUE M MCCIIeJ0BaTeNbCKUe OpraHu3anuud Bceld  EBporbl,
MOCBSAIIEHHBIE CTMHAIBHOU MbITIIeuHoU aTpoduu (CMA).

[ToceTuTe sma-europe.eu

Cembu CMA — Poccuiickas nanueHTckas opranuszanus, yactb SMA Europe, co3nana B
2015 rony. IlpeanaraeT MHOXKECTBO IMPOEKTOB JJISl MALIMEHTOB M UX CEMEH, TaKuX Kak ropsyas
JUHMS, W TOJIe3HOM MH(popmanmu, Takoll Kak JeTalbHOE onucaHue Ooyie3HH U OuOIHOTEKa
nyonukanuii. [Tocerure f-sma.ru

HNHuTepHeT-pecypcsl

TogetherINSMA—wmexyHapoHblii  BeO-callT, CO3AaHHBIN A UHPOPMHUPOBAHUS

nanueHToB co CMA u ux ceMmeii.
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Hpuaoxkenue I'1-I'N. lIkajibl oneHKH, BONPOCHUKHU U IPyTHe OlleHOYHbIE
HHCTPYMEHTBI COCTOSIHUA MALMEHTA, IPUBEACHHbIC B KIMHNYECKHUX

PEKOMEHIAIIUAX

1. Hazanue Ha pycckoM sizbike: KiioueBble 3Tamnbl JABHUIaTelbHOH AKTHBHOCTH

(pa3nea 2)*

* mkana B PD He BaJIMANPOBAHA, OJIA €€ HCIIOJIb30BAaHHA HCO6XOI[I/IMO CIicnuaJIbHOC

o0yueHue
OpurunanabHoe Ha3Banue (ecnu ectb): Hammersmith Infant Neurological Exam -
Wcrounuk (oduiHaabHbIi caT pa3pabOTYMKOB, MyOJHKAIMsA C BajauIaruei):

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 (MOMYEPKHYTH): IIKaIA OIEHKH

Ha3nauenume: oOmas OIEHKA [BUTATENbHOM aKTUBHOCTH Yy pebenka co CMA |, moxer

UCTIOJIB30BAThCS IS OLIEHKH Y PEKTHBHOCTH TEPATTHH
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Coneprxanue (11abJI0H):

OEHbBU3UTA:
KINKOYEBBIE OTAMNbI
OBUTATEJIbHOU AKTUBHOCTW:
LLUKATIA HINE PASOEJ 2
MMs naupeHTa -
MHMUManbl naupeHTa
¥oepeanie HE WEDHMBIETrONDEY |  HasMaHe MusoEh i Ve mRMERET MOAEY Ouetaa:
ranoes B BERTHHANEHM OS] B CTOPHY BOE BREMA B BEPTH-
MOACIEES I {HOpesa B 4 MOCAUA) | KARISHIN ORI
[mopwia < 3 wecAues) {mopisa B 5 wec)
Bospacr:
CrocofHocTe HEMEHRET CIETE T £ IO AE R KA CHIPIT CENOpoa CIT YBEPEHHO fes B e Oga | et
CHOETS e ] NOBORA SIS TR
Boopact:
{mapesa B 4 pecaua) {wopea e b wecagen) | (Mopuas 7 mecayes) | (Hopea s 10 mecaugs)
COMHATEMGHEA OTCYTCTEHE 3AXEATA HCMOALTVET BCH CRabilii 3aNEaT CINBHENT JAXEST Oy
IANBAT NaEb PYHIA YHAGATENEHER
B RO A (AR Boopact;
Crocofmncmy HETCNOCOBHOCTH HOMA e HYJHIAMAHITCR HOTH NHIRBKITCA PAHET NPHHBCATECA MADHETNPEHACATECA | Oupeka:
GpLIRATECR GpIKATECA TOPHAHTANHD BEE i | BEpTHHANEHE] HHOME H ML HOT
(B NanosEHN
newa)
BropacT:
(Hopmae 3 mecaga) | (Hopeas 4- 5 mecauges) | [Hopea B 5- 6 wecrges)
Crocofmocmy HE RAOORET NOBOEA4HIAETCA MOBOE N TCR MODOpaMIEBACTCR Oueren;
NEpEDOpAYHBITECA | METEBODA-IATICA Ha o CWHBOT WA TR WA | D0 ONMsI) A RHD0T
0 CTHHES Hl HMBOT T HMBOTE HA CTEHY
Baspact:
{Hopesa B 4 wecAUa) (nopeia B & mecAmes) | [Hopuan 7 mecrues)
CrocofnocTe AT e TR MOASSET HAMKTIC MOAZHET H BRTHHYThx MNONSSET HARMBOTE FHASSET HE [y Ougeraca:
NEMERTH rancey Amax RONEHA
Bozpact
{ropea B 3 wecaup) | (HOpMaE 4- 5 wecaues) | (wopuan Buecayes) | (Hopwas 10 wecaues)
CnocofHocTE HE BRIAEMEMBEAET BEC | MOMET BLISHATE BEC | CTOMT CNOAASTMKON | CTOHT Be3NoCTopCHal Ot
CTORTE CBOETOTENS COBCTREHHOM TENA MACHLA
[mopuan -5 mecrua) | (Hopaa e B wecages) | (ropessa s 17 wechyen) Bazpact
CRocofHOCTE WATEETER MEGEHHD WOHT Ot
HANTY NEQeMEACTCR
(nepeacs 32y o) Boopac:
(o B 6 secnues) | (ropua e 11 mecayes] | (Hopea B 15 weces)

Kitou (uHTEpnpeTanus): OleHKa KaueCTBeHHas (He OajuibHast), B TabIuIe 0OBOAUTCS TOT

HaBBIK, KOTOpBII71 CCTh y pe6eHKa Ha MOMCHT OCMOTpa, TO K€ CaMOC€ ACJIIaCTCA MPHU OCMOTPC B
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nuHamuKe. CTaHOBSITCS OUEBHIHBIMH IPHOOPETEHNE/ PErpecc OCHOBHBIX MOTOPHBIX HAaBBIKOB.

2.Ha3Banue Ha pycckoMm si3bike: IlIkaJia oneHKH MOTOPHBIX GyHknmii npu CMA*

* mkana B PO He BanuaupoBaHa, /Uil €€ UCIOJIb30BAHUS HEOOXOAWMO CIICIUAIBHOE
o0yueHue
OpurunanapHoe HazBanue (ecau ecth). The Hammersmith Functional Motor Scale Expanded
(HFMSE)

Hcrounuk (oduumanbHbIid caiT pa3paOOTYMKOB, MyONMKAIMs C BaJHIalUCH):

Pera MC, Coratti G, Forcina N, Mazzone ES, Scoto M, Montes J, Pasternak A, Mayhew
A, Messina S, Sframeli M, Main M, Lofra RM, Duong T, Ramsey D, Dunaway S, Salazar
R, Fanelli L, Civitello M, de Sanctis R, Antonaci L, Lapenta L, Lucibello S, Pane M, Day
J, Darras BT, De Vivo DC, Muntoni F, Finkel R, Mercuri E. Content validity and clinical
meaningfulness of the HFMSE in spinal muscular atrophy. BMC Neurol. 2017 Feb 23;17(1):39.
doi: 10.1186/s12883-017-0790-9.
Tun (moaYepKHyTh): MIKajla OLIEHKU
Hasznauenue: QyHKImMoOHaNbHAS OIEHKA JBUTATEIBHOM aKTUBHOCTH y manuenta co CMA
MOXKET HUCIIOJIB30BAaThCA IJI1 OLICHKHN 3(1)(1)6KTI/IBHOCTI/I TCpalnuu

Copepxanue (11a0ioH):
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IKAJIA  OHEHKM MOTOPHBIX @®YHKIOMM TIIPU  CMA  BOJIbHULbI
XAMMEPCMUT (HFMSE)
[)5(0) [ara poxxneHus
Jlara oneHKH Bpewms, 3aTpaueHHOE Ha 00CIeJ0BaHUE
JlaTra onepanyu Ha IO3BOHOYHUKE OueHnBarOLIMi CHEHANTUCT
TIpoGa \Uncmpyryus 2 1 0 OK |b= [KommeHnTtapuu
b = Oann
1. Cmoco6HOCTb| b1 MmoxcewnMoxeT cuaeth 6e3Heodxomuma omopalHeo6xoaima DIeMEHT 1
CHIICTh Ha CKaMbe/|cudems Ha|OTIOpBl Ha PYKH|HA OJHY PYKy Ajsijomopa Ha 00e¢ [Ipeobnamatormie
cTyne ckamve/cmyne  Oe3lloOKa Bpad CUUTACT|yAEPKAHHS PYKH ULt e  IOJIOKCHHUE
MosxeT cunets Halonopul Ha  pyku,|no 3 u Ooiee OanaHca, IIOKa Bpad|yAep KaHUs [M03BOHOYHHKA
Kpar0 CKaMbH WJIH|IOKA A CYUMAN 00 cuuTaer 110 3 OaraHca. [Ipeobnamatormie
Ha  ckambe/niony|3? (Be3z onopul noo He croco0eH e  IOJIOKCHHUE
3anumuTe chuHy/c onopou uau CHIICTD HIDKHIX
Tydqmnit be3 onopel Hozam) KOHEYHOCTEH
YBHICHHBIN O6gedume
BapUaHT npeobradarowee
2.  CnocobHocTs|Tbi Mmooiceub|MoxkeT cuneth Ha|MoxeT cuneTh Ha|MOXKET CHIETh C nonodceHue
CHIICTD clcuoems Ha|nody/cKaMbe cl[momy/ckambe C[BBITTPSMIICHHBIMH NO360HOUHUKA U
BBIIPSIMIICHHBIMH  |1101)/CKAMbe C BBIIPSIMICHHBIMU  |BBIIPSMIIEHHBIMU |HOTAMH C OTIOPOM HUJCHUX
HOTaMU Horwu|evinpsimnennvivu  [HoraMu 0€3 OTOpPBIHOTAMH C OMOpOijHA 00e  pyKH, KoneuHocmet
OpsIMbIE = KOJIEHH|HO2amu 6e3 onopbei|Ha PyKH, IIOKa Bpad|Ha OJHY PYKY, IOKa[TOKa Bpad
MOTYT OBITB[HA pyKu, noka s|cUnTaeT 1o 3 Bpay CYUTAET A0 3 |CUUTAET J0 3.
COTHYTHL, Ho|cuumaio 0o 3? Wnu He ciocobeH
KOJICHHBIE CHIETh c
YaIIeUKH JIOJDKHEI BBINPSIMIICHHBIMU
OBITH  OOparIeHs] HOTaMU
BBEPX, JIOABDKKH
TOJDKHBI OBITH
pacIoJIOKEHBl He
nanbiie, yeM B 10
CM APYT OT ApyTa
3.  Cnocobnoctb| ot Modiceub|MoxeT Mosxer He MOXeET [p/J1
KOCHYTBCSI TOJIOBBI|[KOCHYMbCS  OOHOU|TOTPOHYThCS ~ JIOIOTPOHYThCSA  JO|IOCTATh 110
OIHOM pYKOH B|pyKoii 20106bl, He[FOTOBBI OIHOM|TOJIOBBI PYKOH|TOJIOBBI  pYKOH,
MOJNIOKECHUH  CUISI|HaKIOMss 20108y? |pyKoi. ['0J0Ba H|TONBKO  HAKJIOHUB|IAXE C MOMOIIBIO)
Pyxa JIOJKHA TyJIOBHIIIE TOJIOBY IBIDKEHHS
KOCHYTBCSI TOJIOBBI oCTaloTCS B rOJIOBBI n
BBIIIIE YPOBHS CTaOUIEHOM TyJTOBHINA
e [10JIO’KEHUH
4.  CnocoOHocTb|Tbr MoodiceutbMoxeT monoKUTbMoxkeT mnonoxuth|He MOJXKET|

KOCHYTBECS TOJIOBEI
BYyMsS pyKaMH B
HOJIOKEHUN  CUIS
Pyku
KOCHYTBCS T'OJIOBBI

JOJIZKHBI

BBIIIIE
yIei.

YPOBHS

KOCHYmbCsi 20710601
obeumu pyKamu
00HOBpEMEHHO,  He

HakaoHss 2071087

KACTH O0EHX pYK|
HA TOJIOBY dYepes
cTOpoHBbI. ['on0Ba 1
TYJIOBHIIE

OCTaoTCS

CTaOMITBHOM
[OJIOKCHUH

KHUCTH Ha|

pyK
TOJIOBY, HO TOJBKO
HAaKJIOHUB TOJIOBY,
HAKJIOHWBIINCH B
CTOPOHY,

nepedupast pykamu

WJIU 110 OJTHOM

K

[O/HECTH KHUCTH
00enx  pyk
rojose

95




[Tpoba Hncmpykyus 2 1 0 OK |b= |KommenTapuu
b = Gayun
5. CnocobHocts|T6r ModrceutbMoxeT Moxet He MOJKET| [Ineun
MOBEPHYTBCA  CO[NOBEPHYMbCA  CO|HOBEPHYTHCS CO[TIOBEPHYTHCS CO[TIIOBEPHYTHCSI  HU [EePIICHIUKYJIAP
CIIMHEI Ha 00K cnunbl Ha OOK G|CTIMHBI Ha OOK B|CIIMHBI TOJNBKO HalHA OJIUH OOK HBI TIOBEPXHOCTH
0b6oux 00e CTOPOHBI omuH 60k (IIp/JT) MaTa.
HanpasieHuax? Tynosuiie u
[[locmapaiics He Ocnpa Ha OJHOU
UCnoIbL306amMs PyKU TMHUT
6.  CnocobHocTs|T61 moorcewn|llepeBopaunBaercs (IlepeBopaunBaercs [He MOJKET|
MEepPEeBEpHYTECS  Clnepegepnymsbcsi  C|HA CIUHY —4Yepes|Ha CIIHHY, [TepEBEPHYTHCS
DKMBOTA Ha CIMHY[#cU60oma Ha CnuHy[IpaBblii OOK Oe3MCrONB3ys  PYKY,|Ha CHHHY
yepes IpaBbli 00K |6 060uX|TTOMOIIN PYK 9TOOBI
7. CrocoOHOCTD| HanpaSﬂeHu}zx? OTTOHKHyTLC}I/
MEPEBEPHYTHCS € HOATSHYTH cebst
PKHBOTa Ha CIIUHY [lepeBopaunBaercs |[IepeBopaunBaercst |He MOXET|
yepes JIeBbIi 00K Ha CIMHY uepe3Ha CIIUHY, |[TIEPEBEPHYTHCS
neBelli  OOK  Oe3[ucronb3yst  pyKY,|Ha CITHHY
MOMOILY PYK YTOOBI
OTTOJIKHYTHCS/
MOATSHYTH ce0s
8. Cmoco6HOCTb| b1 Mmoacewn|llepeBopaunBaercs ([IepeBopaunBaercs |He MOJKET|
HEePEBEPHYTBCS CO|nepesepHymbCsi colHa HKUBOT — depes|Ha KHBOT, |[IEPEBEPHY THCS
CIIMHBI HA JKUBOT|CHUMbI HA JiCUGOM G[IpaBbIi  OOK Oe3[McHonb3ys  pyKy,|Ha )KHBOT
uepe3 mpaBblil 00K [0Ooux [TOMOIITH PYK 9TOOBI
Hanpaenenusax? OTTOJKHYTHCS/
MOATSIHYTH Ce0st
9.  CmocobHOCT, [lepeBopaunBaercs ([lepeBopaunBaercs |He MOJKET|
MEepPEeBEPHYTHCS CO Ha OKMBOT uYepes/Ha JKHBOT, |[IEPEBEPHYTHCS
CIIUHBI Ha JKHBOT 7eBblii  OOK  Oe3[Mcronb3yst  PyKY,|Ha JKMBOT
uepes JIeBBIi 00K [TOMOIITH PYK 9TOOBI
OTTOJIKHYTHCS/
MOTSIHYTH Ce0st
20. CnocobHocts| b1 moouceuv|Criocober  cenats|CriocobeH  caenats|HeBbImonHIMO
XOIUTD 00ums bes3|0onee 4 miaroB 6e3jor 2 1o 4 maros
nocmoponHell MMOCTOPOHHEH 0e3
nomowu  u  6e3noMoIN OCTOPOHHEI
nomowu MOMOIIN
6CNOMO2AMENLHBIX
lyempoticmes?
[Tokaorcu,
nooicanyicma
Koun-Bo omenok 0
OIIEHKA Kon-Bo onenok 2 = |Kon-Bo onenok 1 = | NTOI'O = /40

Kmtou x mxane: OOBequTe HAWBBICHIMKA YpOBEHb CAMOCTOSITEIBHBIX JABM)KEHHUH B

HACTOAIICSC BPEMA U ITPHU JTUHAMUYCCKOM OCMOTPE. bampuas OLICHKA OTYCTIMNBEC NEMOHCTPUPYET

MO3UTUBHYIO WJIW HCTATUBHYIO JUHAMUKY JIBUTATCIIBHOT'O pa3BUTHA.

OK = orpannueHO KOHTpPaKTypou
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3. HasBauue Ha pvcckoMm si3bike: IlepecMOTpeHHBIH MOAVJIL OIEHKH MOTOPHOM

(VHKIMH BEepXHUX KOHEUHOCTEH™

* mkana B PO He BanuaupoBaHa, /Uil €€ UCIOJIb30BAHUS HEOOXOAWMO CIICIUAIBHOE
o0yueHue
OpurunansHOe Ha3BaHue (ecnu ecth): Revised Upper Limb Module (RULM)
Hcrounuk (opuUIMaNbHBIA caiiT pa3paboOTYMKOB, NyOnukanus ¢ Baiaupganueit): Mazzone
ES, Mayhew A, Montes J, Ramsey D, Fanelli L, Young SD, Salazar R, De Sanctis R, Pasternak
A, Glanzman A, Coratti G, Civitello M, Forcina N, Gee R, Duong T, Pane M, Scoto M, Pera
MC, Messina S, Tennekoon G, Day JW, Darras BT, De Vivo DC, Finkel R, Muntoni F, Mercuri
E. Revised upper limb module for spinal muscular atrophy: Development of a new module.
Muscle Nerve. 2017 Jun;55(6):869-874. doi: 10.1002/mus.25430. Epub 2017 Feb 6.
Tun (MoI4epKHYTH): MIKaJIa OICHKH
Haznauenwue: QpyHKIMOHANbHAS OLEHKA JBUKEHHM B pykax y aeredl u B3pocisix co CMA Il u
CMA Il1, moxeT ucronb3oBaTbest JUIsl OUEHKU 3PPEKTUBHOCTH TEpAUU

Conepsxanune (11abJyioH):
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https://www.ncbi.nlm.nih.gov/pubmed/?term=Mazzone%20ES%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Mazzone%20ES%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Mayhew%20A%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Montes%20J%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Ramsey%20D%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Fanelli%20L%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Young%20SD%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Salazar%20R%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=De%20Sanctis%20R%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Pasternak%20A%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Pasternak%20A%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Glanzman%20A%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Coratti%20G%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Civitello%20M%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Forcina%20N%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Gee%20R%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Duong%20T%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Pane%20M%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Scoto%20M%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Pera%20MC%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Pera%20MC%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Messina%20S%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Tennekoon%20G%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Day%20JW%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Darras%20BT%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=De%20Vivo%20DC%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Finkel%20R%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Muntoni%20F%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Mercuri%20E%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/?term=Mercuri%20E%5BAuthor%5D&cauthor=true&cauthor_uid=27701745
https://www.ncbi.nlm.nih.gov/pubmed/27701745

IKAJIA RULM U UCITOJIB3OBAHUSA ITPU CMA

JlaTa OIlCHKH: / / Bpewmst Hayaita (H1:MM): :
AL MM rol (24-uacosoii popmam)
JloMHHHpYIOIIas pyKa: Vmst/un HOMEp HanyeHTa:
O IIpaBas O JleBas O AMOuzexcTp
Homenue opresa no3sonouynuka: O la* O Her D.1.0 Bpaya
(*Ecnu 0oa, mo ykascume mun)
.................................................................................................... [lonnuce Bpaua
KonTpaktypa npasoro npokreBoro cycrasa: O Jla O Her
KonTtpakrypa nesoro nokresoro cycrasa: O Jla O Her
Canp0yramon: O Jla O Her
Omnepauus zHa mozBorounuke: O [la O Her
OuenuBaemast ctopona: O IIpasas O Jleas
KomMmenTapuu:
A 0 1 2 3 4 5 6
Bxonnoe
TECTUPOBAHUE
OtcyrcTBUEe  [MOXKET JiepKaTh MoskeT Mosker Moxet Moxket Mosker
MO0JIE3HOU KapaHjanl MOJHECTH TOHECTH KO PTY |OJHOBPEMEHHO [0JJHOBPEMEHHO OZTHOBPEMEHHO
(YHKIMH PYK [MITH TIOJHSATH 1 wmm 2 pyku|cTaHAApTHBIH MOHSTh obe[motHATE 00€ PyKH |0TBECTH B
MOHeTy/)KeTOH KO TTaCTHKOBBII PYKU HaJ| FOHOBOﬁ, CTOPOHBI
WY yIPaBIIATh PTy, HO  He|CTaKaHYHK C 710 YPOBHS IJIeY |[HO COKpaIaeT obe pyku
(YHKIIMOHATBHBIM ~ [MOXET 200-rpaMMOBEIM ¢ KOMITEHCAIIUEH [TPaeKTOPHIO C pa3orHYTHIMH
KpECIIOM, TIOMHATH KO PTY |TPY30M, ITpU niau 0e3 Hee. JIBUKCHUA, JIOKTAMH H
IT0JIb30BATHCA CTaKaH4YHK C HCOGXOZ{I/IMOCTI/I Pylca COTrHYyTa crudast PYKY OITHCAaTh
KHOIIKAMH 200- BYMS pyKaMH  [HJIH B JIOKTEBOM [pyKaM¥ MOJTHBIH
TenedoHa TPaMMOBBIM pazorHyra B|cycTaBe KpYT, CBeIs
Tpy30oM JIOKTE (KCTIONB3yeT aI0HU
IOTIOJIHUTEbHYIO  |HaJ TOJIOBOM
MYCKYJIaTypy)
Pacmupennas mkana:
Onucanue 0 1 2 OLIEHKA
I JI
Ilepememenne pyk c|He moxer mnepemectuts|[lomHoCcThIO mepememniaeT|[IoaHOCTRIO
KOJICHEH Ha CTOJ Ha CTOJI HM OJIHY M3 PyK |OJHY PYyKY Ha CTOI nepeMeriaeT Ha CTOJ

BMeCTe,

00e pyku, n1mubo obe

CHayana OIHY pPYKY,
[OTOM JPYTYIO

mbo
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[lanment  orcinexxuBaer|He  Moxer — ymepkaTb|MokeT Ha4depTUTh IyTh,[MOXKET  HA4YepTHTH
nyTb U MPUBOAUT|KApAHIAl B pPyKe HIHHO C OCTAaHOBKOH MIH[yTh 6€3 OCTAHOBOK
MamMHy K (uHnmry Oes|cnenaT  OTMETKY — HA|OTpBIBas — KapaHAall OT|WJIM  HE  OTpPHIBas
OCTaHOBKHU 13017 He|Oymare Oymaru KapaHzaall oT Oymaru
OTphIBasl KapaHJaml OT
Oymaru
Crnoco6HocTe  coOuparbHe MoxkeT nomHsATe HHMOXET MNOAHATE OJHY|MOXXET TOIHATE U
MOHETBI/’KETOHBI OJIHY MOHETY/’KE€TOH MOHETY/ JKETOH yIepKaTb B pyKe JIBe
MOHETBI//IBA AKETOHA
[lomerenue He Moxer nonoxursMoxer MI0JIOKHUThMOKET MOJIOKUTh,
MOHETBI/)KETOHA B|MOHETY/ KETOH MOHETY/’KETOH B|MOHETY/’)KETOH B
CTaKaHIHK CrakaHYUK [TOMENIAalOT Ha|CTaKaHUK, JIeXKAIINH|CTaKaHIHK,
Ha crone: CTOJI B TOPHU30HTAJILHOM|[OPU30HTAIBHO pa3MeIEeHHBIN Ha
TOPHU30HTAIEHO [1OJIO>KEHUH Ha|CTakaHYUK ITOMENIAIOT HalypOBHE IUIeYa
Ha yposue mieua: PAcCTOSIHUM /0 3aIACTBA[CTON B TOPU30HTaNbHOM|CTaKaHUHK
BEPTUKAIBHO BEI- TSHYTOH PYKH, IIEYO|[TOJI0KEHUH Ha|yIep>KHBAIOT
KOTOPOIl ~ COTHYTO IOJ|PAacCTOSHHM IO 3aIsICThsI{BEPTUKAILHO Ha
yriaom 90° BbI- TSAHYTOH PYyKH, IICUO(PaCCTOSHUH
KOTOPOH  COTHYTO IIOJI[BBITSIHYTOM pyku
yriom 90° MaIKeHTA, Ie90
KOTOPOTO ~ COTHYTO
non yrioMm 90°, npu
STOM BEpXHUH Kpai
CTaKaHYHMKa
HaXOAUTCSI HA YPOBHE
[ied 0] KHUCTBIO
ManueHTa
CnocoOHOCTh Lenwv: Inewo Llenv: Omegeoenue Lenw:

MOTSIHYThCS BOOK M omeedeno na 90°,

OCTAaTh MOHETY / Wmonema / scemon
JKCTOH. lpacnonazaemcs Ha
CroCcOOHOCTD OHATE  |PACCMOAHUY ONUHBL PYKU
KHACTh Ha yPOBEHb 00 3anscmos
ry1e4a v BEILIE He mMoxer
[TOIHATH KACTh Ha

YPOBEHb IlIe4a

naeua na 90°, monema /
bicemon pacnonacaemest Ha
[paccmosiiuu ONUHbL PYKU 00
zansacmos

ITogauMaeT KucTh
Ha ypOBEHb ILI€Ya, pyKa
MOYET ObITh COTHY- Ta WIIH
Pa3orHyTa B JIOKTEBOM
cycTaBe

Omeedenue nieya
Hna 135° owcemon na
lpaccmosnuu OnuHbL
IPVKU 00 KOHUUKO8
nanvyes nayueHma
[MogHMMaET KUCTh
BBIIIIC YPOBHSI ILIEY,
JIOKOTH [IPH 9TOM
[TOJHAT KaK
MHHHUMYM 10 YPOBHS
riuas

Bximrouenne He moxert
CBETUJILHHMKA OJ1- HOM

pyKoit

BKJIFOUUTH CBETHIIBHUK
O/IHOM pyKOH

MokeT 3axkedb
CBETHJILHUK Ha MIHOBEHHE
Ha)KaTUEM NaNbIEB /WK
OOJIBIINM TANBIEM OJ- HOM

pYKH
Jlokomy ne

3ansicmoss

ooicem Oblmb eblULe YPOBH:

MoxeTt
BKJIFOYHUTH
CBETHIILHUK
Ha)KaTHEM I1aJIbIEB
W/WiId OOJBIIMM
[MaJIbIIEM OJHOM
PYKH
VIokomw ne modicem
Oblmb GbllLe YPOBHS
zanscmos

PazpriBanne Oymaru He moxer
pasopBath JHCT Oymaru,

CJIOJKCHHBIM BJIBOC

PaspeiBaer mcT
OyMmar, CJI0>KeHHBII BIIBOE,
HAYMHASA CO CJI0KEHHOTO
Kpast

PaspeiBaer nucT
Oymaru, CJI0KEHHBIN
BYETBEPO, HAUMHAS
CO CIIOKEHHOTO
Kpast

OTKpBIBaHHE KPBIIIKA He criocoben

KOHTeHHepa OTKPBITH

OTKpBIBaeT

Ha CTOJIC, WM TIPH- JKaB €ro
K cebe

KOHTeHHEep, pacroyoKeHHbIH
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CrocoOHOCTh MMOTHECTH
KO PTY CTaKaHYHK C
rpy3om mMaccoit 200 T

He moxert
IMOJTHECTH CTAaKaHYMK KO

pTY

Mosxer noaHecTu
KO PTy CTaKaHUHK C TPy30M
200 T 1ByMsS pyKamu

Moxer
[TOJTHECTH KO PTY
CTaKaH- YHK C
rpy3zom 200 T otHOM

pyKoi

[TonHumaer rpys u
repeMeIntaeT ero u3
OZHOTO Kpyra B JIpyroi
KpYT yAepKuBas Ha
BECY.

Mexny kpyramu,
pactoJIoKEeHHBIMH 1O
ropuzoHTanu. U3
LIEHTPAJIBHOI'O
KPYI'A BO
BHEIIHUI KPYT na
OLICHUBAEMOI CTOpOHE

HeBpimonmaumo

Mosxer
MEepEeMECTHTh I'Py3 Maccoi
200 T Mo HOBEPXHOCTH CTOJIA

Moxert
[EPEMECTHUTH TPY3
maccoii 200 r,
[TOJIHSB €ro

[TonHumaer rpys u
rnepeMelaeT ero u3
OJIHOTO KpyTra B JIpyrou
KpYT yAepKuBas Ha
BECy.

Mexny kpyramu,
pPacHoJIOKEHHBIMH IO
rOPU30HTAIIH.

W3 HEHTPAJIBHOI'O
KPYT'A BO
BHEIIHUI KPVT na
TecTUpyeMoil cTopoHe

HeBpimoaanmo

Moxer
[ePEeMECTUTh IPy3 Maccoil
500 r 110 MOBEPXHOCTH CTONA

Moxert
[EPEMECTHUTh TPY3
maccoit 500 r,
[TOJTHSB €TI0

[TonxuMmaer rpys u
repeMeIaeT ero u3
OJIHOTO KpyTra B JIpyrou
KpYT yAepXKuBas Ha
BECY.

Mexnay kpyramu,
PacHoIOKEHHBIMH IO
arOHaJIH.

YEPE3 CPEJHIOIO
JIMHUIO N3
LIEHTPAJIBHOI'O
KPYT'A BO
BHELIHUI KPVT,
HaxoJsIIuiica Ha
[IPOTUBOIOJIOKHOM
CTOpOHE

Hesbimonanmo

Moxer
[IEPEMECTHUTD I'Py3 Maccoi
200 r 1o NOBEPXHOCTHU CTOJA

MoxeTt
[EPEMECTHTH TPY3
maccoit 200 r,
[OJIHSB €TI0

[Iepemerniaer Memouex
c meckoM Maccoit 500 r

He moxert
[epeMecTUTh Ipy3 Ha

MoxeTt
NePEeMECTHTh

MoxeTt
[OJIHATH TPY3 Ha

C KOJIe- Hel Ha CTOI CTOJ ABYMSI PYKaMH Tpy3 Ha CTOJN YPOBEHB I1a3 ABYMS

WK TIOJHUMAET Ha BYMsI pyKaMu pyKaMu

YPOBEHb IJ1a3

ITogsem HesBbmmonaumo Moowcem noouams|Moocem

BBIIIPSIMIICHHBIX PYK 0b6e  pyku Hao 00HO8pEMEHHO
omeecmiu

HaJ TOJIOBOMH —
Omeedenue nieua

207106011 0OHOBPEMEHHO
mMonbKko ceubas ux 6
llokmeswvIx cycmagax
(ucnonwv3ys Komnencayuro)

100

6 cmopoHbl 00e pyKu
c pasocHymuimu
Llokmsamu u onucams
|pyKa- mu noamwill
Kpye, c6eds 1a0OHU




Oyenxa 5 b6annos 3a

HAO 20108011

Oyenxa 6 b6annos

500 T BbIIIE YPOBHSA

MOIHATH Ipy3 Maccoit 500

rpy3 Maccoif 500 c

6X00HOe 3a 6x00HOe
Tecmuposanue Tecmuposanue
IToawvem rpysa maccoit He moxer MoskeT noaHATh Moxer

[OJHATH TPY3

KI' BBIIIEC YPOBHA IJICY

MOTHATH TPy3 Maccor 1

rpy3 Maccoi 1 krc

mwied — Omeederue I Jake ¢ KOMIICHcAlluel |KOMITeHcaluen maccoii 500 r 6e3
nieua KOMIIEHCALINH
IToawem rpysa maccoit 1 He moxet MosKkeT nogHSITE Mosxet

MOIHATD TPY3

500 T BbIIIE YPOBHSA

MOTHATH Tpy3 Maccoit 500

rpy3 maccoit 500 T c

— Omeedenue nieva KI' JJa)Ke ¢ KOMIICHCAIMEeH |KOMITeHcale Maccoii 1 kr 6e3
KOMITICHCAITIH

ITogbeM KHCTH BBIIIC HeBbmonanmo Brmonanmo ¢ Brimonanmo 6e3

YPOBHS ILIeY — KOMIICHCAIIHEH KOMIICHCALINH

Ceubanue nieva

IToawem rpysa maccoit He moxet MosKkeT nogHSITE Mozxket

MOTHATD TPY3

KT BBIIIIC YPOBHS ILICY
— Omeeoenue nieva

[OJIHATH TPYy3 Maccor 1
KI' JaXKe ¢ KOMIIEHcaluei

rpy3 Maccoit 1 krc
KOMITCHCAIIHEH

ey — Omeedenue I Jake ¢ KOMITCHCAIlMe |KOMITeHcauen Maccoir 500 r 6e3
nieua KOMIICHCALINH
[ompem rpysa maccoii 1 He moxer MoskeT NoaHsTh Moxer

[OJTHSTh TPY3
maccoii 1 kr 6e3

KOMIICHCAIIUH1

HUTOIo

Kirou (uHTEpIpeTalius): oleHnBaeTCs B Oajuiax Ha MOMEHT OCMOTpa U MOTOM, B IMHAMHUKE.

4. HazBanue Ha pycckoM s3bike: TecT gerckoii 0oabHunbl Punagenbhpuu auas

OLIEHKH JIBUTaTeJdbHbIX (VHKIMHA NALIMEHTOB C HEPBHO-MbIIIEYHLIMHU 3200J1€BAHUAMHU

Opurunansaoe HazBanue (ecnu ecth): the Children’s Hospital of Philadelphia Infant Test 104 of
Neuromuscular Development (CHOP-INTEND)

Hcrounnk (opuruanbHbii caliT pa3paboTunKoB, myOiukanus ¢ Bamuaanueii): 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 (MoAYepKHYTH): MIKajla OLECHKU

Haznauenue: Mcnonb3yercst UIsl OLIGHKU JABHUraTelbHBIX (QyHKIMHA y manueHToB co CMA, He
CIOCOOHBIX K CAMOCTOSATEIHLHOMY MEPEABHKEHUIO

Coneprkanmne (1adioH)
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Nwms:

Ne Uctopuu Oone3nu:

JlaTa noctyruieHus:

Jwnarnos:

Bpewms ouenku:

I'ecranonHsIil BO3pacT:

Bpemst oT mocneaHero KOpMICHUS:

JHara poxxaennsi:  Tekyiiee coctosiHue 310poBbsi: MHbekuus BepXxHUX AbixatenbHbIX myTeit O  JKenymounsiit  30HI
O
BeHTumsiuus ¢ 1ByMst ypOBHSMH MOJIOKHUTEIBHOTO JaBJICHHs B JIbIXaTeNbHBIX NyTax O Yacos/neHb
YacoB 0e3 BEHTWIIMN C BYMs YPOBHSIMH IOJOKUTEIHHOTO JABJICHUS B JBIXATEIBHBIX IYTSX BO BPEMS HCIIBITAHHS
Iloxa3arens [lonoxenue IIponenypa ucnblTaHus OneHUBaEMbIi OTBET bann
1 JIexxa Ha ciuHe HabmronatoT B TeueHne AHTUTPABUTALOHHOE IBUKEHUE J1 Jlyumas
CrioHTaHHOE ucnplTaHust MOXXHO CHATD rieda (OTphIBAaeT JIOKOTh OT CTOpOHA:
IBIDKCHUE Harpy3Ky ¢ KOHEUHOCTH HJIN OBEPXHOCTH)
(Bepxnsis HCIIOIB30BaTh CTUMYJI, YTOOBI A
KOHEYHOCTb) [OJIy4UTh OTBET HTUTPaBUTALIMOHHOC JIBIDKCHIC
TOKTS (OTPBIBACT KHCTh MITH
[pEAILIeYbE OT HOBEPXHOCTH
P P ) [1 CocrosiHue:
JIBUKEHHUE 3a1CThs
JBrkeHue nanpna
OTcyTcTBHE IBUKCHNS KOHEUHOCTEH
2 JIexxa Ha cinHe Habmroator B TeueHue AHTUTPABUTALMIOHHOE JIBU)KEHUE V1 Jlyumas
CrioHTaHHOE ucnblTanust MOXXHO CHSITh Oeqpa (OTPBIBAET CTYIHH U KOJICHU OT CTOpOHA:
BIKEHUE Harpy3Ky ¢ KOHEUHOCTH TOBEPXHOCTH)
(Huxuss WM UCIIOJIb30BATh CTUMY!I, A
KOHEYHOCTb) YTOOBI ITOJYYUTh OTBET HTHIPABHTALIMOHHAL
aJULyKLHs/BHYTPEHHEE BpalllcHUE
Oepa (KOJEHH OTPBIBAIOTCS OT COCTOSIHHE:
[IOBEPXHOCTH)
BrIpaxkeHHOE ABIKCHHE KOJICHA, 9l
OrpaHUYCHHOE MPEOOICHUEM CHIIBI
TSKECTH
JIBUKEHUS JIOJIBIKKI
OTcyTCTBHE IBUKECHNS KOHEUHOCTEH
3 Jlexxa Ha criiHe Cuta 3axBaTa: nomemaroT najer |CoxpaHseT 3aXBaT NPH IOJHATHH JI Jlyumas
3axBaT pyKoH B JIaJI0Hb Y MOJJHUMAIOT [I0 T€X [IJICYEBOTO CYCTaBa C MOBEPXHOCTH 1 CTOpOHa!
op, OKa IUIEY0 HE OTOPBETCSA  [KOBPUKA
OT ITOBEPXHOCTH, HAOIFONAOT, c
KOTIa MITAZIeHeL OCTAGHT OXpaHsET 3aXBaT NPH TTOAHITHH
3aXBAT. TOKTS ¢ KOBpHKa (TLIe4n Ha
111 meteii Oonee crapiiero MOBEPXHOCTH) CocrosiHue:
BO3PACT MONKHO HCHOL30BATE |Coxpanser 3aXBaT, KOT/IA MPeLIeybe
VIPYLIKY aHaJIOTMMHOTO [OXHATO C KOBPHUKA (a JIOKOTH
/imamerpa OcTaeTcs Ha IOBEPXHOCTH)
CoxpaHseT 3aXBaT TOIbKO MPH
OTCYTCTBHH TSTH
OTCyTCTBHE MOMBITKU COXPAHATH
3axBaT
4 [Tonoxxenue nexxa Ha (BusyanmbHas cTuMynsuus npu  (IIoBopoT oT MakcumaiibHOro nosopotal4d |JI>IT  [JIydmas
[IpuBenenue CIIMHE C TOJNIOBOM MOMOLIM UTPYIIKH. IIpu K CPEIMHHOMY ITOJIOKEHUIO CTOpOHA:
TOJIOBBI B CPEIMHHOM VOeporcusanuu 20106bl -
B CpEIMHHOE TOJIOJKEHUH 6 CPEOUHHOM NOTOMACEHUU 6 ACTHHO TIOBOPAYMBACT TONOBY Ha3al
MOJIOKEHUE meuenue 5 cexyno: Knagyr K CPCAMHIOMY IOJOKCHUIO
[IPY TIOMOIIIN TOJIOBY TakK, 4To ObI OBLIO
BH3yaJIbHOTO BO3MOXXHO MaKCUMaJIbHO
CTUMYJINpPOBAHMS * TOCTYITHOE BpaIICHHE 1
HCTIONB3YIOT BU3YalbHOE [lozyiepKHBACT CPE/IMHHOE
CTHMYIHpOBAHHE /TS TOTO gonomenne B TCYCHHE 5 CEKyH[ U
oree
uTOOBI 0OECTICUNTh > |Cocrosmue:

PACIIOJIOKCHUE T'OJIOBHI B
CPECAUHHOM IT0JIOKECHHUH.

[lonnep>xuBaeT cpeuHHOE
OJIOKEHNE MEHEE 5 CeKYH

["o10Ba MaJacT B CTOPOHY M HE
OTMEYaeTCs IIONBITOK CHOBA JEPKATh

'0JIOBY B CPEAMHHOM ITOJIOKCHUHN
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[loxa3zaTens [losoxxeHnue [Ipouenypa ucnbiTanus O1LeHUBaeMbIii OTBET basnn
5 Jlexxa Ha ciune, 6e3 |Horu cornyTsl B Ta300epeHHOM |[OTpBIBAET KOJIEHO OT moBepxHocTH |4 |J1 Jlyumast
[IpuBoAsIIME MBILINBI |[TOATY3HHKA CycTaBe M MOATAHYTHI K KpOBaTH CTOpOHa!
Oenpa cpenuHHON nuHUM Tenma. Horm  |Ha > 5 ceKyHJI MM OTPBIBAET CTOIY OT
Ha wupuHe 6enep, Oenpa [IOBEPXHOCTU
PacIOJIOKeHbI ITApAJLIEIbHO, 11
KOJICHH Ha HEGOMBIIOM OTpbiBacT KOJICHO OT NOBepXHOCTH 2 Cocrosuue:
PACCTOSHUM APYT OT Apyra KpoBaTH Ha 1-5 cexynn
Her nonsiTky coxpaHuTh KoeHo Ha |0
IOBEPXHOCTU
6 JIexxa Ha ciuHe 1. YV neprxkuBas HUKHIOIO 9acTb  |[Ipy NpUMEHEHUH BBITSKEHHS B KOHLIE Bripaso|Jlyumas
CriocoOHOCTh (pyku 110 OGOKam); Oeapa MilajieHIa, CTUOAIOT HOTY |[MaHeBpa, CTOpOHa:
[EPEBOPAYMBATHCA: CTOpOHA, (byHKLll/HO B T3306€£lpeHHOM CyCTaBe U IICPEBOPAYMBACTCS Ha KUBOT C 4
3a cuer HOr'* MBIIII] KOTOPOH KOJIGHHOM CYCTaBe U BBITIPAMIIEHMEM T'OJIOBBI
OLICHUBAIOT, MOATATHBAIOT K CPEAUHHON uepes GOk
pacronaraercs JIMHUM TeJa, TEM CaMbIM [ToBOpaYMBAETCS U3 MIONOKEHHS JIeKa |3
CBEPXY; MPHUBOJIS Ta3 B BEPTHKAIEHOE Ha OOKy Ha )XHBOT TOJIOBOW BHH3, O¢3
[epeBOpavnBaTh [0JIOKEHUE, IPOTOIDKAIOT BLINPAMIIEHHS TOIOBbI
HA4YHHAIOT CO TSHYTB U Oenarom nay3y 6 3mom uepes GOK, MOTHOCTBIO TEPEHOCHT Bec
CTOPOHEI, GYHKIWHIO  |n0sI0ICeHUU C OTIOPHOM PYKH, YTOOBI 3aBEPLINTE
MBIIIIIL] 2. Ecin mmagenery IepeBopoT Bieso |Cocrosuue:
KOTOpPOH OLICHMBAIOT |[IOBOPAYMBAETCS Ha OOK, TO €ro
TAHYT NOJ YTIOM 45° [TogHUMaeT Ta3, TYJIOBHILE U PYKy € |2
AMATOHATBHO K TIY M ACTAIOT 105000 10BEpXHOCTH, TOBOPAYMBACT
ay3y, 4TOObI 103BOJIUTH
TOJIOBY M IIOBOPAYMBACTCSI Ha OOK,
MUTQ/ICHILY TIOTIBITATECA [IPH 9TOM pyKa IepeMeIacTcs K
[IOBEPHYTH TEJIO Ha3az o
repefHell CTOpOHE Tenla
[TomHMMaeT Ta3 U TYJIOBHILE C 1
OIIOPHOM MOBEPXHOCTU U
[I0BOPAYHBAET FOJIOBY B CTOPOHY. Pyka|
ocTaeTcst 10 TYJIOBHILEM
Ta3 maccuBHO OTOpBaH OT oropuoir |0
[IOBEPXHOCTH
7 Jlexxa Ha ciune (pyku (1. [lepxat pyKy MilajeHna 3a [loBopaunBaercs Ha *KHBOT, 4 |Bnpaso{Jlyumas
Crioco6HOCTh o0 OOKaM); CTOpOHA, |JIOKOTh M TSHYT K BBINIPSAMIISIS TOJIOBY Yepe3 OOk CTOpOHA:
[epEeBOPAYNBATECS: (hyHKIIMFO MBI [IPOTHBOIOJIOKHOMY IIIEYY, [ToBOpauMBaCTCs Ha XKUBOT, Jeka 6e3 |3
3a CYET pyl(* KOTOpOﬁ OLICHMBAIOT, |KOrJa IJICYH pacrojiararoTcsa BBINPSIMIICHHSI TOJIOBBI uepe3 601(;
pacronaraercs BEPTHKAILHO, OCTAHABIIMBAIOT  |yGHpaeT Bec ¢ OMOPHOI PYKH, YTOOBI
CBEPXY; I[BIDKEHHUE, IIPU ITOM pyKa 1ePEBEPHYTHCS )
epeBopaunBaTh peGeHKa 0CTaeTCs B BHITAHYTOM Cocrosine:
HAa4YHHAIOT CO [OJIOXKEHUH, TTO3BOJISIOT
CTOPOHEL, PYHKINIO  [peOEHKY MOBEPHYTHCS Ha JKHBOT. [MoBopaumBaercs Ha 60K, TOMOTas o
MBILI] KOTOPO# 2. Ecnu Ta3 gocturaer Tasy MPHHSATh BEpTHKANBHOE
OLICHUBAIOT BEPTHKATBHOIO MONOKEHUS, TO |10 105eHne BELIBIKEHHEM HOTH
[POJOJDKAIOT TAHYTH peOeHKa Bllepe U ee IpUBEACHUEM
[ToBopaunBaroT royioBy B ctopony 1 |1 |Bneso
[OJHUMAET IICYO U TYJOBHIIIE C
[TOBEPXHOCTH
[ToBOpauKBaeT rojIoBy B CTOPOHY; 0
TEJIO0 OCTACTCS BSUIBIM MU ILICHO
[TACCHBHO HOTHUMAETCs
8 [Tonoxenue nexa Ha ([IoOyxnaroT peberHka OTpbIBaeT J1a{0Hb OT OBEPXHOCTH 4 |1 Jlyamast
CrubaHue pyku B OoKy, pyka, OTSIHYTBCS IO UTPYIIKH, QHTUTPABUTAL[MOHHBIM JBIKCHHEM CTOpOHa!
[JIEYEBOM CYCTaBE U [PACIIOIOXKEHHAs KOTOpast HAXOJUTCS Ha pyKH
TIOKTE 1 CBEPXY, Pa30THyTa B [pacCTOSHUH BBITSHYTOH PyKH Ha
TOPHU30HTAIBHOE nne}'){ezofa cyCTZ;e u f’pOBHC mieda (Mongo P Moser cm6a1;1> PYKY B TLICHEBOM 3
OTBEICHUE COTHYTA B JIOKTEBOM  [HCITOJIB30BaTh CTUMYJISALIHIO) ¥ cycrase Ha 45°, Ge3
cycTtaBe Ha 30° u HaOJI0JAl0T CIIOHTAaHHOE AHTATPABHTALHOHHOTO ABIACHIL PyK Cocrosne:
[O/ICP)KUBACTCS HA  |BIKCHUE
Terne (mpu 11
HEOOXOANMOCTH
yIepXKUBAIOT PYKY,
PaCIONOXECHHYIO
CHII3Y) Crudaet pyKy B JIOKTEBOM CYCTaBE 2
[0CJIe TOTO, KakK OTPBIBACT PYKY OT
Tena
MoJKeT 0TOpBaTh PyKy OT Teja 1
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[loxa3zaTens [losoxxeHnue [Ipouenypa ucnbiTanus O1LeHUBaeMbIii OTBET basnn
OTCyTCTBUE MOIBITKH
9 Cuzs Ha KoJIeHsX WM |Pacrionarator cTuMyIn Ha OTBOJUT IUIEYO WJIM CTHOAET PYKy B J1 Jlyumias
Crubanue pyku B Ha KOB- PHKE C CpeHel IMHUU ¥ Ha yPOBHE [Ie4eBOM cycTaBe Ha 60° CTOpOHa:
[UICYEBOM CYCTaBe U |OZAEP>KKOM IOJIOBHI |[JIeda Ha PACCTOSHUM
JIOKTE U TyJ0BHLIA (C BBITSHYTOH PyKH (MOXHO OtBozMT MIe0 MK crubact pyky B
HAKJIOHOM IO/ HCIIONB30BATh TueyeBoM cycTase Ha 30°
yriiom 20°) CTUMYJIAIHIO) M HAOMIOAAIOT
CIIOHTaHHOE
IIBIDKEHHE
JTro6oe crubanue pyky B IUICUYEBOM It
CycTaBe MJI OTBEICHHE
Tonbko crubaer pyKy B JIOKTEBOM CocrosiHue:
cycrase
He npeanprHuMaeT MONbITKA HOJHATh
PYKY
10 Cuist Ha KoneHsix uiH ([I[exodyT HoOIBEHHYIO Pa3srubaer HOT'Y B KOJICHHOM CyCTaBe J1 Jlyamast
Pasrubanue HOTH B Ha Kpalo KOBPHKA C  [[IOBEPXHOCTH CTOIIBI MU CJIETKa [Ha > 45° CTOpOHA:
KOJICHHOM CyCTaBe O JIEPHKKOI [IUILTIOT HaJely PasruGaer HOTY B KOJIEHHOM CYCTABe
TOJIOBBI U TYJIOBHUINA [HA HOTE Ha 15-45°
(C HaKJIO-
HOM 110J1 yriiom 20°),
Oenpo
pacronoxeHo JTroOoe BuauMoe pasrubaHue HOru B
OPH3OHTATBHO KOJICHHOM CYCTaBe It
K IIOBEPXHOCTH 3€MJIU CocTosiHUE:
OTCyTCTBUE KaKOr0-TM00 BUJUMOTO
[pa3ruOaHusl HOTH B KOJICHHOM CYCTaBe
11 [lepxat miazienna,  |[IpoBoasT pykoit o crymnHe win |[CrubdaHue HOTH B Ta300eJpEHHOM 1 Jlyumas
CrubaHue HOTH B HpIKHMasi K ce0e,  |IIMMAaloT Manel HOrH CycTaBe WM B KOJIEHHOM CYCTaBe > CTOpOHa!
Ta300€PCHHOM JTULIOM BIIEpE], CO 30°
CycTaBe M TBUIbHOE CBO-
crubaHue CTOIIBI 0OHO CBHCAIOIIMMU Crubanne HOrH B Ta300€/peHHOM
OTAMIL CycTaBe WM B KOJICHHOM CycTase
I — 10001 cTeneHn CocTosHue:
MJIIaJICHIIA B
paiioHe XuBOTa, IPU 11
9TOM ro- TonbKO ThUIbHOE CrubaHue
J10Ba HAXOJUTCS TOJICHOCTOIIHOTO CyCTaBa
MEXY PyKOH
1 TPYIHOM KIIETKOH
B3pOCIIOTO,
|(OTOPBIH CTO epHT Her akTrBHOrO JBHKEHUS Oenpa,
KOJIEHA WJIH TOJICHOCTOITHOTO CyCTaBa
12 B nonoxxenuu cuas  ([lomemaror MinajgeHna Ha 113 monoxeHus ¢ OmmyIeHHO roIoBoH basbr:
Y iepkaHHe TOJOBEI™  |c ITOIEPIKKOMH 3a KPYTJIOE CHJICHBE C TIOJHATOH  |MOXHUMAET TOJIOBY U JEPXKHUT €€ B
[UICYH W IPSIMBIM FOJIOBOM, MpHAEPKUBAS 3a BEPTHKAIBHOM MOJIOKEHUH, @ TaKkKe CocrosiHue:
TyJIOBHILIEM riedn (Crepenu [IOBOPAYHBAET TOJIOBY H3 CTOPOHBI B
U C3a]1H) (MOJICHO OMA0JICUMb  |CTOPOHY
oyenxy 1 u 4 do xonya Y Aep>KuBaeT rojioBy B BEPTHKAJILHOM
ucnoimanus) noJjokeHuu Oomnee 15 cek. (mpu
[10IepTUBAHNY TOJIOBEI 32 UCIIBITaHUE
«yziep>KaHHe roJIoBbI» CTaBsT 2 Oasuia)
Y 1epsKMBaET roioBy MO CpeHei
JIMHUHM >5 CEK, IPU 3TOM rojloBa
HaksoHeHa 10 30° Brepes WM Hazaj
AKTHBHO TTOJJHUMAET WK
[IOBOPAYMBACT T'OJIOBY JIBaXKIIBI C
MOMEHTa CTUOaHMs B TeUeHHE 15 cek.
(HE 3aCUMTHIBAIOT, €CIIH BHKCHUE
MPOUCXOJHUT OJHOBPEMEHHO C
IBIXaHHEM)
OTCyTCTBHE OTBETA, TOJI0BA BUCHT
13 Jlexxa Ha crivHe OTBeT Ha BEITATHBaHHE: TSAHYT |Crubaer pyKy B JIOKTEBOM CyCTaBe J1 Jlyumras
Crubanue pyku B MJIaJICHIIA B [TOJIOKEHUE CHJIS, CTOpOHA:

JIOKTEBOM CYCTaBe,

pYKU Jiep>xaT oA yriaom 45° o
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[loxa3zaTens [losoxxeHnue [Ipouenypa ucnbiTanus O1LeHUBaeMbIii OTBET basnn
OLICHKA IO MyHKTY 14 TOYKH, KOT/Ia TOJIOBA BumiMoe cokpanieHue AByIIaBoit
[OIHMMAETCsI ¥ IIOUTU MBIIIIBI 6€3 CrUOaHus PyKU B 11
OTPBIBAETCS OT JIOKTEBOM CyCTaBe Cocrosizue:
[IOBEPXHOCTU
OTCyTCTBHE BHANMOTO COKPAICHHS
14 /Iexxa Ha crimHe OtBeT Ha BRITATHBAaHHE: TAHYT |[loMHMMaeT royoBy ¢ KpoBaTH Bast:
Crubanue ey, OleHKa MJIaJICHIA B TTOJOXKEHHUE CHIS,
[0 yHKTY PyKu fepxat Buaumoe cokpareHue 3 CocrosiHue:
13 Mo yrutom 45° 710 TouKH, Korga |[TPYAHHO-KIIOUMYHO-COCLCBHIHOM
roioBa MBILILIBI
[IOIHMMAETCsI ¥ IIOUTU
OTPLIBACTCS OT OTCYTCTBHE MBIIICYHOTO COKPAICHHS
[IOBEPXHOCTU
15 [Ipo6a ¢ BeHTpanbHOii [[IpoBoAAT pyKoi BIOIL Eciu MmiazieHer yaep:;KuBaeT rojloBy bab:
Pasrubanue 10/11€PIKKOM [M03BOHOYHMKA OT LU K Ha OJTHOM YPOBHE C TYJOBHUILEM MK
TOJIOBB/IIIEN MIaJICHel] JTeKUT kpectiry. ®poHTanbHAs BBIIIIC
(Jlannay) Ha )KUBOTE, Bpad [UIOCKOCTH TOJIOBBI IIPU
IPHTIOTHHMACT €TO  |pACTIONOKEHHH Eciu ronoBa 4acTHIHO yaepKuBaetcs, CocrosiHue:
OMEOH pyKo# B ApATIEIEEO IOBCPXHOCTH HO HE 110 TOPU30HTAJILHOMN IIOCKOCTH
obnacTr KOBpHKa =
BEpXHEH YacTu 0° (ropH30HTAJIbHA)
JKHBOTA He BBITSATHBAET rOJIOBY
16 [Ipo6a ¢ BenTpanbHOii [[IpoBoasT pyKoii cHavana ¢ [ToBopaunBaeT Ta3 10 HAIPABIIEHUIO K J1 Jlyuamas
13ru6 Mo3BOHOYHMKA  |[TOJJICPIKKOM: [PaBOH CTOPOHBI, A 3aTEM C CTUMYJly BHE OCH CTOpOHA:
(I"anmanT) MIIaJICHEL JIOKUT Ha  |JIEBOM CTOPOHBI
DKHBOTE, Bpad [10 MOSICHUYHO-TPYROH obyacTr Bummoe COKpallleHH1e
HpUIOHIMaeT BIOIB rapaBepTeOpaIbHON MBIIIIIEI
€ro OJJHOM PYyKOH B |IO3BOHOYHHUKA, WJIH IIEKOYYT 11 CocrosiHue:

obnacTn
BEpXHEH YacTu
PKUBOTA

JKUBOT FLTH
CTYIHIO, WITH HAKJIOHSIOT
MITaeHIa, TIPOBepsst pedexc
["anmanTta. Y MiajieHIIeB ¢ BECOM
0osiee 10 Kr KOJICHH U TOJI0BA
MOTYT KacaThCsl IOBEPXHOCTH

OTBET OTCYTCTBYET

OOmmuit 6ast, Ty4Inuid 6at ¢ KaxI10M CTOPOHBI 110 KaXI0MY IapameTpy (Makcumym 64 Gasa):

Kirou (nHTEpIpeTaliys): oleHuBaeTcs B Oajijlax Ha MOMEHT OCMOTpa U MOTOM, B IMHAMHKE

105




