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CIIMCOK COKPAII[EHUN
All® — ageHo3uHAKpOChaT
AKJZC — aIcopOMpOBaHHAs KOKITIOIIHO-TU(TEPUHHO-CTOIOHIYHAS BaKIIMHA
AJIK — alleTUJIIKAPHUTHH
AMOD — azieHo3uHMOHOodochaT
A-P — ayTOCOMHO-PELIECCUBHBIN TUIT HACIIETOBAHUS
ATOD — ageHo3uHTpudocdar
areTuII- — aeTHI-KOPH3UM A
CoA/CoASH
BO3 — Bcemupnas Opranunzanus 3apaBoOXpaHeHUS
| I — ryaHo3unaugocdar
I'C-2 — nanueHTsl co CMA 2 Tuna rpyIrsl CpaBHEHUS
I'C-3 — nauueHTsl co CMA 3 Tuna rpyIrsl CpaBHEHHS
[T — ryaHo3unTpudocdar
I'a — repi
Ha — JAJIbTOH (aTOMHAs €IMHUIIA MACChl)
JATJIK — IUTHUIPOJIUIIOEBAS KUCIIOTA
JE — JBUTraTeIbHAs €IUHULA
JIAMAII — JIEBUALIMS] MAKCUMAJIbHOW aMILUIATY/IbI IIOTEHIIMAIOB
JAHK — JIE30KCUPUOOHYKIICHHOBAS KHCIIOTa
JPII — JICHEPBALIMOHHO-PEUHHEPBALMOHHBIHN MPOLIECC

JICUII — JIEBAALMS CPEITHEN YAaCTOThI IOTEHIIMATIOB



€. U3M.

KKT

NoO

KAT

KoA

KOM

KIIT

JIOK

MB

Mr

M

MKB

MKTI'

MJI

M-oTBeT

MPHK

M/C

MC

— €IMHMIIA U3MEPEHUS

— JKEJIyI0YHO-KHUIIIEYHbII TPAKT

— nHo3uTOJI(hochaT-onUrocaxapusl

— KapHUTUH-aleTIITpanchepasa

— KOBH3UM A

— KWJIOOM (EMHHIIA U3MEPEHUS SJICKTPUIESCKOTO CONPOTHBIICHHS )
— KapHUTUH-TIAIbMUTOWITpaHChepa3a

— nedyeOHas QU3KYIbTypa

— MUJUIMBOJIBT

— MUAJUTUTPAMM

— MUJUIMOHHAs J0JIs

— MUKPOBOJIBT

— MHUKpPOTpaMMm

— MUAJUTUJIUTP

— MOTOPHBIA OTBET

— MaTpu4Has puOOHYKJIEMHOBAs! KUCIIOTa
— METP B CEKYHIY

— MIJUIMCEKYHA

HAJl/ HAJI® - HUKOTHMHAMUAAACHUHINHYKICOTH T /

HAJIOH

HM3

or-2

HUKOTHUHAMUJIAJeHUHIUHYKIeoTuiPpochar

— BOCCTaHOBJICHHAs popMa
HUKOTHHAMUIIeHUHIUHYKJIeoTha(ocharta

— HEeWPOMBIIIICUHbIC 3a00IeBaHUS

— naruenTbl co CMA 2 Tuna 0CHOBHOM TPYIIIbI



or-3 — nanueHTsl co CMA 3 Tuna oCHOBHOW IpyIIIbI
[TAPII — nonu(ageHo3uHAA(ochaTprd03a)-moIuMepasa
[THXKK — TIOJIMHEHACHIIICHHBIC KUPHBIE KUCIOTHI

ITIE — DOTEHIIMAJ IBUTATEIILHON €INHUIIBI

[TNP — IIOCTU30METPUYECKas pelaKcalus

[1OB — IIOJIOKUTEJIBHAS OCTpasi BOJIHA

1D — noTeHIuan GUOPMILIAIUN

I1DI], — moTeHIMal HacuKyISIUNA

p/a — pa3 B JIeHb

CMA — CIIMHAJIbHAS MBIIIeYHast aTpodust

CIIn — CKOPOCTB IIPOBEACHUS UMITYJIbCA

TIAD — THaMuHApochaT

TIID — TupamMuHIpodocdar

TTO — THaMuHTpHUOoCchaT

y. €. — YCJIOBHAs €JMHULIA

DAL — (hmaBUHAACHUHINHYKIICOTH T

OMH — (h1aBUHMOHOHYKJICOTHU]

OTK — IUKJ TPUKAPOOHOBBIX KHCIIOT

OHMI' — 3JIeKTpoHEeHpoMuorpadus

SK — ssTHTapHas KUCJIo0Ta

a-JIK — anb(ha-nurnoeBas KUCIOTa

AAV9 — adeno-associated dependoparvovirus 9 (ageHOACCONMUPOBAHHBIN

BUPYCHBINA BEKTOp 9)

AP25-35 — 0eTa-aMUJIOUIHBIE HETITH/IbI



CHOP
INTEND

DcpS

D157495,
RG3039,

PF-06687859

F-BonHa
GTF2H2

H-pednekc

HFMS
hnRNAS
MLPA

MHS

NAIP

NF-kB

NMDA-
peuentop

NO
NO-cunrasza

OCTN2

r

PLS3
(Plastin 3)

—The Children’s Hospital of Philadelphia Infant Test of
Neuromuscular Disorders (®Punanenshuiickas mkana OeHKH
JABUTATENbHBIX PYHKIUH y 1eTeil ¢ HEHPOMBIIICYHBIMU
3a00JIeBaHUSIMH)

— decapping scavenger (bepmeHT ¢ tupodochaTazHOl aKTHBHOCTHIO)

— KOZIOBBIC HA3BAHUS COCMHCHMSI Ha Pa3IMUHBIX (ha3ax
UCCJIeIOBAHUS, TEPANIEBTUYECKUM 3(PPEKTOM KOTOPOTO SIBIISETCA
unrubuposanue pacuierienuss PHK dbepmentom DcepS, uto mo
OMpEJEICHUIO0 MOKET YBETUUUTH dKcIpeccutio SMN2

- HOBI[HHﬁ q)CHOMeH, KOTOpBIﬁ PCAIN3YCTCA I[BPII‘&TGJ'IBHOﬁ 9aCTbIO
HCPBHO-MBIIICYHOI'O aIlllapaTa

— general transcription factor 11H, polypeptide2 (ren, koaupyrorwii
CyOBbeIMHUITY 4 TJIaBHOTO TpaHCKpHUIIIMOHHOTO (hakTopa I1H)

— MOHOCHHANITUYECKHUI pe(IEKTOPHBIA OTBET MBIILILIBI
— Hammersmith Functional Motor Scale (1kana oneHku
(GYHKIIMOHATBHBIX BO3MOXKHOCTEH XaMMEPCMUT)

— heterogeneous nuclear Ribonucleic acid (rereporennas saepHas
PUOOHYKJIENHOBAs KMCIIOTA)

— multiplex dependent probe amplification (MeToa MyIbTUTIIIEKCHOMN
aMIUTMUKAIIK JIATUPOBAHHBIX 30HI0B)

— MoIU(UITMIPOBAHHAS MIKaTa XaMMEPCMHUT

— neuronal apoptosis inhibitory protein (rex, kogupyromuii 6eI0K-
MHTUOUTOP HEHPOHATBHOTO aronTo3a)

— sifiepHbI (akTop Kara B

— N-metun-D-acnaprar-penentop

— OKCHJ a30Ta
— CHHTAa3a OKCHaa a3oTa

— carnitine/organic cation transporter 2 (Na+ — 3aBucuMbIii O€10K-
TPaHCIIOPTEP KApHUTHHA)

— ko3¢ dunment koppensaunu [lupcona

— O€JIOK, KOTOPBIH Y YeJIOBEKa KOAUPYETCS OTHOMMEHHBIM T€HOM Ha
X-Xpomocome



RHS

RULM

SCAAV

SERF1A
(H4F5)

SMA
REACH UK

SMN

SMNCc
(SMN2)
SMNt
(SMN1)

STR1VE,
SPRINT 33
FIREFISH

TRO19622
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— Revised Hammersmith Scale (nmepecmoTpenHnas mikana
XaMMEpPCMHUT)

— Revised Upper Limb Module for spinal muscular atrophy (ikana
OLCHKU ABUTATCIIBHBIX BO3MOKHOCTEH BCPXHHUX KOHEYHOCTEH y ILCTeﬁ
CO CIITMHAJIBHBIMU MBIINICYHBIMHU aTPO(i)I/IHMI/I)

— self-complementary adeno-associated virus (caMOKOMILIIEMEHTAPHBII
aJIeHOACCOIMUPOBAHHBINA BUPYC)

—small EDRK-rich factor 1A (reH, KoqupyrOImuii TOTHOPa3MEPHBIH
6emox EDRK- ¢akrtopa 1A)

— coo01ecTBo BenukoOpuTanuu, OpraHu30BaHHOE JJIS 3aKJIFOUCHUS
HAIMOHAJIBHOTO COTJIAIIIEHUSI O MEIUIIMHCKUX U
bu3HoTEepaneBTUYECKUX OLIEHKAX, a TAKXKE CTAaHAApTOB OKa3aHUs
MIOMOIIH JTFOSIM, CTPaJIal0IIMM CIIMHAIILHOMN MBIIIEYHOU aTpoduei

— survival motor neuron (TeH, KOAUPYIOIUN OEIOK BBKUBAEMOCTHU
MOTOHEUPOHOB)

— survival motor neuron 2 (centromeric), reH, KOAUPYIOUIUi 00K

BBDKMBAEMOCTH MOTOHENPOHOB, LIECHTPOMEPHAS KON

— survival motor neuron 1 (telomeric), ren, koaupyromuii 6enok
BBIDKMBA€CMOCTHU MOTOHCﬁpOHOB, TCIIOMCpPHAasA KOIIUA

— KOJIOBbIE HA3BaHUS HEPAHIOMU3UPOBAHHBIX, OTKPHITHIX,
MHOTOLIEHTPOBBIX, MEKYHAPOIHBIX UCCIEA0BAHUN
F€HOTEPANEeBTHUECKUX ITPEnapaToB

— OJICCOKCHUM
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BBE/IEHUE

AKTyaJIbHOCTh HAy4YHOT'O UCCIEA0BAHUSA

B cTpykType HacnencTBEHHBIX HEWpOJEreHepaTUBHBIX 3a00ieBaHUil 0co0oe
MECTO 3aHUMAEeT KIWHUYECKH TE€TepOreHHas TIpyIla NaTOJOTHMYECKUX COCTOSTHUN
JBUTATEIBHOTO  HEMpOHAa  CIOMHHOTO  MO3ra, MPEJICTaBICHHAs  CIHWHAJIBHBIMU
MbleunbiMu atpodpusimu (CMA). PactipoctpanenHocte CMA coctaBnsier 1-2 cimyvast
Ha 100 Teic. yenoBek. KnmHuuecku 3aboneBaHue NPOSBISIETCS CTOMKUMH CTaToO-
MOTOPHBIMM  HApyIIEHUSAMH,  HEYKIOHHBIM  CHWKEHHEM  (PYHKUIMOHAIbHBIX
BO3MOYKHOCTEH,  pa3BUTHEM  HMHBAJIWAM3ALMUM C  JIAAMa30HOM  TSOKECTH  OT
3JI0Ka4€CTBEHHON MH(PAHTHIbHOM (POPMBI C TETpAIUIETUEN U BBICOKONH CMEPTHOCTBIO J10
YMEPEHHBIX TMPOSIBICHUM W MATKOIO TEYeHUs 3a00JIeBaHHMsI C HOPMAJIbHOM
npoaospkuTeabHoCcThIO KU3HU (EBTymienko C. K. u coasrt., 2014; I'yzeBa B. 1., 2015;
Carré A. et al., 2016; Hwang H. et al., 2017). ITatorenetnuecku CMA cBsi3aHbI C
NOPA)KEHUEM HWKHUX MOTOHEHPOHOB CIMHHOIO MO3ra M CTBOJa MO3ra, 4YTO
0OyCJIOBIICHO JENCIUSIMHU WM MyTaIlUsIMU B T€HE BbDKMBaHMs MOoTOHelpoHa 1 (SMNI)
U TMPUBOJUT K MPOTrPECCUPYIOIMM HapyHIEeHUSIM (YHKUMOHUPOBAHMS MMONEPEUHO-
M0JIOCATOM MYCKyJaTypbl KoHeuHocTel u TynoBuiia (Ilerpyxun A. C. u coast., 2018;
Darras B. T. et al., 2018; I'yces E. 1., 2019).

JlocTiKeHUs B U3YYEHUHM MOJIEKYJIApHO-TeHeTUYecKuX ocHOB CMA mo3Bonuiu
CYILECTBEHHO YJIYUIIUTh TEPANEBTUUYECKUI MOTEHIMAI C BO3MOKXHOCTSIMH MOIYJISALIMH
rermernyeckoro nedekra (Dubowitz V. et al., 2019, 2020; Mercuri E. et al., 2018, 2019).
BmecTe ¢ TeM LieneBble MOKa3aTeld MO POy NeHOTEPAneBTUYECKUX COCIMHEHU He
JOCTUTHYTHI B TojHOM 00Bbeme (Castro D., 2014; Arnold W. D., 2015; Dangouloff T.,
2019), okoHUaTenbHO HE JOPaOOTaHBI MEXAaHU3MbI HHPPACTPYKTYPHONU OpraHU3alUU B
nanHoM Hampaiernnn (Finkel R.S. et al., 2018; PearsonS.D. et al., 2019),
IPOAODKAETCA U3yUeHUE JOITOCPOUHON 3(PPEKTUBHOCTU U EPEHOCUMOCTH TapreTHOMN

tepanuu (Zingariello C. D. et al., 2019; Ross L. F., 2019; Riessland M., 2019).


https://www.ncbi.nlm.nih.gov/pubmed/?term=Hwang%20H%5BAuthor%5D&cauthor=true&cauthor_uid=28792153
https://www.ncbi.nlm.nih.gov/pubmed/?term=Finkel%20RS%5BAuthor%5D&cauthor=true&cauthor_uid=29305137
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HecMoTpst Ha CyImIecTBYIONIYIO OOJBITYIO T€TePOTeHHOCTh KIMHUYECKOTO OTBETA
Ha JIOCTYITHBIC B HACTOSIIIIEE BPEMsI METO/IbI JICUCHHSI, HAUMHASL OT OTCYTCTBHUS OTBETA [0
BrieuaTisiomux pesyiabTaTtoB (Lloyd A.J. et al., 2019; Darba J., 2020), Bemyuum
INPOTHOCTUYECKH  OJIaronpusiTHBIM  (AaKTOpOM,  ONpenessiomuM 3P (HEeKTUBHOCTh
JICUCHUs, SIBJIICTCS Ha3HAUCHUE TEPAIMU HA CTAIUW PAaHHUX KIMHUYECKHUX MPOSBICHUN
3aboneBanus (Zhao M. et al., 2019; Michel C. et al., 2020). B ocHOBe neueHns A0JDKHA
JeXaTh CTPATETUs MEePCOHATM3UPOBAHHONW TEpanmuu C YYCTOM WHAWBHAYATbHBIX
O0COOEHHOCTEW pa3BUTHUS 3a00JIEBaHUST MU OTBETAa HA TMPUMEHSEMBbIE METOJIUKHU
BozzaeiictBust (Vaidya S. et al., 2018; Ilaiimyp3un M. P. u coast., 2019, 2020;
Ross L. F. etal., 2019).

Crenenb pa3pabOTAHHOCTU TEMbI HCCIIEIOBAHUS

Onwupasice Ha MOJIOKUTENbHbIE npeiBapUTEIbHbIE pE3yJIbTAThI
MYJIBTUIEHTPOBBIX IJ1aie00-KOHTpoaupyeMbix uccienoBanuii, B CILIIA u B cTpanax
EBponelickoro cor3a B KayecTBe ATUOTpomHoro JeyeHus CMA [OpuUMEHSIOT
PEKOMOMHAHTHYIO a/ICHOBUPYC-ACCOLMUPOBAHHYIO T€HHYIO TEPANHIO, HAMPABICHHYIO
Ha [JOCTaBKy KONHMM TE€HAa, KOJUPYIOLIEro O€lOK BBDKMBAEMOCTH MOTOHEHpPOHOB
(Starner C. I. et al., 2019; Vita G. et al., 2019; Walter M. C. et al., 2019). B Poccuiickoii
®denepauny reHOMOAYIUpPYIOIas Tepanus npokcuMainbHbix Gopm CMA npeacraBieHa
COCIMHEHHUEM, SIBIIIIOIIMMCS  AHTHCMBICIOBBIM  OJMTOHYKJIEOTHJIOM, MEXaHU3M
JNEUCTBUS KOTOpPOro compsbkeH ¢ Qakropamu cmiaiicuira. C  uX MOMOUIbIO
o0ecrieunBaeTcs COXpaHHOCTh 7-ro 9Kk30Ha reHa SMN2, Omaromaps uemy
CUHTE3UpYyeTCs] PYHKIMOHAIBHO MOJHOLEHHBIN OEJI0K BHIXKUBAEMOCTH MOTOHEUPOHOB,
MO3BOJISISL CTAOMIIM3UPOBATH KIMHUYECKOE COCTOSTHUE peOeHka, HO 0e3 perpecca yxe
BbI3BaHHBIX OoJie3Hbi0 Hapyrrenui (Singh N. N. et al., 2015; Tizzano E. F. et al., 2018;
Pulst S. M., 2019; Saffari A. et al., 2019). Panuss KJIMHUKO-
aNIeKTpoHepoMuorpaduyeckas JAMArTHOCTHKA W JWHAMUYecKas  Bepuduxaus
NaTOJIOTUYECKUX CHUMITOMOB TO3BOJSIET C(HOPMHPOBATH IMEPCOHATU3UPOBAHHBIC

noaAXoAbl KOMIIJICKCHOI'O IATOICHCTHUYCCKH HAIIPABJICHHOI'O JICHCHHUA, NPCAYIPECAUTD
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(dbopMUpOBaHUE OCIOKHEHUIH U MAaKCUMaJIbHO COXPAHUTH ABUTATEIbHBIN MOTEHIIMAT Ha
paHHMX dTanax 3a00JeBaHUsl.

JlpyruM He MeHee BaKHbIM BOIIPOCOM B CEIMEHTE TapreTHOW TEpaIvu SIBISETCS
HEU3y4yeHHass ImpoliemMa NPOJOHTMPOBAHHOW O€30MaCHOCTH U NEPEHOCHMOCTH
noxoonoro Buma jacuenus (Ross L. F. et al., 2019; Serra-Juhe C. et al., 2019). Beuny
HEJOCTATOYHOTO OMbITa MPUMEHEHHUS TEHOMOIU(MUIUPYIOIUX COCIUHEHUH Yy
naiieHToB  co  CMA  oOkoHUartenbHO  HE  CPOPMHpPOBAHBI  MEXaHU3MBI
UHQPACTPYKTYpHOH OpraHM3alii B OSTOM HANpPAaBIEHUH, YTO CYLIECTBEHHO
OTrpaHUYMBAET MOJTHOLEHHOCTh MEPONPHUATHI € MO3UIMU JOJITOBPEMEHHOU Kyparuu. B
HacToslee BpeMs (OpCHpPOBAHHE OAPHEPOB, CTOALIMX HA MyTH K 3(PQPEKTUBHON
MOMOILIH, 3aKJII0YAETCsl B MEPCOHATM3UPOBAHHOM KOMOMHATOPHOM MOJXO0/I€ K T€paIuu,
KOTOpPbI OCHOBaH Ha PAaHHEM BBISBICHUM CHUMIITOMOB, OKAa3bIBAIOIUX HETaTUBHOE
BIMSIHUE Ha TedeHHe 3a00JIeBaHMs, C YCTAHOBJIEHHEM TOMHMKO-3THOJIOTHMYECKOTO
naTTepHa MUOTEHHOTO MOPAKEHUS U YETKUM OIPEACIICHUEM CEMUOTHKH JBUTATEIbHBIX
HapylLIeHUH, ¢ MoauduKaluuend CTaHIapTOB METOJOB peadWIMTAllMU, BHEIPEHHEM B
JeuyeOHBI  MpoLecc  TEparneBTUYECKOM  KOHILIETIMK  BOBJICUYEHUS  HauMeEHee
3a/IeCTBOBAHHBIX TPYII MBI, [O3BOJSIOIIEH aJanTUPOBATh (PYHKIIMOHAIBHbBIE
BO3MOYKHOCTH MBIIIEYHOI'O amnmnapara, MaKCHMaJIbHO COXPAaHUTh W YJIy4YLIUTh
JIBUTATEJIbHBINA MOTEHI[MAN peOeHKA.

B HayuyHBIX HCCIIEIOBAaHUAX IMOCJIEAHHUX JIET, MIPOBOJUMBIX KaK B amMOyJIaTOpPHO-
NOJUKIMHUYECKHUX YCIOBUSX, TaK U Ha TOCTIMTAJILHOM dTane, MOJy4YeHbl YOS IUTEIbHbIC
JIOKA3aTeNIbCTBa KIMHUYECKON 3(P(EKTUBHOCTH OLIEHOYHBIX MIKad (YHKIHMOHAIBHBIX
BO3MOKHOCTEH M MbIimedHoi cuiel, (Febrer A. et al., 2011; Mazzone E. et al., 2014).
BmecTe ¢ Tem B nuTepaType HEAOCTATOYHO MH(OpPMAIMU O JBUraTEIbHON QYHKIUU U
TOMMUKO-3THOJOTUYECKOM MAaTTEPHE MHUOTEHHOI'O MOPAXEHUs C YYETOM IMPUOPUTETOB
(beHoTUnMYecKoro quarno3a y nauneHToB co CMA pa3nuyHbIX BO3PACTHBIX TPYIIIL.

MHuorodakTopHOCTh pa3Butug U mnporpeccupoBanusi CMA HEOJHOKpPATHO
IPOJEMOHCTPUPOBAaHA B HAYYHBIX MCCJIEIOBAHUAX M IOJIOXKEHA B OCHOBY KOHIIENUU
Beaenus narrenToB CMA (Wang C. H. et al., 2007; MacKenzie A., 2010; Simone C. et

al., 2016). B To ke Bpemsi B JUTEpaTypHBIX HCTOUYHHMKAX HEAOCTATOYHO OTPAKCHBI
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BOIPOCH TIEPCOHATM3UPOBAHHOTO TMOAXOAa K BeneHuio O0ompHBIX CMA ¢ yderom
OLICHKU WHJIMBHUIyaJIbHBIX OCOOCHHOCTEH pa3BUTHS W T€UEHUS MATO(PU3UOIOTUYECKUX
npoiieccoB. OrpaHUYEHbl CBEICHUS O TMOTEHIUAIBHBIX MPEIUKTOPAX YCKOPEHHOTO
MpOTPEeCCUpPOBaHMS  3a00JE€BaHMs, BO3MOXHOCTAX WX paHHEH JUArHOCTHUKH,
HaIpaBJICHUSIX TEPANEeBTUUECKOr0 BO3ACUCTBUS U MapKepax 3(PPEeKTUBHOCTH JICUECHHUS.
CornacHo COBpeMEHHOU KOHIEIIINY, ITaBHOW 3a/lauyeid JUarHOCTUYECKOro dTara
npu CMA sBisieTcss BO3MOXKHOCTh BBISBIICHHS CHMITOMOB 3a00JieBaHUS Ha
JTOKJIMHUYECKOM ypOBHE MAaTO(MU3UOIOTUUECKUX HAPYIICHUH MOTOPHOM MHTETpaIuu C
nocneayronmm reHotunupoBanueM (Tizzano E. F. et al., 2017; De Sanctis R. et al.,
2018; Kraszewski J. N., 2018; Bozorg Qomi S. et al., 2019). B nacrosiiee Bpems GhoKyc
KIIMHUYECKUX HUCCIEJOBAHUM COCPEJOTOUYEH, TJIABHBIM 00pa3oM, Ha U3Y4YEHUU
naTo(U3NOIOTUYECKUX MEXaHU3MOB, BKIOYas JePekThl MeTaboiau3Ma U CIUIaliCUHTa
PHK, akcoHanbHBIi TpaHCHOPT, (QYHKIMOHHUPOBAHUE HWOHHBIX KaHAJIOB Kak
MOTEHIIUAJIBHBIX MapKEpPOB CKOPOCTU MPOTPECCUPOBAHUSI HEUPOACTCHEPATUBHOIO
nporiecca (Mercuri E. et al.,, 2012; Lieberman A.P., 2018; MaryP. et al., 2018;
Michel C. et al., 2020). Tekyiiee coCTOSHHE AAHHOTO CETMEHTa DKCICPUMEHTAIBHOM
MEIIUIIMHBI U TOHMMaHUE MaTOPU3NOJOTHUUECKUX acrekToB mpu CMA pacKpbIBarOT
4acTh MpoOJIeMbl. B yacTHOCTH, B TO BpeMs KaK HapyIIeHUs SKCIPECCUU U CIUIaiCUHTa
rera SMN MoryT BbI3bIBaTh HapylIeHNUs MEMOpPAHHBIX KaHAJIOB, aKCOIJIa3MaTHIECKOTO
TpaHcIopTa W mporeccoB muenuHusanuu (Bottai D. et al., 2013; Arnold E. S. et al.,
2018; Dubowitz V., 2019), wu3sMeHeHHs MPOBOJIIIMX  CBOHCTB  aKCOHOB
nepudepruIecKuX HEPBOB, HAPYIIECHUS METa00JIM3Ma Pa3IMYHbIX YPOBHEH MBIIICUHOTO
KOMITJIEKCA B TIOJTHOM MEpe HE MCCIICIOBAHBI, HE CYIIECTBYET YETKUX MPEICTABICHUI, B
KaKOW CTENEeHW CONPSIKECHHBIC HAPYIICHUS JBUTATEIbHON EIWHUIIBI, B YaCTHOCTH
HEBPOTCHHOTO M MHOTEHHOTO XapaKTepa, MOTYT OKa3blBaTh BIIMSHUEC Ha TIKECTh
TeueHus: 3a00seBaHus, HE CPOPMUPOBAH AITOPUTM TAKTUKH BEACHHUS MAIMEHTOB C
BO3HHMKAIOIIMMH COMYTCTBYIOIIMMH HEBPAITbHBIMA M MHOIATHYCCKUMH HAPYIICHUSIMHU.
N3yyeHne MexaHN3MOB Pa3BUTHS COMyTCTBYIOMIETO MOPAKEHUSI MOTOPHOW MHTETPAIN
MMEET BAXXHOE 3HAUYEHUE C TO3UIMU CTPATErMYECKUX aCIEeKTOB, OKa3bIBAIOIINX

CYmECTBCHHOC BJIUMAHUEC HA TCUCHHUC U IIPOTrHO3 3a00JICBaHMUS.


https://www.ncbi.nlm.nih.gov/pubmed/?term=De%20Sanctis%20R%5BAuthor%5D&cauthor=true&cauthor_uid=29174525
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L[CJ'IB HCCJIICA0OBAHU

Pazpabotath NpUHIMIBI KOMIUIEKCHOM MAaTOT€HETUYECKU  HAIPaBICHHOU
NEPCOHAIM3UPOBAHHON TEpanuu HAa OCHOBE OICHKU KIMHUKO-(DYHKIIMOHAILHOTO
COCTOSIHUS IBUTATEIIbHOW CUCTEMBI JIETEH CO CIMHAILHBIMU MBIIICYHBIMU aTPO(USIMU C
y4eTOM MEXaHWU3MOB CaHOTE€HE3a M CTpPATerw MPOTHO3MPOBaHUA AS(H(PEKTUBHOCTH

Je4eOHOr0 Imponccca.

33,[[3‘-1](1 HCCJICOJ0BaHUS.

1. M3yunth OCOOEHHOCTH JBHUraTEIbHBIX HAPYIIEHUH y JIeTel C pa3IMYHBIMU
¢enotunuyeckumu BapuantaMu CMA U ycTaHOBUTH (paKTOPBI, OKa3bIBAIOLIUE BIUSIHUE
Ha UX IPOTrPECCUPOBAHMUE.

2. Onpenenuth XapakTep U 3Ha4Ye€HHUE dJeKTpoHepomuorpapuyeckux (IHMI)
U3MEHEHUN /JI OLIEHKH MaTO(pU3NOJIOTHMYECKUX M CAHOTEHETHYECKHX MEXaHHU3MOB
Pa3BUTHS U TEUEHUS PA3IMYHBIX (PeHOTUINYECKUX BapruaHToB CMA.

3. Ilpoananu3upoBaTh OCOOEHHOCTH BTOPHYHBIX HEBPOTE€HHBIX M MHUOTEHHBIX
HapylIeHU!, BO3HUKAIOIINX BCJIEACTBHUE IMATOJOTUH JBUTAaTEIBHOIO MOTOHEHMPOHA, H
ONMpENENUTh HMX BIMSIHHE Ha KIMHUYECKOE TEYEeHHE, MPOTHO3 MU 3PPEKTUBHOCTH
TEPANEeBTUYECKUX MEPOIIPUATHMN.

4. Ha ocHoBe pe3ysbTaTOB KIMHUKO-UHCTPYMEHTAJIBHBIX U (DYHKIIMOHAJIBHBIX
MCCJIEIOBAHUM pa3paboTaTh CTPATETUIO MEPCOHATM3UPOBAHHOW KOMIUIEKCHOUW Tepanmuu
nanueHToB co CMA ¢ ydyeToM HHAMBUAYAJIbHBIX 0COOCHHOCTEN MAaTOPU3UOIOTUYECKUX
Y CAHOT€HETUYECKUX MEXaHU3MOB Pa3BUTHSI U T€UEHUs 3a00I€BaHUS.

5. Ouennutp 3Hauenne Meroga OHMI  kak  kputepuss B BBIOOpE
NEPCOHATIM3UPOBAHHOMN CTPATETUU KOMILJIEKCHOM TE€panuu U OLEHKH €€ 3P(HEeKTUBHOCTH

y aeteit co CMA.
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6. Ha ocHOBe Maropu3MOJOTUYECKHX MEXAHU3MOB Pa3BUTHS, KIMHHUYECKUX U
OHMI -xapakTepucTuk pa3paboTaTh aJropuTMbl MPOrHo3a 3(HPEKTUBHOCTH JICUCHUS
nerert co CMA.

7. Pa3paboTath peKOMEHAAIMU MO MEIUKO-COIIMATbHOMY COIMPOBOXKACHUIO U

JMCITaHCEPHOMY Ha0Jt01eHuI0 00IbHBIX CMA.

Hayunast HoBU3Ha pabOThI

BrnepBble npeacTaBieHa OpUTHMHAIbHAS METOJMKA KOMOWHATOPHOIO KIMHHKO-
JUArHOCTMYECKOTO0  MOHMTOPUPOBAHMsSI Ha  pa3M4HbIX 3Tamax 3aboJeBaHus,
pa3paboTaHa METOJMKA paHHEW JHMArHOCTUKA BTOPUYHOIO HEBPAIBHOIO U
MHOIIATHYECKOTO MopakeHus y nauueHToB co CMA c¢ ncnosibzoBannem meroga OHMI'.

BnepBble IpemIoKEeHbl EPCOHAIN3UPOBAHHBIE TOAXOABI K OpPraHU3aLMH
MH(PACTPYKTYphl JOJTOCPOYHOM Kypauuu mnanueHToB co CMA, oCHOBaHHbIE Ha
TIIATEIbHOM ~ KJIMHUKO-UHCTPYMEHTAJIBHOM  OOCIEIOBAHMU C  aKUEHTUPOBAHUEM
BHUMAaHMSI Ha PpaHHEM BBIABICHMHM BEAYLIETO MATOJOTMYECKOro  IaTTEpHAa,
ONPEIENSIONIEr0 TAKECTh JIBUTATEIbHBIX HAPYIIEHWH M ypOBEHb (PYHKIMOHAIBHBIX
BO3MOXKHOCTEH, YTO JIOKHUTCSI B OCHOBY TAKTUKHU JICUEOHBIX MEPOTPUATHUH.

Kak pe3ynbTraT mOpOBEAEHHOIO KOMIUIEKCHOIO KIMHUKO-UHCTPYMEHTAIBHOTO
UCCJIEIOBAHMS TMPEACTABICHbl YTOYHEHHbIE JaHHbIE O NATOPU3HOJIOTUYECKUX
MexaHu3Max (OPMHUPOBAHUS BUTATEIBHBIX HapYUIEHUH y JeTel ¢ pa3nuyHbIMU
dbenotunuueckumu Bapuantamu CMA. JlokazaHo, 4TO B MAaTOreHE3€ JBUTATEIbHBIX
HapymieHuid CMA BaXHBIM 3BE€HOM SBJISIIOTCS COIYTCTBYIOLIME MHUOINATHYECKOE U
HEBpaJIbHOE TMOPAXKEHUS JBUTATENbHBIX EAUHUI, OKa3bIBAIOIIME OIPEIEICHHOE
BJIUSIHUE HAa OCOOEHHOCTH KJIMHUYECKOTO TEUYEHHUs, MPOTHO3 M PE3YJIbTAThl JICUCHUS.
ObocHOBaHa TecHas B3aMMOCBSI3b MEXAY CTEIECHbIO HAPYLIEHUH, BBIBISEMBIX HpU
OHMI', u TsKEeCThIO KIIMHUYECKUX TIPOSBIICHUN 3a001€BaHU.

OnpeneneHbl TPEeMOPOWIHBIE OCOOEHHOCTH PA3IMYHBIX  (PEHOTHITHYECKUX
BapraHToB CMA, yTOUHEHBl MHHUIIMAJIbHBIC KIMHUYECKUE MPOSBIEHUS 3a00JIeBaHUs C

BGpI/I(bI/IKaHI/ICI‘/JI ux TCUCHUA, qTo IIO3BOJIACT mocCpcacTBoM IMPOAKTHUBHbIX
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peaOUINTALIMOHHBIX MEPOIPHUATHA TPEayNpeaAuTh (POPMUPOBAHUE OCIOKHEHUNA H
MaKCHMAaJbHO COXPAaHUTh JBUTrATEJbHBIM MOTEHIMA Ha PAaHHUX dTanax 3aboJIeBaHUS.
[IpencraBieH  TONMKO-3THOJIOIMYECKMH  IMATTEPH  MHOIEHHOTO  IOPAXKEHUA WU
IIPEUIOKEHA TEPANIEBTUYECKAST KOHLEIMIMS BOBJICYEHUs HAMMEHEE 3aJ€MCTBOBAHHBIX
IpyNN MBI JJ BbIPAaBHUBAHMUS (PYHKIMOHAIBHBIX BO3MOYKHOCTEM MBIIIEUHOTO
anmnapara y aereit co CMA.

Jloka3aHa BBICOKAasi CTENEHb KOPPEISALMH MEXAY pe3yJbTaTaMy KIMHUKO-
HeBpostornueckoro, DHMI' U peHTreHONOrH4ecKoro MCCIEIOBAaHUM, YTO IO3BOJIMIIO
ONTUMH3UPOBATh MEPCOHATU3NPOBAHHBIE MTOAXOAbI K IEYeOHON TaKTHKE.

Ha ocHoBe maropu3noiornyeckux MeXaHu3MOB pa3BuTHA U TeueHus: CMA,
WHIUBUIYAIbHBIX KiIuHW4Yeckux u OHMI'-xapakrepuctuk pa3paboTaH aaropuTm
1 pepeHIUpPOBAaHHON NEPCOHATU3UPOBAHHON TEpanmuu M CO3/1aHa  CTpATErus

POrHO3UpOBaHUs YPHEKTUBHOCTH JICUCHUSI.

TGOpeTquCKaﬂ H IIPAKTUYICCKAA 3HAYUMOCTD

B pesynbraTte mpoBeaeHHOro ucciaeqoBaHus y manueHToB co CMA wu3ydeHbl
npeMopOuIHbIE OCOOCHHOCTH, MPEIIECTBYIONINE PAa3BUTHUIO 3a00J€BaHUs, YTOUYHEHBI
WHULMAIBHBIE KIMHUKO-HEBPOJIOTMYECKHE CHMNOTOMBI Yy JETEM C Ppa3IM4YHbIMU
dbenoTunmueckumu Bapuantamu CMA.

YTOuHEH mNaTTepH [ABUraTENbHBIX HapylleHud, auddepeHnupoBaHa TOMUKO-
ATUOJIOTUYECKAs JETEPMHUHAIUS MUOTEHHOTO MOPAKEHUS Pa3INUHbIX (DEHOTUITUYECKUX
BapuantoB CMA.

VYcraHoBiaeHa PoOJib  JIOMNOJHUTEIBHBIX  MAaTO(MU3UOJIOTHYECKUX  (PAaKTOPOB,
Biusaromux  Ha  TedeHne CMA. Ilo  pmamaeim  OHMI-mMoHHMTOpHpOBaHUS
UACHTU(DULIMPOBAHBI TOTEHUUAJIbHBIE MAapKephl, TO3BOJSIOIIME MPOrHO3UPOBATH
pazButue 3aboneBaHus. I[lokazaHo, YTO MNpU3HAKA HEBPOT€HHOTO W MHOTEHHOTO
NOpaKEHUsA, TMONy4deHHble B pesyiaprare OHMI'-MOHUTOpUpPOBaHUSA, SBIAIOTCS
HEOIAroNpUsITHBIMU MTPOTHOCTUYECKUMU (PaKTOpamu, BIAUSIONIMMH Ha (OpMHpPOBAHUE

KOCTHO-MbIIIEYHBIX OCJIOKHECHUIM.
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Pazpabotanbl mMepcoHaIU3UPOBAHHBIE MOJAXOAbl K JIOATOCPOYHOW MMOATAMHON
Teparii, OCHOBAHHBIE HA TIIATEIBHOM KJIMHUYECKOM HCCIIEIOBAHUH, NOTEHIIUPYEMOM
MapajuleIbHOM MHTEpIpETAlMeld C JaHHBIMU JONOJIHHUTENBHBIX HCCIENOBAaHUN U
3a0CTPEHHEM BHHUMAaHWsS HAa PAHHEM BBISBICHUUA CUMITOMOB, OKa3bIBAKOIINX
HEraTHUBHOE BJIMSHUE Ha TeueHue 3a0oJieBanus. [IpencTaBieHbl KOMIUIEKCHI JIEYEOHBIX
METOJIMK, HAITPABIICHHBIX HA MPEIYIPEKICHUE U MUHUMU3ALUIO PA3BUTHUS OCIIOKHECHHUIN
CO CTOPOHBI KOCTHO-MBILIEYHON cucTeMBbI. [Ipeanoxena MeToanka MeIMKaMEHTO3HOTO
[IATOTCHETUYECKM HANPABJICHHOTO JICUEHUS COIYTCTBYIOIIEIO HEBPAJIBHOTO U
MHUOIATUYECKOTO TOPAXXEHUSI B pa3IMYHBbICE TMEPHOJbI TeueHUsl 3a00JeBaHMUS.
MonuduiupoBana ¢ JIOMOJHEHA METOJUKA HEMEIMKAMEHTO3HOW  KOPPEKIUU
(YHKITMOHATBHBIX HApYUICHH, BKJTIOYast MaHYyaJIbHYO TEparuio,
nuddepeHIUPOBaHHBIM MacCaX M KOMIUIEKC YIPaXXHEHWM, HampaBJCHHBIX Ha

pa3pa60TI<y MCHCC ITOPAKCHHBIX MBIIIICYHBIX I'PVYIIII.

MGTOI[OJIOFI/ISI N MCTOObI HCCIICOIOBAaHU

MeTo10510THsI HAYYHOTO HCCIICIOBAHUS OCHOBAHA HAa aHaJIM3€ 3HAYUTEIBLHOIO
o0beMa Hay4YHBIX TpPYJIOB OTEYECTBEHHBIX M 3apyOEKHBIX aBTOPOB B 00JacTH
npobsematuku CMA jnerckoro Bo3pacTa, AMArHOCTUYECKUX ACIEKTOB W METOJI0B
JieyeHus 3a00JIeBaHUM ¢ TOpaKEHUEM JIBUTATEIbHOTO MOTOHEHPOHA.

Metonbl UCCAENOBAHUS BKIIKOYAIN KIMHUYECKUH, MOJICKYJISIPHO-TEHETUYECKUM,
uHcTpyMeHTanbHbIl (OHMI', peHTrenosoruueckuii).

PesynbraThl, mogydeHHbIE B MPOIIECCE UCCIICIOBAHNUS, ObUIA CUCTEMATH3UPOBAHBI
U TMOJIBEPrajiuch MaTeMaTHYECKOW 00pabOTKe aJeKBaTHBIMU COBPEMEHHBIMU METOaMU

CTaTUCTUYCCKOI'O aHaJIn3a.

HOHO)KCHI/IH, BBIHOCHMMBIC Ha 3allIUTY.

1. I[aHHBIe TCCTUPOBAHUA JBUIATCIIbHBIX BO3MOXHOCTEH 10 OLICHOYHbIM

mkanam, DHMI -nokazatenn u pe3yabTaTbl pEHTreHorpapuu CBUAECTEIBCTBYIOT O
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pasnuUMsaX B KIMHWAYECKOM Te4YeHWH (EeHOTHnuYeckux BapuantoB CMA.
®enotunuueckuit BapuantT CMA 2 Tuma xapakTepu3yeTcsi CYIIECTBEHHO OoJee
BBIPQKEHHBIMU JIBUTATCIIbHBIMU HApPYIICHUSAMH B CpaBHEHHWU C (DEHOTHUITUYECCKUM
BapuanToM CMA 3 tuna.

2. Ilpumenenue wMeroga OHMI-uccnenoBanus mo3BoJIIeT Oojiee TIyOOKO
OIICHUTHh XapaKTep M WHTEHCHUBHOCTh TCUCHUS MATO(PU3UOIOTHIECKUX IMPOIIECCOB TPH
CMA, nuarHocTUpOBaTh Pa3HOBUIHOCTH BTOPUYHBIX MATOJIOTUYECKUX WU3MEHEHUI, B
MEPBYIO OYEPEb HEBPOTCHHOIO U MUOTCHHOI'O XapakTepa, YTO OMPEACIISIET CTPATETUIO
MEPCOHATU3UPOBAHHON Tepanuu M BO3MOXKHOCTU MPOTHO3UPOBaHUSA A(PPEKTUBHOCTU
JIeYEOHBIX MEPOIPUSATHMH.

3. OmHAM W3 TPUTTEPOB PA3BUTUS CKEJICTHO-MBIIIICYHBIX OCIOKHCHHUH SBIISCTCS
dbopmupyromascs akKCcoHajdbHasi HEBPOIMATHs, KOTOpas COMPOBOXKIACTCS CHHXECHUEM
MBILICYHOM CHUJIBI B JHUCTAJIbHBIX OTHAEIaX KOHEUYHOCTEM W BO3HUKHOBCHHUEM
HEUPOTCHHBIX KOHTPAKTyp, 4To Ba)KHO YUYUTHIBATh npu pa3paboTKe
MIEPCOHATIM3UPOBAHHOMN MPOTPaMMbl HEHPOPEAOMITUTAIINH.

4. MuoraTtruiecKkoe MOBPekKICHUE TTONEPEYHO-TIOI0CATON MYCKYJIaTyphl CITUHBI U
TyJloBUIA sBJsIETCS (akTopoMm GOPMUPOBAHUS HEHPOMBIIIEYHOTO CKOJIMO3a, YTO
OIPEICIISICT CTPATETHIO JICUEHUS CKEJIETHO-MBIIIEYHBIX OCJIOKHEHUM.

5. OueHka BBIPAKEHHOCTH BOBJICYEHHUSI PA3JIMYHBIX MBIIICYHBIX TPYII B
MaTOJIOTUYECKU MPOLIECC, CTENIEHH MUOTEHHBIX Y HEBPOT€HHBIX HAPYIICHUI Ha OCHOBE
nuHaMudeckord oneHku OHMI-mokasareneil Mo3BOJSET OCYIIECTBISATH CTPATETHIO
MEePCOHATM3UPOBAHHOTO TOAXO0Ja K  pa3paboTKe JIeUeOHBIX MEPOINPUSATUM U
MPOTHO3UPOBATH MX YHPEKTUBHOCTS.

6. Ha ocHOBe TMOMY4YEHHBIX B HCCIEAOBAHUM JIaHHBIX  pa3padOTaHbI
pEeKOMEHJAIMU 0 JIeYeOHOW TaKTHUKE W JUHAMHUYECKOMY HaOIIOJICHUIO 32 OOJbHBIMU
CMA, B OCHOBY KOTOpPBIX TIOJIO)KEHAa KOMIUIEKCHAs OLIEHKAa JIBUTaTEJIbHBIX
BO3MOKHOCTEN U aHHbIX DHMI -uccnenoBanuii, mo3BOJISIONIMX OLICHUBATh JUHAMUKY

pa3BUTHUS U TEUEHUS NaTO(QU3HOIOTHUECKUX MPOIECCOB Y KOHKPETHOTO peOeHKa.
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CreneHp JO0CTOBEPHOCTHU U anpoOarins pe3yabTaToB UCCIIeT0BAHUS

CreneHbp  [IOCTOBEPHOCTM  pE3YyJbTAaTOB  IPOBEAEHHOIO  HCCIENOBAHUSA
OTIPEJIEISIETCSl PEMPE3eHTaTUBHBIM O0BEMOM BBIOOPKH OCHOBHOHM rpymmbl (n = 65) u
rpynnel  cpaBHeHus: (n = 30), NpUMEHEHHEM BaJUIUPOBAHHBIX OIICHOYHBIX IIKAJ,
COBPEMEHHBIMU METOIaMU WCCIICIOBAHHUS (MHCTpYMEHTAIBHBII (OHMT,
peHTreHorpadus), MOJEKYIIPHO-TEHETUICCKUI), a Takke O00pabOTKON IMOITydEeHHBIX
JAHHBIX METOJaMU MaTeMaTUYECKOU CTATHCTUKH.

3a 15 njer CmyOmHOrO IPOCHEKTHUBHOIO MCCIeNOBaHus IpoBeneHo 3440
KJIMHUKO-HEBPOJIOTUYECKUX ~ OCMOTPOB, 1257  snexktpoHelipoMuorpapuyecKkux
oOceI0BaHi, HHTEPIPETUPOBAHBI PE3yNbTaThl 378 pPEHTreHOoNOru4eckux u 127
MOJIEKYJIIPHO-TE€HETUYECKUX UCCIIEI0BaHUN.

PaboTa siBnsieTcs OpUTHHAIBHBIM HAYYHBIM TPYIOM (OpUTHHAIBHOCTE — 89,52 %,
3aumctBoBanus — 10,48 %, muruposanus — 0 %).

Anpobanusi JuccepTalMOHHOTO HCCIEIOBaHUS MPOBEACHAa Ha anpoOallMOHHOM
ceMuHape, co3gaHHoMm mpu 3amuTHoM coBete [ 01.026.06 T'OO BIIO «/lonenkuit
HAalMOHAJIBHBIA MEIWLIMHCKAW yHUBepcutreT uMeHHM M. ['oppkoro» Munsnpasa
Hownerkoit Haponnoit Pecniyonuku ot 11.02.2021 roaa (ITpotokos Ne 1).

Marepuansl  auccepTalii  ObUIM  TPENCTaBIE€HbI W OOCYXXIEHbI  Ha
PecnyOinkaHCKON HAyYHO-IPAKTUYECKON KOHPEPEHIIMH ¢ MEXIYHAPOIHBIM YYaCTHEM
«/lHHOBAIIMOHHBIE TIOAXOABI B JETCKOW W 0Omeld HEBpPOJOTHH: HAy4YHbIE W
npaktuyeckue acnekTs» (Joneuk, 2016), VII Hayuno-npaktuyeckoit KoH(pepeHIuu ¢
MEXIyHapOoaHbIM yudactueM «lIpuopuTeTHbie HampaBlieHUs pPEaOWIUTONIOTHH |
kypoprojgorun»  (Hyp-Cynran, 2019), IX MexauciuuninHapHOM  Hay4HO-
MPAKTUYECKOM KOHTPECcce C MEXAYHApOJIHBIM ydacTueM «JleTckuil 1epeOpasibHbIM
napajiud 4 JApyrue HapyuieHus aBuxeHus y gnerei» (Mocksa, 2019), III u IV
MexaynaponnoMm MenunmHckoMm Qopyme onbacca «Hayka moGexaaTh... 60JE3HbY
(doneux, 2019, 2020); MexayHapogHOW HAyYHO-NIPAKTUYECKOW KOH(pEpEeHIINU
«CoBpemMeHHasi MEUMIMHA: HOBbIE MOJIXO/bl M aKTyaJIbHbIE UccienoBanus» (I'po3Hslil,

2020); II MexayHapoaHOH Hay4HO-IIPaKTUYECKOW online-KOH(pEPEeHIINH, TOCBSIIEHHOM
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90-neruro 'OO BIIO JOHHMY MM M. I'OPBKOI'O «MlHHOBalIMOHHBIE MTEPCTIEKTUBBI
MenunuHbl Jlon6acca» (Jlonenk, 2020).

Brenpenue pe3ynbTaToB B IPAKTUKY

Pe3ynbraThl HCCleOBaHWS BHEAPEHbBl B  KIMHUYECKYI0 NPAaKTUKy U
UCIIOJIB3YIOTCSL B JIe4eOHO-IMArHOCTUYECKO pabore PecmyOnukaHCKOW JETCKON
kinHuyeckod — OonbHunbl  (JJHP), PecnyOnmkaHckoro KIMHUYECKOTO  IIEHTpa
Helipopeadbmurauuu ([AHP), ['BY «l'opoackas nerckas kimHuyeckas OosibHHUIa Ne 5
r. [lonenka», JIeTcKOM KIMHMYECKOM LieHTpe TI. MakeeBku. Teopetnueckue u
MPaKTUYECKUE MaTepuabl UCCIENOBAHMS BKJIIOYEHBI B Y4YEOHBIH mpolecc Kadeapbl
JEeTCKOM M o0miel HeBpoioruu (akyiabTeTa HHTEPHATYpbl M MOCIEAUILIOMHOTO
obopazoBanuss OO BIIO JJOHHMY HMM. M. I'OPBKOI'O, xadenpsl HEBpoJOTHH U
Mmeauiackor reHetuku ['OO BIIO JIOHHMY HWM. M. I'OPBKOI'O, T'Y JIHP
«Jlyranckuil rocyaapCTBEHHbI MEIMIIMHCKAN YHUBEpPCUTET uMeHU CBsitutens Jlykny,

OI'BOY BO «YeueHckuii rocy1apCTBEHHBI YHUBEPCUTET.

[TyOGnukamum

[lo marepuanaMm auccepranuu onyOJuKoBaHO 49 mneyaTHBIX paOOT, U3 HUX B
U3JIaHUAX, peKoMeHIoBaHHbIX mepeuHeM BAK npu MunucrepcTtBe oOpa3oBaHus U
Hayku Jlonenkoit Hapomguoit Pecnybnmuku, — 14, BAK Poccuiickoit deneparuu — 5,

BAK Vkpaunsl — 3, uznado 2 Mmonorpadumu.

JInuHbIM BKIIAJ aBTOpA B POBEICHHOE UCCIIEIOBAHUE

ABTOpOM TOATOTOBJIEH AM3AMH M KOMIUIEKCHAs Mporpamma JUCCEePTAUOHHOIO
uccienoBanusi. CaMOCTOSITENIbHO BBITIOJIHEH AHAIIMTUYECKUA 0030p OTEYECTBEHHOU U
WHOCTPAHHOM JUTEpaTypbl MO TEMAaTHKE MPOBOJUMOIO HCCIeAOBaHusA. ABTOP

IMpHUHUMAJI HECIMOCPECACTBCHHOC YUAaCTHC B 06CJIC,Z[OBaHI/II/I YYaCTHHUKOB MCCJICAO0BAHMA, B
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OpraHu3allid M MPOBEJECHUU HHCTPYMEHTAIBHOIO, MOJEKYJISIPHO-TEHETUYECKOTO
UCCIIEJOBaHU. ABTOPOM IPOBEIECHA OLEHKA PE3yJIbTaTOB, IOJYYEHHBIX B MpOIEcce
paboOThl JAHHBIX KIMHUYECKHX, MOJEKYJIIPHO-TEHETUUECKUX, HHCTPYMEHTAIBHBIX
UCCIIeIOBaHUM. ABTOpP CaMOCTOATENbHO IPOBEN  CTAaTUCTUYECKYI0 0OpaboOTKy
NOJIyYEHHBIX JAHHBIX, BBIMOJIHWI aHAJIW3 U JaJl HAYYHYI0 HHTEPIPETALIMIO [TOJIyYE€HHBIX

pe3yabTaToB ¢ (HOPMYIMPOBKOI BHIBOJOB U MPAKTHUECKUX PEKOMEHIAIIUA.

Crpyktypa 1 00beM JaucCCepPTAIIIN

Huccepranus uznoxkeHa Ha 318 cTpaHHUIaX MAIIMHONKUCHOTO TEKCTA U COACPHKUT
BBEJICHHE, 0030p JHUTEpaTypbl, / TJIaB COOCTBEHHBIX HCCIIEIOBAHMM, 3aKIIOUEHHUE,
BBIBO/IbI, TPAKTUYECKHE PEKOMEHIAIINH, YKa3aTellb JUTEPATyPhl, IPUI0KEHUSI.

bubnuorpaduueckuii ykazatenb BiiIoyaeT 166 oredectBeHHbIX U 499
WHOCTPaHHBIX MCTOYHMKA JUTEpaTypbl. PaboTa mponsmtocTpupoBana 27 TabiunamMu u

27 pUCyHKaMHu.
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TJIABA 1. CIIMHAJIBHASI MBIIIEUHASI ATPO®US Y IETEI:
STUOJIOTUS, TATOT'EHE3, IMATHOCTUKA U ITPUHLINIIBI JIEYEHUS
(OB30P JIMTEPATYPBI)

1.1 CoBpemMeHHOE COCTOSIHME MPOOJIeMbl CIUHATBHBIX MBIIIEYHBIX aTPOdHit

CnuHallbHbIE MBIIIEUHbIE aTPOOUHU — KIMHUYECKH U T€HETUYECKH reTeporeHHas
rpymnmna HelpoMbleuHbix 3a0oseBanuii (HM3), o0yCcloBIEHHBIX JAeTeHepaleil KIETOK
MEepPEeJHUX POTrOB CIIMHHOTO MO3ra U B Psjie CliydaeB OyJIbO0apHbBIX JBUTATEIbHBIX sIEP
CTBOJIA TOJIOBHOTO Mo3ra [5, 88, 212].

3abojeBaHMe IIUPOKO pacCnpocTpaHeHo Bo Bcem wMupe [19, 34, 205]. B
MPEACTABICHHBIX 0030pax JUTEpaTypbl, 3aTparuBaromux snuaemuoioruio CMA,
OTPa)XEHBI JaHHBIC, YKa3bIBAIOIIME HAa BapHaluio 4acToThl 3aboneBaemoctu CMA B
obmert momyssiiuu — ot 1 Ha 6000 10 1 Ha 10000 HOBOpOXmeHHBIX [140, 259].
Pacnipoctpanennocth Ooyiesunm — 1-2 cimyuas Ha 100 ThIC. 4enoBek [63, 141].
OTmMmeuaeTcst 3HaYUTENIbHOE MpeodiaiaHne MalMeHToB Myskckoro mona [87, 113, 132].
B Coenunennbix Illtarax Amepuku rpymnmna CMA mnpencraisieT co0oil BTOpoe IO
pacmpoCTpaHEHHOCTH ayTOCOMHO-PEIECCUBHOE PACCTPOMCTBO, TIOCTE KHUCTO3HOTO
¢dudposza [204, 341, 374].

B cermente CMA nerckoro Bo3pacta MpeoOJafar0T U30JUPOBAHHBIC
npokcumanbHbie CMA ¢ ayTOCOMHO-PELIECCUBHBIM THUIIOM HaciienoBanusi (A-P), B
CTPYKTypE€ KOTOPBIX Ha BeAYIIMX Mo3uIusixX npeacrasiensl CMA 1, 2 u 3 tunos [6, 67,
132]. 3aboneBaemocts CMA 1 Tuma cocrariser 6 caydaes Ha 100 ToIc. [27, 329], npu
pacnpoctpanendHoctd  0,04-0,28 ma 100 Teic. uenoBek [446, 602]. Yacrora
3abomeBaemoctt CMA 2 u 3 Tumos, B cpeadem, 10,6 ma 100 Teic. [383, 478],
pacnpoctpaneHHocth — 1,5 Ha 100 ThIc. [118, 427]. BaxkHO OTMETUTH, YTO BCJICICTBUE
BBICOKOUM JICTAIBPHOCTH JAHHOW TPYMIbl MAIlUEHTOB, JAHHBIE PACIPOCTPAHECHHOCTH B

ubpoBoM  BeipakeHun Hike [316, 553]. AyrocoMHo-momMuHaHTHas —(opma
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BCTPEUAETCSl JOCTATOUYHO PEAKO M cocTaBisieT mpuMepHo 2 % ot Bcex ¢popm CMA y
neteit [61, 143, 153].

Kak cBuumerenbcTByeT aHanm3 nutepatypbl [235, 248, 340, 477], nocBsImEHHOM
HEHPOIUIEMUOIOTHIECKUM HUCCIICIOBAHUSM, YacTOTa OECCUMIITOMHBIX HOCHTENEH
CMA BblllE cpeau €BPONEMCKOW M a3MATCKOM TMOMYJSUWHA, B CPAaBHEHUU C
appukaHckoi momyJsueit [258, 307].

Yactora reHHoM myrtauud B BenukoOpuranun oueHuBaercs B 1 ciydail k 160,
reTepO3UrOTHOE HOCUTENBbCTBO coctaBiasieT 1 k 40-60 [204]. Mmerorcst maHHBIE O
BBICOKHX ITOKa3aTeJISIX YacTOTHI 3a00JIEBAEMOCTH y ATHHYECKON TPYIIIBI KapawMbl B
Uzpaune (1 x 20) [374, 414]. B mumenoM, cpemHss 4YacToTa BCTPEUACMOCTH
TeTepO3UTOTHOTO HOCHUTEILCTBA JocTHTaeT 1 ciydas Ha 45 genoBek [266, 342, 626].
Tem HE MeHee, IO MHECHHIO MHOTHX aBTOpoB [86, 411, 444, 445, 462], gactoTa
HOCHUTEJIbCTBA HE MOXET OBbITh HaIpsiMyl0 0003HaueHa B KOHTEKCTE IOKaszaTesen
3a00JICBAEMOCTH ¥ PACIPOCTPAHCHHOCTH, YTO OOBSICHICTCS MAaJOUYNCICHHOCTHIO
UMEIOIINXCS JIAHHBIX O TMOKazaTessix BHYTpUyTpoOHBIX dopm CMA U «MITKUX»
O0eccUMNTOMHBIX ()OPM Y B3POCIIBIX.

CormacHO (paKTHYECKMM JaHHBIM, TOKa3aTeld 3a00JIeBAEMOCTH M CMEPTHOCTH
3aBUCAT OT BO3pacTa AeO0Ta TEPBBIX CHUMIITOMOB 3abojeBanus [526, 628]. s
3a00JIeBaHUST B paHHEM BO3pacTe XapakTePHBI 00JIee BHICOKHE TTOKA3aTeId CMEPTHOCTH
[17, 33]. Hanmpumep, naruentsl c0 CMA 1 Tuna nmociie MaHudecTanuu 3a00J1eBaHus B
cpeaHeM SKMBYT 7 wecsueB [72, 587], mpuueM CMEpPTHOCTh MO JOCTHXKEHUH 18-
MECSIIHOTO Bo3pacTa coctaBiisieT 95 % [354, 519]. [Ipu BHyTpuyTpOoOHOM 3200JICBaHUH
CpPEeIHHUI BO3pacT CMEPTH cocTaBiseT 6 mecsarnes [38, 166, 367]. Y MmuaneHieB u aerei
co CMA 1 tuma caMoii pacIpOCTpaHEHHOW MPUYMHOM JIETAIBHOTO MCXOJa SIBJISIOTCS
pecnupartopubie nHdekmu [100, 506, 622].

I[Ipu CMA 2 Tuma HET ONpPEAENICHHOTO BO3pacTa JIETAILHOCTH, MOCKOJIBKY
NPUYUHOM CMEpPTU OOBIYHO SIBISIIOTCS  CHOpaguyeckue coObITUS — (HampuMmep,
ITHEBMOHWSI ), Ja)Ke Y MAIMEHTOB CO CTA0MIIBHBIM IpOTeKaHueM Oose3nu [221, 557].

Takum 00pa3om, HECMOTPS Ha BBICOKYIO pacnpocTpaHeHHOCTh CMA B CTpyKType

HeWpoJereHEpaTUBHBIX  3a0oyieBaHui y  jgeredd, mpobimema CMA  ocraercs



25

KpacyroJIbHbIM KaMHEM HCBPOJIOTMM B CBA3U C BBICOKON 4YacTOTOM Pa3sBUTHA
KOMOp6I/II[HBIX CUHAPOMOB M HX HO?)I[HGI‘/’I ﬂHaFHOCTHKOﬁ. Knuauyeckass ceMHOTHKA

OCJI0KHECHUM acconrpoBaHa C TSKEITION I/IHBaHH,Z[HSaIII/IGﬁ N JICTAJIbHOCTBIO.

1.2 KnuHUKO-HEBPOJIOTHUECKHUE MPOSIBICHUSA U (DEHOTHUIMMYECKUN MOIUMOpPU3M

MPOKCUMATBHBIX (POPM CIIMHAIBHBIX MBIIIECYHBIX aTpoduii

Ha ceronuamuuii JeHb akTyajdbHa MexayHaponaHas kinaccupukanuss CMA, B
OCHOBE KOTOPOM JIEKUT T€HETHUUECKUN AEePEKT, TOMMKO-3TUOJOTUUYECKUI MaTTEpH U

BO3pacT nedroTa 3aboneBanus (Pucynok 1.1).

Tun
Hozonorunyeckue Gopmbl HacnefnoBanus BoapacTt nebwora
HN3onupoBaHHbIe QOpPMBI

MpokcumansHsie CMA
AYyTOCOMHO-peLecCcHUBHbIe
CMA 0 — BpoXAeHHas C apTporpurnosom SMN-5g11-g13 BpoxaeHHas
CnuHansHas MellleyHas atpodus BepgHura — loddmana, tun i SMN-5g11-g13 o 6 mec.
CnuHansHas MelleyHas atpodusa, Tun Il (NpomexyToyHas) SMN-5g11-g13 6—12 mec.
CnuHanLHaga MelllieyHaa atpodpuda, Tun llia, 6 SMN-5g11-g13 1-3rona
NudaHTUNLHas HelpoHansHas gereHepaums A-P C 1 mec.
OucTtansHbie CMA
AYTOCOMHO-4OMWHAaHTHbIE
AvcTansHas HacneAcTeeHHas MOTopHaa HelpoHonaTtus, Tun | 7q34-g36 1-20 net
AuvctansHas CMA, TunVv 1g13 1-20 net
AucTtansHas CMA C NperMyLLIECTBEHHLIM BOBNEYEHUEM BEPXHUX KO-
HeyHocTer, TunvV 7p15, 9q34 MnaneH4yeckuin
AucTtansHas CMA HMXHUX KOHEeYHOCTER BpoXaeHHas Henporpeccu-
pylowas 12q23-g24; MnageH4YecKkun
AwvcTansHasa ckanynonepoHeansHas CMA 1224 MnaneH4yeckuin
AYyTOCOMHO-peLecCUBHbIe
AvctansHas CMA, tun Il 1p36 MnaneH4yeckuin
AwvctansHas CMA, tun IV 11g13 A-P C poxgeHus oo 20 net
AuctansHaa CMA, X-cuernneHHas Xqg13-g21 C poxgeHus

CoyeraHHble popMbl
AyTOCOMHO-peLecCUBHbIe
MpokcumansHaa CMA C BpOXASHHLIMU NepenioMamm Cnopaguyeckas C poxpeHus
MNMpokcumansHas CMA C NOpoOKOM cepaua A-P C poxpaeHus
MpokcumansHaa CMA c onurodpeHuneit u Mukpouedanuen A-P C poxaeHus
NeTtansHas CMA C KOHTpaxkTypamMmm 9q34, 12q13, 1913 C poxaeHus
NudaHTunsHas CMA c apTporpunosom 8g24.3 C poxpgeHus
BynsOocnuHansHas aMmmoTpodus C ryxoTon 11g13.2-13.4 C poxpeHusa
AucTtansHas nHdadTuneHas CMA ¢ gunadparmMansHbiM napes3om
SMARD, Tun VI 14q32 1-2 mec.
CMA c noHTOouepebennapHoi runonnaznein, cMHApom Hopmada 12923-g24 C poxaeHus
AYyTOCOMHO-AOMWHAaHTHbLIE
CkanynonepoHeansHas CMA C BpOXAEHHOW runonnazmei Mol u
napanuyom ronocoBbLIX CBA20K, TUN VIl (6one3Hs Xapnepa — AHra) 2q13-14 C poxpeHus
Job6pokayecTBeHHasa BpoxaeHHas CMA C KOHTpakTypamMu Xp11.3-gq11.2 C poxaeHus

Pucynox 1.1 — Mexnynapoanas kinaccuduxarus CMA
(Seattle (WA): University of Washington, Seattle; 1993-2019)
[150, 238, 390]
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Ho Bce xe penorunuueckas cneunduxaiuss CMA Oa3upyercs Ha XapaKTepHBIX

KIIMHUYCCKHUX IIpU3HaAKax, BO3pacCTeC Hadajia 3a00J1eBaHM u AJOCTUTHYTOM

MaKCHMaJbHOM YPOBHE JBUTaTelbHON PyHKIMK B 1e0roTe 3aboneBanus [19, 224, 269].
Kimuandeckass kinaccudukanuss CMA Brimrodaer dethipe Bapuanta [10, 18, 207],

(eHOTUIHYECKast K3MEHYMBOCTh KOTOPBIX OTpaXkeHa Ha pucyHke (PucyHnok 1.2).

EcTecTBeH-
Bo3apact
MakcumansHas | Hbli BO3pacT
Tun CMA Glz)a;:sn"au byHKUMS HaCTynneHus TUNUYHBIE NPOSBNEHUS
cMepTH
CMA O capTporpuno- | BpoxaeHHas OTcyTcTBMe < 30 gHen BoipaxeHHas runoToHns, AslXxaTensHble
30M cBsi3adHa ¢ SMN- OBVXEHWIA HapyLWeHWs C pOXAeHUd, AUNnNeruna
5q NMLLEBOM MYCKYNaTyphl, HAPYXHLIA 0d-
TanskMonapes, KOHTPaKTYpPL! B KONEHHLIX
cycTagax
Tun | (GonesHs Bep- 0-6 He cuomt 32% < 2ner my6okas cnadbocTs M gnddyaHad runo-
fHura — lodgomana, Mecsues TOHWUA, HapyLleHe Oyns0apHOn QyHK-
TAXenas dopma)ces- U1K, cnadklil KPUK U KaLlens, TPYAHOCTL
3aH ¢ SMN-5g C rNOTaHWeM U BblAeNeHUeM CIIOHLI,
OC/IOXHEHHOe TeyeHue 3aboneBaHui
U3-3a AbiXaTeNbHOM HeJoCTaTO4YHOCTH
¥ acnupaunoHHOM NHEeBMOHUN
Tun 1l (cuugpom [y- 7-12 He ctout 70% >2net | BO2HMKHOBEHME W NPOrpeccupoBaHune
GoBuua, NPOMEXYy- Mecsues cnabocTy B NPOKCUMAanbHLIX oToenax
ToyHaa ¢opma) ces- KOHEeYHOCTEN B MNageH4yecTee, TpemMop
3aH ¢ SMN-5q PYK, cnadbiii Kallens, aLiXxaTeNbHag He-
[0CTaTO4YHOCTL, KOHTPaKTYpPLI CYCTaBOB
M CKONMO3. 3aZepXxKa MOTOPHOro pas-
BMTUA 1 Habopa Beca
Tun llla >1roga CTOMT U XoauT 3pensin MeilweyHasa cnabocTe pasnnyHon crTe-
Tun 11 (OoneaHk Ky- >3 net BO3pacTt MeHW BLIPXEHHOCTH, KpaMiu, KOHTPak-
rensbepra — Bena- TYpPLl U TUNEPMOOUALHOCTE CYCTaBOB,
nepa, nerkas oopma) NOBLILLEHHLIA PUCK NMepenoMoB, noTepsa
cBfA3aH ¢ SMN-5q crnocobHocTH xoauTkL ¢ 12 net B 50 %
CNy4yaee WKW C HEeKOTOPOro MOMeHTa
XKU3HU

Pucynox 1.2 — @eHOTUNTMYECKU CIIEKTP MPOKCUMATIBHBIX

CHUHAJIbHBIX MBIIIEYHBIX aTpoduii [390, 394]

B psage nyOnukanumii [486, 489] ykas3piBaeTCs, YTO y HEKOTOPHIX MAIUCHTOB
OPU3HAKU TMPOSBIAIOTCS Ha CTBhIKE KJIacCU(PUIMPOBAaHHBIX TUNOB. Kpome 3Tux
OTIPENICTSIONUX ~KPUTEPUEB, YHUKAIbHBIC KIMHUYECKHE TPU3HAKA PaA3IUYHBIX
BapuaHToB CMA BKITIOHAIOT CJIEAYIOLINE:

1) CMA 1 tuna (A-P) — octpoe 3aboneBanue y MJaJCHIEB, TsoKenas Gopma

(0ontesnn Bepauura-I'odpdmana), onrcana G. Werdnig B 1891 roay [22]. K atromy Tumy
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otHocaTcst 10 30 % Bcex cimywaeB CMA [75, 356, 412]. Jlanubii Trn 3a00/1eBaHHS
nposieisiercss B Bo3pacte oT 0 mo 6 mecsner [9, 90, 146]. B 95 % cnyuaeB ero
IPOSBICHUS IPOUCXOAAT B Bo3pacte g0 3 MecsaueB [23, 178]. XapakrepHbIMU
npusHakamMu CMA 1 Tuma sBASIOTCS: CTPEMUTEIBHOE MPOTPECCUPOBAHUE CUMIITOMOB
[110, 260], croiikmii nmano3 mnpu pokaenuu [91, 589], rmyOokas cmabocts u
BeIpakeHHas auddysnas meimeynas runoronus [94, 139], OynsOapHbIe HapymICHHS
[178, 213], atpodust u dacuukymsuuu s3bika [241, 493], HapacTaHwe MBIIICYHOI
c1adOCTH B KOHEUYHOCTSIX, MPUBOJAIIEH K PE3KO BBIPAKECHHOMY OTPAaHUYCHUIO
aKTUBHBIX JBIKeHUH [287, 642]. CpenHss MpoIo/DKUTEILHOCTD JKH3HH PeOCHKA CO
CMA 1 tuma cocraBiser B cpeaneM 5,9 mecsuen [72, 316, 628]; 95 % nanueHTOB HE
JOKUBAIOT 10 Bo3pacta 2 yer [288, 308, 395, 437]. 3a penkuMm HCKIIOYCHUEM, Y
peobIIaaroIIero MPoIeHTa NAIlMeHTOB OTCYTCTBYIOT HaBBIKU CUACHHS 0€3 MOAIEePKKU
[317, 459, 629]. BuranbHbIii NPOrHO3 CBA3aH C JbIXATCIbHBIMU HAPYIICHUSIMH,
PEeUMYIIECTBEHHO B BUE acnupalronHoi mHeBMonun [351, 451, 568].

Psn aBropos [38, 151, 367] Beiaenser cpeau CMA 1 tuma Hanbojee TSHKEIbI
BapUaAHT TEUCHUS — BPOXKACHHYIO (popMy ¢ mociepoaoBoi achukcueil. Takoil BapuaHT
CMA knaccudumupyror kak CMA 0 tuna [340, 348, 624]. Ha 30-34 nHepene
OepeMEHHOCTH OTMEUAIOT MaJIOMOABMKHOCTG Tutoaa [625]. Beaymumu KIMHHYSCKUMH
MIPU3HAKaMU SIBJISTIOTCS BsJIasl TETPAILICTHS C KOHTPAKTypaMu, HapylIeHUE TIIOTaHUS U
JBIXaTeNbHbIE  PAacCTPOMCTBA, 0€3 TEXHUYECKOro OOECTeueHus JIbIXaTeTbHON
TOJIIP)KKH BEJIMKa BEpOATHOCTh TnOenu pedenka [151, 340, 367, 524].

2) CMA 2 tuna (A-P), mnpoMexxyTOYHBIA BapHaHT, MPEAJIOKEHHBIN U OMMCAHHBIH
V. Dubowitz [30, 147, 428]. Haubonee pacnpocTpaHeHHBI BapUAHT MPOKCHMAIbHOM
CMA (45 9% ciy4aeB), HEpEIKO IMEPECEKAIIININCI ¢ JIPYTMMH HW30JIUPOBAHHBIMU
npokcumanbHbiMu - popmamu CMA  [114, 409, 452, 590]. Kak mnpaBuio, crato-
MOTOPHOE pa3BUTHE JETe B MepBble 6 MECSALEB >KM3HU MPOXOIUT 0€3 OTKIOHEHHI
[285, 396, 490, 612]. B psne ciaydaeB perpecc ABUraTeIbHBIX HABBIKOB MPOSBIIACTCS 10
noctmxkeHuss umu  18-mecsyHoro Bo3pacra [148, 360, 566]. Kiuaudeckas
CUMITOMAaTHKa MPEACTaBlIeHa CIa00CThIO MBILII] TPYJHOTO MOsiCa M MPOKCHUMATbHBIX

rpymnmn Mbli koHeunocte [158, 354, 584], runopedaekcueii / apediekcucii [24, 363],
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(bacUKyIITOPHBIM 3MOIMOHATFHO WHIAYIIHUPYEMBIM TPEMOPOM BEPXHHUX KOHEUYHOCTEH
[373, 384, 640], HeiiporeHHbBIMH KOHTPAKTypaMH CYCTaBOB HIIKHHX H BEPXHHX
koHeunoctert [115, 119, 290, 494], wacto B couYeTaHMH C TMOABBIBUXaMH B
tazo0enpeHHbIX cyctaBax [290, 355, 494], xkudockommosom [7, 322, 388],
runepiopao3om  [179, 234, 565], KOHTpakTypoH BHCOYHO-HIIKHEYEIIOCTHOTO
cowreHeHus [635], cmabocThio MexpeOepHbIX Ml [245, 636], MOBEpXHOCTHBIM
JBIXaHUEM, CHIDKCHHEM Taccaka cexkpera m3 Opomxumon [315, 564, 641]. 3a peaxum
UCKITFOUeHUEM, y Jeteil co CMA OTCYTCTBYIOT HaBBIKM CaMOCTOSTEIBHOM X0160b1 [279,
296, 303]. YpoBeHb KpeaTHHKHHA3bI MOXKET MPEBBIIIATh HOPMY HE 0oJiee YeM B IISATh
pa3 [315, 484, 565]. [IpoomKUTEIBbHOCTD XKHU3HH BapsupyeT oT 2 g0 20-30 ner [323,
349, 556, 567]. B OombImMHCTBE CilydaeB MPUYUHONW PaHHEH CMEPTHOCTH SIBIISFOTCS
pecrnupaTopHble HHPEKIUU ¢ pa3BuTHeM mHeBMoHuU [395, 460, 478]. bnaronpusTHbIH
MPOTHO3 y JIETEH, CIOCOOHBIX CTOSITh Y OMOPbI WM C TOMOIIBIO OPTONEIUYECKUX
npucrocoonennii [491, 541, 566].

3) CMA 3 tuna (A-P) — roBenusbHas hopma (6onesns Kyrenboepra-Benanaepa),
onucannas E. Kugelberg u L. Welander B 1956 roay [117, 491, 569]. K nanHOoMy TuIy
oTtHOCcHTCS 0KoJIo 18 % Beex cimyuaeB npokcuMaibHbIXx CMA neTckoro Bo3pacta [259,
374]. Naunas noOpokadecTBeHHas (opMa 3a00JIeBaHUS MPOSIBIACTCS Yy MALUECHTOB B
Bo3pacte crapiie 18 mecsien [29, 32, 616], B OONBIIMHCTBE CIIy4acB ¢ HOPMaIbHOMN
NPOIOJDKUTENBHOCTRIO ku3HU [316, 490, 526, 537]. B nureparypHBIX HCTOYHUKAX
TaK)K€ OMHCAHbl ayTOCOMHO-IOMHUHAHTHBIE W CBSI3aHHBIE C X-XPOMOCOMOU (HOPMBI
CMA 3 Ttuna [583, 610, 611], mo KIMHMYECKOMY TEYCHHIO TPEACTABICHHBIC (HOPMBI
CMA ananoruunsl ¢enoruny CMA 3 tuna (A-P) [309, 664]. HaubGonee uwacto
nHUNMaNbHbIe Tpu3Haku CMA 3 Tuma nosiBISIOTCS B BO3PAaCTHOM Juaria3oHe ot 2 10 7
JEeT B MPOKCUMAJIbHBIX TPYIIAaX MBI HIKHUX KOHEYHOCTEH W Ta3zoBoro mosica [104,
406, 547]. BonbHbIE TPEABABIAIOT KaloObl Ha 3aTPyAHCHHMS NpU Xoabbe, Oere,
pHCeIaHuH, TI0IbeMe WK crycke mo jectauie [157, 189 554]. Hepeako orMeuaroTcs
NICEBAOTUIEPTPO(UN MBI HIKHUX KoHeuHocTed [106, 355], mmanrum mo Tuiy
«kpamim» [269, 536]. B 3ToT mepuoi KIMHIUKO-HEBPOJIOTHICCKUE TIPOSBICHHUS HMEIOT

OIMpCACICHHYIO HNIACHTHYHOCTD C KJIMHUYECKOU CUMIITOMATUKOU Oose3HU
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Hromenna / bekkepa [297, 327]. CnabocTh MBIIIT] CHMMETpUYHAS, 00JIee BhIpaKEHHAsS
B IIPOKCHMAJIbHBIX OT/eIaX HMKHUX KoHeuHocTel [327, 537, 616]. ITaTorHOMOHHYHBIM
SIBIIIETCS. THIEPMOOUIBLHOCTh CYCTaBOB C pPaHHUM (POPMHPOBAHHUEM apPTPO3HO-
muctpoduyecknx wu3MeHeHnd B Hux [548, 608]. I[lo mepe mnporpeccupoBaHUs
3a0osieBaHus  (popMHpyeTCs TMOSCHUYHBIN runepiopao3 [342, 547]. Hdedopmaruu
IpYyJIHON KiIeTkH He XapaktepHbl [375, 486, 536]. Ilo3zkxe MOTryT NpPUCOCTUHATHCS
mucharus u gausaprpus [620, 636, 646]. Bonesns mporpeccupyer MEIJICHHO, U B
OOJBIIMHCTBE CIIy4aeB MOKHO OXKHJATh HOPMAJBHYIO MPOJOJKUTEIBHOCTh KU3HU
[375, 447, 491]. YpoBeHb KpeaTHHKHUHA3BI Yallle B HOPME, TOBBIIICHHE OMUCHIBAIOT MPU
HAJIMYMKA BTOPUYHBIX MHUONMATHUECKUX mM3MeHeHui [491, 664]. INarueHTsl JUIUTEIBHO
COXPaHSIOT CIIOCOOHOCTh K CaMOCTOSITEIBHOMY TIEPEABMKCHHUIO, KOTOPOE HEPEIKO
OCIIOXKHSIETCS «HEMBIMH» TIEpEIOMaMH, JIOKAJM30BAaHHBIMA B MECTaX COCIMHCHUS
CYXOXHJIUSI ¢ KOCTHBIMHU OoTpocTkamu [119, 262, 615, 639]. B nureparype BcTpeuaetcs
pasnenenne CMA 3 tuma Ha jBa moatuna — 38 U 3b — B 3aBHCHMOCTH OT BpeMEHHU
Havasa 3a00JIeBaHUs: 0 TPEX JIET U MOCJIE TPEX JIET COOTBETCTBEHHO [486].

4) B nureparypubix ucrounukax [105, 354, 532] npeacraBiieHa xapaTepHCTHKA
HauOoJsiee penko BcTpevaroleiica mno3aHed ¢gopmbel CMA 4 Ttuna (A-P). [e6Gror
3a00JICBaHMs B BO3pPAacTHOM Juarna3oHe coctaBisieT ot 10 mo 30 mer [73, 558].
KnuHnueckass cMMOTOMAaTHKa TPEICTaBlIeHA B BHJIEC HE3HAYMTEIHHOTO OTPAHUUYCHUS
GYHKIIMM TIEpEIBIKEHNS, 3aTPYAHEHUH TIpH Oere, MpuceaaHusIX, MPbIKKax, yMEPEHHON
runotpodun MeImi 6egep u tazoBoro mosica [105, 115, 354, 492, 584]. Ins CMA 4
TUMA PECHHUPATOPHBIC M JKEITYJAOYHO-KHUIIECYHBIC OCJIOKHEHUS HE XapakTepHbl [142,
154]. Teuenue 3aboneanus msrkoe [316, 532].

Takum 00pa3oM, COMIACHO JaHHBIM JIUTEPATyphl M MEXKIYHAPOIHBIX
peKOMeHIaIni, anekBaTHas (OpMyIUpPOBKAa (PEHOTHITMUECKOTO JMAarHo3a Oa3upyercs
HAa COBOKYITHOCTH KIWHUYECKHX KPUTEPUEB W CHMITOMOB, XapaKTEPU3YIOIINX
onpeesieHHbId (heHOTUI 3a00JIeBaHus B Mpeiesiax OJJHON HO30JIOTHYECKOU KaTerOpuH.
B To ke Bpemsi orpaHWYeHbI CBEACHUS 00 OCOOCHHOCTSX JBUTATEILHBIX HAPYIICHUNH U
(GakTOpoB, OKa3bIBAIOIIMX BJIMSHUE HA WX MporpeccupoBanue. M3ydeHuro

NpeMOPOUIHBIX ~ OCOOGHHOCTEM  TOCBSIIEHBI  €IUHUYHBIE  COOOIIeHus  0Oe3
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CHUCTEMAaTH3allui BBIABICHHBIX KPUTEPHEB MOA0OHON mpobiematuku. dparmeHTapHO
OCBEILEHbl BOIPOCHI TOIMUKO-3THOJIOIMUYECKOIO MATTEPHA MHUOTEHHOIO MOPa)KEeHUs
pa3nuuHbIX BapuantoB CMA.

AHanu3upysi CIOKHMBIIYIOCSI CUTyalMI0 MO JAAaHHOW IpoOJieMe, BBIABICHO, YTO
IIPUOPUTETHBIM HAIpPAaBICHUEM pPaHHEH JUAarHOCTUKM KIMHUYECKUX Npu3HakoB CMA
ABJIIETCSI BHUMATENIbHASI OLIEHKA CEMEMHOI0 aHAMHE3a, YTOUHEHHE MTPOSIBICHMI, TEMIIa
IPOTPECCUPOBAHUSI M HUHTEpIpETalus JBUTaTENbHBIX PAaCCTPOHMCTB B  Ae0roTe
3a00JIeBaHuUs, UTO NOMOTraeT pa3paboTaTh MATTEPH paHHEW KIMHUYECKOW AMATHOCTUKU
CMA. D570 n03BOJIUT IPOTHO3UPOBATH JAJBHEUIIIEE PA3BUTUE MOTOPHBIX CHMIITOMOB U
OCJIO’KHEHUH, YTSHKEISIOUIMX COCTOSIHME OOJIbHOrO peOeHKa U BIMAIOIINUX HAa KaYyeCTBO

KHU3HU.

1.3 MonekynspHO-TeHETUYECKUE aCIEeKThl MPOKCUMAIbHBIX (POPM CHUHAIBHBIX

MBIIIEYHBIX aTpoPuil

I'en npoxkcumanbabix CMA uaentuduuuponat B 1995 rony, ero o0003HauymiIM Kak
SMN (Survival Motor Neuron) [109, 310]. 3a nporreime 25 €T ¢ MOMEHTa TIEPBOTO
UCCIICIOBAHUSI JOCTUTHYTHl 3HAYUTENbHBIC YCIEXH B M3YUYEHUH MOJEKYJISIPHO-
reHeTnueckux mexanusmMoB CMA. B Hacrosiiee BpemMss HA y KOTO HE BBI3bIBAET
coMHeHUM, yTo 6osee 90 % OonbHBIX CMA UMEIOT Aeaelnio SK30H0B 7 1 / winu 8 rena
SMNLt (tenomepHass Komusi) B TOMO3UTOTHOM coctosiHuM [93, 268, 423, 655].
3HauutenbHo pexke (Menee 10 %) oTmeyaeTcs KOMMNAyHA-T€TEPO3UTOTHOE COCTOSHHUE,
py KOTOPOM HUACHTU(MUIIUPYIOTCS BHYTPUTCHHBIC TOYKOBBIC MYTAallUM B OJHOW W3
anneneit rena [220, 461, 508].

Hpyrue aBtopsl [134, 219, 346, 433] omuchiBaroT (pOpMUPOBAHUE XUMEPHOTO
reHa mexay SMNt u SMNc B crydasx aenenuu UCKITIOYUTEIBRHO OJTHOTO AK30HA (7-T0
wm 8-ro) rena SMNt. Yacrota BcTpedyaeMOCTH MaHHOTO ()eHOMEHA BapbUPYET B
nuarasone ot 3 mo 12 % [339, 497]. CyiecTBeHHYIO POJIb WIPAIOT TPH BEAYIIHX

MCXaHu3Ma, IMpUuBOAAIINX K 06pa3013aH1/I}0 XUMEPHOT'O I'CHA: HepaBHBIﬁ KpOCCHHI'OBED,
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MHTPAXpPOMOCOMHaAsI JIeNiennsi U TeHHasi koHBepcus [182, 187, 230, 499]. Myranuu de
novo B rene SMN uMeIOT aHaJOTUYHYIO BBIIIE OMHUCAHHBIM MEXaHU3MaM IMOJOCHOBY
naToreHesa [422].

Psn xmuanyeckux uccnemoBanuit [135, 301, 328, 435] noBonbHO yOeauTeIHHO
CBHUJIETEIILCTBYET, UTO TOJIbBKO 98 % poauteneid aerei, ctpagarommx CMA, sSBISIOTCS
HOCHUTEJISIMU JTaHHOM NATOJIOTMHM (T.€. HA OJHOM 4YacTH 5- XpOMOCOMBI HaXOIUTCS
noBpexaeHHas konus reHa SMNTt, a Ha Tpyroi pacrnosokeHa ero HHTakTHas konws). B
TO k€ BpeMs y 2 % HocuTeseil 3a00aeBaHus TeHOTUN npeacTaBieH aeieuuein SMNt Ha
OJTHOM 4yacTH 5-i1 xpoMocoMmbl nipu ABYX komusix SMNt na apyroit. D10 mpeacraBusieT
3HAYHUTENBbHYIO Mpo0sieMy B Bepudukaiiu HocutebetBa CMA [184, 186, 358, 362].

AHanu3 MHUPOKOMACIITAOHBIX MYJBTULEHTPOBBIX HCCIEAOBAHUI C ydacTUEM
OOJBIIOr0 KOJMYECTBA MAMEHTOB BBISIBUI JeTepMUHUpYIomui pa3sutue CMA 1nokyc,
KapTUPOBAaHHBIM Ha KOPOTKOM IIjIlede O- XpPOMOCOMBI B TaK Ha3bIBAEMOM
«HaIpsHKeHHO» oosactu 5012.2-13.3, conepxkarieit 4 rera SMN, NAIP (NLR family,
apoptosis inhibitory protein), SERF1A (Small EDRK-rich factor 1A), GTF2H2
(General transcription factor I1H subunit 2) [49, 183, 239, 242]. Ilpu 3ToM Ka)bli U3
3THX I'eHOB mpezcTaBiieH TejoMmepHor (SMNt) u nenrpomepnoit kormmsimu (SMNc) [43,
49, 240]. 3acnyKuMBalOT BHUMaHHWS MHOTOUYHCIICHHBIC JKCICPUMCHTAIbHBIC |
KJIIMHAYECKHE HCCIEAOBaHMs, BHECIIME CYIIECTBEHHBIM BKJIaJ B CErOJHSILIHEE
MPEACTABICHUE O HATMYMH MOIUDULIHMPYIOIUX (PAKTOPOB, OKA3BIBAIOIIUX BIUSHUE Ha
TSOKECTh TeueHus: u auBepcuukammio 3abomeBanus [240, 525, 551, 603, 663]. B
nocyieHee BpeMs B JTOM CETMEHTE HCCIEAOBAHMM aKTUBHO OOCYXIAeTCs POJb
npoaykrta rena SMN — Oenka, cocrosimero u3 294 amunokuciaot [358, 508]. /lannsbrit
OeJIoK yJacTByeT B T€HHOM JKcIpeccuu Ha ypoBHe Tpanckpunimu [207, 234]. Bmecte ¢
TEM JI0 HACTOSLIETO BPEMEHHM OCTAE€TCs DSl HEPEIICHHBIX BOIPOCOB, KaCaIOIIMUXCS
CTEIEHU y4YacTHs reHeThdyeckux (aktopoB B matoreHese CMA [247, 278, 357]. Psn
KJIIMHAYECKUX MCCJIEIOBAaHUW B OTOM HANpaBIE€HUU JOBOJBHO YOEAUTEIBHO
CBUACTEILCTBYET O POJM HApYIICHUS PETYIATOPHOrO BIUSHUS Oelka Ha OuoreHes
CIUIaCOMAJIBHBIX MAJIbIX SIZEPHBIX pUOOHYKJIEOoNpoTenHoB U npe-marpuunbix PHK B

natoreHese passutuss CMA [208, 301, 343, 426].
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B psame pabor S.Ogino c coaBropamu [461, 462] obcyxmaercs (akTop
nucynkiun SMN-Genka, crnenudUuuHOro i KJIETOK MEepPeIHUX POroB CIMHHOTO
Mo3ra.

B nccaenoBarenbekux padorax S. Rudnik-Schoneborn ¢ coaBropamm [308, 541]
OTMEUYEHO, YTO Yy MAaIMEHTOB C Jenenuen sk30HO0B 7—8 rena SMNt B romo3urorom
COCTOSIHUU JKCIPECCUPYETCs] HE3HAYUTEIbHBIA CETMEHT TOJHOIICHHOTO Oeika ¢ TeHa
SMNc, 4TO HEMOJHOLEHHO IS HEHPOIUTACTUYHOCTH, HO OTpakaeTcs Ha (EHOTHUIIE U
TSHKECTU KIIMHUYECKOTO TEUCHUSI.

Y. Harada c¢ coaBtopamu [247], W. J. Chen ¢ coaBtopamu [415] npemmoxuim
HOBBIE KpuTepun-moaudukatopsl ¢penoruna CMA, KOTOpble BKIIOYAIOT pas3idndue
yucna ko reHa SMNc B nmamazone ot 1 mo 6 xomwii. ABTOpaMHu MOITBEPKICHO:
4yeM BbIe 4ucio Kormuid reHa SMNc, TeM 3HaunTenbHEe MpeACTaBiIeHA AKCIPECCHUs
nosiHoneHHOTo O6enka SMN U, COOTBETCTBEHHO, Msirde PeHOoTUIl 3a001eBaHU.

Janaple mo accorumanuu uuciaa komuik SMNC ¢ denorunom 3aboneBaHUs
npuBeaeHsl B Tabnume (Tabauma 1.1).

AHalM3 MyJbTULIEHTPOBBIX HccienaoBanui [214, 247, 415-418] nokasan, 4To y
nareHToB co CMA 1 Ttuma nuanaszon konuii reHa SMNC Bapeupyer ot 1 10 2, y
nanmreHToB CMA 2 tuna xonmdectBo komuii reHa SMNC Bapsupyer ot 2 g0 3.
Haubonpimuii nokazarenb oTMeueH y 00ibHbIX co CMA 3 Tuma, umeromux ot 3 J0 5
kornuii reHa SMNC.

B 2013 romy, Oblmum OmMyOIMKOBAaHBI PE3yJbTAaThl HCCIIENOBATEIBCKUX pPadoT
B. Wirth ¢ coaBropamu [656], TOCBSIIEHHBIX H3YYCHHIO TI'eHO-(PEHOTUITMUESCKOMN
koppensitiuu y 115 manumenToB ¢ noopokadectBeHHbIMU TuniaMu CMA (3 u 4 Tumbl).

Pesynbrathl npeacraniensl B Tadmuie (Tabmuna 1.2).



Tabmuma 1.1 — [lannsle mo accommanuu uyucia komuid SMNC ¢ ¢enorunom

3aboneBanus [13-15, 43]
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Tur CMA, Yucao kormit SMNc
KOJIMYECTBO
1 2 3 4 5
MAIMEeHTOB
1 2 3 4 3) 6
M. Feldkotter ¢ coaBropamu (2002) (n = 375)
13 138 37
CMA 1 (n=188) 0 0
(6,9 %) (73,4 %) (19,7 %)
12 90 8
CMA 2 (n=110) 0 0
(10,9 %) (81,8 %) (7,3 %)
3 39 35
CMA 3 (n=77) 0 0
(3,9 %) (50,6 %) (45,5 %)
O. Scarciolla ¢ coaBropamu (2006) (n = 19)
3 1
CMA 1 (n=4) 0 0 0
(75 %) (25 %)
1 1
CMA2(n=2) 0 0 0
(50 %) (50 %)
1 4 8
CMA 3 (n=13) 0 0
(7,7 %) (30,8 %) (61,5 %)
E. Zapletalova ¢ coaBropamu (2007) (n = 70)
7 3
CMA 1 (n=10) 0 0 0
(70 %) (30 %)
1 36 3
CMA 2 (n =40) 0 0
(2,5 %) (90 %) (7,7 %)
1 10 8 1
CMA 3 (n =20) 0
(5 %) (50 %) (40 %) (5 %)
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1 2 3 4 5 6
M. Jedrzejowska ¢ coaBTopamu (2009) (n = 241)
3 48 36
CMA 1 (n=87) 0 0
(3,4 %) (55,2%) | (41,4 %)
1 3 57 7
CMA 2 (n =68) 0
(1,5 %) (4,4 %) (83,8 %) (10,3 %)
38 45 2
CMA 3 (n =85) 0 0
(44,7 %) (52,9%) | (2,4 %)
1
CMA4(n=1) 0 0 0 0
(100 %)

Tabmuua 1.2 — I'eHo-henotunmyeckas koppensius mamueaToB co CMA 3 u 4

tuma [239, 397]

Tun CMA, Yucao kormit SMNc
KOJIMYECTBO
2 3 4 5 6
MMAIUEHTOB
9 46 54 2
CMA 3 (n=111) 0
(8,1 %) (41,4 %) (48,7 %) (1,8 %)
3 1
CMA 4 (n=4) 0 0 0
(75 %) (25 %)
Pesynbratel  mccaenoBarenbckux pador B.Wirth ¢ coasropamu [656],

M. Jedrzejowska c coaBropamu [362], G.Y.Zheleznyakova ¢ coaBropamu [301]
MO3BOJIMJIM MIPEATOJIOKUTh HAIMYNE MPOTEKTUBHOTO 3 (dekTa ueTbipex u Oosee KOmui
rena SMNc. B psge pa6or T.W. Prior ¢ coaBropamu [491-493] ommcanbl peakue

ciydyan OeccumntoMHoro tedenuss CMA npu Hammuuu 5—6 xommii reHoB SMNC, uto
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o0ecnieunBaeT KOMIIEHCAIMIO Mpu noTepe obeux komuit rena SMNt. Takum obpazom,
CErOJ[HSl TOCTATOYHO YOEAMTENIbHO JOKa3aHo, YTo yucio konuit renHa SMNC sBisieTcs
OCHOBHBIM MojudukaropoM denotuna CMA, a KpUTHYECKUI TTapaMeTp — KOJIMYECTBO
o6enka SMN, KOTOpoe OH MOKET CHHTE3UPOBATh.

Ocoboro BHHMaHHUS 3aclyKhBarOT cooOmenus [95, 246, 501, 600, 662],
MOCBSIIIIEHHBIE H3yYEHUIO CBSI3U YKCIia KONl Apyrux reHos, Bkatodas NAIP, SERF1A,
GTF2H2, B wyacTHOCTM, JOKa3aHHBIM cuuTaeTcss (akT OTCYTCTBUSA TEHO-
(eHOTUITMYECKOW KOppENsSIIMM JAAaHHOTO cerMeHTa Konmuil reHoB. Ho cymiecTByroT u
npyrue maeHus [419, 425, 599], uro 6ombiue aeneruu B NAIP-rene MoryT BBI3BIBAThH
370KauecTBeHHble BapuaHThl TeueHuss CMA. [lpuoputeTHoe 3HaueHHE NPU 3TOM
nproOpesH uccienoBatTelbekue padbotel [420, 436, 482], mocBsmeHHbIC YIITyOJICHHBIM
U3yYeHUsIM OTIMYUTENbHBIX ocoOeHHocTel reHa NAIP B marorenese CMA. Cpenu
Haubosee yOETUTENbHBIX CBUJIECTENIBCTB ATOIO MOKHO BBIICIUTH CJEAYIOUIEe. TI'eH
NAIP coctout u3 17 5K30HOB, BKJIIOYAET TEJIOMEPHYIO U IEHTPOMEPHYIO KOMHUIO U
enuHnYHbIe «aedekTHbie» kormuu B Jokyce SMN; ren NAIP oTHocuTcs kK ceMeilcTBY
0eNKOB-MHTUOUTOPOB amonrto3a; mytanuu B reHe NAIP compsbkeHbl ¢ HapylieHHEM
KJIETOUHON nu(HEepeHIIMPOBKY U YTHETEHHEM (PEPMEHTOB Kacmasbl, B KOHEUHOM UTOTE
MPUBOJSIINE K THOENIH KJIETOK MEePeHUX POTroB CIMHHOTO Mo3ra; mpu CMA 1 tuna y
45 % maruMeHToB OTMeYaeTcs YacTuuHas win mojHas aenernus reda NAIP, mpu CMA 2
u 3 tuma — y 18 %; rem NAIP sBasercs HeoOXoauMBIM (HaKTOPOM TSl aKTHBAITUH
IPOTEKTUBHOTO (DaKTOpa, MMEIOLIEr0 TeHJEPHbIC pPa3Inyusi, ¢ MpeoldiagaHueM JIHIl
YKEHCKOTIO IoJa.

Ananmu3 rena SERF1A moxkasan ero momudummpyroiiee BIUSHUE Ha TKECTb
3aboneBanus [44, 176, 304]. Tlpomykr SERF1A (H4F5) umeer nBe wu3odopmsl,
IKCIPECCUPYETCST B CEPIIE, MO3Te, CKEJICTHOM MYCKyJIaType W CIHMHHOM Mo3re [242,
483, 487]. Y 90 % GonbHBIX BBISBIISIETCS JAeienus 3Toro reHa [482, 643, 645].

I'en GTF2H2 npencrasnsier coboit cyobenunuily komiuiekca PHK-nonumepass
[254, 303]. KogupoBaHHBIi TeHOM OENOK OTHOCUTCS K rpymme ¢ocdomnporenHos [50,
62, 503], pacnionoxen B siape [357, 552, 561], yuacTByeT B peryyisiiiuu TPAaHCKPHUIIIUH U

penapanuu JIHK [421, 543, 621]. Tlo naHHBIM COBpEeMEHHBIX HccieaoBaTenei [424,
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562, 621], nenenus rera GTF2H2 BeisBisiercss y 15 % 6onbHbIX co CMA (M3 HUX 10
70 % cocraBmsior nanueHTsl co CMA 1 tuma).

UpesBbIuaifHO MpuMeYaTesieH TOT (akT, YTO MOBPEKIEHUS TOJIbKO B KaKOM-JIHOO
u3 renoB NAIP, SERF1A, GTF2H2 ne npuBosT k (eHOTUITHYECKOMY MOTUMOPPUIMY
CMA [562, 582, 599] u 3auacTyr0 ITOMHHHUPYIOIIETO 3HAYCHUS B IMATOTCHE3E
3abosreBanus He uMmeroT [184, 193, 563].

3acmykuBaror BHUMaHUS coobmenus G. E. Ogino ¢ coaBtopamu [461, 462],
MNPEJIOKUBIIETO THUIMOTE3y O TMPOTEKTUBHBIX CBOMCTBAaX IMPOJYKTOB T'€HOB,
JIOKaJIM30BAaHHBIX Ha X-XpoMocoMe, (POPMUPOBAHHIO KOTOPOUM B OMpPEACICHHOU mepe
CIIOCOOCTBYIOT ~CJEAYIOIIUE TMPEINONOKEHH: OMHCAHbl CIy4yan OECCUMIITOMHOTO
HOCHUTEJIBCTBA y JIMI[ JKEHCKoro mosa ¢ nenerued rena SMNt B roMo3uroTHom
COCTOSIHUH, Y KOTOPBIX ObLTa JWATHOCTHPOBAHA TOBBIMICHHAS] AKCIPECCHS TPOAYKTa
rena PLS3 (Plastin 3), urparomiero KIOYEBYIO pPOJb B CTAOWIU3AIMM PaACTYIIUX
HEPBHBIX BOJIOKOH 3a CYET YBEIWYCHUS YpOBHA F-akTHA, HEOOXOAMMOTO IS
akcoHorenesa. Ilo MHuenuio psga wucciegoBateneii [418, 534, 581, 656, 663],
Hegoctatok Oenka SMN okaswsiBaeT cympeccupylolee BIMSHHUE Ha POCT U JJIUHY
aKCOHOB, B TPOTHBOIOJIOXKHOCTh O3TOMY THUNepIkcnpeccuss Oenka PLS3 wmoxer
KOMITCHCUPOBATh JaHHOE SBJICHHE.

Takum 00pazom, 0030p MO U3YUYEHUIO MOJICKYJISIPHO-TEHETUUECKUX MEXaHU3MOB
CMA u MoaupUIUPYIOIIUX TeHETUUECKUX (PAaKTOPOB MOKa3all, YTO 3a MOCIEAHUE TOIbI
MPOUCXOJUT TIPOTPECC B JIAHHOM HAIPaBJICHUU WCCICIOBAHUN. Y CTaHOBJICHBI
OCHOBHBIC BO3MOXXHOCTH Pa3HOM CTEMEHM Yy4YacTHUs TEHETHYeCKHX (HaKTOPOB B
naTorenese 3Tux (GopM, cpenu Hambosee YOeqUTENbHBIX CBUACTEIHCTB 3TOTO MOYKHO
BBIJICITUTD:

— yucno koruid reHa SMNC sBisieTcsi OCHOBHBIM MoJu(HUKaTOpoM (eHoTHNa
CMA, a kpuThdeckuii mapameTrp — KojumdectBo Oenka SMN, koTtopoe OH MOXKET
CHUHTE3UPOBATH;

— TMOBpEXAeHUsT ToIbKo B KakoMm-mn00 u3 reHoB NAIP, SERF1A, GTF2H2 ne
IPUBOIAT K GpeHoTunmaeckomy nosmmophusmy CMA U TOMUHUPYIOIIETO 3HAYCHUS B

rmaToreHese 3a00JIeBaHUS HE UMEIOT.
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BrimensnoxxeHHoe ABISE€TCS OCHOBOW TapreTHOM TEPANMUU C YYETOM JAHHBIX I10

dbenoTunupoBanuio 60apHEIX CMA.

1.4 Metoasl OlleHKH (DU3UYECKUX BO3MOXKHOCTEH M JIBUTATEIbHON (YHKIIUU Yy

JIeTei CO CIIMHATBHBIMU MBIIICYHBIMU aTPOPUIMU

bonee rnybokoe mnoHuMaHue MolekysipHo reHeTukn CMA B TedeHue
MOCIEAHUX JBYX JECATHICTHH TMPUBOAUT K TOMY, UTO TEpareBTUYECKUE
BMEIIIATEIBCTBA JIJII 3TOTO COCTOSIHHS OBICTPO BCTYMAaIOT B a3y 2 U 3 KIMHUYECKHUX
ucteiTaauii [108, 403, 461]. CBunerenscTBO 2G(HEKTUBHOCTH TAKOH TEPAITMK BKIFOYACT
B ce0s THIATENbHYIO OIICHKY (PU3WYECKUX BO3MOXKHOCTEW MAalMEeHTa C IOMOIIBIO
npuMeHeHus: QyHKiuoHanbHbIX mikan [40, 107]. dyHKIIMOHANBHBIE KBl SBIISIOTCS
KpailHe BaXHOW COCTABIISIIONICH MPOBOJUMBIX MYJBTHIICHTPOBBIX KIMHUYCCKUX
UCCIIEJIOBAaHUM B TEpPANEeBTUYECKOM CETMEHTE IMaTOT€HETUYECKOTO BO3JIEUCTBUS TNPHU
CMA u peKOMEHJIOBaHbl B KAayeCTBE OCHOBHBIX MapaMeTPOB OIICHKUA Pe3yJbTaTOB
KIIMHAYECKUX WCIBITAHUN IS BBISABIICHUS 3HAYMMBIX HW3MCHCHHM H KPUTEPHUCB
BkitoueHus / uckmouenus [113, 475, 495]. CormacHo JOCTUTHYTOMY KOHCEHCYCHOMY
pelieHro B xoae MexayHapoaHoi koHbepenuuu, nocpsiennon CMA (INostannaus,
2017), netu ¢ mnpokcuManbHbiMH (Gopmamu CMA 10 ypOBHIO (YHKIIMOHAIBHBIX
BO3MOYKHOCTEH PacCHpenerssioTCsl Ha <JIeKadue MAIHMCHTHD», «CUASYNE TAlUCHTHD) U
«xonsune nanueHTs [505]. B To ke Bpemsi orpaHUYeHNe aKTUBHOCTH, BO3HUKAIOIIEE
B pe3yibTaTe NMPOrPECCHpPOBAaHUS KIMHUYECKOW cumnromaTuku CMA, momxHO OBITh
00BEKTHBU3MPOBAHO U BhIPAXKAThCs B IU(DPOBOM dKBHBaicHTE [269].

OpHOWl W3 pPEKOMEHIOBAaHHBIX INKal [UIsl OIICHKH CTENEHW OTpaHUYCHUS
akTUBHOCTU Yy OonbHBIX CMA sBnsieTcs IIKanga OICHKUA JBUTATEIbHON (PYHKITUU
Xammepemur (HFMS), npemtoxkennas B 2003 romy [232, 249, 325]. HFMS — st1o0
OleHKa (Qu3nuecknx Bo3MOkHOcTed marmeHToB co CMA 2 uw 3 TtmmoB ¢
OrpaHWYCHHBIMU (QYHKIHSAME TiepenBmkenus [463, 516, 594], npumensercs s neTei

3 net u crapuie. HFMS siBiisieTcst mopsiAkoBOM MIKaION, COCTOSIIEH U3 ABAIIaTH TECTOB
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C UWHIWBUIYAJIbHBIM TMOACYETOM OalloB IS KaXJ0ro WyHKTa, Tae 2 Oammamu
OIICHUBAETCSl JIBUTATEJIbHAs aKTUBHOCTh 0O€3 IOCTOPOHHEH momomy, 1 Oamiom —
3aJlaHUe, BBIMIOJHEHHOE ¢ MoAuduUKanuew wiu ananrtamnuei, 1 0 — HecrmocoOHOCTH
naIyeHTa BBIOJHUTE 3amanne. HFMS Bkimrodaet cienyromue qBUTaTEIHHBIC TECTHI:

1) BO3MOXKHOCTD CHETh Ha Kpalo KYIIECTKH,

2) MPOIOKATEILHOCTh CUACHUS C BRIMPSIMICHHBIMU HOTAMU;

3) AoTparuBaHue OJHOW PYKOHW 70 YPOBHS BBIIIEC YXa B MOJIOKEHUH CH/IS;

4) norparuBanre 00eMMHU PyKaMHU 0 YPOBHS BBIIIC YIICH B MOJ0KCHUH CHIS;

5) MOBOPOT CO CIUHBI HA OOK;

6) IepeBOPOT C )KMBOTA Ha CIIUHY Yepe3 MpaBblid 00K;

7) IepeBOPOT C )KMBOTA HA CIIMHY Yepe3 JIEBbIN OOK;

8) epeBOPOT CO CIIMHBI HA JKUBOT Yepe3 MpaBblil OOK;

9) mepeBopOT CO CIIUHBI Ha JKUBOT Yepe3 JIEBBIN OOK;

10) neup U3 MOJOKECHHS CUI,

11) cToiika Ha MPEATICYbSIX;

12) moabeM TOJIOBBI, JI€Ka Ha )KHBOTE;

13) croiika Ha BEIIPSIMIICHHBIX PyKaX;

14) cecThb 13 MOJIOKEHUS JICXKa,

15) cToiika ¢ yopoM Ha JIAJJOHH U KOJICHHU,

16) non3zanue No-MiIacTyHCKH;

17) moabem rojoBhl, JiekKa Ha CIUHE,

18) crosiHUE C TOEPKKOM;

19) crostare 63 MOIICPIKKH;

20) BO3MOXHOCTb JIeIaTh MIArd 0e3 MOIICPIKKH.

[TockonbKy HEYKJIOHHOE MPOTPECCHPOBAHME MBIIICYHON C1abOCTH — OJWH W3
BEIIyIIUX CUMITOMOB 3a00JIeBaHMs, B 3TOW CBs3M manueHToB co CMA B BO3pacTHOM
cermMeHTe 1-3 roja HEIOCTATOYHO OICHWUTH IO OOIICHPUHATON KJIaCCUYECKOu 6-
OamtpHOM cucteme [78, 255, 429, 651]. Jlns 3TOro peKOMEeHIyeTCsl PUMEHEHHE IIKAJTBI
MaHyaJIbHOTO TECTUPOBAHUS MBI XaMMEPCMHUT (AaHTUTPABUTAIMOHHBIC JTBHXKCHUSA),

BKtovaromieit 15 mynkros [430, 521, 604, 652].



39

HFMS pekoMenaoBaHa BeayIIMMHU HKCIEPTAMH MEXIYHAPOJHOTO YPOBHSA K
NPUMEHEHUIO B MPAKTUYECKOM 3PABOOXPAHECHUU JUIsI OLEHKHU XapaKTepa pa3BUTUSA U
TEUEHUS MAaTOJOTUYECKOTO MpoIllecca U B MPOrpaMMax KIMHHUUECKUX UCTbITaHUN [232,
594]. HanexHOCTh, OOOCHOBAaHHOCTh W YYBCTBUTEIHHOCTh K u3MeHeHMsM HFMS
o0CYXX/IalluCh Ha HEJaBHEM MEXIYHAapOJIHOM CEMHUHAape Mo oleHke ucxonoB CMA
[324]. Amamm3 Pam (Rasch) mo3Boimi BBIIBUTH psi MPOOJIEM, CBS3aHHBIX C
JIOCTOBEPHOCTHIO W3MEPEHHM JBUTATENbHOM aKTUBHOCTH Yy PAa3iIHYHBIX (DEHOTUIIOB
CMA [325, 632]. DOxcnepramu ObLI BBISBICH psii OTPAaHUYEHUM KacaTelbHO
ncuxomeTpuyeckux cpoiictB  [505, 509, 522, 546, 604]. B mnocnemyromem
MEXIYHApOAHAs] ~MEXIUCUUIUIMHAPHAS Tpymnma JKCIepToB-(GU3HOTEPANeBTOB U
KIMHUAIIACTOB, TPEACTABIAIONMAs TpPU OOIICHAITMOHAIBHBIX coolmectBa — SMA
REACH UK (Benukobpuranusi), Hrampsackyto tpynmy CMA wu JlemaprameHT
MuHUCTEepcTBa  3apaBooxpaneHuss  CoenuHennbix  llltatoB  Amepuku 1o
NeANaTPUIECKUM HEMPOMBIIIICUHBIM HCCIIEAOBAHUSAM, MPUHSIA YIaCTHE B HECKOJIBKUX
MacITaOHbIX CeMUHapax W TeleKoH(pepeHIHIx s nepecMotpa mkansl HFMS [324].
[Ipn ™Momudukanuu MmKaJIbl B MPUOPUTETE OBLJIO COXpPAaHEHHWE OPUTHHAIBHOU
KOHCTPYKIIMU IIKAJIBl U YTOYHEHHE MPOBEJCHHUS TECTUPOBAHMSI, YUUTHIBAIACH IITKaja
CHOP INTEND [223, 472], pa3pabortannas mias omeHku aereii co CMA 1 Ttuna
(ITpunoxenrie A) W  IIKajJa OICHKH CTENEHH JIBUTATCIbHBIX  HAPYIICHHH,
npemioxennas BO3 [78, 221, 237] (IIpwnoxenue bB). TeopeTudeckass KOHICIIIHS,
Jekanasi B OCHOBE MOJM(UIIMPOBAHHOM MIKaJbl, OPUEHTHUPOBAIACh HA €CTECTBEHHYIO
JTUHAMUKY 3a00JIeBaHUsI M XapaKTEPHBIH TUM CIa0OCTH, a UMEHHO e€ Hajuuue Mpu
AKTUBHBIX JIBIDKCHUSIX W BBIIOJHCHHH (PYHKIIMOHAIBHBIX MPOO C  ydeTom
MexnyHaponHoil kinaccupukanuu (yHKIIMOHUPOBAHUS, WHBAIHIHOCTH U 3I0POBbS
[595, 631]. OkoHuaTenbHBIH BapUaHT NepecMOTpeHHOW mKanbl Xammepemut (RHS)
[324, 505, 509, 522, 632] coctout u3 36 MyHKTOB:

1) cuaenue y omopbl (0€3 MOCTOPOHHEH MOMOINM B BHJE MOMICPKKH CIUHBI U
HIKHUX KOHEUHOCTEN);

2) TIOIHECEHHE PYKHU K TOJIOBE B ITOJIOKEHUU CUJIS;

3) HN3MCHCHHUC ITIO3bI N3 ITOJIOXKCHUA CUAA B IIOJIOKCHHUEC JICKA,
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4) anayKIys HOT B TIOJIOKCHUH JIe)Ka Ha CITUHE C COTHYTBIMH B KOJICHSX 1oy 90°
HOTaMU;

5) crubanue nmpaBoro O6e/pa B MOJOKCHHUH JIeXKa Ha CITHHE;

6) crubanwe eBOro Oeapa B MOJIOKECHUH JIeXKa Ha CITUHE;

7) TIOAHATHE TOJIOBBI B ITOJIOKEHUH JIS)KA Ha CITUHE,

8) mepeBopoT CO CIIUHBI Ha OOK;

9) mepeBoOpOT CO CIUHBI Ha KUBOT;,

10) noaHsITHE TOJIOBBI B TIOJIOXKCHUH JIeXkKa Ha )KUBOTE;

11) onopa Ha npeamnieybs, Jexa Ha )KUBOTE;

12) nos10’KeHHE CTOS Ha KOJICHSAX C OMOPOi Ha 4 TOYKH / MOJI3aHuE;

13) mepeBOpOT C )KUBOTA HA CITUHY;

14) cMeHa NOJI0KESHHUS Tella M3 TIOJI0KECHUS JIeXKa B TTOJIOKEHHUE CUJIS

15) cMeHa MoJIOKEHHS TeJla U3 TOJOXKECHUS CH/I C ONMYIICHHBIMA BHH3 HOTaMH B
TIOJIOXKEHHE CTOSI C IIOMOIIBIO OMOpPHI / cTyia / KpoBaTH;

16) xoap0a ¢ OMopoit Ha OKPYIKAIOIIME MPEAMEThI / CTOSIHUE C MO IICPIKKON;

17) crostaue;

18) xonp0a;

19) 6er na 10 Mm;

20) npucenanue BHU3 U MOIEM BBEPX;

21) cMeHa TOJIOKEHHS TeJIa: U3 TIOJI0KESHHUS CTOSI CECTh Ha IOJT;

22) cTOsIHUE HA KOJICHSX;

23) cMeHa MOJIOKEHHS TeJla: M3 MOJIOKEHHUS CTOS Ha KOJICHSX K CTOHKE Ha OJHOM
KOJICHE — TTPaBOE KOJICHO;

24) cMeHa MOJIOKEHHS TeJa: M3 MOJIOKEHHUS CTOS Ha KOJICHSX K CTOHKE Ha OJHOM
KOJICHE — JIEBOE KOJICHO;

25) moabeM ¢ moa;

26) cTostHME Ha OJTHOM HOT'€ — Ha MTPAaBO;

27) CTOSIHME Ha OJHOW HOT'€ — Ha JICBOM;

28) moanpeIruBaHKe Ha MPABO HOTE,

29) moAnpeIrMBaHUE Ha JICBOM HOTE;
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30) morbem 1o necTHUIE / CTyNIeHbKaM;

31) ciyck 1o JecTHUIE / CTyIEeHbKaM;

32) moabeM Ha KOpOOKY — IpaBasi HOTa,;

33) ciyck ¢ KOpoOKH — IIpaBasi HOT'a,

34) moabeM Ha KOPOOKY — JieBast HOTa,;

35) cIryck ¢ KOpOOKH — JIeBasi HOT'a;

36) mpeokku Briepen — 30 oM.

OObeKTUBM3AIMS  OrPAaHUYEHUs] JBUTATEIBbHOW AaKTUBHOCTH M CTEINEHU
MBIIIEYHOH c1abocTu y nmarueHToB co CMA ¢ yuetoM OayuibHO# cucteMsl mkansl RHS
SBJIICTCS, B TIEPBYIO OUEPE/Ib, HAJIEKHBIM OILICHOYHBIM HHCTPYMEHTOM aHajn3a CTEIEeHU
BBIPKECHHOCTH KJIIMHUYeCKoi cumnromatuku [78, 89, 218]. Bmecte ¢ Tem mikana RHS
UMEeT TakKe JIOMOJHUTEIbHBIH TOTCHIMAT Kak Jau(GQepeHIUpYOmnid, TaKk |
MPOTHOCTHUYECKUH MHCTPYMEHT, MO3BOJISIONIMN OLEHUTH CTEMEHb MPOTPECCHUPOBAHUS
3a00JICBaHUS U BBIABUTH JaK€ HE3HAYUTEIBHYIO MOJOKHUTEIBbHYIO TUHAMHUKY Ha (OHE
npoBoaumMoro jeuenus [522, 617, 632]. Tem ne Mmenee, mkama RHS Hemocrarouno
3 PEKTUBHO OTpa)kaeT CTEIEeHb BBIPAXKEHHOCTH MBIIIICYHOM CJIa00CTH M JIBUTATEIIbHOM
GyHKIMM y JeTed Ha MO3AHMX craausx 3aboneBanust [254, 313]. [ns nanHO#M
kateropun jgereit co CMA KoMaHma MEXKIyHApOJIHBIX HCCIIEIOoBaTelIe pa3zpaboTana
mkany RULM (Revised Upper Limb Module for spinal muscular atrophy) [397, 398,
604, 653]. B cocrap mkansl RULM (Ilpunoxxenue B) Bxoast 20 TecToB, Takux Kak
MEPEHOC PYK C KOJIEHEH Ha CTOJ, cOOp MENKUX MPEeIMETOB, HAXKaTHUE KHOIOK, pa3phIB
OyMaru, OTKpbITHE KOHTEHHEpa, MEPEeHOC PYK BBINIC TUICUCH W TMOJHITHE MPEIMETOB
pPa3HOro Beca Ha pa3Hyl0 BBICOTY. ABTOpBI NpUILIX K BbeiBOAY, uTo RULM no3Bonser
BBISIBUTh M3MCHCHHSI B JIBUTATEILHOM CTaTyce Ja)Ke IMOCJIE TOro, KaK MalieHT TepseT
criocoOHoCcTh X0auTh [254, 313, 397, 604, 653]. IlokazaTenu pe3yabTaTa — 3TO TECTHI,
UCITIOJIb3yEeMbIe BpauyaMu ISl OIEHKH 3(PPEKTUBHOCTU MMPOBOIUMOTO JICUCHHUS.

[TogBomst wTOr pasfena, MOCBAIICHHOTO ONEHOYHBIM mkanmam CMA, cieayer
MOYECPKHYTh WX BEIYyIIE€ 3HAYCHHWE HE TOJBKO C IO3HIIMH OIEHKH JBUTATEIHHBIX
HapylIeHUH, ¢eHoTunudyecko auddepeHnranuu, HO U B KOHTEKCTE HaJEKHOTO

onpeneneHuss  3PQPEKTUBHOCTH  JI€UEHHUS] U TPACKTOPUU  MPOTPECCUPOBAHUS
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3a00JIeBaHus, YTO TO3BOJISIET AeNaTh Oojiee TOUHOE OMNipKaiiiiee M MpOJIOHTHPOBAHHOE
IIPOTHO3UPOBAHMUE.

IIpemyioxkeHHbIE MEXIyHapOAHBbIE IIKAJIbl BAIWIU3UPOBAHbI B  BEIYIIMX
MEIMIMHCKNX 1eHTpax Poccum u  YKpaumHbl WM INpeaHa3sHAYEHbl Ui OLICHKH
(YHKIIMOHAJIBHBIX BO3MOXKHOCTEW. JlOCTYNIHOCTh MX HPHUMEHEHHS B IPAKTUYECKOU
JNEATEIBHOCTH Bpada HAa pa3IMYHBIX YPOBHSAX OKa3aHUS MEIULIHUHCKOM ITOMOIIH
OTMpE/ENsieT UX BECOMYIO POJb B KOHTPOJUPOBAHWMHU 3a00JIeBaHUA HA Pa3TUYHBIX
JTarax.

B TO ke Bpems aBTOpaM NpPEACTABICHHBIX LIKaJl HE yAAJIOCh B JOCTATOYHOU
CTEIEHU aJIallTUPOBATh JIEMEHThI TECTOB JIJIsl KOMIUIEKCHON OLEHKU (PYHKIIMOHAIbHBIX
BO3MOXHOCTEM W XAapaKTEPHBIX [JBUTATEJIbHBIX HAPYILIEHUHA C  BBIIOJIHEHUEM
(YyHKIHMOHAJIBHBIX MPOO, y4duThiBasg KiIMHHYECKUl ¢GeHotun CMA, oTmedaemblid y
nere muamgmie 3 JieT, 4To copMHpPOBAIO HEOOXOIUMOCTH YCOBEPILEHCTBOBAHUS
croco0a OIEHKH YPOBHS (PYHKIMOHAJIBHBIX BO3MOXKHOCTEeW y nereit co CMA B
BO3pAacTHOM JiMamnasoHe oT 1 rozxa A0 3 JIeT ¢ MOMOIIBIO pa3padOTKHU JOMOIHUTEIbHBIX

TECTOB U3MEPEHUN NBUTATEIbHON aKTUBHOCTH.

1.5 DnekTpoduznonaoruueckue XxapakKTepUCTUKU Nepudeprudeckoro

HEUPOMOTOPHOIO anmnapara

1.5.1 O6mwme monoxKeHus dIEKTpoHepomMuorpadun

Onexktponeiipomuorpadust (OHMI') — coBpeMeHHbI U BHICOKOUH(POPMATUBHBIN
METOJI MCCJIEIOBAHUs OMOAIEKTPUUECKOM aKTUBHOCTH HEUPOMBIIICYHOTO ammapara B
COCTOSIHUY TTOKOsI ¥ TIpH ero aktuBaiuu [81-83].

OcuHoBubiMH 3agauamu JHMI -00cnenoBanus ssistores [20, 31, 39, 42]:

1) ompeneneHwe ypOBHsS TOPAKECHUS IBUTATEIBHOW €AWHMIIBL. J[BUTaTenmpbHas

eaunuia ([JE) — 3To komiuiekc, CoCTOsIIIMI U3 MOTOHEHPOHA MEPEAHETO pora CIMHHOTO
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MO3ra, €ro aKkCOHa, CHHAICa W TPYIIIbl MHHEPBUPYEMBIX 3TUM AKCOHOM MBIIIECYHBIX
BOJIOKOH;

2) IHWarHOCTHKAa W YTOYHEHUE TONHKH TOPAXKCHUS MOTOPHON HWHTErpamuu C
yKa3aHHUEM pacCHpOCTPAHCHHOCTH (JIOKAJbHBIC, TeHEPAIM30BaHHBIE) W CTCICHU
MHTEHCU(PUKAIIMHN TaTOPU3NOIOTMUECKUX HAPYILIECHU;

3) aHanM3 XapakTepa IMOBPEKACHUS HEUPOAHATOMHUYECKOW CTPYKTYpHI HEpBa
(MuenHHOBAs 000JI0YKA HITH aKCOH ), MTO3BOJISIONINIA BEPHUPHUIIMPOBATH HO30JIOTHIECKYIO
dbopmy 3a00JIeBaHNS;

4) MOHUTOPMHI  NAaTO(QU3UOJOTUYECKHX  HApPYLWIEHUH  HEHPOMBILIEYHOrO
amnrapara, I03BOJIAIOLIMNA OCYLIECTBIATh KOHTPOJIb U JUHAMUKY IaTOJIOTMYECKUX
COCTOSIHUMA Ha Pa3jIMYHbIX 3Tanax TEeYEeHHs 3a00JIeBaHMs, BKJIKOYAs JAMHAMUYECKOE
OLICHUBAHUE 3aJCHCTBOBAHHBIX YPOBHEM TIOPAXEHHUS MOTOPHOW WHTETpalvyd Ha

paHHUX / CyOKTMHMYCCKUX cTaausax oonesnu [29, 30].

1.5.2 Ponp CTUMYISAIMOHHOW DJIEKTpOHEHpoOMHUOTpaduu B  JTUATHOCTHKE

HEBPOTEHHBIX HAPYLIECHUM

MHOTrOYHCICHHBIE  DKCICPUMCHTAIBHBIC W KJIMHUYECKHE  MCCIICIOBAHMA,
IPOBOIUMEBIC B MTOCICIHUE IECATHIICTHS, BHECIH CYIIECTBCHHBIN BKJIa/l B CETOMHSIIHEES
NpeCTaBICHHE O TMOHUMAHUK HEHPO(MU3NOJOTHUYECKUX AaCIEKTOB IMPH HEBPOTCHHBIX
HApYIICHHSIX.

Hecmortpst Ha MHOTOYHMCICHHOCTD METOMK CTHMYJIALIUOHHOM
anekrporeiipomuorpadun [81, 203, 278, 279, 500], BkItoyas COMAaTOCCHCOPHBIE
BBI3BAHHbBIC TIOTEHITMAIBI, F-BOJIHY, akcoH-peduieke, H-pediekc, cakpanbhbiil pediiekc,
COrJIaCHO JaHHbIM Bemymmx okcneproB [35, 103, 352, 623], HamexHbBIM W
BBICOKOMH()OPMATHUBHBIM CIIOCOOOM JIMArHOCTHKH HEBPOTEHHOI'O MOPAKEHUS SBIISIOTCS
METOAMKA OIpEeaeIEHUsT CKOpocTh mpoBeaeHus ummyibca (CIIM) mo MOTOpPHBIM |

CEHCOPHBIM BOJIOKHaM TMepu(eprudecKkux HEPBOB, aHAIW3 OJIOKOB MPOBEACHUS
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UMITYJIbCa TI0 MOTOCEHCOPHBIM BOJIOKHaM, M3y4eHHEe MOTOpHOro oTBeTa (M-oTBeTa),
HoTeHIMaa cencopHoro orsera [81-83, 278, 577, 623].

CornacHo ompeneneHuto, M-0TBET MNPENCTaBIseT CYMMAapHBIA 3JEKTPUUYECKUN
MOTCHITMAT MBIIIIbI, BO3HUKAIOMIMK B PE3yJbTaTe OJUHOYHOTO DJIECKTPUICCKOTO
pasapakeHus ABUTAaTEIbHOIO WM cMemanHoro Hepsa [82, 83, 577]. AnanusupyemMbiMu
napamerpamu M-otBeta sBisitorcs [192, 376, 542]. nateHTHOCTh, aMILIUTYHA,
JUTUTEIIBHOCTD, TUTOIIAAb U (popMa.

Awmiutyna M-otBera (MB) oTpakaeT KOJIMYECTBO U CHHXPOHHOCTb aKTHUBAlLUU
CTPYKTYpHBIX oOpazoBanuii JIE HelipombiieuHoro ammapara [83]. YcraHoBieHO, 4TO
HeraTuBHas (aza M-0TBeTa BO3HUKAET B MPOIECCE NCTIOIAPU3AMN MEMOPaHbI KIETOK
B MOMEHT COKpAII[CHUSI MBIIIEYHOTO BOJIOKHA, MO3UTHUBHAsA (haza M-oTBeTa CBsI3aHA C
MPOIIECCaMH  PETIOSAPU3allid B TEPUOJ HAWMEHBIIECH CHHXPOHH3AIIUU MBIIICYHBIX
BosiokoH [31, 81, 82].

JlatenTHOCTH M-OTBETa (MC) — BPEMEHHOM MHTEPBAJ MEXAY Ha4ajaoM CTUMYJIA U
BO3HMKHOBEHHEM HeratuBHOU (a3pl M-oTBeta. JlareHTHOCTE M-0TBETa XapakTepusyeT
POBOTHUKOBYIO (DYHKIIMIO 110 HEPBHBIM BoJIOKHaM [275, 405].

®opma M-oTBeTa ABISIETCA pe3yJbTaToM alredpandeckor cymmaruu Bcex JIE
MBIIICYHBIX BOJIOKOH B CTPYKTYpe M3y4aeMoit Mbliiisl [376, 476].

CIIN (m/c) — sBiseTcs pacyYCTHBIM IIOKa3aTejeM Ha OCHOBAaHWM 3HAYCHHM
JATEHTHOCTEW ABYX M-OTBETOB WJIM JATEHTHOCTEU 2-X MOTEHIHUAJIOB, MOJYYEHHBIX MPH
WCCJICIOBAHUM JIUCTAJIBLHOTO M TPOKCUMAIBHOTO YYaCTKOB Mepu(EepUIecKOro HepBa
[284, 352].

Kak u3BecTHO, Mpy TMOBPEKIECHUU MHEIMHOBOW OOOJIOYKM HEpBa HAPYIIACTCS
CaIbTATOPHOE IMPOBEACHUEC HMMITYJbCa IO BOJOKHAM HEpBa, YTO COMPOBOXKIACTCS
camkeHreM nokasaresed CITN [35, 542]. [ToBbllieHHAs aCHHXPOHHOCTD MTPOXOKICHHSI
UMITYJIBCOB TI0 mepudeprudeckoMy HEpBY MPHUBOIUT K M3MEHEHHIO Gopmbl M-OTBeTa,
OH CTaHOBUTCS PACTSIHYTBHIM, C HaJWYMEM JIOMOJIHUTCIBHBIX (ha3 HETaTUBHOTO U
MIOJIO’KUTEIBHOTO MMUKOB, MPH CTAaOMIBHOCTH TOKa3aTeleld aMITUTyasl M-oTBeTa (OHa

cyliecTBeHHO He m3Mmensercs) [284, 405, 476]. Tlokazarenu F-BoiH XapakTepu3yrOTCs
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MOBBIIICHHEM JIATEHTHOCTEH, Ha THUCTOrpaMMe 3HayeHHil F-BomH oTMewaercs wux
pasposHeHHocTs [20, 275, 542].

[Ipu akcoHanBHOW HEBPOIATHH POCT ACHHXPOHHOCTH HE OTMEYAeTCs, B TO JKe
BpeMsl YBEJIMUMUBACTCSA aMIUIMTYAHAsA AUcTepcusi coxpanubix JIE, 4To compoBoXkIaeTcs
3HAYUTEIbHBIM TOHWKCHHEM 3HAUCeHWH aMIUUTYyAbl M-OTBeTa C HM3MEHEHHEM €ro
dopMbl W yMmeHbIIeHHEM jmuTenbHOCTH [82, 352]. B psae paboT, MOCBSIICHHBIX
U3YYCHHUIO MaTOPU3NOIOTHYECKUX ACTIEKTOB aKCOHAJIBHOU JeTeHEepalluy, OMUChIBACTCS
cHkeHue nokasareneil CIIM no MOTOCEHCOPHBIM BOJIOKHAM MEPUPEPUIECKUX HEPBOB
[103, 284, 500, 577].

CornacHo OHMI-nartepHy  akCOHANBbHOTO  MOPAXEHUS, PE3UTyaJbHBIC
nateHTHOCTH F-BoyHBI cymectBeHHO He m3MmensitoTcst [20, 35, 83]. B nmreparypHbIx
UCTOYHHUKAX MpeAcTaBlieHa MHQPOpPMAIUS O BO3MOXKHOM YBEITHYCHHU PE3UAYyaTbHBIX
JATEeHTHOCTEW, JTaTeHTHOCTEN F-BOJIH, 0COOEHHO B TEX HEPBaX, B KOTOPBIX OOHAPYKEHbI

0JI0KM TIpoBeAeHus ummyJibca [39, 275, 476].

1.5.3 Ponp wuromp4atoil snekTpoHeWpomuorpadun B BepHPHUKAIUN ypPOBHS

ITOPAXEHUSI MOTOPHOW MUHTErPalliu

OnnnM u3 HagexHblx MeTonoB DOHMI-nmuarHoctuku ypoBHs nopaxenus [IE
sBsieTcs uronbuatas DHMI [376].

Hanubii Bua OHMIT xapaktepu3yeT 3JIEKTPUYECKYIO aKTUBHOCTH MBIIIEYHBIX
BOJIOKOH, OpraHU3alliio U B3anMoeicTeue padotsr JIE [81-83].

3anuch u aHanu3 akTuBHOCTH JIE BKItouaror ciemyromrue stansl [42, 59, 226]:
W3YYEHHE CIIOHTAHHOW AKTUBHOCTH B pEXHUME peructpauuu urosibuaron DOHMI' B
COCTOSIHMM TIOKOSI (JI0 M TOCJie TPOBEICHUS HArpy304YHBIX MPOO) U PErucTparus
noTeHyanoB asurareiapHoi eauuuipl (ITE) B pekume cimaboro J103UpOBaHHOTO
IIPOU3BOJIBHOTO HANIPSIKEHUSI UCCIIEAYEMON MBIIIIIBI.

OcHoBubIMU TlapameTpamu [1/1E SBISIOTCS UX IITUTEIBHOCTD U aMIuiuTyaa [528].
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JumrensHocTs IIJIE (MC) — BpeMs pa3BUTHS MOTEHIMAIA OT HayaJla OTKIOHEHHUS
JI0 TIOJTHOTO BOCCTAHOBJICHHUS HYJIEBOM JIMHUU (T. €. OT Hayaja MpeICIailkoBOM YacTu 10
OKOHYaHHS MMOCTCraikoBoi yactu) [82, 83]. Juurensnocts I11E omnpezenser ypoBeHb
HOpaKeHUs mepudepudeckoro HeipomoropHoro anmnapara [623]. Ilpu 3ToM ocHOBHOE
BHUMAaHHE YIENSIETCS CpellHeld BEIMYMHE JIUTEIbHOCTH 18—25 3aperucTpupoBaHHBIX
[T1JIE, u3aMepsieMbIX B MWITUCEKYHAAX (AJIs1 KaKA0W MBIIIIBI UMEIOTCSI CBOM BEJIMYHMHBI
HOPMBI, KOTOPBIE 3aBHCST OT Bo3pacTa denoBeka) [40, 286]. JlomyckaroTcss OTKIIOHCHHMSI
BEJIMYMHBI CPETHEH JTUTEILHOCTH OT HOPMBI He Oosee + 12 % [59, 85]. Kak npasuiio,
IIPY HEBPOTEHHBIX 3a00JIeBaHUAX JUTEIbHOCTE [1J[E yBennumBaercs, mpu nepBUIHO-
MBIIICYHBIX 3a00JeBaHusIX — yMeHbinaeTcst [209]. OaHako UMEIOTCS ¥ UCKITFOUCHUS U3
sTOrO IpaBmiIa [226, 528, 542].

Avmutyna IIJIE (MxB) xapakrepusyeT IUIOTHOCTh MBIIIEUHBIX BOJIOKOH,
JIOIIMPYEMBIX HEMOCPEJCTBEHHO BO3JI€ BBOJUMOTO KOHIEHTPUYECKOTO HIOJIHYaTOro
atektpona [528, 533]. Ammauryna IIJIE npu HeBporeHHBIX 3a00JICBaHHUAX, Kak
NpaBUJIO, TOBBIIIEHA W HApacTaeT MapajjiebHO YBEIMYCHHUIO MX JutnTesibHOoCcTH [209,
500]. ITpu mepBUYHO-MBIIICYHBIX 3a0oseBaHusX ammuuTyaa I1JIE moxer ObITh Kak
CHIDKEHHOM, TaK ¥ HOpMaJIbHOM, a nHoTrAa U noBbimeHHoU [209]. [IpuHsaTo onpenesaTh
CPEIHIOI BETWYHHY aMITuTynbl 18—25 3apeructpupoBanubix [1JIE B MukpoBosbTax
[81-83]. B HOpME B CKEJIETHBIX MBIIIIAX CPETHSSA aMIUIUTY/Ia Y B3POCIBIX COCTABIISACT
500-700 mxB, B mprax auma — 200-400 mxB [226, 533]. V nereii ammuutyna ITJE
Heckonbko Hmke (300-500 mxB) [42, 59]. OmnenuBacTcst Takke MaKCHMajbHas
BearunHa amiuiatyabl IJIE, BeisiBiieHHas B oOcieayemoi mbimine [59, 243]. B Hopme B
OOJILIIMHCTBE MBI OHa HE mpeBbimacT 1500 MkB, omHaKo B caMBIX JAUCTaIbHBIX
MBIIIIAX OHA MOXKeT ObITh BhImIe (1600-1800 MxB) [236, 279]. V neteit makcuMaibHast
amrmutyaa IIJIE we momkna mnpesbimath mnokazarens 800-1000 vxkB u  Takke
KOppeIupyeT ¢ Bo3pacToM pedbenka [209].

®opma IT/IE, no onpeneneHuto Beaymux HEHpoGU3M0IOroB, TUarHOCTUYECKOTO
3HAYCHUS HE TPEJCTABISET U OIEHUBAETCS TOJHKO IO KOJIMYECTBY (pa3 B MOTEHIHAIE
[83, 542]. B nopme I1JIE, xak nmpaBuiio, umeeT 3 ¢asbl [226, 623]. Eciou ITJIE umeet 5 u

Oonee (bas, OH pacCOCHUBACTCA KaK HOJ'II/I(I)aSHBII\/’I, 4TO YKa3bIBA€CT Ha HN3MCHCHHC
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crpykrypbl JIE B mbimie [20]. [Ipu 3ToM He mMeeT 3HaueHUsI, CKOJIBKO HMEHHO (a3 B
NOTEHIMaNe, BaXHO JIMIIb OTMETUTh MPOIEHT TNoJu(a3HbIX MOTEHIIHUAJIOB,
3aperUCTPUPOBAHHBIX B MBIIIIE B Mpoliecce ee odcaenoBanus [59, 81]. IToaudaznocTs
[MJIE sBisieTcss KOCBEHHBIM MpH3HaKoM HapymieHus crpykrtypel JE [59]. B nHopme
yrcio nmomdaszueix [1JIE He npesoimaet 15 % [103, 533].

AHanu3 CHOHTAaHHOW AKTUBHOCTHU MBIIMICYHBIX BOJIOKOH OIICHMBACTCS B JBYX
COCTOSIHUSIX: TP TTOJTHOM PaCcCIa0JICHUH MBIIIITBI IJIsT OIEHKH BO3MOYKHOU CTIOHTAHHOM
aKTUBHOCTH W TIOCJE ee Jo3upoBaHHOro Hampspkenus [209]. B Hopme crioHTaHHas
aKTUBHOCTH MBIIIICYHBIX BOJIOKOH He peructpupyercs [82, 278]. [Ipu naronorun Moryt
onpeneNsIThCsl GEHOMEHBI CHIOHTAHHOW aKTUBHOCTH B BUJIE TTOTCHIIMAIOB (PUOPUILISAIIUU
(I1d), monoxutenbHbIX ocTpbix BoJH (IIOB), morennmanos dacuukynsmuu (I1DLY),
CHUHApPOMA TUTIIEPAKTUBHOCTH JABUTATEIBHBIX CIUHHII, ICEBIOMUOTOHHUECKUX Pa3psIOB,
MHOTOHHYECKHX pa3psaoB [83, 209].

[Ipu wuccnepoBanum Mbln manueHToB co CMA, kak NpaBWilo, CIIOHTAHHAA
aKTUBHOCTH npeactasicHa B Buae I[1DI], T1d, ITOB [59, 226, 286].

[IDI] — nposiBiIeHUE CIIOHTAaHHOW aKTUBHOCTH Bcex JIE, moaTomy ero napamerpsl
uaeHTuuHbl napamerpaMm [IJIE (mauTenbHOCTh, aMIUIUTYAa, BO3MOXKHOCTh MOJU(da3un)
[40, 243]. TI®I] HepUTMHUYHBI, aKYCTHYSCKH MPEJACTABIAIOT COOOW TPOMKHU TITyXOit
3BYK («ImedyataHme 1o KapToHy») [59, 528]. B psme pabGor [59, 236, 376]
auarHoctuyeckas  neHHocte  IIDIL[ aguckyrupyercs, Tak Kak OHM  MOTYT
PETUCTPUPOBATHCS KaK TMPU HEUPOHATHHOM, TaK M TMPU aKCOHATHHOM MOPAKEHUHU.
BMecTe ¢ TeM B Hacroslee BpeMsi HU Yy KOrO HE BbI3bIBa€T COMHEHUM, 4TO [IDI]
MPOSIBIISIIOTCSL YK€ Ha CaMbIX PaHHUX CTaIUSX MOBPEKICHHUS MOTOHEHPOHOB, €IIE /10
TOr0, KaK HAUMHAIOT NMPOSBIATHCA 3HaunMble nuaMenenus [1J1E [20, 31, 40, 59].

ITIOB mnpencrapisitoT co00il MOTEHIMAT C PE3KUM IMO3UTHUBHBIM OTKJIOHEHUEM
(BHU3) OT M30JIMHUH M TIOCIEAYIOIINM MEJJICHHBIM BO3BPATOM K M30JMHHUH, OTPaXKaeT
TSOKECTh ~HEBPOTEHHOTO MOpakeHus wucciaeayemoit wbimmbl  [39, 352, 375].
JlmarensrocTs T1OB cocraBnsier ot 1,5 no 70 mc (cpennee 3nauenue 11,0 £10,6 mc
[384]), ammutyna — ot 10 mo 1800 mMxB (cpemnee 3nauenume 131 + 163 mxB [500,
542]), yactora — ot 1 g0 30 I'1 [284] (Pucynok 1.3).
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Pucynok 1.3 — ITonoxutenbHas octpas BojHa [83]

[I® umeror pmutenbHOCTh 1-5 Mc, amrmmutyny 100-200 MxB u moctatouHo
putMuuHy0 YactoTy paspsgoB 1-30 I [81], mpu ycuneHMM W TPOCITYIIMBAHUH
HAIIOMHUHAIOT 3BYK «MHYyIIerocs nemiodana» [82, 623]. Yeennuenue amrumtyapl [1O
(6onee 150 MkB), Kak W 4acTOThl MX pazpsaoB (mo 50 '), mpoucxoguT mo mepe

yIIyOJICHUST MEOTEHHOTO MOBPEKICHUS MOTOpHO# mHTerpanuu [59, 85] (Pucynok 1.4).

k acwmas IED =,
20 pac

Pucynok 1.4 — [Notenman ¢pudpmnisiiuu [83]

Psan kIMHUYECKUX CHUTyalUid JOBOJBHO YOEIMTENbHO CBHUAETEIBCTBYET O
MHOTOTPAHHOCTH HaJW4us U BBIPpAXEHHOCTH crioHTaHHOW aktuBHOcTH [ID m [IOB,
00yCIIOBJIEHHOM TSDKECThIO 3a00J€BaHUS, AJIUTEIBHOCTHIO MATOJOTUYECKOTo Mpoliecca

U [IyOMHOM MopakeHus nepudepruuecKoro HepoMeiiieyHoro ammapara [59, 209, 528,
533, 633].
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B xome wuccnenoBarensckoil paboThl OBUIO YCTaHOBJEHO, YTO Ha CTaauu
HAYaJbHBIX TIATOJOTMYECKHX W3MEHEHUH CTPYKTYp HEUPOMBIIICYHOTO AarmapaTa
TUNUYHBIME sBiistroTest [1D [209].

B 10 ke Bpems cnioHTaHHas akTUBHOCTH B Bujie [IOB npencTaBieHa B MEHbIIIEM
qpClie TPYNI MBI WU BO BPEMEHHOM JHAla30HE BBIABISETCS Ha OoJiee IMO3THUX
CTaJIUsAX MmaToyiormdeckoro mnporecca [500, 542, 577].

B psne pa6or [40, 103, 279, 286] obOcyxmaercs He3HauuTelbHOE yuciio [1D u
[IOB B mnpeoGiagaroiieM TMPOLEHTE MBI, SBISAIOIICECS CIEJACTBUEM OoJiee
PacTSHYTOTO BO BpeMeHH (DOPMHUPOBAHKS ATOJIOTHUYECKOTO MpoIiecca.

[1® npu HEBpOreHHBIX 3a00JEBAHUAX ABTOPAMU OIUCHIBACTCA KaK IMOTCHIUAT
OJTHOTO  JCHEPBHUPOBAHHOTO  MBIIICYHOTO  BOJIOKHA, KOTOPOE€ MOXET OBITh
PCUHHEPBUPOBAHHBIM M BOWTH B cocTtaB aApyroit JIE [83, 542].

[Ipu nmepBuYHO-MbIIIIEUHBIX 3a00seBaHusX 11D mpeacrasisier coOoil MOTEHITUAT
MBIIIIEYHOTO BOJIOKHA, TIOBPEXKIECHHOTO KAKWM-TO TATOJIOTHUYECKUM  IPOIIECCOM
(BocmasieHue, (¢parMeHTanus, paclIeIJIeHue) U BCJICACTBHE OTOTO JIUIIEHHOTO
HepBHOTO KoHTpouis [209, 528]. Ilpu maHHbIX marosorusx Hannuue [1D ykaspiBaeT Ha
TEKYIIHHA XapakTep mporecca [59].

Hanuuue ITOB, corinacHO MHOTOYMCIEHHBIM MCCIEIOBAHUAM, 3TO, KaK MPaBUIIO,
MPU3HAK THOCIH OJHOTO WM HECKOJBKUX PSAAOM JICKAIMUX MBIIIEYHBIX BOJIOKOH,
KOTOPBIE 10 KAKUM-TO MPUYUHAM He ObUH penHHepBupoBaHsl [352, 405, 542].

B xaxmoit obcneayeMol MBIIIIE PEKOMEHIYETCs MPOBOAUTH IOJCUYET YHuCia
3apeructpupoBanHbix [1® u [TOB [405, 476]. Uem Oombiiie 3apeructpupoBano 11D B
MBIIIIE TPU HEBPOTECHHBIX 3a00JICBaHMAX, TeM OOJIbIIe CTEMEHb e¢ JacHepBaluu [82,
83]. Yem Oombinie BoisBIeHO B Mbimnne [TOB, Tem 0oJjbllle MOrMOIIMX MBIICUHBIX

BOJIOKOH [81].
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1.5.4 Bo3moxHOCTH 3JeKTpoHEeHpoMUOrpaduu B OIICHKE XapakTepa TEeueHUs

3200J1€BaHUsA

3acnyKuBalOT ~ BHUMaHHMs  (QyHIAMEHTaJlbHble  pabOThI,  MOCBSILIECHHBIC
JUIMTEIbBHOMY  JIMHAMUYECKOMY HAOJIOJIEHHUIO 32 Pa3BUTHEM MaTOJOTUYECKOTO
npolecca B MbIIIax y OOJBIIONW IPyNIbl MNAllMEHTOB C PA3JIUYHbIMH KIMHHUYECKUMU
BapUaHTaMU MOPAKEHHUSI MOTOHEHWPOHA CIMHHOINO MO3ra, BHECUIME CYIIECTBEHHBIN
BKJIaJl B CETOJHAIIHEE MPEACTABICHUE O KOPPEJSIUUU CTENEHU MOPAKEHHSI MBI U
BesiBIsIeMbIx DHMI-m3menenusx [40, 59, 82, 85, 243, 286].

Ha  panHux »9ramax  HeWpoHaIbHOrO  MOpaKeHUS  (QYHKIMOHAJIbHAsS
HETOJTHOLIEHHOCTh MOTOHEHPOHOB MPUBOAMUT K TeKylel neHepBauuu [243, 286], mpu
3TOM uTenbHOCTh [IJIE B OTHENBHBIX MBIIMIIAX MOXeT yMmeHbinatbes [40, 59], a
ammututyaa [1/1E napacrats [59]. Ha aTom stane GUKCHUPYIOTCS eTUHHYHBIC (DEHOMEHBI
cnonTtanHoi aktuBHOcTH B Buae [ID, TIDI[ [209]. 'mcrorpamma COOTBETCTBYET
| (pexe 1) DHMI -cTanuu nenepBaninoHHO-penHHEpBainoHHOro nporecca (JPIT).

| cragus JIPII mpencraBneHa TakuMu xapaktepuctukamu [59, 81-83]:

— CIIOHTAHHAsI aKTUBHOCTb MO>KET OTCYTCTBOBATh;

— rucrorpamma pacupenenenus II/IE mo anurensHOCTH CABUHYTA BJIEBO 32 CYET
ymeHnbluenus /IE;

— yncno noaudaszusix [IJ[E MoxeT HapacTath;

— cpennss amrummtyaa H/IE camxaercs;

— cpeansisa quteabHocTh [1/IE cHmkena va 12—20 % B cpaBHEHUU ¢ HOPMOM.

Il cramus JIPI1 xapaktepusyercs cieayromum [59, 81-83]:

— CIIOHTAHHAsI aKTUBHOCTh OTCYTCTBYET;

— TUCTOTPaMMa XapaKTEePU3yEeTCsl 3HAYUTEIbHBIM CIIBUTOM BJIEBO;

— nonudasus [1JIE MoxxeT yBennuuBaThCs;

—cpeansis ammuutyna IIJIE rpy0o cHUKaeTcsi MM COXpaHseTCs B Mpejeax
HOPMBI;

— cpeanss quuTenbHOCTh [IJIE yMeHblaeTcs OTHOCUTENBHO HOpMBI Ha 21 % u

oouee.
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[To mepe mporpeccupoBanus HelipoHomatun HaOmoaaercs ykpynaenne [1JIE mo
mmTenbHocTd U ammuutyae (Pucynok 1.5), yBenmuueHue mporieHTa mnoiaudasuu U
(eHOMEHOB MAaTOJOIMYECKON CIIOHTaHHON akTUBHOCTH B Buze I1®, [TOB, I1®I] [85,
236, 243, 286]. I'ucrorpamma pacnpezeneHusi yBenuuuBaetcs, ¢opmupyercs -1V
OHMI -craaus JPII [59, 81-83].

B 3aBHCMMOCTH OT CTENEHH BBIPAKEHHOCTH HEMPOTCHHBIX U3MEHECHHUU BBIICIISIOT
[11a u Illb ctaguu [59, 81-83]:

—Illa  cramus  JAPII  xapaktepusyercs  «pacTSHYTOW»  THCTOTpamMMOM
MPEUMYIIECTBEHHO B CTOPOHY YKOPOYEHHBIX MOTEHIMAIOB, B MBIIIIE BBISBISIIOTCS U
YMEHBIUIMBIIMECS B PE3yJbTaTe ACHEPBALUM, U YKPYIIHEHHbIE IpU penHHepBanuu JIE.
To ecTh 4acTh MOTEHIMAJIOB MO JJIUTEILHOCTH OTKJIOHSETCS 3a MpeJieibl HOPMBI Oosiee

yem Ha 30 %.

CnuHanbHaga amMuaTpons

Pucynok 1.5 — Mexanu3sm renesa I1JIE npu HetiponaibHoM mopakenuu [81]

— b cragus JIPII npeacrasiena 6ojee akTHBHBIM IIPOLIECCOM PEMHHEPBAIUH U,
COOTBETCTBEHHO, yKpynHeHuem JIE. Hapsaay ¢ ToM ke pacTsSHyTOCTBIO TMCTOTPaMMBbI
cpenuss qmrensHocTh IIJIE Oyner ompenenatbes npeoOiaJaHUEM HOTEHILUANIOB C

OoJipllleld  JIUTEIBHOCTHIO. B gaHHOM ciydae, e€ciud yBEIMYEHUE CpeaHen
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JUTUTEIIBHOCTU cOCTaBUT OoJiee 12 % ot HopMbI, ogHO3Ha4HO onpenensercs 116 cramus
nporiecca. Ecim cpenusst nmutensHocTs [1IE B ucciaeayemoit Mpliiie 61m3ka K HOpMe
(12 %), pemaromee 3Ha4YCHHE NMpHOOpeTaeT rHcTorpamma pacnpexaeinenus ITJE mo
JUTUTEIIbHOCTH, @ UMEHHO — €€ PaCTSIHYTOCTh U CIIBUT BripaBo. Yucio nonudasusix [1JIE
HapacTaer.

IV cragus JIPII otpaxkaer nanepHeiimiee ykpynHenue JIE, oHa BkItodaeT
CJIEAYIOIINE TOKA3aTEIU: CIIOHTaHHAs aKTHBHOCTD, KaK MPAaBUIIO, PETUCTPUPYETCSA, €CIIN
MPOLIECC JECHEPBALUM HE 3aKOHYEH; TMCTOrpaMMa CJIBUHYTa BIIPABO, HAPACTAET YUCIIO
nonudazubix [IHAE; cpennss ammuryaa [1/IE moBbeimaercs; cpenusis AIUTETLHOCTD
[TIE yBenmuuena va 21-40 % oT HOpMaTUBHBIX MTOKA3aTEIECH.

B nanbHelieM BeiiecTBUE TEKYILEH MPOrpecCUpyromieii ruoei MOTOHEHPOHOB,
IPOUCXOTUT TEepPerpy3ka COXpPaHHBIX AKCOHOB MBIIICYHBIMU BoJokHamu [209, 226,
352]. Ha snextpoMHuorpaMMe OTMEUACTCS 3HAYMTEIHHOE YBEIIMUYCHHUE JIIUTEIBHOCTH,
ammuuty el dasHoctu [IJIE ¢ tpancdopmanueit B «rurantckue» [1J1E, peructpamueit
«OypHOI» crnoHTaHHOM aktuBHOCTH B Buae I[1OB, TI®, TIDIL[ [405, 476, 542]
(Pucynok 1.6).

— N

IEDD e
20 pc

Pucynok 1.6 — ®opmupoBanue «rurantckux» [1JIE npu Hetfiponomnaruu [83]
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IIpencraBiennsle pEe3yJIbTaThI IMPOKOMACIITAOHBIX MHOTOJIETHUX
HCCIICIOBAaHUM B pa3HbIe Mmepuojibl BpeMeHu [59, 82, 286] mo3Boauin OTMETUTh, YTO
nporecc nepectpoviku JIE npu HEMpOHONATUN HAYMHAETCA JOCTATOYHO PAHO U B pAJNE
CllydaeB MOXKET orepexarb (pOpMUpOBaHUE KIMHUYECKUX CUMIITOMOB 3a00JI€BaHUS.

B To xe BpeMsi Bce akTHBHEE OOCYKJAIOTCS YaCTHBIE W OOIIME MPOTUBOPEUUS
npumeHuTenbHO K OHMI-manHbeiM mipu  omneHke 3(PGEKTHBHOCTH TEpanmuM Ha
pa3JIMUHBIX dTanax 3a0osieBaHus. 3acinykuBaeT BHUMaHus coobmienue C. C. Hukutuna
[85], rme moOmpPOOHO paccMOTPEHBI OCHOBHBIC TOJOXKEHHUS APPEKTUBHOW H
Hed(pdexkTuBHOM perHHepBauuu. B nepBoMm ciiyyae JHMI -niokazarenu COOTBETCTBYIOT
KJIIMHUYECKUM TOKa3aTeNsiM B BUJE YMEHBIIEHUS BBIPAKEHHOCTH Mape3a, BO BTOPOM
cllydae — OTMEYAETCs CYIIECTBEHHAs! KIMHUKO-HEUPO(PU3UOIOrnyecKast JUCCOLMALIHS:
IIPM HapacTaHWKU cUMNTOMOB nape3a DHMI -npu3Haku perMHHEPBALUK NPEICTABICHBI
MaKCHUMAJIBHO.

Takum  00pa3oMm, TPOBEACHHBIM  aHANWU3  JIUTEPATYPhl, TMOCBAIICHHOU
kinHndeckon OHMI', oTpaxaer NpOTUBOPEUMBBINA XapakTep KOPPEISUUU TAKECTH
kinHnyeckux 1 DHMI-ipu3HakoB Ha pa3IWyHBIX dTanax 3abojieBanus. B 3Toi cBs3u
HE0OX0IMMO JalbHelIlIee U3y4YeHNE MEXaHU3MOB HEHPO(PHU3NOIOrMYECKUX U3MEHEHUIN
npu paznuuHbix TUnax CMA U COMyTCTBYIOIIMX YPOBHSIX MOPAKEHUS MOTOPHOM
MHTErpallid C KAueCTBEHHOW M KOJUYECTBEHHOM OIIEHKON HEeWpOPU3MOIOTUYECKUX

IIapaMeTPOB B TMHAMUKE.
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1.6 Bo3moxHOCTH U MEPCIICKTUBbI MCANKAMCHTO3HOI'0O U HCMCIAUKAMCHTO3HOI'O

JICUCHUA CIIMHAJIBHBIX MBIINICYHBIX anO(l)I/II‘/’I Ha COBPCMCHHOM OJTalIC

1.6.1 Koppekuust ABUTATENbHBIX HAPYIIEHUH U KOCTHO-CYCTAaBHBIX HapyUICHUHN y

JIeTel CO CIIMHAIBHBIMU MBIIICYHBIMU aTPOPHUIMU

CMA — HeilpoaereHepaTuBHOE 3a00JI€BaHUE, TPEOYIOIEe MEXAUCHUIUTMHAPHOTO
IoJIX0Ja K Kypamuu moo0HbIX 0oybHbIX [113, 244, 250]. YOeauTenbHbIC JOCTHKCHHS
B MOHUMaHUU MoJieKyisipHoro reHeza CMA u B 00JacTM T€HETUYECKUX METOJIOB
BO3/ICICTBHS Ha 3a00JIeBaHKE, K COKAJICHUIO, HE COOTHOCSITCS C TIOJJOOHBIM IPOTPECCOM
B 00JIacCTH Kypaluy, HApPaBJICHHON Ha MPEAyNpekACHUE U 3aMeJICHUE OCI0KHEHUN
npu CMA [128, 190, 585, 658]. MexnyHapoaHbIli KOMUTET 1O CTaHIAPTaM JICUCHHSI
oosbHBIX co CMA 0511 00pa3zoBan B 2005 roxy [244]. Ero uenbto 6110 (hopMUpoBaHHe
IPAKTUYECKUX MHCTPYKLUUN 711 KIMHUYECKOTo COMPOBOKAEHUs nanueHToB co CMA B
COOTBETCTBUU C YPOBHEM (DYHKIMOHAIBHOTO COCTOSHHS TMAIMEHTOB («CHIsUue
OOJIBHBICY, «IeKAUUE OOJBHBIEY, «XOSTINE OOJILHBICY).

Ha ocHOBaHMM MHTErpUPOBAHHOTO MOAXO0/A K PEUICHUIO TIOCTAaBJICHHON 3aJauH,
ONMHpasACh HA METOJ AKCIEPTHBIX OLEHOK Jlenbdu, ObUM pa3paboTaHbl U BHEIPEHBI B
IPaKTHYECKOe 3APaBOOXPAHEHHWE TPOTOKOJbHBIE PEKOMEHIAIMU 10  Kypaluu
nanueHToB co CMA [244, 360, 391, 467].

Jls manueHToB 0e3 HaBBIKOB CHICHHS JKCIEPThI PEKOMEHIYIOT MpPUMEHEHHE
BCIIOMOTATENbHbIX OPTONEAMYECKUX CPENCTB, BKJIIOYAs aJalTUBHbIC WHBAIUIHBIC
Kpecina i odecredeHusi MOOMIIbHOCTH, OpTe3upoBaHue KoHeuHoctel [98, 345, 481].

JI7is ManMeHTOB ¢ HAaBBIKAMHU CHICHHS aKTyalbHO HCIOJIh30BAaHUE WHBAIHIHOTO
Kpecna i NepeIBUKEHUS, JIEYeHHE KOHTPAKTYp U BKIIIOUEHUE B peaOMIUTAllMOHHBIN
IpoIIeCC Pa3IMYHbIX MeTOAUK (husnoTepanuu [273, 468, 605, 614].

J7is maneHToB ¢ HaBbIKAMU XOAbObI IPUOPUTETHBIMU SIBISIIOTCS (PU3UOTEpATUS

¥ MCIIOJIh30BaHKE 10 MIOKAa3aHUSAM HHBAJIMIHOTO Kpeca [177, 488].
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CnaboCTh MBIIII Pa3IMYHON CTENIEHU OTPAHWYMBACT JBUTATEIHHYIO ()YHKIIHIO
TYJIOBUILIA W KOHEYHOCTEH, 4YTO COIpPSKEHO C (QOPMUpPOBAHUEM HEHPOTEHHBIX
KOHTPaKkTyp, pa3BUTHEM  pa3Nu4HbIX  jAedopManuii  MO3BOHOYHOTO  CTOJOA,
OCTEOIOPO30M W CBSI3aHHBIX C HHUM II€PEIOMaMH, PE3KUM OTpaHWYeHUEM (YHKIHH
camoobciyxuBanus [98, 99, 291].

OTtnenbHBIC aBTOPHI CrHOATENBLHBIE KOHTPAKTYPHI PACIEHWBAIOT B KOHTEKCTE
BIUSIIOIINX HA WHBAIAIU3AINIO BEAYITUX (PAaKTOPOB, pa3BUTHE KOTOPHIX YCUIINBACTCS B
nepuoel runo- / aquaamuun [99, 245, 262, 322]. OnucaHbl KIMHUYECKHE CUTYaIUH,
JIOBOJIGHO yOETUTEIHHO CBHUACTEIBCTBYIOIINE O 3HAYNWTEIHLHOM CHIDKCHHHM KadecTBa
JKU3HM BCJICJICTBUE BBIPAKEHHOrO0 OOJIEBOTO CHHIPOMAa U IPOTPECCUPYIONIETO
dbopMupoBaHus crudaTeTbHBIX KOHTpaKkTyp [350, 468].

He MeHee BaXHbIM KOMOPOMIHBIM CUHAPOMOM Yy manueHToB co CMA sBusercs
CKOJIMOTHYECKas aedopmaliisi mo3BOHOYHUKA, BbIsiBisieMast y 75—80 % marueHToB co
CMA 2 u 3 tuma [262, 489, 614]. Ckoino3 NpPUCOCIUHACTCS HAa PAHHUX CTaIMIX
3a00JIeBaHUSI U UMEET HEYKIIOHHO Mporpeccupyromuii xapakrep [7, 274]. Ilpumepno y
1/3 manmeHTOB pa3BuBaeTcs kugo3 rpyanoro otaena [377, 378].

Benymue oskcmeptet SMA  Care  Group pekoMeHAYIOT — 00s3aTeNbHOE
o0cIie/IoBaHUE MMO3BOHOYHMKA KaK YacTh IIAHOBOTO KIIMHUYECKOTo ocMoTpa [385]. Ipu
MOoAO03pEHUH Ha KU(POCKOJIMO3 MOKazaHa peHTreHorpadusi MO3BOHOYHOTO CTOJI0a B
npsAMO ¥ OOKOBOM TPOEKIMSAX B BEPTHKAIBHOM TOJOKECHUU (CUISA, €CIh PEOCHOK
CHIYMHA, CTOS y amOynaTopHbiX OoibHBIX) [378]. Ilpu ckommose >20° mokaszaH
KOHTPOJIb KaKJIble 6 MECSIEB 10 JOCTIKCHHUS 3PEIIOCTH CKElIeTa M OJUH pa3 B TOJI
nocie ero poctmwkenus [393].

B otnmensHbix coobmenusx [298, 320] yOeauTenapbHO NPOACMOHCTPHPOBAH
MOJIOKHUTEIBHBINA 3(P(GEKT MPU MPOJOHTUPOBAHHOM MPUMEHEHUU OPTE30B JJIS CITUHEI,
0COOEHHO y BBICOKOPOCIBIX JeTei. B TO e BpeMs eIMHOTO0 MHEHUS B OTHOIIECHUU
MIPEUMYIIECTBA MCIOIb30BAHMS JKECTKOTO MIJIM MSTKOTO KOpPCETa Il CIUHBI CPEIu

OpTOIIEZIOB, PEaOUIUTOJIOTOB U (PU3MOTEPAIIEBTOB JOCTUTHYTO He ObuT0 [196, 299, 377].
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CoryacHO WHTEPHAIIMOHAIBHBIM PEKOMEHIAIMSIM, MHOTONPO(HIBLHBIA ITOIX0.
peabUIUTAIIMOHHBIX MEPOIPUSTHIA Oa3upyercs, MPeXkIe BCEro, Ha (PYHKIMOHATHHOM
COCTOSIHHMHM TatenTa [217, 271, 479].

[TaruenTam Oe3 HABBIKOB CHACHHS PEaOMIIMTAIIMOHHBIN YXOJI PEKOMCHIOBAaH B
paHHEM BO3pacTe M BKIIOYACT MPUMEHEHHE TEXHHUECKUX OPTOMEINICCKUX CPEICTB AJIs
(YHKITMOHATBLHOW aJalTalllH, a TAKKe UCII0JIb30BAaHNE TTOIBIKHBIX TOJICTABOK IS PYK
WIH TIOJJICPKUBAIOIINX ITOBS30K, HAIPABICHHBIX HAa YBEJIMYCHHWE aKTHBHOW OOJIACTH
JIBYKCHUA M yIydIICHHE MX (PYHKIIMOHAIBHBIX BO3MOXKHOCTEW, HAKJIAJbIBAHUE IIUH
JUTSL COXpaHCHHMSI TMana3oHa JIBIKEHUI 1 podunakTuku ooneit [25, 46, 479, 502].

B ormenpHbIX myOnukamusax [548, 619] HAcTOATENBHO PEKOMEHIYETCS
COOJTIOJIaTh OCTOPOKHOCTh TIPH HA3HAYCHUH OPTE3MPOBAHUS BEPXHUX KOHEUHOCTEH,
MIOCKOJIbKY TIONBITKA HEKBAIM(DHUIIMPOBAHHONH KOPPEKIIMH IOCTYPAIbHBIX HAPYIICHHMA
OPTONEUYECCKIMH METOJAaMH MOTYT TPUBECTH K 3HAYUTEIHPHOMY CHIDKCHHUIO
(YHKIIMOHAJIBHOCTH.

JIJIs MalMeHTOB C HaBBIKAMU CHJICHUS TAKTHKAa BEJCHUS HaIPaBJICHA, MPEKIE
BCEr0, Ha KOHTPOJIb KOHTPAKTYP U PETYJISIPHBIC YIPAXHEHUS C IPOTPAMMaMH PACTSKKU
U OpeiicHHTa JUIS COXPaHEHHUs MOJBMXKHOCTH cycTtaBoB [579, 615, 633]. IlpemnoxkeHa
METOJMKa STAllHOTO TUIICOBaHUS MpH KoHTpaktypax [371, 468]. JlanHas Mmertoauka
O0COOCHHO aKTyaJlbHa MPH 3aHATHAX MO (POPMHPOBAHUIO (PYHKIIMH BEPTHKAIH3AIUHN Y
naruenTta [277, 381]. Ctparernueckue moaxoabl K BeeHno 00JbHBIX CMA BKITIOYArOT
peryJIIpHBbIC YIPKHEHUS, HalpaBlicHHbIC Ha Mojuepkanue (usmdeckor (Gopmbl u
MOBBIIIICHUE BBIHOCIIMBOCTH TMAIlMCHTA, M THUIAPOKUHE30TEPAINIO, aJalTHBHBIC BHJIBI
cropta [5, 41, 74, 129, 531].

A. Lewelt ¢ coaBropamu [518] B kauecTBe JeueOHOro MOAX0Aa I OOJNBHBIX C
HaBbIKAMH CHJICHUS PacCMaTPUBAIOT NPHMEHEHHE OOJIETYCHHBIX HaJIKOJCHHUKOB,
PEIMIPOKHBIX BBICOKUX OPTE30B JUISI CTOSHHUS M XOIbOBL. B Tex ciydasx, kKormga 3To
sarpyaautenbio, J. M. Cuisset ¢ coaBropamu [511] pekOMEHIYIOT HCHOIb30BaHHUEC
BEpPTUKAIM3aTOPa WM MOOMJIBHOTO CTEHJEpPa COBMECTHO C OpTE3aMHU Ha KOJCHHBIC U
TOJICHOCTOIIHBIE CYCTaBbl M cToIly. OpTOneAnYecKne MPUCIIOCOOJICHUS IS BEPXHHUX

KOHEUHOCTEH ¢ MOOMJIBHBIMH noacraBKaMum i pPyK HIK  HCIIOJbB30BAHHC
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MOJIICPKUBAIOIIUX TOBA30K-TIOABECOK ISl yIEp)KaHHWS KOHEYHOCTH CYIIECTBEHHO
YBCIIMYUBAIOT 00bEM aKTHUBHBIX IBMKCHHHA M (DYHKIMOHAIbHBIE BO3MOKHOCTH [479,
613, 654].

[Ipobnema mnpexynpexaeHUss U 3aMeUieHds aedopMalvyd MO3BOHOYHUKA C
MOMOIIbIO OPTOMEANYECKUX MPUCIOCOOTICHUIN TPEeICTaBIIeTCS JIOBOJIBHO CIOKHOW U
najekor ot pemenus [47, 48, 76, 181]. [ns paspemieHus 3THX 3aqad BEIyIIUe
akcneptsl [282, 464, 605, 614] pexoMEeHAYIOT WHAWBUIYATHHO CKOHCTPYHPOBAHHBIH
OpTe3 JJIsl CIIUHBI, TPEAYIPEKIAIOIINNA TaTbHEeNIIee UCKPUBIIEHHUE TO3BOHOYHUKA. B TO
K€ BpeMsl HMEIOTCS COOONICHUS O HEAOCTaTOYHON HS(P(EKTUBHOCTH MOJ00HOM
meToauku [274, 377].

Y manmMeHToOB C HaBBIKAMU XOABOBI KOCTHO-CYCTaBHBIE JehOpMaIldu OMOPHO-
JIBUTATETILHOTO ammapaTa pa3BHUBAIOTCA IO MeEpe MPOrpeccUpoBaHMs 3a00JIeBaHMUS,
HamOoJiee OTYETIMBO TMPOSIBISASCH B TEPHUOJ IIOJIOBOTO CO3PEBAHMS, TPU ITOM
(YHKIIMOHAIILHBIE OTPAHWYCHUSI CTAHOBSTCS OIPEIEICHHO BBIpaKeHHBIMH [25, 371].
KoHTponb aMIIMTyabl JBUKEHUN CYCTaBOB U JeOopMaivyd IMO3BOHOYHOTO CTOJI0A
SBJISIIOTCS. ~ TPOTHOCTUYECKH  3HAYMMbIMH  (akTOopaMu,  BIUSIONMIUMH  Ha
(YHKIIMOHATBHOCTh, KaY€CTBO XU3HHU, TaAKUM OOpa3oM Npeaonpenesss TadbHeulnne
I[EJIeBbIE  KIMHUKO-UHCTPYMEHTAJIbHBIE OPTOINEIUYECKUE OOCIeOBaHUS B OTOM
Hanpasienuu [129, 217, 291].

C. K. Eprymenko ¢ coaBropamMu [42] akUeHTHpYIOT BHUMaHUC Ha
HEOOXOJMMOCTH PETYJSIPHBIX OCMOTPOB (pr3noTepaneBTamMu u uHCTpyKTopamu JIOK ¢
IEIbI0  ompenesieHusT oObeMa HEOOXOAUMBIX BCIIOMOTATENIbHBIX CPEJCTB IS
MOJMJICP)KKH TPU  TIEPEABUKEHUHU, aAJaNTUBHOTO OOOPYIOBaHUS, TO3BOJISIFOIIETO
MaIeHTaM JOJITOBPEMEHHO COXPAHSITh HABBIKA CaMOOOCITYKUBaHHSI U MOOUITLHOCTH.

Pentrenorpadus apyrux vacteil tena (KpomMe MO3BOHOYHMKA) PEKOMEHIYETCS
IPY TIOBPEKIEHUSX OTIOPHO-IBUTATEIHLHOTO arapaTa B pe3yibTaTe Pa3pbIBOB MBIIIII,
HECYACTHBIX CJIy4aeB Wiu majaeHui [385].

Haubonee noxazanHbpIM cuuTaeTcss (akT: y TAIMEHTOB, CIOCOOHBIX XOIWTH,

MCHEC IPCACTABJICHA CKOJIMOTHUYCCKAs I[e(l)OpMaI_[I/IH IIO3BOHOYHHKA, YTO B KOMIIJICKCEC
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peabWINTaIMOHHBIX MEPONPHUSATHH TMEPBOOUYEPEAHO  OMpeAesieT He0O0XO0IUMMOCTh
COXPAaHHOCTH (PYHKIIMK XOAb0BI Ha JUIMTEIbHBIN niepuoa [345, 488, 605].

[To MHeHut0 Apyrux aBTopoB [371], mepenBukeHre Ha MHBAIMIHON KOJISICKE TpU
MPEOJIOJICHUH JIJIMHHBIX JTUCTAHIIMN TIOJIOKUTEIBHO BIMSIET HAa MOOWUIBHOCTH U
caMOoOO0CITy>KMBaHHE.

CymectByeTr psa pabor [74, 176, 202, 531, 615], MOCBAIICHHBIX JICUCHUIO
KOHTPAKTyp W TPEAYNPEKICHUIO MECTPYKIIMU CYCTaBOB Yy TMAIMEHTOB JaHHOMN
(GYHKIMOHATIBLHOM TPYIIIBI, BKIIOYAIOIINE PErYJSpHbIC YIPAKHEHUS JJI TOICP KaHUS
¢usnyeckoit  GopMbl M BBIHOCIMBOCTH  (IIaBaHWE,  THJAPOKHUHE30TEparus,
UMIOTepanusi), KOHTPOJIb  MacChl  TeNa, MCIOJb30BAaHUE  BCIOMOTATEIbHBIX
OpPTOTICAMYECKUX TEXHOJIOTHIA B OBITY.

3aciy’)XMBaeT BHUMAaHUS  COOOINCHHWE, TIOCBSIIICHHOE  aJbTEPHATHBHOMY
OOYYEHHMIO BOXJCHHUS aBTOMOOWJISL C aJalTHPOBAHHOM CHCTEMOW YIpaBJICHHUS Kak
YaCTH KOMIUIEKCHOW pPeaOMIMTAIIMOHHON MPOTrpaMMbl COBEPIICHHOJICTHETO IalMeHTA
co CMA [597].

K mnHacTtosimmemMy MOMEHTY HaKaIUIUBAIOTCS pe3yibTaThl paboT, KOTOpHIE
MOCBSAIIEHBl XUPYPTUYECKONW KOPPEKIMHM CKOJMO03a, HAIMPaBICHHOW Ha YIydIlIeHUE
(GyHKIIUYA PaBHOBECHUS M YCTOMYMBOCTU B TIOJIOXKCHHUH CHJISI, BBIHOCIMBOCTH M BHEIITHETO
Buna [274, 377, 489, 614]. CyiecTBYIOT CBHIETEIBCTBA TOIO, YTO PAHHSS OIEparlys
uMeeT Jydrire mocieacteus [489].

CoriacHo pekomeHpaiuii rpymmbel 3kcneptoB SMA Care Group [262, 385],
OIepaTUBHOE JIeueHHEe AehOopMary MO3BOHOYHUKA OCHOBBIBACTCS, TJIABHBIM 00pa3oM,
Ha BenuuuHe yria (T.e. kpuBas yria Ko66a > 50°) u ckopocTH MporpeccupoBaHUs
(=10° B rom). Hpyrue ¢akToppl, TakMe KakK CHUKEHUE JIbIXaTeIbHOU (QYyHKIMH,
nedopmanus pedbep rpyIHON KIETKU, Tuniepkrdo3 U HeOJaronpusTHbIE BO3ICUCTBUS HA
(GyHKIIMOHATFHOE COCTOSIHUE JBUTATEIBHOW cdephl, CMelleHne Ta3a W jaucOanaHc
TYJIOBHIIA, TAK)KE CIIEAYET YIUTHIBATh B KOHTEKCTE PEIICHUS BOTIpOca 00 OrepaTUBHOM
JedeHuy AeopMaIiy IO3BOHOYHOTO cToj10a [177, 263, 345]. ®yHKIIMOHATBHBIE TECTHI
JIETKUX PEKOMEHIYIOT pacCMaTpUBaTh KaK YacTh MPEAONEPAIMOHHONW OICHKH IS

OIpCACICHHUA oO0BeMa OIICPAIMOHHOI'O MW IIOCJICOIICPAIMOHHOI'O PHCKa AbIXaTCIbHBIX
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HapymeHuit [272, 470, 618]. Bbur MOCTUTHYT KOHCEHCYC, YTO MPH aOCOIIOTHBIX
MOKAa3aHUAX K XUPYPTHUECKOMY JICUCHHIO JedOopMalliy MO3BOHOYHUKA OINepaTHBHAS
KOPPEKIIHS T0JDKHA OBITh OTJIOXKEHA 0 JOCTHXKCHHS ISThMH Bo3pacta 4 jet [298, 320,
345, 488].

CrnemyeT OTHECTHCh C OOJBIIEH OCTOPOKHOCTHIO K OIEPATUBHOMY JICUYCHUIO
KH(POCKOJIMO3a y JETe ¢ COXpaHHOM amOyrarueid, TOCKOJBbKY MOIu(pUKAIII
(GYHKIIMOHATFHOCTH, PABHOBECUS W OPTaHOB JBIXaHUS MOXKET IMPUBECTH K TOTEpe
CIIOCOOHOCTH K CaMOCTOSITEIbHOMY Tepeasrxenuto [371, 620, 641].

Benymue oprtomeanl oTMeuaroT, uto y gerer co CMA mnonaBweiBux Oenpa —
JIOCTATOYHO YaCTO BCTpeyaeMblii comyTcTByrommit cumnrom [290, 291]. B To sxe Bpems
nuckoM(opT ¥ 00JIeBOM CHHIPOM TIPH 3TOM COCTOSHUHU TPEACTABICH B CIWHUYHBIX
cinydasix [293, 322]. Hepenmko mocie XUPYyprHYECKOW KOPPEKIMH W OCTEOTOMHHU
IpOUCXOuT MOBTOPHBIH BhIBUX [580, 639]. B 3TOM CBsA3M XUpypruyeckas KOPPeKIus

MOJIBBIBMXA Oellpa HE SBIIACTCSA ONMpPEICISIONIMM HampaBiieHueM Jjedenus [119, 262,

548, 579, 615].

1.6.2 IlpuopuTeTHbICE HANpPABICHUS OSTUOTPOIHON Tepanmuu Yy JETe Co

CIIMHAJIbHBIMH MBIINICYHBIMHA an0(1)I/ISIMI/I

3HAYUTEIBHBIN TIPOrpecc B pa3paboOTKe TEpameBTHUYECCKUX CTPATETHi ITO3BOJIHII
O0OBEIMHUTL ONTUMAIBHYIO IMOMOINb manmueHtram co CMA ¢ mMeromamu JiedeHUS,
KOTOpble (PYHIAMEHTAILHO MEHSIOT €CTeCTBEHHOE TEUYCHHE 3a00JIEBaHMSI, OKA3bIBAIOT
CYIIICCTBCHHOE BJIMSHUE HA TSHKECTh OCIOKHEHHMH M KadecTBO ku3Hm [197, 391, 585,
607, 658].

Kak wu3BecTHO, Bemymmm maroreHeTHdeckuMm acmekrom npu CMA  sBusiercs
neduiut 6enka SMN, BMecte ¢ TeM TeH SMN2 nntakTeH y Bcex nanueHToB co CMA,
U Yy HUX 00bIYHO uMmeeTtcs Oonee ogHoi kormuu SMNZ2, B 3TOi CBA3M albTEpPHATHUBHBIMI
crutaiicuar reHa SMN2 cran akTyanbHOU TepareBTHYECKON MuieHblo [268, 423, 433,

508, 581, 662]. B 3ToM HampaBiieHUH HOBBIH KJIacC CHHTETHYECKHX OJIHOICHIOYCUHBIX
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MOJIEKYJT HYKJICMHOBBIX KHCIIOT, MIPEICTABICHHBIX AHTUCMBICIIOBEIMU
OJIMTOHYKJICOTHAAMH, MPOJIEMOHCTPUPOBAT MHOIOO0OEHIAONINE SKCIEPUMEHTALHbBIE
pe3yNIbTaThl M HAXOJUTCS HA pa3HbIX 3Talax HopMaTHBHOro yrBepxkaeuus [180, 372,
401]. AHTHCMBICIIOBBIC OJUTOHYKJICOTHIBI MOTYT MOJYJIMPOBATh DKCIPECCHIO Oelka
nocpenctBoM HarenuBanuss Ha hNRNA wim MPHK m wnaykium wHTepdepeHnnu co
crutaiicuaroMm, gerpaganmu MPHK wmm octanoBkum Tpancimsmuu [190, 198, 295].
Paznmuunbie KTacchl aHTUCMBICIOBBIX OJIMTOHYKJICOTHIOB TECTUPYIOTCS B HECKOJIBKHX
KIMHAYECKUX HCIBITAHUAX; COOOIMATIOCh 00 OrpaHMYCHHUSX UX KIMHUYECKOU
3¢ (HEKTUBHOCTH ¥ TOKCUYHOCTH ISl HEKOTOPBIX M3 3THX COCIWHEHUMN, B TO BPEMS Kak
Oonee OOHANIEKUBAIOIIME PE3YJIbTAThl JPYTUX COCIMHEHUN TOJJEPKAIU  UX
nanbHenyo paspadbotky [150, 306, 465, 560]. AHTHCMBICIIOBBIC OJUTOHYKJICOTHIBI
HOBOTO IIOKOJICHUSI TaKXE TECTUPYIOTCA Ha ITOKIMHHUYECKHX MOJCISIX BMECTE CO
crnenuUIecCKUMU CUCTEMaMU JIOCTaBKH, KOTOpPhIE MOTYT IO3BOJUTH MPEOI0JIETh
HEKOTOpPBIE OTPAaHWYCHUS CYIICCTBYIOMNUX AaHTHUCMBICIOBBIX OJUTOHYKICOTHIOB U
YIY4IIUTh TPOHUKHOBEHHE B  KICTKU-MHIICHH, JOCTHYb Oojiee HaJEeKHOTO
B3aMMOJCHCTBHS ¢ HUMHM IIPH JOIMYCTHMOM CcTereHu TokcuuHoctu [229, 338, 361, 510,
530].

HenaBHo Obu10  pa3paboTaHO  HECKOJBKO  HMHHOBAIIMOHHBIX — TapTeTHBIX
npernaparoB, KOTOPbIC YIYYIIAIOT CHMIITOMBI Y MHOTMX mnanueHtoB co CMA [538].
3acny)KMBaeT BHUMaHUs yYHHKaJbHOE coeamHeHue Nusinersen (¢pupMeHHOE Ha3BaHHUE
«Spinraza», paspabotunkun — Biogen, Cambridge, USA). Nusinersen — 5310
AHTUCMBICIIOBON OJMTOHYKJICOTHIHBIN MperapaT, KOTOPBId BBOJIUTCS HMHTPATCKAIBHO;
OH MOAyJupyeT crutaiicuar SMN2 nisi ycuiieHus MPOU3BOACTBA (PYHKITMOHAIBHOTO

oenxa SMN [231, 389] (Pucynoxk 1.7).
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Pucynox 1.7 — Moauduxanus crutaiicuara SMN2 MPHK [609]

AJNBTEpHATUBHBIN CIUIAWCHUHT TMPEJCTABISIET COOON pEeryJUpyeMbIi MPOIECC BO
BpEMsI SKCIPECCUU TE€HOB, MPUBOJAIIMNA K KOJUPOBAHUIO OJIHUM TI'€HOM HECKOJIBKHX
oenkoB [253]. B nmanHOM mpoliecce OMpeAcsieHHbIE AK30HBI T'€HA BKIIIOYAIOTCS B
KoHeuHyl0 oOpabortannyio MPHK, npousBenennyro u3 storo rexa [280, 331, 402].
benku, TpaHcnupyemble U3 albTepHATUBHO crutarcupoBaHHblx MPHK, copepxar
pas3nuyus B UX AMHHOKHMCIIOTHBIX IMOCJEI0BATEIBHOCTIX U B UX OnoyHkuusax [306,
401, 510, 560].

24 nexabpst 2016 roma Nusinersen Obu1 omobOpen s jaeueHuss CMA B
Coennnennsbix llltatax Amepuku, 30 mas 2017 roga — B psae ctpan EBpomneiickoro
coto3a, B 2019 rony — B Poccun, cTaB nepBbIM 3aperucTPUPOBAHHBIM JIEKAPCTBEHHBIM
CPEJCTBOM JUIsl dTHOIMATOreHeTndeckoro jgeuenus CMA [454].

Nusinersen Beoautcs uHTparekanbHo [206]. Jo3upoBka: 12 mr (5 mi1) Ha OJHO
BBeJeHUE. JledyeHue HauyMHAETCs C YEThIPEX HACHIIAIIMNX [103; TMEPBBIE TPH
HACBIIIAOIIAE JI03bl BBOIATCS C HMHTEpPBAIOM B 14 nHeil; 4-s Hacelmaromas a03a
BBoaMTCS uepe3 30 gHel nocie 3-il 103bl; 1ajiee BBOASTCS MOAAEP>KUBAIOIIUE JT03bI O
oaHol kaxable 4 wMecsama [575, 598]. B KIMHHMYECKHMX UCHBITAHUAX Mpenapar

OCTaHaBIIMBAI ITporpeccupoBanue 3adoseBanus [454-456]. Ilpumepro y 60 % neteii co
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CMA 1 Ttuna mpenapat TakKe 3HAYUTENBHO yJIydllal JBUTATeNbHYI0 QyHKIUIO [455,
469, 634, 648].

CornacHo pe3yJibTaTaM MHUPOKOMACIITAOHBIX KIMHUYECKUX HCClenoBaHui [229,
253, 529, 630] nammentsbi, mosrydaBmue NUSINErsen, wWMenn TOBBINICHHBIA PHUCK
pa3BuUTHS MHOEKIUN BEPXHUX U HIDKHUX JBIXATEIbHBIX MyTEH, 3aJ0KEHHOCTH HOCA,
OTHUTOB, 3alOPOB, 3aJIEPKKHU NPOPE3bIBaHUSI 3yO0B, YCUIICHUSI CKOJINO03a U KOHTPAKTYP,
OCTAHOBKH POCTa, CHIYKCHHS YPOBHS TPOMOOITUTOB, a TAKKE PHUCK TIOBPEKICHUS TTOYCK,
4TO CJICIyeT YUYUTHIBATh MPU Ha3HAYCHUU HycuHepceHa [ 150, 504, 545].

Hpyrue wmetonsl jedeHuss CMA  omnpeneneHHBIX THUIOB OAOOPEHBI ISt
KJIMHAYECKOTO TMPUMEHEHUSI WIM HaXOAATCS Ha Pa3NUYHBIX CTAIAUSAX KIMHUYECKOTO
UCCJIEIOBAHHUS.

1) 3amena rena SMN1 mocpecTBOM reHHOH Teparuu.

HNanneiii Bun sedenuss CMA HampaBjieH Ha BOCCTaHOBIIEHHWE (YHKIIMHU TEeHA
SMN1  MeromoM  JOCTaBKM  CIIENHAIBLHO  pa3pabOTaHHONW  HYKJICOTHIHOMN
nocienoBareabHoCcTH (TpancreHa SMN1) BHYTph siipa KIETKH MOCPEACTBOM BHPYCHOTO
BekTopa. SCAAV-9 u SCAAV-10 sABIAIOTCS MPUOPUTETHHIMUA BUPYCHBIMU BEKTOpPaMU B
KOHTEKCTE MCCIIeAOBaHui o JanHo# meToauke [225, 305, 318, 573].

B TO ke Bpems, coriacHO COBpPEMEHHBIM cBeAcHusM [252, 267, 319, 588], B
JTAHHOM TEPAaNeBTUYECKOM CErMEHTE JIMIb OJHAa MpOorpamMma JOCTHUIIA KIWMHUYECKON
craguu: Zolgensma (Onasemnogene abeparvovec-xioi, Avxs-101, Avexis, Novartis,
Bannockburn, IL, USA) saBnsieTcst TeHHON Tepanueil Ha ocHoBe AAV9, kotopas Oblia
onoopena FDA B mae 2019 rona nnst nedenus nmanueHToB miammie 2 jet [335, 337].

DOT0 oaHOpazoBas TEHHAas 3aMECTUTENIbHAs  Tepamus, COCTosImas U3
aJIeHO0ACCOLMUPOBaHHOTO BUpYcHOTO (AAV) BekTOpa, coliepKalllero 4eJI0BeYeCKUi TeH
SMN noja KOHTpoJiIeM MPOMOTOpa OeTa-aKTUHA KYpHUIIbl; OH YCTPaHSIET T€HETUYECKYIO
NPUYKUHY 3a00JIeBaHUs, MPEJOCTABISIA (PYHKIIMOHAIBHYIO Komuio TeHa SMN denoBeka,
TakuM o00pa3oM yBenuuuBas (QyHKIUOHAIBHBIM Oemok SMN B JIBUTATEIBHBIX
HEHWpPOHAX, MPEIOTBpalIasi X THOebh U JCTPECCUPYs MPOrPEecCUpOBaHUE 3a00ICBaHUS

[267, 440, 443, 527, 530, 544] (Pucynox 1.8).
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Pucynox 1.8 — BHeapenne rena ¢ moMoIsI0 BUPYCHOTO BEKTOpa

nis moctaBku reHa SMN1 B kimetku [544]

Y oOuomopenei TpaHcreHHbIX Mblmied co CMA mocTHaraimbHas JOCTaBKa
OJTHOPA30BOM JT03bI MPUBOIMIIA K YIYUIIICHUIO BBDKUBAEMOCTH, IBUTATSILHOW (PYHKIIMN
¥ HEpBHO-MBIIICUHOM 31ekTpodusuoioruu [507, 530, 540].

[[InpokomacimTabHbIC HCCICIOBAHUS TMPOAOIDKAIOTCA y marueHToB co CMA 1
tuna (STR1VE: NCT03306277, STRIVE EU: NCT03461289), Bkmtouas
npeacumMnToMHbIX narueHToB (SPRINT: NCT03505099) [318, 319].

da3a [ ucciaemnoBanus Mo OIEHKE WHTPATEKATBLHOTO Moaxoa y 0oapHbIXx CMA 2
THIIA MOJIoOXKe 6 jieT Takke npoaosnkaercsa (STR1VE: NCT03381729) [507].

MHoroo6emaromuye JOKIMHAYSCKUE Pe3yabTaThl IMPOJESMOHCTPUPOBAIH, YTO
CICTEMHOE BBEJICHHE OHACEMHOTeHa abemapBOBEKa C TMOMOIIBIO OJHOPA30BOMU
BHYTPUBEHHON MH(PY3MH [OKa3aJ0 YJIy4dIICHHE JBUTATCIbHBIX (OYHKIUHA U
BBDKHBAEMOCTh Y Bcex jereit ¢ cumnromamu CMA 1 tuma [318, 319].

Cornacuo mpotokosnbHbIM JaHHbIM STR1VE: NCT03306277; STR1VE EU:
NCT03461289 [318, 319] Bo Bpems wucciacmoBanusi ¢asel /11 mms  ouenku
oe3omacHoctn U 3ddextuBHocTH Zolgensma 15 mereét co CMA 1 thma mony4ywim

OOHOKPATHYIO BHYTPHBCHHYIO HMHBCKIHIO arcHra FeHHOM TCpaliuu. Bce MaluCHTHI
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ObUTM KUBBI MPUMEPHO uepe3 2 rojaa MOcie JICYCHUS, U HU OJJHOMY M3 HHUX HE
TpeOoBaslach IMOCTOSIHHAS MCKYCCTBEHHas BEHTW IsUs Jerkux. lllecTs manueHTos,
KOTOpbIE TMOJIy4aJld JIEYEHUE B BO3pacTe J0 3 MECAILEB, JOCTUTIIA KOHTPOJIbHBIX
nokazatenei CHOP INTEND 6onee wem Ha 40 % Ovictpee (B cpeanem 3a 11,9
MECSAIIEB), YEM LIECTh MAIMEHTOB, KOTOPHIE MOJyYalH JEUYEHHE B BO3pacTe cTapiie 3
MecsineB (B cpeaHeM 3a 22,2 mecsdina). [lanuenTsl, poXouBIIIKME JICUCHUE B BO3pPACTe
10 3 MecsIIeB, TOCTUTIIM CUSUYETO MOJIOKEHUS B Cpe/lHEM B Bo3pacTe 9,4 mecsia (1eTu
C BBICOKMM HCXOJHBIM ypPOBHEM JBHrateibHoW ¢yHkmmud (n=3)) u B 17 Mecsien
(6ompHBIE ¢ HU3KOI MOTOPHOH (pyHKITMEH HA HcxoqHOM ypoBHE (N = 3)).

SPRINT 33 — »sr1o wuccnemnoBanue III ¢a3pl, mnpoBogmmoe sl OLEHKH
0e3omacHocTH 1 3pdexTuBHOCTH Z0lgensma y npeacuMnToMHbIX manueHToB co CMA,
MOJTy4YaBIIMX JIEYEHUE B Bo3pacTe 10 6 Henenb. BoceMb MalMeHTOB C ABYMSI KOMUSIMU
SMN2, neBsiTh C TpeMsl KOMUSMU W OJMH C YETHIPbMsI KOMUSMHU OBUTA BKJIIOYCHBI B
ucclenoBaTeNbekyto nporpammy. B mapte 2019 rona (mocne HabmoAeHUS B AUANIA30HE
or 0,8 mo 9,1 MecsmeB) Bce NanUeHThI OBUIM KWUBBI, U HHU OJHOMY H3 HHUX HE
TpeboBanack moctosiHHas BeHTWIAnud. [lo mkame CHOP INTEND w3 BocbMmu
MalMUEeHTOB ¢ IByMs konusiMu SMN2 Bce mofydmsiv orieHKY Bbimie 50 OaioB, 1MIECTh
MOJIYYHJIA OIIEHKY BbIIe 60 0ayuioB, a TpH MOTYYHIN MaKCUMAaJIbHYIO OIICHKY 64 Oaa.

CpaBHeHHE pe3yJIbTAaTOB ATUX JBYX Pa3HbIX HCCIEIOBAHUM, OJTHO U3 KOTOPBIX
elle MPOAOJIKACTCS, IBJIICTCS CIONKHOM 3a7aueil, HO ATH Pe3yJIbTaThl TOKA3bIBAIOT, YTO
npu Jedyennn namueHtoB co CMA ¢ momomeio  Zolgensma 1o  pasBuTHs
MaTOJOTUYECKOM CHUMMOTOMATHUKH, JOCTHXXEHUE KOHTPOJIbHBIX Toka3arener CHOP
INTEND mnpoucxomut ObIcTpee, YeM MpH JICUCHUH ITallMCHTOB IIOCJE IIOSBICHUS
CUMIITOMOB, M YTO Yy MAaIlMEHTOB C CUMIITOMaMH JICYCHHE B BO3pacTe 10 3 MecCsIeB
0oJiee NepCreKTUBHO, YEM JICUEHHE MOCTe 3 MECSIIEB.

[Ipu mpoBeneHun naHHBIX ucciaeaoBanuii [573, 588] momoOHBIM BUA Tepamuu
MPOJEMOHCTPUPOBAT  OJIArOompusITHBIM  mpoduiib  OE30MaCHOCTH, TIPH  ATOM
CAMHCTBEHHBIM  HEXEJIATCIIbHBIM  SIBJICHHEM, HAOIIOMaeMbIM TIOCIIE  BBEACHUS
OHACEMHOTEHA, YTO OIEHUBAIOCh KaK CBS3aHHOE C JIEYCHUEM, OBUIO BPEMEHHOE

O0ecCUMITOMHOE MOBBIIIEHUE YPOBHS ()EPMEHTOB MEUECHU, KOTOPOE KOPPEKTUPOBAIOCH
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C TIOMOIIIBIO JICYCHHS TTPETHU30IOHOM. DTU MPEXOAIINe 0€CCUMITTOMHBIE TTOBBIIICHUS
HAOIOJATMCh U TIPU JAPYTUX KIMHUYCCKUX UCTBITAHUSIX, BKIFOUYAIONIUX BHYTPUBCHHOE
BBEJICHUE TEeHHOW Tepanmuu AAV, W HE WUMEIM KIMHAYCCKH 3HAYUMBIX
UMMYHOOITOCPEIOBAHHBIX PEAKITHA.

2) SMIN2 anpTepHaTHBHAS MOIYJIAINSA CIUTAHCHHTA.

JlaHHBI METOA OCHOBaH Ha MOAM(UKAINK aJTbTEPHATUBHOTO CIUIAWCHHTA TEeHA
SMN2, HarereHHOT0 Ha yBeIMYeHUe ToaHopa3MepHoro oenka SMN [267, 404]. B psaae
nyonukamuii  [442, 559] »TOT mMOAXOH HA3BIBAIOT «IIPEOOpAa30OBaHHUEM TI'E€HAY,
00YCIIOBJICHHOTO «IOMBITKOI» Tpanchopmarmu rena SMN2 8 SMN1 (Pucynok 1.9).

Ha cragum xnuHMYecKoil pa3paOOTKM HAXOASATCS JBa BEAYIIMX MOIYJSTOpa
crutaricuara: pucauiuiam  (F. Hoffmann-La Roche Ltd., baszens, IllBeiimapus) u
opanaruiam (Novartis, Basel, IIIBeitiiapusi) — nBa npemnapara, BBOJUMbBIEC MEPOPAIBHO,
KOTOpbIe MOIUGHUIMPYIOT crtaiicuar SMN2 s ycunenus npoaykuun SMN [222,
289] (Pucynox 1.9).

Aizcdvplarm and
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Pucynox 1.9 — YBenuuenue skcrnpeccuy MOJIHOPa3MEPHBIX (DYHKIIMOHATBHBIX OCJIKOB C

nomortisio RG7916 (Roche), Branaplam (Novartis) [586]

bpanamam (LMI070, NVS-SM1) — 310 maTeHTOBaHHBIN HH3KOMOJICKYIJISIPHBIN

IKCIICPUMCHTAJIbHBIN Mpenapar, paspabaTeiBaeMblii kommanued «Novartisy, s
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nepopanpHoro npuema [252]. Tlo cocrosHuio Ha okTsOps 2017 roma coeawHeHUE
octaBasioch B (paze |l xnuHMUeckux ucnbiTanuid y nereir co CMA tuna 1, B To Bpemst
KaK MCHBITAHMS B JPYTUX KAaTErOpUSX NAIMEHTOB HAXOJWJIUCh JHIIb B CTaJIuU
pa3pabotku [365]. IlepBbic pe3ynbTaThl KJIMHHYESCKOH OIEHKH MEPOPATLHON Teparuu
opanarmamom (NCT02268552) B OTKpBITOM MYJIBTUIIEHTPOBOM HUCCIIECOBAaHUU Y JETEH
co CMA 1 tuna ¢ asyms konusiMmu SMN2 noka3zanu 00Jbliee yaydleHue y TalueHTOB
B BO3pacTe JI0 4 MECSIIeB, UeM y 00CiIeyeMbIX MarueHToB crapiie 4 mecsies [559]. ITo
cocrosinuio Ha 10 anpens 2019 roga npu Menuane HaomoaeHus B 2,2 mecana (0,3—10
MecsIeB) cpenHee yBenmaenne 0ampbHbIX oriecHoK CHOP INTEND oTtmedeno y BochMu
MAIMEHTOB, KOTOPHIM MPOBOJUIIOCH JICUCHHE B TE€UCHHE HEe MeHee 85 mHel (cpeaHuit
Oamn cocraBun 6,0 y yeThIpex MAIMEHTOB, BKIIOUEHHBIX B HMCCIEIOBAaHUE B BO3pacTe
mianame 4 mecsues, U 3,5 y 4YeThIpeX MAIMeHTOB, BKJIIOYEHHBIX B HCCJICIOBAaHUE B
BO3pacTe crapiie 4 MecsIeB).

Pucoumuiam (RG7916, RO7034067) oTHOCHMTCS K BHJIY MaJIbIX MOJICKYI,
MEXaHU3M JICUCTBUS HampaBjieH Ha MoauduKaluio crtaiicuara reaa SMN2 [496, 545],
YBEJIIMYUBAIOLIETO 3KCIPECCUI0 TOJIHOPA3MEPHOro (yHKIHOHaiIbHOro Oenka. Ilo
OIPEICICHUIO BBOJUTCS IepopanbHo 1 pa3 B cyrtku [523, 574]. Ilo coctosiHuI0 Ha
ceHTss0pb 2018 roma pucaumiam nepemien K ¢ase |1/ 11l kTuHHYECKUX UCHBITAHUHA O
mmporomy cnektpy CMA, Bkimtouas 1, 2, 3 tumsbl, rae npenapaTt moka3an J0CTaTOYHO
0OHaJIe)KUBAOIIUE Pe3yabTaThl [294].

B mepseix pesympratax FIREFISH (NCT02913482) [294], oTkpbITOrO
WCCJIEIOBAHUS, COCTOSIIETO0 W3 JBYX YacTeW, Il OLUEHKH ONTUMAIBHOW O3Bl
6e3omacHocTH U 3PGEKTUBHOCTH MEPOPATBHOTO JiedeHus nanueHToB co CMA 1 tuna
pUCIMITIAaMOM OTMeueHa Jydmias 3(pQeKTUBHOCTh, KOTJAa JICYCHHE HAYMHAIOCh Ha
pannedt craguu. M3 17 nmamuentoB co CMA 1 Tuma, moiydaBIIMX HauOOJIBIIYIO 03y
pucauIuiamMa, IecTb ObUIM Miaame S5 wmecsieB W 11 Obum crapme 5 MecsIes.
YeTblpHaaaTh OETEH BBDKWIM CIYCTS 8 MeCAILEB HAOMIONEHUs. OJTHU ACTH ObLIU
pacmpezielieHbl Ha JB€ TPYMIbL: ACTH, JEUEHUE KOTOPHIX HA3HAYEHO N0 JOCTHXKEHUS
Bo3pacta 5 Mecsues (N =4) U MaluueHThl, Y KOTOPBIX BO3PACT HA HAYAJO JICUEHUs ObLI

crapme 5 mecsie (N =10). W3 rpymnmsl neTei, JiedueHWE KOTOPBIX HA3HAYCHO [0
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JOCTIDKeHHsI Bo3pacta 5 wmecsieB, y Tpoux (75 %) 3adukcupoBaHO JOCTHIKEHUE
KOHTPOJIbHOM OTMETKH MOTOPHOM (PYHKITUU B MOJIOKEHUU CUS (CAaMOCTOSATEIBHO WIIU C
HOIICPKKOM B 00acTu Oenep), B cpaBHEHHH ¢ TpeMs u3 aecsatu (30 %) nereii crapiieit
Bo3pacTHOM Tpymmbl (> 5 wmecsnesB). M3 43 mammentoB co CMA 2 u 3 tuma,
MOJTy4YaBIIMX PUCAMUIUIAM B TedeHue 1 rona, y 35 cpeanee ymyunienue no mkaie MFM
cocraBmio 1,64 6amia (marueHtsl crapire 11 et (n = 19)) u 3,47 6awia (manmueHTs B
Bo3pacte 2—11 jer (n = 16)).

3) CoxpaHeHHeE 1IEITOCTHOCTH MUTOXOHIPHI HelpoHOB: osiecokcuM (TRO19622).

Hecmotpst Ha riiy0okoe MOHUMaHuE FeHETUKH, CBsi3aHHOM co CMA, KieToyHbIe
MEXaHU3MBbI, ACCOLIMUPOBAHHBIE C 3a00JIEBaHUEM, €Ille HE MOJTHOCTHIO PACKPBITHI [18,
111]. TloxaTBepskIeHHWEM 3TOMY SBJSIOTCA KIMHHYCCKHE WCIBITAaHUS Ipernapara
onecokcum (olesoxime; TRO-19622) — coeaunenus, padpadoranHoro B 2008 — 2018
rogax Ui JICYCHHS psJa HEPBHO-MBINICUHBIX 3a0oneBanuii [199]. Omecokxcum
(TRO19622) — wmonekyna XOJIECTEPUHONOMAOOHON CTPYKTYpPBl C BBIPaKCHHBIMU
HelponpoTekTuBHbIME cBoricTBamu [302]. Jloknuuudeckue wuccaemoBaHus in Vitro
MOKa3aJid, YTO COCAMHEHHE HalleJIeHO Ha O€JKU HapyKHOM MHUTOXOHAPUAIHLHON
MeMOpaHbl MU MPEJOTBPAAET H30BITOUHYIO MPOHUIAEMOCTh KaHAJIOB MEMOpaHbl,
00YCJIOBJICHHYIO OKHUCIIMTEIBHBIM cTpeccoM [326].

B 2010-2013 romax NOpOBOAWINCH IIMPOKOMACIITAOHBIE KIMHUYECKHE
uccienoBanus ojecokcuma B crpanax EC y marmmenToB co CMA 2 u 3 tuma [432]. B
yacTHOCTH, B OKTsi0pe 2010 roma rpymnma ydeHbIX (apMalieBTUUECKOW OpraHu3alviu
«Trophos SA» npoBoauia rccieaoBanre 3pHEKTUBHOCTH B 0E€30IaCHOCTH 0JICCOKCHMA
y 150 mammmentoB co CMA B pamkax mporpammsbl, ¢uHaHcupyemoir DpaHiry3ckon
acconpaieii mo OopbOe ¢ HeHpoMbIledyHbIMUA 3a0oneBanusMu [441]. Anamus
3 PeKTUBHOCTH U 0€30MaCHOCTH TPEJCTABIIsT COO0N 24-MecsyHOe MHOTOIIEHTPOBOE
paHAOMM3UPOBAHHOE  AJaNTUBHOE JIBOMHOE CJIETNoe  IJIane0o-KOHTPOIUPYEMOe
uccienoanne [432, 441, 555]. Pamgomusamnms cocraBmia 2:1 mIs OJCCOKCHMA |
cooTBeTCTBYIOMIETO Tu1arne60. CyOBheKTh, BKIIFOUEHHBIC B 3TO UCCIIEIOBAHUE, TOTyYaln
100 KHUAKYI CYCIIEH3MOHHYI0 Kommosuiuio osiecokcnma (100 m3 150 manueHTos;

100 mr/mn B no3e 10 mr/kr, BBOAUMYIO IEPOPATILHO OJIMH pa3 B JI€Hb BMECTE C €101 BO
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BpeMs oOena), aub0 >KUIKYI0 CYyCHEH3WOHHYIO Kommo3uiuio tiare6o (50 u3 150
NAIlMEHTOB, PETYJSIPHO NPUHUMACMYI0 OJWH pa3 B JIGHb C €O Ha YXKHUH).
KoHTposibHON KOHEYHOM TOYKOM HCCIIEIOBAHUS SIBJISTIMCh U3MEHEHHS B CPABHEHUU C
UCXOIHBIMU JTaHHBIMU O (hyHKIMOHAIBHOW mmkaime Motor Function Measure (MFM).
JlonomHUTEbHBIE KOHTPOJIBHBIE TOUYKH BKJIIOYANIA OLEHKY IO MIKajie (YHKIIMOHATBHBIX
Bo3MoxkHOCTe Xammepemut (HFMS) u nanasie DHMI', a Takke Mepbl 0€30MMacHOCTH,
IIEPEHOCUMOCTH M KadecTBa XKW3HU. MccienoBanue mpoBOAWIOCH B 22 LEHTpax B 7/
eBpONEHCKUX cTpaHaX. B wuccienoBaHue ObUIM BKJIIOUEHBI MALMEHTHI, paHee HE
MOJIYYaBIIME TE€HOMOIYJIUPYIOIIYIO TEpPANMIO, ONpEAeNsieMble KaK MalHeHThl C
nokazareneM HFMS < 38 B Bo3pacte oT 3 10 26 neT Ha MOMEHT perucrpauuu. Bo3pact
NAlMEHTOB B MOMEHT IOSIBJIEHUS CUMIITOMOB JOJDKEH OBUT COCTaBIATh <3 JIET.
JIONOTHUTENBHBIMA ~ KPUTEPHUSIMU ~ BKJIIOYEHUS ObUIM  HOpPMAaJbHBIE PE3YJIbTAThI
7a00paTOPHBIX HCCIEJOBAaHUM U BO3MOXXHOCTh TPOUTH HCCIIEIyEMOE JIEUEHHUE.
KpurepusiMu HCKItOYEHUST ObUIM TSDKENBIE COIMYTCTBYIOIIME 3a00JI€BaHUS W IPUEM
OpYruX NpenaparoB, NPeJHAa3HAYEHHBIX i1 naToreHernyeckoro JsedeHuss CMA.
Knunnueckoe uccnenoBanue ObUIO pasfenieHO Ha 3 arama: stan 1 — TpexmecsayHas
OLICHKa 0€30MacHOCTH ISl TOJTBEPKACHUS aJeKBaTHOM J103bI Mocie 1 Mecsa jJedeHus
(Lenpl0  HE3aBUCHUMOTO KOMHMTETa IO MOHHUTOPHHIY JaHHBIX SBJISUIACh OLIEHKA
0€30MMacHOCTH OJIECOKCHMAa Kaxable 3 MecsIa); 3Tam 2 — aHaju3 MpeaBapUTEIbHBIX
pe3ynbratoB 4epe3 1 rox (ObUT1 3alylaHUPOBAH MEPBbIA MPOMEKYTOUHBIA aHAIH3
3¢ (HEKTUBHOCTH; TTOCIIEC STOTO BCE MAIMEHTHI TPOXOIUIIN JICUeHHe B TeueHue 1 roma (52
HEJICJIH) JIJIS OIICHKM HEOOXOJMMOCTU TPOJOJIKCHUS MCCICIOBAHMS JJIS JIOCTHKCHHUS
3aIUTaHUPOBAHHBIX 1IeJiei); 1 dTan 3 — aHau3 3GHEKTUBHOCTH U OE30MaCHOCTH uepes 2
roja.

He3aBucumeblii komuteT 3kcreptoB B obdmactu CMA paccMoTpen pe3ylbTaThl
JgedeHus yepe3 1 roj, npuHUMas BO BHUMAaHHE OCHOBHBIE MOKa3zaTenau 3()(PeKTUBHOCTH
U u3MeHeHus: MoTopHoW ¢yHkumu (mkana MFM), a Takke nocinegHuil OoT4eT O
0€30MacHOCTH, BKIIIOYAKOIIMK JuHaMuyeckuid KoHTpodb OKI, mnepuognueckue

1abopaTopHBbIE JaHHbIE, napameTpbl reMocrasa U 3aUKCUPOBAHHOM
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KUZHEYTPOXKAIOMIEH  KIMHWUYECKOM  CUMITOMATHKA B TEPUOJA  MPOBEICHUS
uccienoanus [441].

Pe3ynbpTathl MmpoIeMOHCTPUPOBAIN JIOCTOBEPHOE CHIDKCHHE WHQPEKIIMOHHBIX
3a0o0JieBaHUH, 3aMejicHHe pa3BuTus ckoimo3a [199, 302, 555]. Taxxke ormedanoch
HapacTaHWE MBIIICYHON CcHUiIbl, HO 3(@deKT ObT HEpaBHOMEPHO TPEACTABICH Ha
NPOTSDKEHUH PA3JIMYHBIX BPEMEHHBIX MHTEepBAIOB Ooineznu [441]. B mae 2018 roma mo
NPUYMHE PACTYIIUX TEXHOJOTHYECKUX TPYIHOCTEH wm Oojiee HUBKOW, dYeM
npeanojaragoch, APGEKTUBHOCTH HCCIEIOBAaHUS OJECOKCHMMA, KOTOpas cTraja
HaOmoaaThees yepe3 18 mecsaues, Pomie pen 3aBepinTh pa3pabOTKy OJECOKCUMA, U
paboThI HaJT HUM OBLIH TIPUOCTAaHOBIICHBI [658].

4) Masble MOJICKYJIbI: XUHA30JIUHBI.

XVHA30JIMHbl  MPEACTABISIIOT  COOOM  CEMEWCTBO  COEOUHEHUH, KOTOpbIE
uHruoupyror paciierwiecane PHK depmentom DcpS (yuactByer B oomene PHK) [216].
CrnenoBareibHO, ITO WHTHOMPOBAHHE MOXKET YBEIMUYUTH JKcmpeccnio SMN2 [265,
660]. BrICOKONMPOM3BOANUTEIBHBI CKPUHUHT BBISBHJI B COCIMHCHHUSIX CBHHIIA
HECKOJIbKO XMHA30JIMHOB, KOTOPHIE YBEJIMYMBAIOT MOJHOPA3MEPHBINA TpaHCKpUNT SMN2
u Oemok SMN [361, 657]. DTu coenuHeHUs WUMeNH ciaaboe MPOHMKHOBEHHE dYepes
remMarodsHIeannueckuii O6appep W TpPeOOBaIM BBICOKMX J03 IS JOCTHKCHUS
nocrarouHoi aktuBamu SMN [665]. Ha ocHOBe coequHeHus XHMHA30JIMHA CBHHIA
Ol pa3paboTaHbl MPOW3BOAHBIC ISl TMPEOJOJICHHUS TPEISITCTBUH, CBSA3aHHBIX C
HU3KOH MPOHUKAIOIIEH CIIOCOOHOCTHIO Yepe3 reMarodHmedamnyeckuii 0aprep [265,
361, 657]. JanpHeimas ONTHMH3ALMS 3TOI0 COCIMHEHUS MPHBENIA K MACHTU(UKAIINN
D157495, taxxke HazpiBaemoro RG3039, kotopoe ynyumaer penotun mbimeit co CMA
[665]. B Hactosimiee Bpemsi RG3039 mpoxoaut ¢asy | KIMHHUYECKUX HCIBITAHUH, B
KOTOPBIX OYAyT OIEHHUBATHCSA 0€30MacHOCTh UM 3(P(GEKTHBHOCTh Pa3IUYHBIX 103 [660,
665]. OT0 coeauHEHHE BKIIIOUEHO B MPOrPaMMbI MO pa3pabOTKe JEKApCTB KOMITAHUH
«Pfizer» xax PF-06687859 [361, 657]. Komnanusi mpoBerna uccienoBanue [ ¢assi,
NepBOE y YesoBeKa. ITO ObLIO IBOIHOE CIENOoe MIaned0-KOHTPOIUPYEMOE BOCXOIAIIEE
OJTHOKpATHOE WCCIIEIOBAaHUE O€30MacHOCTH #  (PApPMAKOKWHETUKH Yy 3JI0POBBIX

I[O6p0BOJIBH€B. B HacTosAmeEe BPEMsS B 3TOM HAIIPABJIICHHMH AKTHBHO IIPOJOJIKACTCA
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pa3paboTka OMOMapKEepOB U ONTHUMAJIBHBIX CXEM J03UPOBAHMS TaHHOTO COCIUHEHMS
[216].

O6o00mas pe3yiabTaThl padOT, MOCBSIICHHBIX (PYHIAMEHTAIBLHOMY HU3YYCHUIO
MpernapaToB, HAMPABICHHBIX Ha akTuBanmio reHa SMN2, Taxke He0OXOAMMO OCBETUTH
HEebld Pl UCCIIEIOBAaHUM, B KOTOPBIX OBLIM 3aJeHCTBOBAHBI M3BECTHHIC BEIIECTBA C
npeanojgaraeMbiM jectBueM Ha reH SMN2 ¢ 1enpio yBEIMYEHHsS] CHUHTE3UPYEMOIO
oenka SMN:

— nepopasibHbId  canbOyTamon  (anpOyTepos)  MokKa3ajdl  TepaneBTUYECKH
noreHrman npu CMA in Vitro u B Tpex HEOOJBIIMX KIMHHUYECKUX UCCIEIOBAHUSIX C
yuactueM nanuentoB co CMA 2 u 3 tumos [149, 311, 387, 473];

— Oytuparel  (OyTupaT HaTpus) — B OJHOM HCCIEIOBAaHUM TOJYYEHBI
TIOJIOXKHUTEIIBHBIE PE3yNbTaThl IN VIr0, HO MPOBEIEHHOE KIMHUYECKOE HCIIBITAHUE HE
noarsepauio 3gdekTuBHOCTH Npemnapara [185, 210, 215, 513, 638]. B 2015 roay 6su10
3aBEPILEHO €IE€ OJTHO KIMHUYECKOE MCCIEA0BAHUE, B KOTOPOM MPUHSIN Yy4acTHE JI€TU
co CMA 1 u 2 tumna, HO NMOJTydeHHbBIE pe3yJIbTaThl OMyOIMKOBaHbI He ObLTH [450];

— BaJBIpPOCBasi KHUCIOTA — HCCIeaoBaHMs IN Vitro, mpoBogumbie B 1990-x u
2000-x romax, MpOJEMOHCTPUPOBAIN yMepeHHYyI0 3ddexTtuBHOCTh [16, 97, 121, 149,
228]. Ho mpu mpoBefeHUN MIMPOKOMACINTAOHBIX KIMHUYECKUX HCIBITAHUNA JTaHHON
JIEKapCTBEHHOM (DOPMYJIbl Y MALIMEHTOB C Pa3IMYHBIMU (PEHOTUIMMYECKUMU BapUaHTaMU
CMA oxugaemoil 3(QQpeKTUBHOCTH MOJy4yeHO HEe ObUIo. B TO xke Bpems B psae
nyonukamnuit [369, 370, 485, 513, 549, 550] yka3zsiBaeTcsi BO3MOkHast 3(h(HEKTUBHOCTH
BaJbpoaroB y mnamueHToB co CMA, HO HX TMOJHOLIEHHOE BIIMSAHUE MOXKET
CYIIPECCHUPOBATHCS TPAHCIOKA30M JKUPHBIX KHCIIOT;

— TuJIpokcukapb6amuy; (TUAPOKCUMOYEBMHA) — YUYEHBIMH OblJa OTMEYeHa
3 (HEKTUBHOCTH HA MOJIEIISIX MBIILIEH, HO, K COKAJIEHUIO, B MOCIEAYIOMNUX KIMHUYECKUX
UCIIBITAHUSAX Mpenapar He MPOJAEMOHCTPUPOBAI OKUJIAEMOT0 YIyUIIEHUS Y NAMEHTOB
co CMA [227, 386, 480].

Psin mccnenoBanwmii in Vitro mpoaeMOHCTpUPOBAIT OTIPEACTICHHYIO 3P PEKTHBHOCTD
COEJIMHEHUM, MOBBIIAONIMX 3Kcnpeccuio SMN2, HO KJIMHHYECKMX CTaJuii OHU HE

nocturmm [149, 188, 191, 290, 380, 576, 627]: ropmMoHBI pocTa, HHTHOUTOPHI
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TUCTOH/IeAIleTUIIA3bl, OCH3aMU]I, THIPOKCAMOBBIC KUCIIOThI, SHTUHOCTAT, TAHOOMHOCTAT,
TPUXOCTAaTUH A, BOPUHOCTAT, MPOJIAKTUH, PECBEPATPOII, KYPKYMUH, 1IEIEKOKCHO.

"3 KIIMHUYECKU UCCJIEIOBAaHHBIX COCJIMHEHUM C 0KHJIAEMbIM
HEHPOMPOTEKTUBHBIM 3(PHEKTOM, HO HE JOKA3aBIIUX CBOIO 3(H(PEKTUBHOCTH B TBOMHOM
CJIETIOM TUIa1e00-KOHTPOJIUPYEMOM HCIBITAHUHU, CIEAYyeT OTMETHTh pHIY30d (B
ucnbiTanuax 2008 —2010 rogoB OH HE MPOAEMOHCTPUPOBAI  OXKHUJIAEMOTO
KiIuHIIeckoro ¢ dekra y manuentoB co CMA 2 u 3 tuna) [173, 290, 291].

Kpome Ttoro, ¢osnucratud (6J10KaTop MUOCTaTHHA B MBIIIIAX), B-JTaKTaMHBIC
aHTUOMOTUKH (1IeDTPUAKCOH, CHUIKEHHE TIyTaMaTepruyecKor 3KCAUTOTOKCUYHOCTH)
NoKa3aJli CBOE HEHPONPOTEKTHBHOE JEHCTBHE TOJILKO IN Vitro, 6e3 J0Ka3aHHOTO
KIMHAYECKOTO P PeKTa B MOCISAYIONINX HCCIeqoBanusx [576, 607, 658].

OcHOBBIBasiCh Ha MHOTOYHMCJICHHBIX myOnmkamusax [36, 195, 290, 291, 387],
MOCBSIIEHHBIX TEpanuMyd CTBOJOBBIMU KJI€TKaMu, I0 coctosHuio Ha 2019 rox
3HAQUUTENBHOTO TpOphIBA B JaHHOM HanpasieHnn CMA He otmedeno. U3
JUTEPaTypHBIX UCTOYHUKOB [290, 387] n3BecTHO 00 AKCIEPUMEHTAILHON IporpaMMe
(mpu ¢dunancoBort monamepxkke coodbmectea CMA B CIHIA) mo paspaboTke
TEPANEBTUYECKOr0 MPOAYKTAa HAa OCHOBE CTBOJIOBBIX KJIETOK s JjedeHuss CMA,
HaunHas ¢ 2005 roga. O1HAKO B CBSI3M C HEBO3MOKHOCTBIO ITPOXOKICHUS KITMHUYECKOM
cTajuu nporpamma Obuia npuoctanosisieHa B 2010 roxy. B 2013-2014 ronax B Utanuu
rpymma gereit co CMA noiry4any CTBOJIOBYIO TEPAIHIO, HO OKHIAEMOT0 KIIMHUYECKOTO
s dexTa 1ocTUTHYTh HE ynanoch [250]. BoibIIMHCTBO COBPEMEHHBIX MCCIEI0BATENEH
[191, 202, 244, 250, 475, 495, 585, 607] npuaepKkuBarOTCs MEAUIIMHCKOTO KOHCEHCYCA,
3aKJIIOYAIONIEroCcsl B TOM, UYTO BBEJIEHHE CTOJOBBIX KIIETOK HE TOJIBKO HE MPUHOCHUT

KJIMHUYECKOM MOJIb3bl, HO U MOKET HAHECTHU CYILIECTBEHHBIN Bpe.l 3J0POBBIO.
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1.6.3 IlpencraBnenuss 0 MeTa0OJUYECKOW TEpamuM CIUHAIBHBIX MBIIICYHBIX

aTpoduit

Ha cerognsiminuii 1eHb B MPAKTUYECKOW MEJIUIIMHE UCIIOJIb3YIOTCS TPAAULIIMOHHO
MIPUMEHSIEMBIE B HEBPOJIOTMU IIPENapaTbl U COEAUHEHHS] C W3BECTHBIM MEXaHH3MOM
JNEUCTBUSL (MEPEUUCIICHbl HUXKE), HAMPABICHHBIE HA CUMIOTOMATHYECKYIO KOPPEKIUIO
NaTOJIOTMYECKUX HApYIIEHUW, Bo3HUKaromux npu CMA.

AkToBermH.  JlaHHOE  COEIMHEHUE  SBIAETCS  JAENPOTEHHU3HPOBAHHBIM
reMOJIEPUBATOM M3 KPOBU TEJAT, COJAEPKUT (DU3UOJOTMUECKHE BEIIEeCTBA C
MoJieKysipHoit Maccort 5000 da [112]. Jlns mpemapata XapakTepHbl TPH OCHOBHBIX
dbapmakosniorndeckux  3pdexra:  MeTabOIUYECKHUI,  HEUPONPOTEKTOPHBIM U
Mukpoupkysatopubiii  [102]. WMuo3utondocdar-omrocaxapuasl (MDO), koTopsie
BXOAST B COCTaB »ATOr0 JIEKAPCTBEHHOTO CPEACTBA, YIYUYIIAIOT YTWIN3ALUIO H
TIOTJIOIIEHUE KHUCIIOPOJa, YCHIMBas MeTaboIuveckue Imporecchl rimkonmsa [116]. B
HACTOSIIEEe BPEMsI U3YyUEHbl BEIYIIUE HEHUPOMPOTEKTUBHBIE MEXAHU3MbI CTPYKTYPHBIX
KOMITOHCHTOB aKTOBEI'MHAa Ha CTpOCHHE OeTa-aMWIOMAHBIX mentuaoB (AP25-35),
OTBETCTBEHHBIX 3a HHAyIIMpOBaHue anomnro3a [102, 112, 116]:

1) CymiecTByeT MHEHHE, YTO OCTa-aMHJIOHWIHBIC MEMTHUBI BBICTYHAIOT B POJIH
TPUITEPOB B PSIJI€ MOJIEKYJSAPHBIX M KJIETOYHBIX IPOIIECCOB, B TOM YHCJE MpPH
OKCHUJIATUBHOM CTPECCE€ W BOCHAJICHUHU, YTO B pe3yjbTaTe MPUBOAUT K JIeT€HEpalluu
Hedipona. WM3Becren dakt: snmepuwiii  ¢akrop kamma B (NF-kB) Bwemomnsier
MHOTOYHUCJIEHHbIE (DYHKIIMM KaK B LEHTPAJIbHOW, TaKk U B NEpUPEpUUECKOW HEPBHOMU
cucreMe. AKTOBETMH  aKTHBHPYET  penopTepHbii  reH  akcmpeccun  NF-KB
JI0303aBUCUMBIM 00pa3oM, M 3Ta TPAH3UTOPHAs aKTHBALIUS MOXET MO0 MEHBIIEH Mepe
YaCTUYHO OOBSICHUTHh HEUPONPOTEKTOPHBIE CBOMCTBA ATOTO Mpenapara.

2) Jlpyroii BaXKHBIH MEXaHHW3M JECHCTBHS AaKTOBEIMHA CBS3aH C SICPHBIM
dbepmentom nonu(AD-pudo3a)-nonumepazoit (ITAPIT). [TAPII urpaer BaxHyto poib
B BBISIBIICHMH OJHOLENO4YeUHbIX pa3psiBoB IHK m B mpouecce pemapanuu, ogHAKO
ype3MepHasi aKTUBAIUS 3TOro (hepMEeHTa MOXKET BBI3BATh B KJIETKE MPOIIECCHI, KOTOPHIC

INPHUBOAAT K 3aBCPIICHHUIO OKCHAATHBHOI'O MeTabom3Ma. OTU npoueCcCbl B KOHCYHOM
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UTOTE MOTYT IPHUBECTH K THOENU KJIETKH BCJIECICTBUE HCUEPIAHMS 3alacoB SHEPTHUHU.
HccnenoBarensMu ycTaHOBJIEHA CIIOCOOHOCTh aKTOBETHHA JIETIPECCUPOBATh AKTUBHOCTh
[TAPII, uyro ynydmiaer (QYHKIMOHUPOBAHME M ONTUMHU3UPYET MOP(HOIOTHUYECKYIO
CTPYKTYpY LEHTpadbHONH u mepudepuueckord HepBHOU cuctembl [116]. BeisBiieHO
MOJIOKUTEIIbHOE BIUSHUE AaKTOBETMHA HAa MMKPOLUPKYISAIUIO, YTO O0OYCIOBIIEHO
TakUMUA ero 3(¢eKTaMu, KaK yBEIWYEHHE CKOPOCTH KPOBOTOKA B KamWUIApax,
YMEHbBIIICHNE TEPUKAMWUIIPHON 30HBI W CHW)KCHHE TOHYCAa TJIAJKUAX MBI
MPEKAMWUBIPHBIX  apTEPUON M KaNWUIAPHBIX COUHKTEPOB, CHUKEHUE apTEePUOJIO-
BEHYJISIPHOTO IIYHTHPOBAHUSI KPOBU C YBEIMUYEHUEM KPOBOTOKA B KaMMJUIAPHOM PyCIe
U ycuwieHHe (QYHKIUHM SHAOTEIMATBHOW OKCHICHHTA3bl MUKPOLUPKYJISATOPHOTO pycia
[102].

AueTmnkapHuTHH. B OCHOBE MEIUIIMHCKOTO TpHUMEHEHUs 3(UPOB KapHUTHHA
JEKUT UX CIOCOOHOCTh MPOXOJAUTH uepe3 KIETOYHbIE MeMOpaHbl M IOCTyHaTh B
MATPUKC MHUTOXOHAPWUN TpH dSK30reHHOM BBedeHuu [12, 369]. 3meck oHH
IpeBpallaloTcsl B COOTBETCTBYIoHIME aueTwin-CoA, KOTOpble MOTYT Y4acTBOBaTh B
MUTOXOHJIPHAJIbHOM OOMEHE BEIEeCTB ¢ 00pa30BaHUEM JIOTIOJHUTEIBLHOTO KOJUYECTBA
sHeprun [51, 52, 659]. Kpome Toro, 3pupsl KapHHUTHHA OOCCIICUMBAIOT HEKOTOPYIO
CTEIEHb CIEIU(PUYHOCTH MPH TEPAUu KapHUTHHOM [64, 69, 71]. B HacTosIee Bpems
Hanboee MMPOKO W3YYCHO MPUMEHEHUE B MEIUIIMHCKON MPAKTHUKE alleTHIKapHUTHHA
[407, 408] u B MeHbIIEH CTENCHH MTPOMHMOHWII-, H30BaJICPUII- M MATBMUATOUIKAPHUTHHA.

buonornueckoe neiictBue anerwnkapautuHa (AJIK) Bo MHOroM 0O0YCIIOBJIEHO
MeTabonmmueckuMu dpexTamMu KapHUTHHA U alleTHIILHOM TPYIIbBI, BXOIAIINX B COCTaB
ero mojekyasl [84, 155]. Ilo cpaBHenuio ¢ kapuutuHom, AJIK Gosee 3¢hdheKTHBHO
MOCTyMaeT B KPOBOTOK, Jierde MPOHHUKAET uepe3 KIETOYHbIe MeMOpaHbI, BKIIOYAs
rematosHIepanmnueckuii  OGaprep, U  Oosee  IPGEKTUBHO  YTHWIMUPYETCS
mutoxouapusimu  [69, 408]. Ilpu BHyTpuBeHHOM BBeaeHuu (333 Mr/kr) mnuk
koHLeHTpau AJIK B KpOBM y KpBIC JOCTHUTAaeTCS 4Y€pe3 5 MHUHYT U COCTABIIIET
537 MKMoJIeii/i1, a 3aTeM CHI)KaeTcs B mocieaytomnpe 6 yacoB 1o 106 mxmoureii/n [58].
[Ipu mnepopambroM mipueme (500 MI/Kr) THUK KOHIEHTPAIMH TMpernapaTta B KPOBU

HACTyIIacT 4cpe3 4 gaca, COCTaBJIACT 40 MKMonei/n u COXpaHsACTCd TaKMM B TCUCHHUC
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8 yacoB [69]. Onpenenenbl (GpapMaKOKHHETHICCKUE TIOKA3aTENN IOCIIe OJHOPAa30BOTO
nepopasibHoro npuema tadiaetku AJIK (500 mr) 8 310poBBIME JOOPOBOJIBIIAMU: TIEPUOT
NoJyBbIBe/ieHUs: Obul paBeH 4,2 wyaca, a BpeMs JOCTHXKEHUS MaKCUMaJIbHON
KOHIICHTpaIuu B kpoBu — 3,1 gaca [407, 408].

BcacsiBanne AJIK u3 )KKT npoucxoauT 3a c4eT akTUBHOTO €ro TPAHCIIOpTa WIIH
nyTeM mpoctoil nuddy3un dyepe3 CIU3UCTYI0 000J0UYKY (TMPU YCIOBHH €T0 BBICOKOM
koHIeHTparuu) [69, 408]. B OGosbmuHCTBO TKaHEH, BKItouas mepedpainbHyro, AJIK
NoCTynaeT M3 IUIa3Mbl KpoBH ¢ ydactueM TpaHcnoprepa OCTN2 (uckiroueHue
COCTABJISIIOT NMEYEHb W TOHKUM KUIIEYHHWK) B HeM3MeHeHHOM Bujie. B kinerky AJIK
NOCTylaeT 3a CYeT MpsAMOT0 3HEPro3aBUCUMOIO IIpolecca IPOTUB TpagueHTa
KOHIIEHTpaIuu. BeIBOAUTCS U3 OpraHn3Ma MOYKaMHu.

OyHIaMEHTAIBHBIE UCCIEAOBAHUS MOCIEAHUX JIET ToKazan, yTto AJIK sBisieTcs
OJHUM U3 Haubosee HPQPEKTUBHBIX BEIIECTB, MOJIEPKUBAIOLUIUX KIETOUHYIO
sHepreTHKy opranusma [58, 69, 407, 431, 659]. JeictBurenpHo, mockoiabky AJIK
MOCTABJISIET YK€ AaKTUBUPOBAHHBIC allETWIBHBIE TPYIIbl HEMOCPEJACTBEHHO B
MUTOXOHJIPHAJIbHBIM MaTpUKC, B KOTOPOM oOpasyromuiics u3 Hero auetuin-CoA MoxeT
ObITh OKHUCJEH B LHUKIE TPHUKApOOHOBBIX KHUCIOT O€3 JOMOJHUTENBHOIO pacxoia
DHEPTUU, OH TPENCTaBIsAeT COOOW HamboJyiee JIETKOAOCTYIHBIM CyOCTpar, CIOCOOHBIN
3aIyCTHTh MHUTOXOHJPHAIBHBIC TMPOIecChl oOpa3oBanus sHepruu [174, 312, 344].
Kpome sToro, anernnpHas rpynmna 3TepuUIMPOBAHHOTO KapHUTHUHA SIBIISIETCS TAKKe
HPEIINICCTBEHHUKOM B IIUTO30JbHOM CHHTE3€ CTPYKTYPHBIX Jumunos [408].

B skcnieprMeHTanbHBIX U KIMHUYECKUX UCCIIEIOBAHMIX OBUIO YCTAaHOBJICHO, YTO
tepaneBTudeckoe aeiictBue AJIK B 3HAUMUTENBHON CTENEHU OTIMYAETCS OT JCHCTBUS
kapautuHa [7/1]. AOcomoTHass TOTPEOHOCTh HEWpPOHA KaKk B  ONTUMAJIBHOM
MUTOXOHJIPHAILHOM METaboin3Me, TaK U B COXPAHEHWU CTPYKTYPHOU IIEITOCTHOCTH
MIa3MaTUYECKUX MEeMOpaH, OT KOTOPBIX 3aBUCHUT HE TOJIBKO COXPAHEHHE KJIETKH, HO
TaKkKe W HEHPOTPaHCMHUCCHS, MPEBPAIIAET HEHPOHBI B MPHOPUTETHYIO MHIIEHB IS
metabonmuaeckoro neiicteus AJIK [58]. DTo mpeanouyreHne ycuimBaeTcst TeM (GakToM,
yto AJIK, sBISACh NpEAIIECTBEHHUKOM alleTIJIXOJMHA W 00Jamas CTPYKTYpPHBIM

CXOJICTBOM C HMM, OKa3bIBacT XOJIMHOMHMeTHYECKOe aeiicTBue [407, 408].
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[ToMuMO BAMSHUS Ha pa3IUYHbIE ATalbl XoJWMHepruueckod mnepeaaun, AJIK
MPOSIBIISIET €lIe Psii MOJIOKUTENbHBIX 3(h(ekToB. OH MOBBIIIAET SKCTPALEITUTIOJISIPHBIN
YpOBEHb aclaprara, riiyramaTta u Taypusa [58, 69]. IMeroTcs 1aHHBIE O CIIOCOOHOCTH
AJIK mpu XpOHMYECKOM BBEACHHM YyBEIMYMBATh IIOTHOCTE NMDA-peunentopoB B
TUIIIOKAMIIE, KOPE U CTPUATYME U MPEMATCTBOBATh YMEHBIICHUIO UX YUCJIA B YCIOBHSIX
crapeansi [407]. YcranoBnena crmocoOHocth AJIK ycunmBarh nelCTBHE HE TOJBKO
aIleTHITXOJIMHA, HO Takxke U cepoTtoHuHa [408].

NHo3HH. N3BecTHO, YTO ITyPUHBI obnagaroT MOUIHBIMU
MMMYHOMOJIYJIUPYIOIIUMU CBOWCTBAMHU U SBIISIIOTCS OAHUM M3 OCHOBOIIOJIATAOIINX
BEIIIECTB, HEOOXOAMMBIX JIJII HOpMaJIbHOTO (DyHKIIMOHUpOBaHMs KieTok [8]. Haubomnee
W3BECTHBIM MPEICTABUTENIEM BELIECTB 3TOr0 Kjacca SBIISETCS HYKJICO3U[ aJeHO3MH,
KOTOPBIA BIIMSIET HA OCHOBHBIE ACMEKThl UMMYHHOM cucteMbl [21]. Cuumraercs, 4dro
b (deKTsl aNeHO3MHAa YacTUYHO OOYCIOBJICHbl WHTHOMPOBAHHEM MATOJOTUYECKUX
IpOLIECCOB,  WHULMUHUPYEMBIX  MMMYHHOH  CHUCTEMOH,  BKJIOYas  BBIICICHUS
NPOBOCHAIUTEIBHBIX I[UTOKHHOB M PaadKaioB MoJieKynbl kuciopoga [353]. B
HACTOSIIEE BpPEMs MPOBOMASTCS AKTHUBHBIE TIOMCKH TEpPANEeBTUUYECKUX CPEJICTB,
OCHOBAHHBIX Ha BO3JCUCTBUM PELENTOPOB aJE€HO3MHA, JUIS JCUYCHHUS] U MPOPUIAKTUKI
UH(EKITMOHHBIX, AyTOUMMYHHBIX, UIIEMUYECKUX U JICTCHEPAaTHUBHBIX 3a0oseBaHuil [8,
21]. WuHo3un sBisercs MeETa0OJIMTOM aJICHO3WHA, (OPMHUPYEMOro BCIEACTBHE
pacuieryieHusl MOCAEAHEro Moja BAUSHUEM Je3aMuHa3bl. OH MHTHOUPYET CEKPEIUio
MPOBOCTIAIUTENBHBIX IMTOKMHOB, B TOM uucie ¢akTopa HEKpo3a OMyXoJIu U
uHTepiehkuHa- 13, MPOAYLIUPYEMBIX aKTUBUPOBAHHBIMU MOHOITUTAMHU u
snuTennaIbHbIMK KiteTkaMu [353]. IHO3uH TaKkke HHIHOMPYeT MPOAYKIIUIO PaIuKaIoB
CYNEpPOKCH/Ia CTUMYJIMPOBAHHBIMU HeHUTpoduiaMu. bBUogOCTYTHOCTS MHO3MHA BBICOKAS
(6omnee 90 %), a moyHast STUMUHAIUS UHO3WHA M €r0 MeTa0oJIMTa MOYEBOM KUCTIOTHI U3
OpraHu3Ma MPOUCXOIUT B TeUueHHE 48 4acOB, CJIENOBATEIbHO, KYMYJSIIMM UHO3UHA B
opranu3me He npoucxoaut [21, 353]. IIpsiMble aHaAIOr¥M HWHO3WHA TOJ TOPTOBBIM
Ha3zBaHueM «Pubokcun» nmn «MHo3un F» mpumensitorcs B xkauecTBe aHAOOIMUECKUX
CPEICTB 3a CYET MX METa0OJMYECKOro, aHTUTHIOKCHYECKOTO M aHTHAPUTMHUYECKOTO

cBoiictB [8]. Pubokcun (9-Pudodypanosunnypun-6 (1H)-OH) comepxkur B kadectBe
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MypUHOBOTO OCHOBaHMSI THUIOKCAHTUH, COOTBETCTBEHHO, B II€UEHU IMpernapar
pacuieruisieTcsi Ha puOo3y M TMIOKCAHTUH. Jlanee TMIOKCaAaHTHH KakK MpeaIIeCTBEHHUK
AT® cTumMynupyeTr CUHTE3 HYKJICOTUOB, AKTUBUPYET META00IM3M MUPOBUHOTPATHON
KHCJIOTBI JIJIs 00ECIEUEeHHs] HOPMAJIBHOTO IPOIECCa TKAHEBOTO AbIXaHUS, YCUJIMBAET
aKTUBHOCTb HEKOTOphIX ¢epmeHToB unukia Kpebca. [IpsiMble aHamoru HWHO3WHA,
NPOHUKAsT B  KIETKH, TOBBIIIAIOT  JHEPreTUYECKUH  ypPOBEHb,  OKa3bIBAIOT
IIOJIOKUTEIBHOE JICHCTBHE Ha MeTabomdeckue mporiecch [8, 21, 353].

Nnunakpun (NIK247, 9-amuno-2,3,5,6,7,8-rekcarunpo-1H-muknonenrta [b]
XUHOJMHA TUIPOXJIOPUA MOHOTHApPAT W JIp.) SABISETCS OOpaTUMbIM HHTHOUTOPOM
XOJIMHACTEpa3bl M OKAa3blBA€T  CBOWCTBEHHBIE  IIpermapaTtaM  3TOM  TPYIIIbI
dapmakosorndyeckue 3pdektsl [1]. OT OOBIYHBIX WHTHOWTOPOB XOJMHACTEPA3hI
OTIIMYAETCs, OJHAKO, TEM, 4YTO OJHOBPEMEHHO CTUMYJHPYET HEMOCPEACTBEHHO
MpOBeNeHNE BO30YXKJICHUS B HEPBHBIX BOJOKHAX M CHHANTUYECKYIO Tepeaady B
HEPBHO-MBIIIIEYHBIX OKOHYAHMUSX, YTO CBS3aHO C OJIOKagOil KaJIMEBBIX KaHAJIOB
BO30yaMMbIX MeMOpaH [57]. UnunakpuH yCHIMBACT ACHCTBUE HA TIAJAKUE MBIIIIBI HE
TOJIBKO alleTHJIXOJIMHA, HO U JPYTUX MEIMATOPHBIX BEUIECTB: aJpEeHaINHaA, CEPOTOHUHA,
rUcTaMuHa, OKCUTOIIMHA. WNuOakpuH paccMaTpuBaeTcs B KayecTBE Mpernapara,
CIIOCOOHOTO BIUSATH HA TIPOILECCHl TUIACTUYHOCTH, OOJAJAIONIEro CBOWCTBAMHU
YaCTUYHOI'O aroHMcTa M2-XOJMHEPTHUECKUX PELENTOPOB, KOTOPHIE pacloJiaraloTcs B
HEpBHOW U KapauaidbHOM TKaHU [l]. MIMeHHO C ATUMHU CBOWCTBaMM WIUJAKPUHA,
ornuyaronumMu  ero  3ddexkr or sddexra TakpuHa, CBA3BIBAIOT CHOCOOHOCTH
UIUJIaKpUHA BJIMATH HAa MEXaHM3Mbl HEUPOIJIACTUYHOCTH, OTPAXKEHHUEM KOTOPBIX
SBJISICTCS HW3MCHEHHE JIMHHOJIATCHTHBIX TOTEeHIMaaoB HepoHoB CAl obmactu
runmnokamna [144]. Otot 3ddekT Takxke HOCUT J0303aBUCUMBIM Xapaktep. B cumiy
CBOET0  XUMHUYECKOTO  CTpoeHusi (MMUIAKpUH  SBJISETCS  NPOU3BOJHBIM  4-
AMUHOTIMPUJIMHA) ITOT Tpenapar CrIocoOCTBYET BBHICBOOOXKIICHUIO AalleTHIIXOJIMHA W3
[IPECUHANITUYECKUX TEPMUHAIEN XOJMHEPIUYECKUX HEMPOHOB U BiuseT Ha K- m Na-
ka"aibel [1, 57]. Kpome TOro, onocpenoBaHHO YBEIUYUBAETCS CKOPOCTH BXOXKIACHHS
MOHOB KaJIblIUsl B TepMUHab akcoHa [144]. bnokana K-kaHanoB BbI3bIBAET YJIJIMHEHHE

nepuoga B036Y)K,Z[€HI/I}I B IIPCCHHAIITUYCCKOM BOJIOKHC BO BpEMA MMPOXOKIACHUSA
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UMIyJIbCa, YTO B CBOIO oOuYepeab OO0ecrneurnBaeT BbIXOA OOJIBIIUX KOJUYECTB
alleTHIXOJIMHA B CHHAIITHYECKYIO 1ieib [57, 144].

Kpeatnn — 53T0 He3aMeHMMOE HATypaJlbHOE NPUPOIHOE BEIIECTBO (METHII-
TYaHHUJIO-YKCYCHAsl KHCJIOTa), KOTOPOE COMEPKUTCSI B MBIIIICUYHOW W HEPBHOM TKaHU [8].
KpeaTtnn cuHTE3MpyeTCS U3 TPEX AMHUHOKUCIIOT: TNIMIIMHA, ApTUHIHA U METHOHWHA. DTH
aMUHOKHCIIOTBI — KoMIoHeHThl Oenka [70]. TIlepBas peaknus cHHTE3a —
TpaHCAMUHUPOBaHHE (JIOHOp — AaprUHHUH, aKIEeNTOp — TJIWUIUH) C 00pa3oBaHUEM
ryaHyjoanerara (raukormamMuHa). JlaHHBINH mporecc MPOXOTUT B IMOYKax. Bropas
peakiusi ~ CHHTE3a  KpeaTMHa  TpPOTeKaeT B MEYEHH  OpU  y4acTHH
ryanuanHaneratMeTriaTpancdepasel. Jlanee npu Hammuuu sHeprun AT®D obpasyercs
kpeatuddocdar. IlpubmusurensHo 95 % oOiiero myna KpeaTwuHa JIOKalu3yeTcsl B
TKaHSAX CKEJIETHOW MYCKyJaTypsl, 5 % — B cepaue, Mo3re u sudkax [155]. O0mwmii myon
KpeaTHMHa Yy JIIOJEeH COCTOMT M3 KpeaTMHa B CBOOOAHON ¢opme u B ¢dopme
dochokpeatuna [593]. Kpeatundochar mocne nedochopunmpoanus (HeoOpaTumas
peakiys) nMpeBpallaeTcss B KpeaTUHUH, KOTOPBIN BhlIeNsieTcs ¢ Mouoilt [649]. Kpeatun-
IICPEHOCUHK BCTpEYaeTCs MPEUMYIIECTBEHHO B HeiipoHax [593]. Ero ocodbenno MHOrO B
OOOHSITENFHOW ITyKOBHIIE, B TpaHyjaX KIETOK 3yOuaToil W3BWJIMHBI THINOKaMIIa, B
TUPAMHUJIATBHBIX HEHPOHAX KOPBI TOJIOBHOTO MO3ra, B KieTKax [lypknHbe MO3KedKa, B
JIBUTATEIILHBIX W YyBCTBHTEJIBHBIX sIpax TOJIOBHOTO M crmHHOTO Mo3ra [70, 155]. B
[IEJIOM, TIEPEHOCUYMK KpeaThHa ObuUl OOHApy)KeH M XapaKTepHU30BaJICS BBICOKOU
WHTEHCUBHOCTHIO B OCHOBHBIX JIBUTATEIIBHBIX W CEHCOPHBIX OO0JACTSIX TMEPEIHETO
MO3ra, CTBOJIa TOJIOBHOTO M CIHWHHOTO MO3ra M B OOJIACTSAX TOJIOBHOTO MO3Ta,
CBSI3aHHBIX C 00YYEHHEM, TaMThIO M TuMOndeckoi cucremoit [593, 649]. CymiectByer
THIIOTE3a, YTO PErHMOHBI C BBICOKUM YPOBHEM COJCpXKaHUS KpeaTHH-TIEPEHOCUHKA,
BEpPOSITHO, MMEIOT BBICOKMI Merabomu3sm AT®, a mecta ¢ HU3ZKUM YPOBHEM
NepeHocurnka KpeaThHa Oojiee YS3BUMBI MPU HEUPOJEreHEPaTUBHBIX 3a00JIEBAHUSIX
[649]. TIponykr oGpartumoro wmetabomuueckoro N-dochopunrpoBanus KpeaTuHa
spnsiercsi, nogoObHo AT®, Boicoko3HeprermueckuMm coeauHeHueMm. Kpeartunndocdat
COZIEPYKUTCS] TIPEUMYIIIECTBEHHO B BO30YIUMBIX TKAHSIX (MBIIIICUHAS] U HEPBHAS TKAHM)

U ero Omosiornyeckoi (yHKIUMEH SBISETCS MOAJAep)KaHUE MOCTOSTHHON KOHIIEHTpaIluU
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AT® [70]. DOra  peakuuss  KaTalU3UpPyeTcs  LUTOIUIA3MAaTHYECKUMH U
MUTOXOHPHATbHBIMU bepMeHTaMu-KpeaTUHKUHA3AMU; opu  pacxoje (4,
COOTBETCTBEHHO, MaJieHUU KOoHIeHTpauun) AT®, Hanpumep, IpHu COKPAIICHUH KIETOK
MBIIICYHOH TKaHH, PAaBHOBECHME PEAKIMH CIBUracTCsl BIOpPaBO, YTO BEAET K
BOCCTaHOBJICHUIO HOpMasibHOU KoHIeHTpanuu AT®. Konuenrpanus kpeatuadpocdara
B NOKOSIIEHCS MBIIEYHOM TKaHW B 3—8 pa3 mpesbimaeT KoHueHTpauuio ATO, ugro
II03BOJIIET KOMIEHCHUPOBaTh pacxol ATd BO BpeMs KpaTKUX IEPHUOIOB MBIIIEYHOU
aKTUBHOCTH, B TIEPUOJ MOKOS MPU OTCYTCTBUHM MBIILIEYHONW aKTUBHOCTU B TKaHU UJAET
NIMKOJIU3 U okucauTenbHoe (ochopunnpoBanue AP B ATD, B pe3ynbrare 4ero
paBHOBECHE peaklMM CMELIAeTCsl BJIEBO, M KOHIEHTpanus KpeaTuHdocdara
BoccTaHaBimBaercs [8, 593]. KpeaTun ycnenHo cTUMyIHPYET SKCIPECCHIO KoJuTareHa
U MpokoJuiareHa B pubpoodiiactax B komruiekce ¢ kosuzumom Q10 [70, 155]. I'maBHbIH
0004HbBIH 3D (PEKT OT mpreMa KpeaTHHOBBIX JT00aBOK — yBeln4ueHne Macchl Tena [70].

JleBokapuuTuH.  OCHOBHBIMH  OHMOXMMHUYECKUMH  (QYHKIUSMH  JAHHOTO
COEJIUHEHMUSI SBJIIOTCS:

1) TpaHCHOpPT AJMHHOLEIOYEYHBIX JXHUPHBIX KHUCIOT B MHTOXOHIPUAIBHBIHN
MaTpPHUKC.

OTOT mpouecc SBIAETCA OOpaTUMbIM M KaTaJU3UPYETCs HECKOJIbKUMU
dbepMeHTamMu, KOTOphIE KIacCUPUITUPYIOTCS 10 UX poJcTBY ¢ aneTui-CoA. Kapuutus-
aneruntpanchepaza (KAT) karanusupyeT peakluu KOPOTKOIIETIOUEUHBIX AaIlWJIOB C
muHOM nenu ot 2 10 10 yrneponusix enqunull. s TpaHcdepassl IIMHHOLETOYEYHbBIX
aIuIoB > 10 aTOMOB yTiieposa) UCIIOJIB3YIOT Ha3BaHUE
KapHUTHHOKTAHOWITpaHcepaza B cioydyae BHEMUTOXOHJPHAIBHBIX OENKOB, WM
kapHuTHH-TaTbMuTorNTpancdepasa (KIIT I) ans mutoxoHapuaibHbeix hepmenTo [12,
69]. [MocnenHue aBe MOATPYNIBI (PEPMEHTOB MPOSBISIOT MIUPOKYIO CHEIM(PUIHOCTH TI0
OTHOILIIEHUIO K CpPEJHEIEeNOYeUHbIM U JJIUHHOLEenouYeyHbiM anetun-CoA, obnanas
HAUOOJBIINM CPOACTBOM Ui Aekanoma-CoA [64, 71].

AUMIKApHUTUHBL ~ MEPEHOCATCS 4Yepe3 BHYTPEHHIOI MHUTOXOHAPUATBHYIO
MeMOpaHy C MOMOIIBIO TPAHCIIOPTHOTO Oenka, HA3bIBAEMOTO

KapHUTHHALWATpaHciokaszon  [84, 155]. B MuTOXOHApHAIBLHOM  MaTPHKCE
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anuikapHuTHH B3anMozeictByer ¢ CoA mnpu ywactum KIIT II, B pesynbrare yero
BHOBb 00Opasyercs anetui-CoA, KOTOphI B mporecce B-OKHUCIEeHHs MpeBpaliaeTcs B
arietnii-CoA, yuactByromuid B IITK, u cBoOoaubiii kapuutun [155, 369]. Bricokas
YTHIIM3AIMs CyOCTpaTOB B OKHUCIUTEIBHBIX MpoOIeccaXx TpeOyeT ONTUMAaIbHON
aKTUBHOCTH KapHUTHH3aBUCUMBIX TpaHchepas [84].

2) KouTponb n Mmogymsiiiust BHyTpHuKierouHoro myiaa CoASH.

[TomuMo  mepeHoca  aKTUBUPOBAHHBIX  AlWJIBHBIX  PAIUKAIOB  MEXIY
KOMITApTMEHTaMU KJIETKU 0€3 3aTpaThl SHEPTUH, KAPHUTUHOBAS CUCTEMA UTPAET TAKXKE
BAXHYIO POJb B COXPAHEHHM CTaOMIBHOrO ypoBHS KOA, KOTOpBIA HEOOXOAMM ISt
AKTUBUPOBAHUS KapOOKCHIICOepKANUX MeTa0ouToB [64, 84]. Tem cambIM KapHUTHH
BKJIIOYAETCSI TAaKXKE€ B MPOMEKYTOUHBIM OOMEH B II€JIOM, MOIYJIUPYS COOTHOIICHUE
arietrii-CoA / CoASH wn nmonnepkuBas HeoOX0 UMbl ypoBeHb cBoOoHOTO CoASH B
KIeTke. OTa (QyHKUUS KApHUTHHOBOM CHCTEMBbl 3aBUCHUT, TJIaBHBIM 00pa3oMm, OT
0o0pa30BaHMsI KOPOTKOIICTIOYCYHBIX AalMJIKAPHUTHHOB, Katamusupyemoro KAT [155].
KapuutuH cnocoOCTByeT ynajaeHWI0 KOPOTKOILECTIOYEUHBIX IJKUPHBIX KHCIOT U3
MUTOXOHJPHH, OCBOOOXasi BHYTPUMHUTOXOHApUAIbHbIN COA, cTabuiau3anus ypoBHS
KOTOpOro # (PyHKIMOHAJIbHAs B3aUMOCBsI3b Mexay nyilamMu CoA W KapHUTHHA
SBJISTFOTCS JKU3HEHHO BaKHBIMHM IS ONITUMHU3AIMH SHEPreTHYECKOro MeTabosu3ma [12].
VYyacTBys B OMOXMMHUYECKUX Tpolieccax oOpa3oBaHUs U Jerpajaliu KUPHBIX KUCIOT,
cTtepousioB, (HochoauuIOB, CUHTE3E AlETWIXOJINHA, OKUCJICHUU MUPOBUHOTPATHOU
KHCIIOTBI, OOpa30BaHMM KETOHOBBIX Ten W JApyrux mnporeccax, CoASH sBusercs
BaKHEHIUM MeTabonmtoM kietku [71, 155]. On HeoOXomuMm s P-OKHCICHUS, IS
KaTtaboM3Ma HEKOTOPHIX aMUHOKHUCIIOT, JIJIS JE€3UHTOKCUKAIIUU OPTaHUYECKUX KHUCIIOT
U KCEHOOMOTHKOB, I  (QYHKIMOHUPOBAHUS  IMMHPYBATACTHIPOTEHA3BI,  0O-
KETOTJTyTapaTIeruporeHasbl U, clieaoBatenbHo, s padotel LITK [369]. CHmkenue
MOCTYIJICHUSI KapHUTHHA BBI3bIBAET yMeHbIeHuEe coaepkanus CoA B MaTpukce U
COITyTCTBYIOILIIEE 3TOMY MoOBbIIeHHe cooTHomeHus: aneTui-CoA / CoASH, d4to
BBI3BIBACT HMHTUOMpOBaHWE  (EPMEHTATUBHOW  AKTHBHOCTH  BBINICYIOMSHYTHIX
neruaporenas [369]. CnemoBarenbHO, OCIAOJAETCS HE TOJBKO OKHUCICHHE >KUPHBIX

KHCJIOT, HO TaKXXC M YyTWIHW3alus YIJICBOJO0B, KaTa00JIN3M HCKOTOPBIX aMHHOKHMCIJIOT,



80

JIE3UHTOKCHUKAITMS OPTaHUYECKUX KHUCIOT U KCEeHOOMOTHMKOB. BzammocBsizb CoA wu
KApHUTHHA B KJIIETKE OCYIIECTBIISIETCS] TTOCPEACTBOM KapHUTUH-aImiITpaHchepas.

[TockonbKy 3ammuTa MUTOXOHAPUAIBHOTO M LUTO30JBHOTO ITYJOB CBOOOJHOIO
CoA mpu pa3muyHBIX 3a00JIEBAHMSIX JTOCTUTACTCS IKCKPEIHEH alluIKapHUTHHOB, TO B
TeX CllydasiX, KOr/a MPOUCXOAUT 00pa3oBaHUE HEXKeNIaTeIbHbIX allMIbHBIX TPYMI, Kak,
HaIpUMED, TPU HEKOTOPBIX HACTEACTBEHHBIX HAPYIIECHUSIX OKUCIICHUS )KHPHBIX KUCIIOT,
JIOTIOJTHUTEIBHBIA TpueM L-kapHuTHHA sBisieTcs HeoOxomumbiM [12, 155]. B menowm,
TepaneBTuyeckuii dPdekt L-xkapHUTHHA U ero 3(pUpoB, MO-BUIUMOMY, BO MHOTOM
ONOCPEAOBAH YEPE3 MHTErPaIbHOEC BIMSIHUE KApHUTHUHOBOM cUCTEMbI Ha myJsibl COoA
[369].

L-kapHUTHH WTpaeT TakXke BAXKHYIO POJIb B COXpPAaHEHHWU CTAOMIHLHOTO YPOBHS
kopepmenta A (CoA, KoA), Koropbli HEOOXOIMM Uil  aKTUBUPOBAHUS
KapOoKcHiIcoepkaimux MeraboiauroB [64, 71, 155]. Tem cambiM L-kapHUTHH
BKJIFOYAETCSI B MIPOMEKYTOUHBI OOMEH B I[€JIOM, PETYJIHPYS COOTHOIIECHUE AarleTHII-
CoA / CoASH u noaneprxuBasi HeoOXOAMMBIH ypoBeHb cBoOogHOrO COASH B KIieTke.
CoASH nHeobxoauM i1 OeTa-OKUCICHUS, JUIs KaTaboImM3Ma HEKOTOPBIX aMUHOKHUCIIOT,
UL JE3WHTOKCHKAIMA  OPTaHMYECKMX  KHUCJIOT W KCEHOOWOTHKOB, IS
GyHKIIMOHUPOBAHUST TTUPYBATACTUAPOTEHA3bl U, CIIENOBATEIbHO, JJIi PaOOTHI IHMKIA
TPUKAPOOHOBBIX KHCIOT. L-KapHUTHH CMOCOOCTBYET YIAJICHHIO KOPOTKOIETIOUECYHBIX
KUPHBIX KHCIIOT M3 MHUTOXOHIPHH, OCBOOOXKIAs BHYTPUMHUTOXOHIpHAIbHBIA COA,
cTabuin3arus ypoBHS KOTOPOTO U (DYHKIIMOHANbHAS B3aUMOCBSI3b MeX Ty yiaamu CoA
W JICBOKAPHUTHHA SIBJITFOTCS )KM3HEHHO BAKHBIMH JJISI ONITUMHU3AIIMN SHEPTECTHUIECCKOTO
meTabomm3ma [69, 369].

3) JIe3nHTOKCHKALIMSI OPraHUYECKUX KUCIOT U KCEHOOMOTHKOB.

[{UTOTOKCHYECKHE  OPraHMYECKHE  KHCIOThI, KaK W  KCEHOOMOTHKH,
OonoTpaHCHOPMHUPYIOTCS TpEBpalieHueM B MPOU3BOAHBbIE aneTui-CoA, KOTOpbIe
yIAJISIOTCSA U3 JalbHEeHIero karaboaudeckoro mpomecca [84, 155, 369]. Kpome Toro,
anetmn-CoA MOXKET HaKallJIMBaTbCs BHYTPU MHUTOXOHAPUATBLHOTO MAaTpPUKCa MPHU
nepunure ero gepmentoB [12, 69]. B arom cimydae tpanchopmarus amermin-CoA B

COOTBCTCTBYIOIIHMEC AlIUJIKAPHUTHUHLBI ITO3BOJISICT BBIBECCTHU U30BITOK AlINJIBHBIX OCTAaTKOB
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U3 MHTOXOHApPUH B mHUTO30sb [/1]. B oTiM4YmMe OT COOTBETCTBYIOIIMX IMPOU3BOIHBIX
anetun-CoA, aIWIKapHUTHHB, B OCOOCHHOCTH KOPOTKOIICMIOYEYHBIE, CIIOCOOHBI
nudGyHIUPOBATH Yepe3 KIECTOYHbIE MEMOpPaHbI M MOTYT OBITh STUMUHUPOBAHBI B MOUY
[84].

4) Anaboandeckue QyHKIIHN.

Anabommueckne (QyHKIUU L-KapHUTHHA OCYIIECTBISIOTCS MYTEM YYacTHs B
MeTabonu3me (GocHOIUNMUIOB 32 CUYET TOIJACPIKAHHUS ONTUMAIBLHOTO COOTHOIICHUS
anietnin-CoA / CoASH [69, 84].

5) Koppekius mpoIieccoB arnonTosa.

VYyactue L-xkapHuTMHa Kak B DHEPreTHYeckoM Mertadoiu3Me, TaKk U B
MeTaboauzMe (HocoaunuIoB yKa3blBa€T Ha BaKHEHIIYIO POJIb ATOTO COCTUHEHHS B
MOJAACP>KaHUM KM3HECTIOCOOHOCTH KJIETKU. B psine uccnenoBaHuii ObUIO yCTaHOBJIEHO,
970 L-KapHUTHH B pa3IUYHBIX OWOJOTMYECKHX CHCTEMax OKa3bIBAeT 3alllUTHOE
nevicreue mpu amomnrto3de [155, 369]. B aToT mporecc BKIIOYEHBI pa3IMYHBIC TPYIIIHI
BEII[ECTB, B YAaCTHOCTU IIEPAMHJBI — MOIIHBIC IHIAOTCHHBIE MPOMOTOPHI KIETOUHOTO
amonTo3a W acmaprarcienu@uyecKkue I[HCTEHMHOBBIE TMPOTEas3bl, HAa3bIBAEMBIC
Kacma3aMiy, SBJISIONIMECS KIIOUEBBIMH MeEauaTopaMu amonTosa. [IpoTeKTHBHBIC
cBoiicTBa L-kapHUTHHA MpU amomnTo3e OOYCIOBIEHB KaK WHTHOMPOBAHMEM CHUHTE3a
[EpaMHUI0B, TaK © aKTHBHOCTHIO Kacma3, H, BEpOSTHO, HE CBSA3aHBI C
(GYHKIIMOHUPOBAHUEM  KApPHUTHHOBBIX  TpaHcdepas. ODKCIEePUMEHTATbHO  OBLIO
MOKa3aHO, YTO BBEJACHWE KAapHUTHHA B KapJUOMHOITUTHI, B KOTOPBIX aronTO3 ObLI
BBI3BaH JICCTBHEM JOKCOpPYOWIIMHA, CHIMDKAeT BHYTPHKICTOYHBIH yYpOBEHb IIEpaMHU]Ia
[12, 69, 155]. UurubupoBanue L-kapHUTHHOM 0Opa3oBaHUs HEPAMHUIOB MTPOUCXOJINUT,
MO-BUAMMOMY, B Pe3yibTaTe ACHCTBUS ABYX Pa3IMYHBIX MEXaHU3MOB. Tak, OTBIICUCHUE
nanbMUTOMIT-COA OT CHHTE3a IepaMHUIOB B OKUCIUTEIbHBIA METaOOIM3M YCHUIIHBACT
UHTHOUTOPHBI d(Pdext L-kapHuTHHA Ha KUCIYIO COUHTOMHUEIMHA3Y, KOTOpas
reHepupyeT 00pa3oBaHUE IIEPAMHIOB B OTBET HA MHOYKECTBEHHBIE MTPUUMHBI aIllONTO3a.

Kpome Toro, nokaszano, yto L-kapHUTHH MHTHOMPYET aKTUBHOCTh Kacmas3-3 U Kacrnas-8

[369].
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6) HetiponipotekTrBHbIi 3 dekT.

Helipo3ammTHoe aeiicTBue L-xkapHUTHMHA ObUIO BBISBICHO y KpPBIC HAa MOJEIH
MUTOXOH/IPHAJILHBIX HAPYIICHUN, BBI3BAHHBIX 3-HUTPOIPOIMOHOBOW KHCIoTOH [524,
659]. Panee ObUTO MPOJIEMOHCTPUPOBAHO, YTO JAHHOE COCTUHCHHE SIBJIISICTCS MOIIHBIM
MHUTOXOHAPHUAIBHBIM TOKCUHOM, KOTOPBIN BBI3bIBAET CHIX)KEHUE HEUPOHATIBHOTO YPOBHS
ATO yepes MHTUOMpPOBaHUE CYKIIMHATIETUAPOreHAa3bI KOMILJIEKCa II
MUTOXOH/IPHAILHONW TPAaHCTIOPTHOW 1ienu 3ekTpoHoB [312, 344]. [penBapurtenbHbIiA
npueM L-kapHUTHHA KpbICaMU ITOJIHOCTBIO MPEIOTBPAIlAl CHUKEHUE TEMIIEPATyphl
MO3ra, BHI3BAHHOE BBEJICHUEM 3-HUTPOIMPOMUOHOBON KUCIOTHL. 3amMTHBIN >dekT L-
KapHUTHHA, IO-BUUMOMY, OOYCJIOBJIEH €r0 MUTOXOHPUOTPOITHBIMU CBOMCTBAMH.

MenboHuid — METabOJIMYECKOE CPEICTBO, BO3JCHCTBYIOIIEE HA PA3IUYHBIC
YPOBHH  METa0OIMYECKUX MPOLECCOB KJIETOK, NOJABEPrIIMXCS TMIIOKCHUYECKH-
UIIEMUYECKOMY ITOBPEKICHHUIO.

N3HayanbHO coequHEHHE OBLIO OMHMCAHO B BHUJE IBUTTEpP-MOHA (IUTUIpaTa),
UMEIOLIETO MOJIOKUTENbHBIN 3aps]] Ha THAPa3UHOBOM (parMeHTe U OTpULATENIbHBIN Ha
kapOokcuinaTHo# rpymme [8]. B Takom BHie OHO KPUCTAIUTU3YETCS U3 ITAHOJIA M UMECT
Temreparypy miaBieHus 254-256 °C, oueHb XOpOIIO PAacTBOPUMO B BOJE, XOPOIIO
pPacTBOPUMO B METAHOJIE U 3TAHOJIE.

B simepHO-MarHUTHOM PE30HAHCHOM CHEKTPE Ha siApax BOAOPOJia HAOMIOAAITCA
JIBA CUTHajla C XUMHYEeCKMMHM cauramu B 3,11 Ma (MWUIMOHHBIX J0Jel),
(mpunagnexut Tpuriery CH2) u 3,30 ma (mpunaanexut cunriaety CH3) (B uctounuke
[145] ykas3aHb! 3HAYECHHUS B YCTAPEBIIMX SIMHHIAX BPEMEHHOIO XMMHUUYECKOTO CIBHIA:
6,89 ma u 6,70 M7 COOTBETCTBEHHO).

CornacHo uccnenoBanusM, [160] Mmerton cuHTE3a MEIIBOHHUS B LIBUTTEP-HOHHOM
dbopme 3akiro4aeTcsi B MPONMYCKAHUU COOTBETCTBYIOLIEIO CIIOKHOTO 3dupa dvepes
KOJIOHKY C CHJIbHOOCHOBHOW aHMOHOOOMEHHOU cModoit. [Ipupoaa annona X He BIusieT
Ha 3(p(EKTUBHOCTh CHHTE3a, a4 B KAuye€CTBE MCXOJHBIX COEIUHEHUN MCHOJb3YIOTCS
METHJIOBBIM, STHIIOBBIA, W30MPONWIOBBIM W Apyrue Huslme cioxHbeie 3¢upsl. [lpu
IPOXOXKJIEHUH BEILECTBA Yepe3 KOJOHKY HPOUCXOJIUT OJHOBPEMEHHBIA THUAPOIIH3

CJIIOXKHOY(PUPHON Tpynmnbl U OOMEH aHMOHA Ha TUAPOKCHUI-WOH. PacTBopuTenem st
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CHUHTE3a MOXET CIIYKUTh BOJIa WU MOJSPHBINA OpraHUYECKUN pacCTBOPUTEND, HAIPUMED,
CITUPT.

JlanbHeime WCCieloBaHus CBS3aHbl C TEM, 4YTO IBUTTEp-HOHHAasA ¢dopma
COCMHEHMs]  MMEET  HECKOJbKO  HejocTtaTkoB. Ona  o0magaer  BBICOKOU
TUrPOCKONMYHOCTHIO: TIpu 100 % BIaXXHOCTH MENBJAOHUN MOTJIONIAET BOAY Maccoi
10 % oT coOCTBEHHOI MacCchl U MPEBpAIIAETCs B CHPOI. Takke COeIWHEHUE MMEET
ObICTpOE BpeMs MOJYBbIBeeHUS U3 opranu3Ma (4—10 gacoB), U3-3a 4ero npu Tepanuu
ero HeoOX0AUMO NPUMEHATh 2—4 pa3a B JAeHb. KpoMme TOro, BemeCTBO HEYCTONYHUBO K
HarpeBaHuio. Yxke mnpu HarpeBanuu o 40-45°C oHO HauyMHAET TEPATH
KPUCTAJUIM3AIMOHHYIO BOJY, a TpPHU JalbHEUIEM HarpeBaHUM NPUOOPETAET ILBET U
HENPUATHBIN 3anax [314].

BbII0  BBISICHEHO, 4YTO OOJIBIIMHCTBO COJIEBBIX (OpPM  MENBJIOHUS TIO
(bapMaKOKMHETHYECKMM CBOMCTBaM HE OTJIMYAeTCS OT CBOMCTB LBHUTTEP-HOHHOTO
MeJIbAOHUS (OOBIYHO 3TO MPABUIIO BBINOJHAETCA JJIA BCEX PAaCTBOPUMBIX Map LUBUTTEP-
noH-cosnei). OIHako 0Ka3ajaoch, YTO B CIy4ae MEJBIOHUS COJIM HEKOTOPBIX
MHOTOOCHOBHBIX KHUCIIOT TaKe OBLJIM PACTBOPUMEBI B BOJIE, OJTHAKO JEMOHCTPUPOBAIH
ocoOeHHbIe (hapMaKOKMHETHYECKHE U (papmakoguHAMHUUECKHe CBOMcTBa. Tak, Oosee
MOAXOMSIIUMHA  OKa3aJIUCh KHUCHBIE CoMu (ymMapoBOW W MaJEHMHOBOW KHCIIOT,
quruapodocdat, KUciasi coib IABEIEBOM KUCIOTbI, MOHO- WM AW3aMELIEHHasl COJIb
CJIM3CBOW KHCJIOTHI, COJIM TTaMOEBOW U OPOTOBOM KucioT [314].

B opranusme uenoBeka KapHUTWUH CHHTE3UpyeTcss u3 y-OyTupoOeTamHa.
MenbaoHuii SIBISIETCSl CTPYKTYPHBIM aHAJIOTOM Y-OyTHpoOeTanHa, ¥ MO3TOMY MOKET
UHTHOMPOBaTh (PEePMEHT 7Y-OyTHPOOETaUHTUAPOKCHIA3Y, OTBETCTBCHHBI 3a CHHTE3
KapHUTHHA. MenbI0HUN TaK)Ke CHUXKAET aOCOPOIMIO SK30T€HHOT0 KAPHUTHHA B TOHKOMN
KMILIKE (M3 MUIIM, HAMUTKOB M T. I.) Ojarojgapsi KOHKYPEHTHOMY BO3JEHCTBUIO Ha
cunenuduueckuii  O0emox-tpancnoprep OCTN2 [8, 145, 160]. Kak cnenctsue, B
OpraHU3M€ YMEHbIIIAeTCs] KOHLIEHTPAUsl KAPHUTUHA U 3aMeJIJISIeTCsl MPOLECC MepeHoca
KUPHBIX KHUCJIOT Yepe3 MHUTOXOHJpHUAIbHbIE MEMOpaHbl KIETOK cepana (KapHUTHH
BBICTYIIAE€T B JAHHOM IPOLIECCE KAK MMEPEHOCUUK JKUPHBIX KUCIOT). Takoe 3aMejieHue

O4YCHb BA’XHO B IICPHUOA KHCJ’IOpOI[HOfI HCAO0CTAaTOYHOCTH, ITIOCKOJIbKY IIPpW HOPMAJbHOM
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MOCTYIJICHUW JKUPHBIX KHCJIOT B CEpPAIle W HEAOCTATKE KHUCIOpPOAa MPOUCXOIUT
HEIOJIHOE OKHCIIEHHUE >KUPHBIX KUCHOT. [Ipu 3TOM HakarjamBarOTCs MPOMEKYTOUHBIE
IPOAYKTHI, OKa3bIBAIOIIE HETaTHBHOC BIIMSHUE Ha TKaHU cepama [145, 160].

OAHOBpPEMEHHO C 3aMeJIeHHeM MeTabon3Ma JKUPHBIX KUCIOT YBEIMYHUBACTCA
CKOpPOCTb MeTabonu3Ma yriaeBojoB (TJIMKOIM3a), MPU KOTOPOM HAOIOAAeTcCs
uTo3anmuTHEI ekt n 6onee rddextuBHOE 0OpazoBanne ATD, MOCKOIBKY TIpH
OKHCIICHUU YTJIEBOJOB 3aTpauMBacTCs MEHBIIE KHUCIOpOAa B pacueTe Ha OJHY
Mosiekysty AT®, uem npu OKUCIICHUHU KUPHBIX KUCJIOT. bosee Toro, MenbI0HUI caM o
cebe CMOCOOCTBYET AaKTHBAIMM TIWKOJIM3a, YCHUJIMBAs OKCIPECCHIO TE€KCOKHHA3BI,
KaTaJIM3UPYIOIICH MpeBpallleHue IIIF0KO03bI B III0K030-6-(hocdar [80, 92].

MenboHuid  MOBBIIAET  Pa0OTOCIOCOOHOCTh,  YMEHBINIAET  CUMITOMBI
MICUXUYECKOTO W (PUBHUYECKOTO TIEPCHANPSDKCHUS, CIOCOOCTBYET — IOBBIIICHHUIO
BhIHOCJIMBOCTH [18].

[Ipenapar BcacbiBaercs u3 KKT. Ero 6uonoctynHocTh cocTaBisieT okojo 78 %,
a MakcMMajbHas KOHIIEHTpalus JocTUraercs depe3 1-2 wyaca. B opranusme onH
mpeBpaliaeTcss B JiBa OCHOBHBIX META0O0JIMNTA, KOTOPHIE BBIBOISTCS YEpe3 IMOYKU C
NIEPHOIOM TOJTyBBIBEIeHUs OT 3 110 6 vacoB [8, 145].

Huxotunamun. Buramun PP (Butamun B5, HUKOTHHOBas  KHCJOTA,
HUKOTHHAMU/I, HUAITUH).

[ToyTn BeCh MMEIOIMICA B KJIETKAaX MU KUAKHAX Cpelax opraHu3ma BuTtamMuH PP
MPE/ICTABIICH B BHUJIC HUKOTHHAMUA, BKIIFOUEHHOTO B cocTaB KodepmentoB — HAJl u
HAJI®D [448].

[ToaTOMy 3HauUeHHE HUAIIMHA OMPECISIETCS POJIbIO ATUX KO(DEpMEHTOB, KOTOpas
SIBIISICTCS UpEe3BbIUaiiHO MHOTOTpaHHou [448, 601]:

1. HAJI — xodepMeHT aeruaporeHas, y4acTBYIOIIMX B PEAKIUSIX OKHUCICHUS
TJIFOKO3bI, JKUPHBIX KHUCJIOT, TJHIEPOiIa, AMUHOKHCIIOT, SBISETCI KO(DEPMEHTOM
neruaporenas nukina Kpebca (Mckimrodas CyKIIMHATIACTUAPOTeHasy). B aTux peaxiusx
KO(pepMeHT BBIMONHAET (YHKIHIO MPOMEXKYTOUHOTO aKIENTOpa DSJIEKTPOHOB U

IPOTOHOB.
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2. HAJl — mnepeHOCUMK IPOTOHOB M OJJIEKTPOHOB B JIBIXaTEJIIBHOW LENU
MUTOXOHJpHUMA (OT OKHUCIAEMOro cyOcTpaTa K MEpPBOMY KOMIUIEKCY ILIEH TKaHEBOTO
JIbIXaHUS ).

3. HAJl — cybcrpar JIHK-nura3znoi peakiuu npu cuntese u penapauuu JHK, a
Takxke cyoctpar s cuHte3a noiau-AJld-pubo3sl B monu-AJld-pubo3unupoBanue
OEJIKOB XpOMAaTHHA.

4 HAI®H - gnoHop BOAOpoJa B peaKUUSIX CHUHTE3a >KUPHBIX KHUCIOT,
XOJIECTEPUHA, CTEPOUIHBIX TOPMOHOB U HEKOTOPBIX APYTUX COCTUHEHUMN.

5. HAJI®H — KOMIOHEHT MOHOOKCUT€HA3HOM LIEMTM MUKPOCOMHOI'O OKHUCJICHUS,
BBITIOJIHAIONIEH (YHKIIUIO JETOKCHUKAIUU AHTUOMOTHKOB M JPYTUX YYKEPOJHBIX
BEILIECTB.

6. HAJ/l u HAJI® — amnoctepuueckue peryisitopbl PepMeHTOB SJHEPTeTUYECKOTO
oOMeHa, B yacTHOCTH, epMeHTOB 1uKIa Kpebca, a Takke peakiuii HOBOOOpa3oBaHUs
IJIIOKO3BI  (TIIFOKOHEoreHe3a). HukoTtunamug u N-MEeTHUJIHHMKOTHHAMHA (MeTaOoauT
HUKOTMHAMHU/IA) SBJISIFOTCS y4acTHUKaMH Tporiecca metminpoBanus T-PHK u Genkos.
PubodmaBun sBISETCS OMOJIOTMYSCKM AKTHBHBIM BEIIECTBOM, WIPAIOIIMM BaXKHYIO
POJIb B TIOJIJIEPKAHUU 37]0POBbS UEJIOBEKA.

Pubodnasun (Butamun B2). PuGodmaBun sBisieTcss OMOTOTUYECKA AKTUBHBIM
BEILIECTBOM, UTPAIOIIUM BAXKHYIO POJIb B MOJJEPKaHUU 3I0POBbS UETIOBEKA.

buonoruyeckass ponb  pubodiaBuHa  ONpenenseTcs  BXOXKICHUEM  €ro
npou3BOAHBIX (iaBuHMOHOHYKIeoTHAa (DPMH) w  dnaBuHageHUHAMHYKICOTH A
(®AJl) B cocTtaB OOJBLIOTO YHUCHA BaXXHEUIIMX OKHUCIUTEIBHO-BOCCTAHOBUTEIbHBIX
(dbepMeHTOB B KauecTBe KOPEpMEHTOB.

Poib 3THX KO(EepMEHTOB 3aKitouaeTcs B ciieayromniem [644, 650]:

1. ®MH u ®AJ] — xodepMeHThl OKCHIa3, MEPEHOCAUIMX 3JIEKTpoHbl U H+ ¢
OKHUCJISIEMOTO CyOcTpaTa Ha KUCIOPOI. TaKOBBIMU SIBISIOTCS (PEPMEHTHI, YIACTBYIOIIIHE
B pacmajge amMuHOKHCIOT (okcujaasel D- u  L-aMHUHOKHCIOT), HYKJICOTHIOB

(KcaHTHHOKCHIa3a), OMOTEHHBIX aMUHOB (MOHO- U TUAMUHOKCHIA3b) U JIP.
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2. ®MH u ®AJ] — npoMeKyTOUYHbIE MEPEHOCUUKU 3JIEKTPOHOB U MPOTOHOB B
neixareapHol nenu: ®MH BxoauT B cocTaB [-ro KoMInIekca ey TKaHEBOTO JbIXaHUs,
®AJI — B cocTaB II-ro komIiekca.

3. ®AJ] — xohepMEeHT MUPYBAT- U O-KETOTIyTaPaATACTHAPOTCHA3HBIX KOMILJIEKCOB
(mapsay ¢ TIID u apyrumu kodepmentamu DAJl OCyIIECTBISIET OKHUCIUTEIBHOE
JNEKApOOKCUIIMPOBAHUE COOTBETCTBYIOIIMX KETOKHCIOT), a TakKe €IWHCTBEHHBIN
Ko(epMeHT CyKImHaTAeruaporeHassl (hepmenTta uukia Kpebca).

4. ®AJ] — y4acTHHK peakIuii OKUCICHUS KUPHBIX KUCIOT B MUTOXOHAPUIX (OH
aBigercss kKodepmentoM aneTwi-KoA-geruaporenassr). LlnanokoOanaMuH siBIsieTCs
YHUBEPCAIbHBIM JOHATOPOM METWJIA, OKa3bIBAIOIIETO PETrYyJIUPYIOIIEE BIHMSHUE Ha
oOpa3oBaHWE  XOJIMHA, C(QUHrOMUENMHA,  AalEeTWIXOJWHAa U  psSIAg  JIPYrux
HEUPOTPAHCMUTTEPOB.

Butamun B1 wurpaer BaxkHYyIO pOJb B YIJIEBOJHOM, OCJIKOBOM M KHUPOBOM
oOMEHe, a TakXe B MpOoLEeccax IMPOBEJACHUS HEPBHOIO BO30YXKIEHUS B CHHAIICaX.
3amuinaer MeMOpaHbl KJIETOK OT TOKCHYECKOTO BO3JEHCTBUS MPOYKTOB NMEPEKUCHOTO
okucienus [200].

TuamMuH OBUT MEPBHIM BUTAMHUHOM, BBIJICIICHHBIM B KPUCTAIUIMYECKOM BHUJIC
K. ®ynkom B 1912 r. [201]. TTo3ke ObLT OCYIIECTBICH €ro XUMU4ecKuid cuaTe3 [336].
CBoe Ha3zBaHME — TUAMHMH — 3TOT BUTAMMH MOJYYWJ U3-32 HaJUYMUs B COCTaBE €ro
MOJICKYJIBI aromMa cepbl M amuHOrpynmbl [366]. TwamuH cocToMT U3 JBYX
TeTEPOIMKINYCCKIX KOJell — aMHHONMHPUMHUIMHOBOTO | THaszojoBoro [606].
[locneqHee CONEPKUT KATAIUTHUUECKH AaKTUBHYIO (YHKIIMOHAJIBHYIO TPYIIYy —
KapOaHUOH (OTHOCUTENIPHO KUCIHIBIN YTIIEPOT MEXKIY CEpOi U a30TOM). THaMUH XOpOIIIO
COXpaHsSIETCSl B KMCJIOM Cpe/ie Y BBIIEP)KUBACT HAarpeBaHHUE JO BBICOKOWU TeMIIepaTypbl
[200, 336]. B mienouHoii cpeie, HaIpUMep, IPH BBINICUYKE TeCTa ¢ J00ABJICHHEM COJIbI
WM KapOoHaTta aMMOHHS, OH ObIcTpo paspymiaercs [366, 606]. B XKKT paznuunbie
dbopMbl BUTaMUHA THAPOJIM3YIOTCS ¢ 00pa3zoBaHMEM CBOOOAHOro THamMuHa. bosbimas
4acTh €r0 BCAaChIBACTCS B TOHKOM KHUIIEYHHKE C IIOMOINBIO CIEIH(PUISCKOTO
MEXaHU3Ma AKTUBHOI'O TPAHCIIOPTA, OCTAIbHOE KOJIMYECTBO PACIICIUIAETCS THAMUHA301

KHUIICYHBIX 6aKTepHﬁ. C Tokxom KPOBH BCOCABIIMICS THAMHH nomagact BHA4YaAJIC B
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nedyeHn, rae pochopunupyercs TnaMuHIMUPOGoCcHOKUHAZ0M, a 3aTEM MEPEHOCHUTCS B
npyrue opraibl U TKaHu. CyllecTByeT MHEHHUE, YTO OCHOBHOW TPaHCHOPTHOUN (opMoi
tuamuna seisiercss TM® [201, 606]. Butamun B1 npucyTcTByeT B pa3IMuHBIX OpraHax
U TKaHSAX Kak B popme cBOOOAHOTO THAMHUHA, TaK U B opMe ero GpochopHBIX 3PUPOB:
THaMuHMOHOGoCchaTa (TMD), tuamuHaudochara (THD, CHHOHUMBI:
tuamuHarpodocdar, TIID, kokapObokcwmraza) m TuamuaTpudocdara (TTD) [366].
Tuamua kokapOokcmiaza TT® — cuHTE3upyeTcss B MHUTOXOHIPHUSIX C TOMOIIBIO
dbepmenta TIID-ATD-dochorpancdepassr: Tpanchepaza TIID + ATO TID + AMO.
OcHoBHOM KOohepmenTHOW dopmorr (60-80 % or o00mero BHYTPHUKICTOYHOTO
conepxxanusi) sapisgercss TII®D. TTO wurpaer BakHyl0 pojib B MeTabOIM3ME HEPBHOM
tkaHu [366, 606]. Ilomumo ywacTus B (PEepMEHTATUBHBIX PEAKIMAX, BUTaMUH Bl
MIPUHUMAET ydacTue B CHHTE3e alleTHIIXOJIMHA, KaTaJu3upys B
NUPYBATAECTUAPOTeHA3HONM  peakuuu oOpasoBanue anetwi-KoA —  cyOcrtpata
aunetunrpoBanus xosmna [200, 201].

TuoxTtoBas kucnora. OcHoBHas GyHKIMS JUmoeBor Kuciothl (a-JIK) — npsmoe
ydacThue B YIJIEBOJHOM OOMEHEe, a MMEHHO B a’poOHOM MeTaboJM3Me MPOIyKTa
rmukonn3a — nwmpyBara. o-JIK  sBmsercs kodepMeHTOM B OKHUCIUTEIHHOM
JEKapOOKCUIIMPOBAHUM  MHUPOBUHOTPATHOM  KHUCHOTHI g0  anetwi-KoA wu -
keToraytapara 10 cykuuHui-KoA (B nukie Kpebca) [68]. Obneruas takum oOpazom
NpEeBpalIeHNEe MOJOYHOM KHCIOTHI B  MHPOBHHOTPATHYIO C  MOCIETYIOIIUM
nekapOOKCHUIMPOBAaHUEM IIOCJICTHEH, o-JIK CIIOCOOCTBYET JIMKBUIAIIUHA
MeTrabonnyeckoro amuaos3a. o -JIK urpaer BaxHyi pojib B JIMIHIHOM OOMEHE,
o0JaaeT MOJIOKUTEILHBIM JUTIOTPOITHBIM JCHCTBUEM, OOJyierdyasi MepeHoc arerara u
KUPHBIX KUCIOT U3 IIUTO30JIs1 B MATPUKC MUTOXOHAPUHN TSI TIOCIEIYIOIIETO OKHCICHUS
3a cyeT NOBbIMEHUS BbIpaOboTku kodH3UMa A (KoA) [136]. o-JIK cmBuraer crekrtp
JUTUAOB KPOBU B CTOPOHY HEHACHIIIEHHBIX JKUPHBIX KUCIOT, TIOHMKAET COJIEpPIKaAHUE
XOJISCTEpUHA W HACHIIICHHBIX JKUPHBIX KHCIOT B KPOBH, TPEIOTBpaIias pa3BUTHE
atrepockiiepo3a. o-JIK Moxker cymectBoBaTh B OKUCIeHHOW (-S-S-) wu
BoccraHoBleHHOH (SH—) dopmax, Omaromapst yemy peanusyrorcsi €€ KohepMEeHTHbBIE U

aHTHOKcHaaHTHble GyHKuu [136]. BoccranoBnenHas ¢opma, JUTHIPOIUIIOEBAs
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kuciota (HAI'JIK), cioyXuT AOHOPOM 3JIEKTPOHOB [JIsi BOCCTAHOBJIEHUS JIPYTUX
aHTHOKcuAaHToB (BuTamMuHa C, BuTamuHa E u riayratvoHna), a B yCJIOBHSIX MacCHBHOIO
okucienus memOpan [AI'JIK ocymectsisieT petnki BuTamMmuHa E npu ero UCTOIEHHH.
a-JIK moBeIIaeT MHTpa- U 3KCTPALEIUIIOIAPHBIA YPOBHH INIYTaTHOHA B T-KIIETOYHBIX
KyJIbTypaxX, OJPUTPOLUMTAX YEJOBEKa, TIHAJIBHBIX KIETKaX M  JUMQOIUTaxX
nepudepudeckoir kpoBu [68]. a-JIK m JAI'JIK 3axBaThIBalOT CBOOOJHBIC paJHKAIIbI:
3G (HEKTUBHO HEUTPATM3YIOT MEPOKCHIBHBIA W THAPOKCHUJIBHBIA paguKaibl, a TaKKe
paaukan kucinopoga. bonee toro, a-JIK o6pa3yer KOMIUIEKCH ¢ MapraHIeM, IUHKOM,
KaJIMUEM, CBUHIIOM, KOOQJIbTOM, HUKEJIEM U KEJI€30M, BHIBOJIUT U3 TKAHEH PTYTh, MEIb
U MBIIIbSK [68, 136].

YV OUXUHOH. Kosmsum Q10 sBmsieTcss BHUTaMHHONOAOOHBIM BEIIECTBOM H
CUHTE3UPYETCS] B OpraHu3Me U3 aMUHOKHCIOThI TUPO3UH MPU y4aCTUU BUTaMUHOB B2,
B3, B6, B12, C, ¢onueBoil 1 maHTOTEHOBON KHCJIOT, a TaKXe psJia MUKPOIJIECMEHTOB
[8]. DOTO CHOXHBII MHOTOCTYIIEHYATHI IPOLECC, PETYIHPYEMBIH HECKOJIbKUMHU
dbepmenTaTUBHBIMU cucTeMaMu. [Ipu nedunure BUTAMHUHOB U MUKPOAIJIEMEHTOB, MPHU
HApYIIEHUSAX CO CTOPOHBI PETYIHUPYIONIUX (DEPMEHTHBIX CUCTEM Jake BHE KakKoil-11b0
MaToOJOTUU AHIOTEHHBIM OmocuHTe3 kodH3MMa Q10 He oOecmeunBaeT MOTpeOHOCTEM
opranuzma [55, 56]. BHyTpu KkIeTOK YyOMXWHOH JIOKQJIM30BaH B OCHOBHOM B
MUTOXOHJAPUSIX U MPEACTABISET COO00M HEOOJbIIyI0 THUAPODOOHYI0 MOJIEKYIY,
pacTBOpeHHYI0 B junuaHoMm oOwucioe [312, 413, 524]. Haubomplee ero KOJIMUECTBO
HAaXOJUTCS B MHTOXOHJIPUSX KJIETOK TaKUX JHEPromoOTPEOIIIONIMX OpPTraHOB, Kak
cepjile, Me4YeHb, MOYKH, MOJKeNyaouHas kene3a [659]. YOuxuHoH crocobeH oTaath
WU OPUHATh KaK OJMH, TaK W JIBa 3JIEKTPOHA M BPEMEHHO 3aXBaThIBAE€T U3 CPEJbl
IPOTOH MPU TMEPEHOCE KaXIO0ro aekTpoHa. Korma XMHOH OTAAE€T CBOU AJIEKTPOHBI
NOCJIEYIONIEMY TEPEHOCUYMKY, MPOTOHBI BBICBOOOXKIAIOTCS. ITa CIHOCOOHOCTh
ompenenseT BaxHeHiyro (QyHkuuioo youxmHOHa — KodepMmeHTHyro [64, 65].
depMEeHTHbIE KOMIUIEKCHI AbIXaTEIbHOU 1€, OCYLIECTBISIONINE IEPEHOC IJIEKTPOHOB
K MOJIEKyJIe KHCIOpOJa, SIBISIOTCS BaKHEHIIEH CHeU(pUUIECKOd COCTaBISIONIeH
BHYTpEHHEHI MeMOpaHbl MHUTOXOHApPUH. Bpigensor 5 OCHOBHBIX (ePMEHTHBIX

KOMIIJIIEKCOB:
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I kommnekc — HAJI®; kosH3uM Q-peaykrasa;

II kOMIIEKC — CYKIIMHATKO?H3UM Q-peayKTasa;

III koMIuieke — ko3H3UM Q-iuToxpom Cl-penykrasa;

[V KoMILIEKC — HUTOXPOMOKCHUAA3A;

V kommnekc — AT®-cuHTeTasa.

[laTomoruss ~ 3TUX  KOMIUIEKCOB  BO3HMKA€T  BCJEJICTBHE  MYTallUH
MuToxoHApuaibHOH win  saepHoil JIHK. SBissce o00sA3aTeNbHBIM KOMIIOHEHTOM
ApIXarenpHoW 1enu, kodH3uM Q10 ocymecTBisier B MUTOXOHAPHUSIX IEPEHOC
AJIEKTPOHOB OT MeMOpaHHBIX jAerujaporeHas (B uactHoctu, HAJIH-nerumaporeHassi
JBIXaTeIbHOM 1eTH, CYKIIMHATIETHAPOTCHA3BI U JIP.) Ha IUTOXpOMBL. TakuMm oOpazoMm, B
OTJIMYME OT HUKOTHHAMUIHBIX KO()EPMEHTOB, YHACTBYIOLIUX B TPAHCIIOPTE IEKTPOHOB
1 BOJOPOJa MEXIY BOJOPACTBOPUMBIMU (pepMeHTaMu, KO3H3uM Q10 Omaromapsi cBoeit
pacTBOPUMOCTH B  KHUpPAaxX OCYILECTBISET TakoW TMEpeHoc B  TUApOodHOoOHOU
MUTOXOHIpHaIbHON MeMOpane [77].

He menee BaxHOM siBisieTcs apyras QyHKIUsS yOUXWHOHA — aHTHOKCUIAHTHAS.
HakammBaeTcsi Bce OoJibllie JaHHBIX O TOM, YTO YOUXWHOH SBJISIETCS OJHUM W3
HanOoJjiee Ba)XXHBIX AHTHOKCHUJAHTOB, IIOCKOJIbKY OH BbIpaOaThIBAE€TCA B CaMOM
opranu3me. Emie ogHON NpUHIMIHAIBLHON 0COOEHHOCTHIO KodH3MMa Q10 sBisercs
CIIOCOOHOCTh MOCTOSIHHO M CAMOCTOSATENIbHO BOCCTAHABIMBATh CBOI0 AHTHOKCUIAHTHYIO
aKTUBHOCTb, T.€. M3 OKHUCIEHHOHW (Qopmbl (youxunon QI10) mnepexogut B
BOccTaHOBICHHYIO hopmy (youxuuon Q10) [56, 152]. ITosToMy OTHOIICHHE YOUXUHOI
Q10 / youxuron Q10 MoOXeT paccMaTpuBaThCs KaK OJMH W3 BAXKHBIX ITOKa3aTeyei
COCTOSIHUSI AHTHMOKCHUJIAHTHOW CHUCTEMbl OpraHu3ma. B KauecTBe aHTHOKCHAAHTa
k03H3UM Q10 MpeBOCXOAUT BCE OCTAIbHBIE €CTECTBEHHBIE AHTUOKCUIAHTBI, U IOITOMY
cuMTaeTcss HauboJiee MEepCneKTUBHBIM JIJIsl MPUMEHEHHUS! B KIIMHUYECKON MpakTuke [64,
65, 77].

Peanuzanus aHTHOKCUJIAHTHOM U KodepmeHTHOM ¢GyHKkumMii kOsH3MMa Q10
ONpENENsieT €ro BaXXHOE, a MWHOIJa M KIIOYEBOE 3HAYEHUWE B IOBBIIICHUH
COKPAaTUTEJIbHOM CHOCOOHOCTH MHOKapJa W MOMNEPEYHONOJ0CaTOW MYCKYIaTyphl;

TIOBBIIIICHUH TOJIEPAHTHOCTH K (PM3UUECKON HArpy3Ke, UMMYHOMOIYJIsiiuu [8, 65].
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[{nanokobanamusd. Buramun B12 siBisieTcs yHUBEpCATBHBIM JOHATOPOM METHUIIA,
OKa3bIBAIOIIETO PETyIUpYIollee BIMSHUE HA 0Opa3oBaHME XOJWHA, CPUHTOMHUEITMHA,
alleTWIIXOJIMHA U P APYTUX HEUPOTPAHCMUTTEPOB [644].

Crpykrypa BuTamuHa B12 oTiauvaeTcss OT CTpOoeHHUsI BCEX APYTMX BUTAMUHOB
CBOEH CIIOHOCTBIO U HAJIMYHUEM B €r0 MOJIEKYyJie MOHAa MeTaia — kobanbra. KobansT
CBSA3aH KOOPAMHAIIMOHHOM CBS3bI0 C 4 aToMaMH a30Ta, BXOJSAUIMMU B COCTaB
noppuUpUHONIOMOOHOM CTPYKTYPHI (HA3bIBAEMON KOPPUHOBBIM SAPOM), M C aTOMOM
azota  5,6-mumerwnOensumugazona.  KobOanbrcoiepskaiiee — SIpO0  MOJICKYJIBI
MPEACTABIIIET COO0M MIOCKOCTHYIO CTPYKTYPY C NEPHEHAUKYJIPHO PACIOI0KEHHBIM K
Hel HykieotunoMm. Ilocnegnuit, momMumo 5,6-TUMETHIOCH3UMUIA30/1a, COACPIKUT
pubo3y u QochopHyro KucinoTy (IMaHOBasi TPYINa, CBsI3aHHAs C KOOAJIBTOM,
MPUCYTCTBYET TOJBKO B OUHMILICHHBIX Mpenaparax BUTAMUHA, B KJIIETKE OHA 3aMEIaeTCs
BOJIOM WJIM TUAPOKCWIBHOM rpymnmoi). M3-3a mpucyTcTBuUsSi B MOJIEKyJe BUTaMHUHA
KoOanbTa M aMHJIHOTO a30Ta 3TO COEAMHEHHE MOJYYMUIIO Ha3BaHUE «KOOATAMUHY.
[[nanokoOanamMuH, WCIONB3YEMbIi B MEIUIIMHCKOW TMPAKTUKE, B HOHTEPOLIUTAX
IpeBpalaeTcs B OKCHUKOOATaMUH, SIBIISIOIIMICS TpPaHCIOPTHOW (OpMOMl BHUTaMHHA
[650]. Tpancmopt okcukoOanaMrHa KPOBBIO OCYIIECTBIISICTCS ABYMS CHIECITU(PHUCCKUMU
Oenkamu: TpaHckoOanaMuHOM I (a-r1o0ynuH ¢ MonekynspHoi Maccoi okosio 120 000)
u TpanckobaiamuHoMm Il (B-rmobynun ¢ monexynsipHoit maccoi 35 000). Bropoit u3
TUX OENKOB B TPAHCIOPTE BUTAMHHA WIPAET IJIaBHYK pOjb, a TpaHcKoOaiamuH [
CIIY)KUT CBOCOOpa3HbIM IUPKYJIUPYIOMNIMM JIETI0 BUTaMHHA. B TMedYeHH W TmModYKax
OKCUKOOaJIaMUH TMpeBpaliaercss B CBOM KO(epMeHTHbIE (POpPMBbI: METHUIIKOOATaMHUH
(metmii-B12) u nezokcuanenosnnkobanamut (ne3okcuanenosnn-B12). Kodepmentsr ¢
TOKOM KpPOBHM pa3HOCATCA IO BCEM TKaHsAM opraHu3Ma. M3 opraHusma BUTaMUH
BBIBOJIMTCSI C MOYOM.

K mnacrosmemy BpemMeHHW W3BECTHO MNpuUOIM3UTEIbHO 15 pasmumunbix Bl12-
peryJiupyeMbIX peaklHui, HO TOJBKO JIBE M3 HHUX TMPOTEKAOT B KJIETKax
miekonuTaromux [644, 650]: cuHTEe3 MeETHOHHMHA W3 TOMOLMCTEHHA (SIBHO HE
YIOBIIETBOPSIIONINN MOTPEOHOCTAM OpraHWU3Ma) M H3oMepu3arus D-MeTHIMaTOHWII-

KoA B cykunnui-KoA.
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[IpyHUMIIMATBHO BaXXHBIMU  SIBJIAFOTCS  MHIAYLUMPOBAHHOE TOMOIIMCTEMHOM
TUIEPKOATYJISIIIMIOHHOE COCTOSIHUE, CHU)KEHHE MOIIHOCTH CHUCTEM AHTHOKCHIAHTHOM
3alllMTHI TKaHeW, akTuBanus ouocunTe3a NO-cunTaszsl. Bo BTOpoil peakiuu npuHuMaeT
ygactue apyras kKodepMmeHTHas ¢opMa BUTAaMHWHA — JIE30KCHAJeHO3WH-B12.
Kodepment Bxonut B coctaB MeTuiaManoHuiI-KoA-myTtasel. OCOOCHHOCTAMH KaTaiu3a
3Toro (epmeHTta sBiIsieTCs 00pa30BaHHE CBOOOJHOPAJAMKAIBHBIX MPOMEXKYTOUYHBIX
IPOAYKTOB pEaKIUd M HW3MEHEHUE BaJCHTHOCTH KobOanbra. CyOCcTpaToM A €ro
NeHCTBUS ABIIAeTCS MeTUIManoHWI-KoA, oOpasyromuiicss mpu KapOOKCUIMPOBAHUU
nponuoHuI-KoA. DTa peakuus sBI€TCS BECbMa BaKHOM B METa00IM3ME MPOIMMOHOBOM
KUCIOTHI (TouHee, mponuoHuI-SKoA), koTopas o0pa3yercss mpu OKHCIEHUHU >KUPHBIX
KHCJIOT C HEYETHbIM YHUCJIOM aTOMOB YIjepoia, OOKOBOW LEMH XOJECTEpPUHA, IMPHU
OKHCITUTEIHLHOM pacrajie aMHHOKHUCIIOT: U30JICHITNHA, METHOHHHA U cepruHa [650].

[{uTUKONNH, U3BECTHBIN TaKke Kak LUTUAUH-D'-AU(POCHOXONHH, MPENCTaBIsAET
co00ll MOHOHYKJIEOTHJ, COCTOSIIIMK M3 pUOO3bI, UTO3MHA, Tupodochara U XonHHA.
[{UTHKONMMH SBISETCS CIOKHOM OPraHMYECKON MOJICKYJIOH, MPEICTABISIONICH CcOO0M
IPOMEKYTOYHOE 3BEHO OMocHHTe3a (ochoaunuaoB KiaeTouHor memOpansr [102].
doconunuasl SABIAIOTCS BAXKHBIMUA COCTABIISIIOIIMMHM  KJIETOYHBIX MEMOpaH H
HEOOXOJUMBI JJI1 MOJJEpKaHUsI TOMEOCTa3a, aKTUBHOCTH CBS3aHHBIX C MeMOpaHOU
(epMEHTOB, COEIMHEHHS PpELUENTOPOB M BHYTPUKJIETOYHOM CHUTHAJU3ALMH U
NIPOBE/ICHUS] HEPBHBIX UMITYJILCOB [344]. ['maBHBIME npeAcTaBUTEISIMU (DOCHOTUITHIOB
y YyeJoBeKa SIBJISIFOTCS dbochaTuaNITXONIHH, dbochaTuamIdTaHOTAMIH,
dbocharuaunuaosuron u chunromumenud [524]. Cunres 80 % dochonunuaos,
COJIEp KAIMXCs B LIEHTPAJIbHOM HEPBHOM CHUCTEME, MOYKHO KOHTPOJMPOBATh 3a CYET
M3MEHEHHUSI KOHIEHTPAIMU LMUTUKOJNMHA [66]. DK30r€HHO BBEACHHBIA ITUTUKOIWH
YCWIMBAET OBICTPYIO PEreHepalnio MOBPEKICHHOW KIETOYHOW MOBEPXHOCTU U
MUTOXOHJIPHAJIBHBIX ~MeMOpaH U TMOJJAepXKaHHE KIETOYHOM IIEJIOCTHOCTH H
ounosnepreTrueckoir emroctu [102]. LlutukonanH cHbKaeT comepkanue (ocdormmas,
YTO MPEJOTBPAIACT AaMONTOTHYECKYI0 W HEKPOTHYECKyro TuOenb kietok [137].
OHJIOT€HHBI CUHTE3 LUUTUKOIMHA — 3TO OTPAHUYEHHBIA MO CKOPOCTH 3Tall CUHTE3a

dbocharuamixonuHa (OCHOBHOTO MEMOpPAHHOTO JIMMHAA) M3 XOJWHA. DK30TCHHBIN
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XOJIMH HYKOHOMHT CHCTEMHBIC 3almachl XOJWHA M TOPMO3UT pacmaj MeMOpPaHHBIX
bochomunumo [66, 102]. dapmakosjoruueckoe ACHCTBHE IMTUKOJIMHA  HE
orpaHnyuBaeTcs pamkamu (ochonunuaHoro oomena [137]. SBassce HOpMaIbHBIM
KJIETOYHBIM MEeTa0O0JIMTOM u MIPOMEKYTOUHOMN cyOcTaHuen CUHTE3a
dbochaTuamixonmna, UTUKOJIUH oOnagaer AHTUOKCUJIAHTHBIMH,
MEMOPaHOCTAOMIN3UPYIOIIMMHI CBOMCTBAMHU, HOPMAIU3YS SHEPTETUKY MUTOXOHAPHUHA U
BocCTaHaBNuBasg  (pyHkruonupoBanne Na+, K+-ATda3zel. Ha  ocHoBanum
MHOTOYHUCJICHHBIX JKCIIEPUMEHTAIBHBIX HCCJIEIOBaHUN OBUIO YCTAHOBJEHO, YTO
HEHUPONPOTEKTUBHBIA A(PPEKT LUTHKOIMHA OOYCIOBIEH MOAJACPKAHUEM YPOBHS
KapIMOJIUIIUHA (KII0YEBOM KOMIIOHEHT BHYTPEHHETO CJIOSi MEMOpaHbl MUTOXOHIPHIA) U
chUHTOMUENNHA; TOJJACpXKAHHUEM  COACPKAHMS  apaxWUJOHOBOM  KHCIOTHI B
dbocharuamixonuae u  pochaTUuIUIAITAHOJAMUHE, YaCTUYHBIM BOCCTAHOBJIICHUEM
ypoBHs (pocharunuiaxoauHa; CTUMYJSIMEH CHUHTE3a TIYyTaTHOHA U aKTUBHOCTHU
TIIyTaTHOHPEIYKTa3bl; TOPMOXKEHHEM IEPOKCUIHOTO OKHCIeHHs JTunumoB [66, 102,
137]. JIOKJIMHUYECKHWE HCCIICAOBAaHUS MPOJACMOHCTPUPOBAIN, YTO I[MTUKOJIMH
MOJIABJISIET AKCIPECCUI0 OENIKOB, YUAaCTBYIOIIUX B Pa3BUTHH aroONTO3a IMOCJE UIIEMUU
[137]. LluTukonmH TaKke CIY)KUT UCTOYHMKOM XOJIMHA, YYAaCTBYIOIIETO B CHUHTE3C
Heipomenuaropa anerwiaxonuta [102]. [[UTUKOIMH yBelMWYMBACT CHHTE3 JONAaMHUHA,
BEpPOATHO, 3a CUET YCWICHHS AaKTUBHOCTH THPO3WHTHIPOKCHIIA3B], TOPMO3SIICH
oOpaTHBIH 3aXBaT J0MaMUHa B HepBHBIC okoH4Yanus [102, 137].

[Ipenapar ¢ coaepkaHueM IUTPYJ/UIMHA MajaT MPEACTaBISIET CHUHEPTHIHYIO
KOMOWHAIIMIO JBYX €CTECTBCHHBIX METAa0OJMTOB OpraHW3Ma, OKa3bIBAIOIIUX
BO3/ICIICTBIE Ha OCHOBY METAa0OJMYECKUX M3MEHEHHUN NpPU aCTCHHUYECKOM CHHIPOME:
Majata (si0Jl04Hasi KUCIOTa B IUTPATHOM LMKJIE JUMOHHOM KucIOThl Kpebca) u
UTPYJUTMHA (JETOKCHKAIMS aMMHaKa, 0Opas3yronierocsi B mpolecce pacrnaaa OelkoB B
OpHUTHHOBOM ItuKIIe) [37]. AMunokucinora L-utpymaun (ot nat. «cCitrullusy, apoys) —
MIPOMEKYTOUHBIN MPOAYKT B IIUKIJIC MOYCBUHBI 1 OMOCHHTETUYCCKUN TIPEIIIESCTBEHHUK
apruHuHa, U3 KOTOporo cuHresupyercs okcus azota (NO). KoHiieHTpanus uuTpysuinHa
B IUIa3M€ KPOBH SIBISIETCS OMOMapkepoM O0O€3BPEKMBAaHUSA a30THCTBIX OCHOBAHHIA,

OnocuHTe3a okcuaa aszora [28]. OCHOBHBIM MEXaHH3MOM JCHCTBHS LMTPYJUIMHA
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SBJIIETCSI AKTUBHOE YJYaCTHE MOJICKYJIbI B IIMKJIE MOYEBHHBI, UTO CIIOCOOCTBYET OoJiee
WHTEHCUBHOW TIepepaldOTKe W SIMMHUHAIMU TPOIYKTOB OOE3BPEKMBAHUS MOYEBUHBI.
buocuHTe3 apruauHa U3 MUTPYIUIMHA SBIISETCS BaXKHBIM MEXaHU3MOM OCYIIECTBICHUS
aHTUATEPOTCHHOTO W Ba30WJIATaTOPHOTO 3(PPeKTOB MUTPYILTMHA (T.K. BA30AMIIATATOD
OKCHJ] a30Ta CUHTE3UPYETCA B OpraHU3Me UMEHHO U3 apruHuna) [60]. Manar-anuoH B
COCTaBe LIMUTPYJUIMHA MajaTa HE TOJIbKO MOBBIIIAET BCACHIBAHUE MOJICKYJ HUTPYJUIMHA
B XKT wu BcaceiBanme OwkapOoHaT-aHMOHa B ToYKax [28], HO U sBISETCS
MPOMEXKYTOUHBIM  mpoaykToMm Iukia Kpebca. [leTokcukamnuonnbie 3¢ ¢eKTb
IUTPYJUIMHA MajiaTa 1Mo OTHOIICHUIO K ITUKIY 00€3BpEKUBAHUS MOYEBUHBI 3alIUIIAIOT
OpraHu3M OT alu03a U OTPaBICHUS NPOAYKTaMU OO0E3BPEKUBAHUS MOYEBUHBI.
Bo3gaelicTBue UUTpy/UIMHA MajaTa TaKXe BOCCTAHABIMBACT KHUCIOTHO-IETOYHOM
OaaHc (MpeoI0JICHUE alli103a 3a CUET «IOIIIETaYMBaHU) JIa3Mbl KPOBH ), TTOBBIIIAET
YPOBEHb  HEHTpalM3alldid  MOYEBHMHBI, IMOBBIIIAET YpPOBEeHb apruHuHa [60].
HeiiponipotexktopHbie 3¢ (PEeKThl HUTPYIUIMHA CBSI3aHBI C TEM, YTO MPOU3BOJUMBIA M3
mutpy/uimHa NO coBMECTHO ¢ HelpoTpoduueckum (GakTopoM Mo3ra peryiaupyer
nuddepentiupoBky HelipoHoB [28, 37]. Monekyna NUTPYUIMHA MOXKET WHTHOUPOBATH
TpaHCIOPTEPHl OOpAaTHOTO 3axBara AoaMUHA U CEPOTOHMHA, TEM CAMBIM TMOBBIIIASL
ypoBHHU nodamuHa u cepotonrnHa [37, 60]. Mmerommecss nanubie GyHIAMEHTAIBHBIX H
KIMHUYECKUX MCCJICIOBAaHUN YKa3bIBAIOT HAa TEPCIEKTUBHOCTh HCIOJIb30BaHUS
HUTPYJUIMHA MajlaTa [iJIi YCKOPEHUs JETOKCHUKAIIMUM OpraHu3Ma OT MPOIYyKTOB
00E3BpPEIKUBAHUS ~ MOYEBHHBI,  TOMACPKKH  (YHKIUH MBI,  YIY4IICHUS
Ba30WJIATAIlUH, 3aIIUTHl SHIOTENHS COCYJIOB, MOACPKKH IHEPreTUYECKON (DYHKIIUU
mMuTOXoHaApHi [28, 60].

Surapuas (cykumnHoBas) kuciaora (HOOC-CH2-CH2-COOH) otHOCHTCS K
IPYIINE JBYXOCHOBHBIX MpeJeIbHbIX KapOOHOBBIX KUCIOT. KoHIeHTpaius sHTapHOU
KHCJIOTHI B TKaHsAX cocTaBiisier S00—800 mxmoib/i1, a ee cojepkaHue B IJIa3ME KPOBH
3HAYUTEILHO MEHbIIe U B (DU3MOJOTUYECKUX YCIOBHSAX HAXOJUTCS B Tpeaesax 2—
20 mxmonb/n [21, 120]. BmepBble uccrnenoBaHue cCOIEp:KaHUs STHTAPHOW KHUCIOTHI B
opranusme 4enoBeka Obu1o mpousBeneHo Podeprom Koxom B 1865 romy, Bo Bpems ero

oOyueHusT Ha MeIUIUHCKOM (akyabTeTe I'erTuHrenckoro ynusepcutera [120].
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Anrtapuas kucnorta (AK) siBiseTcss MalOTOKCUYHBIM COEJMHEHHEM W HE OKa3bIBAET
MyTareHHOro u TeparoreHHoro jaevicteus [8]. K u ee comu (CykuuHaThI)
NPEACTABISIOT COOOM yHUBEpPCAIbHBIA BHYTPUKJIETOUHBI METa0OIUT, IIHPOKO
YYaCTBYIOIIUM B OOMEHHBIX peakiusX B opraHu3Me. 3HaunmocTh AK B kiaeTouHOM
oOMeHe O0OyClIOBJIeHAa €€ ydacTHeM B IukiIe TpukapOoHOBeIXx KucioT (L[TK) wu
mporeccax — okucaurenbHoro  dochopunupoanus. I[lukn Kpebca —  obmuit
3aKJIIOYUTENBbHBIN 3Tall METa00JIM3Ma YIJIEBOJOB, JIUIIUJIOB U OEJIKOB, B X0J1€ KOTOPOTO
OCYILIECTBISIETCS  KaraOoJM3M  alleTWJIBHBIX TPYII, HaXOJSAIIMXCS B  COCTaBe
anerunkodepmenta A (ametun-KoA) [21]. AToMmbl BOJ0OpOJia, BEICBOOOXKIAIOIITUECS B
OKHUCJIUTEIIBHO-BOCCTAHOBUTENBHBIX PEAKIMIX, JOCTaBIAIOTCS B IENb IepeHoca
aneKTpOHOB npu ydyactuu HAJI- 1 @A /[-3aBUCHMBIX IETUIPOTECHA3, B PE3YyJIbTATE YETO
npoucxoauT oOpa3zoBaHue 12 BbICOKOIHEpreTnueckux (ocaTHbIX CBsA3€il: cuHTE3 12
Mosiekysl AT® u3z AJI®. OxuciaeHne aueTuiIbHOr0 OCTaTKa MPOUCXOAUT B HECKOJIBKO
CTauii, 00pa3yromuX MUKIMISCKUH TpoIiecc U3 8 OCHOBHBIX 3TaroB [8, 21, 120]:

1. Kongencauus anetun-KoA u okcanoarerata ¢ 00pa3oBaHUEM LIUTpaTa.

2. IlpeBpamnieHue quTpaTa B U30LUTPAT.

3. IlpeBpaiienue n3onuTpara B 0-KETOIIyTapar.

4. OkucnuTeNnbHOE AeKapOOKCWIMPOBAaHUE O-KEToriayTapara ¢ oOpa3oBaHHEM
cykiuHuiI-KoA—trnosdupa, coaepkaiero BbICOKOIHEpreTuIeckyto (HochaTHyto CBS3b.

5. IlpeBpamenne cykumHwi-KoA B cyknuHar. DTy peakUuio KaTaau3upyeT
dbepMeHT CyKIIMHATTHOKMHA3a. JTo enuHcTBeHHas crtaaus L[TK, B xome koropoit
reHepupyeTcsl BhICOKOHepreTuueckass (ocdarnas cBa3p Ha cyOcTpaTHOM ypoBHe. B
MUTOXOHJPHSIX Pa3pblB THOIPUPHON CBs3M CYKIHHWI-KOA compspkeH ¢ peakiuei
bochopunupoBanus ryanosunaudocdara (I'’JID) no ryanosuntpudocdara (I'TD). C
Mousiekysibl ['T® konmeBas QocdaTHas rpynmna MOXKET MEPEHOCUTHCS HA MOJEKYILY
anenosuHaudocdara ¢ odpasoBanueM ATD; 3Ty 00paTUMyIO PEaKIUIO KaTalu3upyeT
dbepMeHT Hykieo3uaudochaTkrHasa.

6. JlerunporenupoBanue cykiuHata. OOpa3oBaBIIMIICS HA TPEIBIIYIIEM JTare
CYKLIMHAT peBpalaeTcs B bymapat noj NeiCTBUEM depmenTa

CYKOMHATACTUAPOICHA3EI. 910 CAWHCTBCHHAA JCTUAPOTCHA3HAsA PCaKOusa MUKIIa
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Kpebca, B X01e KOTOPO# OCYIIECTBISIETCS MPSIMOM MEPEHOC BOJIOPOJa C cyOcTpaTa Ha
dbnaBornpoTenH 6e3 yuactus HAJI+.

7. O6pa3oBanue ManaTa u3 pymapara.

8. [IpeBpamieHune Manara B OKcajaoanerar.

AK sBmsieTcs nOpoayKToM TisAToM W cyoctpatom mectod peaknuu [[TK.
Oxucnenue K B mecrtoil peakumu 1ukia KpebGca ocCyliecTBIsS€TCS C MOMOIIBIO
cneruuyeckoro (HepMeHTa — CYKIMHATACTHUAPOTCHA3bl, JOKATM30BAHHOTO Ha
BHYTPEHHEH TIOBEPXHOCTHM BHYTPEHHEH MeMOpaHbl MHUTOXOHIPHI, XapaKTepHOU
OCOOCHHOCTBIO KOTOPOTO SIBISIETCS HE3aBUCUMOCTH €r0 aKTUBHOCTH OT COOTHOIICHUS
OKHCJICHHOM M BoccraHoBiieHHOH ¢Gopm HAJIH / HAJI+, 4To mo3BOJIIET COXpaHWTH
AHEPrOCUHTE3UPYIONIYI0 (YHKIIMIO MUTOXOHJAPUM B YCIOBUAX THUIOKCUU TMpU

HapymeHnnu HAJ[-3aBUCHUMOTO JIBIXaHHS KIIETOK.

3aBepiiasi rjaBy, NOCBAIICHHYIO akTyallbHbIM mpobiemMam CMA, cruepyer
OTMETUTh 3HAYUTEIBHBIA MPOTPECC B U3YYCHUH MOJECKYJISPHO-TEHETUYECKHX OCHOB
CMA, CyIIeCTBEHHO TOBBICMBIIMNA  JIUaTHOCTHYECKHUE  BO3MOXKHOCTH  OTOTO
3a00eBaHus, TOCITYKHBIIMK 1IaTGopMor I pa3pabOTKM  WHHOBAITMOHHBIX
TEepaneBTUYECKUX TOIX0I0B, MOIYJIHUPYIONIUX TeHETHYeCKu nedekt. Tem He MeHee,
CYIIECTBYET OOJbIIas TETEPOTCHHOCTh OTBETa HA JIOCTYIHBIC METOMBI JICUCHHUS,
HayMHAs OT OTCYTCTBHUS OTBETa JI0 BIICUATIIAIONIMX PpPe3yJbTaToB. Bemymum
MPOTHOCTHYECKH  OJaronpusiTHbIM  (akTopoM, omnpenestomuM  3(HPEeKTUBHOCTH
TEepanmuu, SBISETCS Ha3HAUYCHHWE JICUYCHUS Ha CTaJud pPAHHUX KIMHUYECKHX
MPOSIBJICHUSIX 3a0oJieBaHMs. B HaydHBIX HMCCIIEIOBAHUAX TMOCIEIHUX JET TOJTyYCHbI
yOemuTeNnbHbIC J0Ka3aTeIbCTBA KIMHUYECKOW S(PQGEKTHBHOCTH OICHOYHBIX IITKAJ
(GYHKIIMOHATBHBIX BO3MOXXKHOCTEH W MBIIMICYHOW CHJIBI, TIPOBOJUMBIX KakK B
aMOyJIaTOPHO-TIONUKIMHUYECKUX YCIOBHSIX, TAK U HA TOCMUTAIBLHOM JTarne. Bmecrte ¢
TEM B HaYYHOH JINTEpaType OTPaHUYCHHO MpE/ICTaBlIeHa HHPOPMAIIHS O JBUTATSIHBHON
GYHKIIMA ¥ TOMUKO-ITHOJIOTHUECKOM TMATTEPHE MUOTCHHOTO TMOPAKEHHUS C y4EeTOM
MPUOPUTETOB (PEHOTHIMHYECKOTO JMarHo3a B Pa3JIMYHBIX BO3PACTHBIX TPYIIIAX.

CornacHO COBpeMEHHOW KOHIIEIIIMHU, TJIaBHOM 3a7a4eil quarHoctuyeckoro sranma CMA
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SBJIIETCS. BO3MOKHOCTH BBISIBJICHHMSI CHMIITOMOB 3a00JIeBaHUS Ha JOKIMHUYECKOM
yYpOBHE MNaTO(PU3MOJIOTMUYECKUX HApyIIEHUH MOTOPHOM HWHTerpanuu. Tem He MeHee
OIHMM W3 HaWMeHee H3ydYeHHbIX BompocoB CMA  ocraercs  paszzgen
naTo(PU3NOJOTHIECKHMX  MEXaHU3MOB  COIYTCTBYIOUIETO  MOPAXEHUS  MOTOPHOM
WHTETpald, B YaCTHOCTH MHOT€HHOE€ W HEBPOTCHHOE HApPYIIEHUs, BKIIOYAs HX
KJIMHUYECKHE TMOCIeNCTBUsA. B 3TOH CBA3M ycoBepuieHCTBOBaHUE (YHKIIMOHAIBHBIX
JUArHOCTHUYECKUX METOJUK, MPEXKIE BCETO AIEKTPOHEUPOMHOTpahUUECKUX, KOTOPHIC
NO3BOJISLTIM Obl OOHApYXUTh HApYIICHUs JIBUTaTENIbHBIX EIUHUIl 1O KIMHUYECKUX
IIPOSIBJIEHUM, TIPEICTABIIIETCS YPE3BBIYAMHO BAXKHOM 3aJa4EH.

MHuorogaktopHocTh pa3Butus u nporpeccupoBanuss CMA HEOJHOKpATHO
IIPOJIEMOHCTPUPOBAHA B HAYYHBIX MCCIENOBAHUAX W IOJOKEHA B OCHOBY KOHUEILINH
BeaeHus mnanueHToB co CMA. B To ke BpeMs OcCTaercsi JTOCTaTOYHO BOIPOCOB,
Kacaroluxcsl MepCOHU(PUIIMPOBAHHBIX MOAX0M0B K Tepanuun CMA u kpurepueB ee
¢ dexTuBHOCTU. [0 HACTOSIIETO BPEMEHU HE CYIIECTBYET YETKUX IPEACTABICHHIM, B
KAKOM CTENEHU COIPSDKEHHBIE HApYLIEHWs HEUPOMBIIIEYHOIO anmapara MOryT
OpUBOJUTH K (OPMHpPOBAHMIO  KOCTHO-CYCTaBHOM  NATOJOTMM,  BKJIOYAs
CKOJIMOTHYECKHE JlepopManuu U HEHPOreHHbIE KOHTPAKTYpbl. OTCYTCTBYIOT CBEACHUS
O NOTEHUUAIBHBIX MPEAUKTOPAX YCKOPEHHOIO IPOTPECCUPOBAHMSA IATOJIOTHYECKOTO
npoliecca, crnocodax €ro TeparneBTHYECKOW KOPPEKUHMH W MapKepax, MO3BOJISIOIIUX
OlleHMBaTh A()PEKTUBHOCTH JIEUEHUS, YTO YPE3BBIYAHHO BAXXHO B YCJIOBHUSIX
3HaYUTENLHOTO PACIPOCTPAHEHUSI KOMOPOUIHOCTH.

[[Inpokoe NMpUMEHEHNE HAXOAUT MAJIMATUBHOE JieueHne. Bmecte ¢ Tem MeToabl
Kypauud He Bcerga ABIsOTCS 3(pdexTuBHbIMA. C OJHOW CTOPOHBI, COBPEMEHHBIE
MOAXOJbl K JIEUEHHID OCHOBBIBAIOTCS JIMIIb HA CHMIOTOMATUYECKOW KOPPEKLIHUH
JIBUTaTEJIbHBIX HAPYIIEHUH, BO3HUKAIOIINX 10 MEpPE NMPOTPEIUECHIIMH MPOLIECCA, a HE UX
npenynpexaeHnn win 3ameyieHuu. C Ipyroid CTOpOHBI, MPU Ha3HAYEHUH MOA0OHOTO
poja JiedyeHus B peajbHOM MpPaKTHUKE Bpayu HEPEIKO OMHUPAIOTCS HA COOCTBEHHBIN OMBIT
M UHTYULHIO B BEICHHMM IIAIMEHTOB, HE pacmoJiarasg JOCTaTOYHOM JOKa3aTeJIbHOU

0a3oil.
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AHanu3upys CIOKHUBIIYIOCS CUTYallMI0, pa3pad0oTKa HOBOM KOHIIETIIMUA BEICHUS
nerel co CMA, mnpoBeleHHE CPaBHUTEIBHBIX HCCIENOBAHMM JUIS IOATBEPKIACHUS
IIPEUMYIIECTBEHHOIO IPUMEHEHUS NPOAKTHBHOIO M IIO3TAIHOTO IOJIX0Ja BMECTO
IIMPOKO HCIIOJIB3YEMOW PYTHHHOM IPAKTHUKA CUMIITOMATHYECKONM KOPPEKLUMU HUMEIOT
IIEPBOCTENICHHOE M pEIIAIolIee 3HAYEHUE C IO3ULIHUHM HW3MEHEHHUS KIMHUYECKOTO

TCUCHU A 3a6OJ'IeBaHI/I$I, qTO U OIIPCACIINIIO aKTYaJIbHOCTh JAHHOI'0 UCCIICAOBAHNA.



98

I''TABA 2. XAPAKTEPUCTUKA OBCJIIEJJOBAHHBIX BOJIBHBIX
N METOJbI UCCJIIEAOBAHUA

2.1 Opranuzanust uccie10BaHus

JuzaiiH  paboOThl TMOCTPOEH Ha OCHOBE MPOCHEKTUBHOTO  KOTOPTHOIO
UCCJIEIOBaHUsI, TPOBEJACHHOr0 Ha Oa3ze PecrnyOiMKaHCKOrO KIMHUYECKOTO IEHTpa
Helipopeabwmutaiuu  (Jlonenkas Hapognas Pecny0Onnka), KOTOpBIA — sIBIsieTCA
rOCYJapCTBEHHOM CTPYKTYpOM M 3aHUMAETCS peadmnuTarueid aeTeid ¢ opraHudecKon
natoysioruei HepBHOM cuctembl ©Oonee 30 ser. CHiomHOe MPOCIEKTUBHOE
UCCIIEIOBAaHUE BCEX rOCHUTATN3UPOBAHHBIX MaleHTOB B OTJICJICHHE
HelipopeabwuTaluy 3a 15 met HaOmoIeHus BKIroYano 95 nereit (66 MaibuukoB U 29
JIEBOYEK) C TEHETUYECKH TMOJTBEPXKICHHBIM JHUarHo3oM IMpokcumanbHoii CMA,
MpOKMBarOMMX B JloHEIKoi o0MacTu M APYyrux peruoHax YKpawHbl, a TakKe CTpaH
ompkHero 3apyOexbs. HccnenoBaHue ObUIO OA0OPEHO JIOKAJbHBIM ATHUYECKUM
KOMHUTETOM Pecry0IMKaHCKOro KIMHUYECKOTo IieHTpa Helpopeadbunutaruu (I[IpoTokon
Ne 3-9/19 ot 13.04.2011 r.). PoguTenu uiny 3aKOHHBIC MPEICTABUTEIIN MMAIIUCHTOB ObLIH
03HAaKOMJIEHBI U UH(GOPMUPOBAHBI O LIEJIAX, XapaKTepe, JMarHOCTUYECKUX U JIEUEOHBIX
npolelypax, a TakKe O BO3MOXKHBIX HEOJIAronpusiTHbIX 3¢ (deKTax JeUeHUs U Iaau
n00poBoOJIbHOE MHGOPMHUPOBAHHOE COTJIaCHE. Y CIOBHEM IMPEKPAICHUST HCCIICTOBAHUS
ABJISIICA TOOPOBOJIBHBIN OTKAa3 POJAUTENEH UM 3aKOHHBIX MpEJACTaBUTENEH peOeHKa OT
y4acTusi B UCCJIEIOBAaHUH, HECOOIOIEHNE PEKOMEHIANN MEIUITUHCKUX PaOOTHHUKOB,
OCCKOHTPOJILHOE CaMOJICUCHHE, HECOTJIaCOBAHHBIM C BpauyoM MPHUEM JIEKAPCTBEHHBIX
CPEACTB.

JlmutenpHOCTH HaOMOAeHKS cocTaBuiaa 5,3 + 0,4 ropa.

Bo3spact aeteit Ha Hayano uccienoBanus coctaBui 2,64 + 1,48 rona.
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Ha mMoMeHT Hauana wucciieqoBanus ObUT 3a)MKCUPOBAH CIEAYIOIIMA BO3PACTHOU
Jyara3oH: aerek ot 1 roga g0 3 et 66110 B 2,5 pasa 6ojbliie, 4eM JeTel crapiie 3 JieT

(Pucynok 2.1).

Bospacr

cTapwe 3 ner 28,4 %

(o)
ot lrona oo 3 netr /1,6 %

g 20 40 60 80
Koan4yecrso naumneHToB

Pucynoxk 2.1 — Bo3pactHoii cocta aeteit co CMA,

IMPUHABIOINX Y4aCTHUC B UCCIICAOBAHUHU

KputepusiMmn BKJIIOYEHHS B UCCIENOBAaHUE SIBJISUIMCH: BO3pacTt OoT 1 mo 5 ner,
TeHeTHYEeCKH ycTaHOBIeHHass ¢opma mnpokcumanbHoi CMA,  cooTBeTCTBHE
kimHnyeckoMy gpenoruny CMA 2 tuna u CMA 3 tuna.

KpurepusiMmu uckimrodeHuss ObLTM HAJIMYKUE TSHKEIIONM COMAaTHYECKOW IMaTOJIOTHH,
OTKa3 pOAUTEIICH WM 3aKOHHBIX MPEJICTABUTENICH OT UCCIICIOBAHUS.

CorsmacHO KOHCEHCYCY, JAOCTUTHYTOMY MEXIYHApOAHBIMH JKcrepramu SMA
Europe, EBpomelickuMm HelipombiiieudsiM KoHcopimymom [207, 310, 583, 655],
nuaraio3 CMA ocHOBBIBaJICS Ha TUNWYHBIX KIMHUYECKUX CUMIITOMAaX, JaHHBIX DOHMI
U 00s3aTeNIbHO  TOATBEPXKIAICS  pe3yibTaTaMU  MOJIEKYJISIPHO-TEHETUYECKOTO
MCCIICIOBAHUS, BKJIIOYAIOIIETO0 HW3YyYEHHUE JIOKyCa KOPOTKOrO Iuie4a S5 XPOMOCOMBI
SMN-rena B ®enepaibHOM TOCYJAPCTBEHHOM OIOJDKETHOM YUpexaeHuu «Meauko-

FeHEeTUYEeCKUM HayuyHblii ueHTp» (r. MockBa), MeauKo-TeHETUYECKOM IIEHTpPE
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«['enomen» (r. PocroB-na-Jlony), MHCTUTYTE MOJEKYISIpHOI OMOJIOTUU U TEHETUKH
HanumonanbHol akanemuun Hayk Ykpaussl (T. KueB). PykoBoacTBysICE COBpEMEHHBIMU
PEKOMEHIALUSIMHA 1o (opMUpPOBAHNUIO CTPYKTYPUPOBAHHOMN OCHOBBI
reHO()EHOTUITMYECKOTO UArHo3a, y TMAalHMeHTOB MPOBOJWICA TOJCYET KOJIUYECTBA
konuii SMIN2 [643, 645].

HawnOosnblive pa3auuus MEXIy HCCIEIyeMbIMH TPYIIIAMH BBIABICHBI IPU
u3ydeHnu Buaa reHermdeckoi myrtauuu. ['eHorun 0/SMNI1, cBumeTenbCcTBYIOMMA 0
JeNeU Ha OJHOW aJuledd W BHYTPUICHHOM MyTallMd Ha Jpyrom ajulelu,
uaeHTuguuupoBad y aBoux jnered co CMA 2 tuna. B rpynne co CMA 3 Tuna
HOZI00HOI MyTAaIlMU 32 BECh IIEPHOJI UCCIICIOBAHU BhIsiBIIeHO He Obuio (Tabmuma 2.1).

3HAYUTENBPHO Yalle Yy NalWeHTOB BBIABILUIACH TOMO3WUTOTHAs  JEJICLHU
(kouBepcus) 5k30Ha 7 u / mwiu 8 sk3oHa SMN1 (rerotum 0/0): TaHHBIA BUA MyTalHHA Yy
nerer rpynmnbel CMA 2 tuna coctaBui 96,3 %, y maruentoB co CMA 3 tuma — 100 %

(Tabnwuma 2.1).

Tabmuma 2.1 — AHanu3 reHeTHYecKor MyTaluu manueHToB co CMA

®eHoTunuueckuii Bapuant CMA
Bun renernueckou CMA 2 tuna, CMA 3 Tuna, YpoBeHb p
MyTaIuu (n=54) (n=41)
rerotun 0/0 52 (96,3 %) 41 (100,0 %) 0,2130
rerotun 0/SMNI1 2 (3,7 %) (0,0 %)

[IpencTaBisioT WHTEpeC TMOJYYECHHbIE pE3yJbTaTbl T'€HETHUYECKOTO aHaJIn3a
poauteneil nmanueHToB co CMA 2 u 3 Tuna, y KOTOPBIX MPEBAIMPOBANIA JIEIELHUS
rerepo3uroTHoro 3k30Ha 7 SMN1, coctaBnsis 94,3 % pe3ynbTaToB BCEX UCCIIEIOBAHUM.
3HAYUTENBHO PEXEe JIUAarHOCTUPOBAIU IUC-KOHYUIypalnio, CBHUIETEIbCTBYIOLIYIO O

HAJIMYUH IBYX WK OoJiee Komuii 7 3k30Ha Ha ofHOM Xxpomocome (Tadmuma 2.2).
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Tabmuua 2.2 — I'eHeTnyeckuii aHanu3 poaureneil namueHTos co CMA

KomnnuectBo BapuanT HocuTenscTBa nenenun SMN1
00CIeMy€EMBIX Henenus rerepo3urotHoro |  Hanwuue nByx uiau 6oJiee Komui
poaurenen sk30Ha 7 SMN1 7 sx30Ha SMN1 Ha ofHOIM
TAIUEHTOB CO XpoMocoMme (Iuc-KoHpuryparmms )*
CMA
122 115 7
(94,3 %) (5,7 %)
[Ipumeyanue: * — IMarHOCTUPOBAHO C MTOMOIIIBIO MYJIBTUTLIIEKCHOM

aMIUTU(PUKALIMK 30H/1A.

B pamKax MOJIEKYJISIPHO-T€HETUYECKOTO UCCJIeI0BAHUS BEJIyIIIHE
MEXKIYHAPOJHbIE AKCIEPThl MPEIYCMATPUBAKOT M3ydeHHE uuciia konuid SMN2 kak
HaJIe)KHOTO OMoMapkepa Oojiee TouHoro ompeaenceHus denornna CMA [13-15, 184,
269, 501, 610, 643]. Ilpn m3yuenun kosmuectBa kKomuit SMN2 B rpymme co CMA
2 TWTIa BBISIBJICHO TIPeOOJIalaHne TMAIMEHTOB C 3 KOMUSAMH, UX YHCIIO COCTaBUIO 46
(85,2 %) mamueHTOB, 3HAYMTEIBHO PEXKe OBLIM NPEJCTABICHBI TI'PYMIbI AeTed ¢ 4
xorusimu — 5 (10,9 %) u 2 xormmusamu — 3 (3,9 %). B rpymnme co CMA 3 tuma nereid ¢ 4
kormmssmu SMN2 B 1,73 pa3za Ooubiire, yeM nanueHToB ¢ 3 konusmu SMN2. Obpamaer
Ha ce0s BHUMaHue otcyTcTBue B rpynne co CMA 3 tumna gereit ¢ 2 xonuamu SMN2.
[TomydyeHHBIE pE3yNbTAaTBHl TOJCYETAa TEHOB COOTBETCTBOBAJIM MHOTOYHMCIICHHBIM
9KCIIEPUMEHTAIbHBIM HcciieaoBanusam [184, 501, 643] (Tabmuna 2.3).

[Tomy4yeHHBIC TaHHBIE MOJICKYJISIPHO-TEHETHYCCKUX WCCIICAOBAHMM Yy JCTCH M MX
ponuTenet He TOMBKO CYIIECTBEHHO YCHIHIA (POPMUPOBAHUE IOCTOBEPHOTO IMATHO3A,
HO ¥ O0ecnevmiv MOJIOCHOBY B MOHUMAHWHM MOJICKYJISPHBIX M OHMOJIOTHYECKHX OCHOB
CMA, Bkioyas peryjsiTOpHble MeXaHu3Mbl M myTd peanuzauun  SMN.
BrilensnoxkeHHoe SBISIETCS NOTEHUHAIBHOM OCHOBOM MATOT€HETHUYECKHUX IOJIXOJ0B

JCUYCHUA U HpCCHMHTOMHOﬁ JANAardOCTUKH.
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Tabnuma 2.3 — KonuuectBo xonuit SMN2 y nereit co CMA

Yucno kot SMN2
Tun CMA
2 3 4
3 46 5
CMA 2 tuna (n = 54)
(3,9 %) (85,2 %) (10,9 %)
15 26
CMA 3 tuna (n = 41) —
(36,6 %) (63,4 %)

CornacHo  pa3paboTaHHOM  MOJENM, YYaCTHUKM  HUCCIEJOBaHMs  ObuIM
pacnpeneneHsl Ha 2 rpynmbl: ocHOBHYI Tpynny (OI') u rpynmy cpaBuenus (I'C).
[Tartmenter OI', koTtopast Bkmrodana 65 mereit (68,4 %) B Bo3pacte 2,65 + 1,49 rona,
PEryJsipHO, B YCTAHOBJIEHHbIE BpeMeHHble HMHTepBaibl (3,4 + 0,6 mecsua) nIpoxoauin
KJIIMHUKO-UHCTpYMEHTaJIbHOE oOcnenoBanue. Konuenuust neuenus nanueHToB OI
pa3palaThiBajlach  COIJIACHO  MNPHUHLMIIAM  MEPCOHATUM3UPOBAHHOIO  MOAXOAA C
IPUMEHEHHEM KOMIUIEKCHOM nud@epeHnupoBaHHON Tepanuyd Ha OCHOBE BbIIEIICHMUS
BEJIYIIETO TMAaTOJIOTMYECKOr0 TMaTTepHa, OMNPEIEISIOIEro TsHKECTh JBUTATEIbHBIX
HapyLICHUH U YPOBEHb (DYHKIIMOHAIBHBIX BOZMOKHOCTEH MallMEHTOB.

Hersm w3 I'C (30 mamuentoB — 31,6 %), Bo3pacT KOTOPBIX COCTaBHJI
2,63+ 1,48 roma, TPOBOAMIOCH JIEUEHWE HA  OCHOBaHWUU  (emepaibHBIX U
MEXIYHApOJHBIX  KIMHUYECKUX  PEKOMEHJAIUi,  BKIIOYAIOIIUX  KYpPCOBYIO
CUMIITOMAaTHYECKYI0 TEpamui0 B BO3PACTHBIX JO3UPOBKAX (BUTAMUHBI TPyMIbl B,
HEWPOMENTU/IBI, COCIMUHEHUS, COJEpXKAllhNe KAPHUTUH, XOJMHOTPOIHBIC CPEICTBA),
Maccax, ¢uzuorepanuto [107, 191, 658], Ho 0e3 ydera manubix DHMI'. Jlunamuky
TEUEHUSl MATOJOTUYECKOTO MpOIecca TAKXKE OLICHUBAIM MO Pe3yJibTaTaM KIWHUKO-
UHCTPYMEHTAJILHOTO MOHUTOPHUPOBAHUS Y€pe3 BPEMEHHbIE MPOMEKYTKH, aHATIOTMYHbIE
OrI" (3,3 £ 0,5 mecsmna).

Menpmmii 06bem BbIOOpkH B ['C 0OycroBieH HHTEeHLUEH K 3(PPEeKTUBHOIMA

MOMOIIH OOJIBIIIEMY KOJIMYECTBY MAllMEHTOB BBUAY OphaHHOCTH 3a00JI€BaHUSI.



103

CorylacHO KJIMHWYECKUM KPHUTEPHUSM, TIIATEILHO COOpPAaHHOMY aHaMHE3y U C
Y4E€TOM JaHHBIX TEHETHMYECKUX HCCIEAOBAaHUN 10 (PEHOTUIIUYECKOMY MPU3HAKY,
cpaBHUBaeMble Tpynnbl ObutH AuddepenupoBansl Ha CMA 2 u 3 tuna [150, 390,
394]. Obpamaetr Ha cebs BHUMaHUE OOHAPYKEHHOE HE3HAUUTEIHLHOE MpeolIiamaHue
dbenotunuueckoro Bapuanta CMA 2 tuna. [laniueHTOB ¢ 3TUM BapUaHTOM OOJIbIIE Ha

13,6 %, gyem nereii co CMA 3 tuma (Tabmnwma 2.4).

Ta6Jmua 24 - PaCHpeHGHGHI/IG IMauCHTOB CpaBHHUBACMBIX TPYIII IIO0

(EHOTUITMYECKOMY MTPU3HAKY

®enotunuueckuii Bapuant CMA
['pymima CMA 2 tuma, (n = 54) CMA 3 tuma, (n = 41) v2(p)
Ic 14 16 0,95
(25,9 %) (39,0 %) (0,3293)
or 40 25 0,35
(74,1 %) (61,0 %) (0,5534)

N3 68 nereit B Bo3pacTe oT 1 roga o 3 net mpeobnanany narueHTsl co CMA 2
TUMa, uX ObUIO 54 yenoBeka, B TO BpeMs kak nanueHToB co CMA 3 Tuma okaszanoch
tonbko 14 (p <0,0001). OcHoBHast yacth gereid co CMA 3 tuna Oblia B BO3pacTe
crapiie 3 net — 27 nanueaTos (Tabmuma 2.5).

Bpemennoii untepBai ot nedtrora CMA 10 npuHATHS MallMeHTa B UCCIEI0BAHUE
B OI', Bximouass CMA 2 tuma (OI'-2), coctasuin 3,50 + 0,64 mec., CMA 3 tuma (OI'-3) —
6,12 + 3,03 mec., B I'C, Bximouas CMA 2 tuna (I'C-2) — 3,86 = 0,66 mec. (p = 0,7968),
CMA 3 tuma (I'C-3) — 6,12 + 1,75 mec. (p = 0,8517).

CornacHo pa3paboTaHHOMY AW3aliHy, OlleHKa (PYHKIIMOHAIBHBIX BO3MOXKHOCTEH,
OHMTI 151 PEHTIEHOJIOTUYECKUX IOKa3aresnen OCYIIECTBIISIIACH yepes
CTaHJAPTU30BaHHbIE BPEMEHHBIE OTPE3KH C KOHTPOJIbHbIMU OTMeTKamu («FIcxonHbie

TaHHbIeY, «1 ToaA», «3 TOmAY, «5 JAETY).
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Tabmuma 2.5 — Pacnpenenenue 6ompHbIX CMA OCHOBHOHM TpyNIbl U TPYIIIbI

cpaBHeHHs 110 Bo3pacTy (N = 95)

1-3 rona Crapiue 3 net
r DOEHOTUITNYECKUM (n = 68) (n = 27)
Tima n= n=
b Bapuant CMA
Aoc. % AoGc. %
CMA 2 tuma,
40 58,8 0 0
n=40
or
CMA 3 tua,
8 11,8 17 63
n=25
CMA 2 tuma,
14 20,6 0 0
n=14
Ic
CMA 3 tua,
6 8,8 10 37
n=16

Y Bcex malueHToOB ObUIM TIIATEIBHO HU3YYEHBl aHaMHE3, HEBPOJOTUYECKUM
CTaTyc, XapakTep TedeHHusi 3aboJjieBaHUsA. AKIEHTUPOBAJIM BHUMAaHHE Ha YpPOBHE
(YHKIIMOHATBHBIX ~ BO3MOXHOCTEH  TMalMEeHTa,  OIEHKE  MNPEUMYIIECTBEHHOU

JIOKAJIM3alluH IMOPAKCHHBIX MBIIII, KOCTHO-CYCTABHBIX OCJIOKHCHHAX.

2.2 MeTojibl KIIMHUKO-UHCTPYMEHTAIBHBIX UCCIEA0OBAHUN

I[J'ISI OCYIICCTBJICHHUA ITOCTABJICHHBLIX 3ada4 W BBLIIIOJHCHUS LCIN pa6OTBI OBLIN

MMPOBCACHBI CJICAYOIINEC UCCIICIOBAHMA.

2.2.1 Hlkansl 1151 O1IeHKU (PYHKIIMOHATBHBIX JBUTATEIILHBIX BO3MOXKHOCTEH

Ananuz JABUTATCIIbHBIX BO3MO>XHOCTEHN OCYIICCTBJIAJICA C ITOMOIIIBIO

BEepUPUIIMPOBAHHBIX MEKIyHapoaHbIX mKkal. [Jetn co CMA B Bo3pacte crapiie 3 jeT
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MPOXOJUIN TECTUPOBAHME IO BAJIUAUPOBAHHON MEXKAYHAPOTHOM IIIKAJIE OLIEHKU
GbyHKUHOHATBHBIX Bo3MOkHOcTeH Xammepcemut (RHS), Bkmtouaromeld 36 mMyHKTOB,
KQKJIBIM U3 KOTOPBIX OlEHUBAJCSA B quamnazoHe oT 0 1o 2 6amios, rae 0 — HauMeHbIIui
YpOBEHb  (PYHKIIMOHAIBHBIX  BO3MOXKHOCTEH, 2 —  HaWBBICHIUH  ypOBEHB
byHKIIMOHAIBHBINA Bo3MokHOCTEH ([Tprmokenue I).

QOyHKIMOHAIBHBIA ypOBeHb MannueHToB co CMA B Bo3pacte ot 1 roga o 3 ser
OIICHUBAJICSI C TIOMOIIBI0O MEXKIYHAPOJHOW IIMKAIbl OICHKA (PYHKITMOHAIBHBIX
Bo3MoxkHocTe (MHS), MoaudunupoBanHoil u anantupoBaHHOM B PecnyOnukaHckom
KJIIMHAYECKOM IIEHTpe HeWpopeadmnuTaluuMu W Ha Kadenpe aeTckol u oOmein
Hepojorun OUIIO I'OO BIIO IOHHMY HUM. M. 'OPBKOI'O (CBuuerenbcTBo 0
parmoHaymzaTopckoM mnperoxeHuu Ne 6368, 2020 r.). Kaxaplii U3 IMyHKTOB IIKAJIBI
orleHUBaJicsi B Jauamna3zoHe oT 0 mo 2 OGamwioB, rae 0 — HaWUMEHBIIUN YPOBEHBb
(GyHKIMOHATIBHBIX BO3MOXKHOCTEH, 2 — HAWBBICIIMA YPOBEHb (PYHKIIMOHATHHBIX
BO3MOXKHOCTEH. MakCHMaIbHO JocTHXUMas orieHka — 29 6ato ([Ipmnoxenne ).

HeyknonHoe mporpeccupoBaHUe MBIINIEYHOW CIIa00OCTH — OJWUH U3 BEAYIIUX
cumnToMoB CMA, B 3TOM cBsi3u Bce marueHTsl co CMA B Bo3pacte ot 1 rona g0 3 ner
MPOXOJIUIN OOBEKTUBHOE OOCJICIOBAaHUE C MPUMEHEHHWEM BaJIUJAMPOBAHHOMN IIIKAJIBI
MaHyaJbHOI'0 TECTUPOBAHUS MBI XaMMEPCMUT (AHTUTPABUTALIMOHHBIE IBUKEHUSA), C
OLIEHKOM B Oaiax, rae 0 — MUHMMAaNbHAs oleHKa, a 15 — makcumanbHas [255, 429,
521, 604]:

0) HeT cokpalieHrst MBIIIIIBI.
1) MuHMManibHOE COKpAIlleHUE MBIIIIIBI (0€3 JBUKEHUS).

2) MunumanbHbplli  00bEM  JABWOKCHHHM, 0€3 COMPOTHUBIACHHUS TPAaBHUTAIMH,

HE3HAUUTEIBHO MPEBHIIIAET MUHUMAIbHOE COKPAILICHUE MBIIIIIBI.
3) YacTuuHblil 00beM IBMXKEHHMSI, 0€3 CONTPOTUBIICHHS TPABUTALIUU.
4) IonHblil 06beM ABUKEHUS, O€3 COIPOTUBICHUS TPaBUTALINH.

5) Menee 1/3 oObeMa [ABWXKEHHS C HEKOTOPOH JOJIed CONMPOTHBIICHUS

T'paBHUTAllAN.
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6) 1/3-2/3 oObeMa IBMKEHHS ¢ HEKOTOPOU J0JIeH COMTPOTHBIICHUS TPABUTAIIHH.
7) IlomHoe mpeojofieHUe TpaBUTaMK Ha MeHee 1/3 oObeMa ABMKCHHUS.
8) [TonHOE mpeooeHue rpaBuTanuu Ha 1/3—2/3 oObeMa IBHKEHUS.
9) IlonHoe peo10JIeHNE TPaBUTALIMN HA BCEM O0OBEME JIBUKEHUS.

10) [TotHoe TpeodOJICHHE TpaBUTAllMM Ha BCEM OObEME [JBIDKCHHS U

BO3MOKHOCTh HE3HAYMTEIHHOTO COMTPOTUBIICHHS HA MeHee 1/3 o0bemMa ABUKCHUS.

11) [TosiHOE TPEOAOJCHHE TpaBUTAIMM Ha BCEM OOBEME JBIDKCHHUS U

BO3MOKHOCTDb HC3HAYHUTCIBbHOI'O COIIPOTUBJICHUA HA 1/3-2/3 o6bema JABHIKCHMUS.

12) [TosiHOE TIPEOAOJICHHE TpaBUTAIlMM Ha BCEM OOBEME JBIKCHHUS U

BO3MOKHOCTb HC3HAYHUTCIBHOI'O COIIPOTUBJICHUA HAd BCCM o0Beme JABHOXKCHMUS.

13) [TostHOE TIpEOAOJICHHE TpaBUTAlMM Ha BCEM OOBEME JBIKCHHUS U

BO3MOXXHOCTh TIOJIHOLIEHHOT'O COMPOTHUBIICHUS HA MeHee 1/3 oObema ABMIKEHUS.

14) [lonnoe TpeoAOJCHHE TpaBUTALMM Ha BCEM OObEME [BIDKCHHS U

BO3MOXXHOCTh TIOJIHOLIEHHOT'O COMPOTUBIICHUS Ha 1/3—-2/3 oObema ABUIKEHHUS.

15) [lonnoe 1peodojcHHE TpaBUTALlMM Ha BCEM OObEME [BIDKCHHS U

BO3MOKHOCTD ITIOJITHOLICHHOI'O COIIPOTHUBJICHUA HAa BCCM o0BeMe JABHKCHMS.

[Ipy MaHyalbHOM TECTUPOBAaHMH MBI Yy TANUEHTOB cTapme 3  JIeT

UCIIOJIb30BAIaCh BaIMIU3UPOBAHHAs IIIKaJla OICHKH MbImedHoi cuibl mo L. MCPeak

(Tabnuma 2.6).
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Tabnuma 2.6 — MexayHnapoHas 1mKaia oeHKy MblmeyHoi cuibl mo L. MCPeak
(1996) [651]

CooTHoOIIEHNE CUITBI
Crenenp
bayut XapakTepuCTUKa CUIIbI OPA>KEHHOMN U 310POBOU
napesa
CTOpPOHBI

JIBrOKEeHUE B TTOJTHOM 00beMe IpHU
JIEUCTBUM CWJIBI TSKECTH U

5 100 % Her
MAaKCHUMAaJIbHOTO BHEIIHETO

HpOTHBOHCﬁCTBHH

JIBuKeHue B MOJIHOM 00beMeE ITpU
4 | NeliCTBUM CHJIBI TSDKECTH U MIPU 75 % Jlerkas

HeOOJIBIIIOM BHEIITHEM HpOTHBOHGﬁCTBHH

JIBr>KeHue B TTOJIHOM 00beMe Mpu
3 50 % YmMepenHas
JEHUCTBUN CHJIBI TSHKECTH

JIBrOKeHUE B TTIOJTHOM 00bEeMe B YCIIOBHSIX
2 | pasrpy3ku (IIpy UCKITIOYCHUU 25% Bripaxkennas

IrpaBUTAOVOHHBIX CHUII U I[aBJ'IeHI/ISI)

OmrymieHne HaMPsHKSHUS TIPH TTOTTBITKE
1 | mpou3BOJILHOTO ABUKEHUS 10 % ['py6as

(manpnupyeTcsl COKpaleHUEe MBIIIIIHI)

OTcyTCcTBHE NPU3HAKOB JBUKEHUS [TPU
0 | mombITKE MPOM3BOJILHOTO HAIPSKEHUS 0 [Inerus

MBIIITIBI
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2.2.2 OnexTpoPpu3n0I0rHIeCcKue METOIbI

JInsi TWarHOCTUKU YPOBHS M CTENEHU IMOPAXEHUS MOTOPHOW WHTErpaluu IpU
CMA nanuentaM obeux rpynn npooauiock DHMI -nccnenoBanue Ha mporpaMMHO-
anmapatHoM komiuiekce «Hewpo-MBII-mMuxpo» (Poccus), BKiItOUYarIeM METOIUKY
uronpuatrod OHMI' ¢ ananu3oM amMmuTyabl W JUIMTEIBHOCTH IOTEHIIHMAJIA
neurarenbHbix eauHull (I1JIE), cnoHTaHHOW AaKTUBHOCTH: TMOJIOKUTEIBHBIX OCTPBIX
BosiH (I1OB), motenmmanos ¢pudbpususiuu (I1dP), norenuuanos dhacuuxynsiuu (I1OLL);
ctumyssinnonnyro OHMI' ¢ uccneqoBanueM MOTOpHOro oTBeTa MbIbl (M-oTBeTa);
noBepxHoctHyro OHMI' ¢ Harpy3ouHbiMH mpobamu  (akTUBHbIE (U3UYECKHE
yOpakHEeHUs B TeueHue 1-3 MHUHYT) C U3ydeHHEM AMHAMUKHU TOKa3aTesel JeBUalUU
MaKCUMAaJIbHOM aMIuuTyapl noteHnuanoB (JAMAII) u aeBuanuu cpelHE YacTOTHI
notennuanos (JICUII) o u mociie Harpy304HBIX TECTOB.

TexHnyeckue mapameTpsl IpOrpaMMHO-aIIapaTtHoro komiuiekca «Henpo-MBII-
MHKPO»: KOJIMUYECTBO KaHalloB — 2, yacTora kBaHToBaHusa 200 I'm — 80 k', HUXKHsS
rpanuna nojockl npomnyckanus — 0,1-3000 ', BepxHsis rpaHuIla MOIOCH MIPOITYCKAHUS
— 10-10000 I', ammmuryna toka — 0,1-100 MA, mnurenbHOCTh cTHMyna — 0,1-5 mc,
gactora  ctumymsamuun  —  0,05-50 I'm.  DnexTpomarHuTHas  COBMECTUMOCTh
obecnieunBaercs BoimonHeHneM tpeboBanuit [OCT P 50267.0.2-2005 (MOK 601-1-2-
2005) um IEC 60601-2-1:2001. Ilo ©0e30mMacHOCTH KOMIUIEKC YIOBJICTBOPSET
tpeboBanusim  ['OCT P 50267.0-92 (MOK 601-1-88), IEC 60601-1:1988+A1:1991+
A2:1995, TOCT P MD3K 601-1-1-96, IEC 60601-1:2000 u IEC 60601-2-40:1998.
DOneKTpoHHBIA OJOK MHUTAeTCs OT CTAOWIM3UPOBAHHOTO WMCTOYHUKA TMHUTAHUS
KoMIibtoTepa 4epe3 uHrepdeiic USB, nmeer nBoitHyto uzossauuio U pabodyue 4yacTh
tuna BF mo 'OCT P 50267.0-92 (M3K 601-1-88) u DIN EN 60601-1:1996.

Crumynsimonnas OHMI' ocHOBBIBanach Ha PErUCTpalluy U aHAJM3€ BbI3BAHHBIX
AIEKTPUYECKUX OTBETOB MBIIIIBI, TOJYYEHHBIX TIyTeM TMPSAMOA U  HEnmpsMou
IIEKTPUYECKON cTUMYIIsiuu Hepsa [31, 82, 83, 192].

UccnenoBanre M-0TBeTa BBIMOIHSIOCH COTJIACHO OOIIETIPUHSATHIM CTaHIapTaM

npoBeneHus ctuMyssiimoHHon DHMI' [376]. [IpuMeHsuch OJHOPA30BbIE HAKOMXHBIC
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amekTpoasl. Koka B MecTe HaOKEHHS JJICKTPoaoB oOpabaTteiBanach 70 %-HbIM
ATUJIOBBIM CIIUPTOM. AKTUBHBIN 3JEKTPOJ HAKJIAIBIBAJICA HA MOTOPHYIO TOYKY MBIIIIIBI,
pedepeHTHBI — Ha 007acTh CYXOXHWJIMS 3TOW MBIl WJIM HAa KOCTHBIM BBICTYII,
PACIIOJIOKEHHBIM  IUCTaJbHEE AKTUBHOIO JJICKTPOJAA. 3a3eMISIIONIMI  AIEKTPOA
pa3Memancss Mexay OTBOIAIIMM M CTHUMYJHPYIOIIUM 3JeKTpoaamu. MmnenaHc non
AIeKTpoAamMu ycTaHaBiuBaics oT 5 10 10 kOm.

Ctumynupyromuid OUIONSPHBIA 3JIEKTPO HAKIAIBIBAICS B TMPOCKIUHA HEPBA,
WHHEPBUPYIOIIETO JIaHHYIO MBIy B MeCTe Haumbojiee MOBEPXHOCTHOTO €ro
pacnionoxkenusi. [Ipu 3ToM Katoj pacmnojarajicsi AUCTajdbHEE, a aHOJl MPOKCHUMAJIbHEE.
Crumynanusi MpoBOAUIACH MPSAMOYTOJIBHBIMU UMITYJIbCAMU JUIMTENBHOCTHIO OT 0,2 MC
no 1 mc wacroroi | I, MOCTENEHHO YBEIWYMBAIM CUJIY TOKa, I[MOKa aMIUIATY]A
MOJIy4aeMOro MOTOPHOTO OTBETAa HE MpeKpalail HapacTarh. JJis mMpaBUJIbLHOW OLICHKU
aAMIUTUTYJTHBIX UM CKOPOCTHBIX MOKa3aTeJied HCMIOJIb30BAJIOCh CyllpaMaKkCUMallbHOE (Ha
25-30 % BbIIIIe MAKCUMAIIHOTO) 3HAYEHUE CTUMYJIA.

AHaIM3UPYEMBIM MAPaMETPOM B HCCIIENOBAHMU M-OTBETa SABISUIOCH M3YYEHHE
ero amruTyasl (MB), KoTopas oTpaxkaia KOJWYECTBO M CHUHXPOHHOCTh AKTUBAIIUU
JIBUTATEJIbHBIX E€UHUIl MBIIIIBI. AHalW3 aMIUIUTyAbl M-0TBeTa OCYIIECTBIISUICS TIO
HeraTMBHOMY muKy. Hopma ammmuryael cocraBmwia > 3,0 MB  [20, 35, 103].

[Tpu BeIsIBIIEHUM 110 AaHHBIM Oa3ucHoi DHMI' cHmkeHus: aMIuTyasl M-oTBeTa

Ha 70 % u GoJiee KOHCTATHPOBAJIACh aKCOHANIbHAS HeBponaTus (PucyHok 2.2).

4 Mmc 2 mB
1 2
1 M
1 1 52 mA, 0,2 mc, 1 Iy,
npeanarocHa
2
2 N
1 3 52 mA, 0,2 mc, 1 Iy,
rosoeka Mmano6epLOBOW KOCTU

Pucynok 2.2 — AkconanbHas HeBponatus nauuenta C-o, 1 rox 1 mec.

Huarnos: CMA 2 tuna
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Jlist ompeneneHus ypOBHS TOPAXEHUST MOTOPHOW WHTETPAIlMA W CTEIIECHU €€
BBIPOKEHHOCTU Ha Pa3jIM4HbIX CTAIUsAX 3a00JeBaHus MpoBoauiIack uroipbyatas JHMI
C TMPUMEHEHHEM OJHOPA30BBIX  KOHIIEHTPHYECKMX  HWTOJBYATBIX  JJICKTPOJIOB
0,45x40mMm. Koy mamueHta oOpaOatbiBain — caldeTkaMu — «XOCIHCEINT,
OJTHOPA30BBIM 3JIEKTPOJ BBOMWJICS B TIPOCKIIMU JABUTATCIIBHOW TOYKH Hambosee
JOCTYITHOM JIJIs MccieoBaHus MbIbl (M. tibialis anterior) ¢ Takum pacderom, 4ToObI
Urjla, MUHOBAaB KOXY, MOJIKOKHYIO KJIETYAaTKy M arlOHEBPO3, BOILIA B MBIIICYHYIO
TKaHb. Permcrpanus m OIlGHKa TOTCHIMAIOB JBHUTATEIBHBIX E€IWHUIl, CIOHTAHHOU
aKTUBHOCTU TIPOU3BOJIMIIACH KaK C TIOMOIIBI0 BU3YaJM3UPYIOIIETO YCTPONCTBA, TaK U
aKyCTHYECKH C UCIOJIb30BAaHUEM JUHAMHUKOB.

HccnenoBanue BKIOUANIO clieayromnme sransl [42, 59, 226, 623].

1) W3ydyeHue CrOHTAaHHOW aKTMBHOCTH B HcclieqyeMoil Mbie. [Ipu anammse
CIIOHTAaHHOW AaKTHUBHOCTH OIICHHBAIUCH ()EHOMEHOJIOTHS TOTCHIIMAIOB CIIOHTAHHOMN
AKTUBHOCTH M KOJIMYECTBO PA3JIMYHON CIIOHTAHHOW AaKTUBHOCTH IIOCJIE Ka)JI0TO
U3MEHEHUS TIOJIOKEHHSI MTOJIbYaTOrO AJIEKTpoJa (OKUIAaHUE MPOBOIMIOCH B TEUCHUE
20-30 cexyHpn).

AXIIEHTHPOBAJIOCh BHUMAHNE HA BBIABICHUH MOTeHIMAI0B Gpudpmnsiiun (I1D):
amrmmatyga 20-200 MxB, nmmurenbHocTh 1-5 Mmc, wactora 1-301'm, akyctudecku
NPEACTABIsIIA CO00M KOpPOTKMM 1mIemuoK BbhicOkoro ToHa [59, 209]. Cepus IID
BOCIIPUHUMANACh, KaK 3BYK «MHyIerocs: nemwiodana». I[lo ¢opme 1D mpencrabisn
co00# ABYX- WK Tpex(a3Hblid MOTEHIMAI ¢ OBICTPHIM MOJIBEMOM U CHAZAOM (PPOHTOB.
[Ipn mporpeAvieHIIMKM MATOJIOTHYECKOTO TMpoIecca YBEIMYUBAIUCH KOJWYECTBO U
amrutyzaa 110.

[TonoxutensHsie  octpeie  BoaHel  (ITOB):  ammuuryma  10-1800 mxB,
mTenbHOCTh 1,7—70 Mc, yactora 1-30 I'1, akycTHUUeCKH BOCIPUHUMAIIUCH KaK TIyXHe
HIETYKK WK puTyIuieHHble packaTel [500, 542]. [To ¢popme ITIOB nipeacraisii coboi
MOTCHITMA, WMCIOIIMA OJHY OCTPYIO TO3UTHBHYIO a3y, WHOTJIA MEJICHHYIO W
IJIABHYI0 HETaTHBHYIO BOJIHY. [Ipu mporpenueHnnyd akCOHOTATHU HApacTajo YHCIIO

BoIsiBIIsieMbIX [IOB u Habmoganock ykpynaenue [1OB.
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[Totenmmans! dacuukynsuun (I1OL): ammuryna 100-2000 mxB, nnutensHOCTH
5-100 mc, 1 pa3psg B 1-3 cexkyHABI, aKyCTHUUYECKH BOCIPHHUMAINCh KaK 3BYK
«medaTtanbsa 1o Kaptony» [203, 278, 279]. OuneHuBanach aMIUIUTyJla U JTUTEILHOCTD
[1DLI, BappupyOMIMX B MIUPOKUX MPEACNIax U COBMAAIONINX C JUHAMUKON aMILTUTY bl
u qnurenbHocTr [IJIE B nccienyemon Mpine.

2) Ha crnenyromeM 3Tare NalWeHTa MPOCHIIM MEIJICHHO TNPUBECTH CTOMY K
rojeHu. Ilpy HeIOCTATOYHOM BBIMOJHEHUU HWHCTPYKIUH MPOBOJIUIIOCH IITPUXOBOE
pa3pa)KeHUe TMOJIOIIBEHHOW IMOBEPXHOCTU CTOMBI. 3aTeM SJEKTPOJ BBIBOJIWJICS U3
TJTyOMHBI MBI (HE BBIKAJBIBASI UTJIbI U3 KOXKW) U, U3MEHUB €0 HaIlpaBJieHUE, BHOBb
BBOAWICS B MbImIy. C OJHOW TOYKH IMOJy4YaJld HE MEHEE IATH IOTEHINAJIOB,
NPUTOJIHBIX ISl aHaiau3a. TakuMm o0pa3oM HCCIENOBAINCH PA3IUYHBIE Y4YacTKU U
peructpupoBanuck pazauunbsie [IJIE. Jlns peructpanuu HaOupamuch ot 18 mgo 23
pasnuunbix [IJIE uccnemyeMoil MbIIILbl, TPUTOJHBIX JISI OLICHKH, U HPOU3BOJAMUICA
aHaJu3 CIEIYIOIUX TapaMeTPOB:

1. JmurensHocts I[IJIE (Mc) — mapamerpsl cpenuedr anurensHoctu [IJIE
U3Yy4YajuCh C UCMOJb30BaHWeM Tabmuibl anurenbHocT [IJIE B HOpMe, pa3paboTaHHOM
b. M. T'extom u JI. ®. Kacatkunoit [42, 59, 82]. B Hopme cpelHssi IIUTEIbHOCTH
JTOJDKHA YKIIJIbIBaThcsl B aWamna3oH oT —13 % no +13 % oT TabauyHBIX CpeaHUX
nokazarenei [83, 209], a mmurenbHOCTh Kaxkmoro ITJIE — He Gomee wem + 30 % or
TaOJIUIHON HOpPMBI [226]. YBenmuuenue auteabHocTH Oojiee 30 % TpakTOBallOCh Kak

HelpoHanbHOe nopakenue (Pucynox 2.3).

10 mc 1 wmB

I
1 ZW 3w\/wl\\[
2 1 2 1 2
1

4 . : s WﬂJ\/\ﬁM

gins

Pucynok 2.3 — VBenunuenue niuutenbHoctd [1IE y maruenTta b-a, 11 mecsiies.

Huarno3: CMA (resetuuecku NOATBEPKACHHAsS), 2 TUIA
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2. Ammmutyna [TJIE (MxB, MB) u3mepsnace oT nuka 10 nuka. YUUTHIBAIUCH KaK
amruinty bl otaenbHbix 20 [1/1E, Tak u cpeassis ammiutyna. B HopMe, npUMEHUTENBHO
KO BCEM CKEJETHBIM MbIlIaM y aerei, ammiutynaa [1IE cocraBnser ot 100-300 mxB
no 1000 mxB [59, 533]. IIpeBbimienue cpennedt amrmutyasl [IJIE Beime 1000 MxB
CUMTAJIOCh MATOJIOTMYECKUM OTKJIOHEHUEM, OTPaKAOUUM HeilpoHomnatuio [82, 83]

(Pucynoxk 2.4).

10 mc 1 mB

Pucynok 2.4 — Yeenuuenue amruty sl [IJIE y nanuenTta X-Ha, 3 roga 2 Mecsa.

Huarnos: CMA (reHeTudecku MOATBEPKACHHAs ), 3 TUIIA

IToBepxHocTHass OHMI' HaumHamach ¢ OLEHKM AKTUBHOCTH ITPOHU3BOJIBHOTO
JBIKEHU (TMTPU TOHUYECKOM HAMPSHKEHUH U MAKCUMATIbHOM MBIIIEYHOM COKPAIEHUH):
gacToTa MHTEpPEpPEeHIIMOHHON KpUBOMl B HopMme CocTaBisier 50 I'i, ammmutyaa 1-2 mB
[81-83].

VYeenmuuenue cpeanert ammumutyabl [1JIE wa 50 % u Oonee u / wnu HapacTaHue
cpenHen murenbHOCTH Ha 50 % W BbIllle, HATMYKE CIIOHTAHHOW AKTUBHOCTH B BHJIE
[I®I] pacuenuBanoce Kak HelipoHonaTtus. [Ipu n3sMeHeHnn 3Ha4eHU CTUMYJISILIUOHHOM
OHMI' B Bune cHmwkeHust amruinuTynbl M-otBeta Ha 70 % u Oosiee uaeHTUDUKALINU
I[IOB no panubiM wurosbuaroii DHMI' TpakToBamyu Kak BTOPHUYHYIO AKCOHAJIBHYIO
HeBponatuto. [Ipu napacranuu untencuduxanun JMAII u JICUII nocne Harpy304HbIX
tectoB Oonee 30% (Pucynox 2.5), dukcupoBanuun IId onuceiBanu Kak

COINYTCTBYIOIINM NATOIOTHYECKUN MUOTIATUYECKU KOMIIOHEHT.
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A: mp., m. tibialis anterior (o Harpy304Hoii mpo0OsI)

0 100 200 300 400 500 600 700 800 900 1 11 12 13 1t

14
100 mc 1 mB

0 100 200 300 400 500 600 700 800 900 1 11 1,2 13 14 1

Pucynok 2.5 — Muonatuyeckuii ypoBeHb HapyILIEHH MOTOPHOM MHTETpalluy MalueHTa
no nanHbiM DOHMI' ¢ Harpy3ouHbIMU TpoOaMHu B BUI€ PUINYECKUX YTPAKHEHUM:
A — 3neKTpoHEpOMUOTrpaMMa 10 HArpy304HOM POObI,
b — anexTponelipomrorpaMma mociie IpoBeIeHUs Harpy304HOi mpoOb! (0OTMEUeHa
orpuuarenbHas Aesuanusa DHMI -napaMeTpoB Mo MUOTE€HHOMY THITY).

[Taruent -0, 1 rox 6 mecsueB. Jluarnosz: CMA 2 tuna
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2.2.3 PeHTreHOIornyecKue METOIbI 00CIEOBAHUS

B pamkxax wuccrnemoBanus uepe3 BpeMmeHHble mpomexytku 11,4 + 0,8 mec.
npoBoJuiach peHtreHorpadus no3BoHoyHuka (Pucynok 2.6) B mpsimoil U OOKOBOM
MPOCKIUSAX B BEPTHUKAJIHLHOM TIOJOXKCHHH (CHUIS, €CIH PEeOCHOK CHUASYHA, M CTOA Y
aMOyJaTOpHBIX OONBHBIX) Ha peHTreHoauarnoctuaeckom ammapare KPI[-03 «Anbdar
(«Teneontuk», YKpauHa) ¢ aHaJIU30M BEJIMYWH yriia OokoBod aeBuanuu 1no Kob6Oy
[385, 605]. [Ipu 60okoBOM OTKJIOHEHHH 70 10° KOHCTAaTUPOBAIM CKOJIMO3 | CTEneHu, ot
10° no 25° — ckoimo3 2 cTeneHu, MoKa3aTeln yria B auanazone 26°—50° paciieHuBanu
KaK 3 CTENeHb CKOJIM03a, yroi nedopmaiuu 6osiee 50° TpakToBajics Kak CKOJIUO3 4

CTCIICHU.

Pucynok 2.6 — PenTrenonornyeckue CHUMKHM nanueHToB co CMA 2 tuma
C Pa3JIMYHOM CTENEHbIO HEUPOMBIIIEYHOTO CKOJINO03a

(A —pedenok ., 5 net, B — manment K., 6 ier, C — 6osbHOI 3., 7 JieT)
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2.3 MeToapbl CTaTUCTUYECKOM 00pabOTKKN MaTepuala UCCaeIOBaHUs

Cratuctuueckyro  00pabOTKy TIOJIY4EeHHOW B  IPOLECCE  MCCIEIOBAHUSA
uH(pOpMaIMU IPOBOAMIIM C IOMOIIBIO MTAKEeTa MPUKIAJAHBIX MporpamMm «Statistica-10.0»
komnanun  StatSoft. IIpoBepky HOpPManbHOCTH pacHpelesieHds MPOBOAUIN C
ucnojp3oBanueM kpurepus KoamoropoBa-CMupHOBa (MONy4YEHHBIE JIaHHBIE HE
COIJIacOBaHbl C HOPMAJIBHBIM pacnpeneneHuem). g OLeHKH MEXIPYIIOBON pa3HULIbI
IIPUMEHSUIM HEllapaMeTPUUYECKUE METOIbl CTAaTUCTUKU: CPAaBHEHMsS IBYX TIPYIII I10
KOJIMYECTBEHHBIM IIIKaJaM IPOBOJIMIM Ha OCHOBE HENAPAMETPUYECKOIO KpUTEpHUs
ManHna-YutHu. CpaBHeHUs Tpex M OoJjiee Tpynn — NO KOJUYECTBEHHBIM IIKAJlaM C
NIOMOIIBIO  HemapameTpuueckoro kpurepust Kpackena-Yomneca. [Insg  onucanus
KOJIMYECTBEHHBIX ITOKA3aTENIed MCIOIb30BAIM CpPEIHEE 3HAYEHHWE M CTaHAAPTHOE
oTkioHeHue B (¢Qopmare «M+S». Ha Bcex rpadukax mid KOJIHMYECTBEHHBIX
NEPEMEHHBIX cpeAHee apudmernyeckoe 0003HAUYEHO TOUYKOM, MeauaHa 00O3HaueHa
TrOPU30HTATIBHBIM OTPE3KOM, BHYTPUKBAPTUIIbHBIN pa3max 0003Ha4YeH
OpSIMOYTOJIBHUKOM, MUHUMAalbHbIE W  MaKCHUMaJlbHble 3HA4Y€HUs 00O03HAYEHBI
BEPTUKAJIBHBIMU OTpE3KaMU. AHAIN3 JUHAMUKH [10KAa3aTeIe B Cilydae CpaBHEHUS JIBYX
MIEPUOAOB IMMPOU3BOJMUIICS HAa OCHOBE HEMApaMETPUUYECKOro KpUTepusi Buikokcona, B
cllyuae CpaBHEHMsI Tpex M Oojiee NEpHOJOB — Ha OCHOBE HENapaMeTPUUYECKOro
kputrepust Ppuamana. CTaTUCTHYECKAas 3HAYMMOCTh PA3JIMYHBIX 3HAYEHUW IS
OMHapHBIX U HOMHHAJBHBIX MOKa3aTeJIel OIpenensiaach ¢ UCHOIb30BaHUEM KpPUTEpUS
xu-kBaapara [lupcona. [{ns onpeneneHus KOpPEISUUOHHON CBS3U MEXKIY U3y4aeMbIMU
NpU3HaKaMu MCNob30BaNca KoahduumeHt koppensauuu [lupcona. Paznuna cunranack
3HAYUMOM, eciu p-3HadeHre Obuto Menbme 0,05 (p <0,05). Ilpu craTUcTHYECKOI
00paboOTKe JaHHBIX W MHTEPNPETAUUU TOJYYEHHBIX pe3yJbTaTOB YUYUTHIBAIHUCH
COBPEMEHHBIE  MEXIYHAapOJHble TpeOOBaHMS K MPEACTaBICHUIO  PEe3yJbTaTOB

CTaTUCTHUYCCKOI'O aHAJIM3a B CTATbAX U JUCCCPTALHAX HAa COUCKAHUC y‘—IGHOfI CTCIICHH.
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I'JTIABA 3. OCOBEHHOCTH JIBUI'ATEJIbHBIX HAPYILIEHUI V JIETEN C
PA3JIMYHBIMU ®EHOTUIIMYECKNMU BAPUAHTAMMU CIIMHAJIBHBIX
MBIIIIEYHbBIX ATPO®WI: KIIMHUKO-®YHKIIMOHAJILHBIE 1
BJIEKTPOHEMPOMUHOI' PAOUYECKHUE COIIOCTABJIEHU A

3.1 I/IHHHI/IaJIBHBIG IMMPOsABIICHUA H HpeMOp6I/II[HI)I€ OCOOCHHOCTH CITMHAJIBHBIX

MBIIIEYHBIX aTpoduii 2 u 3 Tuna

JlaHHBIE HWCCIIEIOBaHMI, NPOBOJMMBIX B BEIyIIMX LeHTpax EBpomsl Mo
npo0JieMaM HaCJICJICTBEHHBIX HEHPOMBIIICUHBIX 3a0oiieBaHui, BKirowas Division of
Child Neurology, Centre de Références des Maladies Neuromusculaires, Department of
Pediatrics, University Hospital Li¢ge & University of Liege, Liege, Belgium; MDUK
Neuromuscular Center, Department of Pediatrics, University of Oxford, Oxford, UK
CBUJIETEJIbCTBYIOT, YTO WHHOBAI[MOHHBIE TEPANEBTUYECKUE MOAXOAbl HE3aBUCHUMO OT
CIIOCOOOB MATOr€HETUYECKOTO BO3ACHCTBUS MMEIOT Jydllyto 3Q(GEeKTUBHOCTh HA 3Tane
WHUIIMAIYA KIMHUYECKUX TMPOSIBICHUM, a HE Ha 0oJiee MO3THUX CTaIUAX 3a00JIeBaHUS
[212, 553, 628]. CyiecTtByeT MHEHHE, YTO MO00HAS KOHIICIIMS aKTyajdbHa JUIS BCEX
BUJIOB JICUCHMSI, BKJIIOYAsi MEIMKaMEHTO3HOE U HEMEIUKAMEHTO3HOE BO3IeCTBUSA [583,
607, 658]. DTO CBHUAETENHCTBYET O TOM, UYTO paHHSS HIASHTU(UKAIUS Oa3MCHBIX
KIIMHUKO-HEBPOJIOTUYECKUX CUMIITOMOB, H3y4Y€HHE TOTEHIUAIbHBIX (haKTOPOB,
WHCIIUPUPYIOMUX AeO0T 3a0oyieBaHMs, SBISIOTCS OJHUM W3 TPHOPUTETHBIX
HarnpaBiieHUil B cermeHTe CMA, HampaBleHHbIM Ha MPENyNpekIACHUE YCKOPEHHOMU
MPOTPEUEHIIMY U Pa3BUTHS MHBAIUIU3AIINH.

[IpoBenen ananus BpeMeHH 1e0r0Ta 3a00J€BaHUs Y ACTEH, MPUHSBIINX y4acTHE B
uccnenoBanuu. [lepBple CUMIITOMBI BO3HUKAIU B BO3PACTHOM JIHAra3oHe OT 7 MeCsIIEB
n1o0 4 ner. B Hamem wuccnepoBannu pazButne CMA B Bo3pacte a0 1 rona
(8,4+1,1mec.) 3adpukcupoBano y 22 gereir (23,2%), or 1 roma go 3 uer
(20,1 £ 7,5 mec.) — y 53 nanuentoB (55,8 %), crapme 3 ner (41,9 £4,0 mec.) — y 20
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nereit (21 %). Takum oOpazoM, mepBbIE CHMITOMBI 3a00JICBaHUS Yallle BO3HHUKAIN B

Bo3pacte oT 1 roga 1o 3 net (PucyHoxk 3).

Aol ropa
60

50

Konunuyecrso gerten

/20

53

Crapwe 3 ner "Or1lropano 3 ner

Pucynok 3 — I'paduk 3aBucuMocTr yacToThl Bo3HUKHOBeHHsI CMA oT Bo3pacTa

[Ipy wu3ydyeHMM aHamMHe3a OBUIM TIOMYYCHBI CBEACHUS O TMPEMOPOHIHBIX
O0COOCHHOCTSX, MPEAIICCTBYIOMINX TMOSBICHUIO TTepBhIX cuMiitoMoB CMA. ¥V 45 nereit
(47,4 %) Hayayio OOJIC3HM HE yIAJOCh CBS3aTh C KAKOW-TMOO BHEIIHEH MPUYHUHOM.
Pa3BuTHe KIMHWYECKUX TIPOSBIICHUA 3a00JICBAaHHWS  POJUTEIN  CBS3BIBATH  C
nepeHecennoi Hakanyne OPBU y 28 (29,5 %) mereit, mpoBeAcHHO# BaKI[MHAIIUCH
AKJZIC y 19 (20 %) manueHTOB, MPEIIICCTBYOIUMU CTPECCOBBIMUA CHTYAlUSIMU y 3
(3,2 %) nereit. Takum oOpa3om, (hakTOp AUCPETyNISANUA HMMYHHOTO OTBETa HIpaj
OTIPENICJICHHYI0 pOoJib B Je0roTe 3a0o0JieBaHUs, YTO JHUKTYET HEOOXOJAUMOCTh
JTATbHEHIIMX HMCCIICTOBAHUNM B 3TOM HAIPaBJICHUH B MPOQPMIAKTHYCCKUX IEIAX IS
orcpouku nedrora CMA, npenonpenensisi 0oee BHICOKUN YPOBEHb (PYHKITMOHATBHBIX
BO3MOYKHOCTEH /10 Hauasa 3a00JieBaHUsl.

AKIEHTUPOBAJIM BHUMAaHHWE Ha MPEMOPOUIHBIX OCOOCHHOCTSAX KIMHHUKO-

HeBpoJoruueckoro craryca. OOpamiaer Ha ce0s BHUMaHHE MpeoOiagaHue KOCTHO-
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CYCTaBHOM CHMIITOMATHKH: AMCIUIA3HI0 Ta300eApeHHOro cycraBa BbisiBum y 90
(94,7 %) yenoBek, ruepMOOMIBHBIN cycTaBHOM cuHApoM Yy 88 (92,6 %) manueHToB,

MaTOJIOTUYECKYI0 YCTaHOBKY cTomn oOHapyxwma y 75 (78,9 %) oOcnemoBaHHBIX

(Tabnuma 3.1).

Tabmuua 3.1 — KiIMHHKO-HEBPOJOTMYECKHE CHUMIITOMBI O HaydaJbHBIX

nposiBieHnii CMA

Knnanueckue mposBiaeHus KomngectBo %
Jlucrinasus Ta300eIpeHHOTO CycTaBa 90 94,7
['unepMoOMIBHBIN CYCTaBHON CHHAPOM 88 92,6
BasnbrycHas / BapycHas ycTaHOBKa CTOII 75 78,9
OnepexxeHre CBEPCTHUKOB B TICUXOPEYEBOM

56 58,9
pa3BUTHH
Henocrarounas npubaBka Beca 45 47,3
«MenneHHo cTapTyronuil peOeHOK» B

36 37,9
JBUTATENIbHOU cepe
Jlerkoe kuco3upoBaHue P CUICHUN 44 46,3

B ne6rore uccnenoanus y narpenToB co CMA 2 tuna (N = 54) u 3 tuna (N = 41)
YTIIyOJICHHBIN aHaIN3 KIMHUKO-()YHKIIMOHATBHBIX XapaKTEPUCTUK MO3BOJIMII YTOUYHUTH
BEIyIINE MHUITMATbHBIC CUMITOMBI 3a00seBanus (Tabnuma 3.2). YcTaHOBIIGHO, YTO Y
0onpHBIX co CMA 2 Tuma mnpeo6iagaiy paHHUE KIMHUYECKUE TMPOSBICHUS B BUJE
OrpaHWYeHHs] 00bEeMa AaKTUBHBIX JBWKECHHUW B KOHEYHOCTSX, MAHUITYJISITUBHON
muchyHKMu B cpaBHeHHH c rpynmoit co CMA 3 tuma (p =0,0288 u p <0,0001
CooTBeTCTBEHHO). [Ipu n3ydyeHun PyHKIUU NepeIBUNKEHNS OOHApYKEHA CYIIECTBEHHAs
pazHuna mexay rpynmnamu co CMA 2 u 3 Tuna: 4acThle MaJeHUs], CIOTHIKAHMUS,
ObICTpasi yTOMJISIEMOCTh OTMedanach yaie y gereii co CMA 3 tuma (p = 0,0097),

CUMIITOMBI 3aTpyAHCHHA IIOAbEMA WK CIIYCKa II0 JICCTHHIEC TaKXKE CYIICCTBCHHO
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npeobananm y narueaToB co CMA 3 tuna (p < 0,0001) (Ta6mmma 3.2). OOpamiaroT Ha
ceOs1 BHUMAaHUE JIaHHbIE KJIMHUKO-HEBPOJIOrHUeckoro craryca y aereit co CMA 2 u 3
THUIIA, Y KOTOPBIX ObUIA BBISBJIECHBI OTIMYUTEIBHBIE OCOOCHHOCTHU: Y ferell co CMA 2
TUIa JOMUHHPOBAJa CUMITOMATHUKA CJIA00CTH U TUHOTPO(US MBIIIIL] TJIEYEBOro Mosica
u BepxHed yactu Tyiosuma (p < 0,0001), cmaGoct u runorpodun MeII Oefaep u
tazoBoro mosca (p =0,0007), dacuukynsuid s3bIKa W HWHTCHIIMOHHOTO TpemMopa
(p =0,0001). B 1O )¢ Bpems >xajoObl Ha OOJM B MBIIIAX MO THIY «KPaMITH»

npeobagany B rpyme nanueaToB co CMA 3 tuna (p < 0,0001) (Ta6mmua 3.2).

Tabnuua 3.2 — UaunmansHbie nposiiaeHus y aeteit co CMA 2 u 3 tuna

CMA 2 tuna CMA 3 tuna
CHMITTOMBI (n=54) (n=41) %2 (p)
Abc. % Abc. %
1 2 3 4 5 6
Orpannuenne 00beMa aKTUBHBIX 4,78
50 92,6 18 43,9
JBIDKECHUN B KOHEYHOCTSIX (0,0288)
YacTele mageHus, CIOThIKAHUS, 6,69
23 42,6 41 100
ObICTpast yTOMJISIEMOCTb (0,0097)
3arpyaHeHue nmoabemMa / cycka 18,47
6 111 32 78
I10 JIECTHULIE (<0,0001)
DacuuKyJISIus A3bIKa 14,82
48 88,9 7 17,1
+ MHTEHIIMOHHBIN TPEMOD (0,0001)
CHuKeHre MaHUTTYISITUBHOM 16,84
49 90,7 6 14,6
(GYHKIHUU pYK (< 0,0001)
Cnabocth ¥ TUIOTPOG S MBIIIIII 22,4
49 90,7 3 7,3
IUICYEBOTO MOosca (<0,0001)
CnabocTh ¥ THIOTPO(UST MBIIIILL 11,61
11 20,4 34 82,9
Oenep 1 Ta30BOTO Mosica (0,0007)
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[Tponomkenne TabaUIIBI

1 2 3 4 5 6
20,17
«Kpammm 3 5,6 27 65,9
(< 0,0001)
edhopManmsg MO3BOHOYHOI'O 2,15
Aeop 47 87 22 53,4
cTOJI0a (0,1428)

Takum oOpaszom, THiaTeldbHAs OIIEHKA JIAaHHBIX aHaAMHE3a, U3yYCHHUE Pa3TUUHBIX
aCIeKTOB  WHUIMAIBHBIX  KIMHUYECKUX  MPOSIBICHHUM,  yTOYHEHUE  TemIia
MPOTPECCUPOBAHMUS W HWHTEPIPETALMs XapaKTepa W BBIPAKEHHOCTH JIBUTATEIbHBIX
HapyleHu# B 1e0roTe 3a00JIeBaHus IPU Pa3IUYHBIX (eHoTunMYeckux Bapuantax CMA

ABJIIETCS BAXKHBIM (DAKTOPOM B paHHEH KIMHUYECKOM nuarHoctuke CMA.

3.2 Kimnauko-(yHKIMOHATIbHAS U JIEKTPOHEHpOMUOTpadudecKast

XapaKTEPUCTHKA CITUHAIBHBIX MBIIIEYHBIX aTpoduii 2 u 3 Tuma

B Havane uccnenoBaHus ¢ y4eTOM JaHHBIX F'€HO()EHOTUITUPOBAHMS Y MALIUEHTOB
co CMA 2 tuma (n = 54) u 3 tuna (N = 41) Ha ocHOBe yrIyOJCHHOIO aHaIM3a KIMHUKO-
bynkunoHanbHeix, DHMI' u peHtreHorpaduyeckux XapakTEpUCTHUK ObUT H3y4eH
XapakTep ABUTaTelbHbIX HapymieHui (Tabnuua 3.3). YcraHoBI€HO, YTO y MAIllMEHTOB
co CMA 2 tuna gBUraTeabHbIe BO3MOXHOCTH IO pe3yJibTaTaM TECTUPOBAHUS 10 IIKAJe
MHS oxka3anuce CylecTBEHHO HUKE B CPABHEHHH C MOKa3zaTensmu B rpynne co CMA 3
tumna: 06amiel B rpymme narmueHToB co CMA 2 tuma Hike B 2,5 pa3a, 4eM B B TPYyIIIIE CO
CMA 3 tuna (p <0,0001). IIpu oreHKe MBIIICUYHON CHJIBI IO IIKaJIe XaMMEPCMHT Y
nereii co CMA B Bo3pacte 1-3 roma oOHapyXeHa CYIIECCTBEHHAsh pasHHUIIA MEXITY
rpynmnamu co CMA 2 u 3 tuna: 6ajiibHas OLEHKA B MPOKCUMAIIBHBIX IPYyNIax BEPXHUX
KoHeuHocTer y gnered co CMA 3 tuma Owuia Beimie B 3,52 pasza (p <0,0001), B

MPOKCUMANIbHBIX OTAENaX HIKHUX KOHeuHocTted — B 4,28 paza (p <0,0001). B
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JTUCTANBHBIX OTJEIaX KOHEYHOCTEW MBIIIIEYHAsl CWJia, OIlCHMBaeMas B Oajuiax, y
naueHToB co CMA 3 tuna Oblia Bbilie B pykax B 1,67 pasa (p < 0,0001), B Horax — B
1,78 paza (p <0,0001). TToxoxast cuTyanus otMedeHa u y neredi co CMA 2 rtuma:
OayibHAsl OIIEHKA CHJIBI MBIIII B JUCTAJbHBIX OTIENaxX pyk Oblia Beilie B 2,79 pasa
(p <0,0001), B HOrax — B 4,7 pasa (p <0,0001). ITomyueHHbIC NaHHBIC TO3BOJWIN
0o0Jiee TOUHO OMNPEETUTh TOMUKO-3TUOJOTHYECKUI MATTEPH MUOTEHHOTO TTOPAKECHUS Y
neteit co CMA 2 u 3 Tuna, 4to He0OX0JIMMO YUUTHIBATH MIPU KOPPEKIIMH JIBUTATEIbHBIX
HapyLICHUH.

Pesynprarsl IIPOBEEHHOTO OHMI -uccnenoBanus TaK¥XKe BBISIBUJIN
CYIIECTBEHHBIC PA3IUUMs MeX 1y GpeHoTunuyeckumu Bapuantamu CMA (Ta6nuna 3.3).
Taxk, yBenuuenue qurensHocTtd [IE y nereir co CMA 3 tumna Obuto Ha 7,7 % Gosblue
B cpaBHeHuu c¢ rpymmoit co CMA 2 tuna (p <0,0001), 4ro CBUIETEABCTBYET O
KOMIICHCATOPHOM  YBEJIMYEHUU Pa3MEpPOB JIBUTATEIbHBIX €IUHHUI] B OTBET Ha
JeTeHepaTHBHbBIE Mporecchl MoToHelpoHoB [275, 500]. DToT dakT TaKke sSBISCTCS
nokasatelyieM 00Jiee BRICOKMX CAHOT€HETUUECKMX MEeXaHu3MoB y nereit co CMA 3 tura,
Ha 4YTO YKa3bIBA€T W CYIIECTBEHHOE MOBbllIeHUEe aMIuiuTyAsl IIJIE y mamueHToB co
CMA 3 tuna: onn 66Ut Ha 13,4 % OGoJbIlle B CpaBHEHUH C PE3yJIbTaTaMHu B TPYIIIE CO
CMA 2 tuma (p < 0,0001).

CnoHTaHHasi aKTUBHOCTH JBUTATElIbHBIX BOJOKOH B Buie [IDI[ xak mapxkepa
HOBPEXK/ICHUS MOTOHEHPOHOB [476] Ha paHHuX 3Tanax Oblia Beimie y aereit co CMA 3
tuna Ha 21,8% (p=0,0009) (Tabmuma 3.3). OOpamraer Ha ceOs BHHUMaHUE
oOHapy>KeHHOE CcyliecTBeHHoe YyBenudyeHue mnokazatenerr [I® u [IOB B rpymme
naiueHToB co CMA 2 tumna. Komuuectso [1® O6vuto B 1,8 paza Gombinie B rpymme co
CMA 2 tuma (p = 0,0281), a nokazarens [IOB B rpynne co CMA 2 Tumna npeBsiial
aHaJOrMYHbIA mapamerp y naered co CMA 3 tuma B 4,7 paza (p <0,0001).
3HaYUTENBHOE MOBBIIIEHUE TTOKa3zaTenen [P yka3piBaeT Ha pa3BUTUE MUOIMIATUYECKOTO
npoiiecca y oocienoBanHbix manueHToB [81, 284]. Beiasnenue IIOB TpakToBasioch Kak
NPOSsIBJIICHUE HEBPOTEHHOTO mopaxenus [35, 103].

B nauvaine uccnenoBanus y naunmeHToB co CMA 3 Tumna 3HaueHue aMIUIUTy (6l M-

oTBeTa ObUTO B 2,62 pa3a BbIlIe B cpaBHeHUH ¢ rpymmoii co CMA 2 tuna (p < 0,0001),
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YTO  CBHUJIETENICTBYET O CYIIECTBEHHO 0Oojiee  BBIPAKCHHBIX  aKCOHAJIBHBIX
HEBpOMaTHUYECKUX HapylieHusx y nereid co CMA 2 tuna [542, 543] (Ta6mnuia 3.3).

[TonTBepKaeHUEM aKTUBHOCTH Pa3BUTUS MHOTCHHBIX HApYIICHUH SIBISIETCS W
3HaunTenbHas creneHb JIMAII [82, 278] (Tabnuna 3.3). B Hauane uccinemoBaHus y
naieHToB rpymmnsl co CMA 2 tuma 31OoT mapamerp Obin Bhimie B 1,56 pasza B
cpaBHeHuu ¢ rpynmnoid co CMA 3 tuna (p < 0,0001), 4To cBUIETENBCTBYET O OOJIbILIECH
BBIPAKEHHOCTH MHOIATHYECKOTO MoBpexaeHus y aereid co CMA 2 tumna. [IpusHaku
MHOTEHHOTO MAaTTepHA MOJaydeHbl W npu uccaenoBanum JICUIIL: artor mokaszarens y
neteit co CMA 2 tuna 6611 B 1,66 pasa Beliie B cpaBHeHUU ¢ rpymnmnoid co CMA 3 turma
(p <0,0001), uTo yka3pIBacT Ha Oosiee MATKOE TeueHue 3abosieBanus B rpymie co CMA
3 tuna [284].

[Ipu obcnenoBanuu Mo3BOHOYHMKA B Tpynme co CMA 2 Tura yaiie BCTpeYalnch
Oojee BBICOKHME II0KA3aTENM CKOJMOTHUYECKOW nedopmalii B CpPaBHEHUH C
PEHTIEHOJIOTUYECKUMHU MapamMeTpamMu, IMOJydYeHHbIMU B rpymre co CMA 3 tuna:
pa3HUIlA B 3HAUYCHHUAX B Hadalie MccienoBaHus cocraBmia 1,92 paza (p <0,0001), urto
XapaKTEepPHU3yeT Pa3IUYHYI0 TKECTh JedopManuu MO3BOHOYHOIO CTOJ0a, KOTOpas
Oblma Ooisiee BhIpaxkeHHOM y gerert co CMA 2 tuna (Tabmuma 3.3). B nHauane
uccienoBanus B rpynnax jgered co CMA 2 wu 3 Tuma 3HA4YeHUS BEIWMYUH
nedopManioHHoro yriia 6okoBoro otkjoHeHus o Kob0y coorBercTBOBanu 1 crenenu
CKOJIMO3a.

Takum 00pa3oM, MOJYyYEHHBIE B HCCIEAOBAHWM JaHHBIE CBUIETEIBCTBYIOT O
pa3nuYMsaX B KIMHUYECKOM TeYeHUH (PeHoTunuuecknx BapuantoB CMA 2 u 3 tuma,
YTO HEOOXOJUMO YUYWTHIBATh TMPHU IUIAHUPOBAHUM M Pa3pabOTKE TepareBTUUECKON
ctpareruu. CBefeHuss 00 OCOOEHHOCTSX PAHHUX KIMHUYECKUX MPOSBICHUM
3a00IeBaHUSl  SIBJISIIOTCSI  OCHOBOTIOJIATAIONMMH B CBOEBPEMEHHON KIMHUYECKOM
JIMarHOCTUKE U MTPOTHO3UPOBAHUHU JATbHEUIIIETO PAa3BUTUSI MOTOPHBIX CUMIITOMOB, YTO

OKa3bIBACT CYIECTBEHHOE BIIMSHUE Ha KaueCcTBO Jku3HM JeTeit co CMA [526, 553].
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Tabmuna 3.3 — CpaBHeHue

KJIMHUKO-3JIEKTpOHEHpOMHUOrpauueckux u

pPEHTTeHOJOrnueckux Tmokazarened y gered co CMA 2 wm 3 Tuma B Hayanue

uccienoBanus (M £ m)

DOEHOTUITMYECKUN BapUAHT

CMA YpoBeHb
IToka3zarenb, €. U3M.
CMA 2 tuna | CMA 3 tuna p
(n=54) (n=41)
Orenka pyHKITMOHATBHBIX BO3MOYKHOCTEH 11,52 +£2,10 | 28,56 + 0,87 | <0,0001
1o mkaine MHS
JlucTanpHBIA OTAET PYK 969+0,84 |14,07+0,61 | <0,0001
bamnsnas
OLICHKA CHITEL [TpoxcumanwhsIii otaen pyk | 3,50+0,88 |11,49+0,68 | <0,0001
B MBIICHHBIX | JTyjcranpHbIA OTIET HOT 8,09+0,71 |12,71+0,78 | <0,0001
rpyImax
[Tpoxcumanwhsblii otnen vor | 1,72+0,53 |6,83+0,83 |<0,0001
Jmurensaocts ITIE (%, moBEIICHHE) 49,26 + 3,37 | 53,06 +4,86 | <0,0001
Ammumatyna [TJIE — (MB) 168+0,20 [(191+0,30 |0,0001
[ToTenmmans! hacuukyasanu (y.e.) 1,74+065 |2,12+0,33 |0,0009
[ToTenmuanst pudpmLsuu (y.e.) 052+050 |0,29+0,46 |0,0281
[TonoxuTenpHBIE OCTPHIE BOJIHEI (Y.€.) 094+0,36 |0,20+0,40 |<0,0001
Ammutyna M-oteeta (MB) 0,71+0,13 [182+0,12 |<0,0001
JleBuanus MakcuManbHOU amruutyas (%) 5291+1,81 [34,05+2,12 | <0,0001
JeBuarus cpeaneit yactoTsl (%) 50,87 +1,94 | 30,57+1,88 |<0,0001
Benuunaa nedopMaimoHHOTO yriia 60KOBOTO
6,41 +0,63 |3,44+095 |<0,0001
otkionenus mo Ko60oy (°)
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[IpumepoM OTIMYUTENBHBIX OCOOEHHOCTEN KIMHUYECKOTO TEYCHHsI y MAlMEeHTOB
C pa3nMuHbIMM (peHoTHMnHYecKUMU BapuaHTaMu CMA CiyXKUT NEpBBIA KIMHUYECKUN
CIIy4ai.

[lon Hammm HaOMOAEHMEM B OTAENICHUMH PecnyOiaMKaHCKOTO KIMHUYECKOTO
nentpa Heiipopeadbunutammu (IAHP) c¢ 25.03.2016 . mo 09.04.2016 r. Haxomuics
pedenok K-8, 06.01.2015 roga poxaenus (1 rox 2 mecsina).

Huarno3: CrinHanbHasi MblIeyHas aTpousi (FT€eHETUUECKH MTOATBEPIKICHHAs ), 2-11
THUII, BSAJIBIM TeTpamnapes3, MNPEUMYIIECTBEHHO BBIPAKEHHBI B HM)KHHX KOHEYHOCTSIX.
Ckonmnoruyeckas nedopmaius IpyloHNOSCHUYHOTO OTJeda MO3BOHOYHMKA | cTeneHw.
OKBUHOBAJIbI'yCHAs Ae(opmalust CTOoM.

[Ipy mocTtymieHun poauTend peOeHKa MPEAbSBISUIA KAJIOObl HAa OTCYTCTBUE
OIOpPbI HAa HOTH, CHWKEHHYIO JBUTATEJIbHYIO aKTHBHOCTH (II€peBOpauMBacTCA Ha OOK,
CaMOCTOATENIbHO HE CaJMTCS, CHUAWUT y OMNOpPBI), OTpaHUYEHHE OObeMa JBUKEHUN B
BEPXHUX U HUKHUX KOHEUHOCTSX, e(hopMaIiio MO3BOHOYHOIO CTOI0A.

AnamHe3 Xu3HU U 3a0oneBaHus. PeOeHOK poauics OT mepBoi OepeMEeHHOCTH
JUTUTENIBHOCTBIO 39 Henellb, HOpMaIbHO MPOTEKABIIEH, MEPBBIX CPOUHBIX, HOPMAIbHBIX
pOJIOB, C OOBUTHEM IYyNOBHHBI BOKpYT Ieu. PebeHok 3akpuyan cpazy. Macca npu
poxaenun — 3600 r, orieHka 1o mnikane Amnrap — 7/8 6aios.

I'osoBy nepxan ¢ 2 mecdAunes, B 3 MecsAlna MOT JIEKAaTh Ha KUBOTE C yIOPOM Ha
npeamiedbsi ¢ yBepeHHOU (ukcanued rojoBel. B 4 Mecsia — mepeBopayuBajcs ¢
KMBOTA Ha CHHMHY, TSAHYJCS K UrpylIKaM OOEUMH pyKaMH C YBEpEHHOH (ukcanuein
npeaMmera. B 5 MecsaueB yBEpEeHHO IEpEeBOpavyMBAlICS CO CIMHBI Ha JKUBOT, YETKO
HaIpaBJIsl pyKY K UTPYILKE C YBEPEHHBIM €€ 3aXBATOM.

[IpuBuT cornacHo KajneHZapHoOMy IuUiaHy: 3 neHb — BakiuHauus BIDK, B 3
Mecsa, 5 MecsiueB U 6,5 MecsleB — BaKUMHAIUS UMMYHOOHOJIOTHYECKUM TTpernapaToM
«ubanpuxcy.

B Bo3pacte 7 MecsleB nocie MnepeHeCeHHON OCTPOM pECIUPATOPHON BUPYCHOU
uHbeKInd HaOMoNaics perpecc ABUTATEIbHBIX HABBIKOB: CHIDKEHHE OIMOPHOM

GyHKUMM, YMEHBIIEHHE CWJIbl 3axBaTa MPEAMETOB, 3aTPYJHEHUS NEPEBOPOTOB
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TyJIOBHUIIIA B 00€ CTOpOHBI. Pe3KO CHU3WICS KOHTPOJH YACPKUBAHHUS TOJOBBHI B
MTOJIO’KEHHH JIEKA HA JKUBOTE.

[Tocne xoncynpranuu B aBrycte 2015 roga 1eTCKUM HEBPOJIOTOM aMOyIaTOpHO-
MOJIMKJIMHUYECKOTO TpUeMa [0 MECTy JKUTEJIbCTBA pPEOCHOK ObLI HampaBlieH Ha
CTalMOHApHOE 00CIEA0BaHUE B HEBPOJIIOTMUECKOE OTACIICHHUE JIUISl AETE C HApyIIEHHEM
HHC wu ncuxuku PecnyOnukanckoil aetckod kinuHudeckor OonbHUEI ([IHP) ¢
27.08.2015 roga o 11.09.2015 rona.

OO0OcnenoBau:

1) MonexynspHo-reHeTnyeckoe uccienopanue (PegepaibHOE rocygapCTBEHHOE
OIO/DKETHOE yupexkIeHHe Hayku «MeauKko-TeHeTHUEeCKU HayYHBIN 1EeHTP» T. MOCKBBI
(25.12.20151.): nmenmemust 7-8 »sK30Ha TejaoMepHoro reHa SMN B TOMO3UTOTHOM
coctosinuy, 2 ko SMN?2 rena. ¥ matepu u oTiia peOeHKa: JeNenus reTepo3uroTHOro
sk30Ha 7 SMNI rena.

2) DHMI' (30.08.2015 r.): npu MPOBEJICHUU UTr0JIbYaTON
anekTpoHerpomuorpadun orMeueHo nosbieHue amutenbHoctu [IJE wa 50,24 % ot
HopMBI, cpennss amiiutyda [1JIE 1,73 MB (ipu Hopme < 1 MB), BbIsSIBIIeHA CLIOHTaHHAs
akTUBHOCTHh B Buje eauHu4HbIx [IDI] (2 y.e.), [IOB (1 y.e.), uto cneuuduuno ajs
HEWPOHAJIBHOTO YPOBHS MOPAXEHUsI JBUIATEIbHOW E€IUHHUIIBI C COIYTCTBYIOIIUM
HEBPOTE€HHBIM KOMNOHEHTOM. [lo maHHbIM crumyisanuonHo OHMIT mnomydeno
cHWkeHue amrmutyabl M-otBeta — 0,8 MB (Hopma >3 mMB), xapakrepusytomieit
HaydaJbHbIE TPU3HAKW AKCOHAJIbHOM HeBponaTtuu. IIpu mpoBeneHUH NOBEPXHOCTHOMN
OHMI' ¢ Harpy304HBIMH TE€CTAMM IOJIyYEHBI CIEAYIOIIHME JAaHHBIC: JO HArpy304HON
npoObl — MakCMMalibHAas aMIUIMTyAa TOTeHIHaNoB cocTtaBuwia 1230 MxB, cpemnsis
4acToTa MOTEHIIUAJIOB cocTaBuia 126/cek, mociae Harpy304Hoi mpoOkl (B BUE TECTOB C
GU3MYECKUMHU  YTIPAKHEHUSIMH HCCIEyeMOW KOHEYHOCTH) OTMEYAIOCh TaJCHUE
MOKAa3aTeJed MaKCUMaJIbHOM AaMIUIMTYAbl TOTEHUHMAJIOB, €€ 3HAYEHHUS COCTaBUJIU
600 mxB, momy4yeHOo CHUXKEHHE TOKaszarejeld CpelHel dYacTOThl TMOTEHIUAJIOB, HX
3HayeHus: coctaBmwin 64/cek. Takum oOpa3om, mo JaHHBIM noBepxHocTHOM DHMI ¢
Harpy304HbIMHM TECTAMH OTMEYEHA JIEBUALM MAKCUMaJIbHON aMIUIMTY bl IOTEHIINAJIOB

Ha 51,23 % OT MCXOIHBIX MapaMEeTPOB U JECBHALUSA CPEIHEH YacTOThI MOTEHIIMAIOB Ha
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49,13 % OT UCXOAHBIX 3HAYEHMI, YTO CBHUJAETEIHCTBOBAJIO B IMOJIb3Yy MHOTCHHBIX
HapylieHud. 3akiloueHue: TpU3HAKW HEWpoHomatuu (CpeaHell  TSKECTH) C
COIYTCTBYIOIIEW  YMEPEHHO  BBIPAXEHHOW  AaKCOHAJIbHOM  HEBPOINATHEH U
MHOINATUYECKUMH HAPYIIEHUSIMHU.

3) CiopmiiorpaMmMa  TpyAaHOTO W ToscHuuHoro otaenoB (05.09.2015 r.):
IPABOCTOPOHHMI MOSICHUYHBIN CKOJIMO3 ¢ Ayrou 6 rpamycos no Ko6oy — 1 crenenu.

4) Pentrenorpadus tazodeapeHubix cycraBoB (07.09.2015 r.): aucruia3ust JIeBoi
BEPTIIYHOU BaAuHbL. [10ABBIBUX J1€BOI OEIPEHHON KOCTH.

5) MPT cniunanoro mosra (01.10.2015 r.): mietinblit 10opa03 BeinpsamiieH. CIIMHHON
MO3r He u3MeHeH. IIpaBOCTOPOHHMII CKOJMO3 TPYAOINOSCHUYHOIO  OTHAEIA
MIO3BOHOYHHKA.

6) KOK (28.08.2015 r.) — 26 en/n (Hopma 0-25 en/n).

7) 9x0-KI" (29.08.2015 r.): 6e3 naToyioruu.

[Ipu nocrymieHuun B oTAelieHHe PecrmyOnMKaHCKOro KIMHUYECKOro IIEHTpa
HelipopeaOmiIuTalud B HEBPOJIOTMYECKOM CTaTyce OTMEUEHO: PEeaKlUu aJeKBaTHBIE.
3naer poaurtened. Yibioaercs. IlposBaser uHTEpec K Wrpylmkam. OMOLMAIBHO
nabuneH. ['070By B MOJIOXKEHUH Ha KUBOTE JACPKUT HEyBEpeHHO. Jlexka Ha *KUBOTE, Ha
OpeaIuieubs YHOUPAETCs, NBITAeTCS IEpPeBOpauMBaTbCA Ha JIEBbIM OOK. AKTHBHEE
TAHETCA K UIPYyILIKaM JIeBOUM pykKoid. CHINUT y ONOpbl HEYCTOMYMBO ¢ KU(PO3UPOBAHUEM
rpynHoro otaena. HaBeiku mnon3anus He cdopmupoBanbl. [lpu mnoanepxke 3a
NOJMBIIICYHbIE BHAJWHBI MOATHOAET HUKHUE KOHEYHOCTH B KOJIGHHBIX CYCTaBax,
GyHKIMS omopbl OTCYTCTBYeT. ['mmomumus. ['nasHble mienu W 3paykd paBHBL. 3a
npeaMmeramu cienut. Hucrarma Her. JIuno cuMmeTpuyHO. S3BIK B MOJIOCTH pTa IO
CPEIMHHOM JIMHUU. YMepeHHass nudQys3Has MbIlIeYyHAs TUIOTOHUS W TUNOTpOoduUs
Oonee mpejcTaBieHa B MBIIIIAX IJICYEBOTO TM0SCA, TPYIHBIX MBIIIIAX, MBIIIIAX
TA30BOr0 MOsCa MU MPOKCUMAIBHBIX OTAENIaX HWXHUX KOHeuHocTed. Ilokaszartenu
MBIIIEYHON CHJIBI MO HIKajge XaMMEpPCMUT: AMCTalIbHbIE OTAenbl pyk — 10 Oasmios,
IpOKCUMaJbHbIE OTHAEIbl pPYK — 4 Oamna, AUCTambHBIE OTAENbl HOT — 9 Oasios,
MPOKCUMAaJbHbIE OTAENbl HOT — 2 Oasia. CyX0KHIIbHbIE OMIUIUTAIbHbIE pe(IIeKChl —

camwkenbl D = S; kapnopaauanbHbie pediekchl BbI3BaTh HE YAAJIOCh; KOJEHHBIE —
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AHAJIOTUYHO; axXWUIOBBI —  AHAJIOTMYHO. bpromHble  peQeKChl  CHIDKCHBI.
dopMmupyromuecss  crudareynbHble  HEHPOTeHHbIE  KOHTPAKTYpbl  T'OJEHOCTOIHBIX
CYCTaBOB, Oouibllie crpaBa. DKBHHOBAJbIycHas aedopmaiusi CTOM, TakkKe OOJbIle
cinpaBa. Ckonuotuyeckas aepopMaiusi TPyAONOSICHUYHOTO OTJeNa MO3BOHOYHMKA.
Hapymenne camocrosTtensHOM BepTUKanu3auuu. KoopauHanus JABWKEHUNA HE
HapyueHa. PacuMKyISATOPHBIA TPEMOP NPHU BOJHEHHH. ballibHas ONEHKa IO IIKale
MHS — 13.

Takum o0Opazom, y pebenka K-Ba, 2015 roma poxnenus, (1 rom 2 mecsia),
POXKJIEHHOTO OT HOPMaJIbHO TMpPOTEKaBIIell OEpEeMEHHOCTH, OT POJIUTENCH-
reTepO3UTrOTHBIX HOcuTeNel nmoBpexaeHHoro rena SMN1, ¢ HopManbHBIM pa3BUTHEM
PaHHUX CTaTO-MOTOPHBIX HABBIKOB, MPUBUTOTO COTJACHO KaJCHIAPHOMY IUIaHy, B
BO3pacTe 7/ MeECSIUEeB II0CIIE IIEPEHECEHHOW OCTpPOM pecnupaTOpHOM BUPYCHOMU
uHpeKknn HaOII0aNCd PErpecc JIBUTATENIbHBIX HAaBBIKOB: CHIKEHHE OMOPHOMU
(GyHKIIMU, YMEHBIIEHHWE CHJIBI 3axBaTa IMPEIMETOB, 3aTPYAHEHHUS TEPEBOPOTOB
TyJIOBUIIIAa B 00€ CTOpOHBI. Pe3KO CHU3WICS KOHTPOJIb YACPKUBAHHUS TOJIOBBHI B
MOJIOXKEHUW Jieka Ha kuBore. I[lo pe3ynpTraram  MOJIEKYJISPHO-TEHETHYECKOTO
UCCIICIOBAHUS BBISIBJIEHA Jenenusi 7—8 »5K30Ha TeloMepHoro reHa SMN B
TOMO3UT'OTHOM COCTOSIHHMH, 2 Komuu SMN2 reHa.

VYri1yblieHHOE M3y4YeHue JaHHBIX 3JEKTPOHEHPOMUOTrpadUuecKoro UCcciieJ0BaHus
MO3BOJIIIO  BepU(DUIIMPOBATH  CTENEHb  BBIPAXKEHHOCTH  HEHPOHOMATHYECKOTO
MOpaXeHUsI U BTOPUYHBIC HAPYIIEHUS] MOTOPHOM MHTETPAIIMK, BKJIFOYAsi aKCOHAJIBHOE U
MHUOTE€HHOE MOBpekIeHUs. [10 TaHHBIM UTO0JIbYATOM METOJMKHU BBISIBICHO MOBBIIICHHUE
nmutensHoctd [IJIE Ha 50,24 % ot Hopmbl, cpenusas ammumtyna IIJIE cocraBuna
1,73 MB (npu HOpMe < 1 MB), monydeHna croHTaHHass aKTUBHOCTh B BHJIC €IUHHYHBIX
[ (2y.e.) u IOB (1y.e.), uro crneuuduyHo mAJIT HEUPOHAIHHOTO YPOBHS
MOpaXeHUsl IBUTATEIbHON €IUHUIIBI C COMYTCTBYIOIIIUM HEBPOT€HHBIM KOMIIOHEHTOM.
[To naHHBIM CTUMYIALMOHHONW MeToAuku DHMI' nmonydeHo CHUKEHUE aMIUIUTy a6l M-
orBera — 0,8 MB (nopma >3 MmB), 4TO pacueHuBaiIoCh Kak HadallbHbIE MPHU3HAKU
akCOoHaJbHOrO nopaxkenusd. [Ipu nposeaenun nopepxHoctHon DHMI' ¢ Harpy304HBIMU

TECTaMU IOJIYUCHBI CICAYIOHNIUEC PC3YJIbTAThI: 10 Harpy:;quoﬁ HpO6BI — MaKCHUMaJIbHas
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aMIUIMTyJa MoTeHuuanoB cocTtaBuia 1230 mxB, cpenHsss yacToTa NOTEHLHMAIOB
nocrurana 126/cex, mocie Harpy304HoW MHpoObl (B BHJIE TECTOB € (PU3UUECKUMHU
VOPAKHEHUSIMU  UCCIIEIYEMON KOHEYHOCTH) OTMEYAJIIOCh NaJEHUE IOKa3aTesen
MaKCUMaJIbHOW aMIUIATYABI IOTEHIMAJOB, €€ 3HaueHus coctaBuii 600 MKB, BBIABIEHO
CHW)KEHHME IOKa3aTesleil cpeHell 4acTOThl NOTEHIMAIOB, UX 3HAYECHHUS CHU3WIIUCH JI0
64/cex, Takum 00pa3oM, 1Mo JaHHBIM MoBepXHOCTHONM DHMI' ¢ Harpy304HBIMU TECTaMH
OTMEYEHa JIEBUALUA MaKCUMAJIbHON aMIUIUTYAbI Ha 51,23 % OT ucXoaHbIX IapaMeTpoB
U gaeBuanus cpenHedr dactotel Ha 49,13 % OT HCXOOHBIX 3HAYEHHWH, YTO
CBUJETEIBCTBOBAJIO O  MHOTEHHBIX  HApyIICHUSX.  3aKIIOYEHHE:  [PU3HAKU
HEHpoHONaTuu (CpeiAHed TSHKECTH) C COMYTCTBYIOIIEM YMEPEHHO BBIPaKEHHOM
aKCOHAJIbHOW HEBPONATUEH U MUOMATHYECKUMU HapyLICHUSIMU.

[lo fmaHHBIM  HEHWPOBU3YAIM3UPYIOIIMX W PaJAMOJIOTMYECKHX  METOJIOB
UCCJIEIOBAHNUSI OOHAPYKEHbl KOCTHO-CYCTaBHBIE HApyLIEHUS pa3JIMYHOM CTENEeHU
BBIPAKEHHOCTH: IIENHBIN JIOPI03 BHIIPSAMIICH. [[paBOCTOPOHHUI MOSCHUYHBIN CKOJIMO3
¢ nyroit 6 rpamycoB o Ko66y — 1 crenenn. /(ucmiasus neBoit BepTIY)KHOU BIIaIMHBI.
[TonBbIBUX JIEBOM OEAPEHHOM KOCTH.

[Io naHHBIM KJIMHUKO-HEBPOJOTMYECKOE OOCJIEeIOBaHUS C MCIOIb30BAaHUEM
MEXIyHApOJHbBIX IIKaJl OLEHKHU MBIIIEYHOU CHIIbl U (YHKIIMOHAJIBHBIX BO3MOXKHOCTEH
y peOeHKa BBISIBJICH BBIPAKECHHBIA JBUTATEIbHBIN Je(ULNT: TOJOBY B MOJOXEHUH Ha
KUBOTE JEPKUT HEYBEPEHHO; CUAUT Yy OINOPbl HEYCTOWYMBO C KH(PO3UPOBAHUEM
IPYAHOTO OTJAENa; HaBbIKA TOJ3aHUS HE C(GOPMHUPOBAHbBI; MNpPH TOAJIEPKKE 3a
NOJIMBIIICYHbIE BIAIUHBI MOATMOAET HUKHUE KOHEYHOCTH B KOJIEHHBIX CYCTaBax,
GyHKIMS ~ OMOpbl  OTCYTCTBYET,  HapylleHHe  (yHKUHMH  CaMOCTOSITENIbHOM
BepTukanuzanuu. OOpaiiaer Ha ceOsi BHUMaHUE yMepeHHas AudQy3Has MbIlIeuHast
TMIIOTOHUA U TUnotpodus, Oosiee mMpencTaBiIeHHass B MBIIIAX IUIEYEBOro IMosica,
IPYAHBIX MBIIIIAX, MBIIIAX Ta30BOrO MOACA M MPOKCUMAIBHBIX OTAENaX HMKHHX
KOHeyHocTe.  I'umo-, apeduekcus  BEpXHUX U HIDKHUX  KOHEYHOCTEH.
@acuuKyJATOPHBIA TpeMOp Ipu BOJHEHUW. [lpu mnpoBeaeHMM MaHyaJIbHOTO
TECTUPOBAHUS CWJIBI MBIIII IO IIKAJIEe XaMMEPCMUT IOJyYEHBI CIEIYIOLIUE JTaHHBIE!

TUCTalbHBIE OTAeNbl pyk — 10 OamioB, mpokcUMalbHbIE OTHENBl pyk — 4 Oanna,
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TUCTANbHBIC OTAECNBl HOT — 9 0a/mioB, MPOKCUMAJbHBIE OTIEIBI HOT — 2 Oaia.
BrisiBieHa cuMrnitomaTuka (OpMUPYIOIMIUXCS KOCTHO-CYCTaBHBIX Jepopmanuii B BUJE
cruOaTenbHbIX  HEHPOTrE€HHBIX  KOHTPAKTyp  TOJEHOCTONHBIX  CYCTaBOB U
HKBUHOBAJIBI'YCHOM nedopmalu CTOII, CKOJIMOTUYECKON nedopmarum
rpyaonosicHuuHoro oraena. OueHka GyHKIIMOHATIBHBIX BO3MOXKHOCTEH o mkane MHS
— 13 Gamnos.

Bropoii knuHuYeckuii cirydail mpeACcTaBieH B Ka4eCTBE MpUMepa CYIIECTBEHHBIX
OTJIMYUTEIIbHBIX OCOOCHHOCTEHM KJIMHUYECKOTO TeUeHHs y mnanueHToB co CMA 2 u 3
TUIIA.

[lon nHabmioneHueM B oTAeNeHUM PecnyOnMKaHCKOTO KIMHUYECKOrO LEHTpa
Heripopeadbwnutaruu (JJHP) ¢ 11.04.2016 r. mo 23.04.2016 r. naxoauics pedeHok C-B,
17.08.2013 rona poxxaenus (2 rona 8§ Mecsesn).

Huarno3: CrinHanbpHas MbledHas atpous (TeHETUYECKH MOATBEPKICHHAs ), 3-i1
tun (6one3nb KyrenbOepra-Benannepa), HKHUM mapanape3 ¢ HapylieHueM (QyHKIIUH
XOJIbOBI.

[Ipyn mocTymieHuu poauTenu pedeHKa MNPeabsABISIN KaloObl Ha HapylIEHHE
MOXOJIKM, 4YacCTble CHOTBHIKAHUSA, NAJEHUS, 3aTPYJHEHUS MPUCEAAHUMN, MPBIKKOB,
nojbeMa / Crycka 1o CTyIeHbKaM.

AHamHe3 KU3HM U 3a0osieBaHus. PeOEHOK pojausics OT BTOpPOM OepeMEHHOCTH
(mepBasi 6epeMeHHOCTh — peOeHOK 3710poB), miuBIIeiics 40—41 Hemento, MpoTeKaBIICH
0e3 0cOOEHHOCTEN, BTOPHIX CPOYHBIX, HOPMaJbHBIX poaOB. PebeHok 3akpuuan cpasy,
macca npu poxxaeHun — 3250 1, oreHka 1o mmkane Anrap — 8/9 6aios.

l'onoBy nepxut c¢ 1,5 MecsueB, B 3 Mmecslla Jiexall Ha )XUBOTE C YINOPOM Ha
npeamieybsi ¢ yBepeHHOH (ukcanued rojoBel. B 4 Mecsia — mepeBopadyuBaics ¢
JKUBOTA Ha CHHHY, TSHYJCS K WIPYyIIKaM OOCMMH pyKamMu C YBEpEHHOH (ukcanuen
npeameTta. B 5 mecsilieB yBepeHHO OCYIIECTBIISI NEPEBOPOT CO CIUHBI HA JKUBOT, YETKO
HaIpaBJsul PyKy K UTPYIIKE C JOCTATOYHBIM ee 3axBaToMm. Cuaut ¢ 6 mecsues, ¢ /
MECSALIEB YBEPEHHO MOJI3A€T, B 8 MECSLEB CAMOCTOSATEIBHO CAUICS, CAMOCTOSITEIBHO

BCTaBaJl y OMOPHI ¥ XOUJI B MaHexe. B 9 mecsiuieB xoau npu noaaepxke 3a 00e pyku,
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B 10—11 mecseB Bie3an Ha HEBBICOKYIO OBEPXHOCTh U CII€3aJl C HEE, CAMOCTOSITENIbHO
cTosu1 6e3 onopel. CamocTosTenbHas Xo/1b0a ¢ 12 Mecses.

[IpuBHT COTNIACHO KaJEHAAPHOMY ILIAHY .

B Bo3pacte 1 roma 8 wmecsleB OTMEUEH pErpecc JBHUIaTENIbHBIX HAaBBIKOB,
MOSIBIJIKCH BBIIICONMCAHHbBIC KaJI00BI (HaKaHyHEe, MPUMEPHO 3a 1,5—2 Mecsna 10 3Toro,
obL1a npoBeaeHa BakuHanusa AKJ(C).

B cenTs6pe 2015 roga 1eTckMM HEBPOJIOTOM aMOYJIaTOPHO-TIOJIUKIMHHUYECKOTO
npruemMa peOEHOK HampaBJeH Ha CTalMOHApHOE OOCIeJOBaHME B HEBPOJOTMYECKOE
otrnenenue nis jgererd ¢ Hapymenuem [HHC u ncuxuku PecryOnukaHCkoOW neTcKon
kinHnyeckon 6onpHuULbl (JJHP) ¢ 15.10.2015 roga mo 30.10.2015 roxa.

OO0OcnenoBau:

1) MonekynspHo-reHeTnueckoe uccienoBanue (denepanbHoe rocygapCcTBEHHOE
OI0JIKETHOE yUpeKJIeHUe Hayku «MeauKOo-TeHETUYECKUN HAy4YHBIM LIEHTP» T'. MOCKBBI
(15.03.2016 1.): y mpobOaHa BeIsSBICHA Jeienns 7 U 8 3K30HA TeJIoMepHOTro reHa SMN
B TOMO3UTOTHOM cocTosiHuH, 3 kommu SMN2 rena. Y Opara mpobanma menmenust 7
sk30Ha SMNI1 reHa B Te€TEpO3UTOTHOM COCTOSIHUU (T€TEPO3UTOTHOE HOCUTEIBCTBO
KJIMHAYECKUX TPOSBICHUN HE UMEET). Y Marepu nmpodaHaa: JAeierus reTepo3uroTHOTO
sk30Ha 7 SMNI1, y orma npobaHjia — HamMuue Tpex Komui 7 sk30Ha SMNI1 Ha omHOMU
XpoMocoMe (LIUC-KOH(DUrypamus).

2) OHMI (15.10.2015 r.): npu POBEAECHUN UT0JIbYATON
anekTpoHerpomuorpadguu ormedeHo nosbiienue anurensHocty [1JIE wa 49,45 % ot
HOpMBI, cpeanss ammutyaa IIJIE 1,61 MB (npu nopme < 1 MB), BbIsiBIieHa CHOHTaHHAS
aKTUBHOCTh B BHne enuHuyHbIX [IDI] (2 y.e.), cnenupuyabIx Uisi HEHPOHATHLHOTO
YpOBHSI TIOpakeHus ABUrarenbHol enuuuubl, [1D (1y.e.), 4TO CBUAETENBCTBYET O
HayaJbHBIX MMPU3HAKAX MUOMATUYECKOTO MOBPEKICHHS, TUATHOCTUPOBAHBI €IMHUYHbBIC
I[IOB (1 y.e.) kak Mapkep dopMmupyromelcsi akcoHalbHOM HeBpomnatuu. [lo naHHBIM
ctumyssinnonHot DHMI' 3nauenust amrmutyasl M-otBeta coctaBuiu 1,9 MmB (Hopma
>3 MB), uto KOHCTaTHpyeT (OpPMUPOBAHHE AaKCOHAJIBHOTO TopaxeHus. [lpu
npoBeaeHn: noBepxHocTHOM DHMI' ¢ Harpy304HbIMU TECTaMU MOJYYEHBI CIEAYIOLINE

pe3yNbTaThl: JO HArpy304HOM MpPOOBI — MaKCHMalbHAs aMIUIUTYy/la TMOTCHIIMAIOB
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coctaBuia 1462 MxB, cpeaHsss uyacToTa NOTEHIMANOB paBHsulack 138/cek, mocne
HArpy304HOW TpoOBI (B BUAE TECTOB C (M3MUECKUMHU YIPAKHEHUSMHU HCCICTyeMOU
KOHEYHOCTH) OTMEYAJIOCh IMaJIcHUe TIOKa3aTele MaKCHUMaJbHOW  aMILTUTY bl
MOTEHIIMAJIOB, €€ 3HaueHHWs cocTaBuiaM 983 MKB, MoiydeHO CHIDKEHHE IMOKa3aTenei
CpeIHEeW YacTOThl MOTCHIIMAJIOB, UX 3HAYCHHS CHU3WINCH A0 97/cek, TakuM o0Opa3om,
Mo JaHHbIM noBepxHOCTHOM DOHMI' ¢ Harpy304YHbBIMU TE€CTaMH OTMEUEHA JEBHAIIUS
MaKCUMaJbHOW aMIUTMTYABl TOTEHIMANOB Ha 32,76 % OT MCXOAHBIX MapamMeTpoB H
JIEBHUAIINAS CPETHEN YacTOThHI MOoTeHIIHaoB Ha 29,86 % OoT ucXoaHbIX 3HaUeHUH. JlaHHBIC
noBepxHoctHOM DHMI™ u oOHapyx eHHasi CTOHTaHHAsi aKTUBHOCTh B BUJI€ €TUHUYHBIX
[1® xapakTepu3ylOT HauadbHbIC MPU3HAKA MUOTCHHBIX HAPYIICHUH.

3akIIfoueHue: MPU3HAKU HEUPOHOMATUH (CPEHEN TSKECTH) C COMYTCTBYIOUUMHU
HEBBIPAKEHHBIMA  MPU3HAKAMH MHUOTEHHBIX HapylIeHUd U  (GOopMUpYIOIIEHCS
aKCOHAJIbBHOW HEBPONATHUU.

3) CionmiorpaMmMa TPYyAHOTO W ToscHu4yHoro otaenoB (19.10.2015 r.):
MPaBOCTOPOHHUI MOSICHUYHBIN CKOJIMO3 ¢ ayroit 2 rpaxyca no Ko6oy — 1 crenenu.

4) Pentrenorpadusi tazobenpeHHbix cyctaBoB (19.10.2015 r.): maromoruu He
BBISIBJICHO.

5) MPT cnunnoro mo3ra u mo3pono4ynuka (21.10.2015 r.): cnuHHOM MO3r HE
n3MeHeH. [IpaBocTOpOHHU CKOTMO3 TIOSICHUYHOTO OT/IeJ1a T0O3BOHOYHHKA.

6) KOK (18.10.2015 r.) — 19 en/n (nopma 0-25 en/n).

7) Ox0-KI" (18.10.2015 r.): 63 maTo0TUH.

[Ipu moctymnenun B oTAelieHHe PecmyOnMKaHCKOTO KIMHHUYECKOTO IIEHTpa
HeHpopeadMINTAIIMKA B HEBPOJOTUYECKOM CTaTyCe OTMEUEHO: MHCTPYKITUU BBIMTOTHSIET.
Peub cTpouT mpOCTHIMH TIpeTOKCHUSAMU. VHTE/UIEKT pa3BHT MO Bo3pacTy. HaBbIku
onpsATHOCTU chopmupoBanbl. [IposBIsSeT HHTEPEC K UTPYIIKAM. DMOITHAIBHO JIAOUIICH.
["'070BYy B MOJIOKCHHUH Ha KHBOTE JICPKUT YBEpeHHO. JIeska Ha JKMBOTE, YIIUpaeTCcs Ha
BEITIPSIMJICHHBIC PYKH, TICPEBOPAYMBACTCS B 00€ CTOPOHBI. MaHUITYIATHBHAS (DYHKITUS
He HapymieHa. CHINUT, CTOUT, XOAUT CaMOCTOATENbHO. [loxoaka Mo THUMY «yTHHOWY,
yIop Ha BHYTPEHHHE OTAENBI CTOM. 3aTPYAHEHBI NPBDKKH, XOAb0a Ha TISATKaX,

npuccaanusl. N3 monoxeHus nexa ChUad Ha KOPTOYKAX BCTACT, HUCIIOJIb3Yy:
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Muornaruueckue mnpuembl [oBepca. @opmupyronuiics runepiopao3. Ckonauos
HNOSICHUYHOTO oTaena. [lom3aer Ha YeTBepeHbKaxX. 3aTpyIHEH MOabeM / CIYCK C
KopoOku BbicOTOM 20 cM. ['masnbie menn D > S, 3pauku paBHBI. J[BHKEHUS TIa3HBIX
070K B nmojaHoM oOobeMe. Hucrarma Her. CriaxkeHa jieBasg HocoryOHasi ckiajaka. S3bik
B IIOJIOCTH pTa IO CPEAUHHOM JIMHUU. YMEPEHHO NPEACTaBIICHHAs MbIIIEYHAs
TUTIOTOHUS W TUMOTPO(MUS TPEUMYIIECTBEHHO MBI Oeaep W Ta3a W MBIIII]
nosicHuyHo obOnactu. Iloka3zarenu MBIIIEUHON CHJIBI MO MIKaje XaMMEPCMMUT:
JTUCTalbHbIE OTHENBl pyK — 14 OamioB, mpokcHMalibHblEe OTAENbl pyk — 11 Oamnos,
JTUCTaNbHBIE OTAENbl HOT — 13 0aioB, MPOKCUMANIbHBIE OTAENIbl HOT — 8 OalioB.
CyxoxuiabHble OWIMOUTAIBbHBIE pediekchl kuBble, D =S; kapmnopaauaibHbie
pediekcel — xkuBble, D = S; KoJIeHHbIe — CHWXKEHbI, D = S; aXuuioBbl — TOPIU/IHEI.
bprominbie pedrekchl kuBbie. J[BHkeHHs B cycTaBax B MOJIHOM oObeme. [lmockue
ctrombl. Koopaunanmst nemwkenuil He HapyiieHa. bamipHas onenka no mkaine MHS — 25.

Takum oOpazoMm, y pedenka C-a, 2013 roga poxkaeHust (2 roga 8 MecsleB),
POXKAEHHOTO OT BTOpOMl OepeMeHHOCTH (mepBasi OEpeMEHHOCTh — peOEHOK ¢
TeTEPO3UTOTHBIM HOCHUTEILCTBOM MOBpexkaAcHHOro TeHa SMNI, kiInHHYecKkux
IPOSBICHUI HE MMEET), MpOoTeKaBimell 0e3 O0COOECHHOCTEH, BTOPHIX CPOYHBIX,
HOPMAJIBHBIX POJOB HOPMAaJbHO TMPOTEKaBIIEH OEPEMEHHOCTH OT POJUTENEH-
reTepO3UTOTHBIX HocHuTeNe moBpexaeHHoro reHa SMN1, ¢ HOpMalTbHBIM pa3BUTHEM
pPaHHUX CTaTO-MOTOPHBIX HABBIKOB, MPHUBUTOTO COIVIACHO KaJ€HJApHOMY IUIaHY, B
Bo3pacTe 1 rojma 8 MecsleB MPOU3OIIEN perpecc ABUTATEIbHBIX HAaBBIKOB Ha (hoHE
npoBeaeHHor BakuuHanuu AKJIC B BuJe 4acThIX CIIOThIKAHUM, TAICHUH, 3aTPYIHECHUM
NpUCEeIaHuH, MPBDKKOB, O IbeMa / CITyCKa 10 CTYIICHbKaM.

1o pe3ynpTaTaM MOJIEKYJIIPHO-TEHETUYECKOTO UCCIEA0OBaHMS BhIsIBICHA JIeTeHus
7—8 sKk30Ha TenoMepHoro rera SMN B roMO3HTOTHOM COCTOSTHUH, 3 Kormnu SMN2 reHa.

TmarenpHbIN aHanus pE3yIbTAaTOB AJIIEKTPOHEUPOMUOTPAPUIECKOTO
WCCIICJIOBAHUSI TIO3BOJIUI  YCTAHOBUTH CTEMEHb HapylIeHUd (YyHKIIMOHUPOBAHUS
MOTOHEHPOHOB U CBSI3aHHBIE C HUM COIYTCTBYIOIIME MOPAXEHUS JIBUTATEIbHBIX
€AUHUL, BKJIIOYAas AaKCOHAJbHOE M MHOMNATHYECKOE NOBpexAcHuA. llo maHHBIM

UTOJILYATOW METONWKHU BBISBICHO Hapactanme jymrenbHocTd [IJIE ma 49,45 % ot
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HOPMATUBHBIX 3HaueHWil, cpexauss ammumrtyaa I[IJIE cocraBuna 1,61 MB (HOpMma
< 1wmB), waeHTH(pHUIHMPOBaHA CIIOHTAHHAs AKTUBHOCTh B BHJE eAUHUYHBIX [1DI]
(2y.e.) xak w™apkepoB Heipononaruu, [ID (1 y.e.), KOTOpble XapaKTepU3YIOT
HayaJbHbIE MPU3HAKU MUOMNATUYECKOTO MOBPEKICHUS, TUATHOCTUPOBAHBI €IMHUYHBIC
[IOB (1y.e.) xak Mapkepsl (OpMHUPYIOIICHCA aKCOHAJILHOM HeBpomnatuu. JlaHHBIE
CTUMYJISMOHHON MeTtomukun OHMI -uccnenoBanusi BBISSBIIIM TPU3HAKH CHIDKCHUS
amrutyasl M-oteeta (1,9 MB nipu Hopme > 3 MB), uTo xapakrepusyet ¢hopMUpOBaHHE
aKCOHAJIBHOTO nopaxenud. [Ipu npoBenennn nosepxHoctoorn DHMI' ¢ Harpy3ouHbIMU
TEeCTaMU MOJIYUYEHBI CIeAYIONINE Pe3yIbTaThl: 0 HArPYy304YHOM MPOObI — MaKCUMalbHas
aMIUIMTyAa TMOTEHIHANIOB cocTaBwia 1462 MkB, cpeaHsss 4YacToTa IOTEHUIHUAJIOB
nocturana 138/cex, mocie Harpy3o4Ho mpoObl (B BHUIE TECTOB C (PU3MUECKUMHU
YOPaXHEHUS MU  HMCCIEAYEMOM KOHEYHOCTH) OTMEYaJOCh MaJIeHUuE IoKa3aTesel
MAaKCUMAJIBHOW aMILIUTYAbl HOTEHIMAJIOB, €€ 3Ha4YCHHs cocTaBWiIM 983 MKB, nosryueHo
CHW)KEHHME TMOKa3aTesleil cpeqHeil 4acTOThl MOTEHIMANIOB, UX 3HAYEHHS] CHU3WIHCH 10
97/cek, Takum 00Opa3oM, Mo JaHHBIM MOBepXxHOCTHOM DHMI' ¢ Harpy304HBIMU TECTaMH
OTMEUEHa JI€BHAllMd MAaKCUMaJIbHOM aMIUIMTYAbl NOTEHHHANoB Ha 32,76 % ot
MCXOJHBIX MapaMeTpoB M JEBHAIMs CPEAHEH 4YacTOThl MOTEeHIMalioB Ha 29,86 % oT
UCXOJHBIX 3HaueHuil. Jlanubie moBepxHocTHO DHMI' u oOHapyxeHHas CrIOHTaHHAs
aKTUBHOCTH B BUE eAUHUUYHBIX [ID xapakTepus3yroT HadaJIbHbIC TPU3HAKA MUOTEHHBIX
HapylieHud. 3akiloueHue: TMPU3HAKKM HEUpoHOomaTuu (CpeaHell  TSKECTH) C
COMYTCTBYIOUIMMH  HEBBIPAKEHHBIMU TMPU3HAKAMU MHOTCHHBIX HApyIICHUH W
dbopmupyIOIIEHcs aKCOHATFHON HEBPOIIATHH.

[To JfaHHBIM  HEHUPOBU3YATM3UPYIOIIMX W PAJAUOJIIOTMYECKUMX  METOJOB
UCCJEeNOBaHMS ObUI BBISIBJIEH MPABOCTOPOHHUN MOSICHUYHBIA CKOJIMO3 C AYyrou 2
rpagyca o Ko60y, coorBeTcTBytouii 1 cTeneHu.

[lo maHHBIM KJIMHUKO-HEBPOJOTHYECKOTO OOCIEIOBaHUS C HCIOJIb30BAHUEM
MEXKTYHAPOIHBIX ITKaJI OIEHKH MBIIIEYHON CUJIbI U (DYHKIIMOHAJIBHBIX BO3MOXKHOCTEH
y pebeHKa JTOMUHUPYET CHMIOTOMATHKa HapymieHus (QYHKIUA XOABOBI U
MEPEABIKECHUS: «yTUHAsH MOXOAKA, YIIOP Ha BHYTPEHHUE OTIEJbI CTOM, 3aTPYJHECHHE

IIPBIKKOB, XOIH)6BI C AKIICHTOM Ha IIATKH, IPUCCHAHMA, U3 IOJIOKCHUA JICXKa CUI Ha
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KOPTOUYKaxX peOEHOK BCTAET, UCIOJb3YysSd MUOTNATHYEeCKue mpueMbl ['oBepca, 3aTpyaHeH
1101beM / CITyCK ¢ KOPOOKH BBICOTOM 20 CM.

['omoBy B MOJOXKEHWM Ha >KUBOTE JEPKUT YyBEpeHHO. Jlexxka Ha >XHUBOTE,
yIOUpaeTcsl Ha BBIIPSIMIICHHBIC PYKH, IIEPEBOpAYMBacTCI B 00€  CTOPOHBL.
ManunynsatuBHas QyHKIMA He HapymieHa. [loms3aer Ha derBepeHbpkax. CHIUT, CTOWT,
XOIUT camMoCTOATEIbHO. (OOBEKTHBHO YMEPEHHO TMPEACTaBICHHAS  MBIIICYHAS
TUIIOTOHUS W TUIOTPOGHUS TNPEUMYIICCTBEHHO MBI Oeaep W Ta3a W MBIIII]
MOSICHUYHON 00s1acTH. DOPMUPYIOMIHICS THIIEPIOPA03, CKOJIMO3 MOSCHUYHOTO OTIEa
MO3BOHOYHMKA. CKOJIMO3 MOSCHUYHOTO oTena. ['unopedaekcus HKHIUX KOHEYHOCTEH.
[Inockue crombl. JBrkeHUS B CycTaBax B MOJHOM oObeMe. Pe3ynbTaThl MaHyaIbHOTO
TECTUPOBAHUS CHJIBI MBIIII] IO IIKajge XaMMEpPCMUT: MUCTalIbHBIC OTIAEHBl pyK — 14
0ayIoB, MPOKCHMAaJIbHBIE OTAeNbl pyk — 11 GamioB, gucraigpHble OTAEIbI HOr — 13
OaJIJIOB, MPOKCHUMAJIbHBIE OTAENbl HOr — & OamwtoB. OuneHka (QYyHKIMOHAIbHBIX

BO3MOXHOCTEH 110 mkaine MHS — 25 6asios.

OcoOEHHOCTBIO MPEACTABICHHBIX KJIMHUYECKUX CIIy4acB SIBJISIIOTCS BBISIBICHHBIC
pasnmuuus B KiauHHYecKoM TedeHMH CMA 2 um 3 Tuna. YCTaHOBJICHO, 4TO OalibHas
OIICHKA 110 ITKaJie (yHKIIMOHAIBHBIX BO3MOXKHOCTEH y nanenTa co CMA 3 tuna Obuia
B 1,9 paza Beie, uem y nanuenta co CMA 2 Tuna, 4To CBUAETENBCTBYET O OoJjiee
BBIPDOKEHHBIX JIBUTATEIbHBIX HapylieHusx y pebenka co CMA 2 Tuna. beua
oOHapyeHa CYyIIECTBEHHAs pa3HUIlA MPU HU3MEPEHUW MBIIIEYHON CHIIBI y JIETEeH: Y
pebenka C-Ba ¢ nuarHozom CMA 3 Tuna pa3Huiia 6aJiIbHBIX OIIEHOK B MTPOKCUMATBbHBIX
OTHeNIaXx BEPXHUX M HIWKHMX KOHEUHOCTEW JOCTUTana TPEX- M YEThIPEXKPATHBIX
3HAYCHUN B CPAaBHEHUHU C aHAJOTUYHBIMU MOKa3zaTelsiMu manueHta K-Ba ¢ 1uarHo3om
CMA 2 tuma, 9TO CBUJETEIBCTBYET O CYIIECTBEHHO Oo0Jiee BBICOKHMX IOKa3aTelsixX
MbIIIeYHON cuiibl y pedenka co CMA 3 tuna. Cxoxkasi cuTyalus oTMedajach U MpHU
W3MEPEHUN MBIIICYHOW CHUJIBI B JMCTAJBHBIX TPYINAX MBI BEPXHUX U HUIKHUX
KoHeuHocTei: y mamueHTa C-Ba co CMA 3 Ttuna GamuipHas oreHka Obuta B 1,4 pasa

BBIIIIE B CPABHEHUH CO 3HAUYECHUSMH MBIIICYHOU CUIIbl y pedenka co CMA 2 tuna.
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Pesynbratel DOHMI -nicciienoBanust yka3blBaJld Ha HAJU4YME PAHHUX MPOSBICHUN
BTOPUYHOI'O MHOTEHHOT'O MOPAXXEHMsI, BBIPAKEHHOCTh KOTOPOIro ObUIA CYIECTBEHHO
BbiIe y nanuenta K-pa ¢ nuarnozom CMA 2 Tumna. AHaJIOTMYHAsl CUTyalusi OTMEYEHa
U B OTHOIIECHUM AaKCOHAJLHOW HEBpONATHH, €€ JJIEKTpOoHEeHpoMuorpapuueckue
XapaKTepUCTHKHU ObuTH OoJiee ueM B 2 pa3a BelpaxkeHbl y pedenka K-Ba co CMA 2 tuna.

Nzydenue crenenu aedopmaiiui Mo3BOHOYHOTO cTosiba mo Ko60y mokasano, 4ro
ee BhIpaKEHHOCTh ObuIa B 3 pa3a 6onblie y nanuenta K-sa co CMA 2 tuna.

[lomydyeHHbple  pe3yJabTaTbl  KIMHUKO-MHCTPYMEHTAIBbHBIX  HCCIEAOBAHMIM
CBUJETEILCTBYIOT O O0Jiee TSAKEIOM KIMHUYECKOM TEUEHUU 3a00jeBaHUS Y peOeHKa
K-Ba ¢ guarnozom CMA 2 Turma, 4to NoATBEpKaeHO naHHbIMU DHMI -uccnenoBanus u
OIPEENSIETCS XapaKTepOM I'€HETUYECKOro Ae(eKTa.

Ilo pe3ynpraTaM HaNIEro MCCIEIOBAHUS IOJIYYEHBl CTATHCTHUYECKH 3HAYMMBbIC
pa3nuyus B KIIMHWUYECKOM TEUYEHHUH PA3NMUYHBIX (peHOoTunnyeckux BapuantoB CMA 2 u
3 TUIOB, YTO HEOOXOJMMO YYUTHIBaTh MpHU IUJIAHUPOBAHUU M  pa3pabOTKe
TEpaneBTUYECKON cTpaTerud. 3HaHME CHeUu(UYECKON CHMITOMATOJOTUU CTaTo-
MOTOPHBIX (YHKIMH, NaTOTHOMOHUYHOM st onpeneneHHoro ¢enoruna CMA,
SBJIIETCSI OCHOBOIIOJIATAIOMIMM (DAKTOPOM B paHHEH U TOJHOIICHHOW KIMHUYECKON
JMArHOCTHKE 3THX 3a00JIeBaHUM, TPOrHO3UPOBAHUH TAaJbHEHIIEro pa3BUTH MOTOPHBIX
CUMIITOMOB, CBOEBPEMEHHOTO MPEAYNPEKICHUS Pa3BUTUS OCJOKHEHUM, KOTOpBIE

YTSDKEIISIOT COCTOSIHUE OO0JIBbHOTO peOeHKa M BIMAIOT Ha KauecTBO ero xwu3Hu [19, 181,

190].
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['JTABA 4. BBAUMOCBA3b MEX/[Y KIIMHUKO-HEBPOJIOI MTUECKHMU,
BJIEKTPOHEMPOMUOI PAOMYECKHMMH Y PEHTTEHOJIOI MMECKUMU
NCCIELOBAHMAMU

4.1 KoppensunoHHasi CBA3b MEXIy aMIUIUTyAOW M-OoTBeTa M NOKa3aTeJIMH

MBILICYHON CHJIBI Yy 06CJ'I€I[OB3HHBIX OO0JILHBIX

Pa3BuTHE CKEIETHO-MBILIIEYHBIX OCIO0XHEHUW B KOHEYHOCTSAX, B YAaCTHOCTHU
nedopmaru cron 'y mnanueHToB co CMA, 3aBUCHUT OT CTENEHU YTpaThl B HHX
Mmbrmrednoit cuiel [99, 245, 350, 615]. M3BecTHO, YTO yTpaTra MBIIICYHOW CHITBI
OIPENENSIETCSl CTPAJaHUEM JBUTaTEIbHOTO MOTOHEHPOHA M IPOLIECCAMH JICHEPBALMH
MBIIICYHBIX BOJOKOH [553, 628], uyto moarBepxkaamock pe3yabraramu IHMI -
yccienoBanus y nanueHtoB co CMA 2 u 3 Tuna B Hadase uccienoBanud. JlaHHbIe
OHMI' yka3plBaJIi Ha HalW4Yu€ PAHHHUX IMPOSBICHUI BTOPUYHOTO AKCOHAJIBHOIO
MOpaXeHUsI, BHIPAXKEHHOCTh KOTOPOIro OblIa CYIIECTBEHHO BhINIEe y aeteit co CMA 2
tuna. OOpamaer Ha ce0sd BHUMaHUE OOHAPYKEHHOE CYIIECTBEHHOE YBEJIMYEHUE
nokazarensi [IOB kak nposBieHue HeBporeHHoro nopaxkenus [59, 352, 405, 500], B
rpymnme nereit co CMA 2 tumna oH B 4,7 pas3a NpeBbllIaj aHAJOTWYHBIMA ITapaMeTp B
rpynne co CMA 3 tuma (p < 0,0001), 94T0 cBHAETENHCTBYET O OOJBINEH BHIPAXKEHHOCTH
HEBPaJILHOrO MOBpEexkIeHUA y aereit co CMA 2 tuma.

[To manubiM cTumyssinoHHOM DHMI™ B Havane ucciaeqoBaHus y MNAllMEHTOB CO
CMA 3 Ttuna 3HaueHue aMIuuTyasl M-oTBera Obuto B 2,62 pa3a BbILIE B CPAaBHEHHUH C
rpynnoit co CMA 2 tuna (p < 0,0001), 94TO CBUIETEIBCTBYET O CYIIECTBEHHO Oo0Jjee
BBIPAKEHHBIX AKCOHAIBHBIX HEBPOMATHUYECKUX HApYIICHHSIX Yy mauueHToB co CMA 2
tuna [542-544].

[IpoBeneHHbIN B Hayajge HUCCIEAOBAHUS KOPPEISLUOHHBIA aHAIU3 B3aUMOCBS3U
MEXIYy aMIUIMTyaod M-oTBeTa Kak MapKepa akKCOHAJIbHOIO TOBPEXACHUS U
MOKA3aTesIMU CUJIbl MbIL y AeTell co CMA 2 u 3 Tuna no3Bojui YCTAHOBUTH TECHBIE

KOPPC/HIONOHHBIC B3aMMOOTHOHICHUA MCKAY YKA3daHHBIMU ITOKA3aTCIIAMMU. B rpymnmnax
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co CMA 2 u 3 Tuna BbISIBJIEHA TECHAs NpsiMasi CBSI3b MEXKIY 3HAUCHUSIMHU aMIUIUTY/bI
M-oTBeTa W TOKa3aTeNsIMU MBIIIEYHON CHUJIBI B JUCTAIbHBIX OTAENAX BEPXHHUX
KOHEYHOCTeH W HWKHHX KoHeuHocted (Tabmuma 4.1). VYcraHOBJIGHO, YTO TIIpH
JIOCTATOYHOM  COXPAaHHOCTHM  aMIUIUTYIbl ~ M-oTBeTa  OTMEYaeTcs  MeEHbIlas
BBIPXEHHOCTh AKCOHAIBHOM JereHepally, YTO CONpPSDKEHO C 0ojee BBICOKUMU
MOKAa3aTeJIMM MBIILIEYHOM CHJIBI B JUCTaJbHBIX OTAENAaX KOHeuHocTell. M3 aroro
CIIEyeT, YTO OJHUM W3 TPUITEPOB PA3BUTUS CKEJIECTHO-MBIIICUHBIX OCIOXHEHUMN
CIY)KUT (POpMUpPYIOIIAsICS AaKCOHAJIbHAsI HEBpPOMAaTHs, KOTOpPas COMPOBOXKAACTCS
CHI)KEHUEM MBIIIEYHOM CHJIBI B JHMCTAIBHBIX OTAENIaX KOHEYHOCTEW M OKa3bIBAET
BIMSHME Ha Te4YeHHe 3a00JieBaHUs, B YACTHOCTH, CHOCOOCTBYET (OPMHUPOBAHUIO
HEUPOTEHHBIX KOHTPAKTYp [615, 619].

Takum o0Opa3oMm, OJHMM U3 TPUITEPOB PA3BUTUS CKEJIETHO-MBIILICYHBIX
OCIIO’)KHEHH I ABIIACTCS bopmupyromascs aKCOHaJbHas HEBpoOMarHs,
CONMPOBOXKJAIOMIASICS  CHIKEHHEM  MBIIIEYHOH CHJIbI B JAUCTAJIBHBIX  OT/AENax
KOHEUYHOCTE M BO3HUKHOBEHHEM HEUPOTE€HHBIX KOHTPAKTYp, UYTO BaXKHO YYUTHIBAThH

pU pa3pabOTKe NEPCOHATUZUPOBAHHON MPOrpaMMbl HEHPOPEAOMITUTALIMH.

Tabmuua 4.1 — Tlokasatenn B3auMOCBsI3M 3Ha4YeHHH (KOAPHUITMEHTHI
koppensiuuu [lupcona) ammautyasl M-oTBeTa U ToKazareneld OauIbHOW OLEHKH IO
IIKaJIe MaHyaJIbHOTO TECTUPOBAHMS MbIII XaMmMmepcMuT y aereid co CMA 2 u 3 tuna B

Ha4vaJI€ UCCJICOJOBaHUA

Ammuintyna M-otBeta

CMA 2 tuma CMA 3 tuna

Mpbl1IeYHbIE TPYIIIBI

JMCTAJIbHBIC OTACIBI PYK 0,58 0,64
MpleyHnas | mpoOKCUMaJIbHBIE OTEIBI PYK 0,26 -0,13
cuia UCTAIbHBIE OTIEIBI HOT 0,68 0,63
MIPOKCUMAaJIbHBIE OT/IETbI HOT -0,2 0,21
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4.2 KoppensUMOHHBIA aHalu3 BIMSHHUS BEIUYMHBI J1€()OPMalMOHHOTO YIJia
OookoBoro oTkJIoHeHUsT 1o KoOOy Ha »siexTpoHepomuorpaduyeckue 3HAYCHUS
JI€BUALIMM MAKCUMAJIbHOM aMIUIMTYAbl MOTEHLUMAJIOB W JACBUALMU CPEJAHEN YacTOTHI

IIOTCHIOIMAJIOB

B nuTeparTypHBIX HCTOYHMKAX, MOCBSIIEHHBIX MPOOJIEME CKEIETHO-MBIIIEYHBIX
ocioxHeHuit y gerer co CMA, aBTOpaMH aKTHUBHO OOCYXKIaroTcs (aKTopsl,
UHCIUpHUpYomye (opMUpOBaHUE HeHWpoMEIIeyHoro ckonmosa [298, 299, 320, 322,
396]. 3acnyxuMBalOT BHMMaHHUS OTJCIbHBIC COOOINEHUS, B KOTOPBIX MpECTaBICHA
uHbpopMaluss O POJAM MHUONATHYECKOTO TOBPEXKIEHHUS  IONEPEYHOINOI0CaTON
MYCKYJIATypbl CIIMHBI U TYJOBHINA B Pa3BUTHUU CKOJUOTHYECKOW Jedopmaiuu y aeTei
co CMA [327, 344, 413]. C yueToM AaHHBIX JIUTEPATYphl U pa3pabOTaHHOTO JH3aiiHa
UCCJIEIOBAHMS HAMU ObUIM TIIATENbHO M3y4deHbl NaHHble DHMI', xapakrepusyroniue
BTOPUYHBIE MUONIATHYECKUE HAPYILIEHUS ABUTATEIbHON €ANHUIIBI.

Pesynbratel OHMI -uccnenoBanns yka3blBall Ha HAJUYUE PAHHUX MPOSIBICHUN
BTOPUYHOI'O MUOTE€HHOIO MOBPEXACHUS, BRIPAXXEHHOCTh KOTOPOro Obljia CYHIECTBEHHO
Boimie 'y gered co CMA 2 tuma. OOpamjaeT Ha ce0si BHMUMaHHE OOHApY>KEHHOE
CYLIECTBEHHOE yBeaudeHue nmnokaszarener [P kak wmapkepa MHOIIATHYECKOTO
nopaxenus [476], ux konuuecTBo 06110 B 1,8 pasza Gomnbie B rpymme co CMA 2 tuna B
cpaBHeHuu ¢ pesynbratamu [1® B rpynmne co CMA 3 tuna (p = 0,0281), 9To yka3siBaeT
Ha OOJIBIITYIO BRIPAXKEHHOCTh PAa3BUTHS MUOTEHHOTO mpoliecca y aereid co CMA 2 tuma
[500].

[TonTBepKaeHUEM aKTUBHOCTH Pa3BUTUS MHOTCHHBIX HApYIICHUHN SIBISIETCS U
3HaunTenbHas creneHb [IMAII [82, 83]. B Hauase ncciiejoBanus y MalueHTOB TPYIIIbI
co CMA 2 Tuna 3ToT mapamerp ObuT BbIlie B 1,56 pa3a B cpaBHEHHMH C TPYMIOW CO
CMA 3 Tuna (p<0,0001), yTo CBUACTEILCTBYET O OOJIBIICH BBIPAKEHHOCTH
MHOIIATHYECKOTO MOBpexaeHuss y nerei co CMA 2 tuna. [Ipu3Haku MHOT€HHOIO
narTepHa nojiyueHsl u npu ucciaegoBanuu JJCUIIL: stot nokazarens y aeteit co CMA 2

tuma Os11 B 1,66 pasa Beilie B cpaBHeHHH ¢ rpynmnoi co CMA 3 tuna (p < 0,0001), uto
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YKa3bIBa€T Ha MEHBIIYI0 BBIPAXKEHHOCTh COMYTCTBYIOIIUX MHOTEHHBIX HApYIICHUH B
rpymie co CMA 3 tuna [59].

B uccnenoBaHuu MOMy4eHBI TECHBIE MPSIMbIC KOPPEISLMOHHBIC CBSI3U MEXKITY
sHaueHusaMu JIMAII u JICUII (MapkepoB Muonatudeckoro nospexaenus [59, 82, 83])
U PEHTIEHOJIOTUYECKUMHU TIPU3HAKAMHU CTEMEeHM TSHKECTH CKoyio3a. B Hauvaine
uccienoBanus B obenx rpymnmax co CMA 2 u 3 Tuma BBISIBICHA TECHAs MPsAMasi CBS3h
MEXIy BETUYMHOW JedopMallMoOHHOTO yria OOKOBOro OTKJIOHEeHHs 1o KoO0y wu
3HAQYEHUSIMU JIEBUAIIUU MaKCUMaJIbHON aMIUIUTY bl MOTCHIIMATIOB U JIEBUAIIUU CPEIIHEH
qacToThl motTeHimanos (Tabmuma 4.2).

VYcranoBneno, 4to Bbicokue mnokazarenu JMAIT u JICUII xapakTepusyroT
AKTUBHOCTb Pa3BUTHUSI MHUONATUYECKOTO TOBPEKIEHUS M COMPSDKEHBI C  OOJbIIeh
BBIPAKEHHOCTBIO HEMPOMBIIIIEYHOTO cKono3a [385, 488, 580, 639].

Ha  ocHoBaHMM  THIATETBLHOTO  KIMHUKO-3JIEKTPOHEHPOMUOTPAPUIECKOTO
UCCIIEIOBAHUSI YCTAHOBJICHO, YTO MUOTIATUYECKOE MOBPEKICHUE MOMEPEUHOIOI0CATON
MYCKyJaTypbl ~ CIOUHBI U TyJOBUIA  sBIsieTcs  (dakTtopoM  (popmMupoBaHus
HEUPOMBIIIEYHOTO CKOJIM03a, YTO HEOOXOIUMO YUYUTHIBATh MPU pa3pabOTKe KOMILIEKCa
MEpONPUATUN, HANPABICHHBIX HAa KOPPEKLMIO CKEIETHO-MBIIICUYHBIX OCJIOKHEHUN Yy

nereit co CMA 2 u 3 tumna.

Tabmuua 4.2 — Tlokazatenu B3aMMOCBSI3M 3Ha4YeHHH (KOAhQUIIHEHTHI
koppensiuuu [lupcona) nepopmarmonsoro yriia no Ko60y u nesuaniuu MakCUuMallbHOU
aMIUTUTYAbl U CPEAHEN 4acTOThl MOTEHIMAJIOB MO JaHHBIM MoBepXxHOCcTHOM DHMI y

nereit co CMA 2 u 3 tuna

[Toka3zarensp, en. u3m. JAMAII JICUII

CMA 2 tuma | Do/HmHa 0,74 0,77
ne(opMalMoHHOTO yria

CMA 3 Tuma OOKOBOI'0 OTKJIOHEHHS 0.8 0,75
o Ko60y
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Takum 00pa3oMm, YCTaHOBJEHO, 4YTO pa3BUTHE BTOPHUYHOTO HEBPOTEHHOTO
MOPaXEHUs1, MTPOTEKAIOIIETO MO TUITY aKCOHAIBHOW JEr€HEepali C IPEUMYIIECTBEHHO
JVCTAIIBHOW JIOKAJIM3ALIUEN, COTIPOBOKIAETCA CHUKEHUEM MBIIIEYHOW CUIIBI U TOHYCA B
JTUCTANBHBIX OT/ENIaX KOHEYHOCTEW U SIBISIETCS OJHUM M3 (DakTopoB (HopMUpOBaHUS
KOCTHO-CYCTaBHBIX jAeopmanuii (KOHTPakTyp), 4YTO HEOOXOAMMO YYHUTHIBATH MpU
IUTAHUPOBAHUHU JICUEOHO-TIPOPUIAKTUIECKUX MEPOTIPUSTUI, @ IMEHHO: TIPU BBISIBICHUH
no nanHeiM DOHMI -uccnenoBanusi MpU3HAKOB AKCOHAJbHONW HEBPOIIATUHM B KOMILIEKC
JICYEHUsA  HEUPOTEHHBIX  KOHTPAKTYp  PEKOMEHAYETCS  BKJIKOYATh  TEPaIIHIo,
HAIIpaBJICHHYI0 Ha IIOTEHLHUPOBAHHUE IIPOLIECCOB AKCOIUIA3MATHYECKOIO TPAHCIOPTA
(THOKTOBas KUCJIOTA, aKTOBETHH).

VYcTaHOBiIEHA BBICOKAs MNpsiMas KOPPEISIMUOHHASA CBS3b MEXKIY BEIMYHHOU
OOKOBOTO OTKJIOHEHHS MO3BOHOYHOro ctojba mno KoOO0y u BBIpaXEHHOCTHIO
BTOPUYHOTO MHUOTEHHOTO TopakeHust (1o nanHbiM DHMI'), 4TO BaKHO y4WUTHIBATh B
NpO(HUIIAKTUKE U JIEYEHUHU CKOoJuo3a y aereil co CMA, a UMeHHO: Ipu OOHapyXEHUU
no gaHHeiM  OHMI-uccnenoBanuss  OPU3HAKOB  MUOTEHHOTO  MOBPEKICHUS
PEKOMEHYETCsl BKIIIOYATh KYPCOBYI0 MEIUWKAMEHTO3HYIO TEPANHUI0 METa0OJINYECKOTO

neiictBus (pochokpearrnut, Buramud D3).
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['JIABA 5. IEPCOHAJIN3NPOBAHHA A KOMBUHATOPHAA TEPAITNA
CIIUHAJIBHBIX MBIIITEYHBIX ATPODOUN

JIOCTaTOYHO CKa3aTh, YTO B MUPOBOI NMPAKTHUKE 3a MOCIECIHUE JECATUIIETUS IS
ATUOTpONHONU reHHou Tepanuun CMA npennoxeHo 0ojee ABYX NECATKOB Pa3IUUYHBIX
coenuHeHui. [IpogomxaeTcs pal KIMHUYECKUX UCIBITAHUN MPOBEPKU O€30MaCHOCTH H
nepeHocuMocTH nogo0Horo cermenta tepanuu [180, 442, 538, 540, 574, 634]. Ho Bce
)K€ MMEIOTCS  ONPEJICIICHHBIE OrPaHWYCHUST B MPAKTHYECKOM HCHOJIb30BaHUU
pa3pabaThiBaEMbIX METOJIOB TEpANUU: IIeJIeBbIC MTOKA3aTeNId HE JOCTUTHYTHI, IaHHBIE O
0€30MacHOCTH W TEPEHOCUMOCTH MO DSy COCIMHEHUI HE HUCCIEIOBAHbI B TOJIHOM
o0beMe, OKOHYATEIBHO HE J0padoTaHbl MEXaHU3Mbl HHGPACTPYKTYPHOU OpraHu3aiuu
B OTOM HANpPaBJICHUHU, YTO OrPAHUYMBAET IIOJHOLICHHOCTh MEPONPHUATHU C MO3UIUU
noiroBpeMeHHOW Tepammm [129, 282, 613, 654]. Kpome TOro, mnpuMeHEHHE
AHTHCMBICJIOBBIX MpPENapaToB HE MPHUBOAUT K BOCCTAHOBJICHHUIO YK€ BO3HHUKIINX
HapymieHuid. B Hacrosiiee Bpems ¢dopcupoBaHUE TPEMATCTBHM, CTOSIIUX Ha ITyTH
3 PEeKTUBHOTO JICUCHUSI, 3aKII0YAETCS B MEPCOHATU3UPOBAHHOM MOJIXO/€ K TEparuH,
OCHOBAHHOM Ha CBOEBPEMEHHOW IOCTAHOBKE JHMAardHo3a W PaHHEM BBISBICHUU
CUMIITOMOB, OKa3bIBAIOIIMX HETaTUBHOE BIIMSHHUE Ha TeueHue 3abosneBanusa. C yueTom
ectecTBeHHOTO naTorene3a CMA mofgoOHbIN MOAXO0] UMEET NMEPBOCTEIIECHHOE 3HAUEHUE
JUIs. mauueHToB, ctpagatommx CMA, Tak Kak MO3BOJIUT CYIIECTBEHHO MOBIUATH Ha
KJIIMHUYECKOE TeYEHHE U MPOTHO3 3a00JIeBaHMUS.

C y4eToM MOIyYEHHBIX B X0J/I€ HACTOSIIErO MCCIE0BaHUs LIEJIEBBIX MTOKa3aTeen
ObLTM pa3paboTaHbl MEXaHW3Mbl MH(PPACTPYKTYpHOH OpraHU3allUU OJITOBPEMEHHOU
MO3TAITHOM KYPCOBOW TEpaNvH, BKIOYAKOIIEH HEUPOAUETY, HEMEIUKAMEHTO3HBIE
meToabl Tepamuu (Maccax, JI®PK, wanyanpHas Tepamus, pediekcorepanus),
MIPUMEHEHHUE JICKAPCTBEHHBIX CPEJACTB Pa3IMUYHON HAMPABICHHOCTH (HEUPOMPOTEKIIUS,
MeTaboIMYecKasl Tepamnusi, BO3JCHCTBYIONIAs Ha pa3U4YHbIE YPOBHU MBIIICUYHOTO
KOMILJIEKCA,  CTUMYJIMPOBAHHE  META0OJMYECKUX  TPOIECCOB  MOTOHEHPOHOB,

MeMOpaHOCTaOUIN3aIs, XOJIUHOTPOITHBIE COCTMHEHNS).
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5.1 Heiiponuera y NanMeHTOB CO CIIMHAIBHBIMU MBILIICYHBIMH aTPOPUIMU

K HacTosiieMy MOMEHTY HaKaIlUIMBAIOTCSl PE3yNbTaThl pabOT, MOCBALICHHBIX
MUTOXOHJPHUAIILHBIM HAPYILIEHUSAM B IIUKJIE B-OKUCICHUS KUPHBIX KUCIOT Y MAIMEHTOB
co CMA [51, 54, 80, 413, 659]. B xoxe uccieqoBaTenbCKUX padOT OBLIM BBISBIICHBI
OTKJIOHEHHUS B CUCTEME [3-OKHUCIICHHS )KUPHBIX KHCIOT MPEUMYILECTBEHHO Y MAIllUEHTOB
c ¢enoruniamu CMA 1 u 2 tuna [52, 79, 92, 174, 344, 524]. DT0o NOBBIIIAET UX
ySI3BUMOCTh K METa0OJMYECKOW JEKOMIIEHCAMW B YCIOBHUAX KaTaOOJIUYECKOTO
coctosinus [312, 413]. B cBoeii padote N. Miller ¢ coaBropamu [431] pekoMeHIYIOT B
paloHe MUTaHUS YMEHbIIATh CYTOUYHOE MOTPEOJCHUE KUPOB M3-3a YTPO3bl PA3BUTHUSA
NATOJIOTHYECKUX pEaKIH B MPOLECCe OKHUCIEHUS MUTOXOHAPUAIBHBIX MKUPHBIX
KHUCJIOT, TaKUM 00pa3oM MOAYEpPKHBas HEOOXOJUMOCTb B  JIONOJHUTEIBHOM
noTpebsieHnH OEJIKOB CBEPX AUETUYECKUX PEKOMEHAAIUH.

Ienp HazHauenus HevipoaueTsl mpu CMA — KOppeKIHs BO3HUKAKOIIUX MIPU 3TOM
3a00IeBaHUM  METa0OJIMYECKUX HApYIIEHWH W TIIATEIHHO COAJTaHCHPOBAHHOE
COOTHOIIEHUE MEXAY OCHOBHBIMH KOMIIOHEHTaMu mnuum [290, 479]. B Hamem
UCCJICIOBAHUM MHUTAHKWE Yy TAIMEHTOB OBLJIO YacThIM — HE MeHee 4 pa3 B JeHb. [lpu
IPUTOTOBJICHUM OJIIO]] MPEANOYTEHHE OTAAaBaJIOCh BapKe M MaccepoBke. B kauecTse
noHatopoB BUTaMHHOB A, E 1 C (aHTMOKCHIAHTOB), @ TaKK€ MUHEPAJIbHBIX BELIECTB
(Ca, K, Mg u mp.) Ha3Hayaauch OBOIIU, (PPYKTHI, Srojabl (0OJemnuxa, MEepCUKH,
KPbDKOBHMK, IIMIOBHUK, Y€pHAas CMOPOJAMHA, TpaHaT, OaHaH, BUHOrpan). Juersl c
OTPaHUYCHHBIM COJICP)KAHUEM MEeKTHHA U (PYKTO3BI, BKIIIOYAS PACTUTEIbHYIO TUIILY, U
pa3JIMYHbIE BAPUAHTHI HU3KOKAJOPUMHBIX JUET HE TOJIBKO HE CUMTAIOTCS MOKA3aHHBIMU,
HO U MOTYT OKa3bIBaTh HEOJArONpUsATHOE BIMsHUE Ha opranu3Mm geteit co CMA [291].

Bricok0OeNnKOBbIE TPOAYKTHI MUTAHUS HEOOXOAMMBI OpPraHU3MY B Ka4yeCTBE
VMCTOYHUKOB IJIACTUYECKOro martepuana u sHepruu [520]. IIpu 3TOM MX acCOPTUMEHT
JOJKEH OBITh IOCTATOYHO pa3HO0Opa3HbIM. PekoMeHJ0BaIM UCIIOIb30BAHNUE TOCTHOTO
Msca (MpearnoYTeHue OTAABaJIOCh pblOe, KypsiTuHe, unaehke) [596]. Takxke B kauecTBe
MOJTHOIICHHOTO MCTOYHHKA OeJKa peKOMEH0BAIUCH silia 1 6000BbIe ((pacosb, TOPoOX,

yeyesuila, cosi) [S11]. B kauecTBe aiekBaTHOTO MCTOYHUKA MUIIEBOM YHEPTUHU, a TAKKE
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ButamuHa B12 1 dhonmeBoil KUCIOTH MPUMEHSUIOCh MOJIOKO U MOJIOYHBIC MTPOIYKTHI C
HU3KUM cojepxaHueM xupa [458]. PexomenpoBanach nuera ¢ mnpeoOiaiaHueM B
palMoHe MUTaHus NmoaruHeHachleHHbIX KUpHbIX kuciaoT (ITHXK), kotopeie aBasitoTcs
HE3aMEHUMBIMH KOMIIOHEHTAMHU CTPYKTYp KIETOYHBIX MEMOpaH M MHUEIHMHOBBIX
obosnouek [262]. Yka3zaHHas AMETHYECKasl CTpATErus AOCTUTANACh MPU BKIIOYCHUH B
pallMOH JILHSHOTO Maciia, Macja POCTKOB MIIIEHUIIbI, PHIOBETO KHUpaA, MACa OCIMHHHUKA
unu npumyissl [290]. B nuety npeasiaraioch BKIIOYATh JIOLUEPHY, @ TAKKE MPOTYKTHI,
CoJIeprKalllie MOJIOYHYIO KUCIIOTY (KHclas KamycTa u kabauku) [479].

Kpome Toro, pekoMeHmoBaioch ajekBaTHoe morpedienne xuakoctu (1200—
1700 M B cytkm) [10, 233]. B 3T0T 00BEM BKIIFOYAIACh KUJIKOCTh, BXOAIIAs B COCTaB
CYyNOB W JAPYIUX >XUAKUX OJIOJ, a TaKkKe coJiepkaHue BoJbl BO (pykrax [646].
[IpennmouyreHue OTAABAJIOCH CIEAYIOIIMM BHJIaM MHUThA: Bojda (B TOM YHCIE
MUHEpaJibHas 0e€3 Tas3a), HEKPENKO 3aBapeHHbId 4Yaill (YEepHBI WM 3EJICHBIN),
HaTypaJibHbIE COKM KakK IMpPsSMOro OTKHMMa, TaK W BOCCTaHOBJICHHBIE ((PpYyKTOBBIE,
OBOII[HBIE, ATOJIHBIC UJIK CMellIaHHbIe) [399].

[Ipy Hamuuuu y JeTel 3amopoB PEKOMEHIIOBAIM CHEIUATBHYIO JHETY C
nociaabnsromuM  3pdexkToM  (C  BKIOYCHHEM  BOJIOKOH, IHUINEBBIX  OTpyOei,
pactuTenbHOM KiaeTyaTku) [511, 591].

Hetsm co CMA pekOMEeHA0BaIOCh UCKIIOUWTh M3 palliOHA MUTAaHUS STYMEHBD,
OBEC, TIICHUILYy, POXb, Kode, MIOKONaNd, caxap, CHEIUH, >KApEeHbIE TMPOMYKTHI,
paduHUpOBaHHYIO MMy, a TakXke JoOble TMPOMBIIUIEHHO 00pa0oTaHHbIE,
KOHCEpBUPOBAaHHBIE WJIM  3aMOpPOKEHHbIE TpoAyKThl nutanust [474, S11].
PexoMeH10BaliCA OTKA3 OT HACBIIIEHHBIX M MPOLIECCUPOBAHHBIX KUPOB, PACTUTEIbHBIX
Macell, TOJABEPTIINXCS TEIJIOBON 00paboTKe M XpaHSIIUXCS BHE XOJOAWIbHUKA [262,
332].

[TonoOHOM AMETHI PEKOMEHJIOBAJIOCh TaKXKe MPUACPKUBATHCS OJrbKaiiemy
OKPY)KCHHI0O peOCHKa JJig CO3JaHusl W TOJJepKaHUs €ro OJIarompusiTHOTO

MICUXOJIOTHYECKOTO cocTosiHUS [458].
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5.2 HemenukamMeHTO3Hass KOPPEKLMs JBUTATENbHBIX HApyIIEHUH Yy OOJIBHBIX

CMUHAJIBHBIMU MBIIIEYHBIMUA aTPOPUIMU

[Tponomxkarommuiics nmouck 3¢p@dEKTUBHOM, OE30MaCHOM M JOCTYIMHOM Teparuu
CMA jguktyeT HEOOXOAMMOCTh KOMOWMHATOPHOTO TIIOAXOJa B JICUEHWU JTaHHOUN
MATOJIOTHM C YCTAHOBIICHHEM TOIHKO-3THOJIOTMYECKOTO TIATTEPHA MHOTEHHOTO
MOPAKEHHUS, ONpPEICTICHUEM CEMHOTUKH JIBUTATEIbHBIX HApYIICHWH, MoauduKaimen
METOJIOB HeipopeabmnuTanuy, Oa3upyOMMXCs Ha MPHUHININAX TepaneBTUIECKON
KOHIICTIIIUY BOBJICUCHUS HAMMEHEE 3a/IeCTBOBAHHBIX TPYIIT MBIIII] JJI1 BEIpABHUBAHUS
(GyHKIHOHATIBHBIX BO3MOXXHOCTEH MBIIIEYHOTO arapara.

Henpto JI®K npu CMA dBIsUIOCH BOBJICUCHHUE HAaMMEHEE 3a7eHCTBOBaHHBIX
TPYII MBI JUIsl BbIpAaBHUBAHUA (YHKIUOHAIBHBIX BO3MOXKHOCTEH MBIIIIEYHOTO
anmapaTa. B komruiekce 1edeOHBIX MEPONIPUATHI Y AETEH cTapiie 5 JIeT mpuMeHsIach
nedyeOHass (U3KYyIbTypa, HalpaBJICHHAS HA YCHJICHHE OOMEHHBIX IPOIIECCOB B MEHEE

HOPAXXCHHBIX MBIIICYHBIX TPYIIIAX C AJIEMEHTAMH CTpeiy-ruMHAcTUKA (PucyHok 5.1).

Crpeitu-
rMMHacTUKa

Pucynoxk 5.1 — OcHOBHBIE HalpaBJE€HUsI TEPANIEBTUYECKOTO BO3/ICHCTBUS

CTPEUY-TUMHACTUKHU
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B ocHOBe KOMIUIEKCA YNPAKHEHUN CTPEUY-TUMHACTUKH JIEKUT MUOTATUYECKHUU
pedrnekc, CcnocoOCTBYIOIIMHA TOMY, YTO B HACHJIBCTBEHHO pACTSHYTOH MBIIIIE
IIPOUCXOJNUT COKPAIICHUE MBIIIEYHBIX BOJOKOH, U OHA AKTUBU3HUPYETCS, YCUIUBAIOTCA
OOMEHHBIE IMPOLIECCHI, MPOUCXOIUT MOBBIIICHHE MbIIeuHOro ToHyca [381, 518]. DtoT
BUJl THMHACTHKM NPEJICTaBIIACT COOON YINpaXHEHUs C HArpy3KoW, HpH KOTOPBIX
UHCTPYKTOP OKa3bIBAaeT JIO3MPOBAHHOE COIPOTUBIEHHE NBIKeHUsM OombHOro [400,
616]. IIpx >TOM MHTEHCHUBHOCTb BBIMOJHEHUS YNPAXKHEHUS MO aMIUIMTYIE TBHKECHUS
MaKCUMallbHa, MO CTENEHW HaNpsDKEeHUS MBIIbl — OJuM3Ka K MaKCHUMAaJbHOM.
JIMMTENBHOCTD yJEep>KaHUsI MBIIIEYHOTO HAaNpsyKeHHUs — 10 10 cekyHn, IIMTENbHOCTh
UHTEPBAJIOB OTIIbIXa — 95—7 CEKyH], KOJMWYECTBO MOBTOPEHUN — /0 5 pa3 Ha KaXIylo
rpymny mbi [261, 381]. Ha npoTsikeHnn Kaaoro yrnpakHEHUsS Harpykajiach Kakas-
TO OJHA MBIIIIA, HO 4Yalle — CPYIIa MBI, KOTOPbIE HAaXOAWIMCh B COCTOSHUU
oTHOcHTeNnbHOW TunoToHuu. Kypc crpeitu-rumuactuku coctasisin 10-14 gHeit, Bo
BpeMsl IMPOBEACHMS YIPaXHEHUN poauTesied n peOeHka oO0ydanu WHAMBUAYaJIbHBIM
3aHATHUAM C L€ UX NPOBeAeHUs Ha AoMy. Ilociie BBIMMCKM U3 cTanMoHapa 3aHATUS
npoBoawMch Kypcamu 1o 10 mueit ¢ 10-Tu gHEBHBIM mepepbIBOM. JleTsM crapiiero
BO3pacTa HazHauyanack JIOK ¢ snemenTaMu ayTouMMOOUIIN3alINN.

B xoMmIuIeKC ynpaKHEHHH BKIIOYAIMCh NOAbA3bIUHAS TPYIINA MBILIL, IEPEIHSA U
OOKOBasi MPSIMbIE€ MBIIIILIBI, BEPXHSSI U HUKHAS KOChIE€ MBIIILBI, pa3ru0aTeiay roJioBbl U
LIETHOTO OT/ENa MO3BOHOYHMKA, POTAaTOPbI IMO3BOHOYHHUKA, JIECTHUYHBIE MBIIIIIHI,
TpaneueBUIHAS MBIIIIA, TPYAUHO-KIIOUMYHO-COCLIEBUAHAS MBbIIIIA, CTUOATeNnu U
pasrudaTeNy NMajableB U KUCTH, IEpeAHss O0IbIeOepIIoBasi MBIIIIIIA.

CpenunHass rpynma  Mbll — med  (4eIIOCTHO-TIOABA3BIYHAS, TPYAUHO-
HIMTOBHUIHAS, INUTONOIbA3bIYHAS, IBYOPIOLIHAS, JTOMATOYHO-TIOAbA3bIUHAS).

Ympaxuaenue. [lonoxxkenne O0ILHOTO: CUS, TOIOBA 3anpokuHyTa. OTHOM PyKO
MHCTPYKTOP MPOU3BOAUT HE3HAUYMUTENbHOE pa3ruOaHue TOJIOBbI U TPaKLUMIO BBEPX
(OKa3pIBaeT NaBJICHWE BHU3) U KOHTPOJIMPYET HaTskeHue Mbil. [IpoTuBoaeiicTBue
NaIMeHTa OCYIIECTBIIICTCS MPUBEICHNEM TOJ00POIKA K IpyAH (HAKIIOH TOJOBHI BHU3).

AytoummoOunu3auus. [IpoBoautcs cMmenieHue mogdoopojika BBEPX, HECKOJIBKO

3aIIPpOKU/IbIBAsA I'OJIOBY.
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[Tpsimbre (epeaHsis © OOKOBAsI) MBIIIIIBI IICH.

VYnpaxuenue. [lonoxenue 6oapHOTO: Ha criuHe. MHCTPYKTOp PUKCUPYET TOJIOBY
mareHTa OJHOW PYKOW 3a 3aThUIOK, APYrol pykod Qukcupyer 100. JIBmkeHue
MHCTPYKTOpa 3aKJIIOYAETCS B HAKJIOHE TOJIOBBI BIEpE]. AKTUBHOE NPOTHUBOJCICTBUE
COCTOUT B Pa3ruOAHHUH TOJIOBHI.

AyTouMMOOUIM3aIUsl  OCYIIECTBISAETCS B  MOJOXKEHUU cuas. llanmeHt
pacroyiaraeT pPyKd BOKpPYT TOJIOBbI — OOJBIIME Malbllbl HA HUWKHEH YENIOCTH,
OCTaJibHbIE  Madbllbl Ha  3arbuike.  Creayronume  JBWXKCHUS  aHAIOTHYHBI
BBIIICONTMCAHHBIM JIEUCTBUSAM HHCTPYKTOPA.

Pasrubarenu royioBbl U 1ieu (BEpTUKaJIbHAS MOPIUS TPANCIUEBUIHON MBIIIIIHI,
PEMEHHBIE MBIIIIIBI TOJIOBBI U IIEH, MOJYOCTUCTAsI MBIIIIA TOJIOBHI U IIEN).

Yopaxuenue. [lonoxenue OGonpHOro: Ha crnuue. JlajgoHu Bpada (UKCHUPYIOT
(mpwkuMasg K KyIIETKE) IIJIeYEeBblE CYCTaBbl MAalMeHTa. 3aThUIOK peOeHKa
pacriojaraeTcsi Ha JJOKTEBOM CTUO€ pyKH UHCTPYKTOpA, C MOCIEAYIOIIUM TPOBEACHUEM
npreMa HaKJIOHa TOJIOBBI M CTUOAHUS IIEH.

AyTOMMMOOUIM3AIUSl BBITIOJHSIETCS B TOJOXKEHUHM CHJS, MPU ITOM TMaJbIlbl
CUEIJIEHBI B «3aMOK» Ha 3aThLJIKE.

Crubatenu manblieB U KUCTU (TIyOOKMU crubarenb MablieB, MOBEPXHOCTHBIN
crudaTenb NajableB, JOKTEBOM crudaTelb 3ansCThs, JIydeBOM CrudaTesb 3amscThs).

Yupaxuenue. [Ipeamieure 00JIBHOTO CYMMHUPOBAHO M Pa3orHyto. MHCTpyKTOp
OJIHOU pYyKOW (UKCUPYET JIOKTEBOM CyCTaB, APYrol pasrudaeT KUCTh 3a MaJIbIIbI.
Ocy1ecTBiseTcs MPON3BOIBLHOE CTUOAHUE TTAJIBIIEB M KUCTH PEOCHKA.

AytoummoOunuzanus. [Tonoxxenue: cuas. CBOOOIHOM pyKO# MAIMEHT pa3rudaeT
MBIl U KUCTh BBIIPAMIICHHON pPYyKHU. IIpoTHMBOIENCTBHE OCYILIECTBISIETCS 3a CYET
cruOaHust KUCTH.

Pasrubatenn kuct M manblieB (JIydeBOM pasrubaresib 3amsicThsl, JOKTEBOU
pasrubaTenb 3ansACThs, pa3rudaTellb MajablEB).

Ympaxuaenue. [lpenmnnedure mnamueHta OOJBHOTO Pa30THYTO W MPOHUPOBAHO.

NHCTpyKTOp OHON pPYKOHM (DUKCHUPYET JOKTEBOM CycTaB, APYroil Crubaer KUCTh H
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naibiel. Mcmonb3yeTrcss TMpOU3BOIBHOE YCUJIME OONBHOTO — pa3ruOaHue KUCTH U
MaJIbIIEB.

AyronmmoOunuzanuus. IIpoBoauTcss CBOOOIHOM pPYKOW, Kak OBUIO OMHCAHO
BBIIIIE.

N Bce xe omgHOW W3 3a7a4 CTPEUUY-THMHACTHKHU SIBISLIOCH YBElIMUeHHWE oObema
JBIDKEHUN B CYCTaBaX, YMEHBIICHHE W MPOGUIAKTUPOBaHWE KOHTpakTyp. OCHOBHOMU
KOMILJIEKC, MPOBOAMMBIN manueHTtaM co CMA, BKIIO4an yInpaKHEHUS Ha PacTKEHUE
YKOPOUYEHHBIX MBIIII, MOJKOJEHHBIX CYXOXXWIIMM, crudaTeneil mpenriedybs U KUCTH,
WKPOHOXXHOM MBIIIIBI, MBI CBoJa cTom. I[lo00HBIC yNpakKHEHUS MPOBOIUIUCH
HHCTPYKTOpPaMHU T10]1 HAOIIOICHUEM Bpada JJId KaKJI0M TPYIIIBI MBI, BOBJICYCHHOH B
MaTOJOTUYECKUX MPOIECC, OTMENbHO, NJIUTEIbHOCTh COCTaBlisia HE MeHee 10 MUuHyT,
Kypc npoaoxkaincs 10-14 nuei.

Kommekc nmedyeOHOM TMMHACTUKHA 00S3aTEIbHO BKIIOYAl  JIBIXaTEIbHBIE
yIpaKHEHUS.

DddexTuBHOE M JOCTATOYHOE BHEITHEE JbIXaHUE SBISETCS CTPaTETHYECKU
BAXHBIM ISl maureHTOB ¢co0 CMA, y KOTOPBIX OTMEUYAECTCS MOPAXKECHUE IbIXATEIbHOU
MYCKYJIaTyphl, MPHBOIAINCE K THIOBEHTUISAIHOHHBIM HapymeHusm [41, 639, 641].
Bropuunas nmedopmamuss TpyaHOM  KJICTKH, IIO3BOHOYHHMKA, JeTe¢HEpPaTHBHBIC
W3MCHCHHS B MBIIIICYHBIX BOJOKHAX MOTEHIMPYIOT pecrnuparopublie Hapymerus [100,
379, 506]. MWwmerommecs B JuTepaType JaHHbIE MO3BOJSIOT CUUTATh, YTO
(GyHKIIMOHATBHBIE BO3MOXKHOCTH JBIXaTEJIbHBIX MBI BO3MOXXHO CYIIIECTBEHHO
YBEJIMYUTHh C TIOMOIIBIO CHENUanbHbIX 3aHsaTui [251, 514, 607, 658]. Ha sTom u Obut
OCHOBAaH pa3pabOTaHHBIA KOMILIEKC JIbIXaTeIbHON TMMHACTUKY s feTeit co CMA.

OOydeHue TPaBUILHOMY JBIXaHHIO PEKOMEHJIOBAJIOCHh MPOBOJIUTH B XOPOIIIO
MPOBETPEHHON KOMHATE: YTPOM — J0 3aBTPaKa, BEYEPOM — MOCJIE yKHUHA.

Komruieke ynpakHeHui s apixareabHon rumHactuku [400, 597, 616].

Ynpaxnenue 1. YcnokanBaroliee HUKHEE JIbIXaHHE.

HernmyOokuii BIOX HOCOM, HaayBas >KHBOT, 3aT€M CIOKOWHBIM BBLIOX 0e€3
3a7€P>KKH JIbIXaHMUS.

VYipaxHeHue 2. YKpEIIIomee CpeIHee JbIXaHue.
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Brox Bo3myxa HOCOM, paciiupsisi TPyAHYIO KIETKYy. BbIIox crHokoHbIf, 0e3
3a/IEPKKU JbIXaHHUS.

VYupaxuenue 3. YyalieHHOE JbIXaHUE (JIbIXaHUuEe PagoCTH).

JlagoHM pacnojlararoTcsi Ha KIIFOYMIE, MPOU3BOAUTCA BIOX BEPXHEH YaCThIO
rpyaHoM kjeTku. JlpIxaHue HerinyOOKOe, HEMHOI0 Y4YalleHHOE, HWMUTHUPYIOIIEe
JIbIXaHUE YeJIOBEKa, KOrJa OH 00paoBaH.

VYnpaxuenue 4. ['apMOHMYHOE MOJTHOE AbIXaHHUE.

[Ipon3BOANUTCS BIOX BHAYAJIE YXAUBOTOM, MOTOM CPEAHEW M BEPXHEM YACTBHIO
IPYJHOM KIETKU. BIOX MO3BOJIAET TUIaBHO 3aMOJIHUTH TPYAb BO3AYXOM. BBIIOX 10ATHIA,
HETOPOILINBBIM.

YrpaxueHnue 6. DHEPreTU3UPYIOLIEE JbIXAHUE.

OcymiecTBisieTcsl MOJHBIA BIOX 4YEpPE3 HOC, 3aJ€pKKa [bIXaHUS, a 3aTeM
BBITIOJTHSECTCSI TPU PE3KUX BBIJOXAa 4Yepe3 pOT, MPU CIOKEHHBIX Ty0ax TpyOOUKOM,
MMUTHUPYS 3ayBaHUE CBEUH.

Yupaxuenue 7. CTUMYIHPYIOIIEE IbIXaHUE.

OcymiecTBiseTCS MOJHBIM BAOX 4Y€pe3 HOC, 3aJCPiKKa JBIXaHUsS HA HECKOJBKO
CEKYH], @ 3aT€M BBIJBIXAETCS BO3AYX YEPe3 COMKHYTHIE 3yObl TakK, 4TOOBI MOTYUYHIICS
HIUATSIIAN 3BYK.

Ynpaxnenue 8. Penakcupytolee AbIXaHUE.

B 3akimtoueHue JpIXaTeIbHOM TMMHACTUKU DPEOCHKY MpeiaraeTcs CIOKOWHO
MOJBIIIATE.

[Ipu BBITIOJTHEHUU JIBIXATEIBHONM TMMHACTUKY KAXKIBIM BUJI YIIPAXKHEHUN BHAYaje
3aHIATHN TOBTOpsUics 3—4 pasza, MOCTENEHHO (KaXIble 5 MHEH) YBEIUYHUBAIOCH
KOJIMYECTBO MOBTOPOB A0 15 pa3. CpemgHsass OpOAODKUTENBHOCTh 3aHATHUM — 10
30 munyT. Bo BpeMms mpoBeAeHHS NbIXaTeIbHONW THUMHACTHKH PEOCHKY HEO0OXOAMMO
OBLIO MPUIEPKUBATHCS CICIYIOMIUX YCIOBUM BBINOTHEHUS YIPAXKHEHUN: HAKJIOHSSICH
BIIEPE]l U B CTOPOHY — BBINOJHATH BBIJIOX; BRIMPSIMIISISICH — BAOX, TOAHUMAS PYKH TIepe
co00M, BBEPX, PA3BO/ISl UX B CTOPOHBI — BIOX, OIyCKasi pYKH — BBIJIOX.

[Iporpeccupytoiiass  MbllleYHast  cJIadOCTh ~ MPUBOJUT K  OTPAHUUYEHUIO

JBUTATEIbHOW (QYHKIMM TyJlOBUIIAa peOEHKa U  COMPOBOXKIACTCS Pa3BUTHUEM
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CKOJIMOTHYECKOU JehopMaIiuu MO3BOHOYHHUKA PA3TUIHON CTETICHH BBIPAXKEHHOCTH, YTO
BO MHOTOM OIPEACISIET TKECTh KIMHUYECKOTO TEYEHUS W BUTAIBHBIA IPOTHO3
3a0oneBanusa [6, 7]. C 1enpl0 CHIKEHUS TEMIIOB IMPOTPECCHPOBAHUSA CKOJIHMO3a U
COXpaHEHUS  (PYHKIMOHAJIBHBIX  JIBUTATCIBHBIX  BO3MOXKHOCTEH  HCITOJIb30BAIH
CIICIIMAIIBHBIN TOYEYHBIA U CETMEHTAPHBIA MaCcCaX CIIMHBI, TYJOBHUILA U KOHEYHOCTEN C
NPUMEHEHUEM MSTKUX JIEKAPCTBEHHBIX (OPM JII HAPYKHOTO TMPUMEHEHHS C
COJCp)KaHMEM AaKTOBETMHA, XOHAPOUTHHCYJb(aTa, UYTO OBUIO HaNpaBJICHO Ha

CTUMYJISIIIUIO METa0oNMu3Ma CTPYKTYpHBIX oOpazoBanuii mbimiy [102, 112] (Pucynok

5.2).

Pucynox 5.2 — Ilarmuent K., 5 net. [Iponenypa npoBeneHns Maccaxa

Kommiexke peabunuTaniuoHHBIX MeponpustTuii y nerer co CMA HampasieH,
NpexXJe BCEro, Ha KOPPEKIMIO JBUTATEIbHBIX HApyUIEHUH Yepe3 aKTUBAIUIO
KOMITEHCATOPHO-TIPUCTIOCOOUTENHHBIX BO3MOXXHOCTEW oOpraHu3Ma u Oasupyercs Ha
WHIUBUYyAIbHOM OILIGHKE XapakTepa M CTENEeHH BBIPAKEHHOCTH JBUTATEIbHBIX

HapylIeHUH, 4YTO IMO3BOJISIET COCTABILSITH INEPCOHAIM3UPOBAHHYIO  IPOIPaMMy
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peadWINTallMOHHBIX ~MEPONPHUATUH, BKJIOYAs METOAbl MAaHYaJlbHOM KOpPPEKLUHU
BEpTEOPOreHHBIX HapyuieHUH. Vcrnonp30BaHHEe METOJOB MaHyalbHOW KOPPEKIMH, B
TOM 4YHCJI€ TPUEMOB MOOWIM3ALIMOHHOTO BO3JACHCTBUS M TOCTU30METPUUYECKOM
penakcanuy, MO3BOJSIO 3aJCHCTBOBaTh HMMEIOIIMICS JBUTATENbHBIN TMOTEHIHUAN Y
neteit co CMA ¢ nenpto coxpaHeHus (GyHKIIMOHAIbHBIX JBUTATEIbHBIX BO3MOXKHOCTEH
NAI[MEHTOB, CHU)XCHHUSI TEMIIOB MPOTPECCUPOBAHUS CKOJMOTUYECKON aedopmanmu
no3BoHoYHMKa [176, 202, 479].

[IpuMeHeHre METOI0B MaHYaJIbHOM KOPPEKIMH MTPOBOJUIIOCH C YUYETOM CTEIICHH
BBIPQXEHHOCTHU U XapaKTepa JBUTAaTEIbHBIX HApyLIeHUH, QYHKIMOHAIBHOTO COCTOSIHUS
MBI COUHBI W II03BOHOYHUKA, WHAMBUAYAJIbHOM YYBCTBUTEIBHOCTH NALUEHTOB.
KonnuecTBO KypcOB MaHyaJbHOI'O BO3JIEHUCTBUSA COCTABIAIO OT 3 10 5 B TOA.
[Ipouenypsl HOCWIM IIAMSIIANA XapakTEp W HE BBI3BIBAJIM HETATUBHBIX PEAKLIUN CO
CTOPOHBI MALIUEHTOB U UX POJUTENEH.

[Ipu mpoBeneHn MaHyaJIbHOM TE€pau UCIIOJIb30BATNCH IPUEMbI MOOMIIA3ALINH,
noctuzomerpuueckoit penakcarnuu (ITMUP) [202, 176].

Moobunu3anus meiHo-TPpyAHOTO Tepexoia.

Hcnonp3oBasncs npuem jgaTepoQieKCHH B TOJOKEHUU peOeHKa JIeka Ha CIIMHE C
OJIHOBPEMEHHOM TpaKIMeH MEeHHO-TPYIHOTO Mepexoia U MpopaboTKONW MSTKUX TKaHEH
NyTeM HX PACTSHKEHHS C OJHOBPEMEHHOM (UKcalMeil BTOpOMl pyKOH CBEpXY
NPOTHBOIOJIOXKHOTO TUIeya narpenta (Pucynok 5.3).

Moobunu3zamus peodep.

MaHunyssmuss NpoBOAWIACH B TIOJOKEHWHU TMAallMeHTa Jiexka Ha OOKy C
3aBEJICHHOM 3a rOJIOBY pyKOoW. Bpau HaxoauTtces c3aau, OIHOW PYKOW 3aXBaThIBAET PYKY
OOJBLHOTO 3a IJIEYO M BO BPEMS BBIMOJIHSAEMOIO UM BbIJIOXA APYTOM PYKOHW JTAaBUT BHU3,
OJTHOBPEMEHHO CO3/7]aBasi 3TOM pPYKOH CONPOTHBJICHHE MOCPEACTBOM (PUKCALUU
JaJIOHBIO M pa3BEACHHBIMU OOJIBIIMM M yKa3aTeJIbHbIM Majbl@MU COOTBETCTBYIOIIMX

péoep.
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Pucynox 5.3 — Pebenok M., 4 rona.

Mob6unu3anus meiHo-TpyAHOTO IIepexoia

MoOunu3anusi TpyAHOTO OTHeda C TIOMONIbIO JaBJICHHUS Ha IOINEpEeyYHbIe
OTPOCTKH CBEPXY BHU3.

IIpremM npOBOAMTCS B MOJIOKEHHUM NALMEHTA JIeKa HA JKUBOTE C BBITSIHYTHIMU
BJIOJIb TYJIOBHIA PYKaMU W IOBEPHYTOW B CTOPOHY TOJOBOW. OCyIIECTBISIETCS BO
BpeMs BbIJJOXa OOJBHOTO MOCPEJICTBOM JAABJICHUS CKPEIICHHBIMU BBITPSMIIEHHBIMU B
JIOKTEBBIX CyCTaBax pyKaMmu. /laBieHuEe IPOU3BOAUTCS CBEPXY BHU3 Ha IONEPEYHBIC
OTPOCTKM BEPXHETO W HHUKHErO0 NO3BOHKOB OJHOBPEMEHHO CIpaBa M CJE€BAa OT
MO3BOHOYHHMKA MPHJIOKEHHBIMH K TONEPEYHBIM OTPOCTKAM pa3OrHYThIMU B 00JacTu
TOPOXOBUIHBIX KOCTeW JsanoHAMmu. IIpm 5TOM npaBieHue OKa3bIBaCTCA IUICUYEBBIM
MOSICOM.

Mobwunu3arus TosICHUYHOTO OT/IeNa.

[Ipouenypa ocymecTBisieTCsi B MOJIOKEHUM Jiexka Ha »xuBore. CorHyras B
KOJICHHOM CYCTaB€ HOra Bpaya HCIIOJb3YETCS B KA4ECTBE pbluara. boiplioil maien
OJHOW PYKHM Bpad YCTAHABIMBAET HAa OCTHUCTBIM OTPOCTOK. JIalOHBIO BTOpPOM pPYyKH

3aXBaTbIBACT HOI'Y OOJIBLHOTO U OTBOAUT €€ OO0 TCX IIOp, IIOKAa HC OIIyIIAaCT ABUKCHUC
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MO3BOHKA MO/ OOJBIINM TanblieM. MoOHIN3alus OCYIIECTBISETCS OJHOBPEMEHHBIM
JTaBJICHUEM HA OCTUCTBIA OTPOCTOK U CMELIEHUEM HOT'H OOJIBHOTO.

[INP potatopoB 1MO3BOHOYHHMKA.

HcxoqHoe nojiokeHue Bpada — CTosl, COOKy OT MalueHTa, JUIoM K HeMy. OngHo
npeamiedbe Bpaya (pukcupyercss Ha rpeOHe MOAB3AOIIHOM KOCTH pedeHKa, Ipyroe — B
NOJIMBIIIEYHON BHaauHe. KucTH pyk (QHUKCHUPYIOT CErMEHT B TOSCHUYHOM OTJIENE
II0O3BOHOYHMKA. Bpau mpoM3BOAUT POTALMIO B MOSCHUYHOM OTAENIEC NO3BOHOYHMKA 32
CYET JIBMXKEHMSI CBOMX PYK B IMPOTHUBOIOJIOKHOM HampasieHud (Pucynok 5.4). [Ipuem

noBTopsics 3—4 pasza.

.

Pucynok 5.4 — [ToctuzomeTpuyeckas peiakcaiys MbIIII-POTaTOPOB O3BOHOYHHUKA

5.3 Ilepconamu3upoBaHHasi Tepanus CTaOWIM3alMU HEHPOHONMATHH  TIPU

CIIMHAJIBbHBIX MBIIICYHBIX anoq)I/ISIX

AJITOPUTM MO3TAITHOM KOMIUIEKCHOM TEpalnuu, HalpaBJICHHOW Ha 3aMEIJICHUE

pa3BUTUS M NpOrpeccupoBaHus HedpoHomatuu y naereii co CMA Bo MHorom
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OCHOBBIBAJICS Ha TMoOKazaresx mpoogumoil urompdato DHMI. Tlpu stom 06beMm
Ha3HauyaeMoro JedeHus onpexaensiics 3HadeHusmu [IJIE, dacuukynstopHoi
AKTUBHOCTBIO UCCIEAYEMBIX MBI, aMImuTyaou [IJ1E.

[ToMUMO TpaTUIIMOHHOTO TAOJIETUPOBAHHOTO U MHBEKIIMOHHOTO HCIIOJIb30BaAHUS
JICKapCTBEHHBIX TMPENapaToB, IMOJMYYEH TMO3UTUBHBIN 3(PQPEKT OT ambTepHATHBHOTO
METOJla BBEJCHUSI IpenapaToB — Me30Tepanuu (ME30MYHKTYpPbl), B OCHOBE KOTOPOM
MEJMKAMEHTO3Hasi BHYTPUKOXKHASI M TOJIKOKHAS MH(DUIBTpALUsl TOUYEK aKyIMyHKTYpPbI
[150, 539]. Meronuka ee COCTOUT B CICAYIOMIEM: C TIOMOIIBI0 HHCYJIMHOBOTO IITIPUIIA
yepe3 UHBEKITMOHHYIO Urily 8—12,7 MM BBOJST JI€KapCTBEHHOE CPEJICTBO B KOJUYECTBE
0,1-0,3mn [276]. CornacHo [aHHBIM JIUTEPATyphl, Me30Tepamnus OOcCcIeYruBacT
JUTUTEIBHYIO CTUMYJISIIIUIO TOYEK AaKyMyHKTYPbl W HauOOJBIIYI0 BEpPOSTHOCTH
L[EJICHANPABICHHOTO BO3JCHCTBUSI HEMOCPEACTBEHHO HA JBUTATEIbHYIO TOYKY MpH
UHOUIBTPAIIUH €€ JICKaPCTBCHHBIM BeriecTBoM [371, 518, 654].

OcHOBHBIM TepaneBTUUECKUM 3(P(HEKTOM ME30NMyHKTYPhI SIBIICTCS aKTHUBAIUs
OHJOTEHHBIX TMPOTEKTUBHBIX MEXAHU3MOB: HEUPOTPODUUYHOCTH, HEHUPONMPOTEKIINH,
HEWPOIUIACTUYHOCTH U HerporeHesa [ 129, 464, 479].

Hetiporpoduunocth  —  oOmjee  Ha3BaHUE  CEKPETUPYEMBIX  OEJIKOB,
MOIJICP>KUBAIOIINX KU3HECITOCOOHOCTh HEHPOHOB, CTUMYJIUPYIOIIMX WX pPa3BUTHE U
akTuBHOCTH [ 102, 200].

HeiiporipoTekunsi — CcymMMa BCEX MEXaHU3MOB, HAIIPABICHHBIX MPOTUB
MOBPEXIAIOMNUX (PAKTOPOB U KPATKOBPEMEHHBIX JHJAOTEHHBIX HEUPOOHOJIOTMYECKUX
niporeccoB [116, 650].

HeliporutactTuyHOCTh —  MOJyJMpOBaHWE  OOpa3oBaHUA  HEHPOHAIBHBIX
COCIMHEHUN, W3MEHEHUS apXUTEKTypbl M (HOPMUPOBAHUS HOBBIX CHHANTHYECKHUX
cBs3en [112, 644].

Heiiporenes — nporecc (HopMUpOBaHMS U3 CTBOJIOBBIX HEHPOHAIBHBIX KJIETOK
HOBBIX KJIETOK HEPBHOW TKaHHW: HEUPOHOB, ACTPOIIUTOB, OJUTOACHIAPOIUTOB [336, 366].

[Ipn yBenmuennun purensHOCTH [IJIE MO MaHHBIM NPOBEICHHOM HWIOJIBYATOM
OHMI' B pamanazone ot 50 mo 75 %, KOTOpoe€ CONPOBOXKAAIOCH ITOBBIIIEHUEM

amruiuty bl [1/1E B aunanazone ot 1 go 2 MB, Hanuumne dacuukyiasiTOpHON aKTUBHOCTU
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MBIIIIEYHBIX BOJIOKOH HE Oosiee 2 y.e. B HCCIEAYyEMOW MBIIIIE PaACIEHUBAIOCh KaK
HayaJlbHbIC TPOSBICHUS HeWpoHomatuu. Ha »Toil crTaaum Oblla pEeKOMEHJ0BaHA
ME30MYHKTYpa C ImpernapaTaMu KOMOMHUPOBAHHOTO METa0O0IMYecKOro IeiHcTBus |8, 58,
145, 160, 407, 408] (menpaonnii wnu aneTwiakapautuH — 0,5-1 mi, kypc Ne 10) B
JIBUTAaTEJIbHbIE TOUKHU MEHEE BOBJICUEHHBIX B MATOJIOTUUECKUN MPOIIECC MBI HUKHUX
KOHEUHOCTEeW (mepemHsast OonbIeOepIioBass  MBIIINA, JUIMHHAS ©W  KOPOTKas
MajoOepIoBasi MbIIIIbI, JJIUHHBIM pa3rudarenb MajiblieB, HKPOHOXHAS MBIIIIIA,
KaMOaJTOBUIHAS MBIIIIA) U BEPXHUX KOHEYHOCTEH (TUIeueaydeBass MBIIIIA, KOPOTKHUI
Jy4eBOM pa3rudaresip 3arsiCThsi, pa3ruOareb MaJblEB, JJIUHHAS MBIIIIA, OTBOASAIIAS
OOJBIION MaJiel] KUCTH, JJOKTEBOM crudareinp 3amscThs, Jy4eBOU CTUOATENb 3aIACThsl)

(Pucynok 5.5).

¥
\.

Pucynok 5.5 — IIpoBenenue npouenypbl ME30ONMyHKTYPbI

[Tocne kypca ME3OMyHKTYphl Ha JJIUTENbHBIA mepuoa (1o 3 MecsIieB)
Ha3HAYaJIMCh KOMOWHUPOBAaHHBIC TMpenaparbl, ACWCTBUE KOTOPHIX OOYCIOBIEHBI

CHHEpPruyecKuMH 3P PeKTaMu BXOASIINX B UX cocTaB kommounenTos [8, 120, 200, 517,
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644]. nUpUIOKCHH + THAMHH + IMaHOKOOATaMUH; SHTApHAs KHUCJIOTa + HMHO3WH +
HUKOTHHAMHKJ + prbodiaBuH (B BO3pacTHBIX q03upoBKax 1/4 — 1/2 tabmerku 1-2 p/n).
VYBenuuenne murenbHocTd IIJIE Bbime 75 % OT HOPMBI B COYETAHUM C
noBbiieHeM aMmudtyasl  IIJIE OGonmee wem Ha 2mMB Ha (¢one HapacTaHus
naTeHcudukaruu [1PI] 6omnee 2 y.e., paceHMBAIOCh KaK MPU3HAK MPOTPECCUPOBAHUS
HelipoHonaTuu. B 3ToM citydae ¢ 1enbio CTUMYIUPOBAHUS METaO0IMUECKUX TIPOIIECCOB
MOTOHEMPOHOB M YMEHbIIICHUS] MHTCHCU(UKAIIMU MX THOENU Ha3HAdalCs UUTHUKOIUH
[66, 102, 137]. [IpenapaT BBOAMJICS C MOMOIIBIO ME3OIMYHKTYpPhl B 30HBI IICHHOTO U
nosiciuunoro yrommenus (V11-13, 1G15, V21-28) B no3e 0,1 M1 Ha TOuKy, 10 8 TOUeK
Ha mpouenypy, kypc Ne 10). ITo okoHuaHMHM Kypca ME30MYHKTYPbl PEKOMEHIOBAIH
npueM mnepopanbHoil Gopmbl nuTUKoNMMHA B 703 250-500 Mr/cyTku, kypc 3 mecsia

(Pucynok 5.6).

JImutensHOCTE IIJIE [1DI] Amtumatyna [1J1E

l { ) l ) )
£>75% | [150-75% ||{1-2vye.|[>2ye. ||l 2MB]||>2MB

l e

Me3onyHKTypa ¢ mpenaparaMi MeTaboInde CKOro
OeiCTBHA, Maliee MePOopaIbHEIl MpHeM 10 3 MECAICE

w Yy _ v
Me3zomyHKTypa ¢ XOJIMHOTPOITHBIMH MPENapaTraMy B 30HbI MEHHOTO U

MNOACHHYHOIO }’TOHL[[EHHH, alicc IIpUCM BHYTPb 10 3 MECHIEB

Pucynox 5.6 — Anroputm nuddepeHnnpoBaHHOM Tepanuu,

HaIPaBJICHHOW Ha 3aMeJUIEHNE IPOLECCOB HEHPOHOIATUH
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5.4 BO3MOXHOCTM NAaTOT€HETUYECKOM TEpanuu BTOPUYHON aKCOHAIbHOU

HCBPOIIATUH Y ITAIMUCHTOB CO CIITMHAJIbHBIMH MbIINICYHBIMHA anO(i)I/IHMI/I

AJTOPUTM TO3TAIHON KOMIUJIEKCHOM Tepanuu BTOPUYHOTO aKCOHOMATHYECKOTO
nopakeHus: 0a3upoBalicsl Ha pe3yibTaTax cTUMyssinuoHHoM OHMI', momydeHHBIX B
pasnu4HbIC TIEPUOBI TeUeHUS 3a00eBaHus. CHUKEHUE aMIUTUTY 16l M-0TBeTa y nmerei
co CMA 2 tumna (¢ auama3onom 3Hauenuii ot 1 1o 0,6 MB) u y aereit co CMA 3 Tuma
(uaTepBa — ot 2 1o 1,6 MB), Hammuue I1OB He Gosee 2 y.e. B HCCIASAYEMOM MBIIIIIIE
TPAKTOBAJIUCh KaK HayaJbHbIC MPOSIBICHUS BTOPUYHON akcoHonatuu. Ha 3toi cranguu
ObLJI0O PEKOMEHJIOBAHO HCMOJB30BaHUE WIWAAKPUHA B BUJE ME30MYHKTYPHBIX
UHBEKIUA B pedIeKCOTepaneBTUYECKUE TOUYKU JAUCTAIBHBIX OTACJIOB HIKHHUX
koHeuHoctel (Pucynok 5.5): RP4-7, E40-43, V58-60, F2-6 no 0,5-1 mi1, kype Ne 10, 1o
10 Touek Ha mpoueaypy, ¢ NOCICAYIOIMINM MEPEXOOM Ha JJIUTEIbHBIN (10 2 MECSIEB)

nepopaNbHBINA MpHeM npenapata B n1o3uposke 5—20 mr/cytku (Pucynok 5.7).

Amniuryaa M-oTBerta TTOB
l / W v
<0,6 MB (CMA 2) 1-0,6 MB (CMA 2)
— =
<1,6 MB (CMA 3) 2 16uB(CMA3) || 12Ye || Z2ye.

l

MezonyHKTypa ¢ XOJIMHOTPOITHEIMU CPEICTBAMH, Jajee
TIepexof] Ha TIPUEM BHYTPE /10 2 MECAIEB

CodeTaHHBII IPUEM PENAapaToB MYIBTUMOIATIBHOI
HAMPaBICHHO CTU: HEHPOIIPOTEKINA, TOTCHIIPOBAHNIE IIPOIIECCOB
aKcoTUTa3MaTHue CKOTO TPAHCTIOPTA — 10 2 MECHTIER

Pucynok 5.7 — Anroputm nuddepeHIMpoBaHHON Teparuu BTOPUIHON aKCOHATBHOM

HeBponaTuu y nanueHToB co CMA 2 u 3 tuna
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3HaueHus aMIuMTyael M-otBera Hike 0,6 MB y manuentoB co CMA 2 tuna u
Huxe 1,6 MB y mamuentoB co CMA 3 tuma, KoTopble (QUKCHUpOBAIUChL Ha (poHe
Hapactanusi nuateHcudukanuu [10OB 6onee 2 y.e., ABISINCH CBUACTEILCTBOM YCUTICHUS
MPOLIECCOB aKCOHANILHOM JiereHepaluu. PykoBoICTBYACh COBPEMEHHBIMU CBEJICHUSMHU O
JIEKapCTBEHHBIX CPEACTBaX C HM3YYEHHBIM MEXAHU3MOM JIEUCTBUS M C JIOKa3aHHOU
3G ()EKTUBHOCTRIO TIPU HEBPOTEHHBIX TopaxkeHusx [68, 112, 136], namuenTam
Ha3Hayajach Tepamnus, HalpaBieHHAs Ha TMOTEHUHUPOBAHUE AaAKCOIUIA3MATUYECKOTO
TpaHCIIOpTa, BKJIOYass akToBeruH B g03¢ 50—200 Mr/cyTkn B COYETaHWHM C THOKTOBOU

kucnotoit (40—-80 Mr/cyTku) nnuTenbHOCThIO 10 2 MecsneB (PucyHok 5.5).

5.5 Mojenb maToreHeTuYecKo MOITAIHON Tepanud MUOTEHHBIX HapyIIeHUH y

MAIMEHTOB CO CIMHAIBHON MBIIIIEYHOU aTpodueit

N3yuenne panHbiXx noBepxHocTHOW OHMIT B paznuuHble NEpHOIBI TECYEHUS
3a0oneBaHusi y oOOCIEIOBaHHBIX JE€T€d CIMOCOOCTBOBAJIO PAHHEMY BBISIBICHHIO
MPU3HAKOB  BTOPUYHOTO  MHOTEHHOTO mopaxkeHus. OOHapyXKeHUE JeBUAIIUU
MaKCUMAJIbHOW aMIUIMTY/Ibl IOTEHIIMAJIOB U I€BUALIUKM CPEHEW YaCTOThI MOTEHIINAIOB
Ha 30-55 %, uro compoBoXkAanoCch HanmuuueM eanHUYHBIX [1D B mpexenax 1-2 y.e. B
UCCIIeMyeMON MBbIIIEe, 0003HA4YaloCh Kak HadallbHble TMPU3HAKA BTOPUYHOTO
MHOTEHHOTO MopaxxeHus. Ha 3TOM cTaguyu maTtoJIOTUYECKUX HAPYLIEHWH MBIIIEYHOTO
amnmapara peKOMEHJIOBaJICsl Kypc HEHpOMeTa0oInuecKon Teparniu, BO3eHCTBYIONIEH Ha
pa3InYHbIC YPOBHHM MBIIIIEUHOrO Komruiekca [8, 28, 37, 55, 64, 71, 77, 152, 155, 369]:
yOUXUHOH (2 MI/KT/CYTKH — 10 3 MECSIEB) C MOCIEAYIONUIUM IEPEeX0J0M Ha MPUEM
neBokapautuHa (50 mMr/kr/cytku — o 45 nadel) wnm nutpyumHa Mamat (0,5—
1 mr/cytku — no 1 mecsia) (Pucynok 5.8).

Hapacranue neBuanuu MakCUMalbHOW aMIUIUTYAbl MOTEHIIMAJIOB M JICBUALIUU
CpeoHel 4YacToThl MOTEeHIMaloB ©Oonee uyemM Ha 55 %, uHTeHCU(UKALNA
GbuOPHWIIATOPHON aKTUBHOCTH OoJjiee YyeM Ha 2 y.€. paclieHUBAIUCh KaK BTOpPUYHAsS

MHOI'CHHAsA IIPOrpcInuCHIMA. B Takux ClIydasdx Ha3Ha4daJICd KYpPC BHYTPHBCHHOI'O
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BBeneHus: Qochokpearnnnna B no3ze 50-100 mr/cyTtku B 0OmIel CIOXHOCTH 10 5
uHbeKIMi 1 pa3 B 3 mgHsA. BrociencTBUM peKOMEHIOBAIM MPHEM TaOJICTHUPOBAHHBIX
dbopm coemuHeHUN ¢ MOAOOHBIMHU (hapMakoJorndeckumu cBowcTBamu [70, 155, 593,
649]: kpearun wmonHoruzapar (250-1000 mr/cytkmn, mo 1 Mecsma) B cCOYETaHUU C
JUTMTEIIbHBIM ~TIpUMEeHeHHeM  anbdakanbiuaona (1-3 mxr/cytku, 10 3 MecsIeB)

(PucyHnok 5.8).

JeBHanna MakCHMAaILHOH
AMIUTHTYIRI TTOTEHIHAIOE H T1eBHALIHA 1D
CcpeaHe MacTOThl NOTEHIHAIIOR

I 7
>55% | [30-55% 1-2ye | | >2ve.

E E
AHTHTHITOKCAHTBI+HMeMOpaHocTabHIH3aH A
(KVPCOBOH NpHEM BHYTPE 10 3 MCCHLICE )

L
Merabonuueckan Tepanus napeHTepalbHO, Jalee NPHEM BHYTPh J10
I mecauatsuramuy J13 g0 3 mecaues

Pucynox 5.8 — Anroput™m nudepeHnnpoBaHHOM Teparuy MUOTCHHBIX HAPYIIICHHHA

y nanreHToB co CMA 2 u 3 tuna

5.6 PeabunmuranuoHHasi mporpaMMa KOCTHO-CYCTaBHBIX HapyLIEHUH y JeTed ¢

MPOKCUMATBHBIMH (JOPMaMHU CIIMHAJIBHBIX MBITIICYHBIX aTpOhuit

CHmXeHUe CUjbl U TOHYCa aKCHUaJIbHOM IpyHnIibl MBI TYJIOBUIIA Y IMAIMCHTOB

co CMA conpoBoxmaercs GopmupoBanneM aedopManmii MO3BOHOYHOTO CTOJI0a
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pa3IMYHON CTENEHU TSKECTH, YTO MPUBOJAUT K CHIDKEHHUIO JBUTATEIbHOW aKTMBHOCTH
JCTeH, HapyIIeHUIO (PYHKIIMOHUPOBaHUs BHyTpeHHUX opranos [99, 245, 350, 468, 479,
615].

Ha ocHoBaHum pe3ylbTaToB OLEHKM MO IKajJaM  (QYHKIIMOHAJIbHBIX
BO3MOXHOCTel y gerel co CMA u ¢ yderoM pAaHHbIX npoBeneHHoro OHMI -
oOCJIeTIOBaHMUS OMPENENsIICS 00beM JIEUEeOHBIX MEPONPHUITHA Tpu (HOPMUPOBAHUU
HEHWPOTEHHBIX KOHTPAKTYD.

BamnpHas onenka B guamasoHe 15-9 OamwioB mo mxkane MHS wmnm Oonee 16
6amoB no mkane RHS (B rpynne co CMA 2 Tuma), nokaszareinud 0aulbHOW OIEHKH B
npenenax 29-26 6amwioB no mkane MHS unmn 6onee 45 Gamnos mo mkane RHS (B
rpyniie co CMA 3 Tuma) pacleHMBalIMCh KakK HayaibHas cTaaus (OpMUpOBaHUS
HEHPOTEeHHBIX KOHTpakTyp. Ha maHHOM »Tame KOCTHO-CYCTaBHBIX HapyIICHUUN
KOHEUHOCTEeH ObLI PEKOMEHJOBAaH CYCTaBHOM M TOUYEUYHBIM MacCak C NMPUMEHEHUEM
MSTKUX JIGKAPCTBEHHBIX (OpM JUIsI HApPYKHOTO TPHUMEHEHHS C COJAepKaHHEeM
aKTOBETMHA, XOHJPOUTHHCYJIh(}ATa, HAMpaBICHHBIX HA CTUMYJSIIIUIO MeTabojn3Ma
CTPYKTYpHBIX oOpa3oBanuii mbim [102, 112, 116, 576]. Maccax npoBoawu 4 Kypca B
roj ¢ HUHTEpBAJIOM B 2 Mecsua 1mo 15 ceancoB Ha kaxabidi kypc. Ilocne ceanca
CYCTaBHOTO Maccaka MHCTPYKTOpP TMPOBOJIWI Pa3pabOTKy MOPaKEHHBIX CYCTaBOB B
COUYETAHMHM C TMpHEMaMH CTPEHY-TUMHACTUKH. MaHUTYISIUU HOCWJIM  IHAISIIANA
XapakTep M HE BBI3BIBAIIM HETATUBHBIX PEAKIMM CO CTOPOHBI MAIMEHTOB U UX
pOIUTETEH.

[TokazaTenmu OGamnpbHOUM oreHKH MeHee 9 OammoB mo mkaie MHS u menee 16
6amioB no mkaie RHS y nmanuentoB co CMA 2 tuma, 3Hadenust menee 45 6amioB mo
mkane RHS y nereit co CMA 3 tuna ObUIO paclieHeHbl Kak CTaaus (OpMUPOBAHUS
CTOMKMUX  HEHUPOTEHHBIX KOHTpPakTyp. B 3Tux cioydyasx K  KOMIUIEKCHOM
peaOMIMTAIIMOHHOW  TIpOTpaMMe  KOCTHO-CYCTaBHBIX  HapymieHud (C  IIeJIbIO
(GyHKUMOHAJIBHOM  ajanTaldd  KOHEYHOCTEH)  JIOMOJIHUTENbHO  Ha3Ha4yaluCh
TEXHUUYECKHE CPEJCTBA OPTOINEAMUYECKON HAMPABICHHOCTH, BKIIOYAs HCIOJb30BaHUE
MOJBW)KHBIX MOACTABOK VISl PYK WUJIU MOJACPKUBAIOIIMX MOBSI30K. ITU IEUCTBUS ObLIU

HarpaBJICHbI Ha YBCINYCHUC aKTUBHOM 001acTH I[BI/I)I(GHI/Iﬁ AJ1 yIIYHIICHUS HX
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(GYHKIIMOHATIBHBIX BO3MOXHOCTEH. KpoMe Toro, pekoMeHA0BaIl HAKJIaAbIBAHUE IIHH
JUISl COXpaHEHHUs Juana3oHa JBIKCHHN W mpoduiakTUpoBaHUs 0O0JIEBOTO CHHIPOMA
[322, 619, 633]. CoBmMecTHO ¢ OpTONEAaMH pacCMaTPUBAJICA BOMPOC O
1[€JI€CO00Pa3HOCTH ATAMTHOTO TUIICOBAHMSI CYCTAaBOB IMPHU CTOMKHX KOHTPAKTypax, 4To
0COOEHHO aKTYyaJbHOTO C MO3WIIMH COXPAaHHOCTH aMOynanuu y marueHToB [479, 502,
579].

B psine ciydaeB Ha cTaguu yCTOMYMBOIO MPOTPECCUPOBAHUSI CUMIITOMATUKH CO
CTOPOHBI KOCTHO-CYCTaBHOM CHCTEMBI (DUKCHPOBAIOCh YCHUJIEHHUE AaKCOHAIBHOU
JIETeHEepaly, YTO MOJATBEPKIAIOCh 3JIEKTPOHEHPOMUOTPAPUUECKUM HCCIEI0BAHNUEM.
BoisiBieHne 10 JaHHBIM  cTUMYJSIHMOHHOM OHMIT  npu3HakoB  aKCOHAJIBHOM
HEBpONAaTUX B BHUAE CHIKEHUS aMIUMTyabl M-otBeta menee 0,6 MB (y manueHTOB
rpynnel co CMA 2 tumna) u menee 1,6 MB (y 6onbHbIX U3 rpynnsl co CMA 3 tuma)
pacleHUBAIOCh KaK TMPU3HAK yCTOMYMBOTO MPOTPECCHUPOBAHUS  HEUPOTESHHBIX
KOHTpakTyp. Onupasch Ha UMCIOIIHECS JIUTepaTypHble cBeaeHus [68, 102, 112, 136] u
MIPOBEICHHOE HCCIICIOBAHUE, B CXEMY TEpamuM MOJAOOHBIX HAPYIICHWH ObLT BKIIOUYEH
aktoBernH B 1o03¢ 50-200 mr/cyTkM B COYETaHUUM C THOKTOBOW KHCIOTOH (40—

80 mr/cyTkn) — 10 2 MecsIIeB ¢ TIOBTOPEHHEM Kypca uepes 3 mecsua (Pucynok 5.9).
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CMA 2 tuma CMA 3 tuma
) | | L
<9 6. (MHS) ||15-9 6. (MHS) | | 29-26 6. (MHS) | | <456.
<16 6. (RHS) || >16 6. (RHS) | | 69-45 6. (RHS) | | (RHS)
l !

Crpeitu-ruMHACTHKA
Maccax

b h

OpromnemuuecKuii pe:KUM: TyTopa, OpToneqiie ckas 00yBb, OPTE3El

OHMI -npHu3HaKki BTOpUUHOI aKCOHAIBLHOIT HEBPOIIaTHH

v

Kypc Tepanuu, HanpaeneHHoI Ha TOTEHIINPOBAHNE
AKCOIUIA3MAaTHUE CKOTO TPAHCTIOPTa

Pucynox 5.9 — Anroput™ mudepeHInpoBaHHOTO KOMOMHATOPHOTO JICUCHUS

HEWPOTEHHBIX KOHTPAKTYp y AeTed co CMA 2 u 3 Tuna

OIHUM U3 CTPATETHYCCKHX MOIX0/I0B, OKa3bIBAIOIINX CYIICCTBEHHOE BIUSHHUE Ha
TeUeHHe, IPOTHO3 U Ka4ecTBO Ku3HM JeTeit co CMA, sBisiiachk paHHss JUarHOCTUKA U
KOPPEKIIUS HEHPOMBIIIEYHOTO CKOJIHO3a.

OOHapyXeHHE 10 JAHHBIM PEHTICHOJOTMYECKOTO HCCICIOBAaHUS IMOKa3aTesen
BEJMYMHBI Je(POPMALIMOHHOTO Yriia OokoBoro oTkiIoHeHuss no Ko0Oy wmenee 10°
COOTBETCTBOBAJIO  HAYaJbHBIM  MPOSBICHUSM  CKOJMOTUYECKOW  JedopmMariiu
MO3BOHOYHOTO CTOJN0Aa - 1 CTENeHW TSDKECTH CKOJKMO3a (COMIACHO —KJIMHHMKO-
peHTreHoyiornyeckot  kiaaccudukanuu  Ko66a) [385]. Ha  nmanHo#t  craauum
PEKOMEH/IOBAIOCh HOIICHUE MSTKOrO KOpceTa, HO He Oojee 6 4YacoB B CYTKH,
NPEUMYIIECTBEHHO B MEPUOJbl HAMOOJbIICH HArpy3kd Ha TO3BOHOYHBIA CTOJIO,

nedyeOHast (U3KYJIbTypa, TOUEUYHBIM Maccax mapaBepTeOpanbHbIX MbI (PucyHok

5.10).
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VYBenuueHue CKOIMOTHYEeCKON nedopmany mo3BOHOUYHMKA B [uana3zoHe 10°-25°
yrima Ko0G06a, cooTBeTcTByIOIeil 2 CTENEHW TSDKECTH COTJIACHO — KIIMHHMKO-
peHTreHojorndeckoi kinaccudpukarmuu Ko60a, TpakToBaioCch Kak MPOTPECCHPOBAHUC
CUMIITOMATHKNA HeHpoMbimieyHoro ckomuosa [385, 481, 605]. PykoBoacTBysCh
COBPEMCHHBIMH CBEACHHUSAMHU O JICKAPCTBEHHBIX CPEACTBAX C M3YUYCHHBIM MEXaHU3MOM
JEHCTBUS € JIOKa3aHHOM 3(()EeKTHUBHOCTHIO, Ha3HAYadl METaOOJIMUYECKYI0 Tepamuio,
BO3JICHCTBYIOIIECH Ha pa3JIMYHbIe YPOBHH MbIIICYHOrO Komiutekca [112, 116, 150],
CUMTAIIA TIeJIECOOOpPa3HBIM TIPOBEICHNE ME30MyHKTYpPhl IapaBepTeOpabHBIX 30H
MUKpOJ03aMu HeMpornentuaoB (uepedbponusud, koprekcud mo 0,1 min Ha TOYky
BBeZicHHs, Kypc Ne 10). PexoMeHm0Baloch  IPOJIOHTHPOBAHHOE  MPHUMEHCHHUE
WHIUBUTyJIM3UPOBAHHBIX OPTE30B IS CIHMHBI, HOIICHUE IMOIYKECTKHX 6-peOepHBIX
kopceroB. Omnmpasicb Ha UMEIOIIUECs JuTeparypHbie cBenenus [176, 202] w
MPOBEICHHBICE HaMHU HWCCICIOBAHUS, JUISI KOPPEKIHH PedIeKTOPHO-TOHMYECKHUX
HapyIIEHUH, BOSHUKAIOIINX BCJICICTBHE CKOJIMOTHYECKON MedopMaliui, MpOBOIAINCH
KypChl IIAIANIEH MaHyaJbHOW Tepanuyd ¢ MPUMEHEHHEM NPUEMOB MOOUIU3AIMHA |
nocTu3oMeTpuueckoit penakcaruu (PucyHok 5.3, pucyHok 5.4).

Crnydau oOHapy>kKeHUs TTOKa3zaTesiel BelnduHbl nedopmarmontoro yria Koob6a B
nuama3one ot 26° mo 50°, 9To COOTBETCTBYET 3 CTENEHHM TSDKECTH CKoimosa [385],
PaCIICHUBAIIUCH KaK CTAIUs TSHKEIONW CKOMMOTHYECKON aedopMannu, marueHTaM ObIIo
PEKOMEHJIOBAaHO  HCMOJB30BaHHE  HMHAMBUAYATU3UPOBAHHOTO  OpTE3a, HOIICHHUE
JKECTKOTO KOpCeTa C IMENbI0 MPEAYNPekKACHUS OOIUTEpallnd BHYTPCHHUX OpPraHOB

(Pucynok 5.10),
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BenuunHa pedopmaunoHHoro yrna bokoeoro oTKNoHeHns no Koboy
\ \ ) ¥
< 10° 10° — 25° 26° — 50° > 50°
7 7 I v
Manvassuasa
ADK, maccax, AT Opres aas Paccmorpenne
HOIIIEHHE MATKOro P > CIIHHEI, BoIIpoca oo
Me30IyHKTYPA, 2
KopceTa o JKECTKHHA OIIepATHBHOM
A0 6 gacoB/cyTRR rroayze . KopceT
3 KopceT ACUEHHN
L | | |
OHMI -npusHaKkH BTOPHYHOIO MHOTEHHOTO TTOPAKeHHA

&

Kypc merabosmueckol Tepanun B

COUEeTAHHH ¢ BHTaMmEHOM D3

Pucynok 5.10 — Anroputm nuddepeHIIMpOBaHHOTO KOMOUHATOPHOTO JICYCHUS

HEUPOMBIIIEYHOTO CKOJIN03a

B psane cinyuaes (mpu yBenudeHuu kpuBoi yria Ko66a > 50° (4 crenensp TshKecTH
CKOJIN03a) M CKOPOCTH TporpeccupoBanus (> 10° B roj)) COBMECTHO C OPTOIECIAMHU
paccMaTpuBajCsi BOMPOC O BO3MOXHOCTH OMNEPATHUBHOTO JieUEHUs JaepopManuu
03BOHOYHOTO cT0j10a (PrcyHok 5.10).

Takum oOpa3om, MEePCOHATU3UPOBAHHBIN TMPOAKTUBHBIA TOAXOJ K TEparuH,
OCHOBAaHHbIH HAa BHUMATEJIbHOM M3YYEHUU TOMHUKO-3THOJIOTMYECKOrO0 TMaTTepHA
MUOTE€HHOTO TOPaXEHHUs, PAHHEM BBISIBJICHUU MPU3HAKOB, OKa3bIBAIOIINX HETaTHBHOE
BIIMSIHUE Ha TeYeHUe 3a00JIeBaHUS, MUCIOJIH30BAHUU COBPEMEHHBIX KA JJIsI OLICHKU
JIBUTATEJIbHBIX BO3MOXKHOCTEW TAllMEHTA,

BCCCTOPOHHCM  aHAJIM3C PC3YJIbTATOB

HHCTPYMCHTAJIBHBIX MCTOAOB  HCCICAOBAHHMA C IMPOBCACHUCM  JUHAMHWYCCKOI'O
MOHHUTOPpHHI'a HPCACTABIIACT BaXKHOC 3HAYCHHUC C TOYKH 3PCHUA p33pa60TKI/I

MaKCHUMaJIbHO BO3MOKHOI'O CIICKTpa JeueOHBIX MCpOHpHHTHﬁ.
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I''TABA 6. OUEHKA 5®®EKTHUBHOCTHU
PA3PABOTAHHOM METOJI0JIOT U JIEYUEHU
CITMHAJIBHBIX MBIIIEYHBIX ATPO®UI JJTETCKOT'O BO3PACTA

6.1 MoHuTOpUHT OAITBHON OLEHKU (PYHKIIMOHAIBHBIX BO3MOKHOCTEH MO IIKaJie

RHS u MHS

[Ipu oOcnenoBaHuM JBUTATEIBHBIX BO3MOXKHOCTEH JETe € pa3IuyHbBIMU
dbenotunmueckumu Bapuantamu CMA ycTaHoOBIIeHO, 4TO y nanueHToB co CMA 2 tuna
JIBUTATEJIbHBIE BO3MOXHOCTH IO pe3yJbTaTaM TeCTUpoBaHUs 1Mo Mmkane MHS
CYIIIECTBEHHO HUXE B CPABHEHUU C ToKazarensiMu y 001bHBIX co CMA 3 Ttumna.

KonuuectBo 6amwoB B (enotunuueckoit rpymmne co CMA 3 tuna B Hayaie
ucclieoBanus Obuto B 2,5 pasa Oombie, ueM B rpynmne co CMA 2 tuma (p < 0,0001)
(Tabmura 6.1). Ilo wucTeyeHun oxHOrO Troja OailiabHas oOleHka Mo Imkaire MHS
causmiack y nereid 'C-2 na 24,12 % (p = 0,0022), y aeteit OI'-2 cHIKEHHE COCTaBHIIO
10,62 % (p =0,0019). CratucTu4eckd 3HAYMMBIX PA3JIMYMi TOKa3aTeaeH OaIbHON
OIICHKU MEXJy CpaBHUBaeMbIMHU rpymnmnamu He noiydeHo (p = 0,1184) (Tabnuma 6.1).
3a anamormuHbli mepuwon y manueHToB OI'-3 OamnpHas oreHka mo mkaie MHS
causunack Ha 1,75 % (p = 0,0173), B To Bpemsa kak B ['C-3 oTpuiiarenbHas IUHAMHUKA
coctaBuiia 9,44 % (p =0,0032) (Tabmuma 6.1). B 3HaueHusIX OaMIBHBIX OILIEHOK I10
mkane MHS cymecrBennbix pasnuunii B OI'-3 u I'C-3 otmeueno He Obu10 (p = 0,5436).
[Tomy4yeHHbIE pe3ynbTaThl MOHUTOPUPOBAHUS CBHIIECTEIHLCTBOBAIU 00 OIHOPOIHOCTH
¢dbynkunoHaasHOro ypoBHs B OI'2 — OI'3 u I'C2 — I'C3, yero u ciie1oBajgo OKUIaTh,

YUUTBIBAs TSKEIJIBIA TEHETUYECKUI XapaKTep U3y4aeMOU ITaTOJIOTUH.
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Tabnuma 6.1 — IlokazaTtenu OauIbHOM OIEHKH (PYHKIIMOHAIBHBIX BO3MOKHOCTEH

o mkaine MHS: HNCXOJHBIC NAHHBIC U HAHHBIC 4YCPC3 1 roa OT Hadajada HCCICIOBaHUA

(M £ m)

M =+S, M=+,
['pynna (CMA) YpoBeHsb p
HCXOJTHBIC TaHHBIE 1 ron
or?2 11,30 £ 2,17 10,10 £ 0,44 0,0019
ez 12,14 +£1,79 9,21 +0,43 0,0022
or3 28,60 = 0,65 28,10+ 0,71 0,0173
Ic3 28,50 + 1,15 26,95+ 1,00 0,0032

Uepez 3 roma mokazaTenud (PYHKIMOHAIBHBIX BO3MOXXHOCTEH HCCIIEIYEMbIX
namueHToB co CMA 2 u 3 Tuma, ¢ y4eTOM BO3PACTHOTO KPUTEPHs, U3MEPEHHBIC IO
mkaine RHS, ykaspiBanmum Ha Ooniee TsDKENOe KIMHUYECKOE TEUEHHWE B TPYIIax
cpaBHeHUs: OayutbHas oreHka 1o mkaie RHS y mereit OI'-2 6b11a Ha 34,55 % BbIIIE,
yeMm B rpynme cpaBHenus (p = 0,0004) (Tabnuna 6.2). [TogoOHas TeHACHIIUS OTMEUEHa
u y nereir OI'-3, y KOTOpBIX JIBUTATEIbHBIE BO3MOXKHOCTH Ha 19,47 % ObLuM BhIIIE, YeM
B I'C-3 (p =0,0015). Uepes 2 roga oT Opeablayiie KOHTPOILHON BPEMEHHON OTMETKHU
CHW)KEHHUE 3HAYCHUI OayuThHBIX OleHOK 1o mkane RHS Obuto Beime B 'C-2 — T'C-3: B
2,09 pa3za y mammentoB co CMA 2 tuna, B 1,41 pa3a y gereit co CMA 3 tuna
(p<0,0001 u p<0,0001 coorBercTtBenno) (Tabmuma 6.2). CymiecTBEHHO MeHee
BBIpaXXEHHAsl OTpUIlaTeIbHAs AMHAMHUKA (PYHKIIMOHAIBHBIX BO3MOXKHOCTed B OI'-2 —
OI'-3 cBUACTENHCTBYET O TMO3UTHBHOM BIMSHUM TEPCOHATU3UPOBAHHON Tepanuu,
MO3BOJIAIONIEH COXPAHUTh JBUraTelbHbIA MoTeHnuan aereit co CMA, Bo3aeicTBysl Ha

naTo(u3MOJ0OrHUYecKre MexaHu3Mbl TedeHus 3adoneBanus [40, 107, 585, 607].
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Tabnuma 6.2 — MOHUTOPUHT MOKa3aTenell OalTbHONW OLEHKH (PYHKIIMOHATBHBIX

BO3MOYKHOCTE#H 1Mo mikane RHS vepes 3 u 5 siet ot Havyana uccnenoBanus (M + m)

['pynna (CMA) M =S, 3 rona M=S, 5 ner YpoBeHsb p
0or-2 19,25+ 0,81 17,02 + 0,28 0,0110
I'C-2 12,36 £ 0,74 8,14 + 0,36 0,0010
or-3 60,08 + 2,23 56,24 + 3,70 0,3782
I'C-3 48,38 + 2,60 39,88 +£2,19 0,0168

6.2 MOHUTOPHUHI MOKa3aTejiel MBIIIEYHON CHJIbI IO IKajge XaMMEPCMUT M

mkaine L. McPeak

Uepes 1 ron ot nHawana uccienoanus B OI'-2 u OI'-3 B gucTalibHBIX OTJENax
BEPXHUX KOHEYHOCTEH OTMEYEHO YMEPEHHOE CHM)KEHHE MOKa3aTeNed CUJIbI MBIIILL 110
mkane Xammepemut: Ha 3,92 % (p = 0,0119) y nereii OI'-2 u 3,76 % (p =0,0131) y
narerToB OI'-3, B To Bpems kak y nereit ['C-2 u I'C-3 BoIsiBieHO Oo0Jiee BBIpaXKEHHOE
camwkenue: Ha 13,64 % (p = 0,0108) y mereit 'C-2 u 11,72 % (p = 0,0004) y GonbHBIX
I'C-3. 3a anamormunbii nepuon B OI'-2 cHUWKEHUE 3HAYCHHWM MBIIMICYHON CHUJIBI B
JUCTAIIbHBIX OTEJaX HM)KHUX KOHeuHocTen coctaBuino 4,41 %, B TO BpeMs Kak y
naruenToB ['C-2 — 15,60 % (p = 0,0736). B menbIneil crenenn npeacTaBieH pa3phiB B
3HAYEHUAX CHU)KEHHSI MBILIEYHON CUJIbI B JUCTAIBHBIX OTJEJaX HUKHUX KOHEUHOCTEH
y nereit co CMA 3 tuna. B OI'-3 on cocrasui 3,17 %, B I'C-3 — 10,97 % (p = 0,3241).
Haubonbias pa3Huila B 3HAUYEHUSX CHIDKEHUS MBIIICUYHOM CWIIBI Obla MpeacTaBieHa
IpU TECTUPOBAHUM MPOKCUMANIbHBIX OTNEJOB y marueHToB co CMA 2 tuna. JlaHHbIN
napaMeTp B IMPOKCHMAJbHBIX OTHAETIaX BEPXHUX M HIKHUX KOHeuHocTei B I'C-2 Obun

Huwke B 1,84 pasza m 1,78 pasa coorBercTtBeHHO. Y nered co CMA 3 tunma 3a
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aHAJIOTUYHBIN IMPOMCIKYTOK BPCMCHH 3HAYCHUA CHJIbI MBIIII B IIPOKCUMAJIBHBIX

otnenax BepxHUX KoHeyHocTe OI'-3 m I'C-3 cyllecTBEHHBIX pa3iuyuii HE HUMENH.

Crout ormeTuTh y nauueHToB co CMA 2 1 3 TUNIOB BBISIBIEHHYIO CXOKECTh TOIUKO-

ATUOJIOTUYECKOM ACTCPMUHAIIMK MHOICHHOI'O IIOPAaXCHUA B BHAC HAMMCHBIICTO

BOBJICUEHHS] JUCTAJBHBIX TPYII MBI, 3TOT MOKa3zareiab B cperHem Ha 0,93 Oamna

BhImie B OI'-2 u OI'-3 (Tab6numa 6.3).

Tabnuna 6.3 — [Tokazatenn MBIIIEUHON CHUIIBI 10 TKaJie XaMMEPCMHUT: UCXO/IHbIC

JAaHHBIC U JJTAHHBIC 9YCPC3 1 roa OT Hadajia HCCIICIO0BaHUA

M<+S,
I'pynna CMA Iloka3arenb HUCXOIHBIC M= Yposetip
I ron p
JTaHHBIC
JTUCTABHBIC OTICIBI PYK 10,20+ 0,65 | 9,80+ 0,88 | 0,0119
or-2 MPOKCUMAJIbHBIE OTACIBI PYK 403+0,77 |3,68+0,89 | 0,0942
IUCTAJIBHBIE OTAEIIBI HOT 8,50+0,75 8,12+0,76 |0,0242
MIPOKCUMAJILHBIC OTACIIBI HOT 202+0,36 1,78+0,53 | 0,0280
JTHCTANBHBIC OTIEIBI PYK 9,43+0,94 8,14+0,77 |0,0108
MIPOKCUMAJILHBIE OTACIBI PYK 3,00+£0,68 |2,00+0,78 | 0,0087
ez IUCTAJIBHBIE OTAEIIBI HOT 7,79+0,89 6,57+0,76 |0,0093
MIPOKCUMAJILHBIE OTACIIBI HOT 1,57+051 |1,00+0,39 | 0,0330
JUCTaJIbHBIC OTACNBI PYK 17,00+ 1,08 16,36 +0,86 | 0,0131
MIPOKCUMAJIBHBIEC OTJEIbI PYK 14,16 + 0,75 1 13,44 + 0,65 | 0,0035
O TUCTABHBIC OTEIBI HOT 15,16 £ 0,90 | 14,68 + 0,90 | 0,0144
MIPOKCUMAJIbHBIE OT/IEIbI HOT 8,64+064 |7,68+0,80 |0,0003
JUCTaJIbHBIC OTACIBI PYK 17,06 +£0,68 15,06 = 0,77 | 0,0004
MIPOKCUMAJILHBIE OTACIIBI PYK 14,12 +£0,96 | 13,25+ 0,77 | 0,0535
res IUCTAIbHBIE OTEIBI HOT 14,81 +0,75 13,19+ 0,66 | 0,0010
MIPOKCUMAJILHBIE OTACIIBI HOT 8,06 0,85 6,75+0,68 |0,0022




168

Takum oOpa3om, aHaMM3 JIUHAMUKH TIOKa3aTeJIed CHJIBI MBI IO IIKaJe
XamMmepcMuAT 4Yepe3 1 roxg OT Haudajna HCCIEIOBAHUS CTATUCTUYECKH 3HAYMMBIX
pa3inuvii B OCHOBHBIX Tpymmax W rpynmnax CpaBHEHHsS HE BbISIBII. B TO ke Bpems
CTOUT OTMETUTh HAMETHUBIIYIOCS TEHJIEHLIUIO K 0oJieeé BBICOKMM I[OKa3aTeNsiM
MBIIIIEYHON CHUJIBI B OCHOBHBIX TpYyMIax, CBUJIETEIIbCTBYIOUIYIO O O0J€e BBICOKOM
YPOBHE JIBUTATEIHHBIX (VYHKITHA.

[Tpu poBeIeHUH OIICHUBAHUS MBIIIICUHOM cHITbI 110 mikane L. McPeak y nereii u3
rpynnel co CMA 3 Tunma B Bo3pacte crapimie 3 JET B Hadalle MCCIEIOBAHUSA
CTATUCTUYECKU 3HAUMMBIX Pa3IMYMil MEXIy CPaBHHUBAEMbIMU IPYNIIAMU BBISBIICHO HE
obu10 (Tabnuua 6.4). Yepes 1 ron 3Ha4eHUs] MBIIIEYHOU CUJIBI B TUCTAJIBHBIX OTJIENaX
BEPXHUX M HIKHUX KOHEYHOCTEH M MPOKCUMAIIBHBIX OTJIENIaX BEPXHUX KOHEUHOCTEU
OI'-3 u I'C-3 cyniecTBeHHO HE M3MEHWINCh. B TO e Bpems 3a aHAIOTUYHBIN NTepuo B
['C-3 HaOmomamoch OoJjiee BBIPAKCHHOE CHIDKCHHE ITOKa3aTeIeH CHJIBI  MBIIII]

IMPOKCUMAJIbHBIX OTACIIOB HHKHUX KOHEYHOCTEH: OaIbHas OICHKA 110 HIKAJIC Yy I[eTCﬁ

OTI'-3 Obuta BeimIe Ha 19,48 % (p = 0,0440) (Tabnuua 6.4).

Tabmuna 6.4 — IToka3zarenu Mbinieunoi cuibl 1o mkaie L. McPeak: B Hauane

UccleIoBaHms 1 yepe3 1 roa oT Havana uccieaoBanus (M + S)

['pynna Hcxonnsle

CMA ['pynmbl Mg J— 1 rox p
TUCTAJIbHBIE OTIIEIBI PYK 436+0,49 |4,40+050 | 0,9549
MIPOKCHUMAJIbHBIE OT/ACIIBI PYK 3,12+0,33 | 296+0,45 |0,7768

O JIUCTAJIbHBIE OTAEIIBI HOT 3,76 £0,44 | 3,12+0,60 | 0,3982
MIPOKCHUMAJIbHBIC OTACNIBI HOT 264+049 |2,72+0,46 | 0,9062
TUCTAJIbHBIE OTIETBI PYK 462+050 |4,31+0,48 | 0,6587
MIPOKCHUMAJIbHBIE OT/ACIIBI PYK 3,00+£0,37 |294+0,25 |0,8942

e IUCTAJIBHBIE OTAEIIBI HOT 400+0,37 |288+0,81 |0,2206
MIPOKCUMAJIbHBIE OT/IEJIBI HOT 288+050 |2,19+0,40 |0,2919




169

Uepes 3 rojia nmoka3areiid MbIIIEYHON CUJIbI UCCIEAYEMBbIX MAIIUEHTOB C YYETOM
BO3PACTHOI'O KpHUTepHs, u3MepeHHbie mo mkajie L. McPeak, ykaspiBanu Ha pa3indHbIii
YPOBEHb JBUTATENBHBIX BO3MOKHOCTEH B rpymmax co CMA 3 tumna: y o0cineqoBaHHBIX
neteit OI'-3 3HaueHUs1 MBIIIEYHOU CHJIBI B JUCTAIBHBIX OT/IENIaX BEPXHUX KOHEUHOCTEH
B 1,31 pa3a Obutu BhIIIe aHajgorugHoro mokaszarens B I'C-3 (p = 0,0349), Mbrreunas
CHJIa B IPOKCUMAJIbHBIX OT/ENaX BEpXHUX KoHeuHocTel y aererr OI'-3 B 1,7 pa3a Oblia
Boimie, yeM B I['C-3 (p =0,0002), mokazarenyd CHJIBI MBI JUCTAIBHBIX OTICIIOB
HIDKHUX KOHe4YHocTel y nereit OI'-3 Obutm Bemme B 1,25 pasa aHaIOrmuHOTO
nokazarensa B 'C-3 (p = 0,0323), MpllieuHas cuia B MPOKCUMAIbHBIX OT/AENIaX HIKHUX
koHeuHocteit B OI'-3 Obuia Boitie B 1,47 pa3a manHoro 3Hadenus B 'C-3 (p = 0,0178)
(Tabmuua 6.5).

[Toxoxyro cuTyaluio HaOIIOJaIN C MBIIIEYHOW CHUJION MPOKCUMAIbHBIX OT/JEIOB
BEPXHUX KOHEYHOCTEM y manueHToB co CMA 2 tuna, nokasarenu kotopou B 2,04 paza
Boilie B OI'-2 (p = 0,0102) (Tabauua 6.5). Uepe3 Tpu roga oT Hadajla UCCIAEAOBAHUS
YPOBEHb JIBUTATEIbHBIX BO3MOXKHOCTEH MO-TipekHeMy Obu1 Bbilie B OI'-2 u OI'-3.
Hawnbonee cymiecTBeHHasi pa3HHIA B 3HAYCHUSIX MBIIIEUHON cUiibl y fetet co CMA 2
TUMa OblIa TIOJy4eHAa B JUCTAIBHBIX W MPOKCUMAJBHBIX OTJAENaX BEPXHHUX
koHeuHocreit: B OI'-2 stor mokaszarens B 1,97 paza (p<0,0001) u 1,83 paza
(p = 0,0034) cooTBeTcTBeHHO OBLI BHITIE, YeM B ['C-2.

[TogoOHast curyanus Habmomanack y gereit co CMA 3 Tuma, y KOTOPBIX
HanOoJiee CYIIECTBEHHbIC PA3INUMS B TTOKA3aTESX MBIIICUHOU CUJTBI OBLIN MOJYYCHBI B
JTUCTAIIbHBIX OTJeHaX BepXHUX KoHewHocTei: B OI'-3 onm Obuiu BbIme B 1,51 pasa
(p = 0,0220) (Tabnuma 6.5).

CymiectBeHHO OoJjiee BBICOKHE TOKazareau MblmedHor cuibl B OI-2 u OI'-3
CBUJICTEJIbCTBYIOT O T[O3UTUBHOM BIIMSIHUM TEPCOHAIM3UPOBAHHOW  TEparuu,
MO3BOJIMBLIEH 3aMEUIMTh TEMIIbI IpOrpeccupoBanus 3a0oneBaHus. [yOOKHUil TOMKKO-
ATUOJIOTUYECKUN KJIMHUYECKUM AHAJIM3 MUOTCHHOIO0 TOpPaXCHUsl, HOMOJIHECHHBIN
nanHeiMu - OHMI -uccnenoBanmii, 1aeT BO3MOXXHOCTb CBOEBPEMEHHO  BBISBISTH

PAa3BUTHC IIATOJOIrMYCCKHX CHUMIITOMOB CO CTOPOHBI MBIIIEYHOMN CHUCTCMBI, 4YTO
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o0ecrieurBaeT BO3MOXKHOCTh MX IEJICHANPABICHHON KOPPEKIMH U COXpaHEHHUs Oosee

BBICOKOI'O YPOBHA ABUT'ATCIIbHBIX BO3MO>KHOCTEH Yy IalfMCHTOB CO CMA.

Tabmuna 6.5

L. McPeak depe3 3 roza u 5 JieT OT Havaja HCCIIeT0BaHUS

- MOHI/ITOpI/IHF MoKa3aTejied MBIIICYHOM CHJIBI IO IIKaJie

tpymma [Toxasaresnb MES, MES, Yponem
CMA 3 roga 5 ner p
TUCTATBHBIC OTACIBI PYK 3,08+0,35|2,82+0,38 |0,0108
MIPOKCUMAJIBHBIE OTAEIBI PYK 190+0,63|1,70+0,46 | 0,1330
or-2 IUCTAIbHBIC OTIEIIBI HOT 2,80+0,41|1,90+0,84 | <0,0001
MIPOKCUMAaJIbHBIC OTACITBI HOT 1,08 +0,27 | 0,60 + 0,59 | 0,0004
JUCTaTbHbBIC OTIEIbI PYK 243+0,76 | 1,43 +0,51 | 0,0068
MPOKCUMAJIbHBIE OTAEIBI PYK 0,93+0,62|0,93+0,47 | 1,0000
re IUCTAJIBHBIE OTIEIBI HOT 2,21+0,80|1,50+0,65|0,0367
MIPOKCUMAaJIbHBIC OT/ACITBI HOT 1,07 +0,27 | 0,50 £ 0,52 | 0,0180
JUCTaTbHbBIC OTIEIbI PYK 3,92+0,81|2,44+0,51|<0,0001
MIPOKCUMAJIbHBIE OTJIEIIBI PYK 2,76 +0,44 1,92 +0,28 | 0,0001
O UCTANbHBIE OTIEIBI HOT 3,28+0,46 | 3,04 £ 0,61 | 0,1536
MIPOKCUMANTBbHBIC OT/ICIBI HOT 2,12+0,33|1,72+0,54 | 0,0191
JUCTAJIbHBIE OTAEIBI PYK 3,00+0,89 | 1,62+ 0,50 | 0,0016
MIPOKCUMAJIbHBIE OTJIEIIBI PYK 162+050|1,56+0,51|0,7353
Hes IUCTAJIbHBIE OTIEBI HOT 2,62+050|2,19+0,75|0,0858
MIPOKCUMAJIbHBIC OTAEIBI HOT 1,44+051|1,25+0,58 | 0,3105
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6.3 Onenka 3(pexTUBHOCTH TepamuH CHUHAIBHBIX MBIIICYHBIX aTpoduil 1o

JAHHBIM 3JIEKTpOHEHpoMUorpaduu

6.3.1 MOHUTOPUHT NOKa3aTeaeil Uroab4aToON AMEKTPOHEHPOMHUOrpapun

OOBEKTUBHBIM METOJIOM BbIOOpA TAaKTHKH MEepCOHANIU3UPOBaHHON Tepanuun CMA
C Y4YeTOM HE TOJbKO KIMHUYECKUX NPOSABICHUA  3a00J€BaHUA, HO W
naTO(U3UOIOTUIECKUX MEXaHM3MOB €€ Pa3BUTHS U TeUeHUs, siBisieTcss meto DHMI'.
Kpome toro, SHMI'-MOHUTOPHUHT TI03BOJISIET OIIEeHUBATH 3((HEKTUBHOCTH MPOBOAUMBIX
Je4eOHbIX MEpPONpPUATHIH, NPOrHO3UPOBATH XapakTep TEUYEeHHs 3a00JIeBaHUS U
ONPENIENATh CTPATETUIO AANBHENUIINX TEPANEBTUUECKUX MEPOIPHUSITUH.

[IpoBenennoe B pae6tore padborel DOHMI-uccienoBanue omnpeaeausiao, 4YTO
yBenuuenue jgiutenbHoctu IIJIE y oOcnenoBannbix nereit co CMA 3 tuna Oblio Ha
7,7 % Oomnbiire B cpaBHeHuH ¢ rpymnmnoi co CMA 2 tuna (p = 0,0006) (Tabauma 6.6).
Ecnmu  pacuenuBath  yBenmuenwe — jgnurenbHoctd  I[IJIE  kak  mposiBieHue
KOMIIEHCATOPHOTO YBEJIIMYECHUS pPa3MEpOB JABUTATEIbHBIX €IWHHUI] B OTBET Ha
JIETEHEPpAIMI0 HEMPOHOB CIIMHHOTO Mo3ra [59, 226, 623], TO MOJy4YEeHHBIE PE3YIbTATHI
CBUJETENBCTBYIOT O 00Jie€ BBICOKMX KOMIIEHCATOPHBIX BO3MOXKHOCTAX y ereid co CMA
3 tuma. Yka3zaHHbld (DaKT moATBEpKAAETCS MaHHBIMU aMruIuTyabl [1JIE: ona Obuta Ha
13,4 % Oonbuie y nanpeHToB co CMA 3 Tuma B CpaBHEHUU C JAHHBIMUA B TPYIIE CO
CMA 2 tuna (p = 0,0455) (Tabnuia 6.6), 9To yKa3piBaeT Ha 0oJiee TSHKEIBIN XapakTep
TeueHus: 3aboneBanust B rpymme geredr co CMA 2 tuma. CrioHTaHHas aKTMBHOCTh
nBuUratenbHbIx enqunauil B Buje [IDL, koTopsie Takke SBISIOTCS MapKEPOM aKTUBHOCTH
MpoIlecca MOBPEKICHUSI MOTOHEHPOHOB CIMHHOrO Mo3ra [82, 533, 623], Ha paHHHUX
Tanmax 3a00JieBaHMsI  CYLIECTBEHHBIX pa3IMUMid y JeTel C  pa3IuyHbIMU
benorunmyeckumu  BapuantaMmu CMA He wmena (p =0,0912) (Tabmuma 6.6).
OOparraet Ha ce0s BHUMaHUE OOHAPY>KEHHOE CYIIECTBEHHOE yBEJIMYCHHE TOKa3aTenei
[1OB B rpynre 6onpHBIX co CMA 2 Tuna: 3ToT nokasarenb B rpynmne co CMA 2 tuma

IIPEBBIIANT aHAOTHYHBIN MmapameTp y nereit co CMA 3 tuna B 4,7 paza (p < 0,0001).
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KomuuectBo II® y nereir co CMA 2 u 3 Tuna 3HaYUMBIX pa3iuyvil B Hadaje
3aboneBanuss He umeno (p = 0,8266). beccrnopHo, MOJydeHHBIC AaHHBIC SIBIISIIOTCS
CBUJIETEJILCTBOM TOTO, YTO HEIOCTATOYHAS UMMYJbCAIUS U3 MOTOHEHUPOHOB CIIMHHOTO
MO3ra COMPOBOXKAAETCSA PAa3BUTUEM BTOPUYHBIX U3MEHEHUN B MBIIICYHBIX BOJOKHAX U
nepudepruveckoil HEPBHOM CHCTEME, UYTO OKa3blBaeT BIUSHHE Ha XapakTep
KJIIMHUYECKOTO0 TEUEeHHUsl 3a00JieBaHUsl. 3HAYUTEIbHOE MOBBINIEHUE KoyinuecTBa [1D
ABJISICTCSL TIOATBEPKICHUEM pa3BUTUs Muomnarudeckoro mporecca [20, 03, 577], a
BBISIBJICHUE 3HauuTenbHOro KojnuectBa [IOB MOXHO TpakToBaTh Kak MPOSIBJICHUE
BTOPUYHOTO HEBPOTEHHOTO nopaxeHus [39, 81], yTo sABIsAETCS HEOTHEMIIEMON YacCThIO
naTopu3noIoTHYECKUX MexaHu3MoB TeueHuss CMA. B 1enom, mojydeHHblEe HamMu
JJaHHbIE O HalW4WKh CHOHTaHHOM aktuBHOcTH [I® w peructpanusa I[10B
CBUJICTEILCTBOBAIM O OO0Jee TSHKENbIX HApYIICHUSX HEBPOTEHHOTO W MHOTEHHOIO
Xapakrepa B rpymiie nauueHtoB co CMA 2 tuna.

Yepes 1 roxm ot Hauana 3aboneBanus anutenbHOCTh [IJIE y nmereit OI'-2
yBenuuniaachk Ha 14,83 %, B To Bpems kak B ['C-2 ona coctaBuia 28,32 % (p < 0,0001).
Eme Oonee Becomas pasHuUIila, JOCTHUTIIAS TPEXKPATHBIX 3HAYEHUM, MOJIydeHA MpH
uzydenuu piutenbHoctd [IJIE y nmereit co CMA 3 tumma: B OI'-3 yBenuueHue
nokazareneir cocraBuwio 6,49 %, B I'C-3 — 19,33 % (p =0,0312). Ilocnemnyromruii
ananu3 mmurensHocth [IJIE B pasnuyHble BpPEMEHHBIE MPOMEKYTKH  BBISBHI
OKHJIa€MOE €ro YBeJIMYeHHUe ¢ pa3Hullel B mokasarensix Mexay OI-2 — OI'-3 u I'C-2 —
['C-3, koropblii JocTUrang JABYX- M TPEXKPAaTHBIX 3HAYEHH COOTBETCTBEHHO U
coxpaHsuics 10 OKoHuYaHHs wuccinenoBanus (Tabmmuma 6.6). OTMeueHHas TEHIACHITUS
YKa3bIBaeT Ha Pa3IMYHBIC TEMIIbI MPOTPECCUPOBAHUS 3a00JIEBaHMsI, KOTOpHIE ObUIN
Boimie B ['C-2 u I'C-3, 0 ueM CBUIETEILCTBYET Oo0Jiee HAMPSKEHHOE COCTOSHUE

I(OMHeHCaTOpHO-HpI/ICHOCO6I/ITeJ'H)HBIX IIpOoHECCCOB.
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Tabmuma 6.6 — MorutopuHr noka3zatenei uroiapaaroir JHMI (M £+ m)

M<=£S,
I'pymma | Ilokasarens, M+ S (%), M £ S (%), M<£S (%), | YpoBeun
HCXOJIHBIC
(CMA) ell. U3M. 1 ron 3 roga 5 et p
JTAHHBIC

or-2 49,05+2,98 | 56,32+3,35 | 71,43+3,14 | 102,07+2,3 | <0,0001
JnurensHOCTH

Ic-2 TIE (% 49,88 +4,36 | 64,00+3,82 | 93,29+3,16 | 135,08 +£6,12 | <0,0001

0,

or-3 53,51+4,23 | 56,99+2,89 | 63,63+2,09 | 70,32+1,75 | <0,0001
MOBBIIICHUE)

I'c-3 52,36 £ 5,78 | 62,48+5,75 | 71,45+7,06 | 88,21+ 2,54 | <0,0001

or-2 1,69 £ 0,22 2,54 + 0,54 2,67 +0,93 3,06+0,73 | <0,0001

I'cC-2 AMruuTyna 1,67+0,17 2,32+0,51 2,73+0,95 3,55+1,11 | <0,0001

or-3 | IAE - (mB) 1,89 +£0,32 1,99 +£0,13 2,24 +£0,16 2,45+0,29 | <0,0001

I'c-3 1,93+0,28 1,99+0,11 2,15+0,17 2,18+0,61 0,1803

or-2 1,65 + 0,66 3,02 +0,28 7,42 +1,20 9,12+1,29 | <0,0001
IloTenunansl

Ic-2 2,00 £ 0,55 7,93+0,27 | 12,14+1,17 | 14,93+1,86 | <0,0001
bacuukynauuu

or-3 . ) 2,12 +0,33 3,08 £ 0,28 4,60 + 0,50 516 +0,37 | <0,0001

y. €.

Ic-3 2,12+0,34 4,25+ 0,45 6,56 £ 0,51 8,88+0,89 | <0,0001

or-2 0,50+ 0,51 0,80+ 0,76 1,15+ 0,77 2,056+0,88 | <0,0001
IToTeHumanst

Ic-2 0,57+0,51 2,79+0,43 4,00+0,78 529+1,27 | <0,0001
budpmAIUn

or-3 G.¢) 0,36 + 0,49 0,56 + 0,77 0,84 + 0,69 1,60+0,65 | <0,0001

y. €.

I'c-3 0,19+ 0,40 1,50+ 1,10 2,25+ 1,13 3,25+0,45 | <0,0001

or-2 0,98 + 0,28 1,48 £ 0,96 2,20+0,85 2,62+0,93 | <0,0001
[Tonoxurens-

Ic-2 0,86 + 0,53 3,36 +£ 0,74 3,64 + 0,63 4,07+0,92 | <0,0001
HBIC OCTPHBIC

or-3 0,16 + 0,37 0,72+ 0,74 1,64 £ 0,70 2,28+0,74 | <0,0001
BOJIHEI (Y. €.)

Ic-3 0,25+ 0,45 2,50+ 0,97 3,12+ 0,62 4,75+0,58 | <0,0001

Nnyto cutyanuro HaOmonanu ¢ ammautynod IIJIE: ee pocT B mepBblif roJ OT

Hauvana 3a0oneBanus B OI'-2 coctaBun 50,27 %, B rpymnme cpaBHeHus: amrutyga [1JE

yBenuuniaack Ha 39,01 % (p =0,4954). Uepe3s naBa roga Imocie MPeablIyIICi

KOHTPOJIbHOM BPEMEHHOM OTMETKM JTOT Tokazarenb B OI'-2 mnpakthuecku He

u3MeHuscs. B To xe Bpems B I'C-2 npou3omniio yBenuueHue ux konuuectsa Ha 24,59 %

(p=0,9997). Iocnenyroiye aABa rojaa COMPOBOXIAIUCH HApACTAHHEM AMILIMTYIbI
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ITAE B OI'-2 Ha 22,69 %, B rpymnne CpaBHEHUS 3a aHAJIOTUYHBINA MEPHOJ YBEITUUCHHE
coctaBmiio 48,76 % (p =0,3901). Ammmuryna [IJE y nereri co CMA 3 tuna umena
oTanYuTeNbHbIE 0ocoOeHHOcTH: Yepe3 1 rog B OI'-3 um I'C-3 oma mpakTuuecku He
u3menmiach (p = 1,000), ciycra 2 roga B OI'-3 otmeuanocs ee yBenuuenue Ha 13,38 %,
B I'C-3 na 8,32 % (p = 0,8746). 3a Becwr nmepuoa HaOmoaerus B OI'-3 ammmuryna [1JIE
yBenmamiack Ha 29,27 %, B 1o ke Bpems B ['C-3 ee poct cocraBmn 13,15 %
(p = 0,8907) (Tabnuma 6.6).

[TonyueHHble B pe3ysibTaTe HCCIEIOBAHUS JaHHBIE MO3BOJIAIOT, OMUPAACh Ha
UMEIOIIHeCs B JuTepatype cBeacHus [212, 554, 577, 623], npeamonoxuTh, 4TO
onHOpoaHOCTh m3MeHeHui amrutyasl [IJIE B OI'-2 — OI'-3 u I'C-2 — I'C-3 moxer
OBITH OOYCIIOBIICHAa CXOXKECTHIO PA3BUTHUS M TCUCHUS CAHOTCHETHYECCKUX MEXaHW3MOB
[103], HO ¢ pa3IMYHBIMU MEXaHU3MaMHU PA3BUTHS NATOPU3NOIOTHIECKUX MPOIIECCOB.

[ToaTBepkaeHWEM aKTUBHOCTH  TPOIECCa  TIOBPEKIACHUS  MOTOHEHPOHOB
CIMHHOro mo3ra y ngered co CMA 2 m 3 Tuna gBiseTcs 3HAYUTEIbHOE YBEIUYEHUE
yucna [IPI. 3a rox ux xonmuuectBo B OI'-2 Boipocio Ha 83,33 %, B To Bpems kak B ['C-
2 OTMEUEHO TPOEKpaTHOE MoBkIieHne 3Toro mokasarens (P < 0,0001). 3a aHaIOTMYHBIH
nepuon B OI'-3 Takxke oTmedueHo Hapactanue aktuBHOCTH [IDI] no 45,28 %, B TO *e
BpeMs B ['C-3 oTmedeHnl Oojiee BBICOKME TEMITbI MX yBelIuueHus — B 2,25 paza
(p = 0,0004). Han6Goapmmii muk pocra koaudectsa [1PDI] 3a¢ukcupoBan crycrts 2 rojaa
y nereit co CMA 2 tuma: B OI'-2 MHTEHCUBHOCTH (PACIUKYJISTOPHON aKTUBHOCTU
yBenuumiaach B 2,66 paza, B 'C-2 — B 2,11 paza (p=0,0038). 3a ananoruyHbIit
BpeMmeHHoU untepBai B ['C-3 poct [IDI] B 1,47 pa3za npeBbliian n3ydaeMblii MPU3HAK B
OI'-3 (p=0,0072). Eme Oosee cymecTBeHHOe yBenuuenue [IDI] BbIsBICHO K
OKOHYaHMIO wucciaeaoBanus: B OI'-2 stor mokaszarens yBenuuwics B 4,53 pasa
(p =0,0013), B I'C-2 B 6,46 pa3a (p =0,0013); B OI'-3 moka3zarenu OKa3alKCh BEIIIE B
1,43 pasza, B 'C-3 — B 3,17 paza (p = 0,0010). B koHeUHO# TOYKE HAIIETO UCCIICIOBAHHS
4yacToTa BbIsABICHUA (aciuKyIsITOpHOM akTuBHOCTH y gnered ['C-3 B 1,72 paza
npeBbimana aHamoruyHeii mokaszarenb OI-3  (p = 0,0010). Tlomobnast cuTyarms
oTMeueHa U y aeteit co CMA 2 tuna, y KOTOpPbIX K OKOHYAHHUIO 5-JIETHETO HAOMIOACHUS

unteHcudukanus [IOL] B I'C-2 B 1,64 pasza npeblmana uydaemsii napamerp OI-2
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(p =0,0143) (Tabmuma 6.6). IlomydeHHbIE HaMH pPe3yJbTAaThl IO3BOJISIOT C
YBEPEHHOCTbIO  YTBEp)KIaTh, UYTO MHTEHCHUBHOCTH  IPOIIECCOB  IMOBPEKIACHUS
MOTOHEHPOHOB CIMHHOTO Mo3ra Obuta cymectBeHHO Bbimie B ['C-2 u I'C-3, uro
SIBJIETCS CBUJIETEIHCTBOM s pexkTUBHOCTH PESI0KEHHON CTpaTeruu
MEPCOHAIN3UPOBAHHOW TEPAUHU.

[IpoBenennas depes roxa orneHka [1® B mucciaeayeMbIX rpyInax CBUIACTEIbCTBYET
O Pa3BUTUU MUOTATHYECKOTO MOpaKeHUH. BMecTe ¢ TeM CTeneHb BBIPAXKEHHOCTH ITUX
HapyIIeHUH WMeJia CYIMIeCTBCHHBIC Pa3INdus B HAOIIOJAEMbIX TPyIax. Y MaIllMeHTOB
OI'-2 Temnbl npupocta [1® cocraBumu 60 %, B I'C-2 3TOT moka3areib YBEIMYUIICS B
3,87 paza (p <0,0001). OcoOeHHO OTYETIMBOE YBEJIMYCHHUE Pa3pbiBa B IMOKa3aTesAX
MHTeHCUBHOCTU [ID Mexny mccienyeMbIMH TPyIIIaMHu BbIABIEHO y aeter co CMA 3
tuma: B OI'-3 npupoct cocraBun 55,56 %, B ['C-3 3T1oT mokaszaTeab ObLI BhIIEe B 12,6
paza (p =0,0481). Eme Gonee cymiecTBeHHas pa3HUIA MOJydeHa npu usydeHun [1D
cnycts 2 roma: y aereit OI'-2 aktuBHOCTH [I®D yBenmmuunace Ha 70 %, B ['C-2 — B
2,13 paza (p<0,0001), B8 OI'-3 mpupoct cocraBun 77,77 %, B I'C-3 BbIsIBICHO
yBenuueHue konuuectBa [1® B cpennem B 4 pasza (p = 0,0072). Oxxumaemo vepes 5 net
HAOJIIOICHHS B UCCIIENYEMBIX IPYIINax MPOUCXOAUIIO YCUJIeHHE BhipakeHHOCTH [1D kak
MPOSIBJICHHE BTOPUYHOM MHMOTEHHOW JECTPYKIIMM MBIIICUYHbIX BOJIOKOH. OmHaKo
akTUBHOCTH [1®D ocraBamachk Beimie B ['C-2 — I'C-3 B cpaBHEeHMS ¢ netbMu OI'-2 — OI'-3
¢ pasuuieir B 2,66 pasa y nmereit co CMA 2 tuna (p<0,0001) u B 4,74 pasa y
obcnenoBanHbIX narueHToB co CMA 3 tuna (p < 0,0001) (Ta6muna 6.6).

[Ipu3Haku HEBPOTEHHOTO TOPaXEHHS, CBHUJAECTEIHCTBOM KOTOPOTO SIBIISICTCS
yBenuuenne aktuBHOCcTH [IOB [83, 275, 352], yka3siBanu Ha 0oJiee BHICOKHE TEMIIbI
ero pa3surtus y aereit co CMA 3 tuna: B OI'-3 3T0T noka3zaresns yBenuuuics B 3,5 pasa,
B I'C-3 - B9 pa3 (p < 0,0001). [Tono6HOE oT™MeYeHO u y Aeteii co CMA 2 tuma: B OI'-2
npupoct coctaBun 51,28 %, B I'C-2 ormeueno ysenumuenue I[IOB B 2,91 paza
(p =0,0002). ITomyuennsie uepe3 2 roma xapakrepuctuku IIOB yka3biBamu Ha
MIPOTPECCUPOBAHNE HEBPOTCHHOTO TOPAXKEHUS, O Y€M CBUIETEIHCTBOBAIO HAPACTAHUE
unteHcudukanuu [10OB, 6onee npeacrasiennoit y nereit co CMA 3 tuna: B OI'-3 3ToT

noKa3atesb BeIpoc B 5,75 paza, B 'C-3 B 2,5 paza (p <0,0001). V nmereit co CMA 2
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tuna npupoct [1OB 6bu1 Heckonbko Hike: B OI-2 — 74,36 %, B I'C-2 — 33,33 %
(p = 0,0003). Yepes 2 roma HaOMOIAIOCH AalibHEHIIICe yBenuueHne aktuBHocTr [10B:
B OI'-3 B 4 paza, B 'C-3 B 6,5 paza (p <0,0001). B OI'-2 aktuBrocts [10OB BbIpocna Ha
43,59 %, B 10 Bpemss B ['C-2 — na 50 % (p=0,0042). 3adpukcupoBaHHBI POCT
aktuBHoctu [IOB B OI'-2 m OI'-3 wepe3 3 roma or Hadana 3a00J€BaHUS MOKHO
OOBSICHUTDH OIpEIeTICHHON afanTairell K BOSHUKAIOUINM JI€HEPBAIlMOHHBIM MPOIeCcCcaM,
MEPECTPOUKON M PEKAHAIU3ALMEd CTPYKTYp AaKCOHA MOTOHEMPOHA KAaK OTBETHOWU
peakuMu Ha NPOBOAUMYIO IATOICHETHUYECKYIO TEpaNMio, YTO COIJIacyeTcs ¢
mutepaTypHbiMi AaHHbIMU [197, 202, 500]. Canxenne uateHcuBHOCTH [IOB 1 11O B
OI-2 u OI'-3 cienyer paclieHMBaTh KaK MEXaHWU3M CJEPKUBAHUS MHOTEHHOTO U

HEBPOT€HHOI'O MOPAKEHUSI MOCPEACTBOM MPOAKTUBHOW NMEPCOHAIU3UPOBAHHON Tepanuu

[190, 195].

6.3.2 MOHUTOPUHT TMOKa3aTelel CTUMYJISLMOHHOW M  MOBEPXHOCTHOM

ANeKTpOoHEepomMuorpapun

3HAUUTENbHBIII HWHTEpPEC TMPEJCTABISET BbISIBICHHAA JTallHOCTh CHUXEHUSA
aMIUIMTYabl  M-0TBeTa Kak TPOSBICHHE COMYTCTBYIOUIEH  aKCOHONMATUYECKON
HeBponatuu [192, 278]. B Hauvasie uccienoBaHus 3HAYCHUS aMIUIMTYAbl M-OoTBeTa B
rpynne nanueHToB co CMA 3 tuna Oputn B 2,62 pasa BbIllIE€ B CPABHEHUH C TPYIINON CO
CMA 2 tumna (p <0,0001), 9T0 CBUAETEIHCTBYET O CYIIECTBEHHO 00Jie€ BHIPAKCHHBIX
HEBPOreHHbIX HapyuieHusx B rpynne co CMA 2 tuma. Yepe3 1 rog or Haudana
uccnenoBanuss B OI'-2 m OI'-3 nmanHble ammmTynsl M-OTBeTa MNPAKTUYECKH HE
U3MEHWJINCH, B TO BpeMs Kak B ['C-2 magenune ammiutyasl M-otBeTa coctaBuio 36,9 %
(p = 0,0044), B I'C-3 sroT mapamerp cuusmics Ha 55,1 % (p = 0,0002). Yepes 2 rona B
OI'-2 mnameTunach TEHACHLMS K CHWXKEHUIO aMIUTUTyabl M-oTBeTa, KoTOopas
ymenbmmiach Ha 29,47 %, B I'C-2 cHmwkenue cocraswio 29,77 % (p = 0,0039).
MeHnbiasi BBIPaXKEHHOCTh AKCOHANIbHOM jereHepanuu ortmeueHa B OI-3 B Bujue

MOHIDKEHUST aMILTUTYyAsl M-oTBeTa Ha 9,41 %, y aereir B I'C-3 ammutyna M-oTBeta
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cam3mwiace Ha 14,30 % (p=0,0004). 3a mnepuos MNPOBOAMMOIO HCCIEIOBAHUS
HaOJIIOAANIM YCUJICHHE aKCOHOMATUYECKOr0 MOPAXKEHUS Y JIETEH UCCIeNyEMBIX IPYIIIT CO
CMA 2 u 3 tuma. K KoHIly HccienoBaHUS MOHIKEHHWE aMIUTUTYIbl y naereid OI-2
cocraBuiio 66,01 %, B I'C-2 — 88,47 % (p = 0,0008). [TomoOHas cuTyarus oOTMeuaiach u
y aereir co CMA 3 tuna: B OI'-3 yMeHbIIIeHHe 3TOT0 apaMmerpa coctaBuiio 26,01 %, B
I'C-3 3ToT mOKa3aTelb CHHU3WICS CymlecTBeHHO Oonbime — B 3,29 pasza (p < 0,0001)
(Tabmuna 6.7). bonbiiasg coxpanHocTh aMIuTynbl M-otBera B OI'-2 u OI'-3 moxet
ObITh O0YyCJIOBJIEHA MPOBOJAUMON MEPCOHATM3UPOBAHHON Tepanuel, HalpaBIeHHON Ha
naTo(pU3MOJOTUUECKHE 3BEHbS AKCOIUIA3MaTHUECKOIO TPAHCIIOPTA, M COIJIACYeTCs C
JMTEPaTypHBIMHU JaHHBIMU [479, 542, 654].

Hapsiny ¢ BbIABICHHBIMA HEBPOT€HHBIMH HApPYIICHHSMH Yy [AlMEHTOB
UCCIIEyEMbIX TPYMI BEPUPHUIMPOBAHBl MHUOTCHHBIE M3MEHEHMs, KOTOpBIE, COIJIACHO
HKCIIEPUMEHTAJIbHBIM ~ HMCCIIEIOBAaHUSAM, TaKK€ MOTYT OKa3blBaTh ONPENEIECHHOE
BJIMSIHUE HA TeueHue 3a0osieBanus [243, 286]. [logTBepkieHHEM aKTUBHOCTU Pa3BUTHS
MUOTECHHBIX HApPYIICHUI SIBJISIETCS 3HAYUTENbHAs CTENEHb JEBHALMM MaKCHMAJIBHOMN
aMIUTMTYAbl WM CPEIHEW YacTOThl NOTEHUMaNoB mnoBepxHocTHoru OHMI' [81-83]. B
YaCTHOCTH, 3TO HANUIO IOATBEPKICHHWE NPHU HU3YYECHHHM JEBHALMU MAKCHMAJIBHON
aMIUIUTYbl MOTEHLHMAJOB, OTPaKaloLEel MporpeccupoBaHue 3a00JeBaHUS €
MHOTEHHBIM Tpurrepom [82]. B Hayane uccinenoBanus y nauueHToB rpymmsl co CMA 2
THUIIa 3TOT mapameTp ObuT BhIIe B 1,56 paza B cpaBHeHuu ¢ rpynmnoit co CMA 3 tuma
(p <0,0001), yTO CBHAETEIBCTBYET O MEHBIIEH BBIPAKEHHOCTH MHOMATHYECKOTO
noBpexnenus B rpynmne co CMA 3 tuma. Yepes 1 rog B OI'-2 u OI'-3 cremnens
J€BHALIMM  MaKCHUMAaJbHOM aMIUIMTYJbl TMOTEHLHAIOB MOBEpXHOCTHONM OHMI
MPaKTUYECKU HE U3MEHUIIACh, B TO BpeMs Kak y Aeteit 'C-2 3ToT nmokasareisb BBIPOC Ha
11,35% (p=0,0070), y mnamuentoB ['C-3 cremeHp neBHAIMM MaKCUMaJIbHOU
aAMIUTUTYBl TIOTEHIMaIoB BbIpocia Ha 50,16 % (p=0,0212). Tenaenuus K
CYILLIECTBEHHOMY Pa3pbIBY CTENEHU JEBUALMHA MAKCUMAIbHOM aMIUIUTYAbl TOTEHI[MAIOB
COXpaHWJIach Ha MPOTSHKEHUWH BCEro uccienoBaHus: cmyctsa 2 roga B OI'-2 cremenb
JICBUALIMM  MAaKCHUMaJIbHOW aMIUIATYJbl TOTEHIMaaoB Bo3pocia Ha 14,48 % ¢

IBYKpATHBIM TPHUPOCTOM JaHHOTO mapamerpa y naereit B I'C-2 (p=0,0004). 3a
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aHanoruvapli mepuoa B OI'-3 neBuanus MakCHUMaJbHOW aMIUTATYABl TOTEHITMAJIOB
noBepxHoctHo DHMI" yBenuuunace Ha 43,09 %, B TO Bpems y nauuentoB ['C-3 Ha
79,60 % (p<0,0001). K koHIy 5-meTHero HaOJIOJCHUS JCBHAUS MaKCHMaIbHOU
aMIUTATYAbl TOTEHIMAJIOB TOBbIicKMIachk y mamueHTtoB OI-2 Ha 35,14 %, npu
yBenmueHuu B 2,67 paza B I'C-2 (p <0,0001). B MeHbIIIeH CTeNeHH 32 aHAJIOTUIHBIN
nepuoj HaONIoAaNM HapacTaHUE 3HAYCHUHN JEBUALMM MaKCHUMAaJIbHON aMILUTUTYbI
noTeHnuanoB y gerei co CMA 3 tuma: onu yBenuuwiuch B 2,23 paza B ['C-3
(p <0,0001).

[TonTBEpKAEHUEM TEUEHHUS MPOLIECCOB MUONATUYECKOTO MOBPEKIACHHUS SIBISETCA
UCCIIEIOBAaHNUE JIEBUALIMM CPEAHEN YacTOThl MOTEHIMAIOB MoBepxHOcTHOM DOHMI'. B
HayaJse 3a00JeBaHus ITOT Mokazarenb y aereid co CMA 2 tumna B 1,66 pa3a ObUI BbIIIE B
cpaBHeHuu ¢ rpymnmoi co CMA 3 tuna (p < 0,0001), uto yka3biBaeT Ha Oojee MITKUN
xapakTep TeueHus 3aboneBaHus y nereid co CMA 3 tuna [278, 279]. Uepes rog ot
Hayajga MCCJIEAOBaHUSA OTMETWIM YCUJICHUE MPU3HAKOB JEBHAIIMU CPEAHEH YacTOThI
MOTEHUHUAJIOB B uccieayembix rpynmax co CMA 2 u 3 Tuna. 3Ha4€HUS 3TOTO
napametpa B OI'-2 mogusmuce Ha 4,01 %, B 'C-2 — na 15,68 % (p =0,0113). B OI'-3
3TOT ToKaszatenb Bbipoc Ha 12,38 %, B I'C-3 Ha 58,23 % (p = 0,0372). [IpoBeneHHas
CIYCTSl JIBa TOJla OLIEHKA JI€BUALIUM CPEIHEH YacTOThl MOTEHIMAJIOB MOBEPXHOCTHOM
OHMI' cBuzeTeNnbCTBYET O HEYKIOHHOM pPa3BUTHM MHONATHYECKOro Ipouecca [85,
236]. ¥V nereit OI'-2 stot nokazarens yBenunuwics Ha 18,21 %, B I'C-2 uccnenyemsiii
napameTtp nosbicuiics B 3,3 paza (p = 0,0070). YV nanuento OI'-3 neBuaniusi cpeaHei
YacTOThI MOTEHIHAIOB BhIpocia Ha 25,34 %, B I'C-3 »TOT moka3areilb MOBBICHJICS Ha
16,89 % (p = 0,0279). 3a naTh NEeT HMCCICIOBAaHUS MHTCHCUBHOCTH JCBHAIUHA CPEAHCH
4acTOThl MOTEHIUAIOB MOBepXHOCTHOM DHMI' crana cymectBeHHo Bbimie B ['C-2 u
I'C-3: B 2,34 pa3a (p =0,0002) u 2,87 paza (p <0,0001) coorBercrBerHo (Tabmmima
6.7).

BrisiBieHHBIE B MpOIEcCce MCCIEIOBAHUS CTATUCTUYECKU 3HAUYMMBIC pas3linuuvs B
UCCIIEyEMbIX TOKa3aTeIsiX JEBHAIlMM MAaKCUMAJIbHOM aMIUTUTYAbl MOTEHIHUAIOB U
JICBUALIMM CPEAHEN 4acTOThl MOTEHIMAIOB MO pe3yJibTaTaM noBepxHocTHOM DHMI y

neteit OI'-2 — OI'-3 u 'C-2 — I'C-3 ybeautenbHO CBUAETENBCTBYIOT 00 3((hEeKTUBHOCTH
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HepCOHaHHBHpOBaHHOﬁ TCpalim, KOTOpasd OKa3bIBACT CYHMICCTBCHHOC IIO3UTUBHOC

BIIMSIHUE HA T€UCHHUE U MTPOTHO3 3abosieBanus [197, 360].

Tabmuma 6.7 — MOHUTOPUHT MOKa3aTelel MOBEPXHOCTHOM W CTUMYJISIIMOHHOU

SHMT (M + m)
M=S,
I'pynma | Ilokasatens, M =S (%), M =S (%), M =S (%), VposeHb
HNCXOIHBIC
CMA el1. U3M. 1 rox 3 roma 5 mer p
JaHHBIC
Or-2 Jlepuanus | 52,91+1,81 | 53,00+ 1,58 |60,56+1,32 |7150+324 |<0,0001
[C-2 | MAKCHMANBHON oo st 188 (59094172 |68,62+0,99 |102,67+559 |<0,0001
aMHJII/ITYZIBI
or-3 3405+212 |3525+129 |4873+123 |60,79+337 |<0,0001
IIOTCHIIHAJIOB
ICc-3 (%) 3407+212 |51,16+133 |6120+126 |9395+512 |<0,0001
or-2 JleBuanus 50,87+194 |5291+182 |62,17+515 |74,14+5,20 < 0,0001
I'C-2 cpenHei 51,03+145 |5903+148 |7749+394 |10578+9,15 |<0,0001
qaCTOTEI
or-3 3057+188 |3436+132 |4210+477 |5341+583 |<0,0001
IIOTCHIINAJIOB
rc-3 (%) 31,63+188 |5004+167 |5539+543 |9947+787 |<0,0001
or-2 071+013 [0,72+0,11 |049+0,10 |0,24+0,02 <0,0001
Awmrmutyna
rCc-2 068+014 |043+014 |023+0,13 |0,08+0,01 <0,0001
M-oTBeTa
or-3 oB) 1,82+012 |1,73+014 |156+011 |1,35+0,02 <0,0001
M
rc-3 166+012 |074+012 |053+013 |0,24+0,02 <0,0001
6.4 JluHamMuka BBIPOKCHHOCTH HEWPOMBIIIEYHOTO CKOJIMO3a 3a TMEpPHOJ

IMPOBCACHUSA UCCICAOBAHNA

O 3HauuTeNnbHO 00JIE€ BRICOKOM JABUTATEIbHOM MoTeHnuane y aereit OI'-2 u OI'-

3 CBUACTCIILCTBYET JHUHAMHKA CTCIICHHU TAXKCCTH CKOJIMOTUYECKOM I[C(I)OpMaHI/II/I. HpI/I
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oOCJieIOBaHMM TIO3BOHOYHOTO CTOM0A JeTei C pa3iuyHbIMU  (DEHOTUIHYECKUMU
Bapuantamu CMA ycraHOBiI€HO, uTO y mnanueHToB co CMA 2 Tuma BennuuHA
nedopMmarmoHHoro yria no Ko60y cyiiecTBeHHO BBIIIE B CPABHEHUH C TIOKA3aTENAMU Y
6onpHBIX cO0 CMA 3 tuna. Paznuiia B 3Ha4€HUSIX BEIMYUHBI 1e(hOPMAIMOHHOTO yTiia MO
Ko60y wmexny ¢enorunmmueckumu Bapuantamu CMA B Haudajae HCCIEIOBAHUS
cocraBmia 1,92 pasa (p < 0,0001) (Tabmuma 6.8).

[lonmy4yeHHbIe JaHHBIE YKA3bIBAIOT HA PA3IUYHYIO CTENEHb (YHKIIMOHAJIBHBIX
BO3MOKHOCTE MBIIIIEYHO-CKEJIETHOTO anmnapara TyJOBUIIA, KOTOPbIA CYLIECTBEHHO
BhImie y geteit co CMA 3 tuma. Yepes roa oT Havalia UCCIAEAOBAHUS OIICHKA CTEIICHU
CKOJIMOTMYECKON  JgedopMalMyd  CBHUJETEIbCTBOBAJA O  MPOTPECCHPOBAHUU
HEHPOMBIIIIEYHOTO CKOMHMo3a, Oomnee BeipaxkeHHoro B ['C-2 u I'C-3: y nmereit I'C-2
BenuunHa AedopmanronHoro yria rno Ko66y Obuta B 1,79 paza Gosbie, uem B OI'-2
(p =0,0012). [Mogobuast TenaeHuus ormedera u y aereir ['C-3, y KOTOpBIX 3HAYCHUS
BeJIMuuHbI JeopmaniornHoro yria no Koo0y B 2,07 pa3za npeBOCXOIUIN aHAIOTUYHbIC
nokazarenu OI'-3 (p =0,0004) (Tabnuma 6.8). Yepes 2 roma or mnpenbLaymiei
KOHTPOJIbHOM BPEMEHHON OTMETKHU CTENEHb CKOJIMOTUYECKOM AedopManinu Obuta Oosee
BeipaxkeHHONH B ['C-2 m I'C-3: BenmuuuHBl ckoqmoTHyecko nedopmamuu mo KoOGOy
npeBocxoawu B 1,73 paza 3nauenuss B OI'-2 (p=0,0013) u B 1,89 paza B OI'-3
(p =0,0004). TIlocnenyrommue JBa  roja  COMNPOBOXKIAINCH  YTSDKEJICHUEM
CKOJIMOTHYECKON nedopmanu y nered cpaBHuBaeMmbix rpynn co CMA 2 u 3 Tuna,
KoTopas Ob1a 6osiee BoipaxkeHa B 'C-2 u I'C-3. Bennunna neopMaliioHHOTO yTIiia 1Mo
Ko66y B OI'-2 6puta B 1,33 paza Hmxke, yem B I'C-2 (p =0,0054), ananorudHbIi
nokazarenb OI'-3 Obu1 B 2,3 pasza MeHble gaHHoro mapamerpa B 'C-3 (p =0,0122). O
3HAYUTEIHLHO O0Jiee BBICOKOM JBUTATEIbHOM moTeHimane y aered OI'-2 u OI'-3
CBUIETEIBCTBYET JUHAMHKA CTEIEHH TSDKECTH CKOJIMOTHYECKOW aedopmaruu
no3BoHouHuKa: B OI'-2 y 34 (85 %) nmanueHToB ObliIa yCTaHOBJIEHA 2 CTEMEHb TKECTH
ckonmo3a, y 6 (15 %) BblsiBiieHa 3 cTeneHb CKoMmoTHueckoil aedopmannu no Ko60y, B
To Bpems kak B ['C-2 y 14 (100 %) mamueHTOB CKOJIMO3 COOTBETCTBOBAN 3 CTEMEHU

sokectd. B OI'-3 y 23 (92 %) nuarHoctupoBana 1 creneHb ckoimosa, y 2 (8 %) — 2
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(37,5 %) — npu3HaKK CKOJIHO3a 3 CTEIICHH.

Tabnuua 6.8 — MOHUTOPUHT MOKa3aTeNe BEIMYUHBI Je(hOPMAIIMOHHOTO YTIJIa 10

Ko060y
M=S,
[pymma M=S (%), | M+£S(%), | M£S(%), | Yposens
UCXOJHBIE
CMA 1 rox 3 roma 5 et p
JTAHHBIC

or-2 6,38+0,63 | 8,05+1,38 | 1598 +1,46 | 26,60+ 1,69 | <0,0001
Ic-2 6,50+0,65 | 14,43+1,91 | 27,64+ 1,01 | 3550+ 3,52 | <0,0001
or-3 3,32+1,03 | 384+101 | 832+1,44 | 10,72+1,10 | <0,0001
I'C-3 3,62+0,81 | 7,94+0,85 | 1569+1,25 | 24,69+1,74 | <0,0001

Cy11ecTBEHHO MEHEE BBIPA)KEHHBIC TEMIIbI MPOTPECCUPOBAHUS CKOJIUOTUYECKOU
nedopmanmu nmo3Bonounrnka B OI'-2 u OI'-3 cBUIETEIBCTBYIOT O 3aMEIJICHUU TEMIIOB
pa3BUTHS 3a00JIEBAHUSI C COXPAHEHHEM OMPEACIICHHOr0 o0beMa (YHKIIMOHAIBHBIX
JIBUTATEJIbHBIX BO3MOXKHOCTEH Kak pe3ysbTaT 3P(HEKTUBHOCTH METOAOJIOTUH JICUCHHUS.

[IpennoxxeHHass KOHUEMIMS MEPCOHATM3UPOBAHHOTO MOJIX0/Ja K BEJICHHUIO JIETEH
OI'-2 u OI'-3 no3Bonwia 3aMEIUTh TEMIbl MPOTPECCUPOBAHMS 3a00JIEBaHUS U
COXpaHUTh 0oJiee BBICOKHI YypOBEHb JBHUTATEIbHBIX BO3MOXHOCTEH TMAI[MEHTOB.
UccnenoBanne mokaszano, yto y aered co CMA, mpu BeAECHUM JICUCHHUS KOTOPBIX
COXpaHSUICS TPAJIUIIMOHHBIA MOJIX0/ K Kypaluu 3a00JIeBaHUs, OHO IPOTEKaIo B Oojiee
TsDKeso  (opme, ¢ Tpu3HaKamMu OONbIIeH WHTEHCHBHOCTH TIPOIECCOB THOETH

MOTOHeﬁpOHOB CIIMHHOI'0O MO3Tra, paHHUMHU IMOABJICHHUAMH BTOPHYHOI'O MHOI'CHHOIO H

HCBPOI'CHHOT'O IMMPOICCCOB U PA3BUTUCM KOCTHO-MbIIIICYHBIX OCJIOKHEHUIM.
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['NTIABA 7. OPTAHMU3ALIMA MEAMKO-COLUAJIBHOI'O COITPOBOXJIEHU A
N JUCITAHCEPHOI'O HABJIYOJJEHM A bOJIBHBIX
CO CIIMHAJIbBHbIMU MBIIITEYHBIMU ATPODOUAMU

JlucriancepHoe HaOJIOJICHHE MPENICTABISET cOO0M TUHAMHYECKOE HAOI0JIEHUE,
BKJIIOYAsi HEOOXOJMMBIA MAaTTepH OOCIEJOBaHUM, 3a COCTOSHUEM 370POBbS JIHII,
CTpaJaloluX XPOHUYECKUMU 3a00JICBaHUAMH, (DYHKIIMOHATBHBIMA PAaCCTPOMCTBAMU U
MPOYUMHU COCTOSIHUSIMHM, B LEJISIX CBOEBPEMEHHOIO BBISABJICHUSA, MPEIYyIPEKICHUS
OCJIO)KHEHHMM, 00OCTpeHUU 3a00JIeBaHWM, HMHBIX IMaTOJOTMYECKHUX COCTOSHUM, WX
npoUIAKTUKA U OCYIIECTBICHUS MEAUIIMHCKON peabunutanuu [5, 41, 76, 464]. Hns
JUI, HMMEIONUX TOJATBEPKICHHbIE XPOHUYECKHE HEMH(DEKIMOHHbIC 3a00JeBaHus,
OJIHOW U3 OCHOBHBIX 3aJa4 JUCIAHCEPHOrO0 HAOIIOCHUS SBISETCS JOCTHXKEHUE
3aJIaHHBIX 3HAYEHUN napameTpoB (bU3HKaIBHOTO, 71a00paTOPHOTO U
WHCTPYMEHTAJILHOTO  O0CJeOBaHUN, KOTOpOE€ O00ECleurnBaeTcsi C  IOMOIIBIO
MEJIMKAMEHTO3HBIX W HEMEAUKAMEHTO3HBIX MEPOMNPUATUH, a TaKXKe KOPPEKIUU
(bakTOpoB pHUCKAa pPa3BUTHUS JaHHBIX 3a00JIEBaHUM C MEJIBI0 MPEAYNPEKICHUS
MPOTPECCUPOBAHUS TATOJIOTHUYECKUX CHUMIITOMOB M TPOQPUIAKTUPOBAHUS PaA3BUTHUS
000CTpEeHU, CHIYKEHHS YKCJIa TOCTTUTATIU3AIMN U OCII0XKHEHUM, TTOBBIIICHUSI KaueCTBa
Y YBEJIMYECHUS MPOJIOIKUTEIILHOCTH KU3HU [25, 47, 613, 654].

[Tocneqnue gecATWIETHS O3HAMEHOBAJIUCh  CYIIECTBEHHBIM  YIIyUIICHUEM
JTMArHOCTUYECKUX BO3MOXKHOCTEW OJyiaromapsi OpraHW3aluy — CHelUaIu3UpPOBAHHBIX
OTNEJICHUN  (IEeMHEIMHU3UPYIONINX, HACJIEICTBEHHO-/IETCHEPATUBHBIX, Op(HAHHBIX
3a00JieBaHMi),  COBPEMEHHBIX  MeAuKO-reHeThueckux  1eHtpoB ¢ JIHK-
CEKBEHHUPOBAHUEM reHOMa, BHEJIPEHUEM MIPOTOKOJIOB u CTaHJIapTOB
HEUPOIEAUATPUUECKON CIEHUAIM3UPOBAHHON MMOMOIIU. BmecTe ¢ TeM cTpeMUTenbHOe
pa3BUTHE TEHOMOIYJIUPYIOIIEH Tepalnuu W BKIIOUYCHUE €€ B CTaHAapThl JICUCHUS psija
HM3 nukTyer HEOOXOIMMOCTh MepecMOoTpa W MOIU(DHUKAIMK  CYIIECTBYIOIUX
CTAaHJApPTOB OKa3zaHWs nomolnu nanueHtaM co CMA ¢ y4eToM COBPEMEHHBIX aCIIEKTOB

HAy4HBIX JOCTHKEHUU.
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7.1 KNuHUKO-AMarHOCTUYECKUI MATTEPH NMPHU MEPBUYHOM O0paIlieHuu

CMA mnpexacraBisitoT Tspkenyro rpynmy HM3, oTnuuuTenbHBIME CBOMCTBaMU
KOTOPBIX SABJISIIOTCS MPOrpeccCUpylollias HeWpoJereHepaus CTPYKTyp W THUOeb
MOTOHEHPOHOB TMEPEHUX POrOB CIMHHOTO MO3ra C CONYTCTBYIOIIMMH CTOMKHUMHU
TSKEJIBIMU JIBUTATEIIbHBIMU HapyIICHUSIMH, 3HAYUTEIbHBIM CHIKEHHEM
(GyHKIIMOHATBHBIX BO3MO>KHOCTEM, c OTpaHUYCHHEM BO3MOKHOCTEM
CaMOOOCITyKUBaHUs, Pa3BUTHEM TSDKEJIOW MHBanuau3anuu [9, 296, 554]. [loBbliieHHOE
BHUMaHHe K mnpoOiemam CMA o00ycCiOBI€HO HEYKJIOHHBIM YBEJIMYECHUEM YHCIIa
MAIMEHTOB C JIaHHOM MaToJiorue B mocieanue aecartwietusa [53, 316]. M B kauecTBe
npeobsanaonmux (akTopoB O003HAUYEHHOM CHUTYyallud BO MHOTOM TNPUHAJICKUT
MOJIEKYISIPHO-TEHETUYECKUM U TEXHOJIOTMYECKUM BO3MOKHOCTSIM  COBPEMEHHOU
KIMHUYECKOM  MEIUIIMHBI,  CYHIECTBEHHO  WHTEHCU(UIMPOBABIIUM  JIe4EOHO-
JUArHOCTUYECKUI MOTEHIMAl ¢ BO3MOMXHOCTBHIO MOJYJISALIMM F€HETUYECKOTO JIedeKTa,
YIYUYIIEHUS] KIMHUYECKOTO0 T€UEHUsI U KadecTBa >ku3Hu [33, 526, 316]. B Hacrosee
BpeMsl Ha BOOPYKCHUHM Bpaya MEPBUYHOTO YPOBHS JOCTATOYHO IIUPOKUM CHEKTP
JMAarHOCTUYECKOTO MOTeHIana. Bmecte ¢ Tem yactora nedeKkTypbl TakKe OCTaeTCs
JIOCTAaTOYHO BBICOKOW. AKTyaJbHEHIINM aCIEKTOM TOJHUMAEMbIX MPOOJIEM SIBIISIETCS
3a0CTPEHUE BHUMAaHUS HAa POJU CBOECBPEMEHHOW JAMArHOCTUKA M OOpaIaeMOCTH K
npOoQHUIBHBIM CHEIUATUCTaM. 3a4acTyl0 JeTH JIUTEIbHO HAOMIOJAI0TCAd MO MECTY
YKUTEJIbCTBA 10 TTOBOAY MEepUHATAIBHOMN dHIedaionaTur C CUHIPOMOM JBUTATEIbHBIX
HapyIIEHUW WU MBIIICYHON THUNOTOHWHU, JUCIUIA3WU Ta300€PEHHBIX CYCTABOB,
IJIOCKOCTOMNUS WM BainbrycHoW nedopmanuu crom. llomobnas nedexrtypa Ttakxke
OTpEENSIETCS] HEIOCTATOYHON OCBEIOMIIEHHOCTBIO MPAKTUYECKUX Bpauel MEPBUYHOTO
3B€Ha, B CBOIO oOuepelb OOYCJIOBJICHHass W TEM, YTO HET OIpeAeseHHOro
pa3pabOTaHHOIO AIaTUPOBAHHOTO KJIMHUYECKOrO MAaTTEpPHA, MO3BOJISIONIETO BBISIBUThH
pannue nposineHuss CMA u nuddepeHuupoBarh Beayliue CUMOTOMBI. AJIEKBAaTHAS
dbopmynupoBka nauarHoza CMA, cOMIacHO MEXIyHapOIHOW Kiaccuukanuu, Ha
MEPBUYHBIX JTamax BCTPEYAETCS B EAUHUYHBIX Cciaydasx. Hepenko auarHos

OrpaHMYIUBACTCA «CHHAPOMOM JBUIATCIIbHBIX H&pym@HHﬁ)) nim <«MHOIIAaTHYCCKHUM
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CHHIPOMOMY». 3a TMocjienHue JABa jecaTwietus pabotel  Pecmybimkanckoro
KJIIMHAYECKOro 1eHTpa Helpopeabunutanuun ([AHP) yrounenue dopmer CMA
npoucxoamno B 40 % ciaydaeB. B psge KIMHUYECKMX CHUTYyallMii BO3HUKaja
HEOOXOJAMMOCTh KapJIMHAJIBbHO MEHATh AuarHo3 co CMA nHa unyro dopmy HM3,
BKJIFOYAS CTPYKTYPHYIO MHUOIATHIO, MUTOXOHIPUONATHIO, aHOMAJIUIO
CIIMHHOTO / TOJIOBHOTO MO3ra WM HAo0O0pOT. B OCTaNbHBIX Cilydasx MPOUCXOAUIO
yTouHeHue (GOopMbI B MIpesesiax oaHou Ho3osioruu. [1og0o0HbIe OMMOKN B AUArHOCTHUKE,
C OJHOW CTOPOHBI, MOXHO OOBSCHUTH HECBOEBPEMEHHBIM OCMOTPOM, OTCYTCTBHUEM
JUHAMHYECKOro HaOJIOJeHMs, HeBepHOM nuddepeHnmaneil HOpMaIbHOIO U
JI€EBUAHTHOI'O HEBPOJIOTMYECKOIO0 CTAaTyCa, HEIOCTATOYHBIM 3HAaHHWEM HEBPOJIOraMH
MEPBUYHOIO 3BEHA CEMUOTUKM H cuHapomonornn CMA nerckoro Bo3pacrta,
OLIMOOYHOM TPAKTOBKOM JaHHBIX aHamHe3a. C Apyroil CTOPOHbI, OAHOHAIIPABIEHHOCTD
U «TpadapeTHOCTh» NEWCTBHI Bpada TaKKe CONpsDKEHA C OIMOOYHOM TPaKTOBKOM
CEMUOTHUKHU U CUHAPOMOJIOTMH JIBUTAaTEIbHBIX HAPYIIECHUH.

BHumarenpbHas OLEHKA CEMEMHOIO aHAMHE3d, YTOUYHEHUE IPOSBICHHUM, TeMIla
NPOTPECCUPOBAHUS W HMHTEpPIpETalusi JABUTATENIbHBIX PAacCTPOWCTB B  Je0roTe
3a00sieBaHusl SBISIETCS] BEAyIIUM (DAKTOPOM JJisi paHHEH KIMHUYECKOW THUAarHOCTHKHU
CMA. D10 1m03BOJUT NPETyCMOTPETh JAIbHENIEE PAa3BUTHE MOTOPHBIX CUMITOMOB U
OCJIOKHEHUM, KOTOpBIE YTSHKENSIOT COCTOSHHE OOJBHOrO pedeHKa W BIUSIOT Ha
BUTAJIbHBIA IIPOTHO3.

AHanu3upys CIOXUBIIYIOCS CUTYAaIUIO, CEroJHs HEOOXOAMMO aKIEHTHUPOBATH
BHUMAHHWE HA YHUKAJIbHBIX KIMHUYECKHX MPHU3HAKAX U CEMHOTHKE JIBUTATEIbHBIX
HapyIIeHUH pasnmuyHbIX QeHoTunuuecknx BapuantoB CMA, pa3paboTath U BHEIPUTH
naTTepHsl paHHed nuarHoctuku CMA Ha nepuon oOpaiieHus peOeHKa U MPUHATh UX
Ha BOOPYKEHHE BpayaMy [IEPBUYHOrO 3BEHA.

bazuchHele kputepun dpenotTunuueckux BapuantoB CMA nerckoro Bo3pacta [27,
90, 119, 157, 383, 447, 602]:

1) CMA 1 tuma (Gone3ns Bepmuura-I'ohdmana). JleGror — 0-6 wmecsues.
OcnabneHHbI KOHTPOJIb TOJIOBBI, CA0BINA IJ1a4, CHUXKEHbI KallIeBOW, TJIOTATEIbHbBIN

peduiekc, MpUeM MUIMM U CIIOHOOTAENIeHHWE HapymamTces 1o 1 roma, atpodus u
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(bacuuKyISINUA SI3bIKA, BRIPAKEHHAS CJIA00CTh M TUTIOTOHUS KOHEYHOCTEH M TYJIOBHIIIA,
MOBEPXHOCTHOE (IuadparMalibHOE) AbIXaHUE, 1epopManus rpyJHOM KIETKH.

2) CMA 2 tuna (mpomexyrtouHasi (opma). [ebror — 6-18 mecsueB. Perpecc
JIBUTATEIbHBIX HAaBBIKOB, MPEAIISCTBYIOIUNA HOPMAJIbHOMY MOTOPHOMY Pa3BUTHIO.
KoruutuBHble HapyiieHUs: He XapakTepHbl. Henocrarounas npubaBka Beca, ci1aboCTh U
rUNOTPOUs MBI TJICYEBOTO TMOsICa M BEPXHEH YacTH TYJOBHUINA, WHTCHITMOHHBIN
TpEMOp, MPOTrpeccUupyroliee pa3BUTHE KU(POCKOIMO3a U KOHTPAKTYp KPYMHBIX
CYCTaBOB, B ITOJIO’KEHUU CUJS IPEICTABIIEH KU(PO3.

3) CMA 3 tuna (6one3np Kyrenn6epra-Benannepa). Jlebrot — nocne 18 mecsies.
CoxpaHHasi CHOCOOHOCTh K CaMOCTOATEIbHOMY MepelBIKeHut0. [umnorpodus u
c1a00CTh MBIIII TA30BOr0 Mosica, Oeiep U MIEUYEeBOro mnosica, 00U B MBIIILAX MO TUIY
«kpamnmy. o 30 % ciyyaeB, KOrja HEKOTOPBIE MAIMEHTHI TEPSIIOT CIHOCOOHOCTh
xoauTh B getctBe. B 80 % — ckomo3. XapakTepHbl 00JM B MBIIIIIAX.

4) CMA 4 tuna (no3gusis ¢opma). Jledror — ot 10 mo 30 ner. Knunuueckas
CUMIITOMATHKa TPEJCTaBICHA B BHUJE HE3HAUUTEIHLHOTO OTpPaHUYEHUS (PYHKIIUU
MEePE/IBIDKCHUS, 3aTpyJHEHUM Tmpu Oere, MNpuUCEAaHUAX, NPBDKKAX, YMEPEHHOU
rUNOTPOUHU MBIIII Oeiep U Ta30BOTo nosica. TeueHue 3a001eBaHUs MATKOE.

Hanvuune u couetanne KIMHUYECKUX CUMITOMOB MTO3BOJIAET 3aMI0J03PUTh PAHHUE
nposiBieHrst CMA 1pu NepBUYHOM OOpAalIEHUHU K CHEHAINCTaM Pa3IMYHOTO YPOBHSI.
JIaHHBI CUMIITOMOKOMILJICKC BKJIIOYAET:

1) ®usukanpHOE 00CIEAOBAHKE: 3aJIEPKKA CTATO-MOTOPHOTO Pa3BUTHS, CUHIPOM
JIBUTATEJIbHBIX HAPYIICHUH, CHHIPOM MblllieuHOM runotonud [9, 17, 132, 607].

2) JleBuanusi KJIMHUKO-HEBPOJOTHYECKOTO cTaryca: (aCIUKYJISAIUK  SA3bIKa,
reHEepaIM30BaHHAs MBIIICUHAS THIOTOHHUS W THIO- / aTpO(UU MBIIII B COYCTAHHH C
bacuuKyIITOpHBIM TpeMopoM, Turo- / apediexcus [189, 437, 554, 590].

3) KoctHo-cycTaBHbIE HapylieHus: qedopmalis rpyAHON KIETKH, TO3BOHOYHOTO
CTOJI0a, HEHPOTE€HHbIE KOHTPAKTYypbl CYCTaBOB, MAaTOJOTMYECKas yYCTAHOBKA CTOI H
kucrei [16, 17,99, 291, 502, 639].

4) Hapyuienue apixaTteiabHOW (PYHKIIMU: MbIlIeYHasi CIa00CTh CIUHBI U TPYAHOU

KJIETKH COTPSDKCHBI ¢ HenopasBuTheM / nedopmanueil TpyaHON KIETKA M cIaboCThio
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JIXaTeNbHBIX MBI U KAaK pe3yJbTaT — HApYyIICHUE OTKAIUIMBAHUS U TJIOTaHWUS,
TUMOBEHTHIISILIMSL BO BPEMsI HOYHOTO CHa, 4acThle MH(pEKIMoHHbIe 3a0oseBanus [100,
211,514,571, 641].

5) AuchyHKuUsS raCTPOMHTECTUHAILHON CUCTEMBI: HapyIICHUsS TJIOTaHUs (B T.U.
n3-3a OyIp0apHOr0 CUHAPOMA), HAPYIIEHUE MOTOPUKH KEIy0UYHO-KUIIIEYHOTO TPAKTa,
KOTOpbIE BKIIIOYAIOT 3aI0Opbl, 3aJ€pPKKy 3BaKyalldd COJIEPKHUMOr0o JKelyaKa |
ractpoa3odaranbHblii pedutoke [10, 233, 457, 498, 639, 643].

6) boneBoil CHHAPOM MOXET pa3BUBAaThCA BCIEACTBUE IPOrpECCHpPYOLIEH
nehopMaIui CyCcTaBoB M 1mo3BoHouHuKa [119, 548, 580, 636].

7) Hapymienue pocta u rumo- / runeprpodus [322, 385, 615].

8) HapyuieHusi 4yBCTBUTENBHOCTHU: HE XapakTepHo [241, 354, 602].

9) HapymieHuss TCHXOPEUEBOT0O W KOTHUTHUBHOTO PAa3BUTHSA: HE SBISIOTCS
cnenuduunsiMu puzHakamu [460, 490, 569, 584].

C mpakTH4ecKol U MPOTHOCTUYECKOMN MO3UIMi HeoOxoauma qudepeHuanus ¢
Y4ETOM (GyHKIIMOHATBLHOTO YPOBHS HapylIeHUs, MOATBEPAKIAEMOTO
BepU(DUIIMPOBAHHBIMU OIICHOYHBIMHE IIKayIaMu [232, 249, 463, 516]:

— JIETH, KOTOpble HE MOTYT CHJIETh 0e€3 MOCTOPOHHEW IMOMOIIM («JIekKadne
MAIMEHTHI» );

— JIeTH, KOTOPbIE MOTYT CaMOCTOSITEIbHO CHJETh, HO HE MOTYT XOJUTh 0e€3
MOCTOPOHHEN MOMOIIHU («CUASTYUE MALUEHTHD»);

— JACTHU, KOTOPLIC MOT'YT CaMOCTOATCIIbHO XOAUTb (((XO,Z[SIIII/IG HaLII/IeHTBI))).

7.2 Heitpoduszuonoruueckue, paIuoOTHUIECKUE U TJa00paTOPHbIE METO/IbI

B mporiecce nposOHTMPOBAHHOTO JUCHAHCEPHOTO HAOIIOJAEHUS 3a MallMeHTAMH
co CMA pekoMeHnyeTcs NPOBEACHUE  CIEAYIOIIMX WHCTPYMEHTAIBHBIX U
1a00paATOPHBIX UCCIIEIOBAHUMN.

1) DnekrpoHeiipoMuorpadus: HEHPOHONATHS — YBEIHUYCHHE JJIHTEIbHOCTH

noteHnuanoB asuratenbHbix enuanil ([IJIE) Gomee 30 %, mpeBbiieHWe cpemHen
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amruiuty el [1J1E Beime 1000 mxB, daciukynsatopuas aktuBHocTh [81, 202]. Hanuuue
OTPUIIATEIIBHON JEBHAIlMM MapaMeTpOB MOTEHUMAIOB MoBepxHocTHOM DHMI' mocne
BBITIOJTHEHUS HArpy304HOM MpoObl B BUJIE€ CHIKEHHS MaKCHUMAaJIbHOW aMIUIUTYIbI
(«/leBuanuss MakCUMaldbHOM aMILUTUTYIbI») U MOKa3aTejaell MHTEeHCU(PUKALUUA CPEeIHEH
gacTtoThl («/leBuanus cpenneit yactotel») Ha 30 % u Oonee, ¢pukcupoanue [ID mo
naHHeIM  uroipdyarod OHMIT TpakTyeTcs Kak CONYTCTBYIOIIMHA ITaTOJIOTUYECKUN
MHOMNATUYECKUM KOMIIOHEHT. MI3MeHeHune 3HadueHui ctumyssinnoHHoin DHMI B Buje
CHIKEHUs aMIUIUTy ikl M-otBeTa Ha 70 % u 6osee, uaentudukanus [10OB no qanHbIM
urosnbuyaroi DHMI' cBUAETENBCTBYET O BTOPUYHOM aKCOHAJIbHOM HeBpomaTuu [352,
500].

2) VYabTpa3ByKOBOE HCCIEJOBAHUE M MAarHUTHO-PE30HAHCHAs ToMorpadus
MBI HeCTIEIM(pUIECKHE TPU3HAKH KUPOBOTO MIEPEPOKICHUS MbITIIeuHON TKanu [101,
661].

3) OO aHaM3 KPOBH U MOYHU: CHEU(PUUECKUX U3MEHEHUM HeT [592].

4) BUOXUMHYECKUN aHajiW3 KpPOBH: YPOBEHb KPEATHUHKUHA3BI MOXKET OBITh

HOPMAJIBHBIM WJIW CJIETKA MOBBILICHHBIM [565, 636].

7.3 MonekynsipHO-TeHETUYECKUE METOIbI

MonekyaspHO-TCHETUYECKUE  HCCIEIOBaHMS  —  TpEAHA3HAUYCHbl  JJIS
Bepudukanun CMA, mnporHo3upoBaHusi W BbIOOpa Tepanuu [2—4, 610, 655].
OtcytctBue mosHbIX kKomuid SMNI1 moxarBepaaeT AuarHo3, WHGOPMAIHS O KOMHUIX
SMN2 siBnsieTcs JOCTATOYHO BaKHOM J1J1st TporHo3a u quddepenunannu geyeHus [582,
643, 645]. Tect Ha (MyTtanuio) neneuuto rena SMN, npoBeaeHHbI MmeTonom MLPA
(multiplex dependent probe amplification), xoTopslii onpezenser uucio kornuii SMN1 u
SMN2 — sBusercs «30JIOTBIM CTaHaapToM auarHoctukw» [310, 444, 581].
KonudecTBeHHass monvMMepasHas IemHas pPeakius HACHTUPUIIUPYET TOMO3UTOTHYIO
neaerio SMNI1, HO HEe MO3BOIAET IMOACUMTATh KoJumuecTBO kormuid SMNI m SMN2

[499, 508]. Tl'omo3uroTHas neneuust 7 sk30Ha reHa SMNI1 (mpu HaMUuuKM WIH



188

OTCYTCTBUU MYTAIMU 3K30Ha §) moATBepxkaaeT nuarno3 SMN-accomuupoBannoii CMA
(59-CMA) [93, 108, 581]. HMuble AuarHoCTHYECKHUE TECThl HA3HAYAIOTCS TEHETUKOM IIPH

oTpuuaTeiabHoM pesyibrate reHa SMN [11, 26, 61, 663].

7.4 1lokazaHus 17151 KOHCYJIBTALMK MPOQUIBHBIX CIIEHNUATUCTOB

JluHamudeckoe JucraHcepHoe HaOmtojeHue 3a OodbHbIMU CMA  IHUKTyeT
HEOOXOJMMOCTb PETYJIIPHOTO OCMOTpA CIIELUATUCTAMU PA3IMYHOTO MPOQUIIS.

1) Jlerckuii HEBPOJIOT: LE€Jdb — pAHHEE BBISBICHHE KIMHUYECKUX MPOSBICHUN
3a00JieBaHuUs, HAPABJICHHE HA F€HETUYECKYIO, HMHCTPYMEHTAJIbHYIO U JIA0OPATOPHYIO
IUarHocTUKy. Pa3pa®oTka NepCOHAaTU3UPOBAHHON TEpanmud U JIOHTUTYIUHAIBHOM
Kypaiuu.  MeXAUCHUIUIMHADHOE  KOOPJIWHHUPOBAaHUE  TPYIIBI  CIELUAJIUCTOB,
MOHUTOPUPOBaHUE M OlleHHBaHUE >((EeKTUBHOCTU Tepanuu. [IpuHsATHE pelieHus o
HE0OXOMMOCTH ATHOTPOITHOM MaToreHeThnueckoi tepanuu [128, 202, 244].

2) T'eHeruk: uUenbp — TeHETHYecKas BepupUKaLMs AuartHoza. Meauko-
TE€HETUYECKOE KOHCYJIbTUPOBAHNUE CEMbHU, UH(POPMHUPOBAHUE O METOJAX MPEHATAIbHOU
U MpeIMMILTaTaHIIMOHHOM nuarnoctuku [2, 11, 135].

3) Ilegmatp: uenp — JOUMArHOCTUKA M KOPPEKLUUsS HApYyLIIEHUW CO CTOPOHBI
BHYTPEHHUX OpraHoB. MOHUTOPUHT (PU3UUECKOTO, COMATUYECKOTO U HYTPUTHUBHOTO
craryca. KoopauuupoBanue npouiibHbIX crienranuctoB [290, 316].

4) [lynbMoHOJIOT: LIeib — pa3paboTKa U peaju3alus MpOorpaMMbl JT0JITOCPOUHOM
Kypaluy B ciy4ae OOHapyKEHUsI IbIXaTelIbHbIX Hapyiienuit [412, 515, 620].

5) AHecTe3u0JIOr-peaHuMaToIor: 1eidb — JMArHOCTUKA HAPYIICHUH JAbIXaTeIbHON
CUCTEMBI MAalWEHTOB, HYXIAIOIIUXCS B MPOBEJCHUM HEUMHBA3UBHOM BEHTWIALIMH
nerkux (HMBJI), koppekuus BOIHO-3JIEKTPOIUTHOIO 0OMEHA U OEJIKOBOro cTaryca Ha
dbone nedurTa Macchl Tea Tsxkeaou crenenu [359, 474, 618].

6) TlacTposHTeposior: ueiab — JAMATHOCTUKA M KOPPEKUUsA HapylLIeHUH

HHIHCBapHTGHBHOfI CHUCTCMBI, pa3pa60TI<a H plalr3anuda IlJIaHa JICUCHHA U
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JOJITOCPOYHON KypallMu B Ciiydae OOHApyKEHHsI TaCTPOMHTECTHHAIBHOTO CHHIpPOMA
[262, 272, 618].

7) Jueronor: uenb — pelieHre BOMPOCOB MOA00pa U peaau3aluu AUEThl [262,
511, 520, 596].

8) Opromen: 1menp — AUATHOCTHKA HAPYIIEHUH KOCTHO-CYCTAaBHOH CHCTEMBI,
KOHCEpBATUBHAsI  KOPPEKIMsI  MAaTOJIOTMM  [MO3BOHOYHMKA,  CYCTaBOB,  CTOII,
Xupyprudeckas Koppekius. Ilogdop opTe30B/ TyTOPOB M HMHBIX HEOOXOIUMBIX
WHJMBUAYAJIbHBIX CPEeACTB peadbunutainuu [98, 177, 196, 488].

9) Peabunurosnor (B T. 4. cnenuanuct JIOK): nenp — paspaborka U peanusanus
pOrpamMMbl KOMIUIEKCHOTO JieueHus (B T. 4. pusnueckue MeTo bl Jedenus ). O0ydeHue
NAIMCHTA U WICHOB ero ceMbu [46—48, 217].

10) Ilcuxomor: menb — KBaTU(pUKALMS MCUXOJIOTHYECKUX HapylIeHUuN (Tpu Hux
HaJIM4MK), pa3paboTka M peanu3auus IUiaHa jedeHus. CeMelHOoe ICUXOJOTHYEecKoe
KOHCyJbTUpOoBanue [371, 654].

11) Bpau QyHKIIMOHANIBHON JMArHOCTUKH: 1eb — mnpoBegaeHue OHMI-
WCCIICIOBaHMsI, MICHTU(UKALUA MapKEpOB COIMYTCTBYIONIETO MOPAKEHUS MOTOPHOMU
WHTETPalliM, OIpPECIICHNEe HWHTEHCUBHOCTH M XapakTepa MOPaKEHUS MBIIICYHOM
CUCTEMBI TIO JaHHBIM MOHHUTOPUPOBAHMS; TMPOBEJCHUE CIHUPOMETPUM MJI OIICHKHU

JbIXaTeNbHbIX HapymeHun [203, 278, 279].

7.5 AaropuTM AuCHaHCEpHOro HaOMOMeHUS OOJBHBIX CO CIHHAIBHBIMU

MBIIIEYHBIMU aTpodusmu 2 U 3 Tumna

Ha ocHOBaHMM ©IPOBEIEHHOIO WCCIENOBAHUSA U IIOJYYEHHBIX PE3YJIbTAaTOB
pa3paboTaH aJIrOpUTM JOJITOBPEMEHHOIO MEIMKO-COLMAIBHOIO M JIHCIIAHCEPHOIO
HaOJIOICHUS, KOTOPBIA BKJIIOYAET KOHCYJIbTATUBHBIE OCMOTPBI HEBPOJIOra, OPTOIE/A,
neauarpa, nposeneHne DHMI-uccnenoBanus kaxzasie 3 Mecsina, peHTreHorpaduu
€XKETOHO, YTO B COBOKYITHOCTH OIPEIEIAET TAKTUKY IIEPCOHAIN3NPOBAHHOW TEpaIuy,

BKJIIOYasl KOPPEKLMIO TEPANEBTUYECKUX MEPOIPUATUH, IPOBEICHHUE JONOJIHUTENBHBIX
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METOJIOB HccienoBaHus (1a00OpaTOPHBIX, PaJAUOJIOIMYECKUX), PEUICHHE BOMpoca O
HEOOXOJAMMOCTH TOCMUTAIN3AlMA B CTAllMOHAPHBIC MEIUATPUUECKUE OTIACICHUS IS
YTOUHEHUSI U JICUCHHS COMATUYECKOW TMATOJOTMM U HAXOXJICHUU B OTIEICHUU

peadbunuranuu (PucyHok 7).

Bepudunuporanssiii reHoheHOTHITHYE CKHH THATHO3
«CMA 2 tanay., «CMA 3 THoa»

Ocmotp Ocmotp OcmoTtp Pentreno-
HEBPOJIOTa opTorena HeanaTpa SHMT rpadusa
I I I I
3 MecHqIIa 6 MecH1eB 9 Mecqales 12 mecsmes [~
I I I |
JOTIOMHHTEIE- T OCTTHTATH AL
HEBEIE METOOBI B CTAIHOHAapHOE
HCCIEN0BaHHA \| — OTHENeHHE
Crparerss KOMIUIEKCHOH
[epcoOHATH3HPOBaHHOH TepaniHi
I I
ConnansHas
HemennkamenTozHBIE Hu¢depenunposannoe peabmIHTaITHS:
METOIEI JICUeHHA ! MEIHEaMEHTO3HOEC ICHXOKOPPERITHA,
JI®OK, maccax, [IATOTCHETHIECKH npodopHeHTAaIHS,
opToNegHYecKas HAIIpABJICHHOC TeXHHYIECKHE
KOppeKIIHg JIEIeHHE aganTHBHEIE alllIapaThl

PucyHok 7 — ANTOpUTM MEIHUKO-COIMAIBHOTO WU JMCIAHCEPHOTO HAOIIOACHUS

0o0ipHBIX cO CMA 2 u 3 tumna

Perynsapuocts npodunakruueckux nocemenuit — 1 pa3 B 3 mecsma [244, 607,
658].

PexomenmyeMble BMeNIaTeNnbcTBA W METOJBI  HCCIEOBaHUS BO  BpeMs
PO(PHITAKTHIECKUX TTOCCICHUH

1) Coop xanob m aHamHe3a, OolleHKa (YYHKIIMOHAIBLHOTO COCTOSIHUS IO IIIKajaM
RHS / MHS, u3smepenue Mplieunoil cuiabsl mo Imkaigam Xammepcmur, L. MCPeak,
aKTUBHBIA ONPOC HA HAJUYME, XapaKTep U BBIPAXKEHHOCTh OOJIEBOTO CHHApPOMA B
cycTaBax, (pU3MKaIbHOE OOCIEAOBAHHWE TPYAHOW KJIETKH, MaHyaJlbHOE TECTUPOBAHUE

oOBpeMa aBrkeHui cyctaBoB [250, 546, 604, 617].
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2) Ilonucomuorpadusi — mpu B3ATUU TMOA AMCIAHCEPHOE HAOIIOACHHE, HO HE
pexe 1 pa3 B roxg [449, 466, 570].

3) IlynbcokcUMETpHS — IPU KaXKJAOM MOCEIICHUH (JIOMYCKAeTCsl IKCIPECC-METO/)
[194, 412, 449].

4) PentreHorpadusi Mo3BOHOYHUKA M KOCTEH KOHEYHOCTEH C LEIBI0 pELICHUs
BOIIPOCA O KOPPEKIMOHHOM BMEIIATEIbCTBE — MPU B3SITUM TOJA JUCIAHCEPHOE
HaOJII0/IeHKE, Jlajiee TI0 TTOKa3aHusIM, HO He pexe 1 pa3a B 2 rona [385, 393, 605, 614].

5) OHMI" — npu B3sTUU MO IUCTIAHCEPHOE HAOIO/ICHHE, Jajiee M0 MOKa3aHUsIM,
HO He pexe 1 paza B 6 mecsiues [243, 286].

6) CrnupomeTrpus — TpH B3ATUM TOJI JUCIIAHCEPHOE HAOIIOJECHUE, Jajnee IIo
ITOKA3aHUsIM, HO He pexe 1 pa3a B 12 mecsues [412, 506, 571].

7) TI'moko3a mia3mbl KpOBM HaTOLIaK HE pexe 1 pasa B roxa (Iomyckaercs
skcrpecc-meton) [316, 613].

8) buoxuMuueckoe HCCIEIOBAaHME KPOBU HATOIIAK — OOIIMI aHaIN3 KPOBHU,
allaHMHaMUHOTpaHc(depaza,  acmapraTamMuHoTpaHc(epaza,  oOmmii  OUmUpyOuH,
kpeatnH(dochokrHaza, KpeaTUHWUH CHIBOPOTKH, WOHWU3MPOBAHHBIN KajbIui, 25-
ruipokcuxosiekanbimdepon (25-ruagpokcuBuramud D3) — He pexe 1 pasa B rog [271,
524, 659].

9) Vrounenue (akTa M XapakTepa ImpHeMa ITHOTPOITHOW Tepamuu (CHHHpa3a,
pucauiiam, 3oiarencma) [401, 510, 586, 588, 634].

10) YTounenue ¢akra mnpuéMa MeTa0OJUYECKHMX CPEACTB, BHTAMHHOB,
XOJIMHOMUMETHKOB, CEJICKTUBHBIX AaroHUCTOB [32-aJpEeHOPENENTOPOB MPU HAIWYWU
nokasanuii [149, 311, 450, 480, 550].

11) KoppektupoBka Tepanuu (mpu HEOOXOAUMOCTH) — OOBSICHEHUE POAUTENIAM
narueHTa u / win obOecreueHre MX MaMATKOW MO aJrOpUTMY HEOTJIOKHBIX JCHCTBHIM
IPU  KUZHEYTPOXKAIOIIEM COCTOSIHUHM, JUIS TAIMEHTOB, y KOTOPBIX BEPOATHOCTH
pa3BUTHSI TAKUX COCTOSTHUN HanboJsiee Bhicokas [25, 41, 181, 282].

12) duera: oborameHHass OeakaMd M BUTaMUHAMU, PErYJISIPHBIN MPHUEM MHUIIH,
UCIIOJIb30BAaHUE OMOJIOTMYECKH aKTHBHBIX J00aBOK K nwuine. Mcnosib3oBaHue

MOJIyTBEPAOW MUK U T'YCTBIX xuakocren [290, 332, 380, 627].
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13) Pexxum: coOmioieHre ONTUMANIbHOM BIaXXHOCTH U TEMIIEPATYPHOTO PEXXHUMa B
MOMEIICHUH; JOCTYI CBEXEro BO3ayXa, MpoduiakThka OaKTepUaIbHBIX U BUPYCHBIX
3a00JIeBaHUH, €KEroHasi BaKIMHAIMS MPOTUB TPUIINA, MTHEBMOKOKKOBOW WH(EKIINH,
OTpaHUYCHHE KOHTaKTa ¢ HHPEKIIMOHHBIMU 00JIbHBIMU [263, 572].

14) Meponpustusi B 3aBUCUMOCTU OT (YHKITMOHAJIBHOTO CTaTyca manueHTa [255,
429, 430, 604, 632]:

«JIexaugue.

[Tonnepkanue ONTUMAIBHOM TO3bI, CTUMYJISIIAS TOBCEIHEBHOW AKTUBHOCTHU
(BKJIIOYAsi NPUMEHEHUE CHEIUAIbHBIX IPUCHOCOOJEHUI); pelleHre Bolpoca O
IMIMHUPOBAHUM [UIsl COXpaHEHUs oO0beMa [BWKEHUH M NPEayNpexIeHUs O00JeBOro
CUHApPOMA; noa0op Kpecia-KaTajKu, o0ecreynBaroIIei MaKCHUMAaJIbHYIO
(YHKIIMOHAJIBHYIO  HE3aBUCHUMOCTh M KOMQOpPT; MpoTe3upoBaHUe  (PyHKUUN
KOHEYHOCTE — MOOWJIbHBIE YCTPOMCTBAa MOAJECPKKH BEPXHUX KOHEUHOCTEW WIIU
AIIACTUYHBIE  MaTepuajbl, yBEJIMYMBAIONIME OOBEM AKTUBHBIX JBWKEHUUA U
(GyHKIIMOHATBHBIE BO3MOKHOCTH; KOHTPOJIb O0JIEBOTO CUHAPOMA.

«Cunguuey.

ObecnieueHre BO3MOXKHOCTH 0O€30MacHO TMEpeMeaThCs € TMOMOIIBI0 Kpecia-
KaTajKy; TMpPUMEHEHHE MOOWJIbHBIX MPUCIOCOOICHUM i TOJAEPKKH BEPXHHUX
KOHEYHOCTEH; pa3BUTHE (PU3NYECKOW CHJIbI U BBIHOCIMBOCTH; MOJAECpKaHUE (PYHKIIUU
«BEPTHKAIM3ALMN» C IOMOIIBIO CENAINIIHBIX M KOJEHHO-UIMKOJIOTOYHO-CTOMHBIX
OpPTOMNEAMYECKUX amnmnaparoB C HAarpy3KOMl Ha HOTY WM OPTONEIUYECKUX YCTPONCTB
HKBUBAJICHTHONW XOJbOBI, KOTOPHIE IMO3BOJISIIOT aJanTUPOBaTh (YHKIUIO CTOSHUS U
XO0Jp0BI IPU APYTUX JIUIAX; IPUMEHEHHE OPTE30B.

«Xoasguue.

Hcnonp3oBaHne Kpeciaa-KaTaJIKU Ui MEpeMelieHUs] Ha OOoJbIINEe pPacCTOSHUS;
KMHE3UOTepanusi 1 akTUBHOE BPEMSIIPENPOBOXKICHHUE NIl COXPAHEHUS BBIHOCIUBOCTHU
U HE3aBUCHMMOCTH W /WM  TpeaynpexacHus / MUHUMU3AIMA  WHBATMIU3AIIH;
XOXKICHHE, TpU  HEOOXOIMMOCTHM €  HUCIHOJIb30BAaHHMEM  BCIOMOTaTEIbHBIX
NPUCHIOCOOJICHUM;  PEKOMEHAYIOTCS  PEryjisipHble  (QU3WYECKHE  YIpaKHEHUs,

HaIpaBJICHHBIC HAa PAa3BUTHC CUJIbI U BBIHOCIMBOCTH, BKJIHOYasA BOJHBIC BUAbI 3aHATUM
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(TutaBaHue, pa3IMYHbIC BUIBI aJalITUBHBIX YIIPAXKHEHUN B BOJIe (THAPOKUHE30TEpaIs),
UIIIOTEPANNI0, a’poOHbIE 3aHATHUS HA TpPEHaXepax C MPUMEHEHUEM MSTKOTO
OpPTE3WPOBAHMUS HA CyCTaBbI / TO3BOHOYHBIN CTOJO.

12) CumnromaTuyeckass M TOJJEpKUBAIONIAs Tepamusi MO OCHOBHOMY U
COMYTCTBYIOLIUM 3a00JICBAHUSIM.

MeaukaMeHTO3HbIE CpEACTBA, HANpaBlICHHbIE HA MEXaHU3Mbl 3aMeJJICHUS
Helponomaruu [66, 102, 116, 300, 347, 512, 517]:

— HayanbHas CTaJus: KOMOWMHHUpPOBAaHHBIC HEHpoMmeTaboIMYecKue Mpenaparsl,
JIEUCTBHUE KOTOPBIX O0YCIIOBICHO CUHEPTHUECKUMU d(PPeKTamMu BXOAAIIUX B UX COCTaB
KOMITOHEHTOB. TMUPHUIOKCUH + THAMUH + IIMaHOKOOalaMuH; sHTapHas KuciaoTta +
WHO3HH + HUKOTHHAMH] + pubodiasun — (1/4 — 1/2 rabnerku 1-2 p/n, kypc 3 mMecsna);

— TPOrpecCUpOBaHME HEWPOHOIATUHU: IMUTUKOJIMH TMepopaibHo 1o 250—
500 mr/cyTkH, Kypc 3 Mecsa.

Tepanus akconanpHOM HEBpomatuu [1, 57, 68, 102, 112, 116, 136, 144]:

— HaYaJIbHbIE TIPOSBIICHUS: TIEPOPAIBHBIN MPUEM UNUAAKPUHA B JO3UPOBKE S5—
20 mr/cyTKH, Kypc 2 Mecs1a,;

— CTajusl BBIPQXKCHHBIX MPOSIBICHUI HEBPOTEHHOTO MOPAXEHUS: MEePOPaTbHBIM
npuem aktoBeruHa 50-200 mMr/CyTkM B COYE€TaHMM C THUOKTOBOM KucioToi (40—
80 Mr/cyTKmM) — 10 2 MECSIIEeB.

Tepamnus muoreHHsIx Hapymenui 8, 12, 28, 55, 60, 70, 369, 593]:

— HaYaJIbHbIE NPOSABIICHUS: YOUXMHOH (2 MI/KI/CYyTKM — 10 3 MecsIeB) C
MOCJICTYIONTUM TIpUEeMOM JieBoKapHUTHHA (50 Mr/kr/cyTku — no 45 mHei), uyepenys C
nuTpyumHa Manatom (0,5—1 mr/cytku — 10 1 mecsa);

— CcTaaus BBIPQXCHHBIX MHOTEHHBIX HApyIICHWH: KpeaThH MoHoruapat (250—
1000 mr/cytkn) mo 1 wMecsdlla B COYETAHWH C MPOJOJDKUTEIHHBIM — TPUEMOM
anbgakaabiuaona (1-3 MKr/cyTku) 10 3 MecCsIIEeB.

13) PeaOunuTaliioHHBIC MEPOIPHATHS B YCIOBHSX JHEBHOTO CTallMOHAapa H

JIOMAIITHUX YCIIOBUSX, BKIIFOUYAIOIIUE CIIeAYyomue aciekTsl [282, 371, 464, 613, 654]:
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MenuuuHCKHMN acIeKT.

JIOK, xuHe3oTepamusi, Maccax - C MOMOUIbIO PEadWIUTONO0ra, MUHCTPYKTOPA
JIOK, cpenHero MEIUIIMHCKOTO MepcoHaia, OOy4eHHBIX YJIECHOB CEMbH.

IIcuxosiornyeckuii acIexT.

Mepomnpusatus ~ (mcuxoTepanusi, TMCUXONPO(HIAKTHKA,  MCUXOKOPPEKIIHS),
HampaBlieHHbIe Ha (OPMHUPOBAaHHE Yy peOEHKA CIOCOOHOCTH aJeKBATHOTO OCO3HAHUS
ce0s1 B yCIOBHUAX 0OJIC3HHU.

[Tenarornueckuii aCIeKT.

Bxotoyaer oOyueHre 1o OCHOBHBIM IpEAMETaM B IIAJSIIEM PEXUME Ha JIOMY,
aJalTUPOBAHHBIM  PEXHUM  aTTECTalldd B  COOTBETCTBUM C  CYLIECTBYIOLIUMH
MOJIOKEHUSIMA U MPOOJIEMHO-IIEJIEBOE OOy4YEHUE JIeTed, POAUTENe, MEIUIIMHCKUX
PabOTHUKOB B «TPOGUIBHBIX METUIIMHCKUX OPTaHU3aIUSIX».

TexXHUYECKHI acCIIeKT.

[IpenycmarpuBaeT obecrnieueHue OOJIBHBIX JE€TeW M AeTeH-WHBAIMIOB MPOTE3HO-
OpPTOTEANYECKUMU U3JICTUIMHU, CPEACTBAMHU IKCIIPECC-TUATHOCTUKH (ITyJIbCOKCUMETPHI,
TJIFOKOMETPBHI), @ TAaKXKE MPOBEJICHUE IPYTUX MEPOIPUATHM, 00JIETUarONIUX alanTaluIo.

TpynoBoO# acIexT.

Mepomnpusatus, obOecnieunBarone MpoQopueHTaIM0 pedeHKa ¢ y4eToM
XPOHUYECKON TMaTOJOTUM WM (DPYHKIMOHAJIBLHOM CIOCOOHOCTH TMAalMeHTa MpuU
WHBAJINIU3ALIHAH.

CormanbHbIN aCIeKT.

Meponpustus, HampaBieHHbIE Ha aaanTtanuio OO0JIpHOTO pedeHka W pedeHKa-
WHBAJIMJIA B COIMMAIIBHOM cepe (TEXHOJIOTHH MEIUKO-COIMaTbHON PeadMINTAIINHN ).

14) HampaBneHue peOEHKa Ha CaHATOPHO-KYpPOPTHOE JICYEHUE C YYETOM
npodrIn3auu 1eTCKUX CAHATOPUEB, PACIIONOKEHHBIX B KYPOPTHBIX 30HAX: KypOPTHI
Amnansl, Coun n ManecTtsl, 03epo ['opbkoe Npyu OTCYTCTBHM y AETEN COMYTCTBYIOIINX
3a00J1eBaHUM, TPOTUBOIIOKA3aHHBIX Il JAHHOTO KypopTa WK caHatopus [5, 25, 46—
48].

15) [Mokazanus ajist mutaHoBou rocnuranuzanuu [40, 107, 113, 191]:
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— TPOBEICHUE TEHETHYECKOW NUArHOCTUKH IJIsl TOATBEPKIEHUS / HCKITIOYCHHUS
CMA;

— peanuzalus d3Tana aKTUBHOM peaOWJINTAllMd C HCIOJIb30BAaHHEM CPE/CTB,
HEJIOCTYITHBIX Ha aMOYJIATOPHOM JTarle;

— xupypruueckas (opromnemuueckas) koppekuus [98, 177, 479, 614, 615, 619,
633]: TeHOTOMHUS — TIPU BBIPAKCHHOW J1ehOpMAIK CTOIBI M TOJICHOCTOITHOTO CYCTaBa,;
CIIOHJIUJIONIE3 — BUJ XUPYPrUUECKOr0 BMENIATENIbCTBA HAa TTO3BOHOYHHUK, HAIIPABIECHHOE
Ha 00€37IBMKMBAHIE CMEKHBIX TIO3BOHKOB 3a CUET MX CPAIUBAHUSI.

[enb: mpenoTBpallleHue JanbHeWell nedopMaluy MO3BOHOYHMKA, YIyUYlICHHE
OanaHca B CHJASIUEM IOJIOKEHUH, YIy4llleHHe (PyHKUIHU JETKHUX, TOBBIIIEHUE KauecTBa
KU3HU TAI[CHTOB.

[Toxazanue:  ckonuoTuyeckas  Jedopmanusi  MO3BOHOUHMKA.  Omnepauus
MPOBOAUTCS y JI€TeH Npu yBenudeHuu kpuBoi yria Ko6ba > 50° (4 creneHb TAKECTH
M0  KJIMHUKO-PEHTreHoJioruyeckon  kinaccupukanmu  KobbGa) u  ckopoctu
nporpeccupoBanus (> 10° B rox).

[IpoTuBOoMOKa3aHUs: JEKOMIEHCHUPOBAaHHAS (DYHKIMSA JETKUX, JIEKapCTBEHHAs
anneprusi, OpOHXHalbHas AacTMa, BbIPAXEHHbIE aTPO(YUUECKUE H3MEHEHUS MBIIII]
CIIMHBI U KOHEYHOCTEH.

Pemenne o XxupypruueckoM BMENIATENbCTBE TPUHUMAET KOHCHUIIMYM C y4acCTHEM
XUpypra-opTomneaa, racTpo3HTeposora, 1eTCKOro HeBpoJjora, MyJbMOHOJIOTa U APYTUX
CICLUAIMCTOB, C MPUBJICUYCHUEM pPOJUTENeH / TOBEPEHHOTO JIMIIA MalnueHTa. Pemenue
NPUHUMAETCS Ha OCHOBAaHUM OILICHKH TEKYIIEro KIMHUYECKOro M (HYHKIHMOHAIBHOTO
cTaryca TMalWeHTa, JaHHbIX CIHUPOMETPUH, pPE3yJbTaTOB MAarHUTHO-PE30HAHCHOM
ToMorpaduu / KOMIIBIOTEPHOH  TOMOTpaduu, PEHTICHOTpapuH,  YIBTPa3BYKOBOTO
UCCJICIOBAHUS U aHAJIM3a COOTHOIICHUS PUCK / MOJTh3a.

16) TlokazaHusiMH ISl SKCTPEHHOW TOCHUTAIM3AINH SBIISIETCS HEBO3MOXKHOCTH
KyIUPOBaHUSI OCTPOTO COCTOSIHHUS (JBIXaTeIbHOW HEIOCTaTOYHOCTH, OO0JEBOTO
CHUHJIpOMa) B aMOynaTopHbIX ycnoBusx [570, 618, 620].

Wuaukatopsl 3¢ dekTuBHOCTH JteueHus [244, 495, 585]:

— INOJOXXHUTCIIbHAA JTMHAMHKA (bYHKI_[I/IOHaJIBHOFO craryca,
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— OTCYTCTBHUE OCJIOKHECHUM;

— OTCYTCTBHUC I‘OCHI/ITaJIHSaHI/Iﬁ B OTACJIICHUC WHTCHCUBHOU TCpaInu.
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3AKJIFOYEHUE

CMA — ayTOoCOMHO-pEIEeCCUBHOE HEHPOMBIIIIEYHOE 3a00JI€BAHUE MOTOHEHPOHOB
CIIMHHOTO MO3Ta, CBS3aHHOE€ C MYyTallMed B JJIMHHOM IUIEYE S5-U XPOMOCOMBI, B
pe3ysibTare KOTOPOro YTPayumBaeTcsl (PYHKIUS T'€HA BBIKMBAEMOCTH MOTOHEHPOHOB
SMNI1 ¢ nedururom 6enka SMN, 9TO MPUBOIUT K MPOTPECCUPYIONTUM HAPYIICHUSIM
(YHKIMOHUPOBAHUS TONEPEYHONOI0CATOM MYCKYJIaTypbl KOHEUYHOCTEH M TYJIOBUIIA
(ITerpyxun A. C. u coasr., 2018; Darras B. T. et al., 2018; I'yces E. U., 2019). Yacrota
3aboneBanust 1:10000 HOBOpoxIeHHBIX. [IposiBisieTCS BBIpaKEHHBIMU  CTaTO-
MOTOPHBIMH HAPYIICHUSIMU, CHUKEHUEM (DYHKIIMOHATBHBIX BO3MOKHOCTEH, pa3BUTHEM
WHBAJIMU3AIMN C JUATIA30HOM TSKECTH COCTOSHUSL OT YMEpEHHBIX nposiBieHuit (CMA
3 tumma, CMA 4 tuma) 1o TeTparieruy ¢ BeIcokoi cMepTHOCTRI0 (CMA 0 tTrma, CMA 1
tuna) (EBrymenko C. K. m coast., 2014; I'y3eBa B. U., 2015; Carré A. et al., 2016;
Hwang H. et al., 2017).

JIOCTHKEHUS B U3YYEHHH MOJEKYISPHO-TEHETHYECKUX OCHOB CMA mo3Bonwin
CYILIECTBEHHO YIYUYIIUTh TEPANEBTUUYECKUN MOTEHIMAT C BO3MOXKHOCTSIMU MOJYJISIIUN
reaernyeckoro aedekra (Dubowitz V. et al., 2019, 2020; Mercuri E. et al., 2018, 2019).

CoBpeMEeHHbIE  BO3MOXKHOCTHM  TI€HOMOJYJMPYIOIIEH  Tepamuu  BKJIIOYAIOT
PEKOMOMHAHTHYIO aJIeHOACCOLIMMPOBAaHHYIO BUPYCHYIO BEKTOPHYIO F'€HHYIO TEparmio,
HaIpaBJICHHYI0 Ha JOCTaBKYy KONWU T€HAa, KOJIUPYIOIIEro OEeJOoK BBIKMBAEMOCTH
MOTOHEMPOHOB. AKTyaJbHa Tepamusi AHTUCMBICIOBBIMUA  OJHUTOHYKJICOTHUIAMU,
MEXaHU3M JIEUCTBHSI KOTOPBIX COMpPsHKEH C (aKTopamu CIUIANMCHHTA, ¢ MX TOMOIIBIO
o0ecrieuynBaeTcs COXpaHHOCTh 7 3k30Ha reHa SMN2, 6maronapsi yeMy CUHTE3UpYeTCs
(GYHKIIMOHATBHO TIOJHOIICHHBIA O€J0K BBDKHMBAEMOCTH MOTOHEHWPOHOB, IO3BOJISS
CTaOMJIM3UPOBATH KJIMHUYECKOE COCTOSIHUE peOeHKa, HO 0e3 perpecca HapylIeHU!, yxe
BbI3BaHHBIX Oosie3Hbro (Castro D., 2014; Arnold W. D., 2015; Dangouloff T., 2019;
Zingariello C. D. et al., 2019; RossL.F., 2019; Riessland M., 2019). Cormacho
muenuio skcreptoB (Lloyd A. J. et al., 2019; Zhao M. et al., 2019; Darba J., 2020;

Michel C. et al.,, 2020), BeaymmM NpPOTHOCTHYECKH OJAronpHATHBIM (HAKTOPOM,


https://www.ncbi.nlm.nih.gov/pubmed/?term=Hwang%20H%5BAuthor%5D&cauthor=true&cauthor_uid=28792153
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onpenenstonuM 3GHEKTUBHOCTD JICUSHUS, SIBISICTCS Ha3HAYEHWE TEPaMK Ha CTaJHH
paHHUX KIMHUYECKUX MposABiIeHUA 3a0oneBaHus. OJHAKO OCTAlOTCA HEAOCTATOYHO
W3YYCHHBIMH  TATO(DHU3NOIOTHYECKUE MEXaHU3MBl COMYTCTBYIOIIETO  MOPaKCHUS
MOTOPHOM WHTErpalyy, BKJIIOYash MHOIEHHOE M HEBPOT€HHOE HAPYIICHHUS U UX
KJIIMHUYEeCKUE TociencTBusA. OTpaHUYeHbl CBEJICHHUS O MOTCHIHAIBHBIX MPEAUKTOPaX
YCKOPEHHOT'O0  MPOTPECCUpPOBAHUS  3a00JICBAHUS, BO3MOXHOCTSIX WX  paHHEH
JMAarHOCTUKHM,  HANpaBJICHUSIX  TEPANEeBTUUECKOrO0  BO3JCHCTBUA M MapKepax
adpexTruBHOCTH JieueHus. @parMeHTapHO MpeacTaBieHa HHGOpMaIUs O JBUTATEIbHON
GYyHKIMM ¥ TONMUKO-ITHOJOTUYECKOM  MAaTTepHE  MHOTEHHOTO  MOPaKCHHUS.
HenmoctaTouHo OTpaxeHbl BOIPOCHl MEPCOHAIW3UPOBAHHOIO MOJAXOJAa K BEIACHUIO
0onpHBIX CMA. PaHHSS KIMHUKO-AJIEKTpOHEHpOMHOrpapuyeckas AHArHOCTUKA U
JTUHAMUYECKasi Bepu(UKalys MaToJOrMYeCKUX CUMITOMOB IMO3BOJISIET CHOPMHUPOBATH
MEPCOHATU3UPOBAHHBIE TMOJXOAbl KOMIUIEKCHOTO MATOTCHETUYECKH HaIpaBJIECHHOIO
JIeYEHUs, TPeAyNnpeauTb (HOPMUPOBAHHUE OCJIOKHEHUHM M MaKCUMAaJIbHO COXPaHUTh
JIBUTATEIbHBIA TOTEHIMAI Ha paHHMX dJTamax 3aboneBanus (VaidyaS. et al., 2018;
Hlaiimyp3un M. P. u coasr., 2019, 2020; Ross L. F. et al., 2019).

HUcxons w©3 akTyalbHOCTH TpoOJeMbl, Obuta  copmylnupoBaHa  IIEib
UCCIIENOBaHUsI —  pa3padoTaTh  MPUHIUINBI  KOMIUIEKCHOM  MAaTOT€HETHYECKU
HAIMpaBJICHHOW TMEPCOHAIM3UPOBAHHONW TEpanmvMM Ha OCHOBE OIICHKU KJIMHUKO-
(GYHKIIMOHATIBHOTO COCTOSIHUSI JIBUTATEbHOM CHUCTEMBI JETeM CO CHUHAJIbHBIMU
MBIIIEYHBIMU ~ aTPOPHUAMH € yY4eTOM MEXaHHW3MOB CaHOTEHE3a W CTpaTeruu
nporHo3upoBaHus 3hHEKTUBHOCTH JICUEOHOTO MpoIiecca.

B uccnenoBanme 6pu10 BKIFOUeHO 95 nereit co CMA 2 u 3 Tuma B Bo3pacte ot 1
roja a0 4 yer. C yueToM JaHHBIX TeHOPEHOTUITUPOBAHUS, U3 HUX 54 peOdeHKa ObUIHA CO
CMA 2 tuna, 41 naruent co CMA 3 tuma. Bece onn Obutn pacrpeiesieHbl Ha 2 TPYIIIbL:
OI' u I'C ¢ o1HOPOAHBIMH KJIMHUYECKUMU CUMIITOMaMHU 3a00JIeBaHUS.

Konmnennus neuenus nanuento OI', Bkirouasment 65 aereit (68,4 %) B Bo3pacte
2,65 + 1,49 rona, pa3pabaTeiBanach Ha MPUHITUIIAX TEPCOHATM3UPOBAHHOTO TMOIX0/A C
NPUMEHEHUEM KOMIUIEKCHOW AuddepeHInpoBaHHON Tepanvuy HAa OCHOBE BBIJEICHUS

BCAYIICTO IIATOJIOrMYCCKOro IarrepHa, OIPCACIIAIOMCTO TAKCCTh ABUTATCIIBHBIX
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HapylmieHUd © YpOBeHb (DYHKIIMOHAIBHBIX BO3MOXXHOCTEW mManueHToB. Jlu3aiiH
WCCIIEIOBAHUS BKJIIOYAJl KOMIUIEKCHOE KIMHUKO-HHCTPYMEHTAIBHOE HCCIIEOBAaHNUE,
OCHOBAaHHOE Ha JIETAIbHOM KIMHUYECKOM OOCJIEIOBAaHUM NE€TEH C HCIOJIb30BAaHUEM
MEXIYHAPOJHBIX KA OLUEHKH MBIIIEYHOW CUIIbI M (YHKIMOHAIBHBIX BO3MOXKHOCTEMH
MAIMEHTOB C TIIYOOKHUM aHAIM30M 3JIEKTPOHEHpoMuoTrpaduuecKknx moKaszareiei, 4ro B
COBOKYITHOCTH OTPEEISIO CTPATETHIO B BBIOOPE IMEPCOHATM3UPOBAHHOW TEparuu.
OO6cneoBanre JeTeld OCYIIECTBIISUIOCh KaKble 3 Mecdlla, U Ha OCHOBE IMOJIYYEHHBIX
JIAHHBIX BHOCUJIACh KOPPEKIIUS B TAKTUKY JIEUEOHBIX MEPOTIPUSITHIA.

Hersm w3 I'C (30 mnamuentoB — 31,6 %), BO3pacT KOTOPBIX COCTaBUII
2,63 +148roma, mNpoBOAWIOCH JICUYCHHWE HA  OCHOBAaHMHM  (enepalbHBIX U
MEXKYHAPOJHBIX  KJIMHUYECKMX  PEKOMEHJAlMi,  BKJIIOYAIONIMX  KYPCOBYIO
CUMIITOMATHYECKYIO0 TEpalvi0 B BO3PACTHBIX JO3UPOBKaX (BUTAaMHUHBI Tpymmbl B,
HEHPONENTH/IBI, COCAUHCHHMSI, COJCpPIKAIINE KAapHUTHH, XOJUHOTPOITHBIC CPEJICTBA),
Maccax, ¢usuorepanuto (Wirth B.,, 2002; Bnomasem JI. B. u coart., 2013;
Arnold W. D. et al., 2015; CokomnoBa M. I'. u coasrt., 2016), HO 0e3 ydeTa JaHHBIX
OHMI'.

KoHTposbHBIE OTMETKM C MENbI0 TMOJYYEHHUS JAaHHBIX ISl CTaTUCTHYECKOIO
aHaM3a MPOBOWIKCH B 1€0I0TE HccleoBanus, uepes 1 rox, 3 roga u 5 jer.

JIs TUarHOCTUKHU YPOBHS M CTETEHU IMOPa)KE€HHUS MOTOPHOW HWHTErpaluu Mpu
CMA mnamuentaM obeux rpynn npooauioch DHMI -uccnenoBanue Ha mporpaMMHO-
anmapatHoM Komiuiekce «Helipo-MBII-mukpo» (Poccus), BKIIOUaromeM METOIUKY
uronpuyaroi OHMI' ¢ aHanu3oM amMImuMTyabl W JUIMTEIBHOCTH IOTEHIIHMAJIA
npuratenbHbiXx eauHull (I1JIE), crmoHTaHHOW aKTUBHOCTHU: TMOJIOKHMTEIBHBIX OCTPBIX
BosiH (I1OB), notenimanos pudbpumsiuu (I1dP), norenunanos dacuuxynsuu (I1PLY);
ctuMmyisinuonHo DHMI ¢ uccrienoBaneM MOTOPHOrO OTBeTa Mbiiiibl (M-0TBeTa);
noBepxHoctHoii OHMI' ¢ wHarpy3ounsiMu 1poOaMu  (aKTHBHBIE (DU3UUECKUE
yIopakHEeHUs B TeueHue 1-3 MHUHYT) ¢ M3ydeHHEM AMHAMUKHU TOKa3aTesel JeBUallUU
MaKCUMaJIbHOW aMIuuTyapl noteHnuanoB (JAMAII) u aeBuanuu cpelHel 4acTOTHI
noteHiuanoB (JICUII) mo w mocie Harpy304HbBIX TECTOB. YBEIWMYEHUE CpeaHein

ammumatyabl [TJE Ha 50 % u Oonee w / miam HapacTtaHue CpelHed UIMTEILHOCTH Ha
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50 % u BbIIIe, HAIMYHWE CIOHTAaHHOW aKTUBHOCTH B Bujae IIDI[ omeHmBammch Kak
HelipoHonatus. [Ipu u3menennn 3HaueHnil crumyisinnonHo DHMI' B Buje cHm>KeHuUs
ammuutyiel M-otBeta Ha 70 % wu Oonee, uaentuduxammu I[IOB mo maHHBIM
uronpyatoi DHMI' TpakToBaJIM Kak BTOPUYHYIO aKCOHAJbHYIO HeBpomnaTuio. Ilpu
Hapactanuu uHteHcupukauuu JAMAII u JICUII mocne Harpy304HBIX TECTOB OoJjee
30 %, d¢uxcupoBanun IID omnuceiBaii Kak COMYyTCTBYIOIIMNA MAaTOJIOTHUYECKUN
MHUOTIATUYECKUNA KOMITOHEHT.

[Ipy wu3ydyeHun aHamHe3a OBbUIM TMOJYYEHBI CBEACHHUS O MNPEMOPOUTHBIX
OCOOEHHOCTSIX, TJ€ Ha BEAYIIUX TMO3UIMUAX KOCTHO-CYyCTaBHasi CHUMITOMATHKA:
nucmiasus Tazo0eapeHHoro cycrasa (94,7 %), runepMoOUIBHBIA CYCTaBHOW CUHIPOM
(92,6 %), maTonmoruveckas yctaHoBka ctor (78,9 %).

VYriyOlieHHbIN aHAMU3 MHUIUATBHBIX KIMHUKO-HEBPOJIOTHUYECKUX MPOSBICHUN Y
nanreHToB co CMA 2 Tuna mo3BOJIMII YTOYHUTH BEAYIIWE CHMITOMBI: OTPAaHUYEHUE
o0beMa aKTHBHBIX JBHKCHHIA B KOHEYHOCTSIX - 92,6 % (p = 0,0288), MaHUITYIATHBHAS
aucyHKIUS, ¢1ab0CcTh W TUHOTPOGUs MbII miedeBoro nosca - 90,7 % (p < 0,0001),
(bacuKyJIAINN I3bIKa B COYETAHUH ¢ HHTCHIIMOHHBIM TpemopoM - 88,9 % (p = 0,0001).
Y nereii co CMA 3 Tuma WHHULNMAIBHBIE KIMHUKO-HEBPOJOTHYECKHE CHMIITOMBI
MPEACTAaBICHBl B BHUJAEC HapylleHUW GYHKIUM TEpPEeABMKCHUS, YaCThIX MaJCHUM,
obictpoii yromisiemoctH - 100 % (p = 0,0097), cnaboctu 1 runoTpoUu MBI Oeep U
ta3zoBoro nosca - 82,9 % (p = 0,0007), 3aTpyaHeHust moabema / Crycka 1o JeCTHHUIIS -
78 % (p < 0,0001), GoseBBIX OLIYIICHUH B MBIIIIAX HMKHUX KOHEYHOCTEH MO THITY
«kpammmy» - 65,9 % (p < 0,0001).

B navane wuccienoBaHus BBIMOTHEHO ACTATBHOE KIMHUKO-UHCTPYMEHTAJIBHOE
oOcrnenoBaHue JIeTed, BKIIOUEHHBIX B padOTy, U MPOBEJICHO CPABHEHUE MOJTYyYEHHBIX
JAHHBIX Mexy marueHtamu co CMA 2 u 3 Tunos.

YcTaHoBJIEHO, YTO OajTbHAs OLEHKA MO HIKaje (YHKIMOHAIBHBIX BOZMOXHOCTEH
y nereit co CMA 3 tuna Obuia B 2,5 pasa Bbiiie, 4eM y marueHToB co CMA 2 tuna
(p <0,0001).

brina oOHapykeHa CylIeCTBEHHAs pa3HMIA MPU U3MEPEHUH MBIIICYHON CHIIBL:

OaJyIbHAs OLIEHKA B MMPOKCUMAJbHBIX Ipynnax BEpXHUX KOHEHYHOcTel y nereid co CMA
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3 Tuna Obuta Beime B 3,52 pasa (p <0,0001), B mpoKCHUMAaIbHBIX OTAENAX HIDKHUX
KoHeuHocTel B 4,28 pasa (p <0,0001). B 1o e Bpems y mamueHToB co CMA 2 u 3
TUIIOB BBISIBIEHA CXOXECTh TOMHUKO-3TUOJIOTMYECKON JETEpPMUHALMM MHUOTE€HHOTO
MOpPaXEHUsI B BHJIE HAWMEHBIIETO BOBJICYEHHS] JUCTAIBHBIX TPYNI MBI, 4YTO
YUYUTBIBAJIOCH IPU KOPPEKIIUU IBUTATEIIHBIX HAPYILICHUH.

Pesyneratet DHMI -uccnenoBanmsi, MPOBEACHHOTO B Je0IOTE WCCIICIOBAHUS,
YKa3bIBaJIM HA HAJIMYUE PAHHUX MPOSBICHUI BTOPUYHOTO MUOTEHHOTO U aKCOHAJIBHOTO
MOpaXeHUsI, BHIPAXKEHHOCTh KOTOPOro OblIa CYIIECTBEHHO BhIlIe y aeteir co CMA 2
Tuna: oOpamaer Ha ce0s BHHUMaHUE OOHAPYKEHHOE CYIIECTBEHHOE YBEIUYEHUE
nokazateneit [1d u I[1OB B rpynmne namuentoB co CMA 2 tuna. Konuuectso [1® 6110
B 1,8 paza Gousbiie B rpymnie co CMA 2 tuna (p = 0,0281), a nokazarens [10B B rpynne
co CMA 2 tumna npeBslllial aHAIOTUYHBIN napametp y aereid co CMA 3 tuna B 4,7 pa3za
(p <0,0001). 3naunTenbHOe moBbIIIEHUE ToOKazareneld [P yka3plBaio Ha pa3BUTHE
muonaruueckoro npouecca (Farrar M. A. et al., 2013). Boisisinenue [10OB TpakTroBanoch
KaK TposBieHHe HeBporeHHoro mopaxeHus (Straver D.C. et al., 2011; [zsx JI. A.,
2012; Coxonora M. I'., 2014).

B Hauasne uccnenoBanus y naiueHToB co CMA 3 Tumna 3Ha4eHue aMIUIUTY bl M-
oTBeTa ObLTO B 2,62 pa3a Bblllie B cpaBHeHUH ¢ rpynmoii co CMA 2 tuna (p < 0,0001),
YTO  CBUJETENBCTBYET O CYIIECTBEHHO 0o0Jie€  BBIPAKEHHBIX  AKCOHAJIBHBIX
HEBpOMaTHYECKUX HapyimeHusix y aereir co CMA 2 tuma (Singh R. N et al., 2018;
Shorrock H. K. et al., 2019).

[TonTBepKaeHUEM aKTUBHOCTH Pa3BUTUS MHOTCHHBIX HApYIICHUHN SIBISIETCS U
3HaunTenbHass crenedb JIMAII (Hukomaes C.T'., 2010). B nauvane uccienoBanusi y
nanueHToB rpynnel co CMA 2 Ttuma »stor mapamerp Obul Bbilie B 1,56 pasza B
cpaBHeHuu ¢ rpymnmoit co CMA 3 tuma (p < 0,0001), 9To CBUAETENBLCTBYET O OOJBIIEH
BBIPAKEHHOCTU MHUOIIATHYECKOTO MOBPEXKAEHU y manueHToB co CMA 2 tuna.

[Ipr3Haku MHOTEHHOTO MaTTepHa MoiaydeHsl U npu ucciuenopanuu JCYIL: sTtoT
nokasarteinb y aeteit co CMA 2 tuma 06t B 1,66 pa3a BbIle B CpaBHEHUH C TPYIIIION CO

CMA 3 Tuma (p<0,0001), d9ro yKa3piBa€T HAa MEHBIIYID BBIPAKEHHOCTH
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COITYTCTBYIOLEIO MHUOT€HHOI'O MOBPEXIEHUS HEMPOMOTOPHOM MHTErpallyd B TpyIIe
co CMA 3 tuna (Kacarkuna JI. @. u coasrt., 2010).

[Ipn w3yyeHuu creneHu aepopManud MO3BOHOYHOro croida mo KobOOy ee
BhIpaKEHHOCTh Obl1a B 1,92 pasa Oosbiie y mamueHToB co CMA 2 tuna (p < 0,0001),
YTO XapaKTepU3YeT PA3NIUYHYIO TSDKECTh JedopMaldy MO3BOHOYHOTO CTOJN0a, Oosee
BBIpKEHHYIO y ereil co CMA 2 tuna.

[Tony4yeHHsie gaHHbIE 00 OCOOEHHOCTSIX pPAHHUX KIMHUYECKUX MPOSBICHUN
3a00J1eBaHUsl TO3BOJIMIM 00Jiee YETKO CHpPOrHO3MPOBATH JaJIbHEWIEE pPa3BUTHE
MOTOPHBIX CUMITOMOB, OKa3bIBaIOIIMX HEraTUBHOE BIMSHUE HA TEUEHUE 3a00JICBaHUS.
Ha ocHOBe mMOMy4YeHHBIX pPE3yJIbTATOB KIMHUKO-3JIEKTPOHEUPOMHUOIpahUIECKOro
UCCJIENOBAHMS ObUIM ONpPENENEHbl CYIIECTBEHHBIE pa3IMyusl KIMHUYECKOrO TEUYEHUS
3abosieBaHusi y nauumeHToB co CMA 2 u 3 Tuma, 4ro Y4YMTHIBAJIOCh B pa3paboTKe
TEpaNEeBTUYECKON CTPATETUU.

[IpoBeeHHBI KOPPENSALMOHHBIA aHAIU3 TO3BOJWI YCTAHOBUTH TECHBIC
KOPPEJSILIMOHHBIE B3aUMOCBS3M MEXKJy 3HAUYCHHSIMH aMIUITYyAbl M-oTBeTa Kak
Mapkepa AaKCOHAJIbHOIO TMOPAKEHHUS W CWIOM B MBIIILIAX JUCTaJIbHBIX OTIEIOB
KoHeyHocTe. B rpynmne mnamuentoB co CMA 2 Tuma BbISIBJIGHAa TECHas mpsMas
KOPpEJSILIMOHHAS  CBSI3b  MEXKAY 3HAYCHUSIMU aMIuMTyasl M-oTBera (Mapkepa
aKCOHAJIBHOIO TOBPEXJECHUS) M TIOKA3aTeNIMM MBIIIEYHON CHJIBI B AUCTAJIbHBIX
oTnenax BepxXHHMX KoHeuHocTed (r = 0,58) m HwxHUX KoHewyHocteh (r = 0,68).
AHaJlorn4yHas cuTyaunus otMeudeHa u B rpymme co CMA 3 Tuma, y KOTOPBIX MOJYyYEHbI
TECHBIE MPAMbIE KOPPEJSILUOHHBIE CBSI3M MEXKy 3HAUEHUSIMHU aMIUIUTYyIbl M-0TBeTa U
NoKa3aTesIMU OAJIBHBIX OLIEHOK MBIIIEUYHOW CHIIBI B IUCTAJbHBIX TPYMIAX MBI PYK
(r = 0,64) u vor (r = 0,64). YcTaHOBJIEHO, YTO NPH JIOCTATOYHOM COXPaHHOCTHU
aMIUIMTYapl  M-OoTBeTa  OTMEUYaeTcs MEHbIIAs  BBIPAKEHHOCTh  aKCOHAJIIBHOM
JIereHepallii, 4TO COMPSKEHO ¢ 00Jiee BBICOKMMH IMOKA3aTEIsIMU MBILIEYHOW CUJIbI B
JUCTANbHBIX TPYIINax KOHEYHOcTeH. M3 3Toro cieayer, 4ro OJHUM W3 TPUITEPOB
pa3BUTHUSL CKEJIETHO-MBIIICUYHBIX OCIOKHEHUHN CIY>KUT (POPMUPYIOLIAsICS aKCOHAIbHAs
HEBpOMaTHsi, KOTOpasi COMPOBOXKAAETCS CHUKEHUEM MBIIIEYHON CHIIBI B JUCTATbHBIX

oTAaciaax KOHEUHOCTEM M OKa3bIBACT BJIMSHHE HAa TCUCHUE 336OJ'ICBaHI/I$I, B 4aCTHOCTH,
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criocoOcTByeT (hopmupoBanuio HelporeHHbIX KOHTpakTyp (Fujak A. et al., 2011), uro
HEOOXOJMMO  YYHMTHIBATH  MpPU  [JIAHUPOBAHUU  JIe4eOHO-MPOPUIAKTUUECKUX
MEpONpPUSITANA, a HMEHHO: MpHU BbIABICHUU 10 AaHHbIM ODHMI -uccnegoBanus
MIPU3HAKOB AKCOHAJBbHON HEBPOIATUH B KOMILIEKC JICUCHHS] HEHPOTCHHBIX KOHTPAKTYP
PEKOMEHAYETCSl BKJIKOYATh TEPANMIO, HAIPABJIECHHYI0 HA MOTEHIMPOBAHUE IPOLECCOB
aKCOIUIa3MaTUYECKOr0 TpaHCIOpTa (TUOKTOBAsI KMCJI0TA, aKTOBET'HH ).

B rpynnme mnammentoB co CMA 2 Tuna BbIIBICHAa TECHas Mpsmas
KOppeJsilMOHHAs CcBA3b Mexay 3HadeHusmu JMAIl u JICYIl (mapkepoB
MHUOIMATUYECKOTO TMOBPEKIACHUS) M PEHTTEHOJOTMYECKUMHU MPU3HAKAMU CTEIEHU
TsKecTH ckoano3a no Ko60y: r = 0,74 u r = 0,77 coorBercTBeHHO. [lonobHas cutyanus
ormMeyeHa u B rpynne co CMA 3 Tuma, B KOTOpPOW YCTAaHOBJIEHA TECHas MNpsMas
B3auMocBs3b 3HaueHut JIMAII u JICUII u nmokazareneit neopMamiioOHHOTO yrijia Io
Ko60y: r = 0,8 u r = 0,75 coorBeTcTBeHHO. TakuM 00pa3oM yCTaHOBJIEHO, UTO BBICOKHE
nokazarenu JJMAII n JICUII xapakTepu3yloT akTUBHOCTb Pa3BUTHUSl MHOIIATHYECKOTO
HOBPEXACHUS U CONPSIKEHBI C OOJIBIIEH BBIPAKEHHOCTHIO HEMPOMBIIIIEUHOTO CKOJIMO03a
(baxnanoB A. H. u coasrt., 2011; Allam A. M. et al., 2013; Livingston K. et al., 2015),
YTO Ba)KHO YYUTHIBaTh B MPO(PUIAKTUKE M JEUEHUHU CKojano3a y neredt co CMA, a
UMEHHO: TIpu oOHapykeHuu no nanubiM DHMI -uccnenoBanus mpu3HakoB MUOTEHHOTO
MOPAXKEHUSI PEKOMEHIYETCS BKJIIOYAaTh KypPCOBYKD MEIMKAMEHTO3HYIO TEPANUIO
MeTrabonnyeckoro aeicteus (pochokpeatnnuH, BuTamu D3).

Ha ocHoBe pe3ynbTaToB KIMHUKO-3JEKTPOHEUPOMUOTpadhuueCKUX UCCIEI0BAHUM
y naereit OI' ompenmensnach CTpaTerus MMEPCOHATM3UPOBAHHON KOMOMHHPOBAHHOMN
TEpalny, KOTOpas COJAEpKaja MEIUKAMEHTO3HbIE M HEMEIMKAMEHTO3HBIE METOJIbI
BO3JICMCTBHS, B TOM YHUCJE. JUETOTEpaIlMio, KOTOpas Ha3Hadyalach C YYETOM
BO3HUKAIOIIMX COMYTCTBYIOIIKUX MeTabonnueckux HapymeHud (Mmmapuomkun C. H.,
2012), mpu THIATENbHO COAJTAHCUPOBAHHOM COOTHOIIEHUM HYTPUEHTOB, BKIIIOYAS
MOJIHOLEHHYIO OEJIKOBYIO TUETY C TMOBBIIICHHBIM COJIEPKAHUEM TOJMHEHACHIIICHHBIX
xupHbIx kucioT (Finkel R. et al., 2015, 2017; Mercuri E. et al., 2018; Silva A. L. et al.,
2020), ananTUBHYIO MaHYyaJIbHYIO TEPAIUIO, CIICIHATBHBIA TOUCYHBIH U CErMEHTAPHBIN

MacCCaxx CIIMHBI, TYyJOBHIIa U KOHC‘-IHOCTCfI, KOMIIJICKC yr[pa)KHeHI/II\/'I MCHEC
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MOpaKEHHBIX TPYIIIT MBIIIT ¢ mpuemMamu ctpeiu-rumuactuku (Lewelt A. et al., 2015; de
Visser M. et al., 2017).

MenukaMeHTO3HbIE  TMOAXOJbI  BKIIOYAIM  META0OJIMYECKYI0  TEeparuio:
BO3JICIICTBUE HA pa3IMYHbBIE YPOBHU MBIIIEYHOTO KOMIUIEKCA C MPUMEHEHUEM
MUTPYJUITMHA MaiiaTa, pochokpeaTHHUHA, BUTaMrHa J13, aHTUTUTIOKCAHTOB yOMXWHOHA
u kodu3uMma (bamsikoBa JI. A. m coaBt., 2017; Kamuataos II. P. u coast., 2017,
Ckopoment A. A., 2016, 2019). Ilpoogwin CTUMYJIUPOBAHHE METAOOIUYECKUX
nporieccoB MoToHelpoHoB (Cantd C. et al., 2012; Garcia-Minguillan C. J. et al., 2014) c
UCIIOJIb30BAaHUEM AalleTWIIKAPHUTHHA, IUTO(JIABMHA, MEXaHU3M JEHCTBUS KOTOPOTO
0OYyCJIOBJIEH CUHEPTUYHBIM 3(DPEKTOM BXOISIIMX B €T0 COCTAB KOMIIOHEHTOB (BKJIIOYAs
SHTApHYI0  KHCJIOTY +  HMHO3MH +  HUKOTMHaMug  +  pubodiaBun),
MeMOpaHOCTaOMIN3alUI0 C HA3HAYEHHWEM ILUTHUKOJIMHA KakK JoHaTtopa (ocdoUIuI0B
(KmromaukoB C. A., 2012; Bopo6wseBII. A. u coar., 2013), XOJIUHOTPOIHBIX
coequHeHMH, B yacTHocTH, nimaakpuaa (CtpokoB U. A., 2013; Apaksu I'. H. u coasr.,
2015; KamuarnoB II.P. wu  coaBt.,, 2017), mNOTEHIMpPOBaHHWE  MPOIIECCOB
aKCOIUIa3MaTUYECKOTr0 TPaHCIOpTa, BKJIIOYAash THUOKTOBYIO KHUCIOTY, aKTOBETHH
(Koasmosa E. A. u coasrt., 2017; Ckopomerr A. A., 2019).

Tepamust y gerert I'C, kak oTMedYasloCch BBIIIE, Ha3Ha4yajgachb Ha OCHOBAHUM
denepanbHBIX M MEKIYHApPOIHBIX KiuHuYeckux pekomenmarmii (Wirth B., 2002;
Bmomasert JI. B. u coasr., 2013; Arnold W. D. et al., 2015; Cokomosa M. I". u coaBT.,
2016), B KOTOpBIX MOKa3aHa KypcoBas CUMIITOMAaTHYecKas Tepamnus 0e3 ydera JaHHbIX
OHMTI'.

Anroput™m nuddepeHIMpOBaHHON KOMIUIEKCHON Tepanuu, HampaBlICHHBIH Ha
3aMeJUICHUE TIPOLIECCOB HEHPOHOIATHUYECKOTO TOBPEXKIEHHUS, OCHOBBIBAJICS Ha
pesynbratax uronpuarodn DHMI ¢ ompenenenueM (GaciuKyIsITOPHON aKTHBHOCTH M
aHanu3oMm anurenbHoct U ammudtyasl [IJIE. Ilpu unrencuBnoctu IIDI] 1-2vy. e,
yBenuueHun anurtenbHoctu [IJIE He Gonee 75 % w 3Havenusx amrumtyasl [IJJE 1—
2 MB KOHCTaTHpOBaIM HAYaJbHBIC TIPOSBIICHHS HEHPOHOMATUYECKOTO MOBPEKICHUS U

B JieueOHbIE MEPONPUATHUS BKIIOYAIM ME30NYHKTYpY C IIpenapatamu, JIeHCTBUE
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KOTOPBIX HAIPaBJICHO HAa CTUMYJISALMIO META0OJIMYECKHUX IMPOLIECCOB MOTOHEUPOHOB C
MOCJEAYIOIIUM IIEPEXO0IOM HA MIPUEM BHYTPH J0 3 MECAILIEB.

[Ipu pocte umcna [IDI] Gomee 2 y.e. HapactaHue mmuTenbHOocTH Oojee 75 %,
pocT  aMmuTyAbl  Bbiie 2 MB  pacueHuBasiM  Kak  MPOrpecCUpOBaHUE
HEHPOHOIMATUYECKOTO MOBPEXKICHHUS U B KOMIUIEKC JIEUEHHS BKIIOYAIU ME3ONYHKTYPY
B 30Hbl WIEHHOTO W MOSACHUYHOIO YTOJNIIEHHH C COEAUHEHUSMHU-TOHATOpAMU
dbochonunuIoB ¢ JABHEUIIIUM MIEPEX0I0OM Ha PUEM BHYTPb J10 3 MECSIIEB.

[Tpu camxennn ammuntyasl M-otBeta Ha 3570 % u npu nokazaremnsx [10OB ue
Oonee 2 y.e. KOHCTaTUPOBAJIM HayaJIbHbIE MPU3HAKK aKCOHOMATUYECKON HEBPOMATHU C
NOCJIEYIOIIUM IIPOBEICHUEM Kypca ME30Tepanuu ¢ XOJIMHOTPOIHBIMUA COEAUHEHUSAMU
U JAJIBHEUIIINM [EPEX0OM Ha Ta0JETUPOBAHHYIO (POPMY CPOKOM 10 2 MECSIIEB.

[Ipu manenun amrmutyael M-otBeta Gonee, yeM Ha 70 % u Hapactanuu [1OB
CBbIIIE 2 y.e. KOHCTaTUPOBAIM YCUJICHUE AKCOHAJIbHOM HEBPONATUM M Ha3HAYalIH
TEpanuio, HaIMpaBlICHHYI0 Ha MOTEHLIHMPOBAHUE IMPOLECCOB AKCOIUIA3MAaTUYECKOTO
TPaHCIIOPTa NPOJOJIKUTEIBHOCTBIO 10 2 MECSLEB.

[Tpu IMAII u ACYII Ha 30-55 %, nanuuuu enuangnbix 11D (He Gonee 2 y.e.)
COCTOSIHAE XapaKTEpPHU30BaJIM KaK HadajbHbIE IPU3HAKK BTOPHUYHOIO MHOTE€HHOIO
NOpaXeHUsI U PEKOMEHA0BAIM KOMILJIEKC JIEKAPCTBEHHBIX CPEACTB META00JIMUECKOTO U
AHTUOKCUIAHTHOTO IEUCTBUS CPOKOM JI0 3 MECSLIEB.

[Tpu napacranuu JIMAII u JICUIIl 6onee yem Ha 55 % u unrencudukanuu 11D
BbIIIE 2 y.€. IUarHOCTUPOBAIIN YTSHKEJICHHNE MUOTEHHBIX HAPYIICHUN U Ha3HAYaJIu KypC
BHYTPUBEHHOTO BBeJAeHUS (OCPOKpeaTHHHHA C TMOCIEAYIOUUM TMEpEexXoIoM Ha
nepopajgbHyo (opMy KpeaThHa CpPOKOM Ha 1 Mecsll B COYETaHUHM C JJIMTEIbHBIM
Ta0JIeTUPOBAHHBIM IpreMOM BUTamMuHa J[3 10 3 mecsues.

ANTOpUTM  MORTaHOW TEpanmMM  HEHPOMBIIIEYHOI'O  CKOJIMO03da, ITOMHUMO
pesynpraroB  OHMI-uccnenoBanusi,  ompenensici € Yy4€TOM  BEJIMYUHBI
nedopManoHHOro yria 60koBoro oTkiIoHeHus o Ko6oy.

[Ipu Bemmumne yrna KoG6a menee 10°, uTto cooTBercTBOBaiO 1 cremneHu
CKOJIM03a, PEKOMEHJOBAIM JIO03UPOBAHHOE HOIIEHUE MATKOIO KOPCETa, a TaKkKe

cerMeHTapHbIii Maccax. [Ipu HapacTanum yriaa ckoiaumotudeckoit aedopmarmu ot 10°
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10 25°, XxapaKkTepu3yrouiero 2 CTeneHb CKOJIM03a, B JIEYEHHE MOAKII0YAIU MAHYAJIbHYIO
Tepanuio, rnapaBepTeOpaIbHOEe BBEICHHE MHKPOJ03 Heiponentuaos. [lpu 3 crenenu
ckonmosa ¢ yriaom aedopmaruu mo Koo6oy 26°-50° pexkoMeHmoBaIM MCIOJIb30BAHUE
WHIUBUYAIU3UPOBAHHOTO OpTe3a JUIsl CHUHBI, JJIMTEIbHOE HOIICHHE >KECTKOTO
kopceta. COBMECTHO C OpTONENaMU pPacCMaTpPUBAIM BOMPOC O HEOOXOAUMOCTH
OMEpaTHUBHOIO JICYCHHUs MpHU 3HAUeHUsX yriua nedopmanuu Oosiee 50°. BrrsiBienue
BTOPUYHBIX MUOTE€HHBIX HapyleHu nmo gaHHeiM OHMI' gBnsimocks OCHOBaHUEM IS
KypCOBOTO Ha3HAa4eHUs METa0OJMYECKOM Tepanuy, HaNpaBICHHOM Ha pPa3jIMYHbIE
3BEHbSI MBIIIEYHOT'O KOMILJIEKCA.

Ha ocHoBe mokazateneil mikain (yHKIIMOHAIBHBIX BO3MOXKHOCTEH H, MPEXKJe
Bcero, pesynbratoB DHMI' B paznuuHbie niepuoabl Te€UeHHs 3a00JI€BaHUs ONPEaeIIsIn
00BEM MOATAMHOW TEepanuu HEHPOTEeHHBIX KOHTPAKTYp. Pe3ynbTaThl 0anabHON OLIEHKH
B auamna3oHe 15-9 OamnoB mo mxkaine MHS wmim 6omee 16 6amioB mo mkaine RHS B
rpynie co CMA 2 tumna, nokasaTtenu 0ajuIbHOW OIIEHKU B mpezaenax 29—26 6amioB no
mkane MHS wnu Beime 45 GamioB nmo mkaine RHS B rpymme co CMA 3 Tuna
paclieHMBAJIUCh KaK HadalibHas cTafaus (pOpMHUpOBaHMS HEHPOTCHHBIX KOHTpakTyp. B
TOW CUTYyallMd PEKOMEHJOBAIM CYCTAaBHOM W TOYEYHBIM Maccax, MNPOBOJIWIACH
aJlanTUBHAs pa3paboOTKa MOPAKEHHBIX CYCTABOB C MMPUEMAMHU CTPEHY-TUMHACTUKH.

OueHouHble NOKa3zaTenu Hke 9 6amioB no mkane MHS u menee 16 6ainoB no
mkaie RHS y nanmerToB co CMA 2 tuma u Mmenbine 45 6amioB no mkaie RHS y nereit
co CMA 3 Tuna pacueHHMBaJIM KaK CTaJAUI0 (POPMUPOBAHUSI CTOMKUX HEUPOTECHHBIX
KOHTPAKTyp, MPU KOTOPOM JOMOJHHUTEIHHO MPUMEHSUINCh TEXHUYECKHE CPEICTBA
OpTONEINYECKON HanpaBieHHOCTH. I[lpu JauUarHoCTUKE BTOPUYHOIO AKCOHAJIBHOTO
MOBPEXKJCHUS TPOBOJUJICA KypC Tepaluu, HamnpaBiICHHBI Ha TMOTEHIMPOBAHUE
aKCOIUIa3MaTUYECKOro TPaHCIOPTA.

[IpencrasiieHHBIE aNTOPUTMBI NIEPCOHAIUZUPOBAHHOM TEpaluu, OCHOBAHHOM Ha
pe3ynbTaTax —KJIMHUKO-3JIEKTPOHEHPOMUOTpaUUECKUX HCCIEJOBAaHUM, MO3BOIMIIN
CYIIECTBEHHO YJIY4YlllUTh KIWHUYECKOE TeueHHe 3a00JjeBaHMsi y JeTed U B
ONpEJENICHHOW CTENeHW JEeMpecCUpoBaTh HEWpOJereHepaTUBHbIE IPOILIECCHl B

MOTOHEHPOHAX CIIMHHOI'O MO3Ta.
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[Ipu oGcnemoBanmm nBuratenbHbIX Bo3MokHOCTEH B OI' u I'C B paznuunbie
NepuoJibl TeYeHWs 3a0oJieBaHUsI OBLIO YCTAHOBIEHO: uepe3 3 roda OT JebroTa
WCCJICIOBAHMSI TTOKa3aTen (YHKIIMOHATBLHBIX BO3MOKHOCTEH, M3MEPEHHBIC IO ITKAJIe
RHS y mammentoB co CMA 2 u 3 Tuma, ykasplBaJii Ha 0ojiee TKENIoe KIMHUYECKOe
teyenne B I'C-2 u I'C-3: 6amnsHas onenka B OI'-2 6r11a Ha 34,55 % Boimie, yem B I'C-2
(p = 0,0004); 6ammpHas omenka B OI'-3 Ha 19,47 % Boeimie, yem B I'C-3 (p = 0,0015).
UYepes 2 roga ot npeapayiieii KOHTPOIbHOW BpEMEHHOW OTMETKUA CHUXKEHUE 3HAYEHUM
OampHBIX oreHOK 1o mkane RHS mo-mpexxaemy nmpeobnagano B ['C-2 — I'C-3: B 2,09
paza y mammentoB ['C-2 u B 1,41 paza y gereit I'C-3 (p<0,0001 u p<0,0001
COOTBETCTBEHHO). CyIIECTBEHHO MEHEe BbIpaXEHHas OTpUllaTeIbHas JUHAMHUKA
byHKIIMOHATBHBIX BO3MOXHOCTeH B OI'-2 — OI'-3 cBHIETENbCTBYET O MO3UTHBHOM
BIIMSHUU TAKTUKU [EPCOHAIM3UPOBAHHOM TepamnuH, IOCTPOCHHOM C Y4YeTOM
naTo(U3nOIOTUYECKUX MEXaHU3MOB PA3BUTHS U TEUEHUS 3a00JIeBaHUA.

Uepez 3 roma noKasaTenu MBIIIEYHOW CHJIBI B HCCIEAYEMBIX Tpynnax,
U3MEPEHHBIE C YY€TOM BO3pacTHOTrO kpurtepus mo mkaine L. McPeak, yka3piBanu Ha
pa3TUYHBIA yPOBEHb JBHUTATEIBHBIX BO3MOXHOCTeH. Y gerert OI'-3 3HaueHus
MBIIIICYHON CHJIBI B JUCTAJIbHBIX OTJEIaX BepXHUX KoHeuHocTed B 1,31 pasa Obuin
BbIllic aHajorunyHoro mokasatens B ['C-3 (p=0,0349). Mpimeuynas cuia B
IPOKCUMAJLHBIX OTAENIaX BEpXHUX KoHeuHocTel y nereit OI'-3 6pwia B 1,70 pasa Beie,
yem B ['C-3 (p=0,0002). Mpimeynass cuwia B NPOKCUMAIBHBIX OTIEIaX HIKHUX
koHeyHocTe B OI'-3 Obuta Bbiie B 1,25 pa3a, B MPOKCUMAIbHBIX OTHAENAX BEPXHUX
KoHeuHOCTsIX B 1,47 pasza Gonbiie B cpaBHeHuu ¢ nanuentamu u3 'C-3 (p = 0,0323 u
p=0,0178 cooTBEeTCTBEHHO). AHAJOTUYHYIO CUTYalllIO HAOIIOAATU CO 3HAYCHHUSIMHU
MBIIIIEYHON CHJIBI B TPOKCUMAJIBHBIX OTJEIaX BEPXHUX KOHEYHOCTEH y MalMeHTOB CO
CMA 2 tuma, kotopas B 2,04 pa3a okasanach Boime B OI'-2 (p = 0,0102).

Yepe3z nBa roma mocie TMPEAbIAYIIEM KOHTPOJBHOM BpPEMEHHOW OTMETKH
3auKCcUpoBaHa HamOOJiee CYIIECTBEHHAs pa3HUIlA B 3HAYEHUSX MBIIMICUHOW CHIIBI Y
nerei co CMA 2 Ttuma, noiydeHHass B JUCTAIbHBIX M NPOKCHUMAJIbHBIX OTHENAX
BEpXHUX KOHeuHocTel: B OI'-2 3Tot mokazarens B 1,97 paza (p < 0,0001) u 1,83 paza

(p =0,0034) cootBerctBeHHO ObuT BhImIe, 4YeM B ['C-2. TlomoOHas cuTyarus
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HaOmoganace U y gereit co CMA 3 Tuma, y KOTOpPBIX HauOoJiee CyIIECTBEHHBIE
pas3uyusl B MOKA3aTENSIX MBIIICYHONW CUJIbI ObUIM MOJYYEHbl B JAUCTAIBHBIX OTIENaX
BepxHUX KoHeuHOCTeH: B OI'-3 onn Obumm BhIme B 1,51 paza (p = 0,0220). [Tomydennsie
pe3ynbTaThl CBUACTENBCTBYIOT O IO3UTHUBHOM BIUSHUUA NPOBOAUMON Tepamuu Ha
COXpaHEHHUE JIBUTaTENbHBIX BO3MOKHOCTEH y maruentoB OI'-2 u OI'-3.

O 3HaumuTeNnpHO O0Je€e BHICOKOM JABUTaTeIbHOM MoTeHnuane y aereit OI'-2 u OI'-
3 CBUAETENBCTBYIOT PE3yJbTaThl PEHTTEHOJIOTHYECKOTr0 00CIe0BaHMs T0O3BOHOYHHUKA.
Yepes roa OT HayaJla  KMCCIEOOBAaHUS  PEHTICHOJOTMYECKHE  MOKa3aTeiu
CBUJACTEIBCTBOBAIM O MPOTrPECCUPOBAHMUA HEMPOMBIIIEUHOTO CKOJIMO3a, OoJiee
BbIpakeHHoro B ['C-2, rie yron 6okoBoro otrkioHeHus Ko66a Obut B 1,79 pasa Beiie,
gyem B OI'-2 (p =0,0012); y mereit I'C-3 »stor mokazatenp B 2,07 pasza mpeBIIAI
aHanoruunble 3HaueHus B OI'-3 (p =0,0004). Yepes 2 roma OT npenbLaymiei
KOHTPOJIbHOM BPEMEHHON OTMETKH CTENEeHb cKoJmo3a Hanbosee Beipocna B I'C-2 u I'C-
3: B 1,73 paza B rpynme co CMA 2 tuna (p = 0,0013) u B 1,89 paza B rpynmne co CMA 3
tuna (p =0,0004). K koHIy 5-I€THEr0 HCCICAOBAHUS TSKECTh CKOJHOTHYECKOM
neopmanuu Obuta Oonee BelpaxkeHa B I'C-2 u I'C-3: y pereit I'C-2 uzydaemsbiii
npusHak B 1,33 paza Beie, yem B OI'-2 (p = 0,0054), ananoruunsrii nokaszarens B ['C-3
Obi1 B 2,3 pasza Bblllle B cpaBHeHMM ¢ Tmokazatemsimu B OI'-3 (p=0,0122). K
3aBEPIICHUIO S-JIeTHEr0 HaboAeHus pacipenaeiaeHue namueHToB co CMA 2 u 3 tumna
o CTETEeHU TSKECTU CKOJIMOTHYECKOMN nepopmaru MO3BOHOYHHKA
CBUJIETEIBCTBOBAJIO O 0Oo0jiee BBHICOKOM YpOBHE (DYHKIIMOHAJIBHBIX BO3MOXKHOCTEH C
cOoXpaHeHueM OoJblero oobemMa JBUrareabHoro norenuuana y aereit OI'-2 u OI'-3: B
OI'-2 y 34 (85 %) manueHToB OblIa 3aMKCHpPOBaHA 2 CTENEHb TSHKECTH CKOJINO03a, Y 6
(15 %) BBIsIBNICHA 3 CTENeHb TSHKECTH, B TO BpeMs kak B ['C-2 y Bcex mammenToB (14
nereii (100 %)) ckoamo3 cooTBeTcTBOBaN 3 cremeHu Tsokectd; B OI-3 y 23 (92 %)
HAIMCHTOB JMarHOCTUPOBaHa 1 cTeneHb CKoJno3a, y 2 (8 %) — 2 CTeneHb TKECTH, B TO
Bpems kak B ['C-3y 10 (62,5 %) BeIsiBIIeH ckoJK03 2 crenenu, y 6 (37,5 %) — ckonros 3

CTCIICHHM.
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O Oonee OnarompuaATHOM TedeHHH 3a0oneBanusi y aerer OI'-2 m OI'-3
CBUJIETENBCTBYIOT U pe3yibTaThl DOHMI -uccnenoBanuii, mojgyyeHHbIE Ha Pa3IUYHBIX
CTaJUsX Pa3BUTHUS OOJIC3HU.

Uepez 1 roxg or Hawama 3abosieBanus miutensbHocTh IIJIE y nmereir OI'-2
yBenumumwiach Ha 14,83 % (kak mpu3HAK TPOTPECCHPOBAHUS HEHPOHOMATHIECKOTO
NOBpeXeHHs ), B TO Bpemst kak B ['C-2 poct cocraBmin 28,32 % (p <0,0001). Eme
Oonee BecoMas pas3HUIA, JOCTUTIIAS TPEXKPATHBIX 3HAYEHUN, TMOJy4YeHa MpHU
m3Mmepennn jymmtenbHoctd IIJIE y mereit co CMA 3 tuma: B OI'-3 yBenmuueHue
nokazareneit cocraBwio 6,49 %, B I'C-3 — 19,33% (p=0,0312). OrmeueHHas
TEHJICHIIUS YKa3bIBACT HA PA3JIMYHBIE TEMIIbI IPOTPECCUPOBAHUS HEUPOHONATUYECKOTO
JIEr€HepaTUBHOrO  Mpolecca ¢ MOJOXKUTEIbHBIM  3PPeKT OoT MNpOBOAUMOU
MEPCOHAIM3UPOBAHHON TEpamuu, MOCTPOCHHOM C ydyeToM MaTo(U3HUOIOTHYECKUX
MEXaHU3MOB T€UCHHUSI 3a00JICBAHUSI.

CBUIETENLCTBOM ~ AKTMBHOCTH  IIPOILIECCOB  TMOBPEXKJCHHUS  MOTOHEHPOHOB
CIIMHHOTO Mo3ra y aeret co CMA 2 u 3 Tuna sABisSieTCS 3HAYUTEIbHOE YBEIUUYCHHE
gucna [1PL]. 3a rox ux xommuectBo B OI'-2 Beipocio Ha 83,33 %, B TO BpeMs Kak B
['C-2 ormeueno tpoekpatHoe nossimenue [IPI] (p < 0,0001). 3a anamoruyuHbIil IEpUO.T
B OI'-3 takxke ormedeHo yBenuueHue aktuBHoctH I[IDI] mHa 45,28 %, B I'C-3 sTOT
nokasarenb Obul Bbiie B 2,25 paza (p = 0,0004). [Tuk pocrta IIPL] 3adukcupoBan
ciiycts 2 roga y aeret co CMA 2 tuna: B OI'-2 untencuBHocTh [1DI] yBenuuunacer B
2,66 paza, B I'C-2 B 2,11 paza (p = 0,0038). Eme Oosnee CylecTBEHHOE yBEIUYCHUE
[1®I] BeIIBICHO K OKOHYAHHUIO HcciaenoBanus: B OI'-2 3ToT moka3arenab BeIpoc B 4,53
paza (p=0,0013), B I'C-2 B 6,46 paza (p=0,0013). K 3aBepmieHnio S-IeTHEro
HaOmoaeHus: uHTeHCuBHOCTH [IDI] B I'C-2 6puia B 1,64 pa3a Bblllle B CpaBHEHUU C
uccieayembim Gperomerom B OI'-2 (p = 0,0013).

B OI'-3 komuuectBo IIDI] BeIpocio B 1,43 pasza, B I'C-3 — B 3,17 paza
(p=0,0010). B xoHEeUHO# TOYKE MPOBEACHHOTO HCCIICIOBAHMS YacTOTa BBISBICHHUS
dacnukynstopaor aktuBHoctu y aetedt ['C-3 B 1,72 pasa mpeBsimana aHAIOTHYHBIN
nokazarenb B OI'-3 (p = 0,0010), uro siBiseTcss NpuU3HAKOM OOJIbIlIe WHTEHCHBHOCTH

MOBPEXACHUS MOTOHEHPOHOB cmuHHOTO Mo3ra B 'C-2 u I'C-3.
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[IpoBenenHass dyepe3 roJ OT Hadasna ucciaefoBaHus oneHka [ID (Mmapkepa
BTOPUYHOIO MHONATHYECKOTO MOBPEXKJICHUS) CBUJIETEIHCTBOBAJIA O CYIIECTBEHHBIX
pa3NuuusAxX B HMHTEHCUBHOCTH HM3Y4aeMOro IpHU3HaKa B HaOJMIOAaeMbIX Tpynmax: y
nanenToB OI'-2 temnbl npupocta [1® cocraBumu 60 %, B I'C-2 3TO0T mokasaresnb
yBennumwiica B 3,87 pasza (p <0,0001). ¥V nereit OI'-3 poct umcia I[P cocraBui
55,56 %, B I'C-3 — B 12,6 pa3a (p = 0,0481). Uepes 3 roga B rpynmne OI'-2 akTHBHOCTH
[1® yBenuuunace Ha 70 %, B I'C-2 — B 2,13 paza (p <0,0001), B OI'-3 mpupocr
coctraBun 77,77 %, B 'C-3 — yBenmuuenue xonnuectBa [1D Ovimo Gonee yeM B 4 pasa
(p =0,0072). Yepes 5 neT HaOMOACHHUS COXPAHSIICS 0oJiee BBICOKHI POCT KOJUYECTBA
peructpupyemsbix IO B I'C-2 u I'C-3 ¢ paznuiieit B 2,66 paza y aereii co CMA 2 tuna
(p <0,0001) u B 4,74 pa3a y obcienoBanHbIX 00bHBIX co CMA 3 tuma (p < 0,0001),
YTO CBUJIETEIHCTBOBAIO O OOJIbIIIEH CTENEHU BHIPAKEHHOCTH BTOPUYHOTO MHOTEHHOTO
nopaxenust B 'C-2 u 'C-3.

O BBIpAXKEHHOCTH MHMONATHYECKOro noBpexaeHusa cyawm mo [MAIL n JACUII
Ha pa3IUYHBIX dTanax pa3BuTus 3aboneBanus. Yepes 1 rox B OI'-2 u OI'-3 3naueHus
JIMAII cymectBeHHO He u3MeHmnach, B I'C-2 3ToT mokazarenb Bbipoc Ha 11,35 %
(p =0,0070), y manmentoB I'C-3 crenens JIMAII Boipocia Ha 50,16 % (p = 0,0212).
Uepes 3 rona ot nedrora uccieaopanus B OI'-2 3nauenust JIMAII Bo3pocnu Ha 14,48 %
C JBYKpaTHBIM MPUPOCTOM JaHHOro mapamerpa y zaereir ['C-2 (p =0,0004); B OI'-3
JIMAII yeenmunuuinack Ha 43,09 %, B To Bpems B I'C-3 na 79,60 % (p <0,0001). K
3aBEPILEHUIO S-JIETHEr0 HAOMIOAEHUS ATOT MapaMeTp MoBbicwiics y nanueHToB OI'-2 Ha
35,14 %, npu yBenuuenuu B 2,67 paza B 'C-2 (p < 0,0001); pasuumna y nereit co CMA
3 tuma cocrtaBuia 2,23 pasza ¢ HauOombled creneHblo mpupocta y aereir ['C-3
(p<0,0001), uyro yKa3pIBaeT Ha MECHBIIYID CTEINCHb BTOPHYHOTO MHMOTCHHOI'O
nopaxkenus B OI'-2 u OI'-3.

Hapsny ¢ ycunenuem Boeipaxkennoctu JJMAIT quarnoctuposanu npupoct JCUIIT
KaK MoKa3aTemsi akTUBHOCTH ()OPMHUPOBAHUS MUOTEHHOTO MOBpEXkAeHHs. Uepes Toj oT
Hayvaljia UCCIEeNOBAaHUS OTMETHIIM YCUJICHHE IPU3HAKOB M3y4yaemoro napamerpa B OI'-2
Ha 4,01 %, B I'C-2 — na 15,68 % (p=0,0113); B OI'-3 3TOT MoOKazareib BBIPOC Ha
12,38 %, B I'C-3 Ha 58,23 % (p = 0,0372). Uepe3 3 roga oT Havajia MCCICIAOBAHUS Y
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neteit OI'-2 nokazarens JICUII yBenmumics Ha 18,21 %, B I'C-2 moBbicuics B 3,3 pasa
(p =0,0070); B OI'-3 ACUII BeIpocna Ha 25,34 %, B ['C-3 yBenuuuics Ha 16,89 %
(p =0,0279). 3a marp net ucciaenoBanusi nHTeHCUBHOCTH JICUIT Obuta cymiecTBEHHO
Beime B ['C-2 m I'C-3: B 2,34 pasza (p=0,0002) u 2,87 pasza (p<0,0001)
COOTBETCTBEHHO, YTO SBJSIETCS CBUICTEIHCTBOM MEHEE BBIPAKEHHOTO MBIIICYHOTO
MOBPEXKICHUS B OCHOBHBIX T'PYIIIAX.

Pesynbratel  ctumynsiunonHor  OHMI,  XapakTepusyromue  MOHHUKEHHE
aMIUTMTYI5l ~ M-0TBeTa  HAa  pa3IMYHBIX  JTalax  pa3BUTHS  3a0OJIeBaHMS,
CBUJETEIBCTBOBAIM O OoJiee BBICOKMX TeMIax (OPMUPOBAHUS aAKCOHAJIHHOM
HeBponatun y nereit I'C-2 u I'C-3: uepes 1 ron ot Havana uccienoBanus B OI'-2 stor
MOKa3aTellb MPaKTUYECKA HEe U3MEHHIICS, B TO BpeMs kak B ['C-2 majeHne aMIuIiTy a6l
M-otBeta coctaBuiio 36,9 % (p =0,0044), a B I'C-3 monmxkenue coctaBuio 55,1 %
(p = 0,0002). K 3aBepieHnI0 UCCIICOBAHHS CHUKCHHE aMILIUTYABI M-0TBeTa y Jerei
OI'-2 cocraBmiio 66,01 %, B 'C-2 — 88,47 % (p = 0,0008); B OI'-3 yMeHBIIICHHE 3TOTO
napamerpa cocraBuio 26,01 %, B I'C-3 on cumsmics B 3,29 pasa (p <0,0001), uro
CBUJIETEIBCTBOBAJIO O OOJBINCH BBIPAKCHHOCTH aKCOHAIBHOTO TOPAKCHHS Yy
mamuenToB ['C-2 u I'C-3.

Takum 00pazom, mpeasioKeHHass KOHIEMIINS MePCOHATU3UPOBAHHOTO MOAX0Aa K
BeJleHnI0 eteid co CMA no3Boniuiia pauuoHanbHO U Ju(pPepeHInpOBaHHO HATIPABIIAThH
TEepaneBTUYECKUE BO3MOXKHOCTH Ha CACP>KMBAHHE MPOTPECCUPOBAHMS BO3HUKAIOIIMX
BTOPHYHBIX  TATOJIOTMYECKUX  TIpolleccoB.  Bepudukamus  akCOHAIBHOTO U
MHUOTIATUYECKOTO TOBPEXKACHUS C MOHUTOPUPOBAHHEM CTEIICHH BBIPAKCHHOCTH
naTo(pU3NOJIOTUIECKUX  HAPYIICHWH  IO3BOJIMJIA  QJ€KBAaTHO H  MPEIU3HOHHO
OCYIICCTBJIATh BBIOOP JICUYCHUS, YTO B COBOKYITHOCTH CIIOCOOCTBOBAJIO 3aMEIJICHUIO
TEMIIOB TIPOTPECCUpPOBaHUs OOJE3HW W TO3UTUBHO BIMSIO HAa JBUTATCIHHBIC
BO3MOYKHOCTH Y COXPaHEHHE OOJIBIIIETO 00beMa JIBUTATEILHOTO MMOTEHITHAa, TT03BOJISA
YIIYYIIATHh KQ4€CTBO KU3HU MAIICHTOB.

YrinyOnenHoe wu3ydeHue (PAKTOpOB, WHCIUPUPYIOMUX MPOTPECCUPOBAHNE
3a0osieBaHusl, AUHAMUYecKas BepuPUKalus BEAYLIIUX MATOJOTHUYECKUX CHUMIITOMOB Yy

mareaToB co CMA, pomonnenHas gaHHbIMH OHMI, BeImencHHE DOMOIHUTEIBHBIX
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TPUITEPOB, OKA3bIBAIOIINX HETATUBHOE BIUSHUE HA PA3BUTHE OCJIOKHEHUN CO CTOPOHBI
KOCTHO-MBILIEYHOTO alllapara, paclliupuio MPeICTABICHUE O MEXaHMU3MaxX CaHOTEHE3a
CMA Ha pa3IMyHBIX CTaaUsAX TEUCHUS 3a00JEBaHUS, YTO MO3BOJUIO CPOPMUPOBATH
MEPCOHAIU3UPOBAHHBIE TMOJIXOAbl KOMIUIEKCHOTO IATOT€HETHYECKOTO JICYEHUs U
BBIPa0OTaTh KIMHUKO-3JIEKTPOHEHpOMUOTpaduUecKie KPUTEPUU MPOTHOZUPOBAHHUS
3¢ (HEKTUBHOCTH TEPAITHH.

BHuMarenbHOE€ W3ydE€HHE TOIMHUKO-3THOJIOTMYECKOrO IMATTEPHA BTOPUYHOIO
MUOTE€HHOI'0 MOPAXEHUS U CBS3AHHBIX C HUMHM JBUTATENIbHBIX HapyLIEHUIH MO3BOJIUIO
BBITH Ha KOMILUIEKC MIPOAKTUBHBIX PEaOMINTALIMOHHBIX MEPONPUATHI, HAIIPaBIEHHBIX
Ha pa3pabOTKy HaMMEHEee 3aJ€MCTBOBAHHBIX B MATOJIOTMYECKHUM MPOIECC TPYIII MBIIIIL,
YTO MPEACTABISIET CTPATETMYECKH BAKHOE 3HAUEHUE NJIs1 MAlMEHTOB C TOYKHU 3pEHUs
COXpPaHEHUs JBUTAaTEJIbHOIO IOTEHIHANA, MPEAYNPEXKIACHUS W  MHUHUMHU3ALHAA
OCJIOKHEHHUM.

Ucnons3zoBanne DHMI' naeT BO3MOXHOCTH CBOEBPEMEHHO OOHapyXUBaTh U
IPOBOJUTh JMHAMHYECKMII MOHUTOPHUHI Pa3BUTHUS BTOPUYHOIO MHOI€HHOIO U
HEBPOT€HHOI'O MOPaXKEHMSI, OTCIEKUBATh CTENEHb BBIPAKEHHOCTH HEHPOHONATHH, YTO
NO3BOJIIET NPEUU3HUOHHO U JU(P(GEepeHIUPOBAHHO HANPAaBIATh TEpPaNeBTUUYECKUE
BO3MOYKHOCTH Ha CIEpKUBAHUE IPOTPECCUPOBAHMUS 3TUX MPOLECCOB, OLICHUBATh
3¢ ()EKTUBHOCT,  MPOBOAMMBIX  JI€UEOHBIX  MEPONPUATUN, JeJaTh  MPOTHO3bI
JaJbHENIIEro TeYeHUsl 3a001eBaHMs.

Juunamuueckoe HabOmogeHue 3a TeueHueM CMA ¢ ydeToM ocoOeHHOCTen
KJIMHUKO-(QYHKIIMOHAIIBHOTO TMAaTTepHA, aJeKBaTHOW TAKTUKH BEACHMS HA Pa3IUYHBIX
CTaIusAX T€YCHUsI 3a00JIEBAHUS CIIOCOOCTBYET 3aMEUICHUIO TEMIIOB MPOrPECCUPOBAHNUS
OOJIE3HU U Pa3BUTHUSL OCJIOXKHEHUM, YTO MO3UTHUBHO CKA3bIBACTCS HA JBUTATEIbHBIX
BO3MOYKHOCTSIX M KA4eCTBE JKU3HU MALMEHTOB. B 3TOM CBsI3M BaXKHEWIEE 3HAYCHUE
uMeer npobnema panHHed auarHoctuku CMA, 1o3BOJsIONMIE CBOEBPEMEHHO
ONPEIEIUTHCS CO CTpATErreil TepaneBTUYECKUX MEPONPUITHI, BKIIOYas COBPEMEHHbIE
BO3MOYKHOCTH '€HOMOIYJIMPYIOLIETO JIEUECHHS.

Ha ocHOBaHMM NpPOBEIEHHOTO UCCIENIOBAHUS U TMOTYYEHHBIX PE3yJIbTaTOB ObLI

pa3paboTaH aJropuTM JOJITOBPEMEHHOTO MEIMKO-COIUANBHOIO U JIUCHAHCEPHOTO
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HAOJFOICHNS, KOTOPBIA BKJIIOYAET KOHCYJIHTATUBHBIE OCMOTPBI HEBPOJIOTa, OPTOIE/aA,
neauatpa, nposenenne DHMI-uccnenoBanus kaxasie 3 Mecsia, peHTreHorpapuu
€KETOQHO, YTO B COBOKYITHOCTH OIpPEACISICT TAaKTUKY IOJTOCPOYHOW Kypalluw,
BKIIIOYasi  TMEPCOHATM3UPOBAHHYI0  KOMOWHHPOBAHHYIO  TEpamuio, IMPOBEICHHUE
JOTIOTHUTENBHBIX METOJOB HCCIIENOBAaHUS (J1aOOpAaTOPHBIX, WHCTPYMEHTAIBHBIX,
PaIMONIOTUYECKNX ), PEIICHHEe BOIMpoca O HEOOXOAMMOCTH TOCHUTAIN3allud B
CTallMOHAPHBIC TIEIUATPUUSCKUAE OTICICHUS ISl YTOUHEHUS U JICUCHUS] COMATUYECKOM

IIaTOJIOTHH U HAXOXKACHUU B OTACICHUHN p€a6I/IJ'II/ITaI_[I/II/I.
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BbIBO/IbI

B nuccepranronHoil paboTe IpeacTaBiIeHbl TEOPETUYECKOEe 0000IIEHNE U HOBOE
pelIeHHEe aKTyaJlbHOW HAyYHOM NpoOJIeMbl, KOTOpas 3aKIIOYaeTcsl B pa3pabdoTKe
MAaTOTCHETUYECKH 00OCHOBAaHHOTO HEHPOPEaOMINTAIIMOHHOTO KOMITIIEKCA JIJIsT OOJIBHBIX
CMA 2 u 3 Tuna Ha OCHOBE OLEHKM NAaTO(U3HOIOTMYECKMX M CAHOT'€HETUYECKUX
MEXaHU3MOB PAa3BUTUA M TEUYEHHUsS 3a00J€BaHUs, WHAMBUAYAIbHBIX KIMHUYECKUX M
AIIEKTPOHEUPOMHUOTpaUUECKUX  XapaKTEepUCTUK,  JIuddepeHmanyu  BEAyIIETO
IaTTEpPHA IBUTaTEIbHBIX PACCTPOMCTB U UX CKEJIETHO-MBIIIEYHBIX OCJIOKHEHUMN.

1. ®eHoTMIIHUECKUI BapuaHT omnpenenser TskecTb TeueHuss CMA. YV nerent co
CMA 2 Tuna 06oJsie3Hb MpoTekaeT B Oosiee TspKenol Gopme ¢ OOoNbIICH CTENeHbIO
(YyHKUMOHAJIBHBIX M JBUTATENIbHBIX HapyleHud. bamnpHas oleHKa (yHKIMOHAIBHBIX
BO3MOXkHOCTeH 1o mkane MHS y neteit co CMA 2 tuma B 2,5 pa3a HUXe B CpaBHCHHH
¢ nmanpuentamu co CMA 3 tuna (p < 0,0001). Mplimeynas cuma mo mrkaine XaMmMepeCMHuT
MeHbIe pu CMA 2 Thma B NPOKCUMAJIBHBIX OTIEJIAX BEPXHUX KOHEYHOCTEN B 3,52
paza (p <0,0001), B mpokcHUMalbHBIX OTAEIaX HUXHUX KOHEYHOcTed B 4,28 paza
(p < 0,0001).

2. Jlunamnueckoe HaOmrofeHue ¢ npuMmeHeHueM wmerona OHMIT mo3Bosmio
YCTAaHOBUTh HOBBIE ITATOICHETHYECKHE MEXaHW3Mbl pa3BuUTHs U TeueHus CMA,
CBs3aHHBIE C (POPMHUPOBAHMEM BTOPUYHOIO HEBPOTE€HHOTO M MUOT€HHOI'O MOpa)XEHUH,
UTPAOIIMX CYLIECTBEHHYIO pOJIb B CHW)KEHUM JBHUTaTEIbHBIX BO3MOYKHOCTEH
NAIMEHTOB 3a CUET UX MOTEHIMPYIOIIETO BIMSHHUS Ha (POPMUPOBAHUE HEBPOTCHHBIX
KOHTPAaKTyp U CKOJMOTHYECKOU JiepopmManuu Mo3BOHOYHOTO CTOJI0A. Y CTAHOBJIEHO, YTO
JUIS  yCWJIEHUS TNaTO(U3MOJOTMYECKMX MEXaHHW3MOB CaHOTeHe3a BO3JCiCTBHE
HE0OXO0MMO HaNpaBJIATh HA HAUMEHEE 33J€HCTBOBAHHBIE B MATOJIOTUYECKOM IPOIIeCcCe
MBIIIEYHbIE TPYMIbI, YTO CYIIECTBEHHO TMOBbIIAET 3((PEKTUBHOCTH JIEUEOHBIX
MEpONPUATHA W TO3BOJSIET OCYIIECTBISATh CTPATErMYECKOE IUIAHMPOBAaHUE U

MPOTrHO3UpOBaHUE YPPEKTUBHOCTH PEAOMIIUTALIMOHHBIX MEPOTIPUSITHI.
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3. Teuenme 3aboneBanusi y mnamueHtoB co CMA  compoBoxaaercs
dbopMHpOBaHUEM BTOPUYHOTO MHUOTEHHOI'O TMOPAXEHHS, OKAa3bIBAIOIIETO HEraTUBHOE
BIUSHUE W YTSDKEIAIOMIEro XoJ O0Je3HH. BbIpa)kKeHHOCTh MPOIECCOB BTOPUYHOIO
MUOT€HHOTO TIOpa)KE€HHUs BbIIE MpU BTOpoM (eHotunuyeckoM Bapuante CMA:
uHTeHcuBHOCTh 11D B 1,8 paza (p = 0,0281), Beipaxkennocts JMAII u JJCUII B 1,56
paza (p < 0,0001) u 1,66 paza (p < 0,0001) Beime y nanimenToB co CMA 2 tumna.

BropuuHoe MuOreHHOE TMOpaXeHHE SBISAETCS BAXKHBIM MAaTOT€HETUYECKUM
3B€HOM (OPMHUPOBAHUSA CKOJIMOTHYECKOW AepopManuy IMO3BOHOYHOIO CTOJ0a MpH
CMA c Bricokoii ctenenbto koppemsuuu JIMAIT u JICUIl ¢ BenuumHOM OGOKOBOTO
otkiionenus o Ko60y B rpynnax co CMA 2 u 3 turma.

[ToBbimennsle 3HaueHuss [IMAII u JICUII oTpakarOT BBICOKYIO aKTHBHOCTH
TE€YEHUs Ipoliecca BTOPUYHOTO MHOTEHHOI'O IMOPaXEHUS M BBICTYNAKOT B KadeCTBE
Mapkepa pHCKa pa3BUTHS W IPOTrPECCUPOBAHUS CKOJMOTHUYECKOW Jedopmanuu
MO3BOHOYHHUKA y Aeterd co CMA.

4. B mnaroreneze CMA BaxHOE 3HAY€HUE MNPUHAMICKUT BTOPUUHOMY
AKCOHAJIBHOMY TOPa)X€HNI0. Ero BBIPaKEHHOCTH BbllIe y nanueHToB co CMA 2 Ttuma.
[Tokazarenu 3nauennii [IOB u ammutynsl M-oTtBera npeBocxondar y aereid co CMA 3
tuna B 4,7 paza (p < 0,0001) u B 2,62 paza (p < 0,0001) cooTBeTCTBEHHO.

CreneHb BTOPUYHOIO AKCOHAJIBHOTO MOPAXKEHUS HMMEET TECHYI0 NPSIMYIO
KOPPESILIUOHHYIO 3aBUCHMOCTD C MBIIIEYHON CUJIOW B AUCTAJIBHBIX OTJEIaX BEPXHUX U
HUKHUX KOHEYHOCTEH U SIBJISETCS (PaKTOPOM, ONPEIEISIONUM Pa3BUTUE HEUPOTCHHBIX
KOHTpakTyp y Aereir co CMA. CyiiecTBeHHOE MajJeHue aMIuIuTy sl M-oTBeTa (Oosee
yeMm Ha 70 %) sBIsieTCS HEOIArOMPUATHBIM MPOTHOCTUYECKUM (DAKTOPOM M yKa3bIBAET
HAa BBICOKMHA PHUCK pa3BUTUS HEWPOTEHHBIX KOHTPAKTYp, CHUXKAET MPOrHO3
3¢ (HEKTUBHOCTH JIEUSOHBIX MEPOTIPUATHH.

5. JeOrwoT 3aboneBanus omnpenenseTcs (HEHOTUMUYECKOW MPUHAIIC)KHOCTHIO
CMA. B nebrore CMA 2 Tuna mnpeoOjiafal0T CUMITOMBI B BHJE OIpaHUYCHUS
aKTUBHBIX JBIKEHHH B KoHeuHOcTsX (p = 0,0288), maHumymasiTUBHOW AMC)YHKUIUU

(p <0,0001), cumnToMaTuKkd cAA00CTH M TUMOTPOGUU MBI IIJICYEBOTO Tosica U
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BepxHed wactu TyjnoBuma (p <0,0001), dacuukynsuuit A3plka ¥ HUHTEHIIMOHHOTO
tpemopa (p = 0,0001).

WNuunumansaeie cumntoMmbl CMA 3 Tuma mpeacTaBieHbl YacThIMU TMAJCHUSIMH,
CIIOTBIKAHUSIMHU, ObIcTpoi yTomiisiemocThio (p = 0,0097), cnabocThio U runoTpodueit
MbIII Oeaep u tazoBoro nosca (p = 0,0007), 3aTpyIHEeHHEM MOJbEMA WA CIIyCKa MO
nectaute (p < 0,0001), 6onsmu B MbImiiax mo tairy «kpammm» (p < 0,0001).

®dakropamu, mnpoBouupyromumMu 1e6ror CMA, BBICTYNAIOT pPECHUpPATOPHbBIC
BupycHble  mHpekmuu (29,5 %), BakmuHamms ~AKJIC (20 %). Bexymumun
OpeMOpOUIHBIMA CUMOTOMaMHU SIBIISIFOTCA  JUCILIA3US  Ta300€peHHOr0 CycTaBa
(94,7 %), runepMoOOMIIBbHBIN CycTaBHOW CHHIPOM (92,6 %), maTojorudeckas JACBHAIUS
cror (78,9 %).

6. OObeM TepaneBTUYECKUX MEPOIPUATHH HEHUPOHOMATUU OINpeaeseTcs
napamerpamu DOHMI -uccnenoBanus. 1lpy HadambHBIX NPOSBICHUAX HEUPOHONATHN
(IT®dL 1-2 y. e, yBenuuenue piurensHoctd [1JIE He 6onee 75 % u ammumrtyast [1/1E B
untepBaie 1-2mB) »addexTuBHa MeE30MyHKTypa mpenaparaMu, IOBBIIIAIOITIMHI
HEPreTUYECKUn NOTEeHIHAI KJIETKH, Ha3HAYCHHE KOMOMHHMPOBAHHBIX
HEWPONPOTEKTUBHBIX mpenaparoB. IIpu mnporpeccupoBanuu Hevipononatun (I1PL]
Oonee 2y.e., HapacTaHue IUTeIbHOCTH Ooniee 75 % w amrumityasl Bbime 2 mMB)
HEOOXOAMMO TMPUMEHEHUE ME3O0MYHKTYpbl B 30HBl IIEMHONO © MOSCHUYHOIO
YTOJILEHUHN TpenapaTaMu-I0HaTopaMu (PpochoUIUI0B C MOCIEIYIOIUM IPUEMOM UX
nepopaibHbIX GOpM (IUTUKOIIUH).

TepaneBTnueckass  cTpaTerds  BTOPUYHOM  aKCOHAJIBHOW  HEBPONATHH
OTIPENIETSETCS] CTENEeHbI0 AKCOHAIBHOIO MOBpEXIeHUs. llpu HayanbHBIX NpU3HAKaX
aKCOHOMNATHUYECKOW HeBponaTuu (CHWKeHue ammuntyasl M-otBera Ha 35—-70 %, [1OB
1-2y.e.) 30bheKTUBHBI Kypchl MeE30Tepanuu XOJIUHOTPOMHBIMU COCAUHEHUSMU
(MOUAAaKpHUH) C MOCIAEAYIOIIUM JUIMTEIIbHBIM NMpUeMOM TabsieTupoBaHHBIX (GopM. [Ipu
rpyOOM akCOHaJIbHOM TOBpPEXKJIEHUHU (MaJeHuEe aMIUIMTyabl M-oTBera Oosiee 4eM Ha
70%, IIOB OGomee 2y.e.) T1enecooOpa3HO IOMOJHUTEIBLHOE TPUMECHCHHE
UHBEKIIMOHHBIX M Ta0JETHUPOBAaHHBIX (OpM HEHPOMETA0OIMYECKUX TMpPEernapaToB

(axTOBETHUH).
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Koppekuust nposiBiIeHHiI BTOPUYHOIO MHOIIATUYECKOTO NoBpexaeHus npu CMA
ctpourcsi Ha ocHoBe OHMI -nokazarenei. Ilpu nokazarensx AMAILI u JCYII B
muanazone 30-55% wu 1D e Bohime 1-2y. e. 23¢p(HEeKTUBHO MPUMEHEHHE KOMIUIEKCA
npenaparoB MeTabOIMYEeCKOTO0 U aHTHOKCHAAHTHOrO JAeucTBusi (yOuxXuHOH, L-
KApPHUTUH, LTUTpYy/UIMHA Manat). Ilpu mporpeccupoBaHMM BTOPUYHOIO MHOTE€HHOTO
noBpexnenus (JIMAIT u JICUIl Gomee 55 %, IId Bwime 2y.e.) memecooOpa3HO
BHYTPUBEHHOE BBEJICHHME MPENApPATOB, YJIYUIIAIOMIUX META00IM3M MBIIICYHOW TKAHU
(bocdhokpeaTnHuH), 1 JJIUTEIbHBINA pUeM BUTaMuHa D.

7. PeaOunuTallMOHHBIE MEPONPUATHA TPU CKOJIMOTHUECKON JedopManun
MO3BOHOYHOI'O CTOJI0A U HEMPOTEHHBIX KOHTPAKTYypaxX HOCAT KOMIUICKCHBIN XapakTep U
ONPENEIAOTCA TKECTBIO TEUEHHsI MATOJIOTMYECKOro npouecca. Ilpu ckonmose nerkon
CTENEHU LIeJIecOo00pa3HO MPUMEHEHUE CErMEHTAapHOI0 Maccaka M HOLIEHHE MSTKOIOo
kopcera. [Ipum ckommosze 2 creneHu 3(PPEKTUBHO AOMOIHUTEIBHOE HCIOJb30BAHUE
aJanTUBHOM  MaHyalbHOW  Tepamuu, mapaBepTeOpaibHass  ME3OMyHKTypa ¢
HelponentuaamMu (Lepedponan3nH, KopTeKkcuH). [lpu TspKenol CTEemeHW CKOJIHO3a
ITOKA3aHO MCIIOJb30BAHUE WHIAMBHUAYAJIbHBIX OpPTE30B M JUINTEIBHOE HOLIEHUE
YKECTKOT0 KOpceTa.

Ha panaux cragusx (HopMUpOBaHMS HEUPOTEHHBIX KOHTPAKTYp 3(PPeKTUBHO
IIPUMEHEHUE CYCTAaBHOTO TOYEYHOIO Macca)Xka C HCIIOJb30BAaHUEM  MSATKHX
JIEKapCTBEHHBIX (POPM Ha OCHOBE META0OIMUYECKUX M XOHJPOIPOTEKTUBHBIX CPE/ICTB
(aKTOBETUH, XOHAPOUTHUHCYIh(MAT) ¢  TOCIACAYIOIIUM  TPOBEAECHUEM  CTpEHu-
rumMHacTuku. Ha craguu ¢popMupoBaHUs CTOMKUX HEHPOTEHHBIX KOHTPAKTYP MOKa3aHO
JIOTIOJIHUTEIHHOE Ha3HAYEHHE TEXHUYECKUX CPEACTB OpPTOIIEINYECKOU
HAIlpaBJIICHHOCTH, BKJIKOYas MCHOJIB30BAHUE TMOABWKHBIX IMOJACTABOK [JJS  PYK,
MOJJIEP>KUBAOILIUX MOBSI30K, TyTOPOB, IINHAPOBAHUE.

8. Ilpumenenue pazpaboTaHHOrO anroput™ma AuddepeHurpoBaHHON Tepanuu
MO3BOJIWIIO CYIIECTBEHHO YJIYYIIUTh KIMHUYECKOE TeueHue 3a00JieBaHusl y JIeTed o
CMA, coxpaHUTb JBUTATEIbHBIA TMOTEHIMA] Ha OoJee BHICOKOM YPOBHE,
MPOJIOHTUPOBATh (PYHKIMOHAIbHYIO AKTHMBHOCTHh MAlMEHTOB, 3aMEUIUTh IPOLIECCHI

atpodun MbIIIT U (QOPMHUPOBAHUE CKEJIETHO-MBIIIICUYHBIX OCJIOXHEHUW. bamibHbie
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OIICHKHU (DYHKITMOHAJLHBIX BO3MOXXHOCTEH CYIIECTBEHHO BHIIIE B OCHOBHBIX T'PYIINAX: B
2,09 pasa (p <0,0001) y naruenToB co CMA 2 tuma u B 1,41 pasa (p <0,0001) y
oonbHbIx CMA 3 Tuna. MpliieuHasi cujia B JUCTaJbHBIX U MPOKCUMAJbHBIX OTAEIax
BEPXHUX KOHEUYHOCTEW CYHIECTBEHHO BBIIIE y MAMEHTOB OCHOBHOM rpynnsl: co CMA 2
tuna B 1,97 paza (p <0,0001) u 1,83 paza (p =0,0034) cOOTBETCTBEHHO; MbIIICUHAS
cuja B JUCTAJIbHBIX OT/ENIaX HUKHUX KOHEUHOCTEW Bhilie y OoibHBIX CMA 3 Tuna
ocHoBHOM Tpymnmbl B 1,51 paza (p =0,0020). dacuukynsTopHas aKTUBHOCTb B
OoCHOBHBIX Tpymmnax co CMA 2 u 3 tuna Huxke B 1,64 paza (p =0,0013) u 1,72 pa3za
(p = 0,0010) COOTBETCTBEHHO KaK MPOSIBICHHUE 3aMEJICHNsI MHTEHCUBHOCTH MPOIIECCOB
HelpoHonatuu. B ocHoBHBIX rpynmax co CMA 2 u 3 tuna 3aukcupoBaHO MOHUKEHUE
ammutyasl M-otBera Ha 66,01 % u 26,01 % cooTrBeTcTBEHHO, B rpynnax CpaBHEHUS
co CMA 2 u 3 tuna cHwkenue coctaBmwio 88,47 % (p=0,0008) u B 3,29 paza
(p <0,0001) COOTBETCTBEHHO, KaK IPOSIBICHUE MEHEE BBIPAKCHHON aKCOHAJIbHOU
JET€HEpald y MalMeHTOB OCHOBHBIX Ipynil. Poct ymncna 1@ cymectBeHHO HUXKE B
ocHOBHBIX Tpynnax co CMA 2 u 3 tuna c¢ pasauieit B 2,66 paza (p <0,0001) u 4,74
pa3za (p <0,0001) cooTBETCTBEHHO, & UHTEHCUBHOCTh yBenuueHusi 3HaueHuit JIMAII
Huxe B 1,43 paza (p <0,0001) u B 1,55 paza (p < 0,0001) cOOTBETCTBEHHO, B MEHBIIIEH
creneHu otMeueH u poct nokazatenein JICUIL: B 1,34 paza (p =0,0002) u 1,87 paza
(p <0,0001) cooTBETCTBEHHO, CBUAECTENBCTBYIOIIEE O 3aMEIJIEHUU MPOTrPECCUPOBAHUS
MHOT€HHOM JECTPYKLUMHU Y JE€T€d OCHOBHBIX TIpymm. TeMIbl OporpecCupOBaHUS
CKOJIMOTHYECKOU JedopManii HUXe y J1eTel ocHOBHBIX rpymn co CMA 2 u 3 tuna c
pazuuneit B 1,33 paza (p = 0,0054) u B 2,3 paza (p = 0,0122) cOOTBETCTBEHHO.

9. Pazpaborana WHIUBUAYyaJIbHO OpPWUEHTHPOBAHHAs TMporpaMMa MEIHKO-
COLIMAJIBHOTO COTMPOBOXKJICHUSI W AMCHAHCEPHOro HaOoAeHus nauueHToB co CMA,
KOTOpasi 3aKJII0YAaeTCs] B MHOTOMPO(PMIBHOCTH PEeaOMIMTAIIMOHHBIX MEPONPHUATUN C
CO3JaHUEM  MYJIbTUIUCUUIUIMHAPHBIX  Opuraja,  BKIIOYAIOMIMX  CHELUUAJIMCTOB
pa3nuyHOro mpoduiIsi B COCTaBE KOTOPBIX: HEBPOJOT, meauarp / ceMeiHbIH Bpad,
TEHETUK, OpTomeN, (PU3MOTEpaneBT, AUETOJOT, a TAKXKE COTPYIHUKH MEIUITUTHCKHUX
OpraHu3anun (u ux CTPYKTYPHBIX nojipasziejeHuin), OKa3bIBAIOIINE

CHELUATN3UPOBAHHYI0 MEAMIMHCKYI0 momomb netsM co CMA. Bpaum npyrux
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CIELMAIBHOCTEN (aHEeCTe3M0JIOr-peaHuMaToIor, yJIBMOHOJIOT, KapIuoJIOoT,
racTPOIHTEPOIIOT) MPUBJIEKAIOTCS [0 MEPE BO3HUKHOBEHUS CIEHU(PUUECKUX MPOOIIEM.
B kpyr oOs3aHHOCTell Bpada-HEBpOJOra BXOIUT OOCIElIOBaHHE, IOCTAHOBKA U
YTOYHEHHE JUArHo3a, COCTABJIECHUE NEPCOHATM3UPOBAHHOIO [JIaHa MHOTOIIPO(UIBHOTO
HAOMOICHUS, OIICHKAa JWHAMUKA M CTENEHH MPOrpecCHpoBaHus 3a00JeBaHMUS,
HAa3HAUYEHWE M KOPPEKUHUsA CTpATerMyd TEpalud C YYETOM PAHKUPOBAHUSA Ha
(YHKIIMOHAJIbHBIE KJIACCHI M JIAHHBIX KJIMHUKO-UHCTPYMEHTAJIBHBIX HCCIIEI0BAaHUM,
(bopMHpOBaHUE CTpAaTEruu JICYEHHs Ha OJukailline HECKOJIbKO MECSIEB BIEPEN C
Y4E€TOM TEKYIIETO CKEJIETHO-MBIIIEYHOIO CTaTyca IAlUEHTa M IPOTHO3HPYEMBIX

yXyJILIEHU Ha OCHOBE pe3ysibraToB DHMI -nccnenoBanusi.
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I[MTPAKTUYECKHUE PEKOMEH/IALINN

1. C npakTHueckoi 1 MPOrHOCTUYECKOM Mo3uLuu HeoOxoauma nuddepeHuanms
pa3nuuHbiX (eHotunuyeckux BapuaHToB CMA ¢ ydeTroM O0COOEHHOCTEM UX
KJIIMHAYECKOIO0 TEYEHUs, XapaKTepa JBUTATEIbHBIX HApPYLUIEHUH, MOITBEPKICHHBIX
BEpU(PUIIMPOBAHHBIMU OLIEHOYHBIMM HIKadamMu XamMmepcMuT u L. McPeak («iexaune
NAlMEHTh, «CUIAYUE TMALHUEHTBD», «XOASYHE MalUEHTb») U pe3ynbratamu DHMI -
UCCIICIOBAHUM.

2. Baxseiillee 3HaY€HHWE B KIMHUYECKOM IPAKTUKE HMEET MCIOJIb30BAHUE
Merona OHMI', KoTOpbIi O3BOJISET COKPATUTh CPOKU AUArHoctuku CMA, npoBoauTh
MOHHUTOPUHI T€UEHUS 3a00JI€BaHUS, CBOEBPEMEHHO BBISBIISITH BTOPUYHOE MUOT€HHOE U
HEBPOT€HHOE TOPAXKEHHMsI, ONPENEIAThCA CO CTpaTeruel NepCOHATU3UPOBAHHON
Tepamuud M OCYIIECTBISATh  KOHTPOJIb  A(PPEKTUBHOCTH  peadMIMTAlMOHHBIX
MEPOIPUSITUH.

3. Haubonee 3naunmbiMu DHMI -napamerpamu B paHHeil nuarHoctuke CMA
ABJISIIOTCSL  TIOKA3aTeNu aMIUIUTyAel M-oTBeTa, naHHble mnoBepxHocTHOM OHMIT c
Harpy304YHbIMM TpoOaMM U H3Y4YEHHEM JEBHAIMM MaKCUMAaJbHOW aMIUIUTYIbI
MOTEHIMAJIOB, J€BUALIN CPEHEN YaCTOThl TOTEHIMAIOB.

BaxxupiM siBNIsSieTCS BHMMATENIBHOE UCCIIeJOBaHHE ()EHOMEHOB UIOJIbYaTON
OHMI' ¢ oOs3arenbHbIM BKJIIOYEHHEM B JUMArHOCTMYECKHUM TMPOIECC aHaiIu3a
WHTEHCUBHOCTU crnoHTaHHOW akTuBHOCTH (1D, TIDIL[, TIOB) u xapakTepHCTHK
NOTEHIMAJIOB JBUTATENbHBIX €AMHUIL (JITUTEIBHOCTD U aMIUIUTYA).

4. 1lpu nyIaHUPOBAHUHU MPOTPaMMBbI JIEUEHUS U MNPO(UIAKTUKU HEHPOTEeHHBIX
KOHTPAaKTyp M CcKojguo3oB y pered co CMA uenecooOpazHO KOMOWHHUPOBAHHOE
BO3JICHCTBHE, BKIIIOUAIOIIEE OPTOMNEAMYECKHE BCIOMOTaTeNbHbIE MNPUCTIOCOOICHUS,
KOMIUJIEKC YIPaXKHEHWI, HANpaBJICHHBIX HA VYBEJIMYEHHE AaMIUIMTYIbl JBM)KCHUIM
MOPAKEHHBIX CYCTaBOB, IIAJALIYI0 MAaHYaJbHYK TEpaIli0, CETMEHTAPHBIA Maccax,

MC30IIYHKTYPY, JOINIOJTHUTCIIbHOC Ha3HA4YCHUC MGHHK&MCHTOBHOﬁ TCpalluu,
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OKa3bIBAIONIC MO3UTHUBHOE BIUSHUE HA (YHKIMIO AaKCOHOB M METabOJMYeCcKHe
IIPOLIECCHI CKEJIETHBIX MBIIIIII.

5. Ilpm cocraBieHMHM peadMIMTALMOHHBIX NPOrpaMM, HAaNpPABICHHBIX Ha
npOo(UIAKTUKY CKEJIETHO-MBIIICYHBIX HApYIIEHWM, AJ1 MOBBILEHUS 3(PPEKTUBHOCTH
JICYEHHUs] HEOOXOAMMO Ha OCHOBAaHMM METOJA MaHyalbHOro TecTupoBaHus U DHMI
ONPENENATh MBIIIEYHbIE TPYIIbI, KOTOPbIE B MEHBUIEH CTENEHU BOBJIECYECHBI B
IIATOJIOTMYECKUM IpolecC UIA MNOCIEAYIOIIET0 WX MAKCUMAaJIbHOTO BOBJICYEHUS B
TE€paneBTUYECKUE MEPOIPUSITHS.

6. MapuipyTuzaius J10JTOBPEMEHHOTO MEIUKO-COLIMAIBHOTO COMPOBOXKICHUS U
JUCIAHCEPHOTO0 HAOMIOJEHHUS BKIIIOYAET KOHCYJbTaTUBHBIE OCMOTpPBI HEBPOJOra,
opronena, nenuarpa, nposeaeHne OHMI-uccnenoBanns kaxaele 3 wmecdila,
peHTreHorpauu €XeroJHo, YTO B COBOKYITHOCTH ONPEIENSIET TAKTUKY JAOJITOCPOYHOMN
NEpMaHEHTHOM KypaLuH, BKJIFOYAS ITOATAITHYIO IIEPCOHAIM3UPOBAHHYIO
KOMOMHHUPOBAHHYIO TEPAINHIO, MPOBEICHUE JOMOJHUTENBHBIX METOJIOB HCCIEAOBAHUS
(JTabopaTOpHBIX, HMHCTPYMEHTAJIbHBIX, PaJUOJIOTMYECKUX), pEIIEHUEe BOMpoca O
HEOOXOAMMOCTH TOCHMUTAIN3aLUUA B CTAllMOHAPHBIE MEIUATPUUYECKUE OTHCICHUS IS
YTOYHEHUS W JIEYEHUS COMATHYECKOW NATOJIOTMM W HaXOXACHUU B OTACIICHUU

HeHpopeadMIUTAIIH.
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ITEPCIIEKTHBEI JAJIBHEUIIIEM PASPABOTKU TEMBI

[lepcniekTuBBl AalibHEWIIEH pa3pabOTKU TEMBI 3aKIIOYAIOTCd B IPOBEICHUU
MOCIICIYIOIINX HMCCIICIOBAaHN, HANPABICHHBIX HA ITOMCK MApKEPOB, IMO3BOJISIOMINX
CYyIUTh O XapakTepe TeYeHUs U Temnax mnporpeccupoBanusi CMA, nporHo3upoBaTh 1
OlIeHUBATh 3P(HEKTUBHOCTH JICUCHUS.

YuuThiBasg HETaTUBHOE BIMSIHUE AaKCOHAJIBHOM HEBPOMATUM WU MHOTEHHOIO
MOpaKEHUS Ha TeueHuEe 3a00JIeBaHMs, MPEACTABISIET WHTEPEC H3YUYCHUE BIIMSHUS
reHEeTUYECKUX acnekToB, B yacTHOCTH reHoB NAIP, SERF1A, GTF2H2, Ha pa3nuuHbie
YPOBHM  MOTOPHOM  HMHTErpaldd, YTO  MO3BOJHUT  YTOYHUTH  MEXAHU3MBI,
Moauduiupyromue Genorun CMA.

[IpencrapisieT uHTEpEC 00Jiee NETATBHOE UCCIIE0OBaHUE MTATTEPHA JIBUTATEIbHBIX
HApYLICHUH, TMOATBEPKICHHBIX OLICHOYHBIMHU IIKaJaMH, a TAaKXKE MX B3aUMOCBA3b C
TSDKECTBIO PA3BUTHSL KOCTHO-CYCTABHBIX HAPYLICHWN B PA3JMYHBIC MEPUOJBI TECUCHUS
3a00JIeBaHMs, YTO MO3BOJMUT 00Jie€ YETKO OILICHWBATh U MPOTHO3UPOBATH XapakTep
Te4YeHUs 3a00JICBaHUS.

HNuTepecHbiM SIBIIIETCS JNajpHenee U3y4YeHUE CTaIUMHOCTHU
nato(U3MOIOTUUECKUX HApyIIEHUH Y TMalMeHTOB, MPUHUMAIOIIUX TaPreTHYIO
Tepanuio. B yacTHOCTH, HEOOXOJIMMO yTOYHEHUE POJU U 3HAYEHUS KOMOMHATOPHBIX
MOJXO0/J0B B JIOJTOBPEMEHHON Kypauuu namueHToB co CMA, BKItOYas NMPUMEHEHUE
pa3pabOTaHHBIX TOIXOJ0B TMATOTCHETUYECKH HAMPABICHHON MEPCOHATU3UPOBAHHON
TE€pANUU B COUETAHUH C JICUEHUEM aHTUCMBICIIOBBIMU OJIMTOHYKJICOTHAAMH.

[IpeacraBnsier Hay4yHBId HHTEpeC JAalibHellIee YriayOJIeHHOE H3y4YeHue
(bapMakoJIOTHYECKUX  TpEnapaToB  HEUPONPOTEKTUBHOM W METaOOIMYECKOU
HaIpaBJIC€HHOCTH M WX KOMOMHAIUMU C TapreTHOM Tepanuen; ¢ OUEHKOM HX
JIOJITOBpEMEHHOM 0e30macHOCTH U 3D PeKTUBHOCTH Yy 60JbHBIX cO CMA.

C ydeToM MOJIy4EHHBIX B XOJ€ MpoBeneHHOro uccienoBanuss DHMI -naHHbIX O

MCXaHHU3Max CaHOICHE3a IIpH HCﬁpOHOHaTHPI AKTyadJIbHa aJallTaiusa pa?>pa60TaHHBIX
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METOJIOB TUAarHOCTUKU U cTpateruu tepanuu CMA B peaOuIuTallMOHHBIE TPOTPaMMBI

IIaImMCHTOB C 00Ie3HIMHA MOTOHCﬁpOHa.
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[MTPMJIOXKEHMA

IIpunoxenue A

Tabmuma A.1 — lIkana CHOP INTEND (The Children’s Hospital of Philadelphia
Intant Test of Neuromuscular Disorders, 2010) [223, 472, 595, 631]

€HUBaEMbIC
OI;,IOTOPHHG Hoso- TectupoBanue DyHKUHOHANBHBIC banner
HABLIKIL KEHUE BO3MOYXHOCTH
1 2 3 4 5
JIBrm>kKeHUs HA ypOBHE
TJICUEBBIX CYCTaBOB
(TOgHUMAET JTOKOTh 4
OTHOCHTEJIHHO TTIOCKOCTH
HabmroeHne Ha | MIOBEPXHOCTH)
HpOTﬂ_H(eHHH JIBU>KEHUS HA YPOBHE
1.CrioHTaHHBIE recta. JIOKTEBBIX CYCTaBOB
JIBYDKEHMSI 2 CIIOHTaHHBIC (ToJHUMAET JIaIOHb U 3
(BepxHHE = ABIKCHUA IpeUICYbe OTHOCUTEIHHO
KOHEYHOCTH) KOHCIHOCTEH TUIOCKOCTH MMOBEPXHOCTH)
WIH peaKius
pebeHKa B OTBeT JIBr>KeHUs HA ypOBHE 2
Ha passipakenne | 1Y IC3ANACTHBIX CyCTaBOB
JIBKeHUs Ha YPOBHE IMAJIBIICB L
JIBMKEHUST B KOHEUHOCTSAX 0
OTCYTCTBYIOT
JBixeHus Ha ypoBHE Oefep
(TTOHUMAET CTYITHU U KOJICHU 4
HaGmonenue Ha | OTHOCUTEIBHO TUIOCKOCTH
MPOTSIKEHUU MTOBEPXHOCTH)
2.CrioHTaHHBIE reeta. Annyxuus 6enep / 1oBopoT
JBUKEHUS > CHOHTaHHbIC Oenpa BHYTpb (IIOJHUMAET 3
(HMKHHIE = ABIKCHUA KOJICHH OTHOCHUTEIILHO
KOHEYHOCTH) KOHCHHOCTCH IJIOCKOCTH TTOBEPXHOCTH)
WK PEaKIns
pebeHKa B OTBET JBr>KeHUs HA ypOBHE 2
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JIBrKeHUS! B KOHEUHOCTSIX 1
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MOJIOKUTEIBHOW TPaKIUEN U
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Ouenka OTHOCUTEINBHO TJIOCKOCTH
XBaTaTeIbHOTO MOBEPXHOCTU
ednekca: o
ped XBararenbHBbIN pediekc ¢
BKJIQ/IBIBAETCS o
MOBEMOM JIOKTEH
nasei
OTHOCUTEIIBHO TIJIOCKOCTH
1% < | HCCIIeTyeMOoro B IOBEPXHOCTH
.XBaTaTesb-
% | mamonp peGenka 1
Has QyHKIHA = XBaTareNnbHbIi pedIeKc ¢

IIPOU3BOJUTCS
TPaKLHMs 33 PYKH.

MoxeT
MIPUMEHSThCS
UTpYIIKa JJIst
JIETEH mocTapuie

MOABEMOM MPEATUICUH I
OTHOCHUTEJIBHO IIOCKOCTH
MMOBEPXHOCTH

XBaTaTenbHbIN pediiekc ¢
OTPHULATEIBHON TPaKIIHEN

XBaTaTenbHBIN pediexc
OTCYTCTBYET

4. JIBuKeHUS
TOJIOBBI
OTHOCHUTEIBHO
CPEOVMHHOU
JIMHUM TIPU
3PUTEIIbHON
CTUMYJIALIUA
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, TOJIOBA IO CPCANMHHOUN JIMHUHA

Jlexxa Ha criuHe

IToBOpOTHI
r'OJIOBBI
OTHOCHUTEJIBHO
CpPEIMHHOU
JIMHUM B TEUEHUE
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IIpY 3pUTEIBLHON
CTUMYJISIIUU
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AKTHBHBIE TOBOPOTHI FOJIOBBI
OTHOCHUTEJIBHO CPEANHHOMN
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AMIIUTY1a aKTUBHBIX
MTOBOPOTOB T'OJIOBBI
OTpaHUYEHA OTHOCUTEIBHO
CpPEIMHHOMW JINHUU

AKTHUBHBIE TOBOPOTHI TOJIOBbI
10 CPEAUHHOM JIMHUH S U
0osee ceKyH

AKTUBHBIE TOBOPOTHI T'OJIOBBI
JI0 5 CeKyH[

AKTHBHEBIE IOBOPOTHI
HCBO3MOXXHBI
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1 2 3 4
VY nepxuBaeT KOJIEHU
OTHOCHUTEJIBHO TIIIOCKOCTH
benpa cornyrsi,
MOBEPXHOCTHU 0oJiee 5 CeKyH/ U
MIPUBEJICHBI.
MOJAHUMAET CTOMBI
Crombl
OTHOCUTEJILHO TOBEPXHOCTH
’ HaXOIITC

5. [IpuBenenue
oenep

, HE 3aBEPHYTHIN B MEIICHKY

Jlexa

napajyieIbHO U
Ha HEOOJIBIIIOM
pPacCTOSIHUU
ApYyT OT Apyra,
KOJIEHH HE
COIIPUKACAIOTCS

VY aepxuBaeT KOJICHU
OTHOCHUTEIBHO INIOCKOCTH
MMOBEPXHOCTH OT 1 10 5 CEeKyHI

He cniocob6en yaepxath
KOJICHU

6. JIBuxeHue:
yCTaHOBKA
HIKHHAX
KOHEYHOCTEH

Jlexa (pyku pacriosoKeHbl BJIOJIb TYJIOBHUIIA)

Horwu cornytsl B
Ta300eIPEHHBIX
¥ KOJICHHBIX
cycTaBax,
MIPHUBEICHBI K
CpEIMHHOU
JVHUU.

Brimonnsercs
Tpakuus 3a PyKu
710 IOCTUKEHUS
yria B 45
TpajlycoB,
bukcupyetcs
MOJIOKEHHUE,
BO3BpAIIIaCTCs B
HCXOJIHOE
MOJIOKEHHE

I'osioBa moATATHUBAETCS BCIIE
3a pyKaMH M HaXOJMUTCS Ha
OJIHOW JINHUU C BEPXHEHN
YacThIO TYJIOBHUIIA

TynoBuuie, Ta3, HOru
HOJTATUBAIOTCS 32 PYKAMHU,
roJIOBa 3aIPOKUHYTA,
COIPOTUBIIEHUE Pa3rMOaHUIO
PYK JJOCTaTOYHOE

TynoBuuie, Ta3, HOru
MOATATHUBAIOTCS 32 PyKaMH,
roJioBa 3alpoOKUHYTA,
COTPOTHUBIICHUE Pa3TUOAHUIO
PYK CHUXKEHO

Tynosuie, Ta3, HOTU
MIOJHUMAIOTCS 32 pyKaMHu,
roJioBa 3alpOKUHYTa, PYKH
OCTarOTCS BO3JIE TYJIOBUIIA

Tynosuuie, Ta3 N1aCCUBHO
ITOJHUMAIOTCS
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C YAECp)KaHUuEM U

(dukcamueii B

rojoBa K pyKaM He
HOJTSTUBAETCS

Haxknon TynoBuma B CTOpoHY,

Mo>KeT OTBECTU KOHEUHOCTH
OT TYJIOBHIIIA
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3 IJieyax u
HOTH Y Ta3 NOATATUBAIOTCS 32
7. JIBmkeHue: = HOCTCAYIOIIHM A
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KOHEYHOCTEH o HIOJIOIKCHHE.
S ['osoBa 3anpoOKUHYT
g Ecumi Ta3 0JIOBA 3aMPOKMHYTA,
TYJIOBHUIIIE IMOJHUMAETCS
8 CIIEYET 3a YIOBUILE IO aetc
s TYJOBHIIEM, OTHOCHUTEIBHO OBEPXHOCTHU
>
& | mpuem
< MPOJIOIIKAECTCSA
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Q
= [TACCUBHO OTCTAET OT
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S IJICYOM
=
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~
o rpaycoB, 6€3 BO3MOXKHOCTU
8. Ineqo, ‘; st JIBUKEHU KOHEYHOCTH MPOTHUB
JIOKTEBOC = MPOTATUBAHUS CHUIBI TSDKECTH
S|
crubanue u B pyKH
OTBEJICHUE B = IPEIOKUTE Crubaer B JIOKTe nIOCIIE
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IIOJOIIBEI CTOII

KOJICHEC

OTtcyTcTBUE CTUOAHUS B

1 2 3 4

= OTBeneHne Wi cruoanue
é rieyeid Ha 60 rpagycoB

o ©

S ; Crumynupo- OTtBeneHue uiu crudanue

4 o | Bamue u mieyeid Ha 30 rpaagycoB

9. Crutamie & ¢ | HabmoneHue 3a
. § = | gBKeHusiMu B | HHC3HAUHTEIBHOE crubanue
mieya 1 JIOKTS 5 £ | pepxmux WM OTBEJCHHE TIIeYeH
S o
KOHEYHOCTSIX .

S 2 Y | Cru6anne noxreit
= | pebenka
&
5 OtcyTcTBUE IBHXKEHUN B

KOHEYHOCTSIX
. Crubanue B koJieHe Ha 45 u
c§ Ooutee rpagycoB
S
E C Crubanmue B kosiene ot 10 1o
TUMYJIAPO-
= M 45 rpagycoB
10. Crubanue 2 | BaHue
B KOJICHE T | IIEKOTaHuEM HesnauntenpHoe crubanue B

=
=
=
g
=
o)
[aa)]

CaMOCTOSITEIILHOE CUIIEHUE C

KOJICHEC

11. Crubanue
Oenpa u
TBUIBHOE
crubanue
CTOII

PeOeHOK neXKUT HA KUBOTE

Crumysiiust /
pasipakeHue
cTomn

Crubanue 6eaep Uiv KoJeHen
6onee 30 rpamgycoB

He3naunrenpHoe crubanue
KoJIeHel uiu Oenep

OcymiecTBieHue IBUKEHUN B
TOJICHOCTOMHBIX CYCTaBax

OtcyTcTBUE NBHXKEHUN B
Oenpax, KOJICHSIX U
TOJICHOCTOIHBIX CyCTaBax
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12. KonTpoib
T'OJIOBBI

PebeHok B monokeHnu CuaAa

PeGeHok cuaumr,
TIPOU3BOIUTCS
TOJIJIEPKKA PYKOH
ieuei MiaaaeHIa

I[J'II/ITCJ'IBHaH BCPTHUKAJIbHAA
YCTaHOBKa I'OJIOBBI 110
CpCI[HHHOﬁ JIMHHUHN

BeprukanpHas ycTaHOBKa
roJioBel Oosee 15 cekyHn
(Ha cuer 2)

MoeT yaep:KuBaTh rojioBy
Oonee 5 cexyH co crubaHueM
WM pa3rudanuem meu B 30
rpajycoB

AKTHBHBIE JBUKEHUS TOJI0BON
B TeueHue 15 cexynn

OTcyTcTBUE NIBHXKEHUE

rOJIOBOM
8 | Tpakius 3a pyKH:
g | ‘tpaki PYKH: | CruGanue nokreit
); MOATSHYTH 32 PYKH
13. Crubanue S | Tynosuiie
JIOKTEH B & | MIafeHIa moz CoxkpatieHue OGUIETICOB CO
COYETAHUH C 'S | yruom 45 crubaHueMm JIOKTeH
/M
TECTOM O | TPagycoB C
[a]
nyHkTa 14 — | IpUIOJHUMAHUEM
; FOJIOBBI OT OTcyTCTBHE COKpALEHUS
= | moBepXHOCTH Ounenicos
I'osoBa mpunogHUMaeTcs OT
MOBEPXHOCTH KpPOBaTH
Tpakuus 3a pyku:
o | YAepiKaHue
§ | TyJIOBUIIA
14. Crubanue 2 M}J]'Ia eHma o
IIIEH B § ACHNA TOJ CoxpaliieH1re MBbIIIII [1JIYeBOTO
COYETaHUH C S YoM rosica v meun
45 rpanycoB ¢
TECTOM =
MPUNIOAHUMAHUEM
nyHkTa 13 S
= | TOJIOBBI OT
OBEPXHOCTHU

OTcyTCTBHE COKpAILEHUI
MBI TUIEYEBOT0 Nosica U 1IEU
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= CITUHBI
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g pasIpaxuTens
= OtcyTrcTBUHE

COKpaIICHWA MBIIII]
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[Ipunoxenue b

Ta6bmuma b.1 — Illkama oIeHKH CTENeHW JBUTaTeNbHBIX HapymieHud mno BO3

[221, 237]

TGCTI/IPOBaHI/IC JABHUI'aTCJIBHBIX HapymeHI/Iﬁ

1. Cunenue 6€3 NOANEPIKKH: -
PebeHOK cuauT BepTUKAIBHO C IOJIHITOM roioBoM He MeHee 10 cexyH. Her
PebGeHok He ucnoisib3yer pyKu WIH JaJ0HH, YTOOBI cOaJTaHCUPOBATH TEJO 5
WIH YAEPKaTh MOJOKEHUE.
Ha
2. Ilon3anue Ha pyKax v KOJEHAX: -
PebGenok aBuraeTcs Bepea Wiv Ha3zaJl NONEPEMEHHO Ha PyKaX U KOJEHSX. Her
J’KuBOT He compuKacaeTcs C OIIOPHON MOBEPXHOCTHIO. ECTh HENMpepbIBHOE U 5
IIOCJIEA0BATEIBHOE ABMKEHHE 110 KpallHEN Mepe 3 pa3a MoApsiA. I
a
3. CTosiHME ¢ TOCTOPOHHEN TOMONIBIO:
O
PebGeHoK CTOUT B BEPTUKAIBLHOM IMOJIOKEHUH HAa 00€UX HOrax, epKach
0o0erMHU pyKaMU 3a YCTOMUYMBBIN MTpeAMET (Harpumep, MeOesb), He Her
ONMMpasch Ha Hero. Teno He KacaeTcsl yCTOMYMBOro 00bEKTa, a HOTH 0
MOJJIEP>KUBAIOT OOJIBIITYIO YacTh Beca Tena. Takum o0pa3zom, pedeHOK Jla
CTOHUT C TIOMOIIBIO / ¢ omopoit He MeHee 10 CeKyH/I.
4. Xonpba ¢ MOCTOPOHHEHN TTOMOIIBIO:
o o O
PebGeHok HaxoIuTCs B BEPTUKAJILHOM TOJIOKEHUH € IPSIMON CIIMHOM.
PeGeHok nienaer maru B CTOPOHY WJIU BIEPE, I€pKach OJHOM WU IBYMS Her
pyKamu 3a yCTOMUYMBBIN TIpeaMeT (Harpumep, Meoens). OiHa Hora 0
JBUKETCS BIIEPE]], a Ipyras MoAJIepKUBAET 4acTh Beca Tena. Takum Jla
00pa3oM peOCHOK JieJIaeT KaK MUHUMYM 5 I1aros.
5. CaMOCTOSITETLHOE CTOSTHUE: -
PeOeHOoK CTOUT B BEpTHUKAIBLHOM TOJIOKEHUH Ha 00erX HoTax (He Ha Her
naJyibliax HOT / He Ha LBIMOYKaX) ¢ IpsMoi ciuHoi. Horu B joctatouHoi 5
CTENIEHU KOHTPOJIUPYIOT Bec Tena pedenka. HeT KOHTakTa ¢ 4e0BEKOM WU
a
o0BekToM. PebeHnok ctout camocrositenbHO He MeHee 10 cexyHI. A
6. CaMocTosTeIpHasa X0a604a: .
PebGeHok nemaer mo kpaiHei Mepe 5 1maroB caMOCTOSTEIIBHO B Her
BEPTUKAJIBHOM TOJIOKEHUH C MPAMON crinHOi. O1HAa HOTa IBUXKETCS 5
BIIEpE, a Ipyrasi MOJAep >KUBAeT OOJIBIIYIO YacTh Beca Tena. Her koHTakTa
C YEJIOBEKOM WJIM OOBEKTOM. Jla

KomnuecTBo Oamios:
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IIpunoxenue B

Ta6nuna B.1 — [llkana RULM (BBognast yacts TectupoBanusi) [398, 604, 553]

0 1 2 3 4 5 6
OrtcyT- Moxer Moxer Moxer Moxer Moxer Moxer
CTBHE JepKaTh | MOJHECTH | | MOJHECTH | OJHOBpPE- | OJHOBpPE- | OTBECTHU
MOJIE3HOM | KapaH- | WIH 2 PyKU KO PTYy MEHHO MEHHO B
GbyHKUMM | Al Wik | KO PTY, HO | TUIACTUKO- | TOAHSTH | MOAHSATH | CTOPOHBI
pyK MOAHATH | HE MOXKET BbI o0e pyku | o0e pyku | pyKu U
MOHETY | HOJHSTH KO | CTAKaHYMK | O YPOBHS HaJl coenu-
pTY ¢ 200- IJIey. rOJIOBOM HUTb
CTaKaH4YUK | TpaMmo- Pyka Jag0HU
¢ 200- BBIM COTHYTa Haj
rpamMMmo- rpy30M W rOJIOBOM
BBIM JIBYMSI pa3oruyra
Ipy30M pyKamMu B JIOKTE
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Tabnuma B.2 — [lIkara RULM (ocHoBHas gacTh TecTupoBanus) [398, 604, 553]

Ne Onwucanue 0 1 2 bajub:
/T o | 1

1 2 3 4 5
Ilepememienne | He moxer [TonHOCTEIO [TonHOCTBIO

1 | PYK C KOJIEHEH | IepeMeCTUTh | IepeMeIlaeT nepeMeniacT
Ha CTOJ Ha CTOJI HU OJIHY PYKY Ha o0e pyku Ha

OJIHY U3 PYK | CTOJ CTOJ
Cnoco6nocts | He Mosxer Mosxer Moxer
HAYEPTHUTH MyTh | yACPXKATh HAa4YepPTUTH IyTh, |HAITCPTUTDH

5 0€3 OCTAaHOBKH, | KapaHJallB | HO C OCTAaHOBKOM ngH%?OK
HE OTPHIBasI pYKe WA WM OTpPbIBAs ITH He
KapaHJall OT caciaaTtb KapaHJall OT OTpEIBas
Oymaru OTMETKY Ha Oymaru KapaHami oT

Oymare Oymaru
Cnoco6nocts | He Mmoxer Mosxet noguars | Moxker

3 | cobuparb MOJHATh HU | OJIHY MOHETY gﬂogg)’g;f]g

MOHETHI OJIHYy MOHETY DyKE 186
MOHETBI

[Tomenienue He moxer Moxer Moxer

MOHETHI B TIOJIOKHUTh. TIOJIOKUTH TIOJIOKUTH

CTaKaHYHK: CrakaHuuK MOHETY B MOHETY B

- Ha CTOJIC IPH STOM CTaKaHYHK, CTaKaHYHK,

4 TOPU30HTAJIBHO; | IIOMEIAIOT HA | PACIIOJIOKEHHBIN | pa3MEICHHbBIN
- Ha YPOBHE CTOJT Ha Ha CTOJIe Ha YpPOBHE
mieya paccTOSHUU mieya
BEPTUKAIBHO BBITSIHYTOM

PYKH
Cnoco0OHOCTH ITogaumaer ITogaumaet
HOTSHYThCSI KHCTh Ha KHCTD BBIIIIC
BOOK | JTIOCTaTh He mosxer ypOBEHb TIeYa, | YPOBHS IUICY,

5 | MOHETY. EI?IJCI;{:E; pyKa MOXET JIOKOTB TIPH
CriocoGHOCTD yPOBEHD OBITh COTHYTa 3TOM MOJHSAT
MONHAT KHCTh | = VI Pa30THYTA B | KAK MUHUMYM
Ha YPOBCHb JIOKTEBOM 710 YPOBHS
TIeya M BBIIIC CycTaBe a3
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1 2 3 4 5
MoxeT
MoeT 3aKedb | BKIIIOUYUTH
CBETWIBHHUK Ha | CBETUJILHUK
MTHOBEHHUE HaKaTHEM
HaKaTHEM HaJblIEB
He moxet
Bxirouenue najgples v/ wim | u / wim
6 BKJIIOUNTH
CBETUJILHUKA OOJIBIINM OOJIBIINM
OTHOU PYKOU CBCTHIILHUK HajJbleM OIHON | MaJIbIIEM
Py OJTHOU PYKOH .
PYKH. OJIHOM PYKH.
JIoxoTh HE JIoxoTh HE
MOJKET OBITh MOXETH OBITH
BBIIIIE 3aMACTbS | BBIIIE
3aICThA
PaspeiBaer
PazpeiBaeT nuct
He moxer aucT Oymary,
Oymaru, .
pazopBaTh o CIIOKEHHBIN
7 | PaspriBanue CJIOKEHHBIN
JUCT Oymary, BUETBEPO,
Oymaru . BJIBOC, HAUMHAS
CIIOKEHHBIN HayuWHas Co
CO CJIOKEHHOTO
BJIBOE CII0KEHHOTO
Kpas
Kpas
OTkpbIBaeT
KOHTEWHE
OTkpbIBaHUE P,
8 He cnocobeH | pacmonosxeH-
KPBIIIKA .
N OTKPBITh HBIN Ha CTOJIC,
KOHTEHHEepa
WJIU TIPUKaB €ro
K ce0e
Moxer
CnocoOHOCTh Moxer
He moxer NOJHECTH KO
MMOTHECTHU KO MOJTHECTH KO
9 MMOJHECTH pTY
PTY CTaKaHYHK C PTY CTaKaHYUK C
. | CTaKaH4YUK KO CTaKaHYUK C
IPY30M Maccom rpy3om 200 r
pTY rpy3om 200 r

200 r

JIBYMsI pyKamu

OJIHOU PYKOM
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1 2 3 4 3)
ITonwvem rpysa u Moxer
Moxer
MEPEMEILICHUE ETO EDEMECTHTE MIEPEMECTUTH
W3 OJIHOTO Kpyra B P . rpy3 Maccou
10 | npyroit HeBbITOTHUMO 5%3(;3 Maccon 200
1 9
T 1O
yAEpKUBas Ha MTOJHSAB €T0
ec MTOBEPXHOCTHU
Y croia
ITonbewm rpysa u MosKeT Moxer
IIEPEMELIEHUE €TO EDEMECTHTE IIEPEMECTUTD
U3 OJIHOT'O Kpyra B P . rpy3 Maccou
11 npyToit, HeBbinmonHuMO 2%363 Maccon 500 r
T 10 ’
yAepKUBas HA IIOJHSB €r0
Bec ITIOBEPXHOCTHU
Y croia
ITonwsem rpysa u
MEPEMENLICHHE €TO0:
- U3 OJTHOTO Kpyra
B JIDYTOH,
yAEpKUBasi HA
Beeys MoxeTt
- MEXYy Kpyramu, LEDEMECTITE Moxer
PacMoJIOKEHHBIMU - P 5 MACCOI IIEPEMECTUTD
12 | 1o nnaronamy; Hespimommunmo 2%301 110 rpy3 Maccou
- yepe3 CPEIHIOI0 T,
q 200
IMOBEPXHOCTHU
JIMHUIO U3 S MIOJHSB €T0
LEHTPaJIbHOIO
Kpyra BO BHEIIHUI
KpyT,
HaXOSIIUNICS Ha
IIPOTUBOIIOJIOKHOU
CTOpPOHE
Moxer
[Tepemenienune He moxet MoxeT HOJHSATE TDY3
13 | MELIOYKA C IECKOM | IEPEMECTUTEL | IEPEMECTUTD a OBeley
maccoit 500 r ¢ rpy3 Ha CTOJI | TPy3 Ha CTOJ yP
a3 JByMsl

KOJIEHEHN Ha CTOJI

JIBYMsI pyKamMu

JIBYMsI pyKamu

pyKaMu




300

[Tponomkenne TabaUIIBI

1 2 3 4 5
Moxer Moxer
[IOJHSATE 00€ OTBECTHU B
PYKHU HaZ CTOPOHBI
[Toxbem rOJIOBOM PYKH U
BBITIPSMIICHHBIX OJIHOBPEMEHHO, | ONTUCATh
14 PYK Hax rojiopor | HeBBIMONIHUMO | HO TOJIBKO pyKkamu
— OTBEJICHUE crubas ux B MOJIHBINA KPYT,
ieda JIOKTEBBIX CBEJISl JIAJIOHU
CcycTaBax HaJl TOJIOBOM
(ucnosb3ys
KOMIICHCAIIHIO)
[Tonbem rpysa He moxer Moxer Moxer
maccoi 500 r MOJHATH TPy3 | HOAHATH I'Py3 | HOAHSATH I'PY3
15 | Bpime YPOBHS maccoui 500 r | maccou maccou 500 r
[UIEY — OTBEICHUE | JaXKe C 500rc oe3
mnjaeya KOMIICHCAIIUEH | KOMIIEHCAIUEH | KOMIICHCAIINU
[Tonwsem rpysa He moxer Moxer Moxer
maccou 1 kr NOAHATH IPY3 | HOAHSATH TPYy3 | HOJHSTH IPy3
16 | ppume YPOBHS Mmaccou 1 xr Maccoi 1 kr ¢ | Mmaccou
IJI€4 — OTBEJICHHE | JaXkKe C KoMmrieHcanuen | 1 kr 6e3
ieda KOMIIEHCAlIUEH KOMIIEHCALIUH
[Tonbem kuctu
Breimonaumo
17 | BBILIE YPOBHS HeBBIIOHIMO Brimonaumo ¢ 6e3
ey — crubanue KOMIIEHCAIMen
KOMIIEHCALUH
rJieya
[Tonwsem rpysa He moxer Moxer Moxer
maccoit 500 r MOJHATH TPY3 | IOAHATH TPY3 | MOAHSTH IPy3
18 | ppime YPOBHS maccor 500 r | maccon Maccou
TJIeY — OTBEJICHUE | TaXKe C 500rc 500 r 6e3
ieya KOMIICHCAIlMEW | KOMIICHCAIlUEW | KOMIIEHCALIMU
[Tonbem rpysa He moxer Moxer Moxer
Maccoit 1 kr NOAHATH TPY3 | HOJHSTH TPy3 | HOJHSTH TPYy3
19 | Bpume YPOBHSA maccoit 1 kr Maccou Maccou
IUIeY — OTBEJICHUE | TaXKe C lxrc 1 xr Ge3
rnieya KOMIIEHCAIIUeH | KOMIICHCAlMEeH | KOMIICHCAIlMU

NTOI'O:
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[Ipunoxenue I

Tabmuma I'.1 — MexayHnapogHass IIKajga OUEHKA — (YHKIHMOHAJIBHBIX
Bo3MoxkHOCTel Xammepemut (RHS) [89, 324]
<y
% = Tecr WHCcTpyKIHS 2 1 0
=
1 2 3 4 5 6
1. Cunenue | Moxert nu Cuaurt 6e3 PebGenox He moxet
y OITOPBI MAIAeHT MO IICPIKKA YACPKUBACT | CHJICTH
(6e3 CUJIETh Y PYK: HOTH MOJIOKEHHE
MOCTOPOH- OTopkI 0€3 CKPEILICHBI UK | CUJIA,
Hel MTOMOIIX PYK | OMYIICHBI BHU3 | OTIPASChH
IIOMOIIIH) 1o cyera 3? pyKamu
2.Ilognece- | Moxere Bo3moxnocTs | Bo3zmoxk- Hcnons3oBa-
HUE PYKH K | I0Ka3aTh, OJIHOBPEMEH- | HOCTb IIOJI- | HHE
rOJIOBE B Kak Bbr HOTO TIOJTHATUS | HECTU PYKY | KOMIICHCAIIU-
MOJIO)KEHUU | IOJTHOCUTE o0enx pyk K K T0JIOBE 0€3 | OHHBIX
cuns CBOIO rojioBe 6e3 HaKJIOHA JIBUKEHUHN —
. pPyKy / pykH K | HaKJIOHa TOJIOBBI U crubanue /
= rojose? TOJIOBBI U TYJIOBHIIA HAKJIOHBI
= TYJIOBHIIIA TyJIOBHIIA
5 O [IpaBas
0O Jleas 0 HeBo3Mox-
HO TOJTHECTH
PYKY K TOJIOBE
3.A3meHe- Moxete 1 MoxeT nedb Crnocoben He moxer
HUE 1036l U3 | Bel 1eus u3 gepe3 JieYb, TepeKa-| BHIOTHHUTH
TIOJIOKEHUS | TIOJIOKCHUS MOJIOKCHHE THIBAsICh HA | 3aJ]aHUE
CUJs B cus? nexa Ha 00Ky | OOK uiu
MTOJIOKCHHE qyepes
Jexa MTOJIOKCHUE
Jexa Ha
KHUBOTE
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1 2 3 4 3) 6
4. Annykuua | Moxere Jn Cnocoben Coxpansiet He moxer
HOT B Bel mpuBecTn | mpuBecTr MOJIOKEHHE COXpaHUTh /
MOJIOKCHUHN HOT'Y 0OpaTHO | HOTY H JIeXxa Ha JIOCTUYb
JexKa Ha K CPEIMHHOM | BEPHYTH B CITMHE C CTapTOBOM
CIIUHE C JUHUU TeJIa U | HEUTpAJIbHOE | COTHYTAaMH B | MO3HUIIUU
COTHYTBIMHU B | yICP)KUBATh | MMOJIOKCHHUE KOJICHSIX
KOJICHSIX TOJ | 3TO HOT'aMH JI0
90° Horamu. | MOJIO’KEHUE cyeTa 3
OtBectu HOTy | 710 cyeTa 37
nalueHTa
5. Crubanue | Moxere nu Hocturnyro | Crubanue He moxer
IPaBOTO Bri MOJTHOE MPaBoOro caenaTh
oenpa B MakCUMaJIbHO | crubaHue oenpa u
MOJIOKEHUH MIPUBECTH oenpa KoJieHa (He
JIeXKa Ha paBoe oonee 10 %
g | criune KOJIEHO K JIOCTYITHOTO
= rpyau? Juarna3oHa
i; JIBUKEHHS)
i [IpucytctByer crubarenbHas KOHTpakTypa > 15°7?
5 benpo /la o Her o Koneno /Ia o Hetr O
E 6. Crubanue | Moxere nu Hocturnyro | Crubanue He moxer
= | neBoro Gempa | Bl MOJIHOE JeBoro oenpa | crenaTh
% | B IIOJIO’KEHNUN | MAKCHMAJIBHO | CrGaHMe U KoJieHa (He
% JeXa Ha TIPUBECTH oempa 6omnee 10 %
= | ciuHe JIEBOE KOJIEHO JIOCTYITHOT'O
K rpyau? uamna3oHa
JIBUKEHHS)
[TpucyrctByer crubarenbHas KOHTpakTypa > 15°7?
benpo Jla o Her O Koneno /Ia o Her O
7. Ilogastue | MoxkeTe 1u Moxet MoxeT He moxet
TOJIOBBI B Bbl OMHATE | TOMHATH MOTHUMATh cenaTh
MOJIOKEHU U rOJIOBY, TOJIOBY rOJIOBY C
Jiexa Ha 9TOOBI MOCPEACTBOM | IOMOIIIBIO
CIIMHE MIOCMOTPETh | CTUOAHUS KOMIIEHCA-
Ha TaJIBIIBI e | TOPHBIX
HOT, JiepKa yIEpKUBACT | IBWIKEHUU Ha
pPYKH €€ B 3TOM cuer 3
CIIOKCHHBIMH/ | TIOJIOKCHHH
COTHYTBIMH 10 cyeta 3

1o cuera 3?
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1 2 3 4 5 6
8. [lepeBopoT | Bbl MOXeTe Cnocoben He moxer
CO CIIMHBI HA | IEPEBEPHYTh- MePEBEPHY- MePEBEPHY-
00K cs1 Ha OOK? ThCS Ha OOK ThCS Ha OOK
o 9. [lepeBopo- | Ber moxete [TomHOCTBIO [TomHOCTBIO He moxer
Q | TBI CO CIIMHBI | IEPEBEPHYTH- | IEPEBOPAYU- | IEPEBOPAUU- | IIEPEBEPHY-
2 | Ha XKUBOT Cs CO CIIMHBI | BacTCS Ha BaeTCs Ha ThCS Ha
% Ha )KUBOT O3 | ’KHUBOT, HE JKHBOT C *KuBoT. He
= ITOMOIIM PYK? | ONHUPAsCh HA | TIOMOIIBIO Ha4YMHACT
PyKH PYK WK He
3aKaHYHMBACT
MPOLIECC
10. Ilogaarue | Moxxete nu ITogaumaer ITogaumaer He moxer
T'OJIOBEI B Bbl IOAHATH | TOJIOBY MPSAMO | TOJIOBY IIPSIMO | BBITIOJIHUTD
MTOJIOKCHUH roJIOBY BBEPX, | BBEPX, pYKH | BBEPX, PYKH | WU JECPKUT
Jieka Ha JepxKa pyKu BHU3Y 11O BIICPEIH, TOJIOBY
JKHBOTE 1o 6okam, 1 OOKaM, 3aJICP)KUBACT- | MEHBIIIE,
3aduKCUpoBa | 3aJiep>KUBACT- | Cs JI0 cUeTa 3 | ueM Ji0
© TBECSI B TOM cs 1o cuera 3 cyeTa 3
g MIOJIOXKCHUHU
§ 1o cuera 3?
s | 11. Jlexana | Moxere Hocturaer VnepxuBaetr | He moxer
c%s KUBOTE; BBl OIIEPETHCA | HY’)KHOTO HYKHOE BBINIOJTHUTH
O | omopa Ha Ha TIOJIOXKCHHUS U | TIOJIOKEHUE, | WIIK
© | mpenmiedbs | NPENIUICUbs U | NEPHKAT MOJJICPKUBAsT | ACPIKUTCS
= OCTaBaThCs C | TOJIOBY rOJIOBY MCHBIIIC,
§ MTOIHATOU CaMOCTOSITENb | pyKaMH 10 4yeM JI0
5 rOJIOBOM J10 HO Ha cueTr 3 | cuera 3 cuera 3
= cuera 37
12. Ctos Ha MoxeTte ITon3aer, Jocturaer He moxert
KOJICHSX C CTaTh, JIBUTAsICh HA | MOJIOKCHHS BBITIOJTHUTH
omopoii Ha 4 | onMpasich HA | BceX 4-X CTOS Ha 3aJlaHue
TOYKHU CBOM PYKH U | KOHEUHOCTSIX | KOJICHSX C

KOJICHU, U
MPONOJI3TU?

KaK MHHUMYM
2 pa3a nojpsia

ornopoi Ha 4
TOYKH
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13. IlepeBo- | Moxere nu [TosmHOCTBIO [TonHOCTBIO He moxer
2 | poThI C Bri MEpEBOpayYn- | IEPEBOPAUU- | IEPEBEPHYTHCS
g |KUBOTA Ha NIEPEBEPHYTh- | BAETCS HA BaETCs Ha Ha CIIMHY B
R | cnumy Csl C )KMBOTAa | CIUHY 0€3 CIIUHY, T000M
% Ha CrMHy 0€3 | MOMOIIH PYK | HCTIONB3YS HaIpaBJICHUU
= MIOMOIIH PYK? pyKHu
14. U3 Moxere nu Mosxet cects | MOXeT. He moxer
noJokeHuss | Bel mepeiitu | U3 MCIOJIb3VA
Jexa B u3 MOJIOKEHUS BCTIOMord-
TEJIbHBIE
MOJIOKEHUE MTOJIOKEHUS Jexa Ha NPHEMbI:
cuns aexa (Ha cruae / exa o Tleperopa-
CIINHE) B Ha OOKYy, YHUBAETCA HA
MOJIOKEHUE UCIIOJIb3YA: KUBOT;
cus? o 1 pyky 0 Mcnonb3yet
DBIBOK /
o O 2 pykH IIONTATUBAET
S K cebe 06e
5 HOTH
= 15. U3 Moxete u B cocrosnumn | Beraer, He moxert
© | nonowenus Bri BcTaTh co | BcTaTh 0€3 UCIIOJB3YS
CUJIS C CTYJIbUMKA, UCIIOJIb30Ba- | BCIIOMOTATElb
OMYIICHHBIMU | IEp>Ka PYKH | HUA PYK HbIE TTPUEMBI:
BHU3 HOTaMU | CJIO)KeHHbIMU/ | (Hepka pyku | Mcnonb3yeT
B ITOJIOKEHUE | COTHYTBIMHU? | CIIO)KCHHBIMH, | pPYKH,
CTOSI C HOTH HE ONMpasiCh Ha
OMOIIIBIO JIBUTAKOTCS ) HOTH / CTYII;
OTIOpBI HaKJIOHSIETCH,
9TO00 JIeUb Ha
AKUBOT
16. Xogp0a u | Moxere nu Xonpba ¢ Crour ¢ He moxer
CTOSIHHEC C BBl XO/IUTh, OIIOPOM 10 5 MOJJIEPKKOU | CTOSITH C
omnopou nepkach 3a 1aroB: 10 cueTa 3 MOAACPIKKOM
MeOenn? 0 BrpaBo
E 0O BiieBo
& | 17. Crosanue | Moxere m Crout nipsimo, | CTOUT, HO C He moxet
&) Br1 cTosiTh, YBEpPEHHO, 0€3 | HEKOTOPO CTOSTh
HE JIepKach KOMIIEHCATOP- | CTEHIEHBIO CaMOCTOSTEb-
3a 4TO-TM00, | HBIX KOMIIEHCAIlUU | HO, HYXJaeTCs
1o cuera 3? JBUKEHUI 10 | 10 cuera 3 B MTOJJIEPKKE

cyera 3
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18. Xoan0a Mosxere ITpoxoaut o | Moxer He Mmoxer
Br1 xonuth KpallHeW Mepe | CaemnaTh clenarhb
0e3 moMomu | 5 maroB 6e3 | MeHee 5
WJTU C Ybel-Tru00 maroB 6e3
MTOMOIIBIO TTOMOIITH Ybel-Trn00
BCIIOMOTrare- TTOMOIIT!
L§ JBHBIX
= CpencTB?
X 119. Ber Ha Mosxete u MoxeTt Yckopsier Xoaut 6e3
g 10m Be1r momoiitn | 6exaTh: ¢ X060y, HO JIOMOJIHUTEIb-
H MaKCHMAaJIbHO | yIIOpOM Ha BCeraa HOM CKOPOCTH
T e o oo
CTapT!H | 0TpHy]a:a;1 HOTH ngnill g seroMoras
Buumanue! OT IoJ1a TEDHBIVE
Mapuly CpeACTBaMH
: 0 He moxer
20. IIpucena- | Bel moxere ITomHOCTEIO Hauunaer He moxer
HUE BHU3 U CeCTh Ha npucen (6e3 | mpucexaHue B
MOABEM BBEPX | KOPTOUKH U HCIIOJIB30Ba- | 000MX
CHOBA BCTaTh? | HUS PYK) U KOJICHSX (0T
MMOIHSIIICS 10° mo < 90°)
BBEpX C KOHTPOJIU-
*(c/0e3 PyEMBbIM
2 HCTIOJIB30Ba- | ABMOKCHHUEM,
= HUS PYK),yrodl | +/- ucrons3ysi
e cru0aHus B pYyKH
© KOJICHSI HE
menee 90°
21. U3 Moxere n CBoOomHO Canurcs ¢ 0 Ucnone3zyer
TTOJIOKCHUS Brel cecth HA | caauTcs O€3 | TIOMOIIBIO MeOeIb
CTOSI CECTh Ha | TOJI U3 ITOMOIITH PYK K
0T MTOJIOKCHUS > > 0 He moxer
cTos 6e3
TTOMOIIIN PYK
% 22. Crosaue | Moxere u YnepxuBaer | Ynaepxupaer | He moxer
§ Ha KOJICHSX Brl cTosATh Ha | 3a1aHHOE 3a/IaHHOE
S KOJICHSIX JI0 MOJIOKEHHE TTOJIO’KEHHE C
s cuera 10? 0e3 ToMOIIK | TOMOTIIBIO
S PYK IO cYeTa | PyK IO cyera
O 10 10
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23. U3 MoskeTte 1u Crnoco0en Y nepxuBaet He moxer
II0JIOJKE- | BBI BEICTaBUTH | JOCTUTaTh U | IIOJIOXKEHHE
HUS CTOSL | JICBYIO HOTY yACP)KUBATh | CTOMKH Ha
Ha 0e3 moMoIu MIOJIOJKEHUE OJHOM KOJICHE C
KOJICHSX K | PYK U oe3 MOICPIKKOM
CTOMKE Ha | yAEPKUBATh MOAJAEPIKKHU OIHOW PYKOH JI0
OJHOM 3TO pykK 1o cuera | cyeta 10.

v KoseHe — | moJioxkenue 10 | 10 0 ¢ OIepKKO
= | mpaBoe cuera 10?
2 | KoleHo 0 6e3
2 MO IICPIKKU
g |24.13 Moxere u Crniocoben VY nepxxuBaet He moxer
3 II0JIOKE- | BBI BEICTABUThL | JIOCTUTAaTh U | ITOJIOKCHHUE
S HUS CTOS | IPaBYIO HOTY | yIEp)KUBATh | CTOMKH Ha
Ha 0e3 oMo TTOJIO)KEHHUE OJTHOM KOJICHE C
KOJICHSX K | PYK U 0e3 MOJJICPAKKOM
CTOMKE Ha | yAEPKUBATH MOAJAEPIKKHA OIHOW PYKOH J10
OJHOM 3TO pyk 1o cueta | cuera 10.
KoseHe — | moJioxkenue 10 | 10 0 ¢ OMIepKKO
JIEBOE cueta 107?
KOJICHO 0 6e3
MTOIICPKKA
25. MoskeTe Jlocturaer MoxeTt 0 MoxeTt
ITogwseMm ¢ | Bl MOgHATHCS | TOIBEMA C ITOIHATHCS C ITOIHATHCS C
1moJja C ToJIa, nosa 6e3 pyK | ImoJia, UCTIOJIb3ysl | IMoJjia ¢
UCTIOJIb3YS KakK | (J1:000# PYKH Ha TIONY U / | IOMOIIIBIO
o MOJKHO MeTox O6e3 WJIA Ha TeJIe Mebenun / ¢
= MCHBIITYIO IO IICPIKKH) ITOCTOPOHHEH
= HOIIEPKKY TIOMOUIEIO
qz) KaK MO>KHO 0 He moxer
2 onicTpee? MOAHATHCS C
é BcranbTe xak T1oJ1a JHOOBIM
MO>KHO CII0CO0O0OM
owIcTpee,

Korjaa oyner
JlaHa KOMaH/a
«Mapui!»
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26. BrbI moxeTe Cnocoben Crour, Ho mu60 | He Moxer
CrosiHue | MOCTOATh Ha | HETIPUHYXKJIe- | HA MTHOBEHHUE,

Ha OJIHOM | OHOW HOT€ — | HHO CTOSITh 100 HYKJaeTcs

HOTre —Ha | mmpaBoki — a0 | (0e3 B OoJbIIICH

npaBoi cueta 3? ¢bukcaruu / buxcanuu

0e3 oropml)
10 cuera 3
> | 27. Br1 MmoxkeTe CnocobeH Crour, Ho 160 | He moxer
€ | CrostHMEe |IOCTOATH HA | HENPUHYXKIE- | HA MTCHOBCHIE,
E‘ Ha OJHOM | OJHOM HOTE — | HHO CTOSTH a100 HYXIaeTCs
S | HOore —Ha | JeBOIl — 10 (6e3 B OOJIbIICH
£ | nesoit cyera 3? (ukcarmu / | puxcanuu
2 0e3 o1opsl)
& II0 cueTa 3
S |28, Bl MmoxeTe YeTknii He moxer
o | Hoxmmpsl- | HOANPBITHYTH MPBIKOK:
5 | rUBaHWE | Ha MPaBOW OTpBIBAET
Z—:; Ha NpaBoii | Hore? TepeHIoN
@) HOTe 4acThb CTOIBI U
ISATKH OT T10JI1a

29. Br1 MmoxeTe Yetkuit He moxer

[Toampel- | MOANPHITHYTH PBDKOK:

TUBaHHUE | HA JIEBOK OTpBIBACT

Ha JIeBOil | Hore? MIEPEIHIOI0

HOTE YacTh CTOIIBI U

MSATKH OT T0JIa

30. Br1 Mmoxere Camoctosite- | [lombem mo He moxer

[logbem | mogHATHCS 1O | JIbHO (0€3 CTYTICHbKaM C

Ha 4 CTYNEHKaM? | ONOpPHI) Onopou

CTYIICHbB- IOTHUMACTCSI

S | ku 1o

% CTYyTICHbKaM

5 | 31. Coyck | Bel Mmoxete Camocros- Cnyck o He moxer

O |mo4 CITyCTUTBCS TenabHO (0e3 CTyIEHBKaM C
CTyII€Hb- | IO OTIOPHI) OnopoOM
Kam CIylneHbKaM? | CIlyCKaeTcs
1o

CTyHIIEHbKaM
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32. Ilonbem Ha | Bel MoxkeTe | JInnom [Tonaumaercs | He moxer
KOpPOOKY — CTaTh Ha BIIEpEI, OOKOM MJIH
mpaBasi Hora KOpPOOKY, B30MpaeTcs — | HyXKJIaeTcs B

UCIIOJNB3YA | MOJAJIEpKKa MOAICPIKKE
cHayajia HE HY)XKHA
MPaBYIO
HOTy?
33. Coyck ¢ Br1 moxere | JIunom Cnoyckaercs | He moxert
KOPOOKH — CIIyCTUTBCSI | BIIEPE, O60KkoM /
mpaBasi HoTa C KOpOOKHU, | CIIyCKaeTcs CIPBITUBAET
UCIIOJIb3Ysl | BHU3, WIH
g CHayaJia KOHTPOJIUPYS | HyKJaeTcs B
g MPaBYyIo HOTY, MOAICPIKKE
é* HOTY? HECYIIyIO BeC.
o [Tonnepxka
5 He TpedyeTcs
(E; 34. ITogvrem Ha | Bel Mokete | JInmom ITonanmaetrcs | He moxet
~ | KOpOOKy — CTaTh Ha BIIEpE/I, OOKOM WU
a§ JieBast Hora KOpOOKY, B30MpaeTcs — | HyXXJaeTcs B
= UCIIONIB3YSl | MOJJIEPKKa MOAACPIKKE
= CHavala HE HY)KHa
JIEBYIO
HOTY?
35. Coyck ¢ Boel moxere | JIunom Cnyckaercs | He moxer
KOPOOKH — CIyCTUTBCSl | BIIEpEN, O00KOM /
JieBasi Hora C KOpOoOKH, | CITyCKaeTcs CIIPBITHBACT
UCIIONIB3YSI | BHU3, WM
cHayasa KOHTPOJIUPYS | HYXKIaeTcs B
JIEBYIO HOTY, MOICPIKKE
HOTY? HECYIIYIO BEC.
ITomnepxka
He TpeOyeTcs
36. [Ipbokku Moxere mu | [Ipsiraer IIpbIraer He moxer
~ | Buepen — 30 cM | Bo BIIEpE]] Ha BIIEPE]l MEHEE | OCYIIECTBUTH
; MIPBITHYTh 30cMmu yeM Ha 30 cM, | IpBIKOK
= BIIEpE] KaK | IPU3EMIIIECTCS | MPU3EMIISIETCS | BIIEpe]
= MOYKHO JBYMSI Ha of1HYy / 1BE
Janblie? HOTaMH HOTHU

Bcero: (MakcuMaiabHO JOCTHXMMAs OIICHKA — 69 0alioB).
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[Ipunoxenue /]

Ta6muma JI.1 — MoaudunupoBaHHbId BapuaHT MEXAYHAPOJIHON IIKAJIbI

Xammepcemurt it manmeaToB CMA B Bo3pacte ot 1 roga g0 3 et (MHS)

Tect NucTpykius 2 1 0
1 2 3 4 5
1. Cunenue 'y | Moxer au Cuaurt 6e3 PebGenoxk He moxet
OTIOPBI MaIMeHT MOACPIKKU yACPKUBACT CHICTH
CUJIETh Y PYK: HOTH ITOJIOJKEHHUE CUJIS,
omopkI O€3 CKPEILICHbI OTnUpasich
MIOMOIIY PYK | WJIK OMYILEHBI | PyKaMu: HOTH
1o cyera 3? BHM3 CKpEILECHBI WA
ONYIIECHbI BHU3
2. Moxete Bo3moxHoCTh | BO3MOXKHOCTB HeBo3moxxHO
[TonHeceHue | moka3aTh MHE, | OMHOBPEMEH- | MOAHECTH PYKY K | IOJHECTH
PYKH K Kak Bel HOT'O roiaose 0e3 PYKY K TOJIOBE
r0JIOBE B MMOJHUMACTE | OJHATHS HaKJIOHA T'OJIOBEI
TOJIOKCHHU U pyky / pyku K | 00euX pyK K | ¥ TYJIOBHIIA
cuas rojaoBe? roiaose 0e3
HaKJIOHA O [IpaBas
T'OJIOBEI U 0O JleBas
TYJIOBUIIA
3. Iloabem OnHoBpeMeH- | Beimoanumo | BeimonHuMO ¢ Hesbimomnnu-
KHCTH BBIIIIC | HO TTOJIHATH oe3 KOMIICHCAaIuei MO
YpOBHS IJIeY | 00€ pyKH KOMIICHCAITUHN
— Crubanue | BblIIE YPOBHS
rieya ey, pyka
COTHYTa WJIN
pasrHyTa B
JIOKTE
4, TTogpem OtBecTH B Moxet OTBOIUT B HeBreimonnu-
BBITIPSIMJICH- | CTOPOHBI 00€ | OTBECTH B CTOPOHBI PYKHU MO
HBIX PYK PYKH C CTOPOHBI 00€ | (MCTIOJIB3YSI
BBIIIE YPOBHS | pPa30THYTHIMU | PYKH U BCIIOMOTaTeIb-
T'OJIOBEI JIOKTSIMHU U CBECTH HBII IPUEMBI), HO
CBECTH JIaJJOHH HaJI HE MOXKET CBECTH
JIAJOHH HaJl rOJIOBOM JIaJIOHU HAaJI
roJIOBOM roJIOBOM




[Tponomkenne TabaUIIBI

310

1 2 3 4 5

5. Ilogustue | HaknoHUTH MoxeTt MosxeT nogauMath | He moxer
T'OJIOBEI B TOJIOBY MMOTHATH U TOJIOBY C clienaTth
ITOJIOKCHU U BIIEpE/, HAKJIOHHTH ITOMOIIIBIO
JIe’Ka Ha nepka pyKu roJioBy 0€3 KOMITIEHCATOPHBIX
CITMHE CJIIO’KEHHBIMH | IOMOIIA PYK | IBUKEHUU U

He MeHee 3 He MeHee 3 YAEPKUBATh €€

CEeKyH]I CEeKYH]I MeHee 3 CeKyH]
6. [lepeBopot | [lepeBepHyTh- Cnocoben He moxer
CO CIIMHBI HA | Cs Ha OOK MIEPEBEPHYTHCS MIepEeBEPHY-
00K Ha 00K ThCS Ha OOK
7. lepe- [TepeBepuyTh- | [lepeBopaun- | [lepeBopaunBaercs | He moxer
BOPOTHI CO Cs CO CIIMHBI | BaeTcs Ha Ha >KUBOT C repeBep-
CITMHBI Ha Ha >KHBOT 0€3 | )KMBOT, HE MOMOIIIBIO PYK HYTBHCS Ha
JKUBOT MIOMOIIM PYK | ONIUpasCh HA JKUBOT

pYKH

8. I[logasatue | IlogHAaTh IToguumaer IToguumaer He moxer
T'OJIOBBI B TOJIOBY BBEPX, | TOJIOBY MPSMO | TOJIOBY IIPSIMO BBITIOJIHUTH
MTOJIOKCHHUU JepxKa pyKu BBEPX, PYKH BBEPXY, PYKH 3aJIaHue
JIe)Ka Ha 110 OOKaM, ¢ BHU3Y I10 BIIEPEH,
JKMBOTE yaepxaHueM | Ookawm, 3a/1eP>)KUBACTCS

MTOJIOKECHUS 3a/IepKUBACT- | MEHEE 3 CEKYH]T

HE MeHee 3 csl HC MEHee

CEKYH]T 3 CeKyH]I
9. JIexxa Ha Omneperbest Ha | JlocTuraer VY nepxuBaet He moxer
’)KHMBOTE; NpeAruieYbs U | HY>KHOTO HY>KHOE BBITTOJIHUTH
oropa Ha OCTaBaThCS C | ITOJIOKCHUS U | MOJI0KECHHUE, 3aJIaHHe
MpeaIieubst MO JHATON yACpKUBACT | MOAACPKUBAs

TOJIOBOM HE rOJIOBY HE rOJIOBY pyKaMH He

MeHee 3 MmeHee 3 MeHee 3 CeKyH]T

CEKYH]I CEKYH]I
10. TToso- Omnepetses Ha | [Tomzaer, [Tomzaer Ha He moxer
JKEHHE CTOS PYKHU U OMUpasiCb HA | JKUBOTE BBITTOJIHUTH
Ha KOJICHSIX C | KOJIEHH U PYKHU U 3aJlaHue
onopoii Ha 4 | MPOMOJI3TH KOJICHU

TOYKH
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11. [lepeBepuyTh- | [lepeBopaun- | IlepeBopaunBaercs | He moxer
[lepeBOpOTHI | Cs C KUBOTA | BaeTCs HA Ha CIIUHY, MIEPEBEPHY-
C )KMBOTa Ha | Ha ciMHYy Oe3 | ciuHy 0e3 UCIIOJIb3YsI pYKU ThCA Ha
CIIUHY MTOMOIIY PYK | TOMOIIU PYK CIIUHY
12. Xonr0a XO0oauTh ¢ Xonan0a 6e3 Xonpba ¢ onopoii / | OTcyTcTBHE
oropoii / OTIOpHI HE MO//ICPKKOM 32 byHKIIUU
caMoCTOsATe- | MeHee 5 PYKH HE MeHee 5 XOJTbOBI
JHLHO 1aroB I1aroB
13. Crosane | CtosTh C Crout Crout y onopsl He | OTCYyTCTBHE
oropoii / 6e3 | camocTosiTe- | MEeHee 3 CeKyH/I byHKIIIN
OTIOPHI HE JBHO HE OTIOPBI
MeHee 3 MEHee
CEeKYH/]I 3 CexkyH]
14. ITogsem / | Berars / JIniom IMoguumaercs / He moxer
CIIyCK Ha CIIyCTUTBCS C | BIIEpE cryckKaercs 60Kom
KOpPOOKY KOPOOKHU B30upaercs /| | WM HYKIACTCS B
BBICOTOU CITyCKAeTCs C | MOICPIKKE 32
20 cm HOJICPKKON | pyKH / TOIMBIIIIEY-
3a pyKy HBIC BIAIWHBI
15. Crosane | CtoaTh Ha VYnepxuBaer | YaepxKuBaer He moxer
Ha KOJICHSX KOJICHSX HE 3aJIaHHOE 3a7laHHOE
MeHee MOJIOKCHHE MOJIOKEHUE TIPH
10 cexyHn 0e3 IMOMOIIM | IIOMOIITH PYK HE

PYK HE ME€Hee
10 cexyHn

MeHee 10 cexyHa

Bcero:
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MUHUCTEPCTBO .
HAYKHA U BBICIIETO OBPA30BAHHAS «YTBEPXIAO»:
POCCUICKON OENEPALIAN

LDeAepaJinoe rocyfapcTBenHoe 61omKeTHO. npopexTop 1o YP

00pa3oBaTeNpHOE YapeKieH e

BBICLIEr0 00pa30BaHus
«IYEYEHCKAN
IOCYJIAPCTBEHHBIH 2
YHHUBEPCUTET» .
Lilepurniopa ya., 32, r. Tposnbii, 364024
Ten/daxe 8(8712) 29-00-04
E-mail: mail@chesu.ru
VHH/KIIIT-2020000570/201401001
OI'PH 1032001202903
O+7.OAN 2027\
Ha Ne o7,

p

CITPABKA
0 BHEJPEHHH Pe3yIbTaToB Jﬁccep'raunommr 0 HCC/IEOBAHHRA

Hazpanue auccepTalnogHON paboThL:

«Heitpopeabunuranus AeTedl O CHMHANBHBIMA MBILICYHBIMH aTpOGUAMHE: MEXAHH3MBI CAHOTEHE3a,
CTpaTeris Teparnum

ABTOp MCCHEeJ0BAHMA!

Uladimypsus Mapk Paducosuy, accucredt xaenpsl erckolt u obmel Heppojgorun (paxynprera
MHTEpHATYDE ¥ mociemumiomMuoro obpasosamus ['00 BIIO  «/lonenkuii HamuoHATbHbIA
MEIULIMHCKUN YHUBepeHTeT uM. M. I‘opm«n o

Marepuaiibl i BHEADEHUA:

3HaueHUe CONYTCTBYIOMET0 MUOTIATHYECKOTO ¥ HEBPAILHOTO nopax\eﬁm [BHUIaTebHBIX SAUHHIL B
NATOreHes3e JIBHIaTebHBIX HADYIICHHN CHMHATBHBIX  MBIIEdHBIX arpodued. Brausnue
MHONATHYECKOTO ¥ HEBPATBHOTO TIOBPEIKACHNS Ha 0COOEHHOCTH KIMHHYECKOr0 TeUCHHS, IPOTHO3 U
Pe3y:IbTaTh JIeUeHHs. POk HEBPOTEHHOrO U MHOTEHHOTO NOPAKEHHs KaK TpArrepa GOpMHpOBaHILs
KOCTHO-MBIIEYHBIX  OCJAOKHEHWH  (KOHTpakTyp M HEHPOMBIIIEYHOIO CKOJIH032).
[epconamisupoBanabie. TG QEepeHIHPOBAHHBIE TOIX0IbI ;xo JITOBPEMEHHOR TEPanmuy CHHHATBHBIX
MBILIEIHBIX aTPOQHIL.

Dopma BHEAPEHHS: : ‘

HWcnonp3oBaHue -MaTepHanoB B IIpoUecce oquemdx CTYIEHTOB, HHTEPHOB H OpPAHHATOPOB.
CocraBnenue yueOHO-METOJUYECKUX MAaTEpPHANOB, IIPH NOArOTOBKE JEKUHM M CEeMHHAPCKUX
3AHATHH.

HapMmenoBanne yupeXeHus, B KOTODOM BHEIPEHB MATepHaNbl HAYYHO-UCCIEN0BATENbCKOMH

paboThl: p
KaQ)e-'lpa rocnu‘raﬂm{oﬁ TepamuK ¢ KypeoM Resgh R «'

3aB. kadenpoil rocruTANTBHOM Tepanud §
C KYPCOM HEBPOIOTHH, 1.M.H., Tpodeccqiie:
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MHWHHMCTEPCTBO 3[IPABOOXPAHEH]
JIOHELIKOM HAPOJTHOM PECITYBJIUKU

PECITYBJIMKAHCKAS NETCKAS KIIMHUYECKAS BOJIBHHLIA

6. [LlaxTocTpoutene#, 14 , r. lloneuk, 283052, Ten./dakc (062) 294-01-81
e-mail: rdkb@zdravdnr.ru MnentudukaunonHsiii kon 51005876

LI Ne W AH/HF
Ha Ne oT -

CIIPABKA

O BHEAPEHHH Pe3yJIbTaTOB MCCIIENOBAaHUN AUCCEPTALIMOHHON pa60Tr>1;
laiimyp3una Mapka Paducosuya Ha Temy: ;-‘»-' ‘ .
«Hetipopeabunuranus netelf co CIUHATLHEIMY MBIIICYHBIMA aTPODHUSIMU: MEXaHU3MbI
CaHoreHe3a, CTpaTerus Teparum,
IpeICTaBIeHHON Ha COMCKaHKe y4eHON CTENeHH JIOKTopa Menuuuncmx Hayx
o crienransHocty 14.01.11 — HepsHeble 60H€3HPI ‘

e

Paspa6oTanHbIi crIoco6 MepCOHAIM3UPOBAHHON TEPAITUK HA OCHOBE KOMITIEKCHON
OLEHKH  pe3yJIbTaTOB  KIIMHUKO-3JIEKTPOHEHPOMUOrpahUdIecKoro  MOHUTOPUPOBAHMUS
- [IO3BOJISIET BEPU(PUIMPOBATE Y4acTHE (pakTOPOB HEBPOTEHHOTO M MUOTEHHOTO TTOPAKEHMs
Ha (OpPMHPOBaHHE KOCTHO-MBIIIEYHBIX OCIIOXKHEHHUMH, YTO JAeT BO3MOKHOCTh IIPOBOIKTE
[IATOTEHETHYECKH OOOCHOBAHHYIO NU(B(EPEHIUPOBAHHYI) TEepalmui U JedeOHO-
NPO(QHUIAKTUYIECKHE MEPOTPUATHS, HAIPABIEHHBIX Ha IpPeAyIpexacHue pa3BUTHs
OCJIOXKHEHHUH, IT03BOJISAT MAKCUMAIIBHO COXPAHUTE ,HBI/II‘aTeJ'IBHBII/I TIOTEHIHAN Y z[eTeH co
CIMHAIBHBIMHA MBIIIEYHBIMU aTPOQHSIMHU. : :

Hcrounuk uaGopMaruu: R

1. IHaiimypsun, M.P. CruHajmbHBle MBIIIEYHBIE aTpO(QUU: OT COBPEMEHHBIX
BO3MOXKHOCTE# K HOBO¥ cTpareruu okasanus nmomouw / M.P. aitmypsun, U.C, Jlynkuit /
Ky6aHCKHn Hay9IHBIN MeauuMHCKkul BecTHuK. — 2020. — T. 27, Ne 6. - C, 80-93.

2. Iadmypsun, M.P. Pous 3neKTp0Her0MHorpa¢mH B cpopMHposaHHn
TEPANeBTUIECKON CTpaTeruu y neTeH CO CIIMHAIBHBIMU MBIIIEYHBIMU aTpodusivu / M.P.
Mlaiimypsun, W.C. Jlynkuit, 3M00Ngsnesa / BECTHUK TUTMEHB ¥ STHAEMUOIOTHI, — 2020.
—T.24,Ne2. - C. 176-184 2 - T

/T maBHBIit Bpay C.E. Mapkos
3aB. HEBPOJIOI'MYECKR

¢ Hapyweruem [{HC u JL.M. Ipoxoposa
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MPIHI/ICTEIiCTBO 3ﬂPA]§OOXPAHEHI/IH
ILOH@ELIKOM HAPO)IHVOI/I PECITYBJIMKN
JETCKUVE IMHIMECKIH LIEHTP [ MAKEEBKI

HHP, 86125, 2. Maxeeska, yn. Mendeneesa, oom 33, men./gpaxc 22-32-46, 28-51-60.
Hoenmugurxayuonnwviii koo: 51005200. E-mail. dkc.makeevka(@zdravdnr.ru

A OA ,W/ N PP5
Ha Ne oT

CITPABKA
O BHEJPEHWUHU PE3YJIBTATOB HCCIEeL0BAaHUM TUCCEPTAIMOHHON pabOTEI
HTarimyp3una Mapka Pagucouua na remy:
«He#ipopeabunuramust 1eTei co CIMHAIbHBIMU MBIIIIEYHBIMU anO(meH
MEXaHHM3MBbl CAHOTeHe3a, CTpaTeTus TepaItumy,
IIPEJICTaBIIEHHOM Ha COMCKAaHUE YUeHOM CTeNIeHH JOKTOpa MEUIMHCKUX HAYyK 110
crenransyoct 14.01.11 — HepBHBIE O0NE3HU

Ipepnoxennplit  crioco® KOMIUIEKCHOW TIATOTEHETHYECKH —HAINPABIEHHOMN
[IePCOHATU3UPOBAHHOM Tepanuu Ha OCHOBeE OLIEHKH KIIMHHKO-
9JIEKTPOHEHPOMUOTPAPUIECKOI0 MOHUTOPHPOBAHUSI TO3BOJHI IOBBICUTH KAaYyeCTBO
jedyeHus  JeTed  cO  COMHAIBHBIMHM  MBIICYHBIMH  aTPOQUAMH C  YYIETOM
naTo(hU3MONOrHYEeCKUX MEXAHU3MOB MX PA3BUTHs Ha PHU3JHUYHBIX OTanax TeUIeHUs
pasButdsa 3ab0neBaHUA M Da3paGoTaTh KOMIUIEKC J1edeGHO-IPOMHUIAKTHIECKHX |
MEpOIpPUSITHHA, HANpPABIEHHBIX HA [pedylpex/(CHIe popmMupOBaHHA  KOCTHO-
MBITIIEYHBIX OCTIOMKHESHMIA.

Mcerounux nadopmanmu:

1. Ilakimypsue M.P. CrnimHaigbHbBle MbIIIEYHBIE ATPOGUMU: OT COBPEMEHHBIX
BO3MOXHOCTEH K HOBOW cTpareruu okxazanust nomomu / M.P.IakimMypsus,
N.C.Jlyukwuit // Ky6arckuli HayuHbli MeIULHHCKHIT BECTHK. — 2020 —T.27, Ne 6. —
C. 80-93.

2. llafimypsun M.P. Ponp oamexrponeiipomuorpaduu B (HOPMUPOBAHUU
TeparneBTUYeCKQl CTpaTeruy y AeTed CO CIMHAIBHBIMU MBIIEYHBIME aTPOQUsIME /
M.P lakmypsun, MW.CJlyuxu#t, 3.U.SxwsieBa // BecTHMK THIHMEHB H
sriemuosioruu. — 2020. — T. 24, Ne 2. — C. 176-184

q BETCIM X, :
I'naBHbIA Bpay/ 1§ AR ECKa5 | 2 | W JL.A.Mansuesa
\ UenTp

3aB. OT/eNEeHUENE) H / 7 N.A.Canexos
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MUWHUCTEPCTBO 3JIPABOOXPAHEHMUSI
JOHELIKOW HAPOJHOM PECIYBJIUKU
PECTIYBJIMKAHCKHWI KJIMHUYECKWI IEHTP HEWPOPEABWJINTALIU
I'. TOHELIKA MUHUCTEPCTBA 3JPABOOXPAHEHMUSI
JOHEUKOW HAPOJHOM PECITYBJIVIKU

np. I/Iana, 80a, r. lIoneu12805. e.n.: 062-4--73, mil cmal.c

o T T

19.00. 208/ No 2R/

Ha No orT

CIIPABKA

O BHEJIPEHUH PE3YNIbTATOB MCCIIEN0BAHUMN TUCCEPTALMOHHON PaGOTHI
[laiimypsuna Mapka Padrcosrua Ha Temy:
«Het#popeabuuranus fetelf CO CIMHAIBHBIMY MBIIIEIHBIMU ATPODUSMIA: MEXAHUIMBI

CaHOT€HEe3a, CTPATEr sl TEPAITUm, '
MPEICTABIECHHON Ha COMCKAHKE YUEHOU CTeNeH: JOKTOpa MEAUIMHCKIX HAYK
o crneruansHocTd 14.01.11 — HepBHble GonesHu

~ llpoGiema cruHANBHBIX MBINIEYHBIX AaTpPOGUil HMEET BAXKHOE 3HAYCHHE B
COBPEMEHHOM 00LIEeCTBe, BKIIOYACT B ce6sl He TONBKO MEeIMLIHCKAN, HO M COIMATbHbIA
acriekT. B aToi CBsI3M, MpenoKeHHbIH criocod KITMHUKO-3JIEKTPOHEHpOMUOrpadhuIeckoi
AHArHOCTUKHU Ha PA3JIMYHBIX dTaNax pasBUTHs 3a00/IeBaHuUs U CBOEBPEMEHHOE HAa3HAYEHHUE
I hepeHIPOBAHHON IePCOHNPULIPOBAHHOMN TEPAITHH, BKIFOYAIONIEH TaTOreHETHIECKH
HAlpaBICHHOE  MEJMKAMEHTO3HOe  JIeYeHHe ¥  MOAU(DUIHUPOBAHHEIN  Croco6
HEMEIMKAMEHTO3HOH KOPPEKIUH, HanpaBneHﬁLIﬁ Ha pa3paboTKy MEHee IMOPaKeHHBIX
MBIIICYHEIX TPYII, B COBOKYIHOCTH a0 BO3MOXHOCTB IIOBBICHTH KAUeCTBO JIEUEHUS,
3aME/UINTh IPOrpeCCHpOBaHKe 3a00JeBaHMs, MaKCHUMAIBHO COXPAHHTH JBUTATENbHbI

TIOTEHIUAN y JeTell CO CTIMHATBHBIMY MBIIICYHBIMY aTpOQUSIMH,

Hcrounuk nudopmarmu:

1. Ilakimypsur, M.P. CrnuHanbHBIE MBIIICYHBIE arpo(uu: OT COBPEMEHHBIX
BO3MOXKHOCTEH K HOBOM CTpaTeruu okazaHus riomorw / M.P. atimypaun, W.C. Jlyukuit /
Ky6anckuit HayunbIit MeauumHCKui BectHIK, — 2020. — T, 27, Ne 6. - C. 80-93.

2. latimypsun, M.P. Oprasusanus MeauKo-CONHATbHOIO . COIIPOBOXJICHUS H
AUCTIAHCEPHOTO HAOIIONEeHUS GOIBHBIX CO CIIMHALHBIMI MBIIIECYHBIMHA aTpodusivu (0630p

matepaTypsr) / ML.P. Illaiimypsus / BecTHHK HEOTIIONHOM U BOCCTAHOBHTEIEHOM XUPYPTHUH.
—2020.—T. 5, Ne 3. — C. 144-153.

Hupexrop

3aB. CTAllHOHAPHEIM OTIEIEHHEM
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TlNocynmapcreennas o6pazoBaTesbHast ‘ VYTBEPXJIAIO
OpTaHU3aIHS BBICIIEr0 MPOPECCHOHATEHOTO | IPOPEKTOp MO yuebHOi padoTe
obpazoBaHus «J[oOHENKHH HAITMOHAILHBIA : T'O0 BIIO
MEUIIMHCKUM YHUBEPCUTET UM. M. 5K KU HALII/IOHAHBHBII/I
T'oppkoro» ; KI/II/I YHUBEPCUTET
MunucTepcTBa 3paBOOXPAHEHUS I[onem(on /2 «,u,oHEL\KWf;l it EHU M.I'OPBKOT O,

Haporoit Pecrry6muku {12 £/ nalHOHATIBEES K.MEJIH., IOLEHT

i MEZAUMHCE v /

283003, r. [oreux, np. Upuua, 16 . %f; ‘/HV\BLPCMTET P.B. Bacuit
Te.: +380(62)344-40-01 | LA ./ ‘g O35 0> 2021
Email: contact@dnmu.ru '

CIIPABKA
0 BHEJPEHHH Pe3YJbTATOB JUCCEPTANMOHHOr0 HCCIEN0BAHMS

Haspanue nuccepTanuoEHON paboTHL: °

«Heiipopeabunmramist  feTeli CO CIMHATBHBIME MBIIEYHBIME aTPOQUSIMH: MEXaHH3MBI
caHOreHesa, CTPaTerusl TePaITumy

ABTOD HCCIIEIOBAHHSIL:

[Maiimyp3un Mapk PaducoBuu, accucTeHT KadeApbl IHETCKOH H  OOIIeld HEeBPOJIOTHH
(axynpTeTa HHTEpHATYphl M IOCITEAMIUIOMHOro obpasopamms I'OO BHO «JloHeKHH
HAIMOHAIIbHBIN MeMIMHCKIH yHuBepcuteT uM. M. ['opskoro» ;
Martepuanbl it BHEAPCHUS:

3HavYeHHe COIYTCTBYIOIIEI0 MHOIATHYECKOTO M HEBPAIBHOTO IMOPAXKEHHs IBUIraTe/IbHBIX
€/IMHUI] B NATOTE€HE3¢ JBMIATENBHBIX HApyIIEHWH CHUHATBHBIX MBIICYHBIX aTpoQueH.
BiusHMEe MHOIATHYECKOTO M HEBPAIBHOTO MMOBPEXASHUS HA OCOOECHHOCTHM KIIMHUYECKOIO
TEYEHUsI, IPOTHO3 U Pe3yJbTaThl JedeHus . Poilb HEBPOT€HHOTO U MHOIEHHOIO IOPayKCHHS
KaK  TpHrrepa (OpMHpPOBaHMS  KOCTHO-MBIIIEYHBIX  OCIOKHEHMH  (KOHTPAakTyp H
HEHPOMBIIEYHOTO CKONMo3a). [lepconanusuposansble Ju(GEPeHIUPOBAHHBIE IIOIXO0/1bI
JIOJITOBPEMEHHOM Teparui CIHHAIBHBIX MBIIIEYHBIX aTPOQHA.

dopma BHENPEHUS:

Hcnonp30Banye MaTEpUANoB B TIpolecce 0OyUEHHs] HHTEPHOB B OpAHHaTOpoB. CocTaBneHue
y4eOHO-METOAUIECKAX MATEPHANIOB, IIPU IIOATOTOBKE JIEKIMH M CEMUHAPCKUX 3aHATHH.
HapMeHoBaHye YUPEsKICHHs], B KOTOPOM BHEJPEHbI MATEPHAE] HAYIHO-HCCIIEI0BATEILCKOH
PaboThI: .
Kadenpa merckoit m oOmeil HeBposjoruu (akyyibTera WHTEPHATYPHI U IIOCIIEIUILIOMHOIO
obpazosanust ['OO BIIO «JloHenxwit HAIMOHAIBHBIN MeIUIMHCKAN YHHBEPCHTET HM. M.
Fopsxoro»

3as. xadenpoit geTckoi u obeit /0{/‘ A .
uesposioruu OUIIO, :
I.MEI.H., JOLIEHT N.C. Jlyuxuit
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I'ocymapcTBenHas 06pazoBaTenbHas YTBEPXIAIO
OpraHM3anys BEICIIEro PO(eCCHOHATBHOTO IpOpeKTop 110 yueOHoi paboTe
obpazoBanus «JoOHEIKUI HAUOHATBHEIN I'OO BIIO
MEIUIUHCKUH YHUBEpCUTET M. M. ~ HOHE] K\I/H/I HALII/IOHAJIBHBII/I
Topekoroy AE, QKM VHUBEPCUTET
Munucrepersa 3apaBooxpanenust JloHenkoi IOHELKMA Y ‘H M.I'OPBKOT'O,
Haponmroit Pecrmy6maxu HALIUOHAIbHBI/ }Meﬁ H., JIOL[EHT
283003, r. Jlonenx, np. Vinsuya, 16 ~ MEAM””“CK”M /‘:’q f - B, Bacult
Ten.: +380(62)344-40-01 )

Email: contact@dnmu.ru

N » ¥ oﬁ\}

CIIPABKA
0 BHEPEHHUH Pe3yJIbTATOB JUCCEPTAIHOHHOI0 HCC/Ie0BAHMS

HasBanue auccepTaiioHHON paboThL:

«Heiipopeabunuranust JeTeil CO COUHATHHBIMH MBIIEUYHBIME aTpOo(uAMH: MEXaHU3MBI
CaHOTeHEe3a, CTPATETUsl TEPAITHI»

ABTOD HcCIeI0BaHHUS:

[ladimyp3un Mapk Paducosuy, accucTeHT Kadeapel gerckoi u obmiedl HeBpOIOrHu
(baxynpreTa MHTEpHATYpHl U mocieaumioMHoro obpasoBanus ['OO BIIO «Jlonenxwmii
HalMOHAJIFHBIM MEIUIMHCKIY yHUBEepcUTeT M. M. I'oppkoroy

Marepuais! st BHSAPEHUSL:

3HaueHWEe COIMYTCTBYIOIIEr0 MHOIIATUYECKOTO M HEBPAIBHOIO ITOPAKEHHs JBHIaTEIbHBIX
eMHUI[ B IIATOreHE3¢ JBUTATENbHBIX HAPYIICHHH CHMHAJIBHBIX MBINEYHBIX aTpo(uei.
BiusHEEe MHOIATHYECKOTO M HEBPAIHHOTO IOBPEXKICHHS Ha OCOOGEHHOCTH KIMHHUYECKOIO
TEYEHHs, TIPOTHO3 M Pe3yJIbTaThl JiedeHus. POib HEBPOr€HHOIO ¥ MHOI€HHOTO IOPAXKCHHUS
KaKk Tpurrepa (OPMHPOBAHUS  KOCTHO-MBIIIEYHBIX  OCJOKHEHWM  (KOHTPAakTyp U
HEeUpOMBIIIEUHOro CcKoimo3a). [lepconanusupoBanuble IUGPEPEHIMPOBAHHBIE ITOXOBI
JIONTOBPEMEHHOM Teparuy CHHHAIBHBIX MBIIICYHBIX aTpoduii.

dopma BHEAPCHHUS:

Hcnonp3oBanue mMarepualioB B Ipoliecce 0OydYeHHUS CTYAEHTOB, HHTEPHOB M OPJHHATOPOB.
Cocrapienne y1e6HO-METOANICCKUX MATEPHAIOB, IPHU IOJIOTOBKE JIEKIUH M CEMUHAPCKUX
3aHATUH.

HaumeHoBanue yupexJIeHUs, B KOTOPOM BHEIPEHLI MAaTepHAJIbl HAYIHO-HUCCIIEIOBATEIECKON
paboTHL:

Kadenpa nesponoruu u Mepunuuckoi reseruku ['OO BIIO «/loHenkuil Har@oOHAIBHBIA
MeUIUHCKUH yHuBepcuteT uM. M. ['opekoroy.

3aB. xadeapoi HEBPOJIIOTHH U METUITHHCKOM

T€HETHKH, JI.MeJI.H., Ipodeccop E.A. Cratunona

-
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MUHUCTEPCTBO «YTBEPXIIAIO»
3JIPABOOXPAHEHMA [IPOPEKTOP 10 HAyJHO-
JIYTAHCKOM HAPOJTHOY [elaroruyeckoi padore
PECITYBJIMKA TOCYIIAPCTBEHHOE
TOCYJIAPCTBEHHOE VUPEXIEHUE YYPEX/IEHUE JIYTAHCKOM
JIYTAHCKOM HAPOTHOM HAPOJTHOM PECITYBJIMKU
PECITYBJIUKU «JIYTAHCKUM «JIYT AHCKHUIA
TOCYIAPCTBEHHBIN MEJIULIMHCKUAN FOCYJIAPCTBEHHBIN
VHUBEPCUTET UMEHU CBSTUTEJIA MEIII/IHI/IHCKI/Iﬁ VHUBEPCUTET
JIVKW» MUMEHU CBATUTEILA JIVKW»
91045, r. JIyranck, kB. 50-1etust O60poHBI K.M€I.H., TOLEHT
JlyraHcka, 1t B.B. bubuk
mail: kanclgmu@mail.ru «_» 20 r.
Ten.: +38 (0642) 34-71-13, 34-71-16

CIIPABKA
0 BHEJIPEHHH Pe3yJabTAaTOB AHCCEPTANHOHHOIO HccJaea10BaHus

Haspanue uccepTallHOHHOM PabOTEL:

«Hejipopeabuuranus JeTell CO CIMHATBHBIMM MBIICYHBIMA ATPOQHAMA: MEXaHH3MBI
caHoreHesa, CTpaTerus Tepanum

ABTOp HCCIEI0BaHUS:

Ilaiimyp3us Mapk PaducoBud, accucTeHT Kadeapbl XCTCKOH H oOmielf HEBPOJIOIHH
(akynbTeTa MHTEPHATYPHI H IOCTEAMIUIOMHOTO 0OpasoBaHHs I'OO BIIO «/loneuxui
HAIMOHATBHBI MeTMIMHCKHH yHuBepcuTeT uM. M. I'opekoro»

Marepuaiisl Ul BHEIPEHHS:

3HaueHNe COMYTCTBYIOIEr0 MHOIIATHYECKOrO W HEBPAJIBHOTO IMOPAKEHHs IBHIaTE/IbHBIX
eIMHMI B NATOTeHe3e JBMTATENHHBIX HAPYUICHHIl CIMHATBHBIX MBIIICYHBIX aTpOQHed.
BiHsiHHE MHONATHYECKOTO M HEBPAIBHOTO MOBPEKICHHS HA OCOOCHHOCTH KIMHHYECKOTO
TeYeHHMs, IPOTHO3 W Pe3yJbTAaTHl JeueHHs. Poib HEBPOrEHHOrO M MHOTEHHOTO MOPaXCHHSA
KaKk Tpurrepa (OPMHUPOBaHMS ~ KOCTHO-MBIIIEYHBIX  OCJIOXKHEHHH  (KOHTPakTyp H
HeHpOMBIIIEYHOTO CKOJIMO03a). IlepcoHanusupoBanuble In((epeHIpoBaHHbIe M0AXOMIE!
JIOITOBPEMEHHO ! Teparii CIMHATBHEIX MBIIIEYHBIX aTPOQHii.

dopma BHEIPEHHUS:

Vcnonp30BaHne MaTepHalIoB B mpolecce oOyYeHHs CTYASHTOB, HHTEPHOB U OPAMHATOPOB.
CocTaBreHHe yueOHO-METOMYECKIX MaTepHaioB, MPU MOArOTOBKE JICKIMH H CEMHHAPCKHX
3aHATHI.

HauMeHOBaHHE YUDPEKICHHS. B KOTOPOM BHEIPEHbI MATEPHANIBI HAYYHO-HCCIIEI0BATEIECKOM
paboThI:

Kadenpa mepsHbIX Oonesueii u Heiipoxupypruu I'Y JIHP «JITMY WM. CBATHUTEJLA
JIVKW».

3aB. kadeapoit HepBHBIX Hose3HeN
U HEHpPOXHPYPIHH,
JL.Me.H., mpodeccop

HEEE Vo

ALPOS |



