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OBIIASA XAPAKTEPUCTUKA PABOTbBI

AKTYaJIbHOCTh TeMbI HCCJIeA0BaHHA. B  CTpykType HacleICTBEHHBIX
HEHpoJIereHEPaTUBHBIX ~ 3a00JIeBaHU  0cO00€  MECTO  3aHMMAeT  KIMHUYECKH
reTeporeHHas rpymnna naToJIOTMYECKUX COCTOSIHUM JBUTATEIbHOIO HEMPOHA CIIMHHOIO
MO3ra, TpEeJCTaBJICHHAs  CHOUHAIBHBIMU  MbIIeuHbIMU  aTpodusmu  (CMA).
Pacnpoctpanennocts CMA coctaBisieT 1-2 cimydas Ha 100 Thic. yenoBek. Kiimanuecku
3a00JIeBaHUE TPOSABIAECTCS CTOMKMMHU CTATOMOTOPHBIMU HapyIIEHUSMH, HEYKIOHHBIM
CHI)KCHUEM  (DYHKIIMOHAJIBHBIX BO3MOXHOCTEH, pa3BUTUEM HHBAIMAU3AIUUU C
JIMANia30HOM TSKECTH OT 3JIOKAYE€CTBEHHOW MH(MAHTWIBHOW (POPMBI C TE€Tparuierueil u
BBICOKOI CMEPTHOCTBIO 10 YMEPEHHBIX MPOSIBICHUN U MATKOTO T€UEHUs 3a001€BaHuUs C
HOpMaJIbHOM  TipofoipKuTenbHOCThI0  Ku3HM (EBTymenko C. K. u coast., 2014,
I'yzeBa B. 1., 2015; Carré A. et al., 2016; Hwang H. et al. 2017). ITaToreHeTnuecku
CMA cBs3aHbl C MOPAXKEHUEM HMXKHUX MOTOHEHPOHOB CIIMHHOTO MO3Ta M CTBOJA
MO3ra, 9TO 00YCJIOBIICHO ACJICHUSIMH WA MyTallMsIMHA B T€HE BDKMBAHHUS MOTOHEHPOHA
1 (SMN1) u npuBOAMUT K MPOrPECCUPYIONIMM HapyUIEHUSIM (DYHKIIMOHUPOBAHUS
MOTIEPEYHO-TI0NI0CaTON MYyCKynarypbl KoHeuHoctedl u tynosuma ([lerpyxun A. C. u
coanT., 2018; Darras B. T. et al., 2018; I'yces E. 1., 2019).

JIOoCTHKEHUS B U3YYEHUH MOJEKYISIPHO-TeHETHYeCKHnX ocHOB CMA mo3Bosmin
CYIIECTBEHHO YJIYYIIUTh TEPANEBTUYECKUN MOTEHIHUA C BO3MOXHOCTAMH MOIYJISILIUU
reHetnyeckoro nedekra (Dubowitz V. et al., 2019, 2020; Mercuri E. et al., 2018, 2019).
BmecTe ¢ TeM LeneBble MOKa3aTeau IO PsAy F€HOTEPAleBTUUYECKUX COECIWHEHUN HE
JTOCTUTHYTHI B TosiHOM ob0beme (Castro D., 2014; Arnold W. D., 2015; Dangouloff T.,
2019), okoHUaTENbHO HE JOPaOOTaHBI MEXaHU3Mbl UHPPACTPYKTYPHOU OpraHU3alNM B
nannoMm Hampasinenun (Finkel R.S. et al., 2018; PearsonS.D. et al.,, 2019),
MPOJIOJKAETCA U3yUYEeHHE JOATOCPOUHON 3(DPEKTUBHOCTU U IEPEHOCUMOCTH TapreTHOU
tepanuu (Zingariello C. D. et al., 2019; Ross L. F., 2019; Riessland M., 2019).

Hecmotps Ha cyiiecTByOIIYI0 OONBIIYIO TETEPOT€HHOCTh KIMHUYECKOTO OTBETa
Ha JIOCTYIIHbIE B HACTOAILEE BpPEMsI METOJbI JICUCHUs, HAUMHAsi OT OTCYTCTBUS OTBETa
no Bnevarisrommx pe3ynabraroB (Lloyd A. J. et al., 2019; Darba J., 2020), Bemymum

MPOTHOCTHYECKH  OJaronpusiTHbIM  (akTopoM, omnpeneistouuM 3((PEeKTUBHOCTh
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JICUCHMSI, SBIIACTCS HA3HAUCHWE TEPAlUU HAa CTAJNU PAaHHUX KIMHUYECKUX MPOSBICHUIN
3aboneBanus (Zhao M. et al., 2019; Michel C. et al., 2020). B ocHOBe JedYeHUs AOKHA
JCKaTh CTPATETHs MEPCOHAIM3UPOBAHHON TEPAIMK, YYHUTHIBAIOIICH WHINBUIYaIbHBIC
OCOOCHHOCTH pa3BUTHS 3a00J€BaHWS W OTBETa HA MPUMCHSEMBIC METOIUKHU
BozjaeiictBus (Vaidya S. et al., 2018; Illafimypsuna M. P. u coast., 2019, 2020;
Ross L. F. etal., 2019).

Crenenb pa3paGoOTAaHHOCTH TeMbl HcceqoBaHusA. COTJIacCHO COBPEMEHHOMN
KOHIICTIIIMY, TJABHOM 3ajadel auarHoctudeckoro odrama mpu CMA  saBnsercs
BO3MOJKHOCTh BBISBJICHHS CHMIITOMOB 3a00JI€BaHUS Ha JOKIMHUYECKOM YpPOBHE
naTOU3NOJIOTHICCKAX HAPYIICHWH MOTOPHOW HWHTETpPAlldd C  TOCIETYIONTUM
renotunupoBanuem (Tizzano E.F. et al., 2017; De SanctisR. et al., 2018;
Kraszewski J. N., 2018; Bozorg Qomi S. et al., 2019). OgHoli 13 HauMeHee N3yYSHHBIX
npodiem y OompHeIX CMA  ocraroTcsa  MaToPU3MOJOTHUECKHE  MEXaHU3MBbI
CONYTCTBYIOIIETO TMOPAXCHWsI MOTOPHOM WHTErpaliy, BKJIOYas MHOTCHHOE U
HEBPOTCHHOE HApPYIICHUS, X KIMHUYECKHUE TMOCICACTBUS I JIBUTATEIHbHOW (DYHKIIMH
U 3HAYCHUE B IIOTCHIHUPOBAHWHM (HOPMHUPOBAHUS KOCTHO-MBIIICUYHBIX OCIO0KHEHUMN
(HEeMpPOMBIIIEYHBII CKOJIMO3 U KOHTPAKTYPBHI).

B HayuyHBIX HCCIENOBAaHHUSAX TIOCIECIHUX JIET TOJYyYeHBI YOCIUTEIbHBIC
JIOKA3aTeNIbCTBa KIMHUYECKON 3(P(EKTUBHOCTH OLEHOYHBIX IIKad (YHKIMOHATHHBIX
BO3MOXKHOCTEH W  MBIIICYHOM CHWJIBI, TIPOBOJUMBIX Kak B  aMOyJIaTOPHO-
NOJMKJIMHUYECKUX YCIIOBHUSX, Tak W Ha rocnurtanbHoMm dTame (Febrer A. et al., 2011;
Mazzone E. et al., 2014). Bmecte ¢ TeM B JIMTepaType HEIOCTATOUYHO MH(OpMaLUU O
JBUTATEIIBHOW (YHKIIMH M TOIMUKO-3THOJIOTHIECKOM TTATTEPHE MUOTEHHOTO TIOPAKCHUS
C y4€TOM MPUOPUTETOB (PEHOTHITHMUECKOTO AUATHO3a Y manueHToB co CMA pa3nudHbIxX
BO3PACTHBIX TPYIIII.

MHorogakTopHOCTh pa3BuUTUs U TporpeccupoBannss CMA HEOTHOKpPATHO
MIPOJIEMOHCTPUPOBAHBI B HAYYHBIX MCCIEIOBAHUSX U MOJOKEHBI B OCHOBY KOHIICTIITUU
BenaeHus namueHtoB co CMA (Wang C. H. et al.,, 2007; MacKenzie A., 2010;
Simone C. et al., 2016). B 10 e BpeMs B JUTEpAaTypHBIX UCTOUYHUKAX HEIOCTATOYHO

OTPaKCHbI BOIIPOCHI INECPCOHATIUIUPOBAHHOI'O IMOAXO0Aa K BCACHHUIO oompHBEIX CMA ¢
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Y4E€TOM  OLEHKM HWHIUBUAYAIbHBIX  OCOOGHHOCTEW  pa3BUTUS W TEUCHUs
naTopu3noIOTHYEeCKNX mporeccoB. OrpaHUyeHbl CBEACHUS O MOTEHIIMAIBHBIX
IPEIUKTOPAaX YCKOPEHHOTO IpOrpeccUpoBaHMsl 3a00JIEBaHUS, BO3MOXKHOCTIX MX
paHHE! AMArHOCTUKH, HAIPABICHUSAX TEPANEBTUYECKOTO BO3JAEHCTBHUS M MapKepax
3 PEKTUBHOCTH JICUCHUSI.

Heap ucciaenoBanms: pa3padoTaTh MPUHLUIBI KOMIUIEKCHON MAaTOT€HETHUYECKU
HAIlpaBJIICHHOW TNEPCOHAIM3UPOBAHHONW TEpPAallMM HA OCHOBE OLIEHKA KJIWHUKO-
(YHKIIMOHAJIBHOTO COCTOSIHUS JIBUTaTEJIbHOM CHCTEMBl JETe CO CIHHAJIbHBIMU
MBIIIEYHBIMU ~ aTPOQHUSIMU C yYETOM MEXaHU3MOB CAHOIEHE3a U  CTpaTeruu
MPOrHO3MpOBaHUs F3P(HEKTUBHOCTH JIEUEOHOTO MPOIIECCa.

3agaum uccje 0BaHus

1. V3yunTh OCOOEHHOCTH JABUIATENbHBIX HApPYLIEHUN Yy JAETeH C pa3IMYHbIMHU
¢enotunmyeckumu BapuantaMu CMA U yCTaHOBUTH (PAKTOPBI, OKA3bIBAIOLINE BIUSHUE
Ha UX NPOTPECCUPOBAHUE.

2. Onpenenuth XapakTep W 3HAYEHHE 3neKTpoHerpomuorpapuyeckux (OHMI)
U3MEHEHUN NJIs OLEHKH MaTOPU3UOJOTUYECKUX W CAHOTCHETHUYECKHUX MEXaHU3MOB
Pa3BUTHS U TEUEHUS PA3IUYHBIX (eHOTUNMYECKUX BapruaHToB CMA.

3. Ilpoananu3upoBaTh OCOOEHHOCTH BTOPHYHBIX HEBPOTEHHBIX W MHUOTEHHBIX
HapyIIEHUI, BO3HUKAIOIIMX BCJIEICTBHE NATOJIOTMHM JABUIATEIIbHOIO MOTOHEHPOHA, U
ONMpENENNTh HMX BIMAHME HAa KIMHUYECKOE TEUEHHEe, MPOrHo3 U SHPEKTUBHOCTH
TEpPaneBTUYECKUX MEPOIPUSATUN.

4. Ha ocHOBe pe3yJIbTaTOB KJIMHUKO-HeBpojoruueckux u DHMI -uccienopanuii
pa3paboTarh CTPATErHio MEPCOHAIU3UPOBAHHON KOMIUIEKCHOW Te€panuu MalueHTOB CO
CMA ¢ y4yeToM WHIMBHUIYaJNbHBIX OCOOEHHOCTEH MaTO(PU3NOJIIOTUYECKUX U
CAaHOT€HETUYECKUX MEXaHU3MOB Pa3BUTHS U TeUEHUs 3a00J1eBaHUSI.

5. Ouenutp 3HaueHnune wmetoma OHMI kak kputepus B  BbIOOpE
NEPCOHATU3UPOBAHHON CTPATErMH KOMILJIEKCHOM Tepamnuu U OIeHKH ee d3(PPeKTUBHOCTH

y aetreit co CMA.



6. Ha ocHoBe mato(u3HOJIOTHUYECKHX MEXaHU3MOB DPA3BUTHS, KIMHUYECKUX U
OHMI -xapakTepucTuk pa3padboTaTh aarOpPUTMbBI MPOTHO3a 3()PEKTUBHOCTU JICUEHUS
nereri co CMA.

7. Pa3zpaborarh pEKOMEHJALMH MO MEIUKO-COLMAIBHOMY COIPOBOXIACHUIO H
qucrnaHcepHoMy HaOmoaeHuto 6onbHbIX CMA.

O0beKT HcciIeJOBAaHNSA: CIIMHAJIBHBIE MBIILICYHbIE aTPOPUH IETCKOTO BO3pPACTA.

Ipenmer wucciaexoBanus: crparerust JiedeHus naereii co CMA Ha oOCHOBe
U3Y4YEHUS UX IMATON€HETUYECKUX MEXAHU3MOB U TEUCHUS.

HayuyHnasi HOBU3HA HCCJIeI0BAHUS

Brnepsrie mnpeacTaBieHa OpUTHMHANIbHAS METOJMKA KOMOMHATOPHOTO KIIMHUKO-
JUArHOCTMYECKOT0  MOHMTOPHUPOBAHMSI Ha  pa3jIMYHBIX  3Tamax 3aboJeBaHUs,
pa3paboTaHa METOJMKA paHHEW JMATHOCTUKA BTOPHUYHOIO HEBPAIBHOIO U
MHUONIATHYECKOT0 NopaxkeHus y nmanueHTos co CMA c¢ ncnons3zoBanneMm Meroga SOHMI'.

BnepBble NpemioKeHbl NEPCOHATM3UPOBAHHBIE MOAXOJbl K OpraHW3aluu
UH(QPACTPYKTYphl JOJTOCPOYHOW Kypauuu mnanueHToB co CMA, OCHOBaHHbBIE Ha
TIIATEIbHOM  KJIMHUKO-WUHCTPYMEHTAJIBHOM  OOCJE€OBaHUM C  AKIEHTHUPOBaHHEM
BHUMaHHSI HAa paHHEM BbIABICHUHM BEAYIIEr0 MAaTOJOTMYECKOro  MaTTepHa,
OTIPENETSIOIET0 TSHKECTh JBUTATENbHBIX HApYLIEHUH U ypOBEHb (DYHKIMOHAJIBHBIX
BO3MOXKHOCTEH, YTO JIOKHUTCSI B OCHOBY TAKTUKHU JI€UEOHBIX MEPOTPUSATHUH.

B pe3synpTaTe NPOBEAEHHOIO KOMIUIEKCHOTO KIMHUKO-UHCTPYMEHTAIBHOIO
UCCIICIOBAaHMSI NPEJCTaBICHbl YTOYHEHHbIE JaHHbIE O MNaTO(PU3UOJOTHUECKUX
MexaHu3Max (OPMHPOBAHUS JBUTATEIbHBIX HAPYLICHUH Yy JAeTell ¢ pa3au4yHbIMU
dbenotunmueckumu BapuantaMu CMA. JlokazaHo, 4TO B MAaTOreHe3€ JABUIATENbHBIX
HapymieHuid CMA BaXHBIM 3BEHOM SBJSIETCS COIYTCTBYIOLIEE MHMOIATUYECKOE U
HEBpaJIbHOE MOPAXKEHHE JIBUTATEIbHBIX €UHUL, OKa3bIBAIOILIEE ONPEICTICHHOE BIUSIHHUE
Ha 0COOCHHOCTH KJIMHUYECKOTO T€UEHUS, POTHO3 U pe3yabTaThl JeueHusi. O00cHOBaHA
TE€CHas B3aMMOCBSI3b MEXJy CTEINEHbIO HapylleHUH, BbIABIsieMblx npu OHMI', u
TSAKECTHIO KIIMHUUECKUX MPOSIBICHUN 3a00JI€BaHNU.

OnpeneneHbl MTPEeMOPOUIHBIE OCOOCHHOCTH Pa3IWYHBIX  (DEHOTUITUYCCKUX

BapHUaHTOB CMA, YTOYHCHBI MHUIUAJIBHBIC KIIMHUYCCKUC ITPOABJICHUA 3a00J1€BaHUs C



BepUpUKallMell HMX TEUEHHUs, YTO TMO3BOJISIET IOCPEACTBOM  MPOAKTUBHBIX
peaOUIUTAIIMOHHBIX MEPOIPHUITHA MPEAYNpPeaAUTh (POPMUPOBAHUE OCIOXKHEHUH U
MaKCHMaJIbHO COXPAHUTh JBUTATEIbHBIA OTEHIIMA HA PAHHUX 3Tarax 3a00JIeBaHuUs.

JlokazaHa BBICOKAsl CTENEHb KOPPEISIUUKA MEXKIAY pe3yJbTaTaMy KIMHHUKO-
HeBpostornaeckoro, HMI' 1 peHTTeHONOrH4eCKOro MCCIECI0BAaHUM, YTO IO3BOJIAIIO
ONTUMHU3HUPOBATH NIEPCOHATN3UPOBAHHBIE MTOIXO/IbI K JIEYEOHOM TaKTHKE.

Ha ocHOBe mnaro(u3nOJOrHYECKHX MEXaHU3MOB pa3BUTHA U TeueHuss CMA,
UHAMBUAYAIbHBIX KiIMHHYeckux u OHMI-xapakrepuctuk pa3paboTaH ajaroputM
mudpepeHIUpPOBAaHHON MEPCOHATU3UPOBAHHON Tepaluu U CO3/laHa CTpaTerus
POTHO3UPOBaHUS 3PHEKTUBHOCTH JICUEHUSI.

Teopernyeckasi 1 NPAKTHYECKAA 3HAYNMOCTh

YTO4YHEH maTTepH JBHUraTeiabHbIX HapyuieHui. JuddepenuupoBana Tonmko-
ATHOJIOTMYECKasl AETePMUHALIMSI MUOTEHHOIO MOPaKEHUSI Pa3IUYHbIX (PEHOTUITUUECKUX
BapuaHToB CMA M mpelyio’KeHa TepaneBTHYecKasi KOHLEIINS BOBJICYECHHS] HaMEHEe
3a/1IeCTBOBAHHBIX TPYIIN MBI JIJIsl BBIPABHUBAHUS (DYHKIIMOHAJIBHBIX BO3MOKHOCTEMN
MBIIIEYHOT 0 anmnapara y aereit co CMA.

VYcraHoBieHa poOJb  JOMOJHUTENbHBIX  MATOPU3HOJIOTUYECKUX  (DAKTOPOB,
Bnusomux Ha  Teuenne CMA. Ilo nmanmasiM  DHMI'-MoHUTOpUpOBaHUS
UACHTU(DULIMPOBAHBl TOTEHUHUANbHBIE MapKepbl, IO3BOJSIOIIME IMPOTHO3UPOBATH
pazButhe 3a0oneBaHus. [loka3zaHo, 4YTO MNPU3HAKKM HEBPOI€HHOTO W MHOTEHHOTO
MOpakeHusl, TMOJydyeHHble B pe3yiaprare OHMI-MoHUTOpUpOBaHUS, SBISIOTCS
HEOJIAronpUsITHBIMA POTHOCTUYECKUMU (PaKTOpaMu, BIUSIOIIMMUA Ha (POPMUPOBAHUE
KOCTHO-MBILIEYHBIX OCIIOKHEHHM.

PazpaboTanbl mepcOHATM3UPOBAHHBIE TOJIXOMBI K JOJITOCPOYHOM MOATATHOU
Tepanuu,  OCHOBAaHHbIE  HAa  TIIATEIBHOM  KJIMHUYECKOM  HCCIIEIOBAHUU,
NOTEHIIMPOBAHHOM IapaJUIEIbHON HWHTEpNpeTalueidl ¢ JaHHBIMHU JIONOJHHUTEIbHBIX
UCCJEIOBAHUM W 3a0CTPEHWEM BHHUMAHHMS HAa pPAHHEM BBIABICHHH CUMIITOMOB,
OKa3blBAIOIIMX HETaTUBHOE BIIMSHUME Ha TeueHWe 3aboneBanus. IlpencraBieHbl
KOMIUIEKCHI JIeU€OHBIX METOIMK, HAIIPABJICHHBIX HA MPEAYNPEKICHHE 1 MUHUMU3AIIIO

Pa3BUTHA OCJIO’)KHEHUM CO CTOPOHBI KOCTHO-MBIILIEYHOM CHUCTEMBI. Hpezmoxceﬂa



METO/JMKAa  MEJIMKAMEHTO3HOI'O  NAaTOT€HETUYECKH  HANpPABJICHHOIO  JICUECHHS
COITYTCTBYIOILIErO HEBPAIBHOIO U MUOMATHYECKOrO MOPAKEHUS B PA3IUUHBIE TIEPHOIBI
TEUYCHUS 3a00J1eBaHUSI. MonaudunupoBana u JOTIOJIHEHA METOANKA
HEMEIMKAMEHTO3HOM  KOppeKIuH  (QYHKIMOHAIBHBIX  HApPYIIEHUH,  BKIIOYas
MaHyaJlbHYI0 Tepanuio, AuddepeHnpoBaHHBIM Macca)k M KOMIUIEKC YIPa)KHEHUH,
HaIpaBJICHHBIX Ha pa3pabOTKy MEHEEe MOPAXKEHHBIX MBIIICUHBIX FPYIII.

MeTo10/10THs U METOABI HCCJICIOBAHUA

MeTrononoruss Hay4HOIO HCCIEA0BaHMS OCHOBAaHA HAa AHAJIM3€ 3HAYUTEIBHOTO
o0beMa Hay4HbIX TpPYIOB OTEUYECTBEHHBIX W 3apyOeXHBIX aBTOPOB B 00JIaCTH
npobsematukn CMA jgerckoro Bo3pacTa, JUArHOCTUYECKHX AacClEKTOB W METOJIOB
JedeHus 3a00JIeBaHUM C MMOPAKEHUEM JIBUTAaTEIIBHOIO MOTOHEHPOHA.

MeTonabl MCCAEAOBAHUS BKIKOYAIN KIMHUYECKUH, MOJECKYJISIPHO-TEHETUYECKHM,
uHcTpyMeHTanbHbINH (DHMI', peHTreHoIorn4eckuii).

Pe3ynbTarhl, moaydeHHbIE B IPOLIECCE UCCIIEIOBaHMS, ObLIM CUCTEMATU3UPOBAHBI
U MOABEPTaIUCh MaTEMaTUYECKO 00pabOTKe aleKBaTHBIMU COBPEMEHHBIMH METOIAMMU
CTaTUCTUYECKOrO aHAJIN3a.

IHos0:xeHus qUccepTalliM, BBIHOCUMbIE HA 3a1IMUTY:

1. JlaHHble TECTHUPOBAHUS JIBUTATEIBHBIX BO3MOXKHOCTEH 10 OIICHOYHBIM
mkanam, DHMI -nokazatenu u pe3ynbTaThl PEHTreHOrpaduu CBUACTEILCTBYIOT O
paznuuusaX B KIMHMYECKOM Te4eHHM (eHOoTUnudeckux BapuaHtoB CMA.
®enorunmuecknii BapuanT CMA 2 Tuma XapakTepusyeTcsi CYIIECTBEHHO Ooliee
BBIPQKEHHBIMU JIBUTATCIbHBIMU HApyIICHUSMH B CpPaBHEHUU C (PEHOTUIIUYECKUM
BapuantoM CMA 3 Tuma.

2. llpumenenune wmetoma OHMI -uccnegoBanusi mo3BOJsIET Oojiee TIIyOOKO
OLICHUTh XapaKTep M MHTEHCHUBHOCTb TEUEHHUS MATOPU3UOJIOTHYECKUX MPOLIECCOB MpHU
CMA, nuarHocTUpoBaTh Pa3HOBUIHOCTH BTOPUYHBIX MATOJOTMYECKUX U3MEHEHUH, B
IIEPBYIO 0YEPENb HEBPOTEHHOI'O U MUOTE€HHOTO XapaKTEPa, YTO ONPEAENAET CTPATETHIO
NEPCOHAM3UPOBAHHON Tepanuyd U BO3MOXXHOCTU NPOTHO3UPOBAHMS 3(PPEKTUBHOCTU
Je4eOHBIX MEPOTIPUSATHH.

3. O,Z[HI/IM N3 TPUITCPOB Pa3BUTHUA CKCICTHO-MBIIICYHBIX OCJIOKHECHUM SIBISCTCS



dopMupyromasicss akCOHalbHAass HEBPOMATHsA, COMPOBOXKIAIOLIASCS  CHIDKEHHUEM
MBIIIIEYHON CHJIBI B JHCTAJbHBIX OTJENlaX KOHEYHOCTEM U BO3HUKHOBEHUEM
HEHPOTEHHBIX  KOHTPAaKTyp, 4YTO  BaXHO  Yy4YUThIBaTh  NOpH  pa3paboTke
NEPCOHATIM3UPOBAHHOMN MPOrPaMMbl HEHPOPEAOMITUTALINH.

4. Muonatudeckoe MOBPEXICHNE MONEPEUHO-TI0JI0CAaTON MYCKYIaTypbl CHUHBI U
TyJIOBUILIA sBIIAETCS (PakTopoM (HOPMUPOBAHMS HEHPOMBIIIEYHOTO CKOJIMO03a, YTO
OINPEENSIET CTPATErHIO JICUEHUS CKEJIETHO-MBIIIEYHBIX OCIOXKHEHUN.

5. OneHka BBIPAXEHHOCTU BOBJICYCHUS pPA3JIMYHBIX MBIIIEYHBIX TPYyHI B
MaTOJOTUYECKUH MPOLIECC, CTENNEHN MUOTEHHBIX U HEBPOTE€HHBIX HAPYIICHUI HA OCHOBE
nruHamMudeckor oueHku OHMI -nokaszareneld Mmo3BOJAET OCYIIECTBIATh CTPATETHIO
NEPCOHAIM3UPOBAHHOTO  TOJAX0Ja K  pa3paboTke  JIe4eOHOM  cTpaTeruu U
IIPOTHO3UPOBATh €€ 3PPEKTUBHOCTD.

6. Ha ocHOBe TONy4eHHBIX B HCCIEIOBAHUM JAHHBIX pa3pabOTaHBI
PEKOMEHJIAIMY 110 JIEYEOHOW TaKTUKE W TMHAMUYECKOMY HaOJIOJIEHUIO0 32 OOJHHBIMU
CMA, B OCHOBY KOTOpHIX TIOJIO)K€HAa KOMIUJIEKCHAasi OIlEHKA JBUTaTeIbHBIX
BO3MOKHOCTEHN M TaHHbIX DHMI -nccienoBanuii, mO3BOJISIONIMX OLEHUBATH TUHAMUKY
Pa3BUTHS U TEUEHUS MAaTO(U3NOIOTUYECKHUX MTPOIIECCOB Y KOHKPETHOTO peOeHKa.

CreneHb JOCTOBEPHOCTH M anpodanus pe3yJibTATOB UCCJIeI0BAHUS

CreneHb  JIOCTOBEPHOCTHM  PE3YJbTAaTOB  MPOBEACHHOTO  HCCIIECIOBAHUS
OIpEENSIETCs] PENpe3eHTaTUBHBIM O0BEMOM BBIOOPKM OCHOBHOHM Trpymmbl (n = 65) u
rpynmnbsl cpaBHeHUsa (n = 30), TpUMEHEHUEM BaJIUAUPOBAHHBIX OICHOYHBIX KA,
COBPEMEHHBIMU METOIaMU HCCIIEIOBAHUS (MHCTpYMEHTAIbHBII (OHMT',
pentreHorpadus), MOJEKYJISIPHO-TEHETUYECKUI), a Takke 0O0pabOTKOM MOJyYEHHBIX
JTAHHBIX METOJaMU MaTeMaTUYECKOW CTATUCTUKH.

PaboTa siBnsieTcs OpUrHHAIBHBIM HAYYHBIM TPYJIOM (opuruHanbHOCTh — 89,52 %,
3aumctBoBaHus — 10,48 %, murupoBanus — 0 %).

Anpobarusi JUCCepTalMOHHOTO HCCJIEeIOBaHUsS IMPOBEIEeHAa Ha ampoOalnOHHOM
ceMHuHape, co3lanHoM npu 3amuTHoM coBere [ 01.026.06 'OO BIIO IOHHMY M.
M. TOPBKOI'O 11.02.2021 roxa (mmpotokoi Ne 1).

Martepuansl  guccepraui  ObUTM  MPEACTAaBIEHBI M OOCYXKICHBI  Ha
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PecnyOnurkaHCKO HaydYHO-TIPAKTUYECKON KOH(PEPEHIIUH C MEXAYHAPOAHBIM Yy4acTHEM
«/IHHOBALIMOHHBIE TOJAXOAbBl B JETCKOM U OOIIeHd HEBPOJOTUM: HAy4HbIE W
npaktuyeckue acnekTs» (Jonenk, 2016), VII Hayuno-npaktudeckoil kKoHGEpEHIUH C
MEXIyHapOaHbIM yudactueM «lIpuopuTeTHbIe HampaBieHUs pPEaOWIUTONIOTHH U
kypoprosnorun»  (Hyp-Cynaran, 2019), IX MeXIucuuIUIMHAPHOM  HAy4HO-
MPAKTUYECKOM KOHTpPECcCe C MEXKIYHApOJHbIM ydacTueM «JleTckuil 1epeOpaibHbIii
napajgud 4 JApyrue HapylieHus JBwxkeHus y gerei» (Mocksa, 2019), III u IV
MexnayHnaponnoMm menuuuHckoMm ¢opyme [lonbacca «Hayka moOexnaTh...0051€3HBY
(doneuk, 2019, 2020); MexayHapogHOM HayYHO-NIPAKTHYECKOW KOH(EpeHLHH
«CoBpeMeHHasi MEIUIIMHA: HOBBIE TTOAXO/IbI U aKTyalbHbIe HcchenoBanusy (I"po3HbIi,
2020); II MexmyHapoJHON Hay4IHO-TPAKTHUECKOM online-KoH(EPEHIIUH, MOCBSIIECHHON
90-etmro  I'OO BIIO JOHHMY HM. M.T'OPBKOI'O «/HHOBaMOHHBIC
nepcrekTuBbl MenunuHbl Jlonbacca» (Jlonerk, 2020).

BHeapenue pe3yibTaToOB HCCIEI0BAHNS B IPAKTUKY

PesynbTaThl  uCCIEAOBaHUS  BHEAPEHbI B  KIMHUYECKYIO MPAKTUKy U
UCIIOJIB3YIOTCSL B JIeUeOHO-IMAarHOCTHYECKo pabore PecryOnMkaHCKONW —JETCKOM
kiuHuyeckod — OonmpHuubl  (JIHP), PecnyOnamkaHCKOro KIMHUYECKOTO  LEHTpa
Hetipopeabmwmraruu (JJHP), I'BY «l'opoackas nerckas kiamHuYeckas OonbpHHUIIA No5
r. Jloneuka», JleTckoM KIMHMYECKOM ILeHTpe T. MakeeBku. Teopernueckue u
MPaKTUYECKUE MaTepHhasibl MCCIEIOBaHMS BKIIOYEHBI B YUeOHBIM mporiecc Kadeapbl
JIETCKOW ¥ OOIIe HEeBpOJOTHUH (aKylIbTeTa HHTEPHATYPHl M MOCIEIUTIIIOMHOTO
obpazoBanus 'OO BIIO IOHHMY WM. M. I'OPbKOI'O, kadenpsl HEBpoJOTUU U
Mmeauiuacko reHetuku ['OO BIIO JIOHHMY WM. M. T'OPbBKOI'O, I'Y JIHP
«Jlyranckuil rocyapCTBEHHbI MEIMIIMHCKUN YHUBEpCUTET uMeHn CBsiturtens JIlykny,
OI'bOY BO «YHeueHcknii roCy1apCTBEHHBIA YHUBEPCUTET.

JInuHbIil BKJIAA coMcKaTesss. ABTOPOM MOATOTOBJIEH AW3AMH M KOMILJIEKCHAs
nporpaMma  JUCCEPTALMOHHOIO  HccienoBaHusa.  (CaMOCTOSITENbHO  BBINOJIHEH
aHAIMTUYECKUIT 0030p OTEYECTBEHHOM W HHOCTPAHHOW JIUTEpaTyphl MO TeMaTHKe
IPOBOJMMOIO HCCIAEAOBaHUS. ABTOp NPUHUMAJ HEMOCPEACTBEHHOE YYacTHUE B

06CJICI[OB3HI/II/I Y4aCTHHUKOB  HCCJICOOBAHMAI, B OpramusanmmuM MW  IOPOBCACHUU
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WHCTPYMEHTAJIBHOTO,  MOJIEKYJIIPHO-TEHETUYECKOr0  MCCJIEAOBaHUUA.  ABTOpOM
NPOBEICHA OLIEHKAa pPE3yJbTAaTOB, IOJYyYEHHbIX B Ipolecce padOThl JTaHHBIX
KIIMHUYECKUX, MOJIEKYJIIPHO-TEHETUYECKUX, WHCTPYMEHTAJIBHBIX  HCCIEIOBAaHUN.
ABTOp CaMOCTOATENILHO NPOBEJI CTATUCTUYECKYI0 OOpaOOTKY MOJYYEHHBIX JAHHBIX,
BBIIIOJIHWJI AHAJIU3 WU JaJl HAy4YHYH) MHTEPHPETAUI0 IOJYYEHHBIX PE3YJIbTAaTOB C
(bOopMyIMPOBKOM BHIBOJIOB U MPAKTUYECKUX PEKOMEH IALIUN.

Myb6naukamuu. [lo marepmanam guccepranuu omnyonukoBaHo 49 mneyaTHBIX
paboTt, U3 HUX B M3JAHUSIX, peKOoMeHJO0BaHHBIX TMepeuHeM BAK npu MuHucrepctse
oOpa3zoBanus u Hayku Jloneukoi Hapoanoii Pecny6omuku — 14, BAK Poccuiickoii
®enepamnu — 5, BAK Ykpaunsl — 3, n3gano 2 MoHorpaduu.

Crpykrypa auccepramuu. Jluccepraumsi wuzigoxkeHa Ha 318 cTpaHuiax
MAalIMHOMUCHOTO TEKCTa W COAEPKUT BBEIAEHUE, 0030p JuTepaTyphl, [ TIJaB
COOCTBEHHBIX HCCJIEJOBAHUM, 3aKJIIOYEHHE, BBIBOJIbI, MPAKTUYECKUE PEKOMEHJAIIUU,
yKazaTellb JIMTepaTypbl, MpUIoKeHus. bubmorpaguieckuil ykazarenb BKIro4aeT 166
oTeuecTBeHHBIX u 499  WHOCTpaHHBIX  HWCTOYHHMKA JATepaTypbl.  Pabota
MPOWLTIOCTPUPOBaHa 27 TabnuiamMu v 27 puCyHKamH.

OCHOBHOE COAEPXXAHUE PABOTHI

OO0mas xapakTepucTUKA MATEPHAJIOB U METO0B UCCJIeJ0BAHUS

Huzaiin  pabOThl TMOCTPOEH HA OCHOBE IMPOCIEKTUBHOTO  KOTOPTHOTO
UCCJIEIOBAHMSI, TMPOBEACHHOr0 Ha 0a3ze PecnyOIMKaHCKOrO KIMHUYECKOTO UEHTpa
Heripopeabmwmraimu  ([lonenkas Hapomnas PecmyOnmuka), KOTOpBINA — SIBISIETCS
rOCyJlapCTBEHHOM CTPYKTYpOH W 3aHUMAaeTCsl peabuiuTaiued AeTeid ¢ OpraHudecKoi
naToJIorueil HepBHOU cuctembl B TeueHue oosee 30 ner. [lon HamuM HaOmOIEHHEM HA
npoTsbkeHun 15 mer Haxomwiock 95 nereit (66 manbuuMkoB U 29 NE€BOYEK) C
T€HETUYECKHU MOJTBEPKJICHHBIM JIMarHO30M MpokcuMaibHOi CMA, mpoXuBaromuyx B
JloHenkoit o0macT W JAPYrHMX pETrHOHaX YKpawHbl, a TakXkKe CTpaH OJUKHETO
3apy0Oexbs. KonnuecTBO BKIIOYEHHBIX B HCCIEAOBAHME NALMEHTOB ONPENEISAIOCH
YUCJIOM  TOCHUTAJIU3UPOBAHHBIX  JE€Tel B  OTHEJeHUE  HelpopeaOuauTanuu.
HccnenoBanne 0m00pEHO JIOKAaJbHBIM 3THUYECKUM KOMHTETOM PecryOmmkaHCKoro

KJIMHUYECKOro IIeHTpa HerpopeadbumuTanuu (mpotokoa Ne 3-9/19 or 13.04.2011 r.).
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Ponurenn wiaM 3aKkOHHBIE TMPEACTABUTENN MALMEHTOB OBbUIM O3HAKOMIIEHBI U
UH(GOPMHUPOBAHBI O LEJSAX, XapakTepe, TUAarHOCTHUECKUX U JIEYEOHBIX MpOoIeaypax, a
TaKK€ O BO3MOXKHBIX HEOJAronmpusATHbIX d(@eKTax JieyeHuss U Aajiud J0OPOBOJBHOE
UH(GOPMUPOBAHHOE COTJIACHE.

Jnarno3 CMA OCHOBBIBaJCS HA TUIMWUYHBIX KJIMHHUYECKUX CUMIITOMAX, JAHHBIX
OHMI' u o006s13aTenbHO MOATBEPXKAAICS pe3yJbTaTaMU MOJEKYJISPHO-TEHETUYECKOrO
WCCJIEIOBAHMSI, BKIIIOYAIOIIET0 M3YYEHHE JIOKYyCa KOPOTKOrO IUie4a 5 XPOMOCOMBI
SMN-rena B ®I'bH «Menuko-reneTndeckuii HaydHblii ieHTp» (r. MockBa), Meauko-
reHeTudyeckoM nenrpe «l'enomen» (r. Pocto), HCTUTYTE MOJIEKYISIPHO OMOJIOTHH U
renetuku HAHY (r. KueB). PykoBOACTBYSICh COBpPEMEHHBIMU PEKOMEHAALMSIMHU I10
(OpPMHUPOBAHNIO CTPYKTYPUPOBAaHHOM OCHOBBI TI€HO()EHOTHUIHMYECKOIO JAMarHosa, y
MAIMeHTOB TMPOBOAWICA ToacueT KoiamdectBa komuit SMN2 (Viollet L., 2013;
Wadman R. |. et al., 2017).

JlnmutensHOCTH HabMOMeHUs cocTtapmia 5,3 + 0,4 roga. Bo3pacT nereii Ha Hayano
uccienoBanusi cocraBun 2,64 + 1,48 roga. Ha MoMeHT wuccinenoBaHus BO3pPACTHOM
nuarna3oH 1-3 roja BcTpeyancd B 2,5 pa3a yalie, 4eM JeTeill B Bo3pacTe cTapiie 3 JerT.

Kputepusimyn BKIIIOUEHUST B MCCIEAOBAHUE SIBISUICA BO3pacTt oT 1 mo 5 ger,
TEeHETUYECKH  YyCTaHoOBJeHHas (Qopma npokcumansHoi CMA, cooTBeTCTBHE
kinHnyeckoMy penoruny CMA 2 u CMA 3 tunos.

KpurepusiMmu uckitoueHusi ObUTM HAJIMYUE TSAXKEIOW COMATUYECKON MaTOJIOTHH,
OTKa3 POJUTENEN I 3aKOHHBIX IIPEICTABUTENIEH OT UCCIIETOBAHUS.

CornacHo  pa3paOOTaHHOW  MOJENHM, YYACTHUKM  HCCIICIOBaHUS  OBLIU
pacnpenenenbl Ha 2 rpynnbl: ocHOBHYIO (OI') u rpynny cpaBaenust (I'C). [Taumentsr
OI', koTopas Bkitovana 65 nereit (68,4 %) B Bo3pacte 2,65 + 1,49 rona, peryispHo, B
YCTaHOBJICHHbIE BpeMeHHble HHTepBaibl (3,4 + 0,6 MecsleB) MPOXOAWIN KIMHUKO-
UHCTpyMEHTalbHOE  oOcnenoBanue.  Konuenuus — jedeHuss  manueHtoB O
pa3palaTeiBasiach Ha MPUHIMIAX [EPCOHATH3UPOBAHHOTO MOAXOAA C MPUMEHEHHEM
KOMIUIEKCHOM MOATAalHOM TEpAanuy Ha OCHOBE BBIACJICHUS BEIYIIETO MAaTOJOIMYECKOTrO
NaTTEPHA, ONPEACISIIOUIEr0 TSDKECTh JABUTATENIbHBIX HApPYIIEHWH MW YPOBEHb

(GYHKIHOHATBHBIX BO3MOXHOCTEH.
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Hern u3 I'C (30 manmmentoB — 31,6 %) B Bo3pacte 2,63 + 1,48 roma momyvanu
OOIIECTPUHATYIO CUMIITOMATHYECKYIO TEPAIUI0 B BO3PACTHBIX JO3UPOBKAX (BUTAMUHBI
rpynnel B, HeliponenTuapl, KapHUTUH-COAEPKAIUME COCAMHEHHMS), XOJIUHOTPOITHBIC
cpencrtBa, maccax, ¢usmorepanuto (Wirth B., 2002; Arnold W.D. et al., 2015;
CokonoBa M. I'. u coaBrt., 2016). JluHamMuKky Te4eHHs NATOJOTUYECKOIrO IMpollecca
TaK)K€ OLIEHUBAIM MO pe3yjbTaTaM KIMHUKO-UHCTPYMEHTAIBHOTO MOHUTOPHUPOBAHUS
yepe3 BpeMeHHbIe poMexyTkH (3,3 + 0,5 mecsien), anamornynbie Ol

Menbmuit 06bem BbiOOpku B ['C 0o0ycnoBieH uHTeHIMEH K 3(QPeKTUBHOU
MOMOILY OOJIbIIEMY KOJIMYECTBY MAIlUEHTOB BBULY OP(PAHHOCTH 3a00JIC€BaHUS.

CoriacHo KJIMHUYECKUX KPUTEPHEB, TIIATEIBHO COOpPAaHHOMY aHaMHE3y U
JTAHHBIX TEHOTUIIMPOBAHUSI CPaBHUBAEMbIE TPYMIBI MO (PEHOTUIIUYECKOMY MPU3HAKY
muddepernupoanbl Ha CMA 2 tumna (n = 54) u 3 tuna (n = 41) (Srivastava T. et al.,
2012;. Tassie B. et al., 2012; Bnonasen JI. B. u coast., 2013). O6pamiaet Ha ceOs
BHUMaHHE HE3HAYUTENIbHOE Tpeodaaanre GpeHorunuueckoro Bapuanta CMA 2 tuma.
[TatpeHToB ¢ 3TUM BapruaHTOM ObLIO OoJbIe Ha 13,6 %.

Bpemennoii uateppai ot nedtora CMA 10 NpuUHSTHS MallMeHTa B UCCIICOBAaHUE
B OI', Bimrouass CMA 2 tumna (OI'-2), coctaBmi 3,50 + 0,64 mec., CMA 3 tuma (OI'-3) —
6,12 + 3,03 mec., B I'C, Bxarouass CMA 2 tuna (I'C-2), — 3,86 + 0,66 mec. (p = 0,7968),
CMA 3 tumna (I'C-3) — 6,12 + 1,75 mec. (p = 0,8517).

CornacHo pa3paO0OTaHHOMY JAW3aiHYy HUCCIEJOBaHUS OILEHKA (PYHKIIMOHAIBHBIX
Bo3MOkHOCTe, DHMI' U peHTreHonornyeckux mnokazareiieid OCyHIECTBIISIACH YEPE3
CTaHJapTU30BaHHbIE BPEMEHHBIC OTPE3KH C KOHTPOJbHBIMU OTMETKamu: «McxomHbie
JIaHHbIeY, «1 roay, «3 rogay, «5 aeT».

VY Bcex marueHTOB OBLIM TIHIATEIHHO HM3YyYCHBI aHAMHE3, HEBPOJIOTHUYCCKUN
CTaTyC, XapakTep TeueHus 3a0oJieBaHMs. BHMMaHHME aKIEHTUPOBAJIOCH HAa YPOBHE
GYHKIIMOHATBHBIX ~ BO3MOXXHOCTEW  TAIMEHTa,  OIEHKE  MPEUMYIIECTBEHHOU
JIOKaNM3aluyi TMOPAKEHHBIX MBI, KOCTHO-CYCTaBHBIX OCJOXHEHUAX. AHamu3
JIBUTATEIbHBIX BO3MOXKHOCTEH OCYIIECTBISICS C TMOMOUIBI0 BEPUPUIIMPOBAHHBIX
MexayHaponHblx wikaa. Jletm co CMA B Bo3pacte crapuie 3 J€T HPOXOIWIIU

TECTHUPOBAHUC I10 BﬂHHHHpOBaHHOﬁ MC)KI[YH&pOI[HOﬁ MIKaJIC OICHKH q)YHKHI/IOHaJIBHBIX



14

Bo3MOXxHOCTe XammepcmuT (RHS). @yHkumoHanbHbld ypoBeHb nanueHToB co CMA
B Bo3pacTe OT | roga /10 3 JEeT OLICHUBAICA C MOMOIIBI0O MEXKIYHAPOJHOM IIKAJIbI
OLICHKM  (QYHKIMOHAJIBbHBIX  Bo3MoxkHocTel  (MHS), wmomudunmpoBanHoit u
alanTUpOBaHHOM B PecryOnmKkaHCKOM KIIMHUYECKOM IIEHTpe HelpopeadmInTauy U Ha
kadenpe aerckod u obmei HeBposormu OUIIO T'OO BIIO JOHHMY HUM.
M. TOPBKOI'O (CBuaerenbCTBO O palldoHaIW3aTOPCKOM mpesaoxeHuun Ne 6368,
2020 r.).

OueHka MBIIIEYHOW CWJIBl y TAIMEHTOB B Bo3pacte oT | roma mo 3 jer
OCYIIECTBIISUIACH C MOMOIIbIO BEPUPUIIMPOBAHHON IIKAJIBI MAHYaJIbHOTO TECTUPOBAHMUS
MBI XaMMEPCMUT. Y AETEN cTapuie 3 JeT NPUMEHSUIACH IIKajla OUEHKH MBIIIECYHON
cwibl o L. McPeak.

JIns TUarHOCTUKHU YPOBHS M CTENEHH MOPAXKEHUS MOTOPHON HMHTETpalud MpHU
CMA mnamnuentam o6eux rpynn npoBogauioch DHMI -ucciaenoBanue Ha mporpaMmmHO-
anmapatHoM komruiekce «Heipo-MBII-mukpo» (Poccus), BKIIOUYAIOMIUM METOAUKY
uronpyaton OHMI ¢ aHaimm3oM aMIUIMTyAbl W JJIMTEILHOCTH  MOTEHIMAa
npuratenbHbiX eauHull (ITJE), crioHTaHHONW aKTUBHOCTH: TMOJIOKUTEIBHBIX OCTPBIX
BoJiH (I1IOB), notenmanos pudbpussnuu (11P), norenunanos acuukymnsuun (I1PLY);
ctumyisinnonHoro DHMI -uccnenoBanueM MOTOpHOTO OTBeTa MbIbl (M-oTBeTa);
noBepxHoctHyro OHMI' ¢ warpy3ounsiMu mpoOamu  (aKTHBHBIE (PU3MUYECKUE
yOpakHEeHUs B TeueHHe 1—3 MUHYT), C U3yUYCHHEM MHAMUKH TTOKa3aTesel JeBUaIuu
MakcuMalibHOM aMmuutyAsl (JIMAII) m neBuanum cpegHel 4acTOThl MOTEHIMATIOB
(JICYII) o u mocyie Harpy304HBIX TECTOB. ¥YBenuueHue cpeaneit ammutyasl [I1E Ha
50 % u Gosiee w/vunu HapacTaHue CpeaHel nmuTenbHOocTH Ha 50 % W BbIIE, HAIUYKE
CrioHTaHHOM akTuBHOCTH B Bujae I[IDIl onenumBamock kak HelpoHomnatusa. [lpu
M3MEHEHUH 3HA4eHUW CTUMyJaiuoHHo DHMI' B Buae CHMKEHHS aMIUIMTyAbl M-
orBeta Ha 70 % u Oonee, unentudukanuu [1OB mo manapiM wurompuarorn DHMI
TPAKTOBaJIM KaK BTOPUYHYIO AaKCOHAIbHYIO HeBpomaruto. [lpu HapactaHuu
unteHcudukanuu JMAIT u JCYII mnocne Harpy3ounsix TecTtoB Oonee 30 %,
¢ukcupoBanuu  [I®  omuceiBaid KAk  COMYTCTBYIOUIMM  MATOJOTMYECKUN

MHONATUYECKU KOMIIOHEHT.
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B pamkax wuccnenoBaHus dyepe3 BpeMeHHble npoMexyTtku 11,4 +£0,8 mec.
MPOBOJMIIACH PEHTreHOrpadusi MO3BOHOYHHUKA B TPSMONH M OOKOBOM MPOCKIUSIX B
BEPTUKAJILHOM TMOJIOKEHUU (CUsl, eclid PeOCHOK CUASYMMA, M CTOA Yy aMOyJIaTOPHBIX
00JIbHBIX ) HA peHTreHoguarnoctuyeckoM annapare KPJI[-03 «Anbsda» («Tereontuk»,
YkpauHa) C aHaJu3UpOBaHUWEM BEIMYMH yria OokoBoW jeBuaruu 10 KoOOy
(Livingston K. et al., 2015; Figueiredo N. et al., 2016). ITpu GOKOBOM OTKJIOHEHHH 0
10° xoncratupoBamu ckoiuo3 1 crenmenu, ot 10° mo 25° — ckooMO3 2 CTENEHH,
MOoKa3aTenu yria B auarna3zoHe 26°—50° pacuieHuMBald Kak 3 CTENEHb CKOJIM03a, YroJ
nedopmanu 6osee 50° TpakToBaCS KaK CKOJMO3 4 CTEICHH.

[IpoBeneH aHanu3 BpeMeHH /1€0r0Ta 3a001€BaHus y I€TEW, MIPUHABIIUX Y4acTHE B
uccienoBanuu. [lepBbie CUMITOMBI BO3HUKAIA B BO3PACTHOM JIMAINa30HE OT 7 MECSIIEB
no 7 ner. B wHamem wuccinenoBanun paszsutue CMA B Bo3pacte no 1 roma
(8,4+1,1mec.) 3adukcupoBano y 22 gered (23,2%), or 1 roma mo 3 et
(20,1 + 7,5 mec.) — y 53 maumentoB (55,8 %), crapmre 3 et (41,9 +4,0 mec.) — y 20
nererd (21 %). Takum oOpa3om, mepBbIE CUMIITOMBI 3a00JI€BaHMS 4Yallle BO3HHUKAIU B
Bo3pacte ot 1 roga o 3 jer.

[Ipy wu3ydyeHum aHamHe3a OBUIM TIOMYYEHBI CBEACHHS O MPEMOPOUTHBIX
O0COOEHHOCTSIX, MPEIIIECTBYIONINX MOSIBICHUIO MepBbix cuMntomoB CMA. PazButue
KIMHAYECKUX TPOSBICHUN 3a00J€BaHUA POJUTENM CBSA3BIBAIA C TEPEHECEHHOU
nakanyne OPBU — 28 (29,5 %) nereii, npoBenennon BakuuHamuein AKJIC — 19 (20 %)
NAIMEeHTOB, MPEIIIECTBYIOIINMHU CTPECCOBbIMU cuTyanusamu — 3 (3,2 %) pebenka. Y 45
nereir (47,4 %) nHavano OOJIe3HW HE YIAJIOCh CBsA3aTh C KakoM-IMOO BHEIIHEH
NPUYMHON. AKIICHTHPOBAJIM BHHMAaHHE Ha MPEMOPOUIHBIX OCOOCHHOCTSIX KIMHHUKO-
HEeBpoJIoTHYeckoro craryca. OOpamaer Ha ceOsi BHUMaHUE MpeodiiajaHue KOCTHO-
CYCTaBHOM  CHMITOMATHKH: JWCILIA3us  Tazo0enpeHHoro  cycraBa (94,7 %),
TUIIEPMOOMIIBHBIN CycTaBHOU cuHApPOM (92,6 %), maTosornyeckas: yCTaHOBKA CTOIM
(78,9 %).

VYriiyOsieHHbIN aHAIN3 UHUIUATBHBIX KIMHUKO-HEBPOJIOTMYECKUX MPOSBICHUHN Y
nareHToB co CMA 2 Tuna mo3BOJIMI YTOYHUTH BEAYIIUE CUMIITOMBI: OTPAaHUYCHHE

00beMa aKTUBHBIX JBM)KEHUIN B KOHEUHOCTX (92,6 %), MaHUNyIATUBHAS TUCHYHKIIMS,
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c1ab0CTh U TUTIOTPOdUS MBI TUIeueBOTO mosca (1o 90,7 %), GpaciuKyIsaIuu sS3bIKa B
COUCTAaHWU C MHTCHIIMOHHBIM TpeMopoM (88,9 %), nedopmariy mo3BOHOYHOTO CTOI0A
(87 %). Y nereit co CMA 3 Tuna MHUIMATBHBIC KJIMHUKO-HEBPOJIOTHYECKUE CUMITTOMBI
NpE/CTaBICHBl B BUJE HapylmIeHUH (YHKIUK TEpeABMKEHUS, YacThIX MaJaeHU,
obicTpoit yromiisemoctu (1o 100 %), cnaboctu U runoTpoduu Ml OEAEp U Ta30BOTO
nosica (82,9 %), 3arpynHenuss noabéma/crycka 1o JjectHuie (78 %), 0oyeBbIX
OIIYIIESHUSAX B MBIIIIAX HIDKHUX KOHEYHOCTEH 10 TUITY «Kpamim» (65,9 %).

TmiarenpbHass OIEHKA JIaHHBIX AaHAMHE3a, W3YYCHHE Pa3JIMYHbIX aCIEeKTOB
WHULMAJIBHBIX KIMHUYECKHX MPOSBICHHUM, YTOYHEHHE TEMIIa IMPOTrPECCUPOBAHUS H
UHTEpHpETalns XapaKTepa M BBIPAKEHHOCTH ABUTATENIbHBIX HapylIEeHUH B ae0roTe
3a00yieBaHusl MPU pazNuyHbIX (peHoTunuueckux Bapuantax CMA SBISIETCS Ba)KHBIM
(akTOpoM B paHHEW KIIMHUYECKOU Auarnoctuke CMA.

B Hauane wuccinenoBaHusT € y4E€TOM JAHHBIX TE€HO(PEHOTUIIUPOBAHUS Y
narenToB CMA 2 tuna (N =54) u 3 tuna (n = 41) Ha ocHOBE yrIyOJCHHOIO aHAIN3a
KJIMHUKO-(pyHKIIMOHANBHBIX, DHMI' u peHTreHorpa@uueckux XapakTEpUCTHK ObLI
M3YYEH XapaKTep JABUTATEIbHBIX HAPYLIECHUN. Y CTAaHOBJIIEHO, YTO Yy nanueHToB co CMA
2 Thma JBUTATENIbHbIE BO3MOXXHOCTH MO PE3yJbTaTaM TECTHPOBAaHUA mo mkaire MHS
OKa3aJMCh CYLIECTBEHHO HM)KE€ B CPaBHEHHM C ToKazaTeiasiMu B rpymnie co CMA 3
TUma: 6amel B rpynime narueHToB co CMA 2 tumna Hrke B 2,5 pa3a, 4eM B B TPYIIIE CO
CMA 3 tuna (p <0,0001). [Tpu oleHKE MBIIIEYHON CHIIBI MO IIKale XaMMEPCMUT Y
nereit co CMA B Bo3pacte 1-3 roga oOHapykeHa CYLIECTBEHHas pa3HULIA MEXIY
rpynnamMu CMA 2 u 3 tuna: OajuibHasi OLEHKA B MPOKCHUMAJIbHBIX T'PYIAaX BEPXHUX
koHeuHocTelt y gered CMA 3 Ttuma Obuta Beime B 3,52 paza (p <0,0001), B
MPOKCUMAJIBHBIX OTJAENaX HUXKHMX KOHeuHocTed — B 4,28 paza (p <0,0001). B
JTUCTANbHBIX OTJE]daX KOHEYHOCTEM MbIIIeYHas cuja, OlIeHMBaeMas B Oamiax, y
narenToB co CMA 3 tumna Obuta Beile B pykax B 1,67 pasza (p < 0,0001), B Horax — B
1,78 paza (p <0,0001). TToxoxas cutyanus oTmMedeHa u y nereii co CMA 2 Ttuna:
OasibHasi OLIEHKA CUJIbl MBI B JAUCTAIBHBIX OTIENax pykK Obuta BbIimie B 2,79 pasza

(p <0,0001), B HOrax — B 4,7 pasa (p <0,0001). ITonyyeHHBIC JaHHBIC ITO3BOJIHIN
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0oJiee TOYHO OMNPENEIUTh TOMHKO-3TUOJOTHYECKUN MATTEPH MUOTEHHOI'O MOPAXKEHMUS,
YTO YYUTHIBAJIOCH MTPU KOPPEKIIUU JABUTATEIBHBIX HAPYIIICHUH.

Pesynprarsl IIPOBEIECHHOIO OHMI -uccnenoBanus TaK¥XKe BBISABUIN
CYUIECTBEHHBIC pa3iuuus Mexay ¢eHotunudeckumu Bapuantamu CMA. Tak,
yBenuuenue anmutenbHocTH [IJIE y neteit co CMA 3 tuna 6vuto Ha 7,7 % Ooblie B
cpaBHeHuu ¢ rpynmoit co CMA 2 tuma (p <0,0001), 4ro CcBHUIETEABCTBYET O
KOMIICHCATOPHOM YBEJIMYEHUU pPa3MEpPOB JIBUTATEIIbHBIX E€IUHUIl B OTBET Ha
JiereHepaTHUBHBIE Tpoliecchl MoToHepoHoB (Higashihara M. et al., 2018). Dto sBuseTcs
nokasareisieM 00Jiee BBICOKMX CAHOT€HETHUECKUX MEXaHU3MoB y nereid co CMA 3 Ttuna,
Ha 3TO YKa3bIBa€T MU CYIIECTBEHHOE MOBbIMIeHUE amiuuTyabl [IJIE y manueHToB co
CMA 3 tuna: onn 6sutn Ha 13,4 % OGobllle B CpaBHEHUHU C pe3yJbTaTaMH B IPYIIIE CO
CMA 2 tuma (p < 0,0001).

CnoHTaHHas aKTUBHOCTH JIBUTAaTENbHBIX BOJOKOH B Buae [IPI[ kxak mapkepa
noBpexaeHus MoToHeiporos (Farrar M. A. et al., 2013) Ha panHux 3Tanax Obljaa BBIIIE
y nerer co CMA 3 tunma Ha 21,8 % (p <0,0009). Ob6paimiaer Ha ceOsi BHUMaHUE
oOHapy>KeHHOE CylllecTBeHHoe yBenumdyeHue mnokaszareneid [I® wu [IOB B rpymnme
nanueHToB co CMA 2 tumna. Konudectso 1D 6wuto B 1,8 pa3a Oosbliie B rpymme co
CMA 2 tuna (p < 0,0281), a nokazatens [IOB B rpynne co CMA 2 Tuma npeBbiiat
aHAJOTMYHbI mapamerp y naered co CMA 3 tuma B 4,7 pasa (p <0,0001).
3HauuTENBHOE MOBbIIIEHUE NTOKa3aTened [IdD yka3piBaeT Ha pa3BUTHE MUONATUYECKOTO
nporecca (Farrar M. A. et al., 2013). BrisBnenne [1OB tpakToBanocs kak MposiBICHHE
HeBporeHHoro mnopaxkenust (Straver D. C. et al, 2011; HzaxJL A., 2012;
Cokonoa M. I'., 2014).

B nauvane uccnenoBanus y nauneHToB co CMA 3 Tuna 3HaueHHe aMIUIMTYAbl M-
oTBeTa ObUTO B 2,62 pa3a BhIlIe B cpaBHeHUU ¢ rpymmnoii co CMA 2 tuna (p < 0,0001),
YTO  CBUJCTEIBCTBYET O CYIIECTBEHHO 00Jie€  BBIPOKEHHBIX  aKCOHATBHBIX
HEBPOIIATHYECKUX HapymeHusx y manueHToB co CMA 2 tuma (Singh R. N et al., 2018;
Shorrock H. K. et al., 2019).

[TonTBEepKaeHUEM aKTUBHOCTH Pa3BUTUSI MHOTEHHBIX HApYIICHWH SIBISETCS U

sHaunTenbHas crenedb JIMAII (Huxomaer C.I'., 2010). B nHauane uccinemoBaHus y
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naieHToB rpymnmnsl co CMA 2 tuma 3TOT mapameTp Obul Bbiie B 1,56 pasa B
cpaBHeHuu ¢ rpynmnoid co CMA 3 tuna (p < 0,0001), uto cBUAETENBCTBYET O OOIBIIEH
BBIPAKEHHOCTH MHUOIIATHYECKOTO TMoBpexaeHusa y aereil co CMA 2 tuna. IIpusnaku
MHOT€HHOI0 TNaTTepHa moiydeHbl U npu ucciaegoBanuu JCYIIL: stoT mokaszarens y
neteit co CMA 2 tuna 6b11 B 1,66 paza Bbillie B cpaBHeHUU ¢ rpynmnoit co CMA 3 tuna
(p < 0,0001), uro yka3siBaeT Ha OoJIce MIATKOe TeueHHe 3a0oieBanus B rpymmne co CMA
3 tuna (Kacarkuna JI. @. u coast., 2010).

[Ipu oOcnenoBanuu MO3BOHOYHWKA B rpymnmne co CMA 2 Tuna mnoiydeHa
CYILIECTBEHHO OoJjiee BBICOKAasi CTENEHb CKOJMO3a: pa3HUIa B 3HAYEHHUSAX B Hayale
uccienoBanust cocraBmwia 1,92 pasza (p <0,0001), yTto XapakTepuszyeT pa3IuvHYIO
TSOKECTh JieopMallui MO3BOHOYHOTO CTOJI0a, OoJiee BhIpaXXeHHYIO Yy aeteld co CMA 2
THUIIA.

Takum oOpa3zoM, MOJTy4YEHHBIE B HUCCIIEIOBAHUM JaHHBIC CBUICTEIBCTBYIOT O
paznuYMsaX B KIMHUYECKOM TeueHHH (peHotunuyeckux BapuantoB CMA 2 u 3 Tuna,
YTO HEOOXOJUMO YYHUTHIBATh MPU IUIAHUPOBAHUU M Ppa3pabOTKe TepareBTUYECKOU
ctpareruu. CBefeHuss 00 OCOOEHHOCTSIX pPAHHUX KJIMHUYECKUX  IPOSIBICHUM
3a00yieBaHUsl  SIBJISIIOTCSL  OCHOBOIOJIAralOIMMU B CBOEBPEMEHHON KIMHUYECKOU
JIMarHOCTUKE U MPOTHO3UPOBAHUU JAIBHEHIIEr0 Pa3BUTUSI MOTOPHBIX CUMIITOMOB, YTO
OKa3bIBaCT CYIIECTBEHHOE BIMSHUE HAa KauecTBO sku3Hu Aeteit co CMA (Arnold E. S. et
al., 2018; Sanchez-Ruiz P. et al., 2018; Alves C. R. R. et al., 2019).

Koppensiuvonnsiii  ananu3 BaussHug OHMI-mapameTpoB Ha MOJMYy4YEHHbIE
MoKazaTenau Cuibl MbII y aerei co CMA 2 u 3 tuna no3BOJIJI YCTAHOBUTH TECHBIE
KOPPEJSIMOHHBIE B3aMMOCBSI3M MEXIY 3HAUCHHSIMU aMIUIMTYyJbl M-oTBeTa (Mapkepa
AKCOHAJIBHOTO TOPAXXEHUS1) U CWJIOW B MBIIIIAX JUCTAJIbHBIX OT/AEJIIOB KOHEYHOCTEH.
VY cTaHOBIEHO, YTO MPHU JOCTATOYHOW COXPAHHOCTH aMIUIMTYIbl M-OTBEeTa OTMEYaeTcs
MEHbIIIAs BBIPAKEHHOCTh AaKCOHAIBHOW JIeTEHEpallii, 4YTO CONpPsDKEHO ¢ Oosee
BBICOKMMU IOKA3aTeIIMU MBIIIEYHON CUJIbl B IUCTAIBHBIX Tpynmnax KoHeuHocTeu. M3
ATOTO CJIEAYET, UTO OJTHUM W3 TPUTTEPOB PA3BUTHS CKEJIETHO-MBIIIEUYHBIX OCIO0KHEHUN
CIy’)KUT (pOopMHUpYIOIIasicsi aKCOHaJIbHAasg HEBPOMAaTHUs, KOTOpas COIMPOBOXKIAETCS

CHIDKCHHUEM MBIIICYHON CHUJIBI B JUCTAJIBHBIX OTACIIAaX KOHCYHOCTEH M OKa3bIBACT
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BIUSHAE Ha TeYeHUE 3a00JIeBaHUs, B YACTHOCTH, CHOCOOCTBYET (HhOPMHPOBAHHUIO
Heliporennbix KoHTpakTyp (Fujak A. et al., 2011).

B uccrienoBaHuu MOJIy4eHBI TECHBIE MPSIMbIE KOPPEISIIIMOHHBIE CBS3U MEXKIY
3HaueHuamu  JIMAIT u JICYII (mapkepoB MHONATHYECKOTO IOBPEXKACHUS) U
PEHTIe€HOJOTUYECKUMH TMPU3HAKAMU CTENEHU TSHKECTU CKOJIMO3a. Y CTaHOBJIEHO, YTO
Boicokre mnokazarenn JMAII u JICUII xapakTepu3yrOT aKTHBHOCTb pPa3BUTHUS
MHUONATUYECKOTO TMOBPEXACHUS W  CONPSDKEHbI C  OOJbIIEH  BBIPAXKEHHOCTHEO
HelpombieyHoro ckonrosa (bakmanos A. H. u coasr., 2011; Allam A. M. et al., 2013;
Livingston K. et al., 2015).

C y4€TOM MOJyYEHHBIX B MPOLIECCE MCCIEIOBAaHUA LIEJIEBBIX MOKa3aresael Obuin
pa3paboTaHbl MEXaHM3Mbl HUHPPACTPYKTYPHOM  OpraHu3aludyd  JOJTOBPEMEHHOU
nuddepeHupoBaHHOM KYpCOBOM TEepanuu, BKJIIOYAIOIIEH HEUPOJIHETY,
HEMEJMKAMEHTO3HbIE METOJbl JICUeHUS (MacCaX, CTPEeUUY-TUMHACTHKY, IIAJSIIYIO
MaHyaJbHYI0  TEpanui0), MNPUMEHEHHE JIEKAPCTBEHHBIX CPEACTB  Pa3IMYHOU
HaIpaBJICHHOCTU (HEHPONPOTEKIMs, MeTaboJuYecKas Tepamnus, BO3ACHCTBYOIIas Ha
pa3nUYHbBIE YPOBHU MBIIIEYHOTO KOMIUIEKCA, CTUMYJIHPOBAHUE META0OIUYECKUX
MPOIIECCOB MOTOHEHPOHOB, MEMOPAHOCTAOMIN3ALIMS, XOJTUHOTPOITHBIC COSTUHEHHUS).

JueroTepanus  Ha3Ha4ajllacb ¢  y4yeToM Bo3HuMKamommx 1npu CMA
comyTcTByIomuX Merabommueckux Hapymenuit (Mmmapuomkun C. H., 2012), mnpwu
TUIATENBHO COATaHCUPOBAHHOM COOTHOIIEHUH HYTPUEHTOB (IOJHOLIEHHAs OelKoBast
JMe€Ta C TOBBIIICHHBIM COJCPKAHUEM TOJIMHEHACBHIIMIEHHBIX JKHUPHBIX KHUCJIOT) U
JIOCTATOYHOM KOJIMYeCTBe MoTpedsieMoil xunkoctu He Menee 1200—-1700 ma B cyTku
(Finkel R. et al., 2015, 2017; Mercuri E. et al., 2018; Silva A. L. et al., 2020).

C 1enbl0 CHHXKEHHMS TEMIIOB MPOrPECCUPOBAHUS CKOJIMO3a U COXPaHEHUs
(YHKIIMOHATBHBIX JBUTaTEJIbHBIX BO3MOXKHOCTEH MPUMEHSIMCh METOABI IIajsIen
MaHyaJIbHOW KOPPEKIIMH, BKIIIOYAsl MPUEMbl MOOWIIM3AIMH W TOCTU30METPUIECCKOM
penakcauuu. lMcnomp30Basicsl CrelMWaNbHBIA TOYEYHBIA W CETMEHTAPHBIM MAacCax
CIUHBI, TYJIOBUIA M KOHEUHOCTEH C MPUMEHEHHEM MSTKUX JIEKapCTBEHHBIX (popM s
Hapy>KHOTO TMPHUMEHEHHUS C COJEpKaHWEM AaKTOBEI'MHAa, XOHAPOUTHHCYIb(para,

HaIpaBJICHHBIX HAa CTUMYJSIIUIO METabO0du3Ma CTPYKTYPHBIX OOpa30BaHMIA MBIIII]
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(Cxopomer A. A., 2016, 2019). Koppekuust ABUraTeIbHBIX HAPYIICHUH Y IeTel cTapiie
S JeT JOMOJIHUTENIbHO BKJIIOYAlda KOMIUIEKC YNPAXKHEHUH C  3JIEMEHTaMU CTpeild-
rumaactuku (Lewelt A. et al., 2015; de Visser M. et al., 2017).

AJNTOPUTM KOMIUIEKCHON Tepanuu, HAMpaBJICHHbIA HAa CHW)KCHUE HETaTUBHBIX
MOCJIEACTBUA HEHPOHOMATUH, OCHOBBIBAJICA HA pe3ylibrarax wurojpuyaron OHMI'.
Veemnmuenue anurenbHocTH IIJAE ot 50 mo 75 %, noBeimienue miurenbHoctu IIJIE B
nuanazone 1-2 MB, uaentuduxamnus [IOL] no 3 y. e. paclueHuBaINCh KaK HayallbHbIC
MPOSIBIICHUs] HEHMpoHonaTuu. Ha 3TOM cTaiuyu MCIOIb30BAIOCH JIOKAIBHOE BBEICHUE B
neurarenbHbie Toukd (0,1 M Ha TOUKy, A0 10 MHBEKIMI) MEHEE MOPAKEHHBIX MBIIIII]
npenapaTtoB KOMOMHHUPOBAHHOTO META0OJUYECKOro JCHCTBUS: MEJbJAOHUS WU
anerunkapauTuHa — 0,51 mur Ne 10 (bansikosa JI. A. u coasr., 2017; Kamuarsog I1. P.
u coanT., 2017). B mnocnenyromeM peKOMEHAOBAIM MEJAUKAMEHTO3HBIE CPE/ICTBA,
JENCTBHUE KOTOPBIX 00YCIIOBJICHBI CHHEPTUUECKUMU d(DPEeKTaMu BXOJAIINX B UX COCTAB
KOMITOHEHTOB: STHTAPHOM KHUCJIOTHI + HHO3MHA + HUKOTHHAMuUJ1a + pubodiaBuna mno Yi—
¥ 1a6. 2 p/n no 3 mecsues (Canto C. et al., 2012; Garcia-Minguillan C. J. et al., 2014).

VYBemnuenne mmrenbHoctn  [IJIE, mnpeBbimaromieir 75 %,  TOBBIIICHUE
ammuutynel [IJIE Gonee uwem nHa 2 MB, nHapactanme unteHcudukanuu [IDIL] OGonee
3y.e. pacleHUBAIOCh Kak TporpeccupoBanue Hedponomatuu. C  1embio
CTUMYJIMPOBAHUSI META0OJMYECKUX TIPOIECCOB B MOTOHEHpPOHAX M YMEHBIICHUS
UHTCHCH(UKAIMK HuX THOenu HasHadaiucs uutukoymH (Kmrommukos C. A., 2012).
[Ipenapar BBOAWIM JIOKaJbHO B CEIrMEHTAPHBIE 30HBI MIEHHOTO M MOSICHUYHOIO
yrommennit (V 11-13, 1G 15, V 21-28) no 0,1 mu Ha Touky, g0 8 unbeknuit Ne 10, ¢
MOCJIEAYIOIINM TIEPEX0/I0M Ha NMepopaibHyto hopMy ruTukonuHa mo 250-500 mr/cyTku
10 3 mecsues (Bopoones I1. A. u coasrt., 2013).

AJNTOPUTM KOMILJIEKCHOM Tepanmuu BTOPUYHOTO AKCOHAJIBHOTO TMOpaKEHUs
0asupoBajicsi Ha 3HAUCHUAX CTUMYISIIMOHHOW OHMI', mojydeHHBIX B pa3inUyHbIC
nepuobl TeueHus 3aborneBanus. OOHapyXEHUWE CHIDKEHUS aMIUTUTYyAbl M-oTBeTa B
nuarna3one 1-0,6 MB (y neteit co CMA 2 tuna) u 2-1,6 mB (y nereit co CMA 3 tumna),
¢ukcupoanne I[IOB 1o 2y.e. TpakTOBaAIWCh Kak HaYdaJIbHBIC TPOSBIICHUS

akcoHorartuu. Ha »Toit ctanuu Obl1 pekoMeH1oBaH unuaakpud (ABaksH ['. H. u coaBr.,
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2015) B BuIe Me30nmyHKTYpHBIX UHBekIMi RP 4-7, E 40-43, V 58-60, F 2—6 mo 0,5—
1 M1, mo 10 ToYek, ¢ MOCIETYIONTUM ITPUEMOM TaOJIETUPOBAHHOM (OPMBI ITpenapara 1o
10-20 mr/cytku no 2 mecsues (Ctpokos U. A., 2013; Kamuartnos I1. P. u coasrt., 2017).

[Tanenune ammutyasl M-otBeta Hrke 0,6 MB (y maunentoB co CMA 2 tumna) u
menee 1,6 MB (y gereit co CMA 3 tumna), Hapactanue unreHcuduxanuu [IOB Gonee
2y.e. CBUICTEIBCTBOBAIO OO0 YCWJICHUM BTOPUYHOM AaKCOHAJIBHOW JIeTE€HEpaIIUH.
PyKkoBOACTBYSICh COBPEMEHHBIMH CBEICHHUSIMH O JICKAPCTBEHHBIX CpEACTBaX C
M3YYCHHBIM MEXaHU3MOM JICUCTBUS U JOKa3aHHON 3(h(PEKTUBHOCTHIO MPU HEBPOTECHHBIX
nopaxeHusix (Komeuosa E. A. u coasrt., 2017; Ckopomen A. A., 2019), 1onoJIHUTEIHHO
HazHadanu aktoBerwH 50-200 Mr/cyTKM B COYETaHWHM C THOKTOBOW KHCIOTON (40—
80 Mr/cyTku) — 710 2 MecsIIEB.

[Tonydennsle nanHble noBepxHOocTHOM DHMI' B pasnuuHble neproapl TEUEHUS
3a00JIeBaHUSl CIIOCOOCTBOBAJIM DPAHHEMY BBISABJICHUIO CHUMIITOMATUKA BTOPUYHOIO
muorenHoro nopaxenus. JIMAII u JICUII B mpenenax 30-55 %, Hanuuue e TMHAIHBIX
[I® no 2y.e. B mccmeayeMoil MbIe 00O3HAYAIUCh KaK HadajdbHbIE MPHU3HAKU
BTOPUYHOTO MHOTEHHOTO TopakeHus. Ha 3Toi craguu ObUT peKOMEHIOBaH KOMIUIEKC
HEHpPOMETa0ONMYECKOW  TepamuM, BO3JCUCTBYIOIIMA HA  pa3M4YHbIE YPOBHU
meleunoro komiuiekca (I'yces E. . u coast., 2018, 2019): yOouxunoH (2 MI/Kr/cyTku
— 110 3 MecsI1eB) ¢ MOCIEAYIOIMUM Ha3HAYCHUEM JIeBOKapHUTHUHA (50 MI/KT/CyTKH) WA
uutpyiinaa manata (0,5—1 mMr/cytku) B TeueHue 1 mecsia.

Hapacrtanue JIMAII u JICUIl Gonee 55 %, uarencudukanus [1D Boime 2 vy. e.
pacIeHUBaINCh KaK MHOTCHHas mporpeaudeHnus. [Ipu yTspkemeHnH MHOMATHYCCKUX
HapyIIeHWH Ha3HAJaJICs KypC BHYTPHUBEHHOTO BBeJeHUs (ocdokpeaTmHHHA B 03¢
50 Mr/cyTku: 5 UHBEKIUI ¢ yacToTOW BBeaeHHS 1 pa3 B 3 mus. Jlanee mepexoauian Ha
Ta0JETUPOBAHHYIO (OPMY COCIUHEHHS C TOJOOHBIMU  (DapMaKOIOTUUECKUMHU
ceorictBamu (EBtymenko C. K. u coanrt., 2014; Kopmiak T. A. u coaBt., 2016): kpeaTtun
moHoruapat (500 mr/cytku, g0 1 Mecsa) B COYeTaHUU C IITUTEIHHBIM MPUMEHEHHEM
anbgakaapiyaona (1-3 MKr/cyTku, 10 3 MECSIEB).

Ha ocHoBe moka3zareneil mkan (pyHKITMOHATBHBIX BO3MOXKHOCTEH U Pe3yJbTaTOB

OHMI' B paznuuHble nepuoabl T€UeHUs 3a00JI€BaHUs ONPENEsUIM 00bEM MOATATHOU
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Tepanuu HEMPOTEHHBIX KOHTPAKTyp. Pe3ynbrarel OamipHOM OLIEHKH B quamna3zone 15-9
6amioB no mkane MHS unu 6omnee 16 GamnoB mo mkaine RHS B rpynme co CMA 2
TUIIa, TTIOKa3aTeau OalIbHOM OlICHKM B mpeaenax 29—26 6amioB no mkaie MHS wum
Bhiie 45 OamioB no mkane RHS B rpynne co CMA 3 Tumna HaM# paclieHHBAJIUCh Kak
HayalbHas cTaausd (OPMHUPOBAHMS HEUPOTEHHBIX KOHTpakTyp. B aTolt cutyauuun
PEKOMEHJIOBaJIM CYCTaBHOM M TOYEYHBIM MaccaX C MPUMEHEHHUEM MSTKUX
JICKapCTBEHHBIX (HOpM ¢  CcoIepKaHHMEM  aKTOBETMHA, XOHIAPOWUTHHCYIb(daTa,
HaIpaBJICHHBIM HAa CTUMYJSIHUIO METa0O0JM3Ma CTPYKTYPHBIX KOMIIOHEHTOB MBIIIII]
(Cxopomert A. A., 2016, 2019) (4 kypca B rox ¢ WHTEpBajJoM B 2 Mecsma, g0 15
ceaHcoB). MHCTpyKTOpoM TPOBOJMJIACH aJaliTUBHAs pa3paboTka MOPaKEHHBIX
CyCTaBOB C [IPUEMAaMU CTPEHY-TUMHACTUKHU.

OueHouHble NOKa3zaTenu Hke 9 6amioB no mkane MHS u menee 16 6aioB mo
mkane RHS y manuenToB co CMA 2 tumna u Mmensie 45 6amio no mkane RHS y
nereit co CMA 3 Tuna pacueHMBaIM Kak CTaaui0 (GOPMHUPOBAHUS CTOUKUX
HEUPOTCHHBIX KOHTPAKTYp, MPU KOTOPHIX K KOMIUIEKCHON peaduIuTalluOHHON
porpaMmMe KOCTHO-CYCTaBHBIX HapYIIEHUW C IENbI0 (PYHKIIMOHAIBHOW aJanTaiiu
KOHEUHOCTEH JOTMOJIHUTEIHHO Ha3HAYAJIUCh TEXHUYECKHE CPEJICTBA OPTOMEAMYECKON
HalpaBJIICHHOCTH: TOABWKHBIE TOJCTABKA [JIi  pyK; HAKIAJIbIBAaHUE  IIUH
(OpemkoB A. b. u coasr., 2015; Cokomoa M. I'. u coasrt., 2016).

[Tanenne amrmutyasl M—otBeta menee 0,6 MB y nmanuentoB co CMA 2 tuna un
amke 16MB y OompHeix CMA 3 Tuma paclieHMBAIOCH KaK YCTOWYHBOE
MPOTPECCUPOBAHNE CUMIITOMATHUKA HEHUPOTEeHHBIX KOHTpakTyp. B cxemy Ttepanuu
JIOTIOJTHUTENIHHO TMOJIKIIF0YaIN KypCcOBOM mpuem aktoBeruHa B jo3e 50—200 mr/cyTku B
COUYETaHUU C THOKTOBOM KuciaoToi (40—80 mr/cyTku) 10 2 MecCsIIeB.

Cpenu crpaTeru4ecKux MOAXOJ0B, OKa3bIBAIOIIMX CYIICCTBEHHOE BIIMSHUE Ha
TeueHne W nOporHo3 CMA, sBisinack paHHSA AUMArHOCTUKA MW KOPPEKIUs
HelipombleyHoro ckomuosa. [lpu Benmumue yrma KoG6a menee 10° (1 cremenb
CKOJIM03a) PEKOMEH]I0BAJIOCh HOILIEHHWE MSITKOro KopceTra He Oosiee 6 4acoB B CYTKHU B
NepHoAbl HAHOOJIBIIICH HArpy3Kd Ha M0o3BOHOYHBIA cToiO (Allam A. M. et al., 2013),

cerMeHTapHbIi Maccax. [Ipu HapacTanum ckoimo3a a0 10°-25° (2 cTeneHb CKOJIHO3a)
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MPOBOJMIIACH TEpaIus, BO3JCHCTBYIONIAsS HAa META0OJMYECKHE TPOIECCHl CKEIETHBIX
mbin (CokxonoBa M. I'. u coast., 2017; Cxopomern A. A., 2016, 2019): kpeatun
mouoruapar (500 mr/cytku, 10 1 Mecsma) B couyeTaHUM C JUTUTEIBHBIM ITPUMECHEHUEM
anbakampiuaona (1-3 Mxr/cytku no 3 mecsneB). HazHavancst Kypc Me30MyHKTYPBI
HelporenTiaoB (1iepedponusu, koprekcuH mo 0,1 M Ha Touky BBemeHms, Ne 10).
PekomeHoBanu MpoJIOHTMPOBAHHOE NMPUMEHEHUE WHIMBUIYAIM3UPOBAHHBIX OPTE30B
JUTSL CIIMHBI, HOIIICHUE TIOMYXECTKUX 6-péoepHbix kopcetoB (Chandran S. et al., 2011).
Jlist koppeKkuuu pedIeKTOPHO-TOHUYECKUX HapyIIeHUH, BO3HUKAIOIINX MIPU CKOJHO3E,
MIPOBOJIMIINCH KYPCHI aIallTUBHOW MaHyaJbHON Tepamuu ¢ MpueMaMu MOOWIM3AINN U
noctu3oMeTprueckoi penakcanuu (Bharucha-Goebel D. et al., 2017).

[Tpu mokasarensx yrja CKOJMOTHYECKOW aedopmanuu B auanazoHe 26°—50° (3
CTEIICHb CKOJIN03a) C IEJIBI0 NPEIYNPEKICHUS OOJUTEpallid BHYTPEHHHUX OPIraHOB
PEKOMEHJIOBAJIM WHJMBHUAYATU3UPOBAHHBIM OpTE3, HOIIEHUE KECTKOTO KOpceTa
(Labianca L. et al., 2019). IIpu yrioBoM OOKOBOM HCKpuBJIeHHH > 50° (4 cTemeHb
CKOJIN03a) M cKopoctu mporpeccupoBanus > 10° B rox (La Rosa G. et al, 2017)
COBMECTHO C OPTOIEIaMHi PACCMAaTPUBAJICS BOIIPOC O 11ETIECO00Pa3HOCTH OTIEPATUBHOTO
neuenus (2 pedenka OI'-2 mepenecnu omepatuBHOe BMemmarenbcTBo B 2017 m 2018
rojax C YCTaHOBKOW MAarHUTHOW pa3lBIKHOM KOHCTpykimu «Magec Systemy,
['epmanus).

[Tpu obcmenoBannyu ABUTATENBHBIX Bo3MOXKHOCTeH B OI'-2, OI'-3 mu I'C-2, I'C-3 B
pa3nuYHbIC TEPHOJbI TEUeHUs 3a00yieBaHUS OBUIO YCTAaHOBIICHO: 3a TOJ OayibHas
ornenka no mkaie MHS causmnace y nereit I'C-2 na 24,12 % (p = 0,0022), B OI'-2
camkenue cocrasuio 10,62 % (p =0,0019), B To e BpeMsi CTATUCTUUYECKH 3HAUYUMBIX
pa3iauuuil MeXAy CpaBHUBAaeMbIMM TrpymmnamMu He Obuto moiydeHo (p =0,1184). 3a
aHaloru4Hbli nepuoj y nauueHtoB OI'-3 nokazatenn MHS cuuzunuce Ha 1,75 %
(p=0,0173), B 10 Bpems B I'C-3 orpumarenapHas auHamuka cocrtaBmia 5,44 %
(p =0,0032). TIlomy4yeHHBIE  pe3yNbTAaThl  CBHUJCTCILCTBYIOT 00  OTCYTCTBUH
CYIIECTBEHHBIX pPa3Iu4Uil B (YHKIIMOHAIBLHOM COCTOSSHUM MEXKAY HCCIEeTyeMbIMU

IrpynmnamMm, 4TOo M CJICOOBAJIIO OXUJAAThb, YUYWUTbIBAA TSDKEJIbIM TeHETUUYECKUI XapakTep
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nzydqaemoi martoyoruu (Yuan P. et al., 2015). Oxgnako ciemyer OTMETHUTh MEHBIIIHE
TEMIIbl CHUKEHHSI (PYHKIIMOHAIBHBIX BO3MOXkHOCTeH B OI'-2 u OI'-3.

Yepes 3 roma mnokazarenu (GyHKIMOHAIBHBIX BO3MOXKHOCTEH HCCIEIyeMBbIX
nanueHToB co CMA 2 u 3 Ttuna, ¢ y4éToM BO3PacTHOTO KpUTEpHUs, U3MEPECHHBIE IO
mkane RHS, ykaspiBanin Ha Oonee Tsxkenoe kimHuueckoe teuenue B ['C-2 u I'C-3:
oapHas oneHka mo mkaiae RHS B OI'-2 6buia Ha 34,55 % BbeIIIE, yem B I'C-2
(p =0,0004). Tlomobmast TeHmeHnus oTMedeHa u y gered OI'-3, y KOTOpPBIX
JIBUTATEIIbHBIC BO3MOXKHOCTH OKasaiauch Ha 19,47 % Beime, yem B I'C-3 (p = 0,0015).
Uepes 2 roga OoT OpeAbIAyIIe KOHTPOJIbHON BPEMEHHON OTMETKH CHUKEHHE 3HAYCHHI
OamtpHBIX o1leHOK 1o mikane RHS 6su10 Bhie B ['C-2 1 I'C-3: B 2,09 pa3a y nanueHToB
co CMA 2 tuna u B 1,41 pa3a y gereit co CMA 3 tumna (p <0,0001 u p <0,0001
COOTBETCTBEHHO). CyIIECTBEHHO MEHEE BBIPAKECHHAsI OTpUUATENbHAS JUHAMUKA
byHKUIHOHATBHBIX BO3MOXHOCTe B OI'-2 u OI'-3 cBUAETENHCTBYET O IMO3UTUBHOM
BIIMSHUU TAKTUKU T[EPCOHAIM3UPOBAHHOM TepanuH, MOCTPOCHHOM C  Yy4eToM
naTo(U3nOIOTUUECKUX MEXaHU3MOB PA3BUTHS U TEUEHUS 3a00JIeBaHUS.

Uepes 3 ropa nokazareyid MbIIIEYHOW CHIIBI UCCIEAYEMbIX MAallUEHTOB, C YYETOM
BO3PACTHOTO KpUTEpHs, u3MepeHHble 1o mkane L. McPeak, yka3piBanu Ha pa3inuHbIN
YPOBEHB JIBUTATEIBHBIX BO3MOXKHOCTEeH. Y nereit OI'-3 3HAUEHUS MBIIICYHOM CHJIBI B
JTUCTAIIBHBIX OTJIeNIaXx BEPXHUX KOHEeYHOCTeH Obumi B 1,31 pasa BBIIIE aHAJIOTHYHOIO
nokazarens B ['C-3 (p = 0,0349). MsimeuHas cuia B MPOKCUMAIBHBIX OTJENIaX BEPXHUX
KoHeuHocTelt y nmereit OI'-3 Obuta B 1,70 pasa Beime, uem B I'C-3 (p =0,0002).
MpiiieyHasi cujla B MPOKCUMANIbHBIX OTAENIaX HUXHUX KoHeuHocted B OI'-3 Oblia
BbIIE B 1,25 pa3za, B MPOKCUMAJBHBIX OTAEIaX BEPXHHUX KOHEUHOCTAX B 1,47 pasa
Ooonpmie B cpaBHeHun ¢ mamuentamu w3 [C-3 (p=0,0323 u p=0,0178
COOTBETCTBEHHO). AHAJIOTUYHYIO CHUTYallMI0 HAOMIOAANM CO 3HAYEHUSMH MBIIICYHOU
CUJIbI B IPOKCUMAJIBHBIX OT/JEJIaX BEPXHUX KOHEUHOCTe! y manueHToB co CMA 2 Ttuna,
koTopas B 2,04 pa3a okazaiack Beime B OI'-2 (p = 0,0102).

Yepes aBa roga nocie npeablayled KOHTPOJIbHOW BPEMEHHOW OTMETKH YPOBEHbB
JIBUTATEIbHBIX BO3MOXKHOCTEH mo-mpexxHemy Obut Bbime B OI'-2 u OI'-3. Haubonee

CYILIECTBEHHAs pa3HMIlA B 3HAUCHUSIX MBIIIEUHON cuiibl y nereid co CMA 2 tuna Oblia
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MOJIy4€Ha B JUCTAIBHBIX W MPOKCHUMATBHBIX OTACIAaX BEPXHHUX KOHewHOocTel: B OI-2
TOT mokazatenb B 1,97 paza (p <0,0001) u 1,83 paza (p = 0,0034) cOOTBETCTBEHHO
ob11 BhIe, yeM B ['C-2. [TogoOHas cutyanusa Habmoganack u 'y nereid co CMA 3 Ttumna,
y KOTOpBIX Hambojee CYIIECTBCHHBIC Pa3UYus B IOKA3aTEISIX MBIIICYHOU CHIIBI
MOJIYYeHBI B JUCTAIBHBIX OT/AENIaX HIKHUX KoHeuHocTeil: B OI'-3 oHu ObUIM BhIIIE B
1,51 paza (p =0,0220). IlomydeHHbIE pe3yJbTaThl CBUIACTEIBCTBYIOT O MO3UTHUBHOM
BIUSHAWA TIPOBOJMMON TEpalmui Ha COXpPAHEHWE JBUTATEILHBIX BO3MOXKHOCTEH Y
narenToB OI'-2 u OI'-3,

3HAYUTENBHBI HWHTEpPEC TMPEACTABISIIOT pe3yiabTarsl  uronbyaton OHMI,
MOJIYYCHHBIC HA PA3IMYHBIX CTAIUAX PA3BUTHUS OOJIC3HU, UYTO YUUTHIBAIOCH IS
OTIpEJICIICHHS TAKTUKU MEPCOHATU3UPOBAHHON TEPATTHH.

Yepes 1 rox or Hauanma 3aboneBanus anutenbHocTh [IJIE y mereir OI'-2
yBenuuniaachk Ha 14,83 %, B To Bpems kak B ['C-2 poct cocraBmi 28,32 % (p < 0,0001).
Emé Oonee Becomasi pa3HuIla, JOCTUTIIAS TPEXKPATHBIX 3HAYCHUH, MOTy4YEHA MPU
m3Mmepernn jumtenbHocTd IIJIE y gereit co CMA 3 tuma: B OI'-3 yBennueHue
nokazareneir cocraBuwio 6,49 %, B I'C-3 — 19,33% (p <0,0312). Ilocnemyrormii
ananu3 jnurensHocth [IJIE B pasnuyHble BpPEMEHHBIE IPOMEKYTKH  BBISBHII
OKHMJIaeMO€ YBEIIMUEHHE ¢ pa3HuIle B mokazarensx mexay OI'-2, OI'-3 u I'C-2, I'C-3,
JOCTUTIIUN NBYX- U TPEXKPATHBIX 3HAYCHHM HA TMPOTSHKEHUU BCETO HCCIEIOBAHMUS.
OTmedeHHasT TEHICHIMS YKa3blBaCT Ha pa3UYHBIC TEMIBI IPOTPECCHPOBAHUS
3a00JIeBaHUSI U TIOJIOKHUTENbHBIN 3(G(EKT OT MPOBOAUMON KOMILIEKCHOW Teparu,
MOCTPOSHHOM C YYETOM MaTO(U3NOJIOTHUSCKIX MEXaHU3MOB TEUCHUS 3a00JICBaHU.

Nnyto cutryanuto HaGmonanu c¢ ammummtynoud IIJE: e€ poct B mepBbiii 1O
3aboneBanuss B OI'-2 cocraBun 50,27 %, B I'C-2 ammutyna [IJIE yBenuumiack Ha
39,01 % (p = 0,4954). Uepe3 aBa rojaa mocjie Npeablaylieli KOHTPOJIbHOW BPEMEHHOMN
OTMETKH JTOT Mokazatesib B OI'-2 mpakTuuecku He U3MEHUJICS, B TO BpeMms kak B ['C-2
3apukcupoBano ysenuuenne Ha 24,59 % (p =0,9997). Ilocnemyromue aBa Toxaa
COMPOBOXKIATUCH JayibHEHITUM HapacTanueMm aMiuiutyasl [IJIE B OI'-2 Ha 22,69 % u B
I'C-2 na 48,76 % (p =0,3901). Ammmryna IIJIE y nmereit co CMA 3 Tuma umena

oTnuuuTenbHble ocoOeHHocTu: uyepe3 1 rox B OI'-3 u I'C-3 oHa mpakThyecku He
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m3menwmch (p = 1,000), coycrs 2 roma B OI'-3 oTmewanoch €€ yBenM4eHHE Ha
13,38 %, B I'C-3 na 8,32 % (p=0,8746). 3a Bech mepumon HaOmogeHuss B OI'-3
ammuutyna [IJIE yBenuuunacek Ha 29,27 %, B To Bpems kak B I'C-3 e€ poct cocTaBui
13,15 % (p = 0,8907). INomyueHHBIC Pe3yJIbTAThI HCCIEAOBAHUS ITO3BOJISIFOT, ONMUPASChH
Ha uMeromuecs B aureparype nanHeie (Rutkove S. B. et al., 2010; Boyer J. G. et al.,
2014), npenamnosokuTh, 4TO OAHOPOAHOCTh M3MeHeHMH amiuutyabl [IJIE B OI' u I'C
MOET OBITh 00YCIIOBJIEHA CXOKECTHIO TCUCHHSI CAHOTEHETUIECKUX MEXaHU3MOB, HO C
OTJIMYHBIMA MEXaHU3MaMU Pa3BUTHA MAaTO(U3UOIOTUYECKHUX MTPOIIECCOB.

CBUIETENTLCTBOM  AKTUBHOCTU  MPOILIECCOB  TMOBPEKJCHUS  MOTOHEHPOHOB
cMHHOrO mo3ra y nere co CMA 2 m 3 Tuna sBISIETCS 3HAYUTENBHOE YBEIUYECHUE
yucna [IDI. 3a rox ux kommuectBo B OI'-2 Beipocno Ha 83,33 %, B TO BpeMs Kak B
I'C-2 ormeueno tpoekparHoe mosbiienue [TPI] (p < 0,0001). 3a aHaTOTUYHBIN TIEPUOJT
B OI'-3 Ttaxxe ormeueHo yBenumdeHue aktuBHoctu IIDI] nHa 45,28 %, B I'C-3 aTOT
nokasatesib Obul Bbilie B 2,25 paza (p = 0,0004). [Muk pocra IIDI] 3adurcupoBan
cnycts 2 roma y aeteii co CMA 2 tuma: B OI'-2 uatencuBHOCTh [ID1] yBenmuummace B
2,66 paza, B I'C-2 — B 2,11 paza (p = 0,0038). Emé Goiiee cymecTBEeHHOE yBEIUUYCHUE
[1®DI] BBIsABIICHO K OKOHYaHUIO mcchenoBanus: B OI'-2 3TOT mokaszaTenb BeIpoc B 4,53
paza (p=0,0013), B I'C-2 — B 6,46 paza (p =0,0013). K 3aBepiieHuto S-1eTHETO
HaOmoaeHus: nHTeHCUBHOCTH [IDI] B I'C-2 Obima B 1,64 pasza BbIlIe B CpaBHEHUU C
uccieayeMbiM ¢peHomenom B OI'-2 (p = 0,0013).

B OI'-3 kommuectBo IIDIl BBIpocimo B 1,43 pasa, B I'C-3 — B 3,17 pasa
(p=0,0010). B xoHeuHO¥ TOYKE MPOBEACHHOTO MCCICAOBAHUS YacTOTa BBIIBICHUS
bacuukynsTopHoi aktuBHocTH y aeteit 'C-3 B 1,72 pasa npeBbliiajia aHaJOTUYHBIN
nokazarens B OI'-3 (p = 0,0010).

[TonyueHHbIe HAMU PE3YJbTAThl MO3BOJISIOT C YBEPEHHOCTHIO YTBEP)KAATh, UYTO
WHTEHCUBHOCTD MPOIECCOB MOBPEKICHUSI MOTOHEUPOHOB ObllIa CYIIIECTBEHHO HIKE B
OI'-2 u OI'-3. C Hamiell TOYKH 3pEHUS] 3TO SBIAETCA PE3YIbTATOM MPEIOKEHHON
CTpaTeTUU TEPCOHATM3UPOBAHHOM Tepanud, OCHOBAHHOW Ha HCIOJIb30BaHUU
pPE3yNbTaTOB KIWHUKO-(PYHKIIMOHAIBHOTO uccienoBanuss u OHMI', uto mo3Bommio

3aMCIJIMTb MHTCHCUBHOCTD IIPOLIECCOB HeﬁPOHOHaTHI/I.
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[IpoBenenHass depe3 roja OT Hadajna uccienoBaHus oueHka [Id kak mapkepa
BTOPUYHOTO MHUOTIATUYECKOTO TOBPEKACHHUS CBHJIETEIBCTBYET O CYIIECTBEHHBIX
pa3MyusAX B WHTEHCHUBHOCTHM H3Y4aeMOro IMpu3HaKa B HaOMIOaeMbIX rpymmnax. Y
nareHToB OI'-2 temmber mpupocta [1® coctaBmiu 60 %, B I'C-2 sTOoT mokaszatenb
yBennumiics B 3,87 paza (p < 0,0001). ¥V gereit OI'-3 yBenuuenue yucna [1® cocraBuio
55,56 %, B I'C-3 sToT mokaszatens ObLT BhIie B 12,6 paza (p = 0,0481). Emé Goinee
CYIIIECTBEHHAs] pa3HHIlA MmojydeHa npu m3ydeHuu [1D cmycrs 2 roma: y mereir OI'-2
aktuBHOCTh [1® yBenmuumnace Ha 70 %, B I'C-2 co CMA 2 tuna — B 2,13 paza
(p<0,0001), B OI'-3 mpupoct cocraBun 77,77 %, B I'C-3 BBISBICHO yBEIHUCHUE
konmuectBa [1® nmoutu B 4 paza (p = 0,0072). Oxunaemo, 4To yepes S JieT HaOIIoAeHUs
MPUCYTCTBOBAJI POCT KOJIMYECTBAa perucrpupyembix [1D, omaHako HX aKTUBHOCTh
octaBanach Bhie B ['C-2 u ['C-3 mo otHOmeHuto k manueraTam OI'-2 ¢ pa3autieii B 2,66
paza (p<0,0001) u B 4,74 paza y oOciemoBanHbix OonpHbIX OI'-3 (p <0,0001)
COOTBETCTBEHHO.

[Ipu3Hakn HEBPOTEHHOTO TOPAKECHHSI, XapaKTEPU3YIOUIETOCS YBEIUYCHHEM
aktuBHOCTH [TIOB (Fernandez-Mayoralas D. M. et al., 2009), cBuaeTeNbCTBYIOT 0 O0JIee
BBICOKHMX Temmax ero passutusi y nereii co CMA 3 tuma: B OI'-3 3TOT mokaszateinb
yBenuunics B 3,5 pasa, B 'C-3 — B 9 pa3 (p = 0,0001). [ToroOHOE OTMEUEHO | Y JeTeH
co CMA 2 tuna: B OI'-2 npupoct coctaBun 51,28 %, B ['C-2 orMedeHO yBeIMUYCHHUE
[IOB B 2,91 pa3za (p =0,0002). ITonmyuennsie yepe3 2 rojga xapakrtepuctuku [1OB
yKa3plBAJIW  HAa  MPOTPECCHPOBAHME  HEBPOTCHHOTO  MOPaXEeHWs, O  Y&M
CBUJIETENBCTBOBANO HapacTtaHue uHTeHcuukauuu [1OB, nHambosiee BbIpaXXeHHOU Yy
nereii co CMA 3 tuna: B OI'-3 aTOT nokaszarens BeIpoc B 5,75 paza, B 'C-3 — B 2,5 paza
(p <0,0001). Y gereit co CMA 2 tumna npupoct [1OB 0511 Heckonbko Himke: B OI'-2 —
74,36 %, B I'C-2 — 33,33 % (p =0,0003). Yepe3 2 roma HaOIIOAAIOCH JajbHEHIICE
Hapactanue aktuBHOCTH [IOB: B OI'-3 — B 4 paza, B 'C-3 — B 6,5 pa3za (p <0,0001). B
OI'-2 aktuBHOCTH [IOB BEIpOCna Ha 43,59 %, B To Bpemsa kak B ['C-2 — ma 50 %
(p = 0,0042). Menbiue Temibl pocta aktuBHOCTH ITOB B OI' co CMA uepe3 3 roga ot
Hayvasa 3a00yieBaHusl OOBACHSAETCS, C HAIleW TOUKU 3pEHUS, ONpeIeICHHON afanTanuen

K BO3HHUKAIOIIKUM ACHCPBAIIMOHHBIM IIpOLECCaM, HCp@CTpOﬁKOﬁ u pGKaHaHHBaHHCﬁ
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CTPYKTYp AaKCOHOB MOTOHEHPOHOB KaK OTBETHOW peEaKkIuu Ha MPOBOJUMYIO
NaTOTEHETHYECKYIO TEPAIHIO, YTO COTJIacyeTcs ¢ TuTeparypHbiMu aanHbiME (Kolb S. J.
et al., 2016; Higashihara M. et al., 2018).

3HAUNUTENTHHBI WHTEPEC MPEACTABISICT OOHApY)KCHHAs OSTAIHOCTh CHIDKCHHUS
amMmuTy el M-otBeta. Yepes 1 ron ot Havana uccienoBanus B OI'-2 3TOT nmokaszaTenb
MPaKTUYECKU HE U3MEHWICS, B TO Bpems kak B ['C-2 majenue aMriuTysl M-oTBeTa
coctaBuio 36,9 % (p=0,0044), a B I'C-3 sror mapamerp cHusmics Ha 55,1 %
(p = 0,0002). Yepes 2 roga B OI'-2 HaMeTHJIaCh TCHIACHIMS K CHIKCHHIO aMILIUTY/IbI
M-oTBera, KoTOpas ymenbimiack Ha 29,47 %, B ['C-2 camxkenune cocraBuio 29,77 %
(p =0,0039). MeHbine TEMITBI aKCOHAIBHOW JereHeparuu otMmedeHsl B OI-3, B
KOTOpOH mMmajieHue amIuityasl M-otBeta coctaBmio 9,41 %, B To BpeMs Kak y JeTei
['C-3 ammutyna causmiack Ha 14,30 % (p = 0,0004). Ilo mepe mporpeccupoBaHUs
3a0osieBaHusl HAOJIO/IaJIOCh YCWJICHHE AKCOHOIMATUYECKOTO TOpaXXEHHUs y JeTel co
CMA, mipu 5TOM MHTEHCUBHOCTH Tiporiecca Obia Beiime B ['C. K koHIy uccnenoBanus
MOHWKEHUE aMIumTyapl M-otBeta y geteit OI'-2 cocraBmmo 66,01 %, B I'C-2 —
88,47 % (p = 0,0008). ITogobHyt0 cuTyaruto Habmoganu u y aereii co CMA 3 tuna: B
OI'-3 ymenbIierne 3Toro napamerpa coctasuio 26,01 %, B I'C-3 on cHusmics B 3,29
pa3a (p < 0,0001). boabimas coxpanHOCTh aMIUIATYIbI M-oTBeTa B OI'-2 1 OI'-3 moxer
ObITH O0YyCIIOBJIEHA MPOBOJIUMOMN MEPCOHATM3UPOBAHHONM Tepanuei, HarpaBJICHHONW Ha
NaTO(U3HOIOTHICCKIEC 3BCHBSI aKCOIJIa3MaTHUECKOTO TPAHCIIOPTA, YTO COTJIACYETCS C
nuteparypubiMu ucrounnkamu (Shorrock H. K. et al., 2019).

UYepes 1 rox B OI'-2 u OI'-3 crenenp [IMAII npakTH4ecku HE U3MEHUJIACH, B TO
BpeMms Kak y nereit 'C-2 atoT nmokaszartens Beipoc Ha 11,35 % (p = 0,0070), y mariueHTOB
I'C-3 crenenp geBuanuu Boipocia Ha 50,16 % (p=0,0212). Tennenuus x
CyIIECTBEHHOMY pa3pbiBy creneHn [IMAII coxpanuiach Ha MNPOTSHKEHUH BCETO
uccienoBanus: cnycts 2 roga B OI'-2 crenens aeBuanuu Bo3pocia Ha 14,48 % c
IBYKpaTHBIM TPUPOCTOM JaHHOro mapamerpa y xaereir ['C-2 (p =0,0004). 3a
ananornunbli nepuon B OI'-3 JIMAII yBenuuunace Ha 43,09 %, B TO Bpemsi y
naruerToB ['C-3 — Ha 79,60 % (p < 0,0001). K 3aBepuieHuio 5-JIeTHETO HAOIOICHUS

ATOT mapameTp moBbIcWiICS y marueHToB OI'-2 Ha 35,14 %, npu yBenudeHuu B 2,67
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pa3a B I'C-2 (p <0,0001). B MeHbIIIel CTENEHU 32 aHAJIOTUIHBIN MEPHO HaOIIOMaIIN
poct 3nauenuit IMAII y gereit co CMA 3 tumna: onn yBenuuuiaucs B 2,23 paza B ['C-3
(p <0,0001).

O BBIpAXEHHOCTH MUoNaTH4ecKoro mnospexzaeHus cynunu u no JACUIL. Yepes
roJl OT Hayaja UCCeNoBaHMs oTMEeTWIU ycuienue npusHakoB [JCUII B uccnemyembix
rpynnax. 3HadeHust storo mapamerpa B OI'-2 momusuiuce Ha 4,01 %, B I'C-2 — Ha
15,68 % (p=0,0113). B OI'-3 »toT moka3artens Bbipoc Ha 12,38 %, B I'C-3 — Ha
58,23% (p=0,0372). [IlpoBenennas cmycts JnaBa roxga omenka JICUII
CBUJICTEJILCTBOBAJIA O HEYKJIOHHOM MPOTPECCUPOBAHUU MHOIMATUYECKOTrO Tporiecca. Y
nereit OI'-2 mokasarens JICUII yBemnuwmncs Ha 18,21 %, B I'C-2 wmccnemyemsbrit
napameTp noBeicwics B 3,3 paza (p = 0,0070). ¥ nanmentoB OI'-3 JICYII Beipocna Ha
25,34 %, B 'C-3 ona moBsicmitach Ha 16,89 % (p = 0,0279). 3a msITh J€T UCCICTOBAHUS
uateHcuBHOocTh JICUII Obuta cymectBenno Beimie B I'C-2 m I'C-3: B 1,34 pasa
(p=10,002) u 1,87 paza (p<0,0001) coorBeTcTBeHHO. BHIsIBIEHHBIE B IpoIiecce
WCCJICIOBAaHMsI CTaTUCTUYCCKU 3HauuMble pasnuuus JIMAIT u JICUIT B OI'-2 u OI'-3
yOeIUTEeNbHO  CBUIETEIBCTBYIOT 00  23(P(HEKTUBHOCTH  BHIOpAHHONW  TaKTUKHU
MEPCOHATN3UPOBAHHOW TEPAUHU.

IIpu oOcnemoBanuu jgedopmariud  TO3BOHOYHHMKA Yepe3 TojJ OT Hadala
UCCIIeIOBAHUS PEHTI€HOJIOTUYECKHE oKa3arenu CBUJICTETHCTBOBAIIH 0
MIPOTPECCUPOBAHUM HEHPOMBIIIICYHOTO CKOJIMO3a, Ooyiee BeIpaxkeHHOTO B ['C-2, y
MAIMEHTOB KOTOPOM BEJIMYMHA MCKPUBIIEHUS MO3BOHOUYHMKA Obuia B 1,79 pasza Bhiie,
yem B OI'-2 (p = 0,0012). [Tono6Has Tennenuus ormeuena u 'y gerei 'C-3, y KOTopbIx
9TH 3HadYeHus B 2,07 pas3a NpeBOCXOAMIN aHajgoruunblie nokasarenu OI'-3 (p = 0,0004).
Uepes 2 roga OT Opeablayliel KOHTPOJIbHOW BPEMEHHOM OTMETKH CTENEHb CKOJIMO03a
HauOonee Boipocsia B I'C: B 1,73 paza B rpynne I'C-2 (p =0,0013) u B 1,89 paza B
rpynne ['C-3 (p = 0,0004). Tlocnenyromue aBa Toja COMPOBOXKIAIUCH YTSHKEICHUEM
ckonmoTnuecko aedopmanmu Oonee BoipaxkeHHOH B ['C: y nereit I'C-2 uzyuaembiii
npusHak B 1,33 pasa Baiiie, uem B OI'-2 (p = 0,0054), ananornynsiii mokaszarens B ['C-3
Obur BhIIE B 2,3 pa3a B cpaBHeHMH c mokazatemssmu B OI-3 (p =0,0122). O

3HAYUTEIHLHO 00JICe BLICOKOM ABUTATCIIbHOM IIOTCHIHAJIC Y JeTen or CBUACTCIILCTBYCT
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JUHAMUKA  YBEIMYCHUS  CTENEHU  TSDKECTH  CKOJMOTHYECKOW  Jedopmariuu
MO3BOHOYHHMKA K 3aBepIeHnt0 S-netHero Habmoaenus: B OI'-2 y 34 (85 %) nmanmeHToB
Obl1a 3aduKcUpoBaHa 2 CTENEHb THKECTU cKoiino3a, ¥ 6 (15 %) BhigBiIeHa 3 CTENEHb
TsDKeCTH, B To Bpems kak B ['C-2 y Bcex mammentoB (14 nereit (100 %) ckommo3
cooTBeTcTBOBAJ 3 cTeneHu TskecTH. B OI'-3 'y 23 (92 %) nanueHToB AUarHoCTUpoBaHa
1 crenenpb ckonmo3a, y 2 (8 %) — 2 creneHb ckoimo3a, B TO Bpems kak B ['C-3 y 10
nereir (62,5 %) BwIsgBIIEH ckonmo3 2 crerend, y 6 (37,5 %) — ckonmmo3 3 crerneHwu.
CyliecTBEHHO MEHEE BBIPAKEHHBIE TEMIIBI IPOTPECCUPOBAHUSL  CKOJIMOTHYECKOMN
nepopmanuu mo3BoHoyHuka B OI', Mo HameMy MHEHHIO, CBHUJAECTEIBCTBYIOT O
3aMEIJIEHUU TEMIIOB MPOTPECCUPOBAHUS HEUPOMBIIIEYHOTO CKOJIHMO3a C COXpPaHEHUEM
OompIero oobemMa (PYHKIIMOHAIIBHBIX JBUTATEIbHBIX BO3MOXKHOCTEH Kak pe3yJsibTara
ahpexTUBHOCTH KOMOMHATOPHOTO noaxoaa Je4eOHO-TIPOPUITAKTUUECKUX
MEPOIPUAITUH.

Takum 00pa3om, mpeIoKEHHAsT KOHIEINS MePCOHATM3UPOBAHHOTO MOAX0Aa K
BeneHuto naerel co CMA mo3Boiniia 3aMEIIMTh TEMIIBI  MPOrPECCUPOBAHUS
3a00JIeBaHUS U COXPAHUTHh OOJiee BHICOKHMN YPOBEHb JABUTATEIBHBIX BO3MOXKHOCTEH
MalKUEeHTOB.

Ha ocHOBaHMM TPOBEAEHHOIO HWCCIEIOBAHUS W IOJYYECHHBIX PE3YJIbTAaTOB
pa3paboTaH aJrOPUTM JIOJITOBPEMEHHOTO MEIMUKO-COIMAIBLHOTO W JIMCIIAHCEPHOTO
HAOJII0JICHHS, KOTOPBIA BKJIIOYAET KOHCYJbTaTHUBHBIE OCMOTPHI HEBpPOJOTa, OpTOIena,
neauatpa, nposenenne DHMI-uccnenoBanus kaxaple 3 Mecsia, peHTreHOTpaduu
€KEroJIHO, UTO B COBOKYITHOCTH OIpE/eNsieT TAKTUKY MEPCOHAIU3UPOBAHHON Teparuu,
BKJIFOYAsi KOPPEKIIUIO TEPANEBTUICCKUX MEPOTPUSTHIA, TTPOBEICHNUE JTOTOTHUTEIBHBIX
METOJI0OB HCcieAoBaHus (1abOpaTOPHBIX, PaTUOJIOTUUYECKUX), PEIICHHE BOMpoca O
HEOOXOJMMOCTU TOCMUTATIN3AlUA B CTAIlMOHAPHBIC TMEIUATPUUYCCKUE OTICICHUS IS
YTOUHEHUSI W JICUCHHS COMATHYECKOW TATOJOTHM W HAXOXKJICHUM B OTJICJICHUU

peabwimranuu (Pucynok 1).
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EBepndinniposaHHent redod edonmnmectanl gnargos «ChA 2 oo, «CMA 3 oo

Ocuotp Ocuotp Ocuotp SET PerTreHO-
HEEDOMIOTE OpTONETA NEIHATE rpadud
3 Mecaa 6 mecALes § MecAlleE 12 mecaueE [
| OTIOITHHTEME- [OCOHTamHzamEs
HEI® METOIE E CTAOHOHADHDS
HCCMEI0BaHHA - OTEENZHHE
Crpaterna KoMITIEKCHOM

MepCoHANEHPOEIHHO Teparnn

CommambHas
HemMemHEaMeHTOTHELS Jduddepermnmposantoe peabimrTaina:
METOOBI TetIeHIIA: MEONHAMEHTOIHOE TICHNO O P S RLITFLA
JISK, Macca, MAaTOor eHeTHHECEH npodopHeHTALIA,
OpTONEemecKa HATpAETeHHO TEeXHITHeCKIe
KOpp eI TIEHEHHE AJANTHEHBIE ATMIAPATHI

Pucynok 1 — ANroputM MeIMKO-COLMATBHOTO U AMCHAHCEPHOIO HAOJIIOJCHUS
o0opHBEIX CMA 2 1 3 Tuna

BBIBObI

1. [IpoBenenHoOE KJIIMHUKO-3JIEKTPO(U3UOJIOTHIECKOE HCCJICIOBAHNE
CBUJICTEIILCTBYET O Pa3IMUMAX B KIMHUYCCKOM TCYCHUU (PEHOTUIINYECKUX BAPUAHTOB
CMA. V nereit co CMA 2 tuna 3aboneBaHue MpoTeKaeT B Oosiee TsoKeNIon gopme, C
OoJbIlIe  MHTCHCHUBHOCTBIO  MPOIECCOB  THOEIM  MOTOHCHPOHOB,  paHHUM
MIPUCOCANHEHUEM BTOPHYHOTO MHOTCHHOTO W HEBPOTCHHOTO ITOPa)XEHHUS, OBICTPHIM
MIPOTPECCUPOBAHUEM JBUTATEIHHBIX HAPYIICHUN B CpaBHCHHUH ¢ manueHTamu co CMA
3 THIa.

2. Ilpumenenune Meroga DHMI' moszBosisier Oojiee riayOOKO MOHSTh U OLICHUTh
naTo(U3n0I0THYECKUE MEXaHU3MbI pa3BUTHS U TeueHuss CMA, 4TO JaeT BO3MOXKHOCTD
MPUMEHSTh CTPATETUIO KOMIUIEKCHOW TIEPCOHATM3UPOBAHHON Teparuy U OLICHUBATh €€

apexTuBHOCTD y nereit co CMA.
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3. UccnenoBanue JOKaIU3alUyd U CTENEHU BTOPUYHOTO MHOTE€HHOIO MOPaKEHUS
no ganHeiM  OHMI'-uccnenoBanus  MO3BOJISIET  BKIKOYATh B [POTpaMMy
peadMIMTAlIMOHHBIX MeponpusTuil nered co CMA HanmeHee 3aJeHCTBOBAHHBIE B
NATOJIOTHYECKUI TPOLECC MBIIIEYHBIE TPYIIIBI ¢ MAKCUMAIbHBIM HCIOJIb30BAHUEM HX
(GYHKIMOHATIBHOTO — TMOTEHIMaNa, 4YTO  IO3BOJIAET  COXPaHATh  JIBUTaTEIbHBIC
BO3MOYKHOCTH MAIIIEHTOB Ha 00Jiee BHICOKOM YPOBHE.

4. VYCTaHOBJEHO, YTO pa3BUTHUE BTOPUYHOIO HEBPOTCHHOI'O IOPAXKEHUS,
IIPOTEKAOLIETO N0 TUITY aKCOHAJIBHOW JEreHEpaly ¢ NPEUMYIIECTBEHHO AUCTAIBHON
JOKaNU3aluen, COMPOBOXKIAETCS CHIKEHHEM MBIIIEYHOM CHJIbl M TOHyCa B
JUCTANBHBIX OTHAENaX KOHEYHOCTEW M SIBISIETCS OJAHMM M3 (PaKTOpoB (PopMUpOBaHUS
KOCTHO-CYCTaBHbIX JAeopmanuii (KOHTpakTyp), YTO HEOOXOAMMO YYHUTHIBATh IMpHU
IUIAHUPOBAHUHU JIe4EOHO-TPOPHUIIAKTUYECKUX MEPOTIPUSITHIA.

5. YcraHoBieHa BBICOKAs NpsMasi KOPPEISLUOHHASA CBS3b MEXIY BEIUYMHOMN
OOKOBOTO OTKJIOHEHHUS T03BOHOYHOrOo croba 1o KoOG0y u BBIPaKEHHOCTHIO
BTOPUYHOI'O MUOTE€HHOTO nopaxkeHus (mo naHHeiM DHMI'), 4To Ba)XXHO y4HMTHIBATH B
npouIIaKTHUKE U JICUeHUU cKoimo3a y nereit co CMA.

6. [nsa panneit nuarHoctuku CMA BakeH ydeT aHAMHECTUYECKHUX JAaHHBIX C
aHajau3oM (PaKTOpoOB, MPOBOIUPYIOMUX AcOr0T 3aboieBanus (mepeHeceHubie OPBU,
BaKI[MHALMs), BBIABICHHE HApyIICHWH B KOCTHO-MBIIIEYHOW cHCTEME (3afepiKKa
MOTOPHOT'O Pa3BHUTHsI, MbIIIEYHAS TUIOTOHUS, TUIEPMOOUIIBHBIN CYCTaBHOW CHHJIPOM,
JUCIIa3Usl Ta300€IPEHHBIX CYCTaBOB, MATOJOTHYECKasi YCTAHOBKA CTOI).

7. PanHsiss AMAarHoCTUMKa, MCIOJIb30BAHME COBPEMEHHBIX MKl JUIsl OLIEHKH
JIBUTaTEJIbHBIX BO3MOKHOCTEN MALIMEHTA U BCECTOPOHHUI aHanu3 pe3ysibratoB DHMI -
UCCJIEIOBAHNUSI HAa OCHOBE pEryJISpHOTO MOHHUTOPHUHIA, IPUMEHEHUE CTpaTeruu
MEPCOHAIM3UPOBAHHOIO MOJAXO0/JA C BKJIKOYEHUEM MAKCUMAJIBHO BO3MOKHOTO CIIEKTpa
Je4eOHbIX M TPOPUIAKTHYECKUX MEPOMPHUSITUN CIIOCOOCTBYET 3aMEICHHIO TEMITOB
IPOrpEecCUpOBaHusl  3a00JEBaHUS, MAaKCUMaJbHO  BO3MOXKHOMY  COXPaHEHUIO

JIBUTATEJIbHBIX BOBMOXXHOCTEH U YIYUYIICHUIO Ka4CCTBaA JKU3HU JIETEH CO CMA.
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3AK/IIOYEHUE

YriyOnenHoe wm3ydeHue (HAKTOPOB, HWHCHUPHPYIOUIUX TPOTPECCUPOBAHUE
3a00JIeBaHMs, JUHAMHYECKas BepU(UKAIMS BEIYIIUX MATOJOTHYECKUX CHUMIITOMOB Y
mareaToB co CMA, pgomonnenHas gaHabiMu DOHMI, BeImeNneHHE IOMOJHUTEIHHBIX
TPUTTEPOB, OKA3BIBAIOIIMX HETATUBHOE BIMSHUE HA PA3BUTHE OCJIOKHEHUM CO CTOPOHBI
KOCTHO-MBIIIEYHOI'0 amiapara, paclIupuin MPeICTaBICHUE O MEXaHU3MaX CaHOT€HE3a
CMA Ha pa3mu4HBIX CTaAUSIX TEUEHHUs 3a00JI€BaHUSA, YTO IMO3BOJUIO CHOPMHUPOBATH
MIEPCOHAIM3UPOBAHHBIC MOAXOAbl KOMIUICKCHOTO TMATOT€HETHYECKOTO JICYECHUSI W
BBIPA0OTaTh KJIMHUKO-3JEKTPOHEHPOMUOTpaPUIECKrEe KPUTEPUM IPOTHOZUPOBAHUS
adhdexkTuBHOCTH Tepanuu. BHUMaTelbHOE H3YyUYEHHE  TOMUKO-3THOJIOTHYECKOIO
MaTTepHa BTOPUYHOIO MHUOTEHHOTO MOPAXEHUS W CBIA3AHHBIX C HUMHU JBUTATEIbHBIX
HapyIICHUN TMO3BOJIMJIO BBIUTH HAa KOMIUIEKC MPOAKTUBHBIX PEeaOMIUTAIIMOHHBIX
MEpONPHUSATHM, HaIpaBJIEHHBIX Ha pa3pabOTKy HaWMEHee 3aJCHCTBOBAaHHBIX B
MMaTOJIOTUYECKOM ITPOLIECCE TPYMIT MBIIIL, YTO MPEACTABISIET CTPATETUYECKHA BAKHOE
3HAYEHHE JJIs1 MAlUEHTOB C TOYKHM 3PEHUS COXPAHECHUS JBUTATEIIbHOTO MOTEHIMAA,
NPEayNpPeKICHUST M MUHUMM3alMU ociloxHeHud. HMcnons3zoBanue OHMIT nmaer
BO3MO>XHOCTh CBOEBPEMEHHO OOHAPY>KUBATh U MPOBOJAUTH TUHAMUYECKUM MOHUTOPHUHT
Pa3BUTHS BTOPUYHOTO MUOTEHHOTO U HEBPOTCHHOT'O TTOPAKEHUS, OTCIIC)KUBATh CTEIICHb
BBIDQXKEHHOCTH  HEMpOHONATHM,  YTO  TO3BOJiseT  Oojee  OCO3HAHHO U
nuddepeHIMPOBAHHO HAMPABIATh TEPANEBTUUYECKUE BO3MOXKHOCTH Ha CACPKUBAHUE
IIPOTPECCUPOBAHMUSA OTHUX TPOILECCOB, OICHUBATh A(PPEKTUBHOCTH ITPOBOJIMMBIX
JICYEOHBIX MEPOIPHUATHM, JeJIaTh MPOTHO3bI JaJbHEUIEero Te4YeHUs 3a00JieBaHUSI.
Huuamudeckoe HaOmoaeHue 3a teueHueM CMA ¢ yd4eToM 0COOEHHOCTEH KIMHUKO-
(GYHKIIMOHATIBFHOTO TATTEpHA, aJCKBATHOW TAKTUKHU BEJCHUS HA PA3JIUYHBIX CTaTUIX
TeueHus 3a00JI€BaHMS CIIOCOOCTBYIOT 3aMEJICHUIO TEMIIOB MPOTrPECCUPOBAHUS
0OJIe3HN W Pa3BUTHS OCJIOKHCHHM, YTO IMO3UTHUBHO CKAa3bIBACTCS Ha JBUTATCIBHBIX
BO3MOKHOCTSIX M KA4e€CTBE >KW3HHU MAlMEHTOB. B 3TOM CBSI3M Ba)KHEWIIIEE 3HAYCHUE
uMeeT nmnpobOnema paHHed auarHoctuku CMA, TMO3BOJSIONIEH CBOEBPEMEHHO
ONPEAETUTHCS CO CTPATETHEN TEPANIEBTUUECKUX MEPONPHUATHH, BKIKOUYAS] COBPEMEHHBIE

BO3MOKHOCTHU '’€CHOMOAYJIMPYIOLICTO JICUCHUS.
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HPAKTUYECKHUE PEKOMEHJIALIUN

1. C  npakTM4eckOl M IPOTHOCTHYECKOW  NO3UMIMU  HeoO0XoauMma
mupdepeHuInanys  pa3IuyHbIX  (QeHoTunuyeckux BapuaHtoB CMA ¢ yuérom
OCOOCHHOCTEM HX KIMHUYECKOTO TEUEHHUs, XapaKTepa ABUTATEIbHBIX HapYIICHUH,
HOJTBEPKJICHHBIX BEPUPUIMPOBAHHBIMU OLICHOYHBIMHU IIKaJaMHd XaMMEPCMUT U
L. McPeak («wiexaune manMeHTb», «CUASYME MALMEHTBD), «XOASYHUE MALUEHTH») U
pesyapraramu DHMI -uccienoBanuii.

2. BaxHeiiliee 3HayeHUWE B KIMHUYECKOM IPAKTUKE HMMEET HCIIOIb30BAHUE
Merona DHMI', KoTOpbIii O3BOJISIET COKPATUTh CPOKU AuarHocTuku CMA, nmpoBoauTh
MOHUTOPHUHI T€YEHUS 3a00JI€BaHUsI, CBOEBPEMEHHO BBISIBIISAITh BTOPUYHOE MUOTEHHOE U
HEBPOIE€HHOE IIOPAXEHHUsI, ONPEACIATBCA CO CTpaTeruer IMEepCOHAIU3UPOBAHHON
Tepaud M  OCYIIECTBIATb  KOHTPOJIb  3((PEKTUBHOCTH  peaOUIUTAUOHHBIX
MEPOIPUAITUH.

3. HauGonee 3naunmbivu DHMI -mapamerpamu B panHeil nuarHoctuke CMA
ABJISIIOTCSL  TIOKA3aTenu aMIUIMTyAsl M-oTBeTa, maHHble noBepxHocTHOM OHMIT ¢
Harpy304YHbIMM TpoOaMH M HW3YYEHHMEM JIEBHAIUM MAaKCUMAaJbHOM aMILIUTYIbI
MOTEHIHUAJIOB W JEBHALMM CPEAHEHM 4YacCTOThl NOTEHUMAJIOB. BaXHbIM sABIsETCA
BHUMATENIbHOE uccaenoBanne ¢enomeHoB wuronpyator OHMIT ¢ obs3aTensHbIM
BKJIFOYEHUEM B JUAarHOCTUYECKHH MPOLECC aHajIu3a HHTEHCHUBHOCTH CIIOHTAHHOMN
aktuBHocTU (11D, IIPDII, [TOB) u xapakTepuCTUK NOTEHIMAJIOB IBUTATEIbHBIX €IMHHUI
(IIUTENbHOCTD U AMIUIUTY/1A).

4. 1lpu myIaHUPOBAHUU MPOTPaMMBbl JIeYEHUSI U MPOPUIAKTUKH HEHPOreHHBIX
KOHTpakTyp M ckoimo3oB y jgereil co CMA 1enecooOpa3HO KOMOWHHPOBAHHOE
BO3/ICIICTBHE, BKJIIOYAIOIIEE OPTONEAMYECKUE BCIOMOTATEIbHbIE MPHUCIIOCOOICHMS,
KOMILJIEKC YIpaXHEHWH, HaNpaBICHHbIH Ha YBEJIUYEHUE AaMIUIMTYIbl JBHXKCHUIM
MOPAKEHHBIX CYCTaBOB, IIAJAIIYI0 MaHyaJlbHYI) TEpalui0, CETMEHTapHBIM Maccax,
ME30MYHKTYPY,  JONOJHHUTEIBHOE  HA3HAYCHHE  MEJMKAMEHTO3HOM  TEpamuu,
OKa3blBAIOIIEH MO3UTHBHOE BIMSHME HA (PYHKIHMIO AaKCOHOB M MeTaboInyecKue

MpOoUCCChbl CKCJICTHBIX MBIIIII.
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5. Ilpm cocrtaBneHUn peadWIMTANMOHHBIX MPOTPAMM, HAMpaBIEHHBIX Ha
PO IIIAKTUKY CKEIETHO-MBIIICUYHBIX HapYIIEHWUH, IS TOBBIMIECHUS 3(h()EKTUBHOCTH
JieYeHUs HEe0OXOJMMO Ha OCHOBAaHMHM METOJIa MaHyajJbHOIo TecThupoBaHus u DHMI
ONPEAEATh MBIIICYHbIC TPYIIbl, KOTOPHIE B MEHBIIECH CTEIICHU BOBJICYEHBI B
MAaTOJIOTUYECKUN TIPOIEeCC JJIs MOCISAYIOMIEr0 HUX MAaKCHUMaJbHOTO BOBJICUCHUS B
TEPANEBTUYECKUE MEPOTIPUSTHSI.

NEPCHEKTHUBBI JAJBHENWIIEN PASPABOTKH TEMbBI

[TepcriekTrBBl AanbHEHIEd pa3padOTKU TEMbl 3aKIIOYAIOTCS B IPOBEIACHUU
MOCIICYIOMINX HCCICOBAHUN, HAMNPABICHHBIX HAa MOMCK MapKEPOB, MO3BOJISIONINX
CYyIUTh O XapakTepe TeUYeHUs W TeMIax nporpeccupoBanns CMA, nmporsosupoBaTh U
orieHUBaTh 3(P(HEKTUBHOCTH JICUCHHUS.

YuuThiBasg HETaTUBHOE BIWSHUE AKCOHAIBHOM HEBPONATHM W MHUOTEHHOIO
MOpaXKCHUsT Ha TEUYCHHE 3a00JICBaHUs, NPEACTABIsCT HHTEPEC H3YUYCHHE BIIMSHUS
reHeTu4eckux acnekToB, B yacTHocTh reHoB NAIP, SERFIA, GTF2H2, nHa pa3nuuHbie
YPOBHM  MOTOPHOM  HHTErpalMd, 4YTO  MO3BOJIUT  YTOYHUTH  MEXAHU3MBI,
moauduiupyromue Gpenorun CMA.

[IpencrapisieT uHTEpEC O0JIee NETATBHOE UCCIIEI0BaHUE MTAaTTEPHA JIBUTATEIbHBIX
HAPYIICHUM, a TaKXEe HUX B3aMMOCBSA3b C TKECTHIO PA3BUTHA KOCTHO-CYCTaBHBIX
HapylIeHUH B pa3IUYHBIC TEPHOJBI TEUYCHUS 3a00JICBaHMs, TOATBEPIKICHHBIX
OIICHOYHBIMM IIIKaJlaMHU, YTO TO3BOJIUT OOJiee YETKO OlLIEHWBATh W MPOTHO3UPOBATH
XapakTep TeUeHHUsI 3a00JIeBaHMUS.

HNuTepecHbiM SIBJISICTCS JaJbHEHIIee U3yYECHUE CTaJAUMHOCTHU
nato(U3MOIOTUYECKUX HApYIICHWH y TalMEeHTOB, NPUHUMAKOIIMX TapreTHYIO
Tepanuio. B "acTHOCTH, HEOOXOIUMO YTOYHEHHE POJHM M 3HAYCHUS KOMOWHATOPHBIX
MOJXOJ0B B JIOJTOBPEMEHHOM Kypauuu mnaiueHtoB co CMA, BKiIoYas NPUMEHEHUE
pa3pabOTaHHBIX IOJXOJO0B ITATONCHETUYECKH HAIPABICHHOW IIEPCOHAIM3UPOBAHHON
TE€pANUU B COUETAHUH C JICUEHUEM aHTUCMBICIOBBIMU OJIMTOHYKJICOTHAAMH.

[IpencraBisieT Hay4dHBIM MHTEpEC JalibHEHIee yriayOJIeHHOE H3y4eHHUe

(dbapMakoJIOTHYECKUX  MpenapaTtoB  HEHPOMPOTEKTHBHOW W METa0OJIMYECKOU
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HANpaBJIEHHOCTH M MX KOMOMHAIMM C TapreTHOM Tepamuel; C OLEHKOH HX
JONTOBPEMEHHON 6e30macHOCTH U 3G HEeKTUBHOCTH Y 601bHBIX cO CMA.

C yuyeroM mNOJy4eHHBIX B XoA€ Hamero wucciaeaoBanus OHMI-maHHBIX 0O
MEXaHU3MaX CAaHOTE€HE3a NpPH HEMPOHOMATHM AKTyajlbHA ajanTanus pa3paOdOTaHHBIX
METOJ/IOB TUAarHOCTUKH U cTpaTeruu tepanuu CMA B peaOuIuTalMOHHbIE TPOTPaMMBbI
MAIMEHTOB ¢ O0JE3HIMH MOTOHEHPOHA.
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AHHOTAIUA

M. P. lllaiimyp3un. Heiipopeabwiurauuss Jaereii €0  CNUHAJIbHBIMH
MbIIIEYHBIMM aTPO(PUIMHU: MeXaHU3MbI CAHOTEeHe3a, CTpPaTeruss Tepanuu. —
Pykonucs.

Jluccepranysi Ha COMCKAHME YYEHOM CTENEeHU JOKTOpa MEAMIMHCKHX HayK IO
cneruanbHocTu 14.01.11 — HepBHbIe Oone3HU. — ['ocynapcTBeHHass 0Opa3oBaTesibHAS
OpraHu3aIys BBICIIETO MPOGeCCHOHATBHOTO 00pa3oBaHus «JIOHEIKMI HAIMOHAIbHBIN
MEIMLIMHCKUM yHHUBEpcUTeT uMeHH M. ['oppkoro» MuHuCTEpCTBA 31paBOOXPAHEHUS
JAHP, Jloneuxk, 2021.

[lenpto  paboThl  sABIsiETCS  pa3paboTKa  MPUHIMIOB  KOMIUIEKCHOM

NaTOIrCHCTHYCCKU HaHpaBHeHHOﬁ HepCOHaJII/ISI/IpOBaHHOﬁ TCpalliki Ha OCHOBE OLCHKH



45

KIIMHUKO-(DYHKIITMOHATTLHOTO ~ COCTOSHUSI ~ JIBUTATEIIbHOM  CHCTEMBI  JIETeHd  CO
CIUHAIBHBIMA MBIIICYHBIMU  aTPOPUIMH C yYEeTOM MEXaHH3MOB CaHOTCHE3a W
CTpaTeTuu MPOTHO3UPOBaHUS A(H(HEKTUBHOCTH JiedeOHOro mpoluecca. s peanuzanuu
MOCTaBJICHHOW T1lemM  Oblla  pa3paboTaHa METOAWKA  KOMIUIEKCHOM  OIICHKH
JIBUTATEIbHBIX BO3MOXHOCTEH M naHHbIx DHMI -uccienoBanuii ¢ MOHUTOPUPOBAHUEM
CTEIECHH BBIPAKEHHOCTH BO3HHUKAIOIIETO BTOPUYHOTO AKCOHAIIBHOTO M MUOTIATUYECKOTO
MOBPEXKJEHUA Y KOHKpETHOro peOeHka. Ha ocHOBe pe3yiabTaToB  KJIMHUKO-
AIEKTPOHEUPOMHUOTPAPUIECKOTO VICCIIEIOBAHUS ONpEeIEeIIsIIach CTpaTerus
MEPCOHATN3UPOBAHHOU KOMOMHUPOBAHHOM Teparnuu, KOTOpas BKJIIOYAJIA
MEIMKAMEHTO3HbICE U HEMEJIUKAMEHTO3HBIC METOJbl BO3JACHCTBHUSA, HAIIPABICHHBIE Ha
clepKuBaHue (POPMUPOBAHUS KOCTHO-MBIIICUHBIX OCIOKHEHUU U MPOrPEeCCUPOBAHUS
NATOJIOTMYECKUX IMPOLIECCOB MOTOPHOM MHTErpauuu. DPPeKTUBHOCTh pa3paboTaHHON
METOJOJIOTUM JIOJITOBPEMEHHOM Kypaluuu JOKa3aHa CTaTUCTHYECKUM aHaJIUu30M
pE3yJAbTATOB KIMHUKO-UHCTPYMEHTAJIBHOrO HcclieioBaHusl. COrJIacCHO MOJYyYEHHBIM
JTAHHBIM YPOBEHb (PYHKIIMOHAIBHBIX BO3MOXKHOCTEU, 3HAUCHUS MBIIICUYHON CUJIbI OBLIN
CYIIIECTBEHHO BbIle y nanueHToB co CMA ocHoBHBIX rpyti. O 6osee 01aronpusiTHOM
TEUEHUM 3a00JIeBaHUSI Y JETEH OCHOBHBIX TPYII CBHUACTEIHCTBOBAIA U PE3YJIHTAThI
WHCTPYMEHTAJIbHBIX HMCCJEJOBAHUN: HWHTEHCUBHOCTh MOBPEXKIACHUS MOTOHEUPOHOB
CIIMHHOTO  MO3Trda, MHONATUYECKOI0 Y  AKCOHAJbHOIO MOBPEXKICHHUS  MEHEE
npenacraBiaeHsl 'y aered co CMA 2 uw 3 Tumna, BBIPaKEHHOCTh CKOJMOTHYECKOU
nedopmarii  MO3BOHOYHWUKA B MEHBINECH CTEMEHW TPENCTaBlieHa Yy TaIlMeHTOB
OCHOBHBIX Tpynm. IIpeacraBiaeHHbIE anrOpUTMbl MEPCOHATU3UPOBAHHOM TEpaIvi,
OCHOBAaHHBIE Ha pe3yiibTaTax KJIMHUKO-3JIEKTpOHEHpoMUOTrpapuiaeckoro
MOHUTOPUPOBAHUSA, TO3BOJUIN CYIIECTBEHHO YJIYYIIUTh KIMHUYECKOE TEUYEHUE
3aboneBanust 'y gereli co CMA wu B omnpeicieHHON CTENEHH 3aMEIJIUTh
MIPOIPECCUPOBAHNE HEMPOIETEHEPATUBHBIX ITPOLIECCOB CIMHHOTO MO3ra.

KimtoueBsie crnoBa: CrnuHaNbHBIE MBIIICYHBIE aTpoduu, (YHKIHMOHATBHBIC

BO3MOKHOCTH, dJIEKTpOHEHpoMuorpadus, Tepanusi.
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ABSTRACT

M. R. Shaimurzin. Neurorehabilitation of children with spinal muscular
atrophy: mechanisms of sanogenesis, therapy strategy. - The manuscript.

Dissertation for the degree of Doctor of Medical Sciences in the specialty
14.01.11-nervous diseases. - State Educational Organization of Higher Professional
Education "Donetsk National Medical University named after M. Gorky" of the
Ministry of Health of the DPR, Donetsk, 2021.

The aim of the work is to develop the principles of complex pathogenetically
directed personalized therapy based on the assessment of the clinical and functional
state of the motor system of children with spinal muscular atrophy, taking into account
the mechanisms of sanogenesis and the strategy for predicting the effectiveness of the
treatment process. To achieve this goal, a method was developed for a comprehensive
assessment of motor capabilities and data from ENMG studies with monitoring of the
severity of secondary axonal and myopathic damage in a particular child. Based on the
results of the clinical and electroneuromyographic study, the strategy of personalized
combination therapy was determined, which included drug and non-drug methods of
influence aimed at curbing the formation of musculoskeletal complications and the
progression of pathological processes of motor integration. The effectiveness of the
developed methodology of long-term curation is proved by statistical analysis of the
results of a clinical and instrumental study. The presented algorithms of personalized
therapy, based on the results of clinical and electroneuromyographic monitoring,
significantly improved the clinical course of the disease in children with SMA, and, to a
certain extent, slowed down the progression of neurodegenerative processes of the
spinal cord.

Key words: Spinal muscular atrophy, functional features, electroneuromyography,
therapy.
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— JIeBUAIMS CPEIHEN YaCTOThl OTEHIIMAJIOB

— MUJUTUBOJIBT

— MUKpOTpaMM

— MOTOPHBII OTBET

— OCHOBHasI TpyIIa

— nanueHTsl co CMA 2 1 3 Thna OCHOBHOM TpYyHIIBI

— MOTEHIIMAJT JIBUTATEIIbHON €IMHUIIBI

— TIOJIOKUTEINIbHASI OCTpasi BOJIHA

— noTeHIH a1 GUOPUILTALNH

— OTeHIHAIT (DACTIUKYIIAINH

— CIIMHAJIbHAS MBIIICYHAs aTpoQus

— yCIIOBHAs €IUHUIIA

— JIEKTpOHEHpoMHOoTrpadus

— general transcription factorlIH, polypeptide2

(reH, KoaupyIomuii CyObeTUHUITY 4 TJIIABHOTO TPAHCKPUIIIIHOHHOTO
¢axTopa ITH)

— MOIU(UITMIPOBAHHAS IIKAJIa XaMMEPCMHUT

— neuronal apoptosis inhibitory protein

(reH, KOAUPYIOUN OEOK-UHTUOUTOP HEHPOHAIILHOTO aIroNnTOo3a)
— revised Hammersmith scale

(mepecMoTpeHHas 1IKajia XaMMEpPCMHUT)

— small EDRK-rich factor 1A

(ren, kogupytomuii 6enok maoro EDRK-6oraroro gakropa)
— survival motor neuron

(reH, KoaupyIomuii 0eIOK BBDKUBAEMOCTH MOTOHEHPOHOR)



