®EJEPAJIBHOE T'OCYJAPCTBEHHOE ABTOHOMHOE VUYPEXJIEHUE
«HAITMOHAJIBHBIN MEJIUITUHCKUI UCCJIEJJOBATEJIBCKUI LIEHTP
3JIOPOBbS IETEN»
MUWHUCTEPCTBA 3JIPABOOXPAHEHU S POCCUMCKOU ®EJIEPALINN

Ha npasax pykonucu

ONCEHKO IAPHA AHAPEEBHA

OLIEHKA Y®®EKTUBHOCTU 'EHHOM TEPAIIUU CIIMHAJIBHONI

MBIIIEYHON ATPO®UU Y JETE PAHHEI'O BO3PACTA

3.1.21. llennaTtpus

3.1.24. Hespouorus

Juccepranus Ha COMCKaHUE YYEHOU CTEIIEHU

KaHJMJaTa MEIUIUHCKUX HAYK

Hayunble pykoBoauTeIN:

JTOKTOP MEIUIIMHCKUX HayK, npodeccop
Kysenkosa JI.M.

JOKTOP MEAUIIMHCKUX HAyK

Kypenkos A.JIL.

MockBa — 2025



OruaBJiieHue
BBEEHHE......cccoiiiiiiiiiiiiiiiinnnetiiiicisssssssesssssssssssscssssssssssssnnnss
I''TABA 1. OB30P JIMTEPATYPDBI.....cuuttiiiiiiiiiiiiiiiinnnnsrsicecccssnes
1.1  Hcropus uccienoBaHu, STUIEMHUOIOTHS, TUOJIOTHSI, TaTOT€HE3 U
KJIacCU(UKaIUs CIUHATBLHON MBIIIIEYHON aTPODUU Y IETCH.vveeennnse.
1.1.2 HWcropus ucciaenoBaHul CIIMHAIBHON MBIIIIEYHON aTPOPUU . veereenanss

1.1.3 DOtuonorus, 3nuAeMHOJIOTU U aToreHes npokcumMainbHoit CMA 5q

1.1.4 CoBpemenHast KTaCCUDUKAIMI CMA . uiiiiiniiiinieiinnieieneesinnscnnns
1.2 Knunnudeckas KapTHHA CMA . iiiiiiiiiiiiiiiiiieiiinrtieeienssrccciennsees
1.3 JIMarHOCTHKA CIMA . iiiiiiireeereeessessceeccsssssssssccscccsssssssssssssssnes

1.3.1 T'eHeTHUYECKHE METOBI TUATHOCTHK s eeeeeeesssssesssssssssssscssssssssnnns

1.3.2 MUccnenoBanue ypoBHEU TSKENbIX U JIETKUX LIeTIel HEHPOPUIaMEHTOB

1.3.3 CrumynsuuonHas snektpomuorpadus y naiueHtoB co CMA.........
1.3.4 1IKaabl OIIEHKA MOTOPHBIX (DYHKIIM M eeeeessesssecsssssssscsssssssscssennes
| <) 0T 10076 (1 N
1.4.1 IlaToreHeTnyeckass i TCHO3AMECTUTEIBHAS TEPAMHSTeererresssssssacasons
1.4.2 MynbTUIUCUUTUTAHAPHBIN TTOJXO e eeeeessseesessssscssssssssccsssnsssccnns
I''TABA 2. MATEPHAJIBI U METO/JBI......cccccotiiiiiiniiiiiiinnnicennnns
2.1 Marepurabl U JA3AUH UCCICTOBAHMU S e eeeessreeseessssccsssssscossnnssscons
2.2 METOOBI UCCTICIOBAHMS e evuussseeesensssscsssessssssssnssssssssnsssscssonnsse
2.3 MeToasl CTATUCTHIECKON 00paOOTKHU MOTYYEHHBIX PE3YJIHTATOB.«svs..

I'TABA 3. K/IUHHUYECKASA, HWHCTPYMEHTAJIbBHAA U
JABOPATOPHAS OIIEHKA JIETEW, BKJIIOYEHHBIX B I'PYIIITY
KOHTPOJIA (ITPYIHITA D) eveiiiiiiiiiiiiiiiiiiiiiiieiiiieteiinneciineccsnnenns
3.1 KnuHnueckas oueHKa JeTeH, BKIFOUEHHBIX B TPYIITY KOHTPOM S eeeeeen..
3.2  DnektpoHeiipomuorpadudeckas OIeHKa JeTed, BKIIOYCHHBIX B

TPYIIILY KOHTPOIISx e eeessscesssscessssscssssscsssssssssscssssscsssssssssscssnans
3.3 OueHka TmOKa3zaTened ypPOBHEM JIETKMX W TSOKEIBIX  LENeu

Helpo(UIaMEHTOB B CHIBOPOTKE KPOBM Yy TAIMEHTOB TPYIIIbI

KOHTP OIS e e e euussennsssossnscosssscssnssosenssosssssssssscssnssossnssssnssssenss

15
15

15
16
19
20
23
23
24
28
32
35
35
48
53
53
58
62
64

64
67

71



I'TABA 4. KIUHUYECKUE, HWHCTPYMEHTAJIBHBIE U
JIABOPATOPHBIE NCCJIEJOBAHUSA HAIIMEHTOB CcO
CIIMHAJIBHOU MBIINEYHOM ATPO®UEM. .......euvvveinnnnnnnnnnnnnn
4.1 KiouHu4eckas OIeHKa JIeTeH CO CIIMHAIBLHOW MBIIICYHON aTpoduei...
4.1.1 Knunuyeckas olleHKa JIeTe CO CIUHAIBHOU MBIIIEYHOU aTpodueit |
TANA (MOATPYIIIA I12) tevrriieiiinniiieiinnniieessnnrecossnansecossnnnscconnas

4.1.2 KiuuHuyeckas OleHKA JIeTeH CO CIMHAIBHON MBIIIIEYHON aTpodueii Ha
MPECUMIITOMATHYECKOM cTaanu 0osie3Hu (moarpynma I1b) ceeeeiieanee.

4.2 TIlokazaremu OHMI' y mamuMeHTOB €O CHHUHAJIBHOW MBIIIEYHOU
211 00 101) % (53 7 (R

4.2.1 Ilokazarenmu OHMI y mnanueHTOB CO CHMHAJIBbHOW MBIIICYHOU
atpodueii I Tuna (moaArpynma I1a) veeeieeiiieeiieiiinnieeiiinnsrecesennnnes

4.2.2 Tlokazarenu DHMI' y nanuentoB co CMA Ha npecHMITOMATHYECKOMN
o w0702 @ 0 00310 3/0) 72011 610 1 1 o) N

4.3 OueHka TOKa3aTelel YpOBHEHM JIETKUX M TSKEIBIX LENer
Helipo(uiIaMeHTOB B CHIBOPOTKE KpOBH y nanueHToB co CMA.........

4.3.1 Ouenka mnokazarenel ypOBHEW JIETKUX W TSOKEIBIX  LENen
Helpo(UIaMeHTOB B CHIBOPOTKE KpPOBH y nanueHToB co CMA I Tumna
(moarpynmna Ila) 1o 1 mociie NPOBEICHUS TCHHOW TePAMN . eeresseennse

4.3.2 OueHka mnoOKa3arenell ypOBHEW JIETKUX W TSHKEIBIX  LENeu
Helipo(uIaMeHTOB B CBHIBOPOTKE KpoBHM y manueHToB co CMA Ha
npecuMmnrTomMatTuyeckod craauu (moarpymma Ilb) no wu mocie
MPOBEJICHUS T€HHOU TEPAIMM e seeersrssssssssscssssssssssssssssssssssssssssses
I'JIABA 5. CPABHUTEJIbHASA XAPAKTEPUCTHUKA
KIMHNYECKUX, THCTPYMEHTAJIBHBIX, BUOXUMHNYECKUX
MOKA3ATEJIEM OCHOBHOM I'PYIIIBI U T'PYIIIIBI KOHTPO.IS..
5.1 CpaBHuTEnpHAs  XapaKTEPUCTUKA  KIMHUYECKHX  IOKa3aTeleu
OCHOBHOM TPYIIIBI U TPYIIIBI KOHTPOM e eeeueseessssecssssccsssssssnsccnns

5.2  CpaBuutenpHas xapakrepuctuka OHMI -okazareneldi OCHOBHOMU

TPYIIIBI X TPYIIIBI KOHTPOI e et eesueeesessscssscscssscocsssscssssscsssssasnses

77
78

85

90

90

93

94

94

97

102

102

104



5.3 CpaBHuUTENbHAs OLIEHKA IOKA3aTelIe ypOBHEW JErKMX M Tsokenblx 110
1eneu Helpo(uiIaMeHTOB B CHIBOPOTKE KPOBH Y MAIIMEHTOB OCHOBHOM
TPYIIIBI K TPYIIIIBI KOHTPOI M u et eesuecesssscessssscssscscsssscssssscssssscsnsses

5.4 Ilpenuxtopsl 3(pheKTUBHOCTH TeHHOW Tepamum y aerer co CMA 115

(OCHOBHAS TPYTIIIA) ¢ e v vseennssesesssosesssosesssssssscssnssossnssossnssssnnseses
RN W) 01018101 5 1 | O 120
13339 037071 1 5 DO 145
MPAKTUYECKHUE PEKOMEHJAIIMM.........cccueevvrnneernnnnernnnneennnn 148
CIIUCOK 149
(000 102N 111215 1/ 1/ PO
CIIMCOK 152
)17 1 3 01 N 1.4 4 2 DO
0037 01 (07214 21 5 11 5 DU 173
10037 01 (07214 21 5 11 D J 174
0037 01 (07314 31 5 11 DK T 186

HPUJIOKEHHE 4.....c.cviinniiiiiiiiiiiiiiiiiitiiitiitiiieiaeeiseiscenscnn 196



BBEJIEHUE

AKTYaJIbHOCTh T€MbI

CnunanbHas wbimiednas atpopus 5q (CMA) — Tspkenoe 3abolieBaHuE,
OTHOCSIIIIEECST K TPYNNE HEPBHO-MBIIICUYHBIX OOJE3HEH, HMEeT ayTOCOMHO-
pELlECCUBHBI TUN HAcJleJOBaHUS W XapakTepuszyercss rubenpio anbda-
MOTOHEHPOHOB CHUHHOI'O MO3Ta U CTBOJIa TOJIOBHOI'O MO3Ta, YTO MPOSBISIETCS
MPOTPECCUPYIONIEH MBIIIEYHON CIa00CThIO CKEIETHON MYCKYJIATyphl, pa3BUTHEM
BSUIBIX MMapaJM4yei, HApYUICHUEM IJI0TaHUs U AbIXaHus [16].

[locne BHempeHuss paHHero HeoHatalnbHoro ckpununra (PHC) B
KJIMHUYECKYIO0 MPAKTUKY 4acToTa BbisiBiaeHUss CMA 5q B P® cocraBuser 1:7801
(Mocksa) u 1:9009 (Cankt-IletepOypr) [135].

CMA 1 Ttuma saBnserca HaubOosnee uacTol Qopmoili 3aboneBaHus U
XapaKTepu3yeTcsl paHHUM Je0I0TOM U OBICTPBIM MpOrpeccupoBaHremM 0oJie3Hu [22].
bonpmnuctBo manueHToB (90%) ¢ stoil dopmoil 3aboneBaHusi 0e3 JeyeHUS
YMUPAIOT WIH HYKJIAIOTCS B MOCTOSHHOM BEHTUJISILIMM JIETKUX K 2 TOJaM XKU3HHU.

[losiBiieHNE TEHHOUM Tepanmuu 3HAYUTEIHHO U3MEHWIO MPOTHO3bI MAIlUEHTOB
co CMA. PanHee Ha3HaueHHE JICUCHHUS NPUBOAUT K H3MEHEHHUIO (PEHOTHUIIA
3a007€BaHUsI, YTO TMPOSIBISAETCS YBEIMYCHUEM MPOJOTKUTEIBHOCTH KU3HH,
(hopMUPOBAHUEM HOBBIX JIBUTATEIbHBIX HABBIKOB, CHH)KEHUEM YaCTOThI Pa3BUTHS
mucharuv M JpIXaTeIbHOW HEAOCTATOYHOCTH, MPUBOJS K YJIYUIIEHHIO KayecTBa
Ku3nu [28, 79, 113, 118].

Ouenka 3¢ddexkTuBHOCTH MartoreHernueckoil tepanuu npu CMA ocrtaetcs
BOXHOU mpoOnemoil. Mcnonap30BaHUE MIKAJT OLIEHKU JIBUTATEIbHOTO pPa3BUTHUS
(HINE-2, CHOP-INTEND, HFMSE u apyrue) [20, 22, 27, 110], orpanuuuBaeTcs
METOJI0JIOTUEH WX BBIMNOJHEHUS UM CYOBEKTUBHU3MOM OILICHKH PE3yJbTaTOB
BCJIEJICTBUE PA3JIMUUi B OmnbITe U KBanudukanuu Bpaueid. [loaTomy B 3apy0OexHOM
Y OT€UECTBEHHOU TUTEpAType B MOCIEAHHUE FO/Ibl AKTUBHO JUCKYTUPYETCS BOIIPOCHI
BHIOOpA TOTEHUHABHBIX OHOMAapKEpPOB 3a00JIEBaHUS, OMPEACIICHHE KOTOPBIX

OOBEKTUBU3UPOBAIIO OBl OLEHKY JAWHAMUKUA COCTOSIHUSI TAIMEHTOB Ha (oHe



naroreHeTuyeckou tepanuu. Hanbompliee BHUMaHuE B Ka4€CTBE MOTEHIIMATBHBIX
OnomapkepoB yjnensercss u3ydeHuro mnokazarened DHMI' u ypoBHell OenkoB
HelipopunamentoB (H®) B nukBope wim cblBOpoTKEe KpoBu [73, 74, 79, 137].
BakxHbIM acmekToM SBIS€TCS MOUCK MPETUKTOPOB 3P(PEKTUBHOCTU TEpanuu Ha
OCHOBAHMU KOMIUIEKCHOM OLEHKH KJIMHUYECKHX, WHCTPYMEHTAIBHBIX W
OMoxuMHYecKux nokasareneul. [loaToMmy n3ydeHue BO3MOKXHOCTH UCIIOIb30BaHUS
WHCTPYMEHTAJIbHBIX U JIaDOpaTOPHBIX  METOJOB  KCCIENOBaHUS  JJis
00BEKTUBH3ALMN COCTOSIHUSL manueHToB co CMA kak g0, Tak U Ha (¢oHe
MMaTOT€HETUYECKOTO JICUEHUS, SIBJISIETCS KpalHE BAa)KHBIM JUJI OLIEHKU TEUYECHUS
3aboneBaHusi, 3(PPEKTUBHOCTU HCIOJIH30BAHHON TEpanmuu M MPOTHO3UPOBAHUS

OTHAJICHHBIX UCXOJ0B.

Crenenb pa3padOTaHHOCTH TE€MbI

Cpenn mapamerpoB, peructpupyembix npu OHMI wuccnegoBanum,
aMIUINTyAa MW IUomaas M-0TBeTa, YCTAHOBJIEHHBIE MPU  AJIEKTPUUYECKOU
CTUMYJISIIUM Tiepu(epuueckoro HepBa B JUCTAILHOW TOUKE HauboJiee 4YacTo
WCTOJIB3YIOTCA JJISI OLCHKH TSYKECTH JIBUTATEIbHBIX HAPYIICHUA U UX TUHAMUKH Y
ManueHToB ¢ pasueiMu  Gopmamu CMA [69, 145, 177, 211, 224]. bruio
MPOAEMOHCTPUPOBAHO, YTO amIuiuTyga M-otBera y nauueHToB co CMA [ Tuna,
W3HAYaJIbHO CHIJKEHHAs, YyBEJMYMBalach C TEYEHHWEM BpeMeHUu Ha (oHe
MMAaTOTCHETUYECKON Tepanuu, B TO BpeMs KaK y MNAlHUEHTOB, HE MOJIyYaBIIUX
JeueHus, oHa cHwxkamacek [47, 69]. Illupokoe nmpumenenne meroaukun DHMI -
uccienoanus B Poccutickon denepanuy orpaHuueHO OTCYTCTBUEM HOPMATHUBHBIX
ToKa3zaTesiel y IeTel paHHEero Bo3pacTa.

B kadecTBe OHMOXMMHYECKHX MapkepoB mporpeccupoBanus CMA
paccmatpuBaroT ypoBHH 1erneit HO B TMKBOpe U CBIBOPOTKE KPOBH. bbLTO MOKa3aHo,
yto H® noeeimarorcs npu CMA, oTpaxas npouecchl Helpoaerenepamnuu [48].

Onpenenenue ypopHerd HO B pyTHHHON KIMHUYECKOU MPAKTUKE OTPAHUYEHO
OTCYTCTBMEM KaK HOPMAaTHBHBIX IIOKa3aTeJled JaHHBIX OEJNKOB, TaKk U

MHOFOO6pa3I/IeM MCTOAMK HX OIIPCACICHHA, a TAaKKC HCMHOIOYHCICHHOCTBIO



UCCIIeIOBaHUM 3TUX OMOMAapKEPOB KakK B HAIlIEH CTpaHe, Tak U 3a pyoexom [48, 69,
145].

Takum o60pa3omMm, ompeaenenue mnokazareneir DHMIT u yposueit HO B
CBIBOPOTKE KPOBU y JIeTeil 0€3 HEeBPOJIOTHYECKON MaTOJIOTMU M CPABHEHHUE HUX C
JaHHBIMU MaIueHTOB c0 CMA B KOHTEKCTE JIBUTATEILHOTO Pa3BUTHUS MO3BOJIUT HE
TOJIBKO OOBEKTUBHO OIICHUBATH OTBET HA MATOTCHETHUYECKOE JICUCHHE, HO WU

IMPOTHO3UPOBATH JUHAMUKY MOTOPHOI'O Pa3BUTHUSA TALITUCHTOB.

ean uccaexoBaHus
Ouenntsb 3¢(PEKTUBHOCTH, TEHHOM Tepanuu y JIeTe paHHEro Bo3pacTa co

CMA I tuna u CMA Ha npecUMIITOMAaTUYECKON CTaINHU.

3agaum ucciie10BaHUS

1. YcranoButs napamerpsl DHMI 1 ypOBHM JIETKHX U TSXKEIBIX LEMER
Helpo(UIaMeHTOB B CHIBOPOTKE KPOBU y JieTel 0€3 HEBPOJIOTUYECKOM MaToI0TUN
B Bo3pacte oT 0 10 31-ro nHs xu3Hu, 1-6 mecsues, 7-12 mecanes, 13-24 mecsna.

2. Onpenenuts nmapamerpel JHMI' y nereit co CMA I tunma u CMA Ha
MPECUMIITOMATUYECKON CTANU 0 U MOCJI€ NPUMEHEHUS TEHHOM Tepanuu depes -
6 MecsueB, 7-12 mecanes, 13-24 mecdna, a Takke TPOBECTH UX CPAaBHUTEIbHBIN
aHau3.

3. OnpenenuTs YPOBHU JIETKUX U TSDKENBIX 1eNed HeHpo(puIaMeHTOB B
cbIBOpoTKe KpoBU y aereid co CMA I tuna 1 CMA Ha npecuMnTOMaTH4eCKOU
CTaJIuM 0 Y MOCJIE MPUMEHEHUS TEHHOM Tepanuu yepe3 1-6 mecsues, 7-12 mecsues,
13-24 mecsua, a Takke NPOBECTH UX CPABHUTEIbHBINA aHAIU3.

4. Ouennth MoTOpHOE pazBuThe nmanueHToB co CMA I tuna u CMA Ha
MPECUMIITOMATUYECKON CTaAUMU TIOCJII€ TPOBEICHUS TIE€HHOM TEpanmuu C
MPUMEHEHUEM OIIEHKHM MO IKajgaM jaBuratenabHbix HaBbikoB (HINE-2, CHOP-
INTEND) u sTanmam MmoTopHOro pa3Butus no Hopmarusam BO3.

3. Y craHoBUTH NpeIUKTOPhI 3P (HEKTUBHOCTH T€HHOW TEpaNuu y AETeH CO

CMA.



Hayuynasi HoBU3Ha

Bnepssie B PO ncciienoBana Haubosee KpyIHasi Koropra napueHTos co CMA
Mocje MPUMEHEHUsI TeHHOM Tepanmuu C 2-JIETHEM IMEepUOJOM HAOIIOACHUS, C
OLIEHKOM 0 IIKajgaM JIBUTATEIbHOTO pas3Butus, onpeneneaueM OHMI -
MoKa3aTeyel U YPOBHEH JIETKUX U TSDKEINbIX 1eneil HeHpo(uIaMeHTOB B CHIBOPOTKE
KpPOBH.

Bnepsoie omnpenenensl HopMatuBHble mnokazarenun OHMIT (ammiurtyna,
IJIOIA/Ib ¥ TATEHTHOCTh M-0TBETa, CKOPOCTh PACIIPOCTPAHEHUS BO3OYKACHUS ) TPU
MCCIIEIOBAaHUM JIOKTEBOTO HepBa y 85 nereil 6€3 HEBPOJIOTMYECKOW MaToJI0TUH B
Bo3pacte 0-31 gus, 1-6 mecsues, 7-12 mecsues, 13-24 mecsna Ku3HM.

BrepBbie ycTaHOBIEHBI YPOBHU JIETKUX U TSXKEIBIX 1IeNel HepouiaMmeHToB
B CHIBOPOTKE KPOBHU Yy JIET€ paHHEro Bo3pacTta 0€3 HEBPOJIOTMYECKOU MaTOJIOTHH,
KOTOpbIE HMMEIOT IMIHUPOKUM  pa3dpoc, HE MNOMUYUHSIOTCS HOPMAJIbBHOMY
pacnpeaenenuo (Me — 4,00 Q1 — Q3 =2,50 — 9,58 nir/mit u Me — 8,70 Q1 — Q3 =
5,80 — 12,00 nr/Ma COOTBETCTBEHHO) M HE KOPPEIUPYIOT € BO3pacToM aetreit ot 0 10
24 mecsues.

Bnepseie B PO pokazaHo, 4yTO reHHas Tepanuss MOAU(MUIMPYET TEUEHUE
CMA: nanueHTsl Ha MPECUMNTOMATUYECKON CTaauU 3a00J€BaHUsI Pa3BUBAIOTCS B
cootBeTcTBUM ¢ HopmatuBamu BO3, a getu co CMA [ Ttuna mnpuoOperaror
MOTOPHbBIE€ HABBIKU, TOCTUKEHUE KOTOPBIX ObLJIO ObI HEBO3MOXKHO 0€3 MPUMEHEHUS
MMaTOT€HETUYECKOTO JICUCHUSL.

BnepBbie ycTaHOBIEHBI OPEeAUKTOPHI d(PPEKTUBHOCTU TEHHOU TEpanuu y
nerert co CMA. ITokazaHo, 4TO 3Ha4€HUE aMIUIATY 16l M-OTBETa U OLIEHKA 10 LIKAJIE
CHOP-INTEND mnepen npoBeaeHHEM TeHHOW Tepanmuu y nauueHTtoB co CMA 1
THUNA ONPENEISAET BEPOATHOCTh JOCTUKECHUS HABBIKA CUICHMUSL.

BnepBble moOka3aHO, 4YTO TOBBIMIEHWE YPOBHEH  JIETKUX  LIENEH
HeWpo(UIaMEHTOB B  CBHIBOPOTKE KPOBU  SBJISIETCS PAHHUM  MapKepoM
MaHudecTanuu 3a00I€BaHMs, A UX CHUKEHHUE U COXpaHEHHUE Ha CTA0UIIBHOM YPOBHE
MOCJIC€ TPUMEHEHUSI TEHHOW Tepanuu CBUJIETEIBCTBYET O 3aMEIJICHUU IPOIECCOB

HENpOJEreHEpaLY.



Teopernueckasi M NPAKTUYECKAS 3HAYUMOCTH PadOThI

1. ITomy4yennbie HOpMaTuBHBIE ToKa3aTtenn DHMI (ammuTya, miomaib
W JIATeHTHOCTh M-0TBeTa, CKOPOCTh pAaCIpOCTPAHEHUS BO30OYXKJEHUS) TMpHU
TECTUPOBAHUU JIOKTEBOTO HEpPBA JIAIOT BO3MOXKHOCTH MPOBOAUTH CPABHUTEIIbHBIN
aHaJIN3 3TUX JAaHHBIX C pe3yJibrataMu DHMI uccnenoBanuid y AeTe ¢ pa3iuyHbIMA
HEPBHO-MBIIIIEYHBIMU 3a00JICBAHUSIMU, YTO TMO3BOJIUT OOOCHOBAaHO CYIUTh O
naTtoreHe3e U AMHaAMUKE 3a0osieBaHui U 00 3 (PEKTUBHOCTU MATOT€HETUYECKOIO
JICYCHUSL.

2. B ycnoBusAx peambHOM  KIMHUYECKOM MPAKTUKU  IPOBEICHO
OJHOLICHTPOBOE HCCJIEAOBAHUE KPYMHOM KOropTthl mnanueHToB co CMA wu
MPOJIEMOHCTPHUPOBaHA BbICOKAs 3(P(HEKTUBHOCTh TEHHOU Tepanuu. Y MalueHTOB CO
CMA I tuna copMHUpOBAINCH IBUTATEIIbHBIE HABBIKHU, TOCTUKEHUE KOTOPHIX ObLIO
Obl HEBO3MOXKHO MPH €CTECTBEHHOM TE€UeHHM 3aboneBaHusi, y aereid co CMA Ha
MIPECUMIITOMATUYECKON CTaJUA MOTOPHOE Pa3BUTHE COOTBETCTBOBAJIO HOPMATUBAM
BO3.

3. YcranoBneHo, uro nokazarenn OHMI: ammmuryna, JIaTEHTHOCTS,
mwromaae M-oreera u CPB y gereir co CMA [ Tuna 4OCTOBEpPHO OTIWYAOTCS OT
nokaszaresnei nanueHToB co CMA Ha nmpecuMnNTOMaTUYECKOW CTaluu U JeTen 0e3
HEBPOJIOTUYECKON MAaTtojoruu. CHUKEHUE 3HAYEHUW aMIUIMTYAbl U Iuiomaan M-
orBera y mnanueHToB co CMA [ Tuna cBUIETENbCTBYIOT O MOpaXeHUU aib(da-
MOTOHEMUPOHOB CIIMHHOTO MO3ra.

4. ITokasaHno, uto onpeneneHue ypoBHei jerkux ueneit HO B CbIBOpOTKE
KpOBH B IMHaAMUKeE y nanueHToB co CMA MOXeT ObITh UCHOJIb30BAHO KaK MapKep
3(pheKTUBHOCTU TE€HHOM TEpaIuH.

3. [IponemoHncTpupoBano, uto mnpoBeaeHue OHMI' uccnemoBanus u
onenka no mkaine CHOP-INTEND pno sedenust MOTyT UCITOIB30BaThCSL B PYyTUHHOU
KIIMHUYECKOM MpaKTUKE sl (OpMHUPOBAHUS MPOTHO3a JOCTUXKEHHUS HABBIKOB

MOTOPHOTO pa3BUTHS HA (DOHE T€HHOU TEepaIuH.
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MeTon0/10rus1 1 METObI UCCJIEIOBAHUS

[IpoBeneH aHamM3 COBPEMEHHBIX HAYUYHBIX JIAHHBIX OTEYECTBEHHOW U
3apy0exHON JHUTEpaTyphbl, MOCBAILICHHOW MpobOiemMe oieHke 3(PGEeKTUBHOCTH
reHHol Tepanuu y aeteil co CMA, ocoboe BHUMaHUE YACICHO KIMHUYECKUM,
1a00paTOPHBIM U MHCTPYMEHTAJIbHBIM METOJaM TECTHUPOBAHUS NJIsl ONPEEICHUS
MPOTHOCTUYECKUX KPUTEPUEB JOCTHXKEHHUSI HABBIKOB MOTOPHOTO pa3BuTus. B
JIMCCEPTAIMOHHOM HCCIIEIOBAHUM ObLIM MPOAaHAIM3UPOBAHbI JdaHHbIE 164 nerei,
pa3lelieHHbIX Ha 2 ucclieloBarelibckue rpynnsl. B ocHoBHOU rpynme (79
namueHToB co CMA) npoBoauiach OIEHKA MO IIKajdaM JBUTaTEIbHBIX HABBIKOB
(HINE-2, CHOP-INTEND) u sTtanmam MOTOpHOTO pa3BuTHsi o HopMatuBam BO3,
onpenenenue napametpoB SJHMI' nipyu cTUMyIALMK JIOKTEBOTO HEPBA U yPOBHEU
JIETKUX U TSXKEJBIX Lenel HelipouiaMeHTOB B CHIBOPOTKE KpoBH y Aeteit co CMA
[ Tuma 1 CMA Ha npecuMNnTOMaTUYeCKON CTaauuU 0 U MOCIE IPOBEACHUS T€HHON
Tepanuy B TEYEHUE 2-X JIETHErO mepuoaa HaOmoaeHus. B rpymnme konTposs (85
neteit 0e3 HEBPOJIOTMYECKOM MaTOJIOT MM ) TPOBOAMIACH OLEHKA IOCTUKEHHUSI ATAIIOB
MOTOPHOTI0 pa3Butus o HopmatuBam BO3, onpenenenne napametrpoB DHMI npu
CTUMYJISIIUM  JIOKTEBOTO HEpBa U YyPOBHEH JIETKUX W TSKEIBIX Ienen
HEeUpOoPHUIaMEHTOB B CHIBOPOTKE KpOBH B Bo3pacTe oT 0 g0 31-ro aHs Ku3Hu, 1-6
MecsieB, 7-12 mecsanes, 13-24 mecsma.

CratucTUYEeCKHl aHamu3 NPOBOJMWIICS C HCIOJIB30BAaHUEM MPOrpaMMBbl
StatTech v. 4.8.0 (pazpabotunk - OOO "Crarrex", Poccus). KonmdyecTBeHHbIC
MOKa3aTeld  OLEHHMBAJUCh HA  MPEAMET  COOTBETCTBUA  HOPMAIbHOMY
pactipeneneHuto ¢ nomoltbio kputepus llanupo-Yunka (ripu yucie uccieayemMbix
menee 50) unu kputepusi Konmoropoa-CMmupHoBa (IIpu YyuCie UccleyeMbIX 0oliee
50). KonuyecTBeHHbIE IOKAa3aTelid, BBIOOPOYHOE paCHpeAeieHUE KOTOPHIX
COOTBETCTBOBAJIO  HOPMAaJIbHOMY,  OIHUCHIBAIINCH C  TOMOIIBIO  CPEIHHUX
apupmernueckux BeauuuH (M) u ctaHmapTHbiX oTkiIoHeHUU (SD). B kauecTBe
MEpBbI PENPE3CHTATUBHOCTU ISl CPEIHUX 3HAYCHUN YKA3bIBAIMCH rpaHUIbl 95%
noBeputenabHoro uHtepBana (95% JIM). B cmydae OTCYyTCTBHUSI HOPMaJIbHOIO

pacnpcaciacHna KOJINMYCCTBCHHBIC OAHHBIC OIMMCBIBAJIKWCH C IIOMOIIBIO MCIHAHBI
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(Me) u nmxsero u BepxHero kaptwieit (Ql — Q3). KareropuanbHble TaHHbBIE
OMUCHIBAJIUCH C YKa3aHHEM a0COIIOTHBIX 3HAYEHUM (n) ¥ MPOUEHTHBIX faoseit (%).
CpaBHeHUE JABYyX TpyII IO KOJUYECTBEHHOMY IIOKAa3aTello, paclpe/eeHue
KOTOPOTO B Ka)XJI0il M3 TPyNIl COOTBETCTBOBAJIIO HOPMAJIBHOMY, IPU HEPABHBIX
JIUCTIEPCUSX BBIMOJIHSIOCH C TOMOIIIBIO t-KpuTepus Yamua. CpaBHEHUE JIBYX TPYIII
M0 KOJIMYECTBEHHOMY II0KAa3aTello, paclpeeieHue KOTOPOro OTJIMYAIOCh OT
HOPMAJIBHOTO, BBITIOJHSIOCH ¢ ToMobto U-kputepuss Manna-Yutau. CpaBHEHHE
Tpex u 0oJee rpynn Mo KOJIMYECTBEHHOMY MOKa3aTelNto, pacipeeieHne KOTOpOoro
B KaXJIOW U3 IpyNN COOTBETCTBOBAJIO HOPMAJbHOMY, BBIMOJHSIIOCH C TTOMOIIBIO
ONHO(AKTOPHOTO  JAUCIHEPCHOHHOTO  aHajdu3a, AaloCTEPUOPHBIE  CpPAaBHEHUS
MPOBOAMIKNCH C TOMOIIbIO Kputepusi Thioku (IIpU YCIIOBUM PaBEHCTBA IUCTIEPCHiN),
kpurtepust ['eiimca-Xayaina (pu HepaBHbIX quctiepeusx). CpaBHeHHE Tpex u Ooliee
IPYIII 0 KOJTUYECTBEHHOMY MTOKa3aTeNI0, pacipeiesieHe KOTOPOro OTIIMYAIOCh OT
HOPMaJbHOTO, BBINOJHIOCH ¢ Tomolblo Kputepus Kpackena-VYomnuca,

aroCTEPUOPHBIE CPABHEHUS — C TTOMOIIBIO KpuTepus [[anHa ¢ mompaBkoil XoJma.

OcCHOBHBIE M0JI0KEHHUS JUCCEPTALMU, BBIHOCHMbIE HA 3alIUTY

1. [IpuMeHeHue TeHHOW Tepanmuu MMEET BBICOKYI0 A((PEKTUBHOCTH Y
nanueHToB co CMA [ tuma, 4To 10Ka3aHO TOCTHKEHUEM JIBUTATEIIbHBIX HABBIKOB U
yBenmnueHnem oneHok no mkanaM HINE-2 u CHOP-INTEND B Teuenue 2-x
JIETHETO Tepuoaa HaOIIOJCHUS, YTO HEBO3MOXKHO MPHU E€CTECTBEHHOM TEUYEHUU
3aboneBanus. Y nereit co CMA Ha mpecuMNTOMaTHYECKOW CTauU TeHHAas Tepanus
MO3BOJISIET MPEAOTBPATUTH Pa3BUTHUE CHUMITOMOB 3a0oJjieBaHUs U CHOPMUPOBATH
JIBUTATEIbHBIC HABBIKK B COOTBETCTBUU ¢ HOpMaTuBamu BO3.

2. VY nereii ot 0 10 24 Mecs1eB KU3HU 0€3 HEBPOJIOTUUECKOIN MaTONIOTUH
ocHoBHble OHMI -nokasarenu: ammiauTyna, miomans M-oTBeTa M CKOpPOCTH
pacrpocTpaHeHus BO30YKACHUS M0 JIOKTEBOMY HEPBY YBEIUUMBAIOTCS C BO3PACTOM
U UMEIOT CTAaTUCTHUECKU 3Hauumble paznuuus (p<0,001) mexay Bo3pacTHBIMU

IpyIIIaMHU.
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3. Y nammentoB co CMA 1 tunma DOHMI -nokazarenu: aMmuiuTynaa,
mwiomanab M-oTBeTa U CKOPOCTh PacHpOCTPAHEHUSI BO30YKJICHHS IO JIOKTEBOMY
HEPBY Kak JI0, TaK U MOCJIe TeHHOU Tepanuu ObUIM JOCTOBEPHO HIXKE, YEM Y JeTel
0e3 HEBPOJIOTMYECKON MaTOJIOTUH U marueHToB co CMA Ha MpecuMTOMAaTH4YeCKON
craauu. Y aerert co CMA Ha mpecuMNTOMAaTHYE€CKOW CTauM Kak 10, TaK U MOCTe
reHHo Tepanmuu OHMI -moka3arenn COOTBETCTBOBAIM IapaMmeTpaM AceTel Oe3
HEBPOJIOTUYECKOM MATOJIOTHH.

4. [IporHocTruueckumu KPUTEPUAMU JOCTHKECHUSA HAaBbIKA
CaMOCTOSITEJIbHOTO CHUAECHHUS SBISAIOTCS IMOKa3aTenyu aMIUITyAbl M-O0TBeTa Ipu
OHMI -uccnenoBanuu u onenka no mkaie CHOP-INTEND, npoBenenHbie 110
VHUIMALMY TEHHOW Tepamnuu.

3. [ToBblllIeHHE YpOBHEH JIETKUX 1enel Helpo(hUIaMEeHTOB B CHIBOPOTKE
KpOBH OTMeYaeTcs y nauueHToB co CMA, Kak Ipy HaJMYUK KIMHUYECKON KapTHUHBI
3a007€BaHUsl, TaK Ha MPECUMITOMATHYECKOM CTaguud OOJE3HU U MOXKET
UCIIOJIB30BaThCA Kak paHHu MapkepoM Manudectaimu CMA. CHukeHne ypoBHEH
JIETKUX 1ened HepouiIaMeHTOB B CHIBOPOTKE KPOBH MOCIIE€ MPOBEICHUS T€HHOU
Tepanun |y mnamueHtoB co CMA crenmyer paccmaTpuBaTh Kak —Mapkep

3(pGeKTUBHOCTHU JICUCHHUS.

CreneHb 10CTOBEPHOCTH Pe3yJabTATOB UCCJICI0BAHUS

UccnenoBanrie 0a3upyeTcs HA COBPEMEHHBIX ITPEACTABICHUSX O TATOTEHE3E,
KIMHUYECKOM KapTUHE M COBPEMEHHBIX TepaneBTuueckux onuusax CMA,
OCHOBAHHBIX Ha JICTAJIbHOM aHAJIN3€ OTEUECTBEHHBIX U 3apYOEKHBIX TUTEPATYPHBIX
JAHHBIX.

JlocToBEepHOCTH pPE3yIBTAaTOB JIUcCcepTalun OnpeaensaeTcs
PENpPEe3eHTAaTUBHOCTHIO BBIOOPKU TMAIMEHTOB, MOJTBEPKIAETCA JOCTATOYHBIM
00bEMOM TMOJYYEHHBIX JaHHBIX. Vcronb3yemble CTaTUCTUYECKUE METOJbI
aJICcKBaTHBI MIOCTABJICHHBIM 3a/layaM, a ChOPMYJIUPOBAHHBIC MTOJIO0KEHUS, BEIBOBI U
PEKOMEHIAIMA APTyYMEHTUPOBAHBI M JIOTUYECKH BBITEKAIOT W3 MOJYYEHHBIX

JaHHBIX.
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BHenpenue pe3yJibTaTOB B IPAKTUKY

OCHOBHBIE HAay4YHBIE TIOJIOKEHUS, BBIBOABl U PEKOMEH/IAIINH, TIOJIyYCHHBIE B
X0JI€ TUCCEPTALIMOHHOTO UCCIIEIOBAHMUS, UCITOIB3YOTCS B HAYYHOM ¥ KJIIMHUYECKOM
paboTe B CAEAYIONINX MEAUIIMHCKUX YUPEKACHUSX:

o I'BY «PecnybnukaHckas AeTckas KimHu4yeckass OonbHHIa uMm E.IL
['muHKWY», OTACICHUE HEBPOJIOTUM MIIAJIIIETO Bo3pacTa, YeueHckas pecimyOiauka, T.
I'po3HblIi;

° I'ocynapcTBenHoe O10/KETHOE yupexkaeHue 3apaBooxpanenus (I'bY3
HO) "Hwxeroponackas oOnacTHasi A€TCKas KJIMHUYECKas OOJbHUIIA", OTJEICHUE
HeBpouioruu, r. Huxuuii Hosropon;

. OI'AY «HMMUI] 3mopoBbs aerein» MunsnpaBa Poccuu, oraeneHue
MICUXOHEBPOJIOTUU U Hehpopeadbmnutauu LleHTpa AeTcKol MCUXOHEBPOJIOTHH, T.

Mockaa.

Anpodanus padoThl

OCHOBHBIE MOJIOKEHUS AUCCEPTAIMOHHON PAOOTHI T0JI0KEHBI U 00CYKJICHbI
Ha 3acCelaHUsIX HAyYHO-NPAKTUYECKUX KOH(MEPEHIUSAX CTYACHTOB U MOJIOJBIX
yueHbIX «CryneHukuHckue ureHusa-2022» m «CryaeHuKuHCKUE uTeHus-2023,
MEXKIMCIUIUIMHAPHON HayYHO-TIPAKTUYECKON OHNaitH-KoHpepeHiuu «I eneTnka ot
A 1o S» 14-15 nos6ps 2023 roaa, Ha BcepoccuiickoM popyme «310pOBbE HALTUU —

ocHoBa mpoiBeranust Poccun» (r. Mocksa, 14-16 mas 2025).

Myoaukanuu

[To Teme guccepranuu OMyOJIMKOBAHO 8§ HAYyUHBIX pabOT B PELEH3UPYEMBIX
Hay4YHBIX JKypHajax, pekoMeHaoBaHHbIXx BAK ang nyOnukanuu OCHOBHBIX
PE3yIbTATOB UCCIIEIOBATENIbCKOM AUCCEPTAIMOHHOM paOOThl HA COMCKAHUE YUCHOU

CTCIICHM KaH/JaTa HaYK.
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O0beM u CTpyKTYypa AUCCEPTALUA

Jucceprauus wu3noxeHa Ha 197 cTpaHMIAax MaIIMHONMUMCHOTO TEKCTa W
COCTOUT U3 BBEICHUS, 0030pa JMTEPATYyphl, TJIaBbl C OMHCAHUEM MAaTEPUAJIOB U
METOJIOB HCCIIEIOBAHUS, TPEX TJIaB COOCTBEHHBIX HCCIEIOBAHUM, 3aKIIOUYCHUS,
BBIBOJIOB, IPAKTHUYECKUX PEKOMEHJALNM, COUCKAa COKpAallCHHWH, CIHUCKa
auteparypbl. CIUCOK JIUTEpATypbl NPEACTaBieH 235 HUCTOYHUKAMH, U3 KOTOPBIX
196 - B 3apyOexubix n3naanusax. [lomydeHHble pe3yiabTaThl MPOUILIIOCTPUPOBAHBI C

MOMOIIbI0 32 TabnuIl ¥ 35 PUCYHKOB.
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I'TABA 1. OB30P JIUTEPATYPbBI
1.1 UcTopus uccjief0BaHuil, JNUAEMHOJIOTUs1, ITHOJIOTHS, IATOreHE3 U
Kiaaccupukanus CIUHAJIbHON MbIIIEYHOH aTpoduu y AeTel
1.1.2 UcTopus ucc/ie0BaHU CIIMHAJIBLHOM MBbIIIEYHOU aTpoduu

[IpokcumanbHas cniHandbHas MbliieuHas atpodus 5q (CMA) — 3To Tshxenoe
oppanHoe ayTOCOMHO-PEIECCUBHOE HEPBHO-MBIIIIEYHOE 3a00JeBaHue,
XapakTepu3yromieecs MPOTPECCUPYIONIMMU CUMIITOMAaMH BSJIOTO Tapaivya u
MBIIIIEYHON aTpouu BCIEICTBUE IETEHEPALNN 0-MOTOHEUPOHOB MEPEAHUX POTOB
CIIMHHOTO Mo3ra [16].

TepMuH «cnuHaiIbHAsE MblIEYHAss aTpodusi» BHEpBbIe ObLI UCMOJIb30BaH B
1891 romy aBctpuiickum HeBpoJsiorom [.BepaHurom, KOTOpblii B cTaThe «Zwel
frithinfantile hereditére Fille von progressiver Muskelatrophie unter dem Bilde der
Dystrophie, aber anf neurotischer Grundlage» omnucan nBa KIMHMYECKHX Cilydas
OpaTheB,  CTpPaJaBIIMX  MPOrPECCUPYIONIEH  MbIIeYHOM  aTpoduedt  u
TIPOTPECCUPYIONIUM  HepH(EepudeckuM I1ape3oM MeI. Brocnexctsue M.
I'obdman u M. CunsBectp (1891, 1899 r1.) onuchiBany aHaTOTHIHBIE KITHHUYECKUAEC
ciayyau. [120, 212, 225].

B 1902 roxy Y. BuBop coobmui o mamueHte ¢ Oosee Tskenod (opmoit
MbllIedHou atpoduu [50].

B 1956 rony, 3.K.X. Kyrens6epry u JI. Benanaep ynanoce BbIACIUTH HOBYIO
dbopmy Oone3Hu ¢ OoJiee MO3IHUM HAdalioM, KOTOpas Obljia MOXoa Ha MOSCHO-
KOHEUHOCTHYIO MBIIIEUHYIO TUCTPO(DHIO, HO MPU BBHIMOIHEHUH dIEKTpOMUOTrpadun
1 OMOTICUM MBIIIII SBJISATIACh HEMporeHHoi. Ita (opma Oblia Ha3BaHa OOJIC3HBIO
Kyrenn6epra—Benangep [142].

[lo3nnee, naumnas c 1964 roma, HeBponor B. [lyOoBun omyOnukoBai
HECKOJIBKO MCCJIEIOBAaHUM C ONMMCAaHUEM MTPOMEKYTOUHOTO (peHoTHna 3a00IeBaHuUsl,
Ha3BaB ero «oosne3nb JlydoBura» [83-86].

B 1991 rony B knaccudukanuu CMA ObUTH BbIACNICHBI 3 THNA 3a00J€BaHUs
(I — O6one3np Bepauura-I'opdmana, 11 — Gone3np JyboBuma u III — Gone3nb

Kyrenw6epra-Benannep) [138, 203].
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BniocineactBuu B kinaccupUKaIfio ObLIN TaKke 100aBIeHBI moaATHIIHI [a, Ib u
Ic, O (mpenaranbubiii) u [V tunet [19, 22, 70, 96].

B 1990 roay nokycsl 3a0oseBanus y nainueHToB co CMA Obuin KapTUPOBaHbI
B OJHOM M TOM € y4acCTKE XpOMOCOMBI 5ql3, a Takxke CrpynnupoBaHbl B OJAHY

kimHuYecKkyto equauny (CMA 5q) [109].

1.1.3 DTHoJiorus, 3NMAEMHOJIOTHS U MaTOreHe3 npokcuMaabHoi CMA Sq
ITHOJIOTHS U NMAaTOreHe3 3200/IeBAHUA

PazButue npoxcumanbHoit CMA 5q 00ycioBieno mytanusiMu B rene SMN/
(cokpam. oT anria, survival motor neurone), KOTOPBIM KOAUPYET O€IoK
BBDKMBA€MOCTH MOTOHEHPOHOB. ['eH SMNI kapTupoBaH Ha XpOMOCOME S5 B JIOKYCE
5q12.2-q13.3 u umeeT ueHTpOMEPHYIO Konuto - SMN2.

I'en, orBerctBeHHBIM 3a CMA, SMNI, op1 onpeaeneH B 1995 r. I'en-
Moaupukarop CMA - SMN2 - Takxke OblIT BBISIBIIEH OJJHOBPEMEHHO ¢ TeHOM SMN ]
(reHOMHO-HeCcTaOMIBHBIN) [ 146, 193].

I'en SMNI npencrasnsgetr cobor ayrukanuio pazmepoM 500 T.10.H. (ThIcsAYa
nap HYKJICOTHIOB), BO3HUKIIYIO OKOJIO MATH MHJUIMOHOB JIET Ha3ajx y OOIIero
npenka yenoBeka u mmmmanse [190]. Ilocne pasaeneHus JIWMHWUKA LMIMMIIAH3E H
YEJIOBEKA, y JIFOJCH BO3HUKIIO HECKOIBKO PACXOXKICHUH B MOCIEI0BATEIbHOCTSX, U
nosiswics reH SMN2, craBuuii BugocnenuuuabiM. OCHOBHBIM €ro OTIWYUEM
aBisiercss nepexon Hykineoruna C > T B sk3oHe 7 SMN2 BHYTpHU KOIUPYIOLIEH
00J1IacTH, YTO MPUBOJUT K HAPYUICHUIO TPAHCISLMKM U UCKIIOUYEHUIO SK30HA 7 U3
OonplIMHCTBA TpaHCKpunToB SMN2. BenenctBue 3Toro pa3nuyusi B HyKJI€OTUTHOU
MOCJIETIOBATENLHOCTH OCHOBHOM TPaHCKPUNT TeHa SMN2 He COIEpKUT 3K30HA 7 U
ABsieTC  (PYHKIMOHAIBHO HemoMHOoLeHHbIM [16, 92]. T'ew SMN2 wmoxer
MPOAYLUPOBATH MOTHOPA3MEPHBIN (PYHKIIMOHAIBHBIN O€JI0K, HO B OTHOCHUTEIIBHO
Mabix kKonuuecTBax (mo 10%) [149].

[Iponyktom rena SMN sBnsiercsi O€lOK, KOTOpBIM cocTouT u3 294
AMUHOKHUCJIOTHBIX OCTATKOB, UMEET MOJIEKYJISIpHBIN Bec - 38 k/{a u pyHKuMOHUpYyeT

B dAApaxX M OUTOILIAa3MC KIICTOK. B sapax OCJIOK BBDKHBAEMOCTH MOTOHCﬁpOHa
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JoKanu3yeTrcss B c(eponogoOHBIX CTPYyKTypax (reMax), acCOUUMPOBAHHBIX C
tenpliamMu  Kaxansi, KOTOpble WIpalOT BaXHYI0 pPOJIb B  MeTaboIU3Me
pubonykiennoBoir kucinorel (PHK).  benmok SMN mnpunumaer ydactue B
cruaicunre npe-pPHK u Guorenese manbix siIepHBIX pUOOHYKICOMPOTEHMHOB, a
TAK)K€ B TEHHOW SKCIIPECCUU HA YPOBHE TPAHCKPUIILIUH U AKCOHAJIBHOM TPAHCIIOPTE
MPHK B anbda-motoneiiponax [214].

CuHmxenue ypoBHs Oenka SMN OpUBOAUT K aAKCOHAJIBHBIM Je(eKTam
JIBUTATENIbHBIX HEUPOHOB: yCEYEHUE W/UIM UPE3MEPHOE DPa3BETBICHUE AKCOHOB,
3aMEIIJICHUE UX POCTa, A TAKXKE HAPYLUICHUSM B HEPBHO-MBIIICYHBIX CUHAICaX.
BcenenctBue cHmkeHusi ypoBHs Oelika BBIKMBAEMOCTH MOTOHEUPOHA MPOUCXOJIUT
HapyuieHue GOpMUPOBAHUS TOCTCUHANTUYECKUX TEPMUHAIICH, HAKOIIJICHUIO B HUX
HelipouiiaMeHTOB, a TaK)Ke HapyIISHUIO Mpoliecca dHaouuTo3a [58].

K BO3HMKHOBEHMIO TPOKCUMAITbHONM CMA nIpUBOAST MyTallu B TEJTOMEPHON
konun reHa SMNI. OCHOBHBIM THUIIOM MyTallMii B 3TOM T€HE SBISIOTCS
TOMO3HUTOTHBIE JIEJIELIUM DK30HOB /7 WU 7-8, KOTOpbIE BBIABIAIOTCS Yy 95%
nanueHToB. OcranbHble 5% MAlMEeHTOB ABJSIOTCS KOMIAYH-FETEPO3UTOTaAMU 110
JeJeUny B OAHOM Konuu reHa SMNI v TOYKOBOM MyTallMu B APYTrOW WM KpanHe
PEIKO — KOMIAyHIAre€TepO3UroTaMu N0 ABYM MHUHOpHBIM MyTtamusm [115]. Ha
CEeTONHAIIHUM JOE€Hb YHCIO0 Kkonmmid TreHa SMNZ2 cuntaercs OCHOBHBIM
Moaupukaropom 3aboneBanusi. Konunuectso konuit SMN2 MoXeT BapbupOBaTh OT
0 nmo 8 [60]. YpoBeHb (PYyHKIIMOHAIBHOTO O€Ka BBIKMBAEMOCTH MOTOHEUPOHOB
3aBUCUT OT uucia komuid reHa SMN2 u cnocoOHO cMmsrdyaTh TSKECTh TEUCHUS
3a00J€BaHMs y MAIMEHTOB C OOJBIIUM UX KoiaudecTBoM [59, 116, 125, 183].

[Tpumepno 95% manuentoB co CMA 1 tuna umerot ase konuu reia SMN2;
y 80% mnanuentoB co CMA 2-ro Tuna umeercst Tpyu Konuu, a y 97% MnaiueHToB co
CMA 3-ro Tumna — oT Tpex A0 yeTbipex konui [197]. JlaHHbIE CBUAETENBCTBYIOT O
TOM, 4YTO y JETeH C AByMS KOnusMHM reHa SMN2 mMeeT MeCTO CTPEMMTENIBHOE
pa3BUTHE HEUPOJETCHEpPAlMU U TMOSBICHHE CUMITOMATUYECKOM cIaboCTH, B TO
BpeMsI Kak y JETed TOro XK€ Bo3pacTta C Tpems KonusiMu reHa SMN2

Heﬁpo,uereHepauHﬂ TOJIBKO 3ap0KAacTCsA UJIIKM MCHCC BBIPAKCHA U HE IIPOABJIACTCA
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KJIMHUYECKON CUMIITOMATUKON. BennunHa CKpbITO MOTOPHOM HENPOJAETEHEPALINU
JI0 OKOHYATEJbHOTO TposiBieHUs cuMnToMoB CMA MoxkeT OBITh Ba)KHBIM
(hakTOpOM, OIIPEACIISIIOIUM KIMHUYECKUE UCXOIbI [69].

HononuutensHeiM  MoguduuupyromuM  pakropom CMA, CcBA3aHHBIM
HEMOCPEJICTBEHHO C  I[EHTpOMEpHOW  komued reHa SMN,  sBusercs
OJHOHYKJIeOTHAHAs 3aMeHa c. 859G > C B 3x30He 7 reHa SMN2, KOTOpasi IPUBOJIUT
K 00pa30BaHUIO0 HOBOTI'O SHXAHCEP-CBI3BIBAIOLIETO CaiiTa CIIaliCHTa, PE3yJIbTaTOM
Yero SIBJISICTCS BKIIIOUEHUE B TPAHCKPUIIT ¢ reHa SMN2 sk30Ha 7. JlaHHbIN (heHOMEH
ABJISIETCA OOBSICHEHHEM YBEIMYECHUS B KPOBU KOJIUYECTBA MOJTHOPA3MEPHOI0 OenKa
SMN y nanuenToB co CMA II-III tuma [52].

Takke B mocieAHUE TOAbl AKTUBHO M3Yy4alOTCs Takue MOAU(PUKATOPHI
CIUIaliCHHIa KakK: CIUIalicuHT-perynupytomue ¢paktopsl [16, 227].

Cy11ecTBYIOT FeHbI-MOAU(UKATOPHI, BIUsIONME Ha TsxecTh CMA, Takue Kak
reH NAIP [199], PLS3, COROI1C, NCALD, CHP1, SETX, C1Q, DOK7, hnRNP-
F/H u npyrue [56, 117, 120, 124, 188, 227].

INUaEeMHUOI0TUA

JlaHHBIE O PACHPOCTPAHEHHOCTH NpoKcuManbHO CMA HEOTHOPOIHBI.
Mercury E. u coaBt (2018r.) mnpencraBisiioT YacTOTy BCTPEUAEMOCTH
MPOKCUMAJIbHOM CIMHAIBbHOM MblmieyHo atpodhuum - 1 mHA 6000-10000
HOBOpOXJeHHBIX. [158]. Yactora HOCHUTENbCTBA 3a00J€BaHUS B TOMYJAIUN B
nenoM cocrtasiser 1/40-1/50 [170, 182]. Ilo manaeim ®I'BHY MI'HII umenn
akanemuka H.I1. boukoBa yacTtora HocuTenscTBa MyTanuu B rene SMNI B Poccun
— 1/36 yenoBek u pacueTHas yacTtoTa poxaeHus pedbenka co CMA - 1 na 5184
HOBOPOXXIAEHHBIX [235].

B pa6ore JI.B. BrnomaBua u coaBt. (2024) ykazaHo, 4YTO YacToTa
HOcHUTENbCTBa MyTamuid B reHe SMN1 cocrasisier 1 cinydait Ha 54 dyenoBeka B MUpe
B 3aBHCUMOCTHM OT OTHHYECKOW NpUHAIJIC)KHOCTH mnanueHta [13]. Yacrtora
BBISIBJIICHUS 3a00JIeBaHUsI B MUPE cocTaBisieT nmpuMmepHo 1 ciyyait va 11 000 (~9,1

ciydast Ha 100 ThIC.) KUBBIX HOBOPOKIEHHBIX [210].
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B P®, nmo nganmnbiM nunoTHeiIX npoekToB PHC, dactora BbIABICHUSA

3aboneBanus coctaBmia 1:7801 B Mockse u 1:9009 - B Cankr-IletepOypre [135].

1.1.4 CoBpemenHnas kiaaccupukanua CMA
CoBpeMmeHHass KiaccuPuUKalusi MPOKCUMAIbHOW CHUHAIBLHOM MBIIIEYHON
aTpoduu 5q BKIIOUYAET 5 TUIIOB 3a00JieBaHus, Ha koTopble CMA noapasaensercs B
3aBUCUMOCTH  OT  BO3pacTta  MaHU(ecTaluuu,  THKECTH  TEUEHUs U
MPOJIOJKUTENBHOCTH XU3HU [158].
B Hacrosuuii MOMEHT TMPHUHATO KiaccuuiupoBaTh 3a0oJieBaHUE
CIEIYIOINM 00pa3oM:

CMA 0 Tunma - nOpeHaTalbHBIM, MPU KOTOPOM HOBOPOXKICHHBIC
YMUPAIOT MO0 BHYTPUYTPOOHO, TUOO CIIYyCTSI HECKOJIBKO HEIEINb MOCIIE POKICHHUS.

CMA I tuna (OMIM#253300) — 6one3np Bepauura-I'ohdmana. VY
narnueHToB co CMA | tuna npu3Hakv 1 CUMIITOMBI 3a00JIEBaHUS MPOSIBISIOTCS 10
6 mecsues xu3Hu [12].

CMA II tuna (OMIM#253550) — xpounueckas uadantuiibHas Gopma
(6one3ns JlyboBuia). 3aboneBanue ManudecTupyeT B Bo3pacte ot 6 10 18 mecsiies.

CMA III tuna (OMIM#253400) — xpoHudeckas roHoiieckas (hopma
(6one3nnr KyrennOepra-Benangepa). 3aboneBanne ManugecTUpyeT B BO3pacTe OT
18 mMecs1eB 1 10 IOHOIIECKOr0 Bo3pacra.

CMA Ttuna IV (OMIM#271150) — dopma ¢ 1e610TOM BO B3POCIOM
Bo3pacte. Hauano 3a0oneBanus 00biuHO MaHupecTupyer mnociie 30 JEeT >KU3HHU.
Teuenue 3aboneBaHusi JOOPOKAYECTBEHHOE, MAIMEHTHI HMEIOT HOPMAIbHYIO
MPOJIOJKUTEIBHOCTD XU3HU [43, 165].

B cBsi3u Cc mosiBIEHHWEM MATOTEHETHYECKOTO JICYEHUs B TOCIETHUE
roJibl aBTOPCKUE KOJUIEKTUBBI MPEIJIAaraloT HOBBIE MOIXO0/IbI K KJIaCCU(DUIIMPOBAHUIO
CMA, B YacTHOCTH HaJW4Yh€ TOTO0 WM HMHOTO (DYHKIMOHAIHLHOIO CTaTyca.
HenaBHue pexomeHanuu pasienuin (QyHKIHOHAIBHYIO KilacCU(UKaUIO U3
MEPBOHAYATILHOTO JOKYMEHTA-KOHCEHCYCa Ha TpU TPYIIbL «HECUASTUUE,

«cumgguue» MW «xomsume» (non-sitters, sitters, walkers). Jma ymoGcTtBa B
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KInHn4eckux pexomenpanusx PO mo CMA (2023) tepMuH «HecUAsIUE» ObLI
3aMEHEH Ha «Jiexaudue». [16, 22].

Bnepsbie TepMUH «(YyHKIIMOHATBHBIE KIACCh» B OTHOILIEHUH MAIIMEHTOB CO
CMA 65b11 npegnoxeH B Koncencyce o ctanaapre jieduenus 3adoneanus 2007-ro
roga (Wang C.H. et al., 2007), B KOTOpOM OBbLJIO PEKOMEH/IOBAHO aHAIM3UPOBATH
MOTOPHOE pPa3BUTUE MAIMEHTOB MO YX€ MNPUOOPETEHHBIM K MOMEHTY OLICHKHU
HaBbikaM [221]. B 2017 roxy 6wt onmyOnukoBaH eBporneiickuit mpotokos TREAT-
NMD (Translational Research in Europe for the Assessment and Treatment of
Neuromuscular Diseases), KOTOpbI MTO3BOJIWI pa3AeauTh marueHToB co CMA mo
(YHKIIMOHAIBHBIM  KJacCaM M OCYIIECTBISTh HMX MYJIbTUAUCHUILUIMHAPHOE
Habmoaenue [22, 197, 216].

I[To wmuaenutro Ilammuoir FO.O. w coaBT., MNOpPUMEHEHUE JaHHOU
CTaHJAPTU3UPOBAHHOMN KIacCU(PUKAIIMU MO3BOJIUT OLIEHUBATh MOTOPHOE Pa3BUTHE
MaryeHTa no eaAuHoMy oopasmy [22].

ABTOpBI IpeAsiaraloT MCHOJIb30BaTh (DYHKIIMOHAIBHBIEC KIJIACCHI, UCIOJb3Ys
KpPUTEPUHU, TMPEICTABICHHBIE B CTaHIApTaX MOTOpHOro pasputusa BO3, uto
MO3BOJIUT CIIEHHUAIUCTAM PA3IMYHBIX PO uiield 00bEKTUBHO OLICHUBATH COCTOSTHUE
MalKreHTa B COOTBETCTBUU C €r0 ()YHKIIMOHAIBHBIM KJIACCOM, MPUNIEPKUBATHCS
€MHOM TAKTUKU JICUCHUS U TPOPUIAKTUKHA BO3MOXKHBIX OCIIOKHEHUM 3a00J1eBaHUs
[22].

1.2 Kuaununuyeckas kapruaa CMA

TsoxkecTtp knuHHUYecKkuX mposiBieHni CMA, B OCHOBHOM OIpEIEIsAeTCS
cpokoM MaHudecTanuu 3a00J€BaHHUS - YEM paHbIIEe TMOSBISIIOTCS IEpPBbIC
CUMIITOMBI 0OJIE3HU, TEM TSKEJIEEe €ro TEUEHUE.

[IpokcumanbHas cnuHalbHas MblmieyHas atpoduss 0 Tuna — HaumbOolee
TSOKENbIA BapuaHT TeueHus 3aboneBanHus. Ha 30-34 wnenene OepeMeHHOCTH
OTMEYAETCsl MaJOMOABUAKHOCTG Tu10/1a. [locie poxaeHus NBUKEHUSI TPAKTUUECKU
OTCYTCTBYIOT, MMEIOT MECTO KOHTPAKTypbl CYCTaBOB, y pPEOEHKA OTMEUaroTCs
TPYAHOCTH C TJIOTAHUEM U JIbIXaHUEM U 0e3 00ecTiedeHUs AbIXaTeIbHON MOIICPKKH

pebeHok morubaer [87].
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CMA 1 tuna - Haubonee pacnpoCTpaHEHHbIM THUN 3a00JieBaHUs, OH
cocrapysieT okono 60% Bcex auarHozoB CMA. Iloutu Bce manueHTsl co CMA
THUNA UMEIT JBe Komuu SMN2, 4YTO Onpenenser TSKECTh KIMHUYECKUX
NpOSIBICHUWA. bbUTH TpemiokeHbl aonojgHuTenbHbie noatunsl [A, IB u IC B
3aBUCUMOCTH OT Bo3pacTa MaHudecTanuu, Ipu 3ToM [A sBisieTcs caMbIM paHHUM
1 HanOoJiee TSHKEIBIM moaAThIoM [93].

I[Ipu CMA 1 Tuna HauOONBIIYI0 BBIPAXKEHHOCTh HMEIOT TaKue
CUMIITOMBI, KaK MPOKCUMaJbHasi CHMMETPUYHAsL MbIIIEYHAasi ci1ab0CTh, MbIIIICYHAS
TUIIOTOHUSL U OTCYTCTBME MOTOPHOTO pa3BUTHS. B maroimornueckuii mpouecc He
BOBJICKAIOTCSl  OKCTPAOKYJISIPHBIE  MBIIIIBI, CJ1a0OCTh MBI JIMI@ YacTo
MUHHUMAaJIbHAa WIM OTCYTCTBYeT. J(Madparma He BKJIIOYAETCS B MATOJOTHYECKUU
MpoIlecC 0 TOCHeaHel cTaauu 3a0osieBaHusA. ['0JOBHONW MO3I TakKe OCTaeTCs
MHTAKTHBIM [78]. OTMEHaroTCAd TAaK HAa3bIBAEMBIM «CHHIPOM CKJIAJbIBAIOIIETOCA
MJIAJIEHIIa» («CUHIPOM TPSAMUYHOM KYKJIbI») M 1032 JISTYLUIKH W3-32 TUIIOTOHUU
npoKcUManbHBIX Tpynil Ml [31]. CrabocTh MeXpeOEepHBIX MBI B COYETAHUU
C COXpaHHOCTHIO  MbIII aAuadparMbl MPUBOJUT K  MApPaJOKCATILHOMY
nuadparManbHOMY JIBIXaHUIO U KOJIOKOJIO00pa3HOH nedopManuu rpyIHON KIETKH
[138]. BynbOapHblit cuHApOM U AUCharus IBISIOTCS IPUYMHON YaCThIX aCIIUpaIIHid
M, KaK CJIEJCTBHE, pa3BUTHUS AaCHNUPALMOHHBIX ITHEBMOHHUH, YeMy TakKxkKe
crocoOCTBYIOT TracTpod3zodareanbHbiil pedioke (I'9P) u HapylieHue KauuieBoro
pedinekca [68, 114]. OTmeuaroTcs GacuUKyJISIIIUUA MBI S3bIKA U MOCTYPaIbHBIH
TPEMOp MaJblEB, TAKXE B MATOJOTMYECKUN MPOIIECC BOBIEKAIOTCS WU JIpyTHE
cucteMbl U opranbl. CTpagaeT ONOPHO-JIBUIaTENIbHBIA amnmapaTr, HOCKOIbKY
CUMMETpPHUYHAS MBbIIIEYHAss CIa00CTh OBICTPO MPUBOAUT K (HOPMUPOBAHUIO
KOHTPAKTyp B CcycTaBax W jAedopmalvy MO3BOHOYHUKA. BO3MOXKHBI BPOK/ICHHbBIE
MOPOKHU CepAlla C HAPYIICHUEM BEreTaTUBHOW WHHEPBALUU CEPJICYHON MBIIIIIHI,
SHJOKPUHHBIC HApPYIICHHUS, Yalle BCETO MPOSBISIIONIUECS TUMOTIIUKEMHUEH, 4TO
CBUJIETEIILCTBYET O BakHOW ponu Oenka SMN B (QyHKIMOHMPOBAHUU BCETO

opranu3ma yesnoseka [16, 31, 148, 158].



22

[IpokcumanbHas ciHaIbHasA MblllieuHas atpodus I Tuna uim xpoHuyeckas
undantuiasHas popma CMA (6omne3nb JlyOoBuiia) ManudecTupyer B BO3pacTe oT 6
1o 18 mecsueB. CambiM yacTeiM nposBiaeHrneM CMA I Tumna sSBISIFOTCS CHUXKEHUE
MBIIIIEYHOTO TOHYCAa M CWJIbl MBIIIL, & TAKXX€ HAPYLIIEHWE MOTOPHOrO Pa3BUTHS.
Hetu co CMA 1l Tuma coxpaHSAIOT CHOCOOHOCTh YAEPKHUBaTh TOJIOBY
CaMOCTOSITENILHO U CHJIETh 0€3 MOJJAEPKKU, HO HE MOTYT CaMOCTOSATENIBHO CTOSITh.
OtMeuaroTcss (aCUUKYJSIIIUUA MBIIII S3bIKa, TPEMOP MaJbLEB BBITSHYTHIX PYK,
bacuukyasipHbie 1 GUOPUILISIPHBIC TTOIEPTUBAHUS MBI TPOKCUMAJIBHBIX OTJIETIOB
KOHeuHocTel. Takke AJiss TaHHOTO TUMNa 3a00J€BaHMs XapaKTEPHBI pPa3IHYHbIC
nedopmarnum ckenera [75, 181].

[IpokcumanbHas cnuHaidbHas MblnedHas atpodus Il tuna (roHolIEcKas
dbopma), unu 6one3np KyrenwOepra-Benanmep, manudectupyer ot 18 mecsien
KU3HU U JI0 IOHOIIEcKoro Bo3pacTta. JtoT Tun CMA xapakrtepusyercs Ooliee
MEJIJIEHHO TMPOTPECCUPYIONMIEH MNPOKCUMAIBHOW MBIIIEYHOH CIAa0OCThIO MO
cpaBHeHU0 co CMA I u II tunos. ¥ OGonsmuacTBa netreit co CMA 111 HaBbIkH
CaMOCTOSITEILHOTO CTOSIHUSI U XO1bObI (POPMUPYIOTCA B JEKPETUPOBAHHBIE CPOKH,
OJIHAKO MO MEpe B3POCICHHS PeOCHKA MOSIBISIOTCS U MPOTPECCUPYIOT TPYIHOCTU
MpU TOJABEME U CIYCKE IO JIECTHUIIE, Oere, HAKJIOHE, MO IbEME U3 TTOJIOKEHHUSI CUJIS.
VY nammenToB co CMA 111 Takke nMeeT MeCTO TPEMOP MATBIIEB BBITSIHYTHIX PYK [ 75,
181, 194].

[IpokcumanbHass cnuHalnbHas MblieyHas artpodus IV Tuma
ne0ITUPYET BO B3pocioM Bo3pacTe. Hauano 3a6oneBanus 0ObIYHO MaHU(ECTUPYET
B Bo3pacte >30 ner. [lo cumnromam CMA IV Tuna npakTH4eCKW SKBHUBAJICHTHA
CMA III Ttuma. Teuyenue 3abosieBaHHS JTOOPOKAYECTBEHHOE, IMAITMEHTHI UMEIOT
HOPMAJIBHYIO MPOJIOJKUTEIIBHOCTD *Ku3Hu [165, 171].

B 3aBucumoctu ot tuna u ctaauu CMA nopakeHue JbIXaTelIbHbIX MBIIIIL, B
YaCTHOCTHU MBIIII] BIOXA U BbIJI0XA, a TaKKe OyJIp0apHON MyCKyJIaTypbl BapbUPYeET
10 CTETIEHU BRIPAXKEHHOCTH. [ MTOBEHTUIIALIMS, 0OCOOEHHO B HOYHOE BpeMsi, KOTOpas
B JaJbHEUIIIeM yCyTryOmsieTcsl pa3BUTHEM amHO?, MOXET MPU HNPOrpecCUPOBAHUU

3a00yieBaHuUs CTAaTh NPUYUHOM JeTaIbHOTO ncxona y nanueHToB co CMA I u CMA
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II; a Takke B peakux cinyyasx y nauueHToB co CMA III. Takxe nmpu Bcex THmax
CMA wmoryT oTMedaTbCsi MATOJOTMYECKUE W3MEHEHHUS CO CTOPOHBI CEPACYHO-

COCYAUCTOM, SHIOKPUHHOW CUCTEM M KEITYJOYHO- KUIIEYHOTro TpakTa [16].

1.3 marnoctuka CMA
1.3.1 I'eHeTHYeCKHE METOAbI JUATHOCTUKH

IIpn nomo3pennn Ha CMA Ha mepBOM 3Tane JIHATHOCTUYECKOTO ITOMCKa
MPOBOJUTCS MOJEKYJISIPHO-TEHETUYECKOE HCCIIEIOBAHUE C LEIbIO BBISBICHUS
FOMO3WUTOTHOM JEJENHNHU, TPUBOIAIICH K yTpaTe 3K30HOB 7 wiu 7-8 reHa SMNI.
JlaHHOE€  uWccrenoBaHWE  MPOBOAUTCA  METOAAMHM  KOJWYECTBEHHOM  WJM
KAQUECTBEHHOW MOJMMEPA3HOW LEMHON PEAKIMU B PEKUME PEATBHOTO BPEMEHU
(ITIIP-PB), a Takxe METOAOM MYJbTUIICKCHOW aMIIU(UKAIMKU JTUTHPOBAHHBIX
3o0B (anri. Multiplex Ligation-dependent Probe Amplification, MLPA).
KauectBennas I[P B pexxnme peanbHOro BpeMEHH UCIOJIb3YETCS KaK OCHOBHOM
METOJ Uil MPOBEICHUS PACHIMPEHHOT0 HEOHATAIBbHOTO CKpuHUHra Ha CMA B
Poccuiickont ®enepanuu ¢ 2023 roga [18, 141].

Yucno konuii reHa SMN TakKe MOXXHO C BBICOKOW TOYHOCTBIO OIPEICTUTh
MeTogamu kommdectBeHHou IILIP-PB m MLPA. D10 HEoOXoaumo B IEiX
BAUIMJAIMA PE3YJbTATOB, MOJYYECHHBIX C MCIOJIb30BAHUEM JPYTHX METOJIOB
JMArHOCTUKH, a TAKXKE IS ONPENCIICHUS CIIy4aeB HOCUTEIbCTBA I€TEPO3UTOTHOM
nenenuu 3k30H0B 7 u/unu § reHa SMNI [89]. K ucnonb30BaHUI0 B JUArHOCTUKE
MpEIJIaraloT U IPyrol METOJ, MPEANOI0KUTEIbHO HE YCTYIMAIOMNN «30J0TOMY
cranaapty» MLPA u no3Bossironuid onpenenuts yucio konud SMNI u SMN2 -
Meton rudposoit kanensHoM TP (anrn. Droplet Digital PCR, ddPCR) [202].

IIpu denorunnueckux npuzHakax CMA u OTCYTCTBUHM T'OMO3UTOTHOM
nenenuu 5k30H0B 7 u/unu 8§ reHa SMN| uenecooOpa3Ho MPOBOAUTH MOUCK APYTHUX
NaTOreHHbIX HykKieoTuaHbx BapuantoB (ITHB) B SMNI meromom mnpsiMoro
ABTOMATHYECKOTO CEKBEHHUPOBaHUA MO COHrepy WIM METOJAMU CEKBEHHPOBAHUS

HOBOT'0 TTOKOJIeHUs (aHTJI. next generation sequencing, NGS) [220, 232].
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1.3.2 UcciienoBanue ypoBHeil TAKebIX U JETKUX Lemnei
HelpopuIaMEeHTOB

Marepuansl T7aBbl onyOnukoBaHbl B cTatbe «HeipodunameHnTsr kax
Onomapkep CIUHAIBHOW MblllIeuHOM aTpodun» [37].

B Ka4yeCTBE MOTEHIIMATIbHBIX OromMapKepoB 3a00J€BaHUH,
XapaKTEPU3YIOLINUXCS MOBPEXKIACHUEM U JETEHEPAIIMEN aKCOHOB, K KOTOPHIM B TOM
yucie otHocutcss 1 CMA, paccmatpuBatotes Oenku Heitpogunamentos (HD).

benku H® - neiipoHcnenuduueckue KOMIOHEHTHI IIUTOCKENETa, KOTOPbIE
OTJIMYAIOTCS 1O OTHOCUTEIBHOW MOJEKYJsIpHOM Macce. KpynHeimen n3 HHX
apisietca Tsokénas uenbs HO (200 x/la; NfH), 3a kotopoil B mopsiike yObIBaHUS
MOJIEKYJISIpHON Macchl cneaytoT cpenauss nensd (150 x/la; NfM), nérkas uens (70
k/la; NfL), a-unatepuekcun (66 x/la) u nepudepun (57 x/la) [11, 37].

Ponrp H® B Heiponax emé a0 KoHHa He wu3ydyeHa. HD sBisrorcs
MPEUMYIIECTBEHHO aKCOHAJIBHBIMU CTPYKTYPHBIMU KOMIIOHEHTAMH, Y4acTBYIOT B
HEWPOHAIBLHON MIPOBOJIUMOCTH, CIIOCOOCTBYIOT POCTY U CTAOMIILHOCTH aKCOHOB KakK
B LIGHTPAJIbHBIX, TaK U B TMepU(]PepUUecKUX HEPBaX, a TAKKE MOAJIECPKUBAIOT
CTaOMIBHOCTh MUTOXOHJIPUN COJIEPAKUMOTr0 MUKPOTpyOouek. DochopunupoBanue
UrpaeT BaXKHYIO poiib B cOopke u aerpanauuu HO [105].

[Tockonpky H® y4acTBYyIOT B paguaibHOM pPOCTE AKCOHOB W BIUSAIOT Ha
CKOpPOCTh TMPOBEJCHUSI CUTHaAlIa, NPU AKCOHAIBHOM TMOBPEXKIACHUU U THUOEnu
HeipoHoB Oenku H® BBICBOOOXKTAIOTCS B CHOMHHOMO3TOBYIO JKHAKOCTh H
JIPEHUPYIOTCA B KPOBOTOK YE€pe3 apaxHOWJANbHBIE TPAHYISLHUH B U3MEPUMBIX
kosmuectBax  [231]. IlomydyeHHbIE  JOCTOBEPHBIE  KOPPEJSIUHM  MEXKIY
KOHUeHTpausaMu H® B mimasMe W CIMHHOMO3IOBOM KUJAKOCTH MO3BOJIMIIN
pacmpuTh CIeKTp uccienoBannii H® 3a cuer MaloOMHBAa3WBHOW M JIOCTYIHOM
npoIeAypbl 3a00pa KpOBU MO CPAaBHEHUIO C JAUArHOCTUYECKOW JHOMOaNbHOU
nyukuueit [132, 140, 166, 229, 230].

Jns usmepenuss ypoBHed OenkoB H® mnpuMeHSIOTCS KOJTUYECTBEHHbIC
METO/IbI NDA: CTaHIAPTHBIN NDA (sELISA), nMmyHo-II1{P

(ummyHokonuyecTBeHHBI MDA wumu IQELISA) u single molecule array
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(BeicokouyBcTBUTENBbHBIN MDA unu SIMOA). Bce meroasl paznuyaroTcs Mo
UCIIOJB3YEMBIM CyOCTpaTtaMm, crocodbam OOHapy>KeHHUs, YyBCTBUTEIBHOCTH U
obbemam obOpa3siios [187].

OcnHoBHbIM npeuMmymectBoM SELISA  sBisieTca Hanuume JOCTYITHBIX
Ha0OPOB, MO3BOJISIONINX U3MEPSATH MHOKECTBO PAa3TMUYHBIX OCIKOB.

[Ipu wummyHO-IIIIP wunu wummyHokonnuectBeHHOM HWM®DA (IQELISA)
UCIIOJNB3YyeTCsl HeOoJNbIIoW 00beM uccienyemoro matepuana (~10 wmxim). Ilo
cpaBHeHuio ¢ SELISA, npoenenne Mmetoma IQELISA texauyecku 0ojee CIOKHOE
u TpeOyeT crhenuaibHOM MOJATOTOBKHM JUIsl €€ MPOBEJACHUS W JJi1 TMOBBIINICHUS
JIOCTOBEPHOCTH TMOJYUYEHHBIX PE3yJbTaTOB TpeOyeTcs MPOBEIACHUE UCCIEAOBAHUS
MUHHUMYM B Tpex npobax [147, 187].

Metonq SIMOA  —  cBepX4yBCTBUTEIbHBIM  meron HMDPA s
KOJIMYECTBEHHOTO OMNpE/ETICHUs OCIKOBBIX OMOMApPKEPOB C BHICOKOM TOUHOCTHIO U
MPOU3BOAUTENBHOCTHIO. UyBcTBUTENBHOCTE MeTOAA SIMOA 3HaYMTENIBHO BHIIIE 1O
cpaBHenuto ¢ SELISA u IQELISA u coctaBnsier ot 10 mxr/mu no 1 or/min [184].

Hecmotrps Ha TO, uro SIMOA o0ecrieuuBaeT caMyr0 BBICOKYIO
YyBCTBUTEIIBHOCTh U3 TPEX PACCMOTPEHHBIX METOJIOB, Y 3TOM TEXHOJIOTUU TAKKE
€CTh PAJl HEIOCTATKOB: KOJHMYECTBO OEJIKOB, aHAIM3UPYEMBIX C MOMOIIbIO 3TOU
TexHosoruu, coctasisier MeHee 200; mpudop u Hadopsl SIMOA He COBMECTUMBI C
apyrumu  Bujamu WA, Meron sABISETCS MOPOTOCTOSIIMM M TPEOYHOIUM
CHeIUIBHON NOAroTOBKH [187].

C mnosiBneHuem MeToJ0B omnpeneneHus H® nHabmogaeTcs yBeaudyeHUe
KOJINYECTBA MCCIenoBaHMd ypoBHed HO® y mNanmueHTOoB TMpU  pa3IuyHBIX
HEBPOJIOTHYECKUX 3a0oneBanusx [61, 123, 132, 186, 229].

benkun H® uccnenyrores y nammeHToB co CMA, pacCessHHbIM CKJIEPO30M,
oone3nsimu  Anbireiimepa u Ilapkuncona, Illapko—Mapu—Tyta, OGOKOBBIM
aMUOTPO(UUYECKUM  CKJIEpPO30M U JeHKodHIedamonaTued y B3pOCHBIX C
AKCOHAJIbHBIMU C(peporaMu U MUTMEHTUPOBAHHOMU TIIMEH, a TAaKXKe MPHU TAKEITbIX
nepuHaTadbHbIX noBpexaeHuAx [IHC, achukcun, HeOHAaTAIBHBIX CyJ0pOrax u Jp.

[11,49, 57,61, 80,90, 94, 131,140, 166, 201, 215].
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OpnHoll U3 aKkTyaldbHBIX MPoOJieM Tpu uccieaoBanuu yposueit HO siBisiercs
ompejeiaeHue WX pePepeHCHBIX 3HAYCHUH, IOMCK 3aBUCHUMOCTEM OT TMojia U
BO3pacTa, HAJIMYKS COMYTCTBYIOIIEH maTosoruu u 1.,1. Hamu Obu1 poBeieH MOUCK
B MEJUIIMHCKUX 0a3axX JaHHBIX HOPMATUBHBIX 3HaueHUI ypoBHel HD y 3m0poBhIX
JETEN U B3POCIIBIX.

[Ipn ananuse craTel, NOCBAILICHHBIX OINpeaenaeHulo ypoBHen HO vy
MalKMEeHTOB C HEBPOJOTMYECKON MAaTOJOTHEN, YCTAaHOBJIEHO, YTO B OOJIBIIIMHCTBE
WCCIIEIOBAHUI CPaBHEHUE HCCIEAYEMOW TPYyNIbl MPOBOJWIOCH HE C TPYIION
HOPMBI, @ C TPYNNOM KOHTPOJISl, B KOTOPYIO OBbLIM BKJIIOUECHBl HHAUBUILI 0€3
«HEBPOJIOTUYECKOW  CHUMITOMATHUKHU, OCTPBIX/XPOHHUUYECKUX  BOCIAIUTEIIBbHBIX
MPOIIECCOB, ayTOMMMYHHBIX 3a00seBanuii» [61, 126, 186] B mMpoKOoM BO3paCTHOM
nuamna3one [48, 123], npu 3TOM MoKa3aTenau rpynibl KOHTPOJISI BAPbUPOBAIN U IIPU
CTaTHCTUYECKOM aHAJIU3€ PEAKO MOJTUYMHIINCh HOpMaIbHOMY pacupeaeneHuto [11,
229].

[TockonbKy Ha CETrOAHAIIHUN JE€Hb CYUIECTBYIOT TPU OCHOBHBIX METOJa
onpeneneHuss ypopHed H®, 3HaueHHs mokaszarelieil B KOHTPOJBHBIX TpyIax,
YCTAHOBJICHHBIX PAa3JIMYHBIMA METOJAAMH, HE MOJJIEKAT MPSMOMY CPaBHEHUIO.
Briieyka3zanubie  (akTophl yKa3blBalOT Ha BapHaTUBHOCTH YypoBHed HO 'y
WHJMBUAOB 0€3 «HEBPOJOTMYECKON CHUMOTOMATUKN» M OOBSCHSAIOT OTCYTCTBHUE
HOPMATUBHBIX 3HaUeHUI ypoBHeW H®D B peaibHON KIMHUYECKOW MPAKTHUKE.

OTteuecTBeHHBIE W 3apyOEKHBIE aBTOPHI BHICKA3bIBAIOT MHEHHE, UTO Ha
COBPEMEHHOM JTane u3ydyeHuss ypoBHer H® B JIMKBOpE U CBHIBOPOTKE KPOBHU
OOJIBIIIYIO0 3HAYMMOCTh UMEIOT U3MEHEHUS JJAHHBIX IMOKa3aTelie B TUHAMUKE, U YTO
3T U3MEHEHMUS CIENYEeT pacCMAaTpUBATh KaK MPOTHOCTUYECKUUA MapKep
nporpeccupoBanus Hepoaerenepanuu [11, 71, 106, 178, 228].

OnyOnrKOBaHbl €IMHUYHBIE HUCCIEIOBAHUSI, MOCBAIICHHBIE ONPEICICHUIO
YPOBHEM JIETKUX U TsKeNbIX nened HO B paHHEM JETCKOM BO3pacTe, B TO BPEMsI
KaK y B3pOCJBIX MAIIMEHTOB U Y AETEH CTAPUIErO BO3PACTA ITU 3HAYCHUS ONUCAHBI

A0CTAaTOYHO HIMPOKO.
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Tak, y nereidi B Bo3pacte >6 MecsiueB ¢ (eOpUIbHBIMU CyJOopOraMu
OTMEUYAJIOCh 3HAYUTEILHOE MOBBIIICHUE YPOBHS TsKeNbIX nened HD, uto sBisieTcs
CIENCTBUEM HEUPOHAIBHOTO NMOBpexkIeHUS [153]. Tak e ypOBHM TKENBIX LIEMEH
H® Obl1u noBbiieHs! y fereit ¢ nopaxenueM [[HC no cpaBHeHUIO ¢ I€TbMU TOTO
e Bo3pacta 0e3 HeBposiornuecko matosoruu [82, 215].

B HenaBHUX HccleoBaHMSIX ObliIa TOKa3aHa oOpaTHasi 3aBUCUMOCTh MEXTY
YPOBHEM CHIBOPOTOUHBIX Jierkux 1eneid H® u Bo3pactom pebenka. Ecnu ypoBHU
nerkux uenet HO ¢uznonornyecku NoBbIIMICHBI Y AETEH paHHEr0 BO3pacTa, TO 3TH
YPOBHHM HEYKJIOHHO CHWKAKOTCS K Bo3pacty 10-15 nmer m mocturaror cBoero
MHHUMYMa, BBIXO/ISl Ha TJ1aTO, a 3aT€M MEJJIEHHO MOBBIIIAKOTCS 0 Bo3pacTta 60 jet
[130, 186]. JlanHoe moBbilieHHe ypoBHA Jerkux uene HO umeer dopmy U-
0o0pa3HOl KpUBOM, UYTO ABISETCA pPe3yJbTaTOM (HU3UOJOTUUYECKOTO pPa3BUTHUS
TOJIOBHOTO MO3ra y JAETEeM paHHEro BO3pacTa U IOTEped HEUWPOHOB B MPOIECCE
crapenus [90].

Psn pabGoTr mocssmieH ucciaenoBanuto ypoBueit HO y gereit co CMA. B
pabore B.T. Darras u coaBt. (2019) oTMeudeHO, UTO Yy YYaCTHUKOB HCCJICTOBAHUS
ENDEAR (13-mecsiuHO€ MHOTOLICHTPOBOE PaHIOMHU3UPOBaHHOE IuIare6o-
KOHTPOJINPYEMOE HCCJIEJOBAHUE Mpenapara HYCHHEPCEH y MIQJCHUEB C
nH(aHTUILHBEIM HauyaioM CMA) MeinaHa UCXOIHOTO YPOBHS Tsikembix eneit HO
(15 400 or/mi; 2390-50 100; n = 117) 6su1a puMepHo B 10 pa3 BeIllIe, yeM y aeTen
TOro ke Bo3pacta 6e3 CMA (P <0,0001).

ABTOpBl yKazamu, 4TOo y mnamueHtoB co CMA mocie npoBeneHus
MMaTOT€HETUYECKOM TEpaNuu IpenapaTtoM HycuHepceH yposeHb H® B nma3zme kpoBu
cam3miicst Ha 90,1% 3a 10 mecsmes, Takyke UMU ObUI CAEJIaH BBIBOJ O TOM, YTO
MpoIlecChl HEeMpoaereHepauy Handoaee aKkTUBHBI B J1e0I0Te 3a00I€BaHUsA, B TOM
YHCIIE U Y IeTEel Ha npecuMnrToMaTudeckoi ctaauu CMA, BBISIBICHHBIX B paMKax
PHC [74].

Alves C.R.R. u coasr. (2021) npu ucciegoBanuu ypoBHeid H® B cbiBOpOTKE

kpoBu u LICXK y nereit co CMA OoTMETHIIN, YTO NOBBIIICHHBIE YPOBHU TXKENBIX U
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nerkux neneit H® oOpaTHO mpomopLHMOHANBHBI KOJIMYECTBY Komuil reHa SMN2
[42].

[Ipu ananusze npuMeHeHUs naTroreHerndeckoro yedueHus CMA y neren
C.R.R. Alves u coasr. (2021) 6su10 IOKa3aHo, 4TO ypoBHU HD B CHIBOPOTKE KPOBU
y nerer co CMA mocne Tepanuu HYCMHEPCEHOM CHIDKAINCH OBICTpEe, 4eM
AHAJIOTUYHBIE MMOKA3aTEIN y MAIMEHTOB U3 TPYIIIBI KOHTPOJIS [42].

Takum 00pa3oM, HECMOTpPsS HAa HEOJHO3HAYHOCTH MPEICTABICHHBIX
JUTEPATYPHBIX JAHHBIX, onpenencHue ypoBHeil H® B ceiBopoTke kpoBu u LICXK
MOXET SIBIISIETCS MEPCIIEKTUBHBIM OMOMAapKepOM 3a00JIeBaHus, a TAKXKE CIIOCOOOM

olleHKH 3P (HEeKTUBHOCTH MaTOreHeTuueckon tepanuu npu CMA.

1.3.3 CtumyassuoHHAas dJjieKTpomuorpadus y nauuestos co CMA

CrumynsiuonHass  snekrpomuorpadus (ctOMI, OHMI)  saBnsercs
KOMILUIEKCHBIM TUAarHOCTUYECKUM moaxoaom [180].

Hcnonp3oBanne ctTOMI' B KIIMHMYECKON NPAKTHKE IMO3BOJISIET YCTAHOBUTH
YPOBEHb M CTENEHb MOpakeHUs Nepudhepruyeckoro HEMPOMOTOPHOrO ammapara
(MblIlIIIa, HEPBHO-MBIIICUHAS Tepenadya, nepudepudeckuil HepB, MOTOHEUPOH
CIIMHHOTO MO3ra).

Cuuraercs, YTO HEKOTOPBIE MapaMETPhI JIEKTPOMUOTpa(PUU MOTYT OTpakaTh
TSDKECTh JABUIaTeNbHBIX HapyleHud npu CMA u KOppenupoBaTh CO CTEHEHBIO
nenepsaunu [211].

Jns  cpaBHeHus pe3ynapTatoB OMI-nccnenoBaHui, NONYYEHHBIX Y
MalMeHTOB C Pa3HbIMU HEPBHO-MBINICUYHBIMU 3a00JIEBaHUAMH, ObLIM COOpaHbI
HOPMATUBHbBIE JAHHBIC JJISI PA3HBIX BO3PACTHBIX MEPUOAOB, KOTOPHIE BKIIOYAIU
CKOpOCTh pacrpoctpaneHus Bo3OyxkiaeHus (CPB) mo nBuratenbHBIM BOJIOKHAM
nepudepruecKkux HEPBOB U MapaMeTpbl MOTOPHBIX 0TBEeTOB (M-oTBeT, F-Bonina, H-
peduekc) [128]. bonpmias yacTh JaHHBIX OblJa MPEACTaBICHA UCCIICIOBATEISIMHU B
BUJIE CPEIHUX 3HAYCHUU CO CTAHAAPTHBIMHU OTKIOHEHUSMU; B ITHUX CIIydasX JBa
CTaHJAPTHBIX OTKJIOHEHUS OT CPEAHEr0 3HAYEHUsS UCIOJb30BAINCH A

OIIpCACTICHUA BerHeﬁ I'paHuObl HOPMBbI I JATCHTHOCTH OTBCTOB M HHMIKHHX
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TpaHUI] HOPMBI B CJy4yae OIECHKH aMIUIMTylbl oTBeTOoB mium CPB. B kadectBe
00111eT0 AMIUPUYECKOTO MpaBUiia ObLIO OMPEACIICHO, YTO HOPMaIbHbIE 3HAYCHUS
CPB y nOHOHmIEHHOTO HOBOPOXIAEHHOTO NHPUMEPHO B JIBa pa3a HMXKE, YEM Y
B3POCJIOr0, U OHU MOCTENEHHO YBEIWYUBAIOTCS C BO3pacToM pebeHka o 3-5 ner,
KOT/1a JOCTUTAIOT 3HAUYCHUI, XapaKTEPHBIX JJIs B3pocibix [62, 107, 176].

NmeHHO mapaMeTpsl CTUMYJALMUMOHHOW OMI', wamie Bcero amMIumTyay u
mwiomanab M-oTBeTa, a Takke OmpeaeieHrue uucia (YyHKIUOHUPYIOIINX
JNBUTATEIbHBIX €IWHUL MCIIOJIB30BAIA JUISI OLUEHKHA TSKECTH JBUTATEIbHBIX
HapylIeHUH W UX AUHAMUKHU y TAlMEeHTOB ¢ pa3sHbiMu popmamu CMA [177, 211,
224, 145].

M-oTBeT mpeacTaBisgeT coO00N CyMMy MOTEHIMANOB JEHCTBUS MBIIICYHBIX
BOJIOKOH, HHHEPBUPYEMBIX JBUTATEIIbHBIMUA BOJIOKHaMHU OJHOTO Hepsa [24]. Ero
MOJy4aroT  MYTEM  CyIpPaMAaKCUMaJbHOM  DJJIEKTPUYECKOM  CTUMYJISILUAU
nepudepuueckoro JBUTaTeIbHOTO HEpPBa, T.€. HUHTEHCUBHOCTh CTUMYJISIUU
YBEJIMYMBAKOT [0 TEX MOp, IOKa aMmIumMTyga M-oTBeTa HE IepecTaeT
yBeNIU4uuBaThCcsa. Takum 00pa3oM, MOKHO KOHCTAaTUPOBATh, UTO BCE JIBUTATEIIbHBIC
BOJIOKHA JAHHOTO NepudepruyecKoro HepBa BO30YK/ICHbI U BCE MHHEPBUPYEMbIE UM
MBIIIEYHBIE BOJIOKHA C(HOPMUPOBAIU NOTEHIIMAT ACHCTBUS U COKPATUIIUCK.

CHmwxeHue aMmudtyasl M-oTBeTta HaOdIOManoch y  OOJBIIMHCTBA
CUMIITOMAaTHYECKNUX NanueHTOB cO0 CMA, 4TO KOCBEHHO OTpa)xajio JEreHEepaIuio
MOTOHEUPOHOB cMHHOTO Mo3ra [137, 211, 224].

Xors CMA TpaaulUMOHHO pacCMaTpuUBaeTCs Kak 3a0oJieBaHUE C
MPEUMYIIECTBEHHBIM BOBJIICUEHUEM MPOKCUMAIIBHBIX MBIIII, Y BCEX 89 MalnueHToB
B uccienoBannu Swoboda u coaBTopoB (2005) HE3aBUCUMO OT CTEIEHH CJIab0CTH
Wiy Ttuna 3aboJieBaHus, OblIa YETKO BbIpaXKEHHasl JCHEpBAlUs B JUCTAIbHOU
MBIIIIE, OTBOsAIIEH Mu3nHell. Tak y nanreHToB co CMA 1 tuna (n=26) amminTtyia
HEraTUBHOTrO nMuka M-oTBeTa (CpeaHee 3HaueHHE + CTaHIapTHOE OTKJIOHEHUE (min-
max)) coctaBwia 0,34+0,06 (0,03-1,20) mB [211]. B 3ToM OJHOLIEHTPOBOM
UCCIeIOBaHUM ecTeCTBeHHON ucrtopuu CMA ObulO MPOAEMOHCTPUPOBAHO, YTO

MaKCHMaJlbHasl aMIUINTyAa M-0TBeTa ¢ MBIIIIbI, OTBOJSAIIECH NATHIA MAJIEI] KUCTH,
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ABJISICTCS HAICKHBIM MMOKA3aTEJIEM ITPU MOBTOPHOM TECTUPOBAHUU, U KOPPEIUPYET
¢ oOmuM (PYyHKIMOHAIBHBIM CTaTyCOM Ha MOMEHT TeCTHUpOBaHUs M-oTBeTa
He3aBucumo ot tuna CMA [211].

B MHOTOIIEHTPOBOM HCCII€IOBAHUU €CTECTBEHHOTO T€UEHHUSI 00JIE3HU Yy JeTel
co CMA o1neHMBaIUCh MOKA3aTeNH ABUTATEIbHON PYHKIMU MO (DYHKIIMOHATBLHBIM
IKajlaM W TpeJrnojaraeMbiM  (PU3HOIOTUUECKUM OHoMapkepaM, B TOM YHCIIE
nmapameTpaM M-oTBeTa, 10 JOCTHXXEHUST 6-MECAIHOTO BOo3pacTa v uepes 6, 9, 12, 18
u 24 mecsieB mo Mepe nporpeccupoBanus 3abozneBanus [137]. B ucciaegoBanue
OBLIM BKJIIOUEHBI JIETU ¢ 0€CCUMITOMHBIM T€YEHUEM 3a00JIeBaHUA, Y KOTOPBIX ObLI
BepU(UITMPOBAH T'CHETUYECKUU TUAarHo3. AMIUIMTYyAa W IUIOMaapr M-oTBeTa mpH
CTUMYJISILIUM JIOKTEBOT'O HEPBA OBICTPO CHUXKAIUCHh M ObLUIA 3HAYUTEIHHO HIXKE B
rpynne nagueHToB ¢ 2 konusiMu reHa SMN2. Y 3TuX ManueHToB aMmIuuTyaa M-
OTBETAa HUKOr1a He npesbimana 0,6 MB. AMIunTy1a v miiomans HEraTUBHOTO IMUKA
M-oTBeTa KOppEeIUpoBaIu C OIEHKOW MO (PYHKIMOHAJIBHBIM IIIKaJaM B IIEJIOM IO
rpynne nanueHToB CMA. CteneHp 3TOM KOppEeAlMy BapbUpOBAIA B 3aBUCUMOCTH
OT JaThl KOHTPOJBHOTO BU3HTA.

Hecmotps Ha TO, 4TO O KIMHHYECKOM YJIyYIIEHUMH Yy nanueHtoB co CMA
MocJje NPUMEHEHUS TATOT€HETUYECKOTr0 JICUEHUSI UMEETCS MHOT0 IyOJIMKaluii, 00
M3MEHEHUSIX B JJIEKTPOMUOrpadUUYECKUX IMOKa3aTelsX CooOILaJoch PEeJKo.
N3BectHO, yTO ammummTyna M-oreera y nmanueHToB co CMA I Tuma, nmomydaBmmx
HYCHHEPCEH WK OHACEMHOTeH a0enapBOBEK, YBEIMUUBAIACh C TCUEHUEM BPEMEHU
[0 CPaBHECHUIO C TAIMEHTAMHU, HE TnoaydaBmuMmu jedeHus [47, 69]. bes
MMaTOT€HETUYECKOTO JICUCHUSI aMIUIUTyAa M-0TBeTa CHUKAETCS B 3aBUCUMOCTH OT
BO3pacTa ManueHTa. beIcTpoe CHMKEHNE aMIIUTYAbl M-0TBETA B MEPBBIE MECAILIBI
KU3HU MOXKET SBJISITHCA MNPEAUKTOPOM TsKEIoro TeueHus Oone3nu [211]. B
KJIMHUYECKOM HUCCIIEIOBaHUM HycHUHEpceHa y 36% HOBOPOXKAEHHBIX, MOJYYaBIINX
npenapar, Ha0JI0JaI0Ch yBEeIUYeHUuEe aMIiuTy sl M-otBeta [101].

B nccnegoBanun Axente M. ¢ coaBT., 2022r Ob1I0 MOKA3aHO, YTO IAIMEHTHI
co CMA I tuna (n=11) nocne 10 BBenenmii HycuHepcena B 45,45% ciyuaen

OBJIaACBAaJIM HABBIKOM CHUACHMSI. HpI/I 9TOM aMIIJIMTYyJda M-oTBeTa IIpHu CTUMYJISIIIUA
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JIOKTEBOTO HepBa yBenuuuBaiack ¢ 0,53+0,23 mB no 1,85+1,05 mB. ¥V ocranphbix
54,55% nauueHToB, KOTOPbIE HE CMOTJIM CAMOCTOSITEJIbHO CUAETh, TEM HE MEHEE
TaKke Habmoaanock yBennuenne M-oteera ¢ 0,26+0,23 mB 10 1,19+0,66 MB [45].

Mnagenust  co CMA, HayaBmMe JICYEHHME  HYCHHEPCEHOM  Ha
MPECUMIITOMATUYECKON CTaJluH, JIOCTUTIIN MOTOPHBIX MOKa3aTeseu,
COOTBETCTBYIOIIUX HOPMAIIBHOMY JIBUTaTE€IbHOMY Pa3BUTHIO, 1 OJHOBPEMEHHO HX
amriutyga M-oTBeTa octaBajach cTaOwibHOUM [79]. Beuin mosydeHbl paznuyus
MEX1y MOATPYIIIAMU MPECUMIITOMATUYECKUX MAIMEHTOB ¢ 2 Konusamu rena SMN2
u nanueHToB ¢ 3 konusimu rena SMN2 (uccnegoanue NURTURE), Tak, ucxognas
cpeaHsisi aMIuinTy1a M-oTBeTa JIOKTEBOT'O HEpBa ObLiIa BhIIIE Y MAIIMEHTOB C TPEMS
konusiMu rena SMN2 — 3,11+1,12 mMB, no cpaBHEHHIO ¢ HNalUEHTAMH C ABYMS
konusiMmu — 2,69+1,52 mMB (p=0.2895) [79]. Ha ¢one nedenus mnpemnaparom
HYCHUHEPCEH B T€YEHHUE MEPBOro rojia ObUIO0 OTMEUEHO YBEIUUYCHHUE aMILUTUTY A6l M-
orBeTa y Bcex nanuentoB. K 1849 pnio (n=5) cpennsisi ammnutyna M-oTBera
coctaBuia 4,52+2.20 mB y nereid ¢ nByMmsi Komusmu (CpeaHee HU3MEHEHUE OT
ucxoaHoro ypoBHs — 2,32+1,93 mB). Ha 1373-i1 genp (n=10) cpegHee 3HaueHue
coctaBwio §8,17+2,96 MB y nereéi ¢ TpeMst komusmu (CpeaHee HU3MEHEHHE OT
UCXOAHOTO YpoBHs — 5,06+3,13 MB) [69].

B nenaBuem uccienoBanuu Barrois R. u coaBTopoB (2023r) Ob110 MOKa3aHo,
YTO MPY NPUMEHEHHH MpenapaTa OHACEMHOTeH a0enapBoBeK y nmaueHToB co CMA
1 Tuna OoJiee BBICOKME IMOKa3aTeld aMIUIUTyAbl M-0TBETa MHpU CTUMYISLUU
CPEOMHHOTO HEPBA OO JICYCHHUS CBA3aHBI C JIOCTHKEHHEM CaMOCTOATEIBHOIO
cuzieHus uyepe3 6 MecsieB y OOJBIIMHCTBA MpoJieueHHbIX AeTed. Hu oaun u3
namueHToB ¢ oreHko# 1o mkane CHOP-INTEND menee 30 6amioB U aMIuIuTy g0
M-oTBeTa NpU CTUMYJISIHAKN CPEAUHHOTO HEpBA MeHee (0,5 MB 10 neueHust He JOCTUT
MOJIOKEHUST cujsl 0e3 MOoCTOpoHHEH mnomomu uepe3 6 Mecsue. [lo MHeHHIO
aBTOPOB, CPEHSSI aMILTUTYja M-0TBeTa IPpU CTUMYJISIIIUU CPEIMHHOTO HEpPBa OoJiee
0,5 MB nmpu HCXOIHOM TECTHUPOBAHUHM MOXKET CBHUJIETEIBCTBOBATH O JIyYIIEM
BOCCTAHOBJICHUHU JIBUTATEJIbHON AaKTUBHOCTH Ha (OHE JIEUEHHUs TMpernapaToM

OHACEeMHOT¢H abemapBoBeK [47].
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Takum 00pa3om, MEHbIIIEE CHUKEHHUE aMILUIUTY A6l M-0TBETa y MAllUEHTOB CO
CMA 1o nedenus u ee ObICTpOE yBeIuUYeHUE Ha (POHE MATOr€HETUUECKON Tepanuu

MOXET yKa3bplBaTh HA Jy4IlInii nporuo3 teuennss CMA [69, 217, 224].

1.3.4 IllIkaJbl OLEHKHU MOTOPHBIX PyHKIHUHT

B nacrosiee Bpemsi Kak B OOJBIIMHCTBE HAyYHBIX MCCIIECIOBAHUM, TaK B
peaIbHOM KIMHUYECKOW MPaKTUKE JJIsl OLEHKH MOTOPHBIX HABBIKOB MAIIUEHTOB CO
CMA uCnonb3yrOTCs MIKAJIBI JBUTATEIBHOTO Pa3BUTHSL.

K OCHOBHBIM IIKaj1aM OTHOCSITCS:

. Tect gerckoit GonbHUIBI OunanenbPuu Uisl OLICHKU JBUTATEIbHBIX
(GyHKIUH pU HEUPOMBIIIIEYHBIX 3a001eBaHUsIX Y HOBOpOXKAEHHBIX (the Children’s
Hospital of Philadelphia Infant Test 104 of Neuromuscular Development - CHOP-
INTEND). Tect coctout u3 16 myHKToB ¢ oueHkoi oT 0 10 4 6aIoB MO KaKIAOMY
13 HUX, MAKCUMAaJbHOE KOJIU4YeCTBO OauioB 64 (cMm. [Ipunoxenue 2).

. Metonuka  KoponeBckoii  OOMBHHMIIEI ~ XaMMEPCMHUT  OILICHKH
HEBPOJIOTHUUECKOTO cTaryca y jaeted panHero Bo3pacta (Hammersmith Infant
Neurological Exam - HINE), pazaen 2 (HINE-2). Tect cocTouT u3 8 myHKTOB C
otieHKoM 0T 0 10 4 6aJIOB MO pa3HbIM IMyHKTaM, MAaKCUMaJIbHOE KOJIMYECTBO OAIIIOB
26 (cm. [Ipunoxenue 4).

. [IIxana oneHku MOTOpPHBIX (yHKIUNA OonpHUIBI XamMmepcMmuT (The
Hammersmith Functional Motor Scale Expanded - HFMSE), cocrosmas u3 20
MyHKTOB M pacUIMpeHHas IIKajla OIEHKH MOTOPHBIX (YHKIUNA OOJbHUIIBI
XammepceMmurt, cocrosamas u3 33 nyHkToB. Kaxaplid myHKT onieHuBaercs ot 0 g0 2
O0aytoB, MakcuMainbHoe kojmmduecTBo OamtoB HFMSE-20 — 40, HFMSE-33 — 66
6amoB (cM. [Ipunoxenue 3).

. [Ixana onenku MoTopHbIX PyHKunii (Motor function Measure - MFM),
coctosimas u3 20 nynkroB (MFM-20) u pacuirpeHHas 1ikajia OUEHKH MOTOPHBIX
¢byukiui, cocrosimas u3 32 (MFM-32). Tect pazaenen Ha Tpu noarpynmsl: D1 —
noAbeM U mepeaBuxkeHue, D2 — akcuanbHble U MPOKCUMAIbHBIC JBUTATEJIbHbBIC

¢byukiuu, D3 — nucranbabie ABUTaTenbHbIe PyHKIMN. KaXXIbIil MyHKT OI[EHUBAETCS
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or 0 nmo 3 OamoB. OOwmuii noxacyer OaIOB OCYIIECTBIAETCS 110
crienuanIu3upoBaHHoON (popMmyie, uzmepsiercs B %.

. [lepecMOTpeHHBIA MOJYJIb OIIEHKHM MOTOPHOM (DYHKIUM BEPXHUX
koHeuHocter (Revised Upper Limb Module - RULM). TecT cocTOUT U3 BXOIHOTO
tectupoBanust (1 myHkt, ouenka ot 0-6 6amioB) u 19 MyHKTOB OCHOBHOIO
TECTUPOBAHUS C OIeHKOU OT 0 10 2 OaJIOB MO KaXKJIOMY MYHKTY, MaKCUMAaJIbHOE
KOJIM4ecTBO OamioB 38.

. Tect 6-mMunyTHOM XOabObI. WM3MepsieTcsi KOJIUYECTBO METPOB,
MPOWJICHHOE MAIMEHTOM 3a 6 MUH.

Kaxxnas mikana ucnoiab3yercsi B yCTAaHOBJIEHHOM BO3PACTHOM MEPHUOJIE U MPU

OMPEICICHHOM Pa3BUTUH JIBUTATEIHLHBIX HABBIKOB (PUCYHOK 1).

JNlexxaune po 2-x Cuaaume go 2-x Xopauune po 2-x Nexaune Cupgaune Xoasaune
ner ner ner cTapuwe 2-x net cTapuie 2-x net cTapLue 2-x net

( CHOP-INTEND ) CHOP-INTEND

( HINE-2 )

( HFMSE )
( MFM )
6-MWT

Pucynok 1. llkansl MOTOpHBIX HaBBIKOB B 3aBucuMoctu oT ®K u Bo3pacra

nanuenTa no J[.B. Biogasiy

ITo mkane CHOP-INTEND Tectupytorcs Bce aetu co CMA, He JOCTUTIIINE
2X-IETHETO BO3pacTa, MOCKOJIbKY 3Ta IIKajla OTpakaeT OOIlyI0 ABUTATEIbHYIO
AKTUBHOCTB JIETEN NEPBBIX MECALIEB KU3HU, a Takxke Aetr co CMA 1 tuna, KoTopsie
HE JOCTUIJM HaBbIKA CUJCHUSA BHE 3aBUCUMOCTH OT Bo3pacta. Illkaner HFSME,
RULM u MFM-32 npuMeHs0TCA y AeTeu oT 2x JieT u crapiie co CMA 2 u 3 tunos

H OLCHUBAIOT, KaK rI100aJIbHBIC JABUI'aTCIIbHBIC HABBIKHW, TAK H (bYHKI_[I/II/I BCPXHHUX
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koHeuyHoctel. [Ikama HINE-2, orpaxkaroiiast OCHOBHbIE BEXA MOTOPHOT'O Pa3BUTHS,
UCIOJB3YETCSl Yy MAalMeHTOB BCEX BO3pacToB. TecT 6-MUHYTHOM XOAbOBI
npeaHazHadeH s gereid co CMA 3 tumna u onpenensieT CKOpoCTh MEPEIBUKCHHUS.

OueHka Mo MIKaJaM JBUTaTEIbHOTO PAa3BUTHSA, COIVIACHO KIMHHUYECKUM
pEKOMEHAAIUsAM, BXOJUT B CTAaHJAAPT AMATHOCTUYECKOTO 00CIeIOBaHMS MallMEeHTa
co CMA u nomkHa NPUMEHSTHCS B IEKPETUPOBaHHBIE CPOKHU (HE pexke 1 pa3a B roxn).
Jlunamuueckoe oOclieIoBaHKE MO MIKAJIaM JABUTATEIbHOTO Pa3BUTUS HEOOXOIUMO
JUISL MOHUTOpUHTA S(PPEKTUBHOCTU NATOTCHETUYECKOW Tepanmuu U 3a4acTylo
ABJISCTCS €IMHCTBEHHBIM KOJIWYECTBEHHBIM METOJIOM OLICHKU. OIHAKO €CTh Pl
CIO0KHOCTEU, C KOTOPBIMU CTAJIKUBAIOTCS MPAKTUKYIOIIUE BPAUH.

B nepByro ouepenp, 3TO BOOPOC MNEPEXOAHOTO MEpUOAA IIPU CMEHE
OIIEHOYHOM IITKaJIbl, HAIIPUMEP, NMPU JOCTHKEHUU >58 OamnoB mo mkaae CHOP-
INTEND pexomennoBan nepexoa Ha mkanry HFMSE 20. 9to co3gaet npoOieMbl B
JIMHAMHYECKOH OIIEHKE, MMOCKOJIbKY HEBO3MOKHO MPOBECTH COMOCTABJICHUE OAILIIOB
10 Pa3HbIM LIKaJIaM.

Bo-BTOpBIX, C BBEACHHEM pACIIMPEHHOIO HEOHATAJbHOTO CKPUHWHIA Ha
teppuropun PO ¢ 2023r oTMe4eHO NOSBICHHME HOBOW KOTOPTHI IMAILMEHTOB Ha
MPECUMNTOMATUYECKON CTaAuu 3a00JIEBaHUS, Y KOTOPOU JOCTUKEHUE OCHOBHBIX
BEX MOTOPHOTO pa3BUTHS MPOUCXOAUT B JeKperupoBaHHble BO3 cpoku.
COOTBETCTBEHHO, TaKHe JCTH JOCTHUTAIOT MakchMajibHOM oneHku no CHOP-
INTEND k 4-5 mecsuam xwus3Hu, a no HINE-2 k Bo3pacty 1 roga. Ilockonbky
mkansl HFMSE u RULM anantupoBansl AJis 1eTel ¢ 2X JeT, To nepuoj ¢ 1 roga
10 2X y IPECUMTOMATUYECKUX MAIIUEHTOB OCTAETCSI HEOXBAUYCHHBIM.

B-tperbux, mkana HFMSE He oTpaxaer HeOodblIME H3MEHEHUS B
dbyHKIIMOHaNBLHOM  cTaryce mamueHta co CMA 2  Ttuna (Hampumep,
MPOJOJKUTEIBHOCTh CTOSIHUSL Y OITOPBI M BO3MOXHOCTh NIEPEIBUKEHUS BJIOJIb HEE,
JUIMTEIBHOCTh M CKOPOCTh TOJI3aHUA U T.1) U HECMOTPSA Ha MOJOXKUTEIHHYIO
JUHAMHUKY B COCTOSIHUM peOeHKa, oOluii Oana Mpu TECTUPOBAHUU OCTACTCS

MPEKHUM.
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B-deTBepThIX, ¢ Bo3pacToM y OoibmuHCTBa mareHToB co CMA 1 tuma
MOSIBIISIIOTCS ~ OPTONEAMYECKUE HAPYIICHUS: Pa3BUBAIOTCS  CKOJIHOTHYECKHUE
nedopMalnu, MpoOrpecCUpPyrOT KOHTPAKTYPbl KPYIHBIX CYCTaBOB. DTH U3MEHEHUS
OTPaHUYMBAIOT 00BEM ABMKEHHUM U CHIKAIOT OAJLTBI IPU TECTUPOBAHUU MO IIKaJIaM
JBUTATENIbHOTO Pa3BUTHUS, UYTO TMPUBOJUT K HEMPABWIBHOW WHTEPIpETALUU
COCTOSIHUS peOeHKa U olleHKe 3(P(HEKTUBHOCTH MATOTEHETUYECKON TEpaIuu.

Takum 00pa3zoM, MOXKHO KOHCTAaTHUPOBaTh, YTO IIKAJIbl JBUTATEIHHOTO
pPa3BUTHS B MOJHON Mepe HE OTPa)KaloT NUHAMHUKY Pa3BUTHUA J€Te U HE MOTYT
SABJISTHCA C€AUHCTBEHHBIMU TMOKazarteasiMu  A(PQGEKTUBHOCTH Tepamuu. ITO
OMpEeNeNAeT MOUCK HOBBIX MHCTPYMEHTAJIbHBIX, OMOXMMHUYECKUX, T€HETHUYECKUX

MapkepoB 3P HEKTUBHOCTH TEPaIIUH.

1.4 Tepanusa CMA
1.4.1 IlaToreHernyeckasi 1 reHO3aMeCTUTEIbHAS TePaIus

o nHepaBHero Bpemenn CMA cumTanach HEM3JIEUUMBIM 3abojieBaHueM. B
CBSI3M C Ye€M OCHOBHOM (DOKyC B JICUCHUM MAIMEHTOB ObUI HampaBieH Ha
CUMIOTOMATHYECKYK0 TEpAalUI0 M METOAbl JBIXaTE€bHOM W HYTPUTHUBHOU
MOJEPHKKH.

[lepBblii KOHCEHCYC MO BeneHUIO manueHToB co CMA Obul omyOiIuKOBaH B
2007 romy [221].

B 2018 rony, 6narogapst JOCTHXXEHUSM B 00JacTu pa3BuTus Tepanuu CMA,
ObUTM OMYyOJIMKOBaHBl PEKOMEHIAIMU IO JAUArHOCTHKE 3a00JIeBaHUs U Kypaluu
nanuenTon [102, 158].

B P® nepBbie KIMHHUYECKUE PEKOMEHAAUWH IO JTHATHOCTUKE WU JICYCHHIO
CMA y nerelt ObUTH YTBEPAKACHBI HA 3ace€aHUU NPOPUIHLHON KOMHCCUU B paMKax
XII Poccuiickoro koHrpecca «/HHOBAallMOHHBIE TEXHOJOTMM B IMEAHATPUU U
JETCKOU Xxupyprum» B okTsi0pe 2013 roma [34].

B 2020 r. Hayuno-npaktuueckum CoBetoM Munszapasa P® Obuin 0100peHbl

KJIMHUYECKHE PEKOMEHAAIMM I10 MPOKCUMAIBHOW CHHUHAJIBHOM MBIIICYHOU
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atpoduu 5q. B 2023 u B 2024 rogax oHU ObLIU IEPECMOTPEHBI C YIETOM MOSBICHUS
HOBBIX BapUAHTOB JieueHus [2, 16].

[lepBble myOnukanuu o pa3pabOTKE MATOTEHETUYECKUX METOJIOB JICUCHUS
HEPBHO-MBIIIIEYHBIX 3a001eBanuil nossuinck B Hauasie X XI Beka. B 2005 r., Lu QL
U COABT. OMYOJMKOBAJIU JAaHHBIE O TOM, YTO OMOCPEJAOBaHHAS AHTUCMBICIOBBIMU
OJINTOHYKJICOTUaMU KOPPEKIMs aOeppaHTHOrO CIUIAiCMHTa Ha MBIIIMHOW MOJIENH
MbIIeyHOW nucTtpodun [lrolieHHa, MPUBOJUT K BOCCTAHOBJIEHHUIO SKCIPECCUU
nucTporHA B CKEJIETHBIX MBIIIIax Bcero tena [151].

Tonbko B fexkabpe 2016 1. nepBbIil MaTOreHETUYECKUH Mpenapar AJist JeUeHUs
CMA 5q, nycunepceH, Ob11 0100peH k npumenennto B CIIIA, B 2017 rony - B
EBponeiickom Coroze, B 2019 rony - B Kurae. Hycunepcen npeacrapisieT coboit
AHTUCMBICIIOBOM OJIMTOHYKJICOTU]] C (PUKCUPOBAHHOM IIOCJIEIOBATEIHHOCTHIO U
CIeIIMaIbHBIMU XUMUUYECKUMHU Moaudukanusmu [189].

Hycunepcen uaruoupyet ISS N1 (intronic splicing silencer N1, uHTpOHHBIN
caiineHcep cruiaiicuara N1), 4To npuBoAuT K yiyuineHuto cBs3biBanust Ul snRNP
(U1 small nuclear ribonucleoprotein, Ul mansiii siepHblii puOOHYKICONPOTENH) U
AHXAHCEPHBIX (PAKTOPOB CIUIAICUHTA U, KaK CIEJCTBHUE, K paclO3HABAHUIO SK30HA 7
C €r0 BKJIFOUEHUEM B TPAHCKPUIIT. DTO MPUBOAUT K yBennueHuto 1o MPHK SMN2
C BKJIFOUCHHBIM SK30HOM 7 U, CJIEJIOBATENIbHO, K POPMUPOBAHUIO (DYHKIIMOHATHLHOTO
nosHopa3MepHoro 6eiaka SMN [28, 189].

C 2011 roma mpoBoasarcs ucciemoBanus OezomacHoct (NCTO01494701)
[115] u »ddextuBnoctn (takue kak NCTO01703988 u NCT02052791)
MHTPATEKaIbHOTO BBEJCHUS HYCHHEPCEHA Y pa3IMYHBIX KOTOPT MalUeHTOB. B
ncciaenoBanusax NCTO01703988 u NCT02052791 610 moka3aHo, YTO JICUCHHE
JeTel Ha MPOTSKEHUU TPEX JIET MPUBOJUT K YJIYUIICHUIO MOTOPHBIX (DYHKIIMMA.
Cpennne 3Hauenuss DHMI' mokaszarenss - M-oTBeTa OCTaBajJuCh OTHOCHUTEIBHO
ctabunbHbiMU [73]. B oTkpbITOM uccnenoBaHu 3()PEKTUBHOCTH HYCHUHEPCEHA,
NCTO01839656, y Bcex y4aCTHUKOB, MOJIYYMBIIUM TEPANIUIO HYCUHEPCEHOM B J03€
12 Mr oTMEUanaoCh MOCTENEHHOE JOCTOBEPHOE YIyUllleHHEe MOTOpPHOU (pyHKIUU (p

<0,0001), ynyuienus B 0ajiax Mo mikaie OlueHKu ABuratenbHbix Gynkuui CHOP-
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INTEND (p = 0,0013). ITo nanasim DHMI" oTMedanock 10CTOBEPHOE YBEIUUCHUE
aMIUTUTY bl M-0TBeTa [Uisl 000MX HEPBOB — MAJIOOEPLIOBOTIO U JOKTEBOTO. Takxke
OTMEYaJIOCh BBIPAKEHHOE M3MEHEHUE OabHOW OIIEHKH IO IIKaJ€ JBUTaTEIIbHBIX
¢dbyukuit HINE-2 [97, 98].

Ha ocHoBe wccnenoBanuit 1-i u  2-ii ¢a3pl ObUIM  MPOBEICHBI
PaHIOMU3UPOBAHHBIE KOHTPOJIUPYEMbIE KIIMHUYECKUE UccaeaoBanus 3-i1 pa3zbr —
ENDEAR (CMA I tuna) u CHERISH (CMA II tuna). B uccnenoBanrin ENDEAR
y TOJIOBUHBI y4acTHUKOB co CMA oTMedanuch yinydllleHuss MOTOPHBIX HaBBIKOB.
brina BBISIBIIGHA TOJNIOKUTENbHAS KOPPENSLMS MEXAY pPaHHUM BO3pacTOM
VHUIMALMY T€PAINi HYCHHEPCEHOM M BBKMBAEMOCTHIO ManueHToB [28, 101].

B uccnenosannn CHERISH y 57% y4acTHHKOB rpynmsl HycuHepceHa K 15-
My MECSILy UCCIIEIOBAHUS TAK)KE OTMEYATI0Ch 3HAUUTENIHHOE YIIYUIIIEHUE MOTOPHBIX
HaBBIKOB [157].

Hetn ¢ cumnromatnueckon craaueit CMA, KOTOpble HE COOTBETCTBOBAJIHU
kputepusim otoopa uccienoBanuii ENDEAR u CHERISH, Obuin BKIIOUYEHBI B
uccnenoBanne EMBRACE [40]. Pesynbratel uccienoBanus EMBRACE 6buiu
npakTudecku 3kBUBaNICHTHBI pe3yaprataM CHERISH n ENDEAR.

JlBuratenbHas (QyHKUHMS, OIIEHEHHass B Oamiax Mo IIKajlaM OILICHKH
neuratenbHblx  (Qyaknuin HINE-2 u CHOP-INTEND, ynydmmnace y Bcex
nanuenToB [157, 185].

[TanirieHThI, KOTOPBIE MOTYUYUIIU TEPANUI0 HYCUHEPCEHOM B paHHEM BO3pacTe,
JocTUrin Oojee 3HAYMMOE YIY4IIEHUE JIBUTATEbHBIX HABBIKOB, 4Ye€M JIETH,
KOTOpbIE TMOJYYWUIIM HYCHUHEpPCEH B OoJjiee cTapuieM Bo3pacte (UccieoBaHUeE
SHINE) [53].

Takum 00pa3zom, UMeeTcs MpsiMasi B3aUMOCBSI3b MEXKy paHHEH MHULIMAIUEH
Tepanuu U yIydllleHueM MOTOpHOU (yHKIMU. Pe3yabTaThl JaHHBIX UCCIETOBAHUIM
MOATBEPAUIN TUIOTE3Y O TOM, YTO PAHHEE HAyajo TEPaNUM yIydlllaeT KOHEUHbIN
pe3yabTat Je4eHus u nporuo3 3adonesanus [101, 157].

B nccnegoBanusix ENDEAR n CHERISH npoBoaunoce uzydeHue ypoBHS

HelipodunamenToB. OOHapyKeHO, uTo KoHueHTpamuu pNF-H koppenupyrot ¢
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TSXKECTHIO 3a00JI€BaHMS U OBICTPO CHIXKAIOTCS MOCJE TePaUi HYCUHEPCEHOM, a B
JnanpHenieM crabunusupytores [72, 79].

UccnenoBanne NURTURE (NCT02386553), kotopoe mpoBomutcst ¢ 2015
roJia 1o HaCTOSAIIEE BpeMsl, SIBISCTCS BAXXHEUIIIUM 3TAlOM OLIEHKU 3()PEKTUBHOCTHU
HYCHUHEPCEHA, MOCKOJIbKY JICUEHHE WHHUIMUPOBAIOCHh y MianeHues co CMA Ha
MPECUMIITOMATUYECKOM cTaanu. Bee et nmenu 2 wim 3 konuu resa SMN2.

Bce yuacTHMKM HcCCleIOBaHUS JOCTUIIIM CIIOCOOHOCTH CHAETh 0e€3
noanepxkku (100%), a 88% mereit CMOIJIM XOIUTh CAMOCTOSTEIBHO [79].

NURTURE siBisieTcs nepBbIM UCCIAEOBAHUEM, OLICHUBAOIKM ypoBHH PNF-
H y nereii ¢ npecumnromarnueckoit CMA. ['eomerpruueckue cpennne ypoBHu pNF-
H B mi1a3aMe u ciMHHOMO3TOBOM JKMIKOCTH ObUTH CYIIECTBEHHO BBIIIE Y YUaCTHUKOB
NURTURE, uwem y 310poBBIX nererd B Bo3pacTte <l roma. Y mIanveHTOB Ha
npecumnromarudeckon craauu CMA ¢ nByms konusimu reHa SMN2 ypoBau pNF-
H B miiazMe u cniMHHOMO3TOBOM KUJAKOCTU ObUIH CYILIECTBEHHO BBIIIE, YEM Y JIeTeH
¢ Tpems KonusAMu reHa. [locne nanimannu repanuu HycuHepceHoM ypoBHU pNF-H
OBICTPO CHIKAIIUCH B TEUCHUE MEPUOJIA HATPY3KH, TPEAKIE YEM CTAOMIM3UPOBATIUCH
Ha 0oJiee HU3KUX YPOBHSIX.

beuto cnemano 3akmtoueHue, yTo Boicokrne ypoBHU pNF-H, yctaHOBneHHbIE
JI0 TOSIBICHUS CUMIITOMOB 3a00JIeBaHUS, CBUJETEIbLCTBYIOT O TOM, 4TO
HelpoAereHepaTUBHbIC U3MEHEHUS TPEAIIECTBYIOT AEOI0TY KIMHUYECKOU KApTUHBI
[79].

[TarmeHTHI, HAXOASIIMECS HA MATON€HETUYECKOW Teparnnu HyCHHEPCEHOM B
pamkax ucciegoBanus NURTURE, nocturinu 3Ha4nTENHHO OOJBIINX PE3YIbTATOB
B JIBUTAaTEJIbHOM PAa3BUTHH B CPAaBHEHHWH CO CBOMMH POJCTBEHHHKAMHU C TEM K€
YyCJIOM Konuii reHa SMN2, He nony4daronMmu tepanuto [127].

[Tomy4yeHHbIE pE3yJIbTAThl NOAYEPKUBAIOT KIWMHUYECKU 3HAYMMYIO MOJIb3Y
JIEYEHUsST HYCHHEPCEHOM B MPECUMIITOMATUYECKON cTaauu 3a0o0JieBaHUS.
[xanpubie oneHku aBurarenbHbiXx (yHkiuid CHOP-INTEND y mnaneHieB u3
uccnenoBanust NURTURE 3nauntenbHO TpeBbICUIN 0alljIbl, yCTAHOBJIEHHBIC Y YK€

JNEOITUPOBABIIMX NAMEHTOB C ABYMS KONUAMHU TeHa SMNZ2 npu eCTeCTBEHHOM
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TeUueHUH 3a0osieBaHUsl. AHAJOTMYHBIM 00pa3oM, Ha (OHE NATOTC€HETUYECKOIO
JIEUYCHUS] y MIAQJACHLUEB C JAByMsS U Tpems komnusiMu Tr1eHa SMN2 ¢
npecuMmnromaTuueckoi cragueit CMA m3mensuch nokaszarenu DHMI: cpennsis
aMIUIMTyJda JOKTEBOro M-OTBETa y JaHHOW KATErOpHUM MAIMEHTOB OCTaBaJaCh
CTaOMJIBHOM C TEUEHHEM BPEMEHH, B TO BPEMs KaK y MJIAJICHIIEB C IByMs KOMUSIMU
SMN?2 c ecTeCTBEHHBIM TE€UCHHEM 3a00JI€BaHUS B BO3pACTE >6 MECSIIEB aMILIUTYAa
M-oTBeTa OBICTPO Majajga U HUKorAa He nmpesbimaia 0,6 mB [79, 137].

B 2023r B PO 6b11 3aperucTpupoBaH OT€UECTBEHHBIN ITpenapaT HyCUHEPCEH
— «JlanTtecenc®» ('EHEPUYM), koTophiil siBAsieTCsl KEHEPUKOM Ipenapara
Cnunpa3za® (HycMHEpPCEH) H TIEPBBIM BOCHPOU3BEICHHBIM JIEKAPCTBEHHBIM
MpenapaToM OJMTOHYKJIeOoTH1a Kak B Poccun, Tak u B mupe [108].

[Togxon k u3ameHeHuto cruiaiicuara SMN2 u, Takum o0pa3oM, YBEIHUYECHUIO
KonuyecTBa (yHKUUMOHanmpHOro Oenka SMN  Takke NOpUMEHSIETCS MpU
HCTIOJIb30BaHNU HEOOIBIITUX MOJIEKYI, TaknuX Kak RG7916 (pucaumiaam) u LMI070
(bpanamiam). IlpenapaTel, comepsKaiye 3TH MOJEKYJIbl, IPUHUMAIOTCA BHYTPh U
nponukaroT yepe3 ['Db [179].

Pucnumiam ctabuin3upyeT HECMapeHHbIH aJeHUH B coelAuHeHuu 5°-SS
(splice site) carita cBa3biBanusa ¢ Ul snRNP (Ul small nuclear ribonucleoprotein,
Ul wmanblii  sigepHblil  puOoHykieonpotrenH). [lonoxutenbHO — 3apsbKeHHas
MUTNEPa3UHOBAsI YaCTh PUCIUILTIAMa CBSI3bIBaeTCs ¢ prub030-hochaTHBIM OCTOBOM
Ul snRNP, a nwupuno[l,2-a]Jnupumuann-4-on BctaBisietca mexay C8 um CO,
o0pazyst npsIMy10 BOJOPOJHYIO CBSI3b C alIcHUHOM 5°-SS caifta sx30Ha 7 SMN2, uto
CIIOCOOCTBYET BKJIIOYEHUIO JAHHOTO 3K30Ha B TpaHckpunt SMN2 [63]. Takxke
Pucnumiam B3auMOAEHCTBYET C H3HXAHCEPOM HK30HHOIO CIIalicuHra (exonic
splicing enhancer, ESE), ¢ koTopbIM CBsi3aHbI 1Ba aKTUBaTOpa crutaiicuura — Tra2-
B u hnRNP G, cnocob6cTByromue BkiIroYeHUIO 3k30Ha 7 [205]. B mpucyrctBuun
pucaumnnama cBs3biBanne Tra2-f3 ¢ ESE e uamensiercs, B To Bpemsi kak hnRNP G
— 4YacTU4YHO BbITecHsieTcs. [lpenmonaraercsi, 4YTO MOJEKyJia pHCAUILIIaAMA
peopranusyet no3unuonupoBanue hnRNP G Ha 3x30HE 7, YTO MOXKET MPUBECTH K

PEKPYTUPOBAHUIO IPYTUX CIJIAKNCUHTOBBIX YHXaHCEpoB [28, 206].
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B nporpamme kinmHuuYecKuX uccieaoBaHui 3pPpeKTUBHOCTH U 0€301aCHOCTH
MAaTOT€HETUYECKON Tepanuu pucaumiamoM, FISH, ywyacTBoBamu nanueHThl CO
CMA ¢ mUpOKHUM CIHEKTPOM TSKECTH TeueHus 3aOosieBanus (tunbl [-IID).
[TaniienThl OBUIM B BO3pacTe OT HOBOPOXKIECHHOCTH 10 60 JeT; uMmenu Kak
MPECUMNTOMATUYECKYI0, TAK U CUMIITOMATHYECKYIO CTaJuu 3a00JIeBaHus, a TaKKe
Ha MOMEHT BKJIOYEHHS B MCCICIOBAHME HE TMOJyYald WIK [OJydain
MaTOreHETUYECKYIO Tepanuto (MOAU(PUKATOPHI CIUIAICUHTa, TeHHAS Tepamus).

B otkpertom wnccnenopanunm FIREFISH ywactBoBana rpymma w3 21-ro
nanuenta co CMA [ tuna B Bo3pacte ot 1 10 7 mecsiueB. Ha 24-it mecsn neueHus
npenapaTtom pucaumiam 61% miaageHeB T0CTUTIN CIOCOOHOCTH CUIIETH [76].

Pesynprarel 48-mecsunoit 4dactu wucciaenoanus FIREFISH mno3Bonunu
CHENAaTh BBIBOJ, YTO JUIMTEIBHOE JICUEHUE PUCAUIIIIAMOM MPUBOJUT K MOCTOSIHHBIM
YIIy4IIEHUSIM ABUTaTenbHoN pyHKunu MaageHneB co CMA I tuna [152, 154].

[Tauentsl co CMA 1II u III TumoB B Bo3pacte oT 2 10 25 JIeT moiaydaiu
pucaumiaM B ucciaenoBanuu SUNFISH (NCT02908685) [136].

Ha 2024 ron, 3a 4 roga HaOmOAeHUs, ObUIM JIOCTUTHYTHI CIETYIOIIUE
pe3yJIbTAThl: MOCJIE€ NEPBOHAYAIBHOIO YBEIWYCHHUS, PETUCTPUPYEMOTO Ha
npoTsokeHun 12 mecsies (1.7 (95% AU 0.8-2.5)), uameHeHnue oOIIero Koam4ecTna
0aJJIOB MO IIKaJie OLIEHKU ABUTaTeNbHbIX (QyHKIUA MFM-32 ¢ ypoBHS Ha 3Tare
BKJIIOUEHHUS ObLIO CTAaOWIIbHBIM B TeueHUEe 48 mecsieB. Y KOTOPThI MallMEHTOB C
€CTECTBEHHBIM TE€UEHHEM 3a00JIeBaHUS OTMEYAIOCh CHUYKEHHE OasioB MO IIKAJe
MFM32.

VYBenuueHnre o0Iero KojiuuecTra O0AIoB MO MIKaJIe OLEHKHU JIBUTATEIIbHBIX
¢byukiuit RULM c ypoBHS Ha 3Tare BKJIIOUEHHSI COXPaHSIOCh 10 48 mecsia npu
JiedeHun pucaumiamom [173].

MHoro1eHTpoBoe MEXTYHAPOIHOE HCCIIEJOBAHUE JEWELFISH
(NCTO03032172) mpoBoautcsi ¢ 2017 roma 1mo HacTosImiee BpeMs W BKIIOYAET
0o0sbpHBIX cO Bcemu Tunamu CMA B Bo3pacTte oT 6 mecsiieB 10 60 JieT, paHHee yKe

IIOJy4YaBIINX IIPCIIapaThbl MMaTOTCHETUYECKOM TCpallnu. B paMKax HCCICIOBaHUA
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MPOBOAUTCSL OIlEHKa O€30MacHOCTH, NEPEHOCUMOCTH, (apMaKOKUHETHUKU U
(dhapMakoAMHAMUKHU pUcCAUIUIaMa y nanueHToB co CMA.

[Tocne neyeHust pucaUIIaMOM y MAIMEHTOB, paHEE MOTYyYaBIIUX IPYTON BUJT
MaTOreHETUYECKOW Tepanuu, UMEJI0 MecTo 0ojiee 4eM JBYKPATHOE MOBBHIIICHUE
ypoBHsi Oenka SMN B KpOBH MO CpPaBHEHHUIO C HCXOJHBIM YpPOBHEM, KOTOPOE
COXPaHsAJI0Ch B TeueHUe 24-x mecsues [66, 67].

OcoObiii  uHTEpec  mpencraBiasier  ucciaegoBanne RAINBOWFISH
(NCTO03779334), B KOTOpOM IpUHUMATIH ydacTue 26 neteit ¢ 2 (n=8), 3 (n=13) u
>4 (n=5) konusimu reHa SMN2 Ha npecumnroMaruueckoi ctaguu CMA.

B uccaenoBannu, koropoe npoBoautcsa ¢ 2019 roga mo Hacrosiiee Bpems,
OblJIa JOCTUTHYTA MEPBUYHASI KOHEUHAs] TOYKA MO JI0JI€ MIIAJICHIIEB, CUIAIINX Oe3
onopsl Ha 12-i Mecs1 uccienoBanus: 7 U3 8 MilaieHueB ¢ AByMs konusmu SMN2
ObTM criocOOHBI cuaeTh Oe3 omopel B TeueHue 30 cexkyHna Ha 12-i mecsn
UCCIIEIOBAHUSI, B TOM YKCIe MiTaieHI[bl (n = 3), y KOTOpbIX npu npoBeaeHun JHMI
uccien0Banus amiuiutyga M-oteera 6pu1a <1,5 MB.

Munanennpl, NoJly4aBIIue PUCIUAILUIAM B TEUEHUE KaK MUHUMYM |2 Mmecsies
(n = 5), ZOCTUTIM MOYTH MAKCHMAaIbHBIX OAIOB IO IIKaJIe OIEHKH MOTOPHBIX
¢byukuit CHOP-INTEND k Bo3pacty 4-5 mecsueB. Uepe3 4 mecdia jedeHUs
obmumit 6amn no mkane CHOP-INTEND y 4/5 mnanenues (80%) coctaBun > 60
6amnoB; y 1/5 mmanenneB (20%) - 58 OammoB. YUepe3 12 wmecsieB JedeHUS
pUCIUIIIIAMOM OOJIBITMHCTBO MJIJICHIIEB JOCTUTIIM MaKCUMaIbHOTO 00111ero Oamia
nio mkane CHOP-INTEND — 64 6anna [99].

B uccnengoBanmn RAINBOWFISH npecuMmnromarndeckue HanueHTH CO
CMA, nony4aBiiue Je4eHUE PUCAUILUIAMOM KaK MUHUMYM 12 MecsIeB, TOCTUTIN
OOJIBIIMHCTBA MOTOPHBIX HABBIKOB B COOTBETCTBUU C BPEMEHHbIMU cpokamu BO3
IU1s 3I0POBBIX jeTen [14, 99].

[Ipemapat LMI070 (6panamiam) u3ydajucs B pamKkax uccienoBanus ¢assl I/11
Ha nanuentax co CMA 1 Tuma nocsie nouTy ABYyXJIETHETO MepephiBa U3-3a mpodieM
¢ 0€30MMacCHOCTHIO JaHHBIX Ha )KUBOTHBIX. B 2021 r. koMmnanusa Novartis BeIlycTHa

o(uIIMATIBHOE 3as1BJIICHHUE O MPEKPAIlEHUHU UccaeqoBaHus OpaHamiama [167].
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[TockonbKy oCHOBHOU npuunHOM CMA 4BIsIeTCS TeHETUYECKas MyTalus,
npuBo/sias K norepe o6enka SMN, oueBUIHOM cTana npodsiemMa co3JaHus FTEHHOTO
npemnapara, CyTh KOTOPOTO 3akjrouaiach Obl B BBEJICHHH 30POBOM KOMUU IeHa
SMNI B opranu3M NanueHTa.

BekTopsl Ha OCHOBE aJIeHOACCOIMUPOBAHHOTO BUpyca (AAV) ctaiu ogHUM
13 HauOoyiee YacTO HCIOJb3YEMbIX IOJXO0JIOB T€HHOM Tepamuu, MpU KOTOPOM
HYKJIEMHOBBIE KHCJIOTBI BBOJATCS B KJIIETKH XO35HMHA JJIs1 3AMEHBI, TOAABIICHUS WIIH
BOCCTaHOBJICHUS reHa [91].

B 2009 roay Foust K.D. u coaBT. HapaBHE C APYTHUMHU HCCIEAOBATEIAMU
MPOJEMOHCTPUPOBAIM CUCTEMHYIO JOCTaBKYy TI'€HOB (BHYTPMBEHHO) Ha OCHOBE
aJIcHOACCOIMMPOBAHHOIO BHPYCHOro BekTopa cepotuna 9 (AAV9), xoropslii
MOXET NPOHMKaTh uepe3 reMarosHuedamuyeckuit Oapeep (I'Db) wu
TPaHCAYLIUPOBATh KIECTKA-MUIIEHH, BKJIFOYasi HEMPOHBI CIMHHOTO MO3Ta, Y MBIIIEH
u 00e3bstH [104, 218].

[lepBas ¢aza wkiumuauueckoro wuccienaoBanuss START (NCTO03421977)
npernapaTta oHaceMHOTeH abenapBoBek (panee - AVXS-101, BBoguMOro nainpueHTam
BHYTPUBEHHO, Hayanach B 2014 roay u npomosxanack S JieT.

MexaHu3M JeMCTBUSA TpenapaTa OHACEMHOTeH a0enapBOBEK OCHOBAH Ha
nocTtaBke (QyHKIMOHATBLHOTO reHa SMNI peKOMOMHAHTHBIM BEKTOPOM Ha OCHOBE
aJICHOACCOLMUPOBAHHOTO BUpyca 9-ro ceporuma. TpaHCreH MAOCTaBISETCA B
KJIETKH-MUILICHU B BUJE camMoKomIiuieMeHTapHou mouiekynsl JIHK. Dxcnpeccus
TpaHCTeHa yIPaBIsSeTCS KOHCTUTYTUBHBIM TMOPUIHBIM TPOMOTOPOM — KYPUHBIM [3-
AKTUHOM C IUTOMETAJIOBUPYCHBIM 3HXAHCEPOM, UTO MPUBOIAUT K HENPEPHIBHOU U
yCTOMYMBOM HapaOOTKE MOITHOPAa3MEPHOTO M (DYHKIMOHAIBLHO AaKTUBHOTO Oenka
SMN [28, 113, 118].

B wuccnemoBanun START, NCTO03421977, npunumanu yuactue 15
MJIQJICHIEB: 3 TMOJIydajdd HU3KYK 103y M 12 - BBICOKYIO 103y IIpemnapara
OHacEMHOIreH abmapBOoBek: Bce 15 mamueHToB goxkuwin 10 20 mecdieB 60e3
HEOOXOAUMOCTH B PECITUPATOPHON MOAACPKKE, TPH 3TOM 11 manueHToB TOCTUTIIH

MOTOPHOI'O HaBbIKa CUJACHU A oe3 MMOAACPIKKH, a ABOC JaXKEC CMOI'TIM CaMOCTOATCIBbHO
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xonutb [155, 156].. B pesynprare wuccienoBanus Oblia  mogoOpaHa
TepaneBTHYeckas Jo03a mnpemapara 2,0x10'% Br/kr (BUpYCHBIX TEHOMOB Ha
KWJIOTPaMM MaccChl TeJa).

C wnenbto oneHKH 3¢G(HEKTUBHOCTH NMPUMEHEHHS IpenapaTta OHACEMHOIEH
abernapBoBeK ObUTH MpoBeAcHbI ucciaeaoBanus 3-it pazsl STRIVE-US, STR1VE-
EU, STRIVE-AP u SPRINT (NCT03306277, NCT03461289, NCT03837184 u
NCT03505099 cootBerctBeHHO). B pesynbrate mnpoBenenuss STRIVE-US u
STRIVE-EU 44 u 59% mnanueHTOB COOTBETCTBEHHO CMOTJIM CHJAETh 0€3
MoCTOpoHHEW momoiu B TeyeHue 10 cexyHn depe3 18 mecsueB mociie Hayasa
uccienoBanus [77, 159, 185]. B oTKphITOM HCCIEI0BAaHUHW OJHOKPATHOTO B/B
BBeJicHUs oHaceMmHoreH aOemapBoBeka SPRINT, mnpoBomumoro B TedeHUE
24 mecsues, yyactBoBainu 30 nmpecuMNTOMHBIX manueHToB co CMA 1-ro tumna c 2
win 3 konusimu rena SMN2 [209].

B III ¢aze uccnenoBanus Bce MalMeHTHI K 14 Mecsiam )KuU3HU ObLIN KUBBI U
MM He TpeOoBaiach MOCTOSAHHASA pecrupaTopHas noaaepxka [207].

Ha momeHT okoHuanus ucciegoBanus 14 u3 14 manuentos (100%) ¢ 2-ms
KonusiMu reHa SMN2 AOCTUTIIM OCHOBHOW KOHEYHOM TOUKH 3((PEKTUBHOCTU —
CIIOCOOHOCTH CHJIETh 0e3 moaepkKku B TedeHue >30 cexkyHa v 11 u3 14 nanueHToB
(78,6 %) mocTturiu 3TOrO dTamna B IMpejeaax BO3pacTHOM HOPMBL. 79% malueHToB
MOTJIH CTOATH 0€3 MOANEPKKHU B TeueHue > 3 cekyHa u 50 % AOCTUTIIM 3TOTO ATarna
B MpeJieNiax BO3paCTHOU HOPMBI. 64% OCBOMIM HABBIK CAMOCTOSITEILHON X01bOBI U
36% [OCTUTIN 3TOTO 3TAla B MpeIeaaXx HOPMaJIbHOTO BO3PACTHOTO JUANa30Ha.

Taxxe Bce manueHThl ¢ 3 Komusamu TeHa SMN2 cMoriau croath 0e3
MOJICPKKU, MPUYEM HaBBIK ObLI IOCTUTHYT B MpeJieiax BO3pacTHOM HOpMBIL. Takxke
a0COJIIOTHOE OOJIBIIMHCTBO MAIMEHTOB OCBOMJIM HABBIK CAMOCTOSITEILHON XOAbObI
TaK K€ B Mpeesax Bo3pacTHOW HOpMbI [207, 208].

Hapsiny ¢ pe3yibratamu IpoBeACHHBIX KIMHUYECKUX UCCIEIOBAHUM TaHHbIE
peasbHOM KIMHUYECKOW MPAaKTUKHU TaKKE CBUACTEIBCTBYIOT, YTO PaHHEE HAyajo
Tepanuu Yy MPECUMOTOMATUYECKUX JI€Te TMO3BOJSET pa3BUBAThCS UM B

COOTBETCTBHM C BO3PACTHBIMU HOpMamH [168].
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B urone 2023 r. 6puto 3aBepiiena IlIb ¢daza knuHUueckoro uccienoBaHus
SMART (NCT04851873) nns oOueHKHM O€30MacHOCTH, IIEPEHOCUMOCTH U
3 PEeKTUBHOCTH BHYTPUBEHHOT'O BBEJICHUSI OHACEMHOT€Ha a0enapBOBEKA B TCUCHUE
52 Heaenp y MalMeHToB BecoM OT >8,5 10 <21 KT u ¢ JI0OBIM KOJIMYECTBOM KOTHUH
reHa SMN2. Y HEKOTOpBIX NAIMEHTOB OTMEUHAIMCh HS, Takue Kak MOBBIIICHUE
ypoBHEH TpaHcaMuHa3 (MPOSIBIICHHE TEMAaTOTOKCUMYHOCTH  Mpemnapara) W
TPaH3UTOpHAsT TPOMOOLMTONEHUS, KOTOphle ObUIM KynupoBaHsl [64, 65].
Uccnenoanne SMART nokazano 3p¢peKTUBHOCTD M 0€30MaCHOCTh OHACEMHOTEHA
abenapBoBeka. boublliasi 4acTh MAlMEHTOB COXpPaHWJIA WM YIy4IIia MOTOPHbIE
HaBBIKM, YTO TOBOPUT O KJIMHWUYECKOW IMOJb3€ MPOBEACHUS T€HHOM Tepanuu y
MalueHToB ¢ OboJee TsokenbiMu Tumamu CMA [195].

OTeuecTBEHHOE UCCIEI0BAaHNE APTEMBEBOM U COABT. TaK K€ IEMOHCTPUPYET
4acTOe OTCYTCTBUE KIMHUYECKUX NposiBiieHud HA [6].

B paGotax Strauss K.A. u coaBt. (2022r) yka3bIBaeTcsi, 4TO y MNAIlUEHTOB C
nporuozupyemoit CMA 1 tuna (2 xonuu resa SMN2) nipu HHULIMAIIMY TEPATUU 10
MOSIBIICHUSI CUMIITOMOB MOKET OBITh CHOPMUPOBAH HABBIK CaMOCTOSITEIBLHOTO
cugenus [207], a y manueHtoB ¢ oxuaaemMord CMA Il tuna nporHosupyercs
CIIOCOOHOCTh XOUTh 0€3 moanepxku [208].

B nacrosimuii momeHT B Poccuiickoit @eaepannu NpoaonKaroTCsl AKTUBHbBIE
HCCIIEIOBAHUS OTEUYECTBEHHBIX MpenapaToB st reHHou Tepanun CMA. Hanpumep,
kommanuss BIOCAD  mpoBoautr wuccinenoBanue ANB-004—1/BLUEBELL
«OTKpBITOE HECPABHUTEIBHOE KIMHUYECKOE HCCIEeIOBaHUE O€30MacHOCTH U
3 PEKTUBHOCTU aJEHOACCOIMUPOBAHHOTO BHPYCHOTO BeKTOpa ¢ reHoM SMN
(ANB-004 (AO «BUOKA]l», Poccust)) mpu ero OAHOKPaTHOM BHYTPUBEHHOM
BBEJICHUHU B BO3PACTAIOIIUX J03aX JETSAM CO CIMHAIbHOW MBIIIEUYHON aTpodueii»
[10]. Knunuueckoe uccnenoBanue Haxoautcs B (aze I[-1I, u ero mposenenue
mnanupyercs 10 2031 roga BkitounTensHO [21].

B 2020 romy Obw1 co3maH EBpomneiickuii KOHCEHCYC 10 T'€HHOM
3amectutenbHol Tepanuu npu CMA, oOHOBIEHHasT BepcHsi KOTOpPOro ObLia

onmyOnukoBaHa B 2024 roxy [133, 134]. [lepBas Bepcusi KOHCEHCyca BKitouana 11
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KOHCEHCYCHBIX 3asBJICHUH, B OOHOBIEHHBIN KoHceHcyc 2024 roga Takke ObLIO
no6asieHo 12-e. bosbliiast yacTh 3asBIEHUM KacaaoCch CPOKOB MHUITMALIUK U OTBETA
Ha TreHHywo Ttepanuio nanueHToB co CMA. B koncencyce ot 2020 roma, B
YaCTHOCTH, YKa3blBAJIOCh, YTO Yy CHUMIOTOMATHYECKUX MalMEHTOB Haubolee
BOKHBIMHM (DaKkTOpaMu, OMPENESIONIMMUA OTBET Ha JICYEHUE, SIBISIOTCA BO3pAcCT
ne00Ta KIMHUYECKOW KApTUHBI, MPOJOHKUTEIBLHOCTh 3a00J€BaHMUS M CTATyC
MOTOPHBIX (DYHKIIMI B HaUaJe JCYECHUSI.

B oTHOIIeHMM MNpPecUMNTOMATHYECKUX MAallMEeHTOB Haubojlee BaXXHBIM
MPOTHOCTUYECKUM (PAKTOPOM CTETECHU TSXKECTH M BO3pacta jJedroTa 3a0oJieBaHus
aBTOPBI KOHCEHCYCa ONMPEAETUIIN KOTNUECTBO KoK reHa SMN2 BBUY OTCYTCTBUS
Ipyrux OuomMapkepoB 3aboneBaHusi. Takxke ObLIIO OTMEUEHO, YTO PaHHEE Hayajo
nedyeHus (Ha MPEeCUMOTOMATUYECKOW cTaauu) OOyClaBIMBAET 3aMETHO Iy4IlIHE
KIIMHUYECKUE MCXOJIbl MO CpaBHEHHUIO ¢ Oojee MO3IHMM HayaioMm. B wuupeane
MPOMEKYTOK BPEMEHU MEXKAY YCTAaHOBJICHUEM AMArHo3a M HayajaoMm O0JIe3Hb-
MOUMUITUPYIONIEH Tepanuu He JOJDKEH NPEBBIIaTh 14 qHEl.

Takke B JaHHOM BapuaHTE€ KOHCEHCyca 0co00€ BHHMAaHUE ObUIO YAENICHO
BONPOCY NPUMEHEHHS TAHJEMHOM WJIM MOCJIEAOBATEIBHON MNaTOr€HETHYECKOU
tepanuu CMA. Bpuio 3asBi€HO, YTO HA MOMEHT NYyOJIMKallMM COIJIAIIEHUS HET
JI0CTaTOYHOU MHGOPMAIUU O TOM, YTO KOMOUHAIUs 001€3Hb-MOIUPUIUPYIOLIEH
Tepanuu (Hampumep, TeHHas Tepanusi 1 HyCUHEPCEeH) MPEBOCXOIUT KaKOU-Tu00 U3
BapUAHTOB MOHOTepanui [134].

B 2024 romy KOHCEHCYC NO T€HO3aMECTUTEIBHOW TE€panmuu CHUHAIbHOU
MBIIIEYHON aTpoduu ObLI MEPECMOTPEH BBUAY TOT0, YTO C MOMEHTA MyOIMKalUU
MePBOTO KOHCEHCYCa MOSBUINCH HOBbIE BakKHBbIE JaHHBIE: Oosiee 3700 mammeHToB
co CMA B0 BceM MUpE NOJYyYWIH JICYEHUE TTperapaToM OHACEMHOTEeH a0ernapBOBEK
[169]. YuuThiBas pacTyiiee KOJMYECTBO TO0KA3aTEIbCTB €ro 3(p(EKTUBHOCTH U
Oe3omacHOCTH, OBLITY MpeacTaBieHbl 11 0OHOBICHHBIX MOJIOKEHUHN U 1 HOBOE.

B wuwactHOocTH, B KOHceHcyce 2024 roma ObLIO OTMEUEHO, 4YTO PUCK

MOBBIIIEHUS YPOBHS MEYEHOUHBIX (DEPMEHTOB CBS3aH ¢ 00Jiee CTapIINM BO3PACTOM
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1 OoJibIlIel Maccol Tela, YTO yKa3aHO B 3apyOekHbIX uccienoBanusx [112, 175,
223].

B Koncencyce 2020 roga, BCkope mnocie oJJo0peHus npemnapara OHaCEMHOTEH
a0ermapBOBEK, aBTOPHI NPEIOKHIN OTpaHMYEHHE Macchl Tena B 13,5 kr mud
npoBeaeHUsd reHHon tepanuu y nauueHToB co CMA. B Koncencyce 2024 ropa
rpynna 3KCIEPTOB YK€ IMOAYEPKHYJIA BaXKHOCTh MPOBEACHUS WHIWBUIYaJIbHOU
OLICHKHM PHUCKA/T0JIb3bI, KOTOpasi TAKXKE YUYUTHIBAECT APYrHe€ JOCTYHHBIE BaApUAHTHI
Tepanuu. JleueHne ApyruMu 00J€3Hb-MOJUPUIUPYIONIUMU METOAAMU TEparuu
WJIU TOCENYIolee NHTPATEKAIbHOE BBEICHUE OHACEMHOTeHa abenapBOBeKa, €Cliu
HMEET MECTO IIpHUeMIIeMOe COOTHOIIEHNE d(PHEKTUBHOCTU-0€3011aCHOCTH, CIEAYET
paccMaTpuBaTh KaKk BAKHYIO AJIbTEPHATHBY.

Taxxe B nepecmorpeHHOM Koncencyce 2024 roga cpok MpUMEHEHUS TEHHOU
Tepanuu BMecTo 14 nHel MexIy yCTaHOBJICHHUEM JAMAarHo3a U HadalioM OOJe3Hb-
MoauduIMpyomel Tepanuu ObUT 0003HAYEH MEPUOIOM «as soon as possible»
BBHU/Jly TOT0, YTO Y IIpecUMIITOMaTnyeckux muaaeHues co CMA [ tuna cuMnTomsl
3a007€BaHUsl MOTYT Pa3BUThCA B TeueHHUE Heckonbkux AHel. [lanuentsl ¢ CMA 1
Tuna w/unu 2 xkonusiMu SMN2 1MOIKHBL paccMaTpUBATHCS KAaK HEOTIOXKHBIE C
MEIUIMHCKOW TOYKHU 3peHUS. TaKKe B JaHHOM BapUAHTE KOHCEHCYCa aBTOPBI CHSIN
OTpaHUYEHHE MO Becy B 13,5 kr mig gereu, moaydaroluX I€HHYH TEPanuio C
YCJIOBUEM MPOJOJDKaCHUST cOopa AaHHBIX O 0e30macHOCTH U 3PEHEKTUBHOCTH
tepanuu. B mepecmorpennbiit Koncencyc 2024 roma ObuUIo 100aBIEHO HOBOE
3asBneHue: CMA nomkHa OBITh BKIIOYEHA B IPOrpaMMbl  CKPUHUHTA
HOBOPOJXKJICHHBIX B CTpaHaX, IJe JIETKO JOCTYIICH MO KpaiiHel Mepe OJuH 00JIe3Hb-
MoaubuIMpyOMi Mmeto Jieuenus [133].

B 2021 r. poccuiickoii paboueit rpynmnoil mpakTUKYIOIIKUX Bpadyeil OblUI co3/1aH
OoTe4YeCTBEHHbIN KOHCEHCYC B OTHOILICHUWM TE€HO3aMECTUTEIIbHOM TEpanuu s
neuenuss CMA.

ABTOpaMHu OBUIM MPEAJIOKEHBI KPUTEPUU [Ji1 BbHIOOpA MAlMEHTOB JIA
MPOBEICHUA 3THONATON€HETUYECKON TEpANUK: MPECUMIITOMATUYECKUE MMAI[UCHTHI;

netu co CMA 1 Tuma B Bo3pacte 70 6 MeCsIIeB Wi TeUeHUeM 00JIe3HU He Ooiee 2
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Mmecsnes; netu co CMA I tuna B Bo3pacte 10 12 mMecsilieB U TeueHUeM 00JIE3HU HE
oonee 2 mecsues; netu co CMA Il tuna — Ha ycMOTpeHue BpaueOHOM KOMUCCUU
dbenepanbHOro JeueOHO-MPOPUIAKTUIECKOTO YUPEKIEHHUS; TOTOBHOCTh 3aKOHHBIX
MPEJICTABUTENIEN OTKA3aThCSA OT APYTOro BHIA NATON€HETUYECKOW TEPAIUH.

Koncencycom 2021 roma ObuUl BBIABMHYT 3alpeT Ha KOMOMHUPOBAHHYIO
tepanuio CMA 06051e3Hb-MOIUPUIIUPYIONIMMH TpenapaTraMmu; KpoMe TOro, ObLIOo
pekoMeH10BaHOo BKIOueHne CMA B mporpaMmy HEOHATAIBHOTO CKPUHUHTA.

B 2023 rony B P® Obu1 co3man Koncencyc B OTHONIEHUU
reHo3aMmecTuTenbHol Tepanuu 1si jgedeHus CMA (Bepcust Ne2), B KOTOpBIi
pabouasi rpynma BHecCIa HEKOTOpble U3MeHeHus [3].

Cornacno poccuiickoM koHceHcycaMm 2021 u 2023 rr., Ha TaHHBIM MOMEHT
HEJIOCTATOYHO JI0Ka3aTelbCcTB A(PPEKTUBHOCTH KOMOWHHMPOBAHHOW Tepamnuu
nanueHToB co CMA 1o CpaBHEHMIO C MOHOTEpalHeid, B CBA3M C 4YEM
KOMOMHUPOBaHHAs TEparus HE JOJDKHA MPUMEHSTHCA B PYTHHHON KIMHUYECKOU
npaktuke [3, 4].

B nexa6pe 2021 roga 3onrencma® Obuia 3apeructpuponana B PD.

B oOnoBnenHom Koucencyce P® 2023 roma oskcnepTHas TpyImma
PEKOMEHIYET HE pacCMaTpUBATh KPUTEPUU BO3pacTa HA3HAYEHHs Iperapara u
pacIIMPpUTh BO3MOXKHOCTb IPUMEHEHHS TE€HO3AMECTUTEIBHOW TEpanuud Yy
nanueHToB co CMA ¢ macco tena 1o 21 kr.

['eHo3aMecTUTENbHASA Tepamusi MOXKET ObITh Ha3HAUYe€HA NalUEHTaM C
rOMO3UTOTHOM Jenenneit rena SMNI 6e3 KIMHUYECKUX MPOSBICHUH, BBISIBIICHHBIM
B xone PHC.

Takke B OOHOBIIEGHHOM KOHCEHCYCE IO T€HHOM Tepanmuu ObLT 00CYKIEH
BOIIPOC O MPUMEHEHUU MOCHeIHENd y manueHToB ¢ 4 komusiMu reHa SMN2 6e3
KIIMHUYECKUX  TPOSBICHUM  3a00JieBaHUS, JMUarHOCTUPOBAHHBIX B  XOJI€
HEOHAaTalbHOrO CKpuHuHra [3, 7]. IlockoibKy WMeEETCs MHOrO JaHHBIX,
CBUJETEIBCTBYIOIIMUX O TOM, YTO MAIUEHTHI C 4 KonusiMu reHa SMN2 OTHOCITCA K
rpynmne pucka pazsutusi CMA u n1e0roT 3a001€BaHus Y HUX MOXKET OTMEYaThCs B

pa"HHeM aeTckom Bospacte [55, 111, 219].
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B 2023 roay BniepBbie ObLIT 00CYXkIEH BOIPOC O MOCIIEI0BATEIILHOM TepaIuu.
VYka3zaHo, 4TO y psja TalUMEHTOB C HEJOCTATOYHOU 3P(EKTUBHOCTHIO

MaTOT€HETUYECKOT0 JICUYCHUS BO3MOYKHO paCCMOTPETh 3TOT Bompoc [3].

1.4.2 MyabTHANCUMIIIMHAPHBINA OAX0/1

B coBpeMeHHBIX yCIOBHSX NPUHLMIBI JedeHus mnanueHtoB co CMA 5q
MPETEPNEBAOT CYIIECTBEHHBIC U3MEHECHUS. PEeakTHBHBIA MOAX0, OCHOBAHHBIN HA
MPUHIMIIE OKa3aHWUs MEIUIMHCKON TIIOMOIIM MpPU HAJWYAH KIWHUYECKUX
cumnToMoB CMA, n3MeHsETCA Ha MPOAKTUBHBIN, KOTJ1a MEPONPUATHS 110 JICUCHUIO
3a00neBaHusl W MNPO(QUIAKTUKE PA3BUTHUS OCJIOKHEHUM HAYMHAIOTCS €Ie Ha
JOKJIMHAYECKON cTaauu Oone3Hu. B ciegoBaHuMM JaHHOMY MOAXOAY 3aJI03KEHO
CO3/IaHUE MYJbTUAUCUUIUIMHAPHOW KOMAaH/Ibl CEUAINCTOB.

Heob6xonumo, yToObl Kaxkablid namnueHT co CMA Haxoauics noj Kypanuen
MYJIbTUIUCUUILUIMHAPHOW KOMAH/Ibl, U B 3aBUCUMOCTHU OT (DYHKIIMOHAIBHOTO KJlacca
OOJILHOTO (JIe’Kauue, CUJAIne, XOAsUUe) MOCTOSHHO MOJydall peaOuIuTallMOHHOE
JICUYCHHE, a TaKXKe MPOXOJWI KOMIUIEKCHOE oOcienoBanue He pexe 1 paza B 6-12
Mmecsies [16, 197].

[Ipu BbIMOJIHEHUU pPeaOUIUTALIMOHHBIX MeponpusTui manueHty co CMA
HEOOXOJIUMO €XeJHEeBHOe MpoBeneHue kuHesnorepanuu u JIOK (pactsxenue,
MO3UIIMOHUPOBAHUE, MOJJACpKAaHUE  MOOWJIBHOCTH, Maccax), a  TakKke
UCIOJB30BAaHUE  WHJUMBUAYAIbHO  MOJOOpPAaHHBIX  TEXHUYECKHX  CPEJICTB
peabunutanuu (TCP): opTe3oB, annapatoB, KOPCETOB, BEPTUKATU3ATOPOB, KOJISCOK
AKTHUBHOTI'O TUIIA U C 3JIEKTPONPUBOJOM, GYHKIIMOHAIBHBIE Kpeciaa u ap. [1, 25, 26,
144].

OnuuMm u3 Hambosiee BaXXKHBIX acmeKTOB BeaeHus manueHta co CMA 5q
ABJISIIOTCSL  OLIGHKAa M MOJJAEpKKa pecnupatopHod ¢yHKmuu. Baxno, u4TO
MEPOIPHUATUS N0 OYHUCTKE ABIXATEJIbHBIX MYyTEH U MX BEHTWISIIWHM MOKA3aHbI HE
TOJBKO MPU HAJIMYUU SBHBIX KJIMHUYECKUX MPOSBJICHUN, HO U Ha Oojee paHHUX
sramax 3a0oneBanus ¢ npodunakruueckon uenapto [16, 102]. I[lockonbky Yy

nanueHToB co CMA umeet Mecto aedhopManuu rpyIHON KIETKU U HEAOpPa3BUTHE
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JIETKUX, HapyIIeHHE OTKAlUIMBAaHWUS MOKPOTHI, TUIIOBEHTWISIMS BO BpeMs CHa,
BAXKHBIM aCIEKTOM BEJICHUSI OOJBHBIX SIBJISIETCS PECIIUPATOPHOE COMPOBOKIICHHUE,
KOTOPOE 3aKJII0YAETCA B PETYISIPHOM MOHUTOPHUHTE B KPOBH YPOBHEH KHUCIOPOIa U
YIJIEKUCIIOTO Ta3a, CIUPOMETPHUH, UCTIOIB30BAaHUN PYUHBIX TEXHUK OTKAIUIMBAHUS,
AMOy-Tepanuu, TMOCTypadbHOM JpEHaXe W MEePKYCCHOHHOM  Maccaxe,
OTKallUTMBAHUM C TMPUMEHEHUEM HUHCY(IIsITOpa-acnuparopa, HEUHBA3UBHOU
BeHTW UK Jierkux (HMBJI) [102]. AkTyalbHBIM TakXe SIBJISIETCS MPUMEHEHUE
MEJIMKAMEHTO3HOTO KOHTPOJS THUIEpPCaIUBAlMM W CaHalUusi U30BITOYHOTO
KOJIMYECTBA CJIOHBI C MOMOUIBIO 3JEKTPOOTCOCA; HMCKIIOUECHHE HCIOIb30BaHUS
MYKOJIUTUKOB M paHHEEe NPUMEHEHHE aHTHUOAKTEpUAJIbHON Tepanuu Mpu
pecriupatopHbix  uMHPeknusx. OaHako HE  PEKOMEHAYETCS  NPUMEHSTH
aHTUOaKTepHalbHbIe IpenapaThl C IPEBEHTUBHOM 1IE€TbI0 0€3 BUAMMBIX MOKa3aHUN
[102, 143].

Bce nmanuentst ¢ Tskenoi craaueit CMA u ¢ qucyHkuen apixaTeabHOU
MYCKYJIaTypbl JOJKHBI OBITh oOOecneueHbl amnmaparamu BiPAP-tepanuu nns
npoBenenuss HUBJI na nomy [102]. [Ipu nemoctarouno sdpdexktuBnoii HUBJI
MalnreHTaM T[oKa3aHa YCTAHOBKAa TPAaxXxE€OCTOMbI W TMPOBEACHUE WHBA3UBHOMU
BeHTUIAMY Jerkux (MBJI) [204].

B cBa3u ¢ dopmupoBanuem auchardu, ociabJIeHHEeM IepUCTaTbTUKU,
HapylIeHUEM  HBaKyallMOHHOM  (YHKIUU Kedyaka W (POpMUPOBaAHUEM
ractpoa3odaransHoro pedutokca (I'9P) y 6onbabix co CMA ¢ neprondHoCThIO |
pa3 B 6 MecsleB JOJKHBI OCYIIECTBISATHCS KOHTPOJIb OynnOapHOl (QyHKINH,
OLICHKA paboThI KETYT0YHO-KUIIIEYHOTO TpakTa, JTUETOIOTUYECKOe
COMNPOBOK/ICHHE U HYTPUTUBHAS MOACPKKA MPU HAPYIICHUH TTIOTAHUS, aCTUPallUU
ensl, nuchynkuuu XKKT (3amopsl, ractposszodaruanbubiii pediiroke, ractpocras,
aspodarusi, HapylIeHUE Beca), a TAKKE KOPPEKIUs META00IMUYECKUX HApYIICHUN
(TMIOTJIMKEMHUS, TUITOKAJIbIIEMHUs, THIOBUTAMUHO3 D) [158].

Y  namuentoB co CMA  kpaitHe HeoOxoAuMMa  CBOEBpEMEHHas
BaKIUHONpO(UIakTuKa. B TeueHuwe mepBbIX ABYX JET KU3HU BAXKHO MPOBECTU

BBEJCHUE TMpenapara MaauBu3yMada MPOTHUB PECHUPATOPHO-CUHIIUTUATIHLHOTO



50

Bupyca (PCB), BakuuiuHauuss TpPOTHB THEBMOKOKKOBBIX U TeMO(QUIbHOU
uH(ekuuii u exeroanas npodunaktuka rpunna [44, 102, 196].

Xupypruueckoe jgeyenne nauueHToB co CMA 5q, B OCHOBHOM, 3aKJII0YAETCS
B BBINOJHEHUH KOPPEKTUPYIOIIETO0 XUPYPrUYECKOTO BMEIIATENbCTBA B CBSI3U C
Pa3BUTHEM CKOJIMOTHYECKHUX Je(opMaiivii MO3BOHOYHHKA, OOJIEBBIM CHUHIPOMOM
MIPU MATOJOTUM OMOPHO-ABUTATEILHOIO annapaTa U ¢ 4YaCTbIMH NIEpeioMaMu U3-3a
BO3HMKaronero ocreonoposa [9, 30, 158].

[Ipu HapylieHUM TI0TaHUS, HATUYUU ractpo-330¢areaibHON pedIOKCHON
00JIe3HU, BBICOKOM PHCKE pPa3BUTHUS aCTIHUPALMOHHOTO CHHApPOMA, a TaKkKe
HYTPUTUBHOW  HEJOCTATOYHOCTH  pEHIaeTcs  BOMNPOC 00  YCTaHOBKE
HazoracTpajibHOro 3oHAa [164], nmubo mpoBeneHun racTtpoctomuu [46] ¢
bynnomukanueit no Hwucceny [88]. Kopmnenue mnanuentoB co CMA,
MOJYYalIIUM MHILY 4Yepe3 30HA/TaCTPOCTOMY, JOJKHO — OCYIIECTBISTHCA
CHICIUATBHBIMU CMECSIMH UIsI 3HTepanbHOro nwmtanus [158]. Takxke BaxHO
MPOBOAUTH BCEM MallMEHTaM NpO(PUIaKTUUECKUE OCMOTPBI Y Bpaya—CTOMATOJIOra.

B nocnennee Bpemsi 00JbllI0€ BHUMAHUE YACISIETCS BOIIPOCaM COIMAIbHOU
apanraiuu gereii co CMA, paHHeld WHTErpaluy MAlMEeHTOB B JOIIKOJbHBIE U
IIKOJIBHBIE YUPEXKJICHUs, TOJydeHUus uMu mpodeccur U padoThl, obecreyeHue
OO0JIbHBIX MEpaMHM COITMaNIbHOM 3ammuThI [15, 32, 198].

Takum 00pa3oM, ciMHAIbHASL MbIILIEUHAs aTpousi — TsHKeIoe 3a00JieBaHue,
XapaKTEpU3YIOIIEeCs BBICOKMM YPOBHEM HHBAIWW3ALMU WU CMEPTHOCTH.
CoBpeMmeHnHas quarHoctuka aetei co CMA 1 tumna 6asupyercs Ha F€HEeTUYECKOM
TECTUPOBAHUU, KOTOPOE TOUHO BBISBIISIET HATUYUE WM OTCYTCTBHUE 3a00JI€BaHUS U
BBICTYIIA€T OCHOBHBIM M€TOJI0M BbIsiBicHUsI CMA y maiueHToB.

Ha cerognsimiHuii 1eHb MEAMIIMHA JOCTHUIJIA 3HAYUTEIBHBIX YCIIEXOB B
tepanuu CMA. CyniecTByroT npenapaTbl NaTOTEHETHYECKON TEpaIuy, TAaKHE KaK
HYCUHEPCEH, PUCAUIIIIaM, OHACEMHOT'eH abenapBoBeK. BHeipeHne B KIIMHUYECKYIO
npaktuky PHC 3HaunTensHO moBbimaeT 3¢ (PEeKTUBHOCTh MPOBOJIUMOTO JICYEHUS

BBUJIY TOTO, YTO OHO MHPOBOJMUTCA Yy JE€TEW HA MPECUMITOMATHUYECKON CTaguu
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3abosieBanus. Takum oOpa3om, BeIsiBIeHHE nanueHToB co CMA ¢ momotisio PHC
HEO0OXO0IMMO ISl KaK MOKHO OoJiee paHHEN MHUIIMAIMU TePaIUH.

Hcnonb3yroTes MiKasbl, TO3BOJISIONINE OLIEHUThH MOTOPHBIE HABBIKU PEOCHKA,
YTO TaK K€ CIYXXUT WHIMKATOPOM MpOTrpeccUpoBaHusi 3a00J€BaHUS U
3(PEeKTUBHOCTH TEPAMHH.

[locne Ha3HaueHMs] MATOTEHETUYECKOW Tepanuu HEOOXOJUM KOHTPOJIb
JTUHAMUKHA cOCTOsiHUS peOeHka. [1ockolibKy B HacTosiee BpeMsi He pa3paboTaHbI
WHCTPYMEHTAJIbHbIE M Ja0OpAaTOPHBIE METOJIUKH, KOTOpHIE MO3BOJWIM Obl JaTh
00beKTUBHYIO OlleHKY nquHamuke CMA I tuna Ha QoHe jaedyeHus1, npeicTaBisieTcs
BAKHBIM ONpEe/ICHHEe HEeUpODU3UOTOTUUECKUX U OMOXUMHYECKUX MapKepOB
3a0oneBaHusi.  TakMMu  TEPCHEKTUBHBIMU  CTAHIAPTHBIMU  MOJXOJAMHU
npeacrasisirorea Metong DHMI™ u onpenenenue ypoHei ueneii HO B ChIBOpoTKE
KpOBH NAaUMEHTOB. Ha ceromHsmHui OeHb TakoW Meron auarHoctuku CMA 'y
JeTeld U ompeeseHUus NUHAMUKU 3a00J€BaHMs, KaK OIEHKA IO IIKajlaM, HOCST
CyOBEKTHUBHBIN XapaKTep BBHUJY TOTO, YTO OOCJE€IOBaHUE MPOBOAUTCS Pa3HBIMU
KJIIMHUITUCTAMHU, U B UX OLEHKE MOTOPHBIX (DYHKIIUIA MOTYT OTMEUAThCSI 3HAUUMbIE
norpemHocTd. IMEHHO MO3TOMY HEOOXOJIMMO CTaHAApPTU3UPOBATh KIMHUYECKUE
MOAXOJbI, BEIpA0OTATh €MHbIC MOoKa3aTedu 3(PHEKTUBHOCTH MATOrC€HETUUYECKOU
tepanuu aerer co CMA [ Ttumna, a Takke y NallMEHTOB HA MPECUMIITOMATUYECKON
cTajauu 3a00JIeBaHUs.

B nacTosimuit MOMEHT mepcneKkTUBHbIMU Ounomapkepamu CMA sBisitoTCs
oenku HelipopunamentoB (HD), koTopble SKCOpEecCUPYIOTCS B HEHpOHAX W
obHapyxuarorcs B kpoBu 1 CMK mamuenTtoB. Ha cerogusmnauii 1eHb 1aHHBIE 00
ypoBHsix H® B ceiBopoTke kpoBu m CMIK y nperer mutaamiero Bo3pacra M
MJIQJICHIIEB HEMHOTOYMCIICHHBI, U OHHM YKa3bIBAIOT, YTO MPH HEHPOHAIBHOM
noBpexaeHnn ypoeHb H® B kposu u CMIK noseimaercs [82, 153, 215]. beictpoe
CHIDKEHHE KOHIeHTpauuu H® B KpoBM y NMALMEHTOB IMOCIE MNPOBEACHHUS T'€HHOMN
Tepanuu CBUICTEILCTBYET 00 MX Ba)XHOCTHU B KauyeCTBE IIEHHOIO OHWOMapkepa
TSXKECTH 3a00JIEBaHUSI, a TAKXKE OLEHKU 3(PPEKTUBHOCTU JICUEHHUSI U TIPOTHO3A €€

pe3ynbTara.
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OHMI' Takxe SBISETCS MEPCIEKTUBHBIM METOJOM OILIEHKH JHHAMUKHU
3a0osieBanus y gerei co CMA. M3BecTHO, 4TO TaKKE MOKa3aTeNn, Kak IIoIaas M-
OTBETAa, CKOPOCTh IMPOBEACHUS, JATEHTHOCTh WM aMIUIUTyAa KOPPEIHPYIOT C
TsoKecThio 3a0osieBanust [128]. CoOTBETCTBEHHO, IOCTE MPOBEACHUS TEHHOM
Tepanmuy MpernapaToM OHACEMHOTEeH a0eMapBOBEK BaXKHO OICHUBATH BEIMYMHY
ATUX TIOKazarened B pauHamMuke. OpHako B HacTosimiee Bpemss B Poccun
OTCYTCTBYIOT BEpU(PUIIMPOBAHHBICE HOPMATUBHBIC MMOKA3aTeld CTUMYJISLIIMOHHOU
OMI' y nereit panHero Bo3pacta. IIpencraBisercs HEOOXOAUMBIM JalibHEHIIICE
ompeaeneHne pedepeHTHbIX 3HaueHud OMI' u neneit H® qis crangapTuzanuu
METOJI0OB OOBEKTHUBHON OLEHKH 3(P(EKTUBHOCTH MATOI€HETUYECKOW Tepanuu
CMA.

Takum oOGpa3zoM, ompeneneHre HOpMATUBHBIX napamerpoB OMI', ypoBHel
H® B CchIBOpOTKE KPOBH, a TaK)K€ M3yUYEHHE ITHX IMOKA3aTelIed B JUHAMUKE IMPU
CMA I tuna u y MaiyeHTOB Ha MPECUMMOTOMATUYECKOW CTaauM 3a00JIeBaHUA

ABJISIETCS AKTyaJIbHOM TPOOIEMOI COBPEMEHHON MEAUIIMHBI.
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I'/TABA 2. MATEPHAJIBI U METO/IbI

2.1 MarepuaJbl ¥ JU3aiiH UCCJIEI0BAHUSA

PabGora BeimosmHena B 2022-2025 rogax Ha 6a3ze OI'AY «HanuuoHanbHbIN
MEIUIMHCKHI HCCIENOBAaTEIbCKAN LEHTP 300pOBbS AeTei» MuUHHCTEPCTBA
3apaBooxpaHeHus: Poccuiickoit denepanvii B OTACICHHM IICUXOHEBPOJIOTUH H
Helipopeabwnutaiuu  [leHTpa JETCKOM MCHUXOHEBPOJOTHM, 3aBeaylomas —
KysenkoBa JI.M. JlupekTop LeHTpa — JOKTOP MEIMIIMHCKUX HayK, mpodeccop,
3acinyxeHHbId Bpau PO, @Oucenko Aunpeii [lerpoBuu.

HaGop nereit mpoBoauics B HAYYHO-KIMHUYECKUX noapazneneHusx OI'AY
«HMMUL] 3nopoBest aerein» MunsapaBa Poccuun: oTaeneHnn MCUXOHEBPOIOTHH U
HelipopeadmIUTaIluy EHTPa JAETCKOM IICUXOHEBPOJIOTUU, PYKOBOAUTEND - JOKTOP
MEIUIIMHCKNX  Hayk, mpodeccop KysenkoBa Jlrogmuna  MuxaiaoBHa,
KOHCYJIbTATUBHO-JUAarHOCTUYECKOM LEHTPE, H.0. TJIaBHOTO Bpaya — KaHIWAAT
MenuuuHCKuX Hayk IlerpaukoBa Mapuna CepreeBHa, a Ttakxke B LleHTpe
MexaucuuminHapHoit ctomatosnioruu u HeBpojoruu (LIMCuH), rnaBHbiil Bpau —
JOKTOp MeauIMHCKUX Hayk, npodeccop Coiixep Muxaun ['puropseBuu u I'bY
3npaBooxpaHeHuss MockoBckoil o0mactTu «BugHoBCKui nmepuHATaIbHBIA LEHTPY,
IJIaBHBIM Bpay — KaHAUAAT MeIUIMHCKNX Hayk benoycoBa Tamapa HukonaeBHa.

JlabopatopHas 4acTh MCCJEJOBaHUSA  BBHINIOJHEHA B  JlabopaTopuu
AKCIEPUMEHTAIbHOW UMMYHOJIOTUH U BUpYycoioruu tabopatopHoro otaena GI'AY
«HMUILL 3popoBbsi gerei» MunzapaBa Poccun, pyKOBOAMTENIb — JOKTOP
MeauuuHcknX Hayk CemMukuHa Enena JIeonnioBHa.

B uccnenoBanue OblI0 BKIIOYEHO 85 HEBPOJIOTMYECKH 37]0POBBIX AeTel U 79
MAIMEHTOB C YCTAHOBJIEHHBIM tuario3oM CMA.

Jln3aliH uccae0BaHus MPEICTABIICH HA PUCYHKE 2.
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Ipynna koHTpona (N=85) — | rpynna (aeTv 6e3 HeBPOAOrMYECKOWN NaToNOMMK)
1 37an (0-31 gHa — 21 (24,7%), 1-6 mecaues - 21 (24,7%), 7-12 mecaues - 22 (25,9%), 13-24 mecaues - 21
(24,7%)

|

*  OugeHKa COMATUYECKOro U HEBPOJIOTMYECKOIO CTaTyCcoB

* OueHKa no HopmaTnusam BO3

* [poBeaeHue anekTpoHenpommorpadpumn (HMT)

* OnpeapeneHue Nerkunx 7 TAXKeNbIX uenen
HelpodUIaMEHTOB B CbIBOPOTKE KPOBU

2 s1an LeTtn co CMA — ocHoBHas rpynna (N=79 uen) — Il rpynna
CMA | Tuna (N=44) CMA - npecumnTomaTUyecKas ctagua
noarpynna lia (N=35) noarpynna llb

I l

f 1 JoneueHnaus \
* OueHKa ABUraTeNbHOro cTaTyca AVHaMWKe nocne
* OQOueHKa no wKanam (CHOP-INTEND, HINE-2) wu nposeseHNs
HopmaTtmuBam BO3 | reHHol Tepanuu
* [poBeaeHune anekTpoHepomuorpadum (SHMr) (yepes 1-6 mec., 7-
* Onpegenexve NEerkux n TAXENbIX uenew 12 mec., 13-24
K HelpodUNaMeHTOB B CbIBOPOTKE KPOBU mec.) j
CpaBHUTENbHbI aHann3 ocHOBHOM rpynnbl (noarpynnsi lla v lb) n rpynnbl KoHTpoONA \
(rpynna l) no:
3 9Tan * OueHKam no wkanam (CHOP-INTEND, HINE-2) n HopmaTMBam BO3

* [apameTtpam anekTpoHeripommorpadum (SHM)
*  YPOBHAM NIETKUX U TAXKENbIX Lenei HelipodraameHTOB B CbIBOPOTKE KPOBU

I

4 sTan OueHKa 3pdeKTUBHOCTM reHHoW Tepanun y aeteit co CMA (ocHoBHas rpynna)

Pucynoxk 2. /Iu3aiiH NpOBEEHHOTO UCCIIEA0OBAHUS

UccnenoBanue BKIOYAIO B ceOs 4 drara.
I>Tam.
Ha nepBom 3Tane npoBOAWIIOCH KIMHUKO-UHCTPYMEHTAJIBHOE 00CIe0BaHNE

JeTel, BKIIOYEHHBIX B TpyIny KOHTpous (rpynna I).
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B rpynny I Bonuio 85 nereii: B Bo3pacte ot 0 go 30 nueit — 21 (24,7%), B
Bo3pacte oT 1 10 6 mecsaneB - 21 (24,7%), B Bo3pacte ot 7 g0 12 mecsies - 22
(25,9%) u B BOo3pacte ot 13 mo 24 mecsiueB - 21 (24,7%) denosek. I'enaepHoe
pacnpenaenenue cocraBuiio: 46 (54,1%) manbunkoB u 39 (45,9%) neBouexk.

VY Bcex AeTed UCCIeN0BAIUCh COMAaTUYECKUN U HEBPOJIOTMYECKUM CTaTYCHI,
OMpENENsIIUCh OCHOBHBIE 3Tambl MOTOPHOIO pPa3BUTUS C IPUMEHEHUEM
HOPMATUBHBIX MOKa3zaTenel pa3BuTua AeTed mo pexomenHgauusm BO3 (cm.
[Tpunoxxenue 1), onieHUBaNIOCH MICUXopedeBoe pazputue (1o metoauke [leTpyxuna
A.C.) [23], Bemmonusuiace DHMI™ 1 npoBouiIoCk onpeeneHue YpoBHEH JErkux u
TSDKEJIBIX 1ened Helpo(UIaMeHTOB B KPOBH.

Kpurepuu Briawuenus B I rpynmy.

e Bospacrt gereit ot 0 10 24 mecsues.

e [‘ecranoHHBIN BO3pacT HE MeHEE 37 HEAETb.

° Hanmuuwe mnoamucanHOTO — JOOPOBOJBHOTO  MHGOPMUPOBAHHOIO
corjlacusi poJMTeNIe Ha IpoBefeHUE OoOcleqOoBaHMs UX peOCHKA, BKIIOYAIOIIEE
COMATUYECKUH U IICUXOHEBPOJIOTUUYECKUM OCMOTPHI, a TAK:KE MHCTPYMEHTAJIbHBIC U
OMOXUMHUYECKHE METO/Ibl UCCIICTOBAHMUS.

Kpurtepuu uckiarouyeHus.

° I'ecranimonHbIil BO3pacT MeHee 37 Heleb.

° JleTu ¢ OTATOIIEHHBIM MTEPUHATATIBHBIM aHAMHE30M.

° Jlet ¢ HEBPOJIOTMYECKUMHU 3a00IEBAaHUSIMU.

° JleTn ¢ XpOHUYECKHUMH COMAaTHUYECKHUMHU 3a00JeBaHUSIMU KEITyT0UHO-

KHUIIIEYHOTO TPAKTA, AbIXaTEeIbHOU, CEPACUYHO-COCYIUCTON, MOUYETIOJIOBOM CUCTEM.

. JleTn B IepuoJI OCTPHIX PECITUPATOPHBIX 3a00JICBAHMIA.
. JleTn ¢ Xupyprudeckou maToJoruen
II sTan

Ha BTOpOM 3Tame ocymecTBIsIIOCh TPOCIIEKTHUBHOE HAOMIOACHUE TAIlUEHTOB
co CMA (Il rpynmna) o u mocie IpuMEeHEeHHs TeHHOM Tepanuu. B coctaB sToi

IpyIIBI BOILIO 79 neTen.
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Y Bcex mamueHTtoB auarHo3 CMA Obll yCTaHOBJIEH C MPUMEHEHUEM
MOJIEKYJIIPHO-TEHETUYECKUX METO/IOB. Brigenenue T€HOMHOM JIHK
OCYILIECTBIISUIOCH C MoMoIIsi0 Habopa peaktuBoB HiPure Blood DNA Mini Kit
(Magen, Kwurait) u MagPure Universal DNA Kit (Magen, Kurail) Ha
aBTomaTuueckux craniuax QIAcube (QIAGEN, I'epmanus), a Taxxe Auto-Pure 96
(Allsheng, Kwuraii). Ouenky kadyecTBa M KOJIMYECTBA BBIJEICHHBIX OOpa3LOB
HYKJIEUHOBBIX ~ KHCJIOT  MPOBOAWIM  MpPU  MOMOUIM  cHeKkTpodoTromepa
NanoPhotometer N60 (Implen, I'epmanusi), a Takxe Q(IYOPUMETPUUECKU C
ucrnojab30BaHueM Quryopumerpa HoBoro nokosienust Qubit 3.0 (Invitrogen, CIIA).

Hanuuue  romMo3uroTHodl — Aeneluu  JETEKTUPOBAIM C  MOMOIIBIO
kosmmuecTBeHHOM I[P B pexxume peanbHOro BpeMEHHU, MJIsl TOCTAHOBKU PEAKIIUU
ucnoas3oBain peakiumonHyto cmecb SYBR Green (EBporen, Poccus). s
aMIUTM(PUKALIIMU  UCIIONB30BAIM  aMIUTU(UKATOP C BO3MOMKHOCTBIO JI€TEKIUU
¢bnyopecueniuu CFX96 Real-Time System (Bio-rad, CIIIA). Onpenenenue uncina
kot reHoB SMN1 u SMN2 BBINOIHAIN METOAOM MYJIBTHUIUIEKCHOW JIMTa3HOU
nennou peakiuu (MLPA) ¢ ucnonszoBanueM Habopa SALSA MLPA Probemix
P021-B1 SMA (MRC Holland). Kanumnsipubiii s5ekTpodope3 HpOBOAWINA Ha
cekBeHnarope 3500XL Genetic Analyzer (Applied Biosystems, Hitachi, CILIA). [ns
aHain3a pe3ysbTaToB ucnonb3oanu nporpammy COFFALYSER.Net.

Bce netu rpynmel Il momyyunu reHHy1o TEpanuio npenapaTtoM OHACEMHOIEH
abenapBOBEK, BO3PACT MallMEHTOB HAa MOMEHT BHYTPUBEHHOI'O BBEJCHUS MO BCEU
rpynmne coctasuia 2,90 + 1,74 mecsina (95% AU 2,51 — 3,29), min - 1,00 max - 6,00.
Bce maruenTs! rpynnst [ Obutn pa3nieneHsl Ha JB€ MOATPYIIIBI B 3aBUCUMOCTH OT
Haau4yus JU0O0 OTCYTCTBUSl KIMHUYECKUX CHUMITOMOB 3a00JI€BaHHUSI K MOMEHTY
WHULIMAIMY reHHou Tepanuu. B noarpynmy Ila Bonuio 44 peGeHka ¢ KITMHUYECKUMHU
CHMITOMaMH 3a00JIeBaHUs, KOTOPOe MaHU(ECTUPOBAJIO B BO3pacTe 10 6 MecsIeB
xu3Hu (CMA 1 tuna), u3z nux osuio 22 (50%) manpuuka u 22 (50%) neBOYKH.
Cpennuii BO3pacT NAUMEHTOB A0 HWHULMALWAM TEpalWu B JAHHOW MOATPYIIIE
coctaBuia 3,61 £ 1,90 mecsueB (95% AU 3,04 — 4,19), min - 1,00, max - 7,00.

VY 22-x (50%) nereit nuarno3 CMA Obu1 BepuduiupoBan 10 BHenpeHus B PO
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PaCIIMPEHHOTO0 HEOHATAIBHOTO CKPUHHUHTA B CBSI3M C PA3BUTHUEM KIMHUYECKOUN
KapTUHBI 3a00neBanus, y 22-x (50%) naurentoB CMA Obuia BhISIBIEHA B paMKax
PaCIIMPEHHOI0 HEOHATAJIBHOTO CKPUHUHTA.

B noarpynny IIb Bouuim 35 nereil, KOTOpble Ha MOMEHT MPOBEACHUS
MaTOr€HETUYECKOTO JICUCHHS] HE UMEU KIIMHUYECKON CUMIITOMATHKU 3a00JIeBaHus
U OBUIM pacUEHEHbl KaK MalMeHThl ¢ MpecuMmnToMaTudyeckou cragueir CMA.
Cpenuuii Bo3pact feted 10 MHUIMANUK Tepanuu B noarpynne IIb cocrasun 2,0 £
0,94 mecsmen (95% AW 1,68 — 2,32), min - 1,00, max - 5,00. 'eaaepHsbIit cocTas -
20 (57,1%) manpuukoB u 15 (42,9%) neBouex.

VY manueHToB, BOLIECANINX B COCTaB rpynmsl I, ncciaenoBaicss CoMaTU4eCKun
Y HEBPOJIOTUYECKUN CTATyChl, AHATU3UPOBAJIMCh OCHOBHBIE ATAIlbl JBUTATEIBLHOIO
pa3BUTUSL C NpuUMEHEeHHeM pekomeHmamuid BO3 no 6-Tu HOpMAaTUBHBIM
MOKa3aTensiM JOCTHKEHUS 3TarnoB MOTOPHOTO pPa3BUTHUS NIE€TEH, OLICHHUBAJIUCH
MoTtopHble pyHkuu ¢ npumenenueMm mkaa CHOP-INTEND, HINE-2, HFMSE,
(cm. Ilpunoxenus 2, 3, 4), a TakKe ICHUXOPEUEBOE PA3BUTHE O CTAaHIAPTHOMU
meroguke (Ilerpyxun A.C., 2018) [23], Bemonnsusiace OHMI, a Ttakxke
OMPENEIIIUCh YPOBHU JIETKUX U TSXKEIbIX 1eniel HelpodUuiIaMeHTOB B KPOBH.

Taxxke Ha BTOPOM 3Tare MpOBOAWIACH KOMIUIEKCHAS! OLEHKA KIMHUYECKHUX,
HEUPOPHU3UOTOTUUECKHX M OMOXMMHUYECKUX TOoKazaTeiael y mamueHToB co CMA
(rpynmna II), onenka ocymiecTBsAIaCh 10 MHULMAIMK T€HHON Tepanuu U uepes 6,
12,18 u 24 mecsua nocie ee MpoBEACHUS.

Kpurepuu Briawuenus 8o Il rpynmy.

o Jletn ¢ MOATBEPAKIACHHBIM MOJIEKYJISIPHO-TEHETUYECKUMU METOJaMU

nuarno3oM CMA, paHee He MOJy4YaBIINE MaTOT€HETUYECKYIO TEPATUIO

. Bo3pact nereii HAa MOMEHT BKJIFOUECHMSI B UCCIIEIOBaHUE MeHee 6
MeCsIIIEB

o ['ecTanimoHHbIl BO3pacT HE MeHee 37 HeAEb

° Hanuumne mnoamucanHOoro m100pOBOJIRHOTO HH(POPMUPOBAHHOTO

corjacusi poAMTeNeldl Ha NpOBeAEeHHE OOCIEAOBaHMUS HUX peOEHKa, BKIIOYAIOIIEE
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COMATUYCCKUU U HCI/IXOHeBpOHOFI/I‘-IeCKI/Iﬁ OCMOTDPHEI, a4 TAKKC NHCTPYMCHTAJIbHBIC U
OMOXMMHYECKHUE MECTOJbI UCCIICIOBAHMUA.

KpnTeplm HCKJIIOYCHHUA MAIIUCHTOB.

. Bo3pact nereii HAa MOMEHT BKIIFOUEHHS B UCCIEOBAHUE cTapiie 6
MECSLIEB

o I'ecranimonHbIl Bo3pact MeHee 37 Helelb

o JleTn ¢ OTATOLIEHHBIM IEPUHATAIBHBIM aHAMHE30M.

. JleTu ¢ ApyruMu HEBPOJIOTMYECKUMU 3a00IE€BaHUSIMU.

. JleT ¢ XpOHUYECKUMU COMATUYECKUMU 3a00JIEBAaHUAMU KEITyIOUHO-

KHUIIIEYHOTO TPAKTa, JABIXaTE€IbHOM, CEPACYHO-COCYAUCTON, MOUETIONOBON CUCTEM

He cBsa3aHHbIMU co CMA.

. JleTn B miepuoJI OCTPHIX PECIIUPATOPHBIX 3a00JICBAHMIA.
. JleTn ¢ Xupypruueckoi maToJoruen
I >Tam.

Ha Tperbem 3Tame OCylIECTBIISUICSA CPAaBHUTEIBHBIN aHAIN3 KIMHUYECKUX,
HEHPOPU3NONIOrHUECKNX, OMOXMMUYECKHX IIOKa3aTelel y JAeTell u3 Tpynibl
koHtpons (rpynna I) u nmanuentoB co CMA (rpymma II). Takxke mpoBoausioch

CpPaBHEHHE MEX/y OCHOBHOM I'PYIINON U IPYNION KOHTPOJIA o HopMmaTtuBam BO3.

IV 3ram.

Ha ocHOBaHUM MOJTYYEHHBIX PE3YJIbTATOB MCCIEAOBAaHUMN, MPOBEICHHBIX HA
BTOPOM U TPEThEM 3Tamax, Ha 4eTBEpTOM ObLia orleHeHa 3(PPEKTUBHOCTh T'€HHOU
tepaun 'y gered co CMA [ tuma (moarpymma Ila) m y pgereit Ha

MpeCUMIITOMATHYECKOM cTaanu 3aboeBanus (moarpymma IIb).

2.2 MeToabl HCCJIeIOBAHMS
BceMm nersiM mpoOBOIWIICST COMAaTHYECKHUH W HEBPOJIOTMYECKUUA OCMOTPBI,

OLCHHMBAJIOCH IICUXOPCUYCBOC PA3BUTHC.
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ComMaTuyecKkuil OCMOTpP 3aAKIIOYAJICS B OIEHKE COCTOSIHHS JbIXaTEIbHOM,
CEpJICYHO-COCYIUCTOM,  NHUILNEBAPUTEIBHONW,  MOYEBBIACIUTEILHON  CUCTEM.
HeBponorudeckuii ocMOTp BKJIIOYA B ce0s UCCIeAOBaHUE (YHKIMI YEpEermHbIX
HEPBOB, JIBUTATEIbHON Cepbl, UCCIEIOBAaHUE YYBCTBUTEIBLHON, KOOPAUHATOPHOM,
BEreTaTUBHOM cdep.

N3ydyeHne mokazarenedl IMCUXOPEUYEBOr0  Pa3BUTHUS  3aKJIIOYAIOCh B
ONPEAECICHUN YPOBHEN NMCHUXUYECKOrO M pedueBoro passutus [23]. B pamkax 3T0
HCCIIEIOBAHHUS ONPEEISUINCH COLIMATbHBIC U TIOBEICHYECKUE HABBIKY JIETEN Pa3HBIX
BO3PACTHBIX FPYMIL:

. HoBopoxxneHHbIi pe0eHOK — MO3HAHUE OKPYKAIOIIET0 MUPa OCHOBAHO
Ha KOXHBIX PEAKIUAX U OLYIICHUSIX.

o 1-3 Mecsiia — NosIBJICHUE YIIBIOKH.

o 3-6 Mecs1EeB — MOSIBIICHUE YMOLUMOHAIIBHOM peaKIuy, CMEXa B OTBET HA
JACKOBOE OOpalieHrue, KOMIUIEKC 0KUBIICHUS U PaJIOCTHBIE KPUKHU.

o 6-9 Mecs1eB — peOCHOK BHUMATEIBHO CJIEINT 3a NaJatoled HTPYLIKOH,
MPOM3BOJBHO BBINIyCKasg €€ u3 pyK. OTMedaeTcs aKTUBHAas NO3HABATEIIbHAs
NEATENbHOCTb.

. 9-12 mecsneB — yracaHue KOMIUIEKCA 05KUBIICHUS, OSIBIICHUE MPOCTHIX
CJIOB, CIOKETHBIX UTpP. PEOCHOK HMCTOMHAET MPOCThIE KOMAaHAbI, OTIUYAET «CBOUX)
OT «UYXKHUX).

. C 12-tu MecsueB — aKTUBHO Pa3BUBAETCS HABBIK XOJbObI, PEOCHOK
OCO3HAHHO MEPECTYNAET YePE3 NPENATCTBHUS.

o C 1,5 rona — moapakareybHble AEUCTBHS, YCIOKHEHUE CIOKETHBIX UTP.
Haunnaet akTUBHO (pOpMUPOBATHCS YCTHAS PEYb.

[Ipu wuccienoBaHMM TICUXOPEUEBBIX HABBIKOB YUYHUTHIBAJIUCH 0OIEe
COMATUYECKOE COCTOSIHME PEOEHKA, €ro AMOIMOHANIbHBIA (POH M CIOCOOHOCTH K
KOMMYHHKALUU.

VY nereit w3 rpynmbel KoHTpousist (rpynmna [) olieHKa MOTOPHOTO pPa3BUTHS
OCYWIECTBIISIACh TOJBKO € MNOpUMEeHeHueM pekomeHgauuid BO3 no 6-tu

HOPMATUBHBIM IIOKA3aTC/IAM HOOCTHXKCHHA J3TallOB MOTOPHOI'O pPA3BUTHUA I[CTGI)’II
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cufieHue 0e3 MOJACPKKH, CTOSHHE C TMOAACPKKOM, MOJI3aHUE, XOXKICHUE C
MOACPKKOM, CaMOCTOSITEIbHOE CTOSIHHE O€3 MOJJIEPKKHU, CaMOCTOSITeIbHAs
x011p0a.

Y  mammentoB co CMA (rpynna II) nBuratensHbie  (yHKIUU
aHAJM3UPOBAINCH HA OCHOBAaHWU MPUMEHEHHUS IKAJI OLICHKU MOTOPHBIX (DYHKIIUA,
BHIOOp IIIKajdbl OCYIIECTBJISUICS C Y4YE€TOM BO3pacTa M YPOBHS pa3BUTHUSA
nBurarenbHbix Gynkiui [16, 20, 29, 110]:

. [xana HINE-2 - mkana riobaibHbIX MOTOPHBIX HaBBIKOB. /laHHas
IIKaJia BKJIOYAET B ce0sl 8§ MYHKTOB: YyJIEpKaHUE TOJIOBBI, CIIOCOOHOCTh CHUJETh,
CO3HATEJIbHBIN 3aXBaT, CHOCOOHOCTH OPBIKATHCS (B MOJIOKEHUH JIeKa), CHOCOOHOCTh
MepEeBOPAYUBATHCS, CIIOCOOHOCTh IMOJ3aTh, CIOCOOHOCTH CTOSITh, CHOCOOHOCTH
xoauThk. [IpumeHnsieTcd y nereit B Bo3pacte oT 2-X 10 24-X MECALEB, MAKCUMaJIbHOE
KOJIMYECTBO 0asioB - 26 (cm. [lpunoxenue 4).

° [Ixama CHOP-INTEND — tecT netckoit 6onpHUIB PrtaaenbOuu s
OLICHKH JIBUTATENbHBIX (YHKIUNA TMpPU HEUPOMBINICUYHBIX 3a00J€BaHUIX Y
HOBOpPOXIEHHBIX. [IpuMensiercss y nered n0 2-JIETHErO0 BO3pacTa, a TaKXKe y
nanueHToB co CMA [ Tuna ¢yHKIMOHANBHOTO Kiacca «non sitting». Illkana
COCTOMT U3 16-TH MyHKTOB, KaXJbIi MOTOPHBIN HABBIK OLICHUBAETCS IO IIKaJie oT ()
10 4-x 6amios, rae 0 — oTCyTCTBHE OTBETa, a 4 — MOJIHBINA OTBET. MaKcCHUMaIbHBIN
Oamn oneHku — 64 (cm. [lpunoxenue 2).

° [lIxana HFMSE - mikana OlEHKHM MOTOPHBIX (YHKIUN OOJBHUIIBI
XammepcMut.  SIBasieTcss  YTBEPKICHHBIM ~ HMHCTPYMEHTOM  JiJIsl  OLICHKH
ABUraTeNbHOM (QyHKUMU y nereid u B3pociasix ¢ CMA I u III tunos, a Takxke y
nanueHToB co CMA 1 Tuna QyHKIMOHAJIBHOTO Kiacca «sitting». PacmmpenHas
IKaJia COCTOUT U3 33-X MyHKTOB (paclIMpeHHas 1IKaja), MaKCUMaJIbHBIN 0ami — 66
(cm. ITpunoxenue 3).

. Pexomennannu BO3 o 6-Tu HOpMaTUBHBIM MOKA3aTEIAM TOCTHXKEHUS
ATAllOB MOTOPHOTO pa3BUTHUSL JAETed: cujeHHe O0e3 MNOAJEPKKH, CTOSHHE C
MOICPKKOM, TI0JI3aHUE, X0KICHUE C MOAEPKKON, CAMOCTOSATENIbHOE CTOSIHUE 0e3

MOJICPKKHU, caMOCTOsITeIbHast Xoap0a (cM. [Tpunoxenue 1).
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Ha naGopaTtopHoMm »3Tame y Bcex JeTed, BKIIOUEHHBIX B HUCCJEIOBAHUE,
MeTOoJI0M UMMYyHOpepMeHTHOro ananu3a (MDA) Obutn ncciieJoBaHbl YPOBHU Ienel
HelipoduiaMeHTOB (JIETKUE U TSAKETbIE).

3ab0p KpOBU [IJIsi UCCIEIOBAHUS OCYLIECTBIISUICS B CTPOTO OTPaHUYEHHOM
KOJIMYecTBe u3 Nepudepuyeckux BEH, MOCIE OIEHKHM COMAaTHYECKOro cTaryca
pebeHKa, a TakKe y4YUThIBas Maccy Tejia MainueHTa. 3a00p MPOBOJUIICS TOJBKO
nocjiae  MoiaydyeHuss HUHPOPMUPOBAHHOIO  COTJIACHUSI  POJAMTEINICH/3aKOHHBIX
npecTaBUTeNie peOeHKa.

KonuenTpaiuio HelipopriiaMeHTOB B CHIBOPOTKE KPOBH (IIT/MJT) OIpEeIIsIn
METOJIOM HUMMYHO(EPMEHTHOTO aHaiu3a C NPUMEHEHHEM CIIEIYIOMNUX HaOOpOB
PEaKTUBOB: Ui onpejeneHus: nporenHa Heipodunamenta 68 kDa (Neurofilament
triplet L protein) «kELISA Kit for Neurofilament, Light Polypeptide (NEFL)»;
npoteuHa Helipopunamenta 200 kDa (Neurofilament triplet H protein) «ELISA Kit
for Neurofilament, Heavy Polypeptide (NEFH)», npousoactsa Cloud-Clone Corp
(Kuraiickass Haponnast Pecnybnuka) ¢ ucmnosib3oBaHueM oOopynoBanus «Tecan
AustriaSunrise» u «Tecan Austria HydroFlex» (ABctpus).

[Ipu uHCTpyMEHTaNbHOM HccienoBaHuu mnpooawiace OHMI' B oGnactu
MOBEPXHOCTHU JIOKTEBOT'O HEPBA, TaK k€ MOCJE MOJTyYeHUs] UHPOPMUPOBAHHOIO
corjlacusi poJuTeseii/3aKOHHbBIX IpeicTaBUTeNel peOeHKa.

OHMI BBINONHAIOCH C MOMOIIBI0 2-KaHAJIBLHOTO 3JeKTpoHeHpoMuorpada
«Helipo-MBII-Mukpo» ¢  HUCHOJB30BaHUEM  CTAaHJAPTHBIX  OUMOJISIPHBIX
OIHOPA30BBIX  HAKOXHBIX  AJMEKTPOoAOB.  OCyHIECTBISJIOCH  TECTUPOBAHUE
JIBUTATENIbHBIX BOJIOKOH JIOKTEBOTO HEpBa JAETEH, MPU 3TOM PETUCTPUPYIOLIUN
aneKTpoA pacnonaraics Haj hypothenar B 061acTi NpoeKIMK MBI, OTBOISAIIEH
5-i manen KucTtH, pedepeHTHBIM ANEKTpoA — Ha 2-i1 Qamanre 5-ro manbla.
DneKTpuYecKas CTUMYJISILNS IPOBOAUIACH B 00JIACTH MPOEKIIUHU JIOKTEBOTO HEPBA
1 cM npokcuManbHee 3amsCThs B HUKHEN TPETH 10 BHYTPEHHEMY KParo MpeIieybs
(1 Touka) u B o6sacTu JNOKTS (2 TOYKA). ITO MO3BOJUIO OMPEACIUTH OCHOBHbBIC

mapamMCTpbl HCraTUBHOI'O ITMKA AUCTAJIBHOI'O M-otBeTa (HpH CTUMYJISIIIUU B HGpBOfI



62

TOYKE) — JIAaTEHTHOCTh, aMIUIUTYJy W IUIOLaJb, a Takxke paccuutath CPB mo
JBUTATEIbHBIM BOJIOKHAM AUCTAIIBHOM YaCTH JIOKTEBOTO HEPBA — HA MPEAIIEYBE.

VY manuenrtoB rpynnsl II nccnenoBanns DHMIY, ypoBueit HO, onenka no
IKajaaM JABUTaTEIbHOTO Pa3BUTHS MPOBOAUINCH B IUHAMUKE uepe3 6, 12, 18 u 24
Mecsna.

Ha ocHOBaHMM CTaTHUCTHUYECKOIO aHalu3a MOJYYEHHBIX PEe3yJIbTaTOB ObLIU
BBINOJIHEHBI OCHOBHBIE 3aJ1a4l UCCIEIOBAHUSA, a TAKKE ONPEAEIIEHBI MTPEIUKTOPHI
3 PeKkTUBHOCTU MAaTOTeHETHYECKOU Tepanuu y nereid co CMA (nanuentsi co CMA

I TMna u nauueHTsl ¢ npecuMnTomMaTuyeckout craaueit CMA).

2.3. MeToabl CTATHCTHYECKOI 00PpA00TKH MOJYYEHHBIX Pe3yJbTATOB

CratucTUYECKHII aHamu3 NPOBOJWIICS C HCIOJIB30BAaHUEM MPOrpaMMBbl
StatTech v. 4.8.0 (pa3padotunk - OOO "Crattex", Poccus).

KonuuecTBeHHbIE MOKa3aTENU OIECHUBAIUCh HAa MPEAMET COOTBETCTBUS
HOPMaJIbHOMY pacupenesieHHIo ¢ moMoIisio kputepus Lllanupo-Yunka (npu uncie
uccnenyembix Menee 50) wnm kputepus Komnmoropoa-CmupHoBa (Ipu uwuciie
uccnenyembix oonee 50).

KonuuecTBeHHbIE MOKa3aTeNnW, BBIOOPOUHOE pacIpeeieHue KOTOPhIX
COOTBETCTBOBAJIO  HOPMaJIbHOMY,  OINHUCHIBAINCH C  TMOMOUIBIO  CPEHUX
apupmernueckux BeauuuH (M) u ctaHgapTHbiX oTkiIoHeHuU (SD). B kauecTBe
MEpBbI PENPE3CHTATUBHOCTU ISl CPEIHUX 3HAYCHUN YKA3bIBAIMCH rpaHUIbl 95%
noBeputenabHoro uHtepBana (95% JIM). B cimydae OTCyTCTBHUSI HOPMAJIbHOIO
pacripefielieHus: KOJIMYECTBEHHbIE JaHHbIE OMUCHIBAIIMCH C TOMOINbIO MEIHAHBI
(Me) u HuxHero u BepxHero kBaptuieit (Q1 — Q3).

KareropuanbHble aHHBIE ONMUCHIBAIKCH C YKa3aHUEM a0COTIOTHBIX 3HAUCHU N
(n) 1 mporieHTHBIX o€ (%).

CpaBHeHUE ABYX TPYII MO KOIUYECTBEHHOMY MOKA3aTENI0, pacipeaeicHue
KOTOPOTO B Ka)XJI0il M3 TPyNIl COOTBETCTBOBAJIIO HOPMAJIBHOMY, IPU HEPABHBIX

JUCTIEPCUAX BBIMOJHAIOCH C TOMOIIBIO t-KpuTepus Yanua. CpaBHEHHUE ABYX TPYII
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M0 KOJIMYECTBEHHOMY IIOKAa3aTello, paclpeeiieHue KOTOPOro OTJIMYAOCh OT
HOPMAJIBHOTO, BBIMOJIHAIOCH ¢ MoMombto U-kputrepuss MaHnHa-Y UTHHU.

CpaBHeHue Tpex u Oosiee Tpynnm MO KOJIMYECTBEHHOMY IOKa3aTeilo,
pacrpeielieHue KOTOPOro B KaXKJI0W M3 Tpynl COOTBETCTBOBAJIO HOPMAalIbHOMY,
BBITIOJHSAJIOCH € MOMOIIBIO  OJHO(AKTOPHOTO  JUCIEPCUOHHOIO  aHaJIu3a,
aroCTEPUOPHbBIC CPABHEHUSI MPOBOAMWINCH C TOMOIbIO KpuTepusi Twioku (mpu
YCJIOBUU paBeHCTBA aucnepcuit), kputepus ['eiiMca-Xaysnna (Ipu HEpaBHBIX
nucniepcusix). CpaBHeHHE Tpex U 0oJiee TPYII M0 KOJUYECTBEHHOMY MOKa3aTelto,
pacrpeiesieHue KOTOporo OTian4yaioch OT HOPMAIbHOTO, BBIOIHSIIOCH C TOMONIBIO
kpurtepust Kpackena-¥Yomiunca, anoctrepuopHbie CpaBHEHUS — C TOMOIIbIO KPUTEPUS
JlanHa ¢ monpaBkor XoJMa.

B cBs3u ¢ Tem, 4TO 3HaUeHUs1 OOJIBIIMHCTBA MOKAa3aTelel HE MOJUUHSIUCH
HOPMaJIbHOMY PaCIpeeICHUIO0, HAMPABICHUE U TECHOTA KOPPESLMOHHOW CBSI3U
MEXJy JABYMSI KOJWYECTBEHHBIMU TOKa3aTEISIMU OLEHUBAJIUCh C MOMOIIBIO
kod(pdunnenta panrooit koppemsiiuu Crnupmena. Koadduuuent koppensiuu
HHTEepHpeTHpoBaics mo mkane Yemmoka: 0,1-0,3 — cmadsiii; 0,3-0,5 — ymMepeHHBIIH;
0,5-0,7 — 3ametHbIit; 00iiee 0,7 — BLICOKHUH.

Paznuuus cuuTanuch CTAaTUCTAYECKU 3HaYUMbIMU Tipu p < 0,05.
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IVTIABA 3. KIMHUYECKAS, UHCTPYMEHTAJIBHAA U
JABOPATOPHAS OLIEHKA JETEM, BKIIOUEHHBIX B I'PYIIITY
KOHTPOJIA (I'PYIIIIA I)

3.1 Kiimnuyeckasi OlleHKA JeTel, BKIIYEHHbIX B IPYNIy KOHTPOJISA

Pe3ynbrarsl 1aBbl OMyOJIMKOBAaHBI B CTaThbsix «HopmaruBHBIE MoOKazarenu
CTUMYIISIIMOHHON  »nekTpoMmuorpaduu y JAeTeil  paHHEro Bo3pacTa» U
«HopMaruBHBIE TOKa3aTeld CTUMYJISLIMOHHOW 3JEKTpoMuorpapuu y nereu
panHero Bo3pactay [38].

B uccrnenoBanue ObUIM BKJIIOYEHBI 85 HEBPOJOTHMYECKH 3I0POBBIX JETEH,
KOTOphlE BONUIM B rpynny KoHTpois (rpymma [). T'enmepHoe pacnpeneneHue
coctaBuiio: 46 (54,1%) manpunkoB u 39 (45,9%) neouek. Ilokazarenu Bo3pacra B
ATOM TrpyIie COOTBETCTBOBAIM HOPMAJbHOMY PACHpPEEICHUIO U OMUCHIBAIUCH C
MOMOIIBIO CpeIHUX aprupMeThuecKuX BeauduH (M) U CTaHAAPTHBIX OTKIOHEHUU
(SD). B kauectBe Mephl pernpe3eHTaTUBHOCTH AJIsl CPETHUX 3HAYECHUN YKa3bIBAJIUCH
rpanuisl 95% noseputensHoro uHTepBana (95% JAN). OnucarenbHasi cTaTUCTUKA
KOJINYECTBEHHBIX MEPEMEHHBIX BO3PACcTa BKJIIOYEHHBIX B IPYMIy KOHTPOJIS JeTel

npescTaBieHa B Tadmuie 1.

Tabnuua 1 - Pactipenenenue mo Bo3pacty AeTel, BKIIOUEHHBIX B TPYIIITY KOHTPOJIS

Bo3zpactasie

KaTeropuu M+ SD 95% N n Min max
(mec)

1o 1 mec 0,31 +0,28 0,18 —0,44 21 0,07 0,95
1-6 mec 3,05+ 1,69 2,28 —3,82 21 1,00 6,00
7-12 mec 9,55+ 1,97 8,67 — 10,42 22 7,00 12,00
13-24 mec 17,19+2,93 15,86 — 18,52 | 21 13,00 23,00
Bospact no

BECHIPYINIE 7 55 4 6,79 6,08 — 9,01 85 0,07 23,00
CpaBHEHHS

(mec)

Kaxnapiii u3 85 nereil, BKIIOYEHHBIX B TPYIINY KOHTPOJSA, IOJTHOCTHIO

COOTBCTCTBOBAJI KPUTCPUAM BKIIIOYCHHA 1 UCKIIOUYCHUA B IaHHOC UCCIICAOBAHUC. To
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€CTh, BCE JIETU 3TOM IPYIIIBI HA MOMEHT POXKICHUS UMEIU I'€CTALMOHHBIN BO3pPaCT
or 37 wuemenp a0 40 wHemenb OEPEMEHHOCTH, HE WMEIU OTATOIIEHHOTO
nepuHaTalbHOro aHamHe3a (oneHka no mkaie APGAR mnipu poxaenun 8 6aioB u
Bobile; Bec 2400 rpamMm u Oosiee; 0e3 MpU3HAKOB aCUKCUU W/WIM TUIIOKCUU;, HE
TpeOyroniue mepeBoja B OTICICHUE pPEaHMMallid W WHTCHCUBHOW Teparvu; He
MMEIOIME BHUIMMBIX IIOPOKOB pa3BUTHS, HE TpeOylolhe SKCTPEHHOTO WIIH
MJIAHOBOT'O XUPYPIUUECKOTO JICUECHUSI B PAHHEM BO3PACTE).

Bce netu 10 BKJIIOYEHHS B TPYIITY KOHTPOJIS OCMATPUBAIUCH MTEIUATPOM IS
UCKJIIOYCHUSI COMATMYECKUX 3a00JIEBaHUN  JKETYJOYHO-KUILIIEYHOTO TpPaKTa,
JbIXAaTeIIbHOM, CEPACYHO-COCYAUCTON U MOUYETIOJIOBOM CUCTEM.

JIns OLEHKM JABUTaTeNIbHOTO, IMCUXWUYECKOrO, IMPEIPEYEBOr0 U PEUYEBOIO
Pa3BUTHS BCE JIETH IPYNIBI KOHTPOJISL OCMATPHUBAIIMCH HEBPOJIOTOM 10 CTAHAAPTHOMN
MeTonuke [23].

[etn, TectupoBanubie B Bo3pacte oT 0 1o 30 gHel, npu HEBPOJIOTUYECKOM
OCMOTpPE HE MMEIH OOIIEMO3rOBbIX WM MEHUHITEATbHBIX CUMITOMOB, MAaTOJIOTUU
YEepenHbIX HEPBOB, M3MEHEHUN MBIIIEYHOTO TOHYCA, TMOBBIIICHUS WU
CHUKEHUSI/OTCYTCTBUSL CYXOXKHUIBHBIX peduiekcoB. Y KaxAoro peOeHKa Mpu
OCMOTpE OIpPEICISUINCh peduieKChl HOBOpOXKAeHHOTO. [Ipm OompcTBOBaHMH B
MOJIOXKEHUU JieKa Ha CIUHE y BCEX JIeTe Habmrofanach CIIOHTAHHAs XaOTHYHAas
JIBUTATEIbHAS AKTUBHOCTh BEPXHUMHU U HIDKHUMU KOHEYHOCTSIMH.

[ns nerert B Bo3pacte oT 1 10 6 MecsueB NMpu HEBPOJIOTHYECKOM OCMOTpPE
OBLIO XapaKTePHO OTCYTCTBUE OOIIEMO3TOBBIX MJIM MEHHHI€AIbHBIX CUMITOMOB,
MaTOJIOTUU YEPEMHBIX HEPBOB, U3BMEHEHUU MBIIIEYHOTO TOHYCA, MOBBIIICHUS HIH
CHUIKEHUSI/OTCYTCTBUSL CYXOXWIbHBIX pedrekcoB. BonbmMHCTBO pedriekcoB
HOBOPOXJIEHHOTO OBLIO PEIYLIUPOBAHO K BO3PACTY 2-X MECSAIIEB; J1aJOHHO-POTOBOM
pedrekc, CUMMETpUUYHBIA U ACUMMETPHUUYHBIA IMICHHBIM TOHHYECKHE PEQIICKCHI,
pednekcsl ['ananta u [lepeca nmonBepranuch peayKiuu K 4-M MecsiaMm xu3Hu. [lpu
0O0PCTBOBAHUH B MMOJIOKEHUH JIE)Ka HA CIIMHE U HA )KMBOTE y BCEX JIETEe OTMEUanach
aZicKkBaTHasl JBUTaTEIbHAs AKTUBHOCTh BEPXHHUMHM M HUKHUMH KOHEUHOCTSIMU Y

BCEX JETeH ompeaessuIuch (UKcalus B30opa K Bo3pacTy 1 mecsia u ciaeKeHHue 3a
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JIBIDKYIITUMCSI IPEIMETOM K 2-M MecsIaM; ¢ 2-X MecsIiieB Bce aetu 6onee 10 cekyHa
J€pAKaJd TOJIOBY B MOJIOKEHHM Ha JKUBOTE; K 4-M MecsllaM IpyNIUpPOBAIUCH MPH
npo0Oe Ha TPaKIHUIO; K 5-M MecsllaM MepeBOopaurBaInuCh Ha *KUBOT. B Bo3pacte 3
MECSIEB Yy KaxAoro peOeHKa HToM rpynmnbsl OblT CHOPMUPOBAH KOMILIEKC
O’KUBJICHHS] Ha SMOILIMOHAIILHOE OOIIIEHUE U 3JIEMEHTHI T'YJICHHUSI, YTO YKa3bIBaJIO Ha
aJIcKBaTHOE Pa3BUTHE KOMMYHHUKATUBHBIX U KOTHUTUBHBIX (DYHKIIUM.

Jletn, TeCTUpOBaHHBIE B BO3pacTe OT 7 10 12 mecsueB, Ipu HEBPOIOTUYECKOM
OCMOTpPE HE MMEIH OOIIEMO3rOBBIX UM MEHUHIEAJIbHBIX CUMIITOMOB, MMaTOJIOTUU
YEpENHbIX HEPBOB, M3MEHEHHU MBIIIEUHOTO TOHYCA, T[OBBIMIEHUS  WIIH
CHUKEHUSI/OTCYTCTBUSL CYXOKUJIbHBIX peQUIeKCOB. J[BUTaTelbHOE pa3BUTHE BCEX
JETe W3 TPyNIbl KOHTPOJISI COOTBETCTBOBAJIO JTalaM pPa3BUTHS CONIACHO
kputepusiMm BO3: B ananasone ot 4-x 10 9-Tu Mecs1eB Kax bl peOCHOK MOT CUJIETh
0e3 omopkl, B Auana3oHe OT 5-Tu A0 11-Tu MecsieB — CTOSITh C MOIACPKKOU, B
auara3zoHe oT 5,5 no 13-Ttu MecdleB — noyi3aTh Ha YETBEPEHBKAX, B JUAIMIA30HE OT
6,5 no 13,5 MecA1eB — XOIUTH C MOAAECPKKOM. Bece netn rpynmnbsl KOHTPOJIS UMEINH
HOPMaJIbHOE Pa3BUTHE MCUXUYECKUX U MPEAPEUeBBIX (PYHKIUN: K 8-MH Mecsam
oTMeuanach yeTkas nuddepeHnmanus «CBOH-1yKoi» 1 nosiBjaeHue jenera, Kk 10-tu
MecsillaM — TMpeIMETHass JeATEeNbHOCTh, MAHUITYISIUS C OpeaMeramu, K 12-tu
MecsilaM — MOHUMAaHUE OTJEIbHBIX OOpaIIEHHBIX CJIOB U CBOETO UMEHH.

VY nmereil, OCMOTpEHHBIX B Bo3pacte 13-24 MecsneB, Takke OTCYTCTBOBAJIN
0O0I111eMO3TrOBbI€ WJIM MEHUHI€aJIbHbIE CHUMITOMBI, MAaTOJOTHUS YEPEIHBIX HEPBOB,
W3MEHEHHUSI ~ MBIIIEYHOTO TOHyCa, HE HAOII0AaloCh  MOBBIIIEHUE WU
CHUKEHUE/OTCYTCTBUE CYXOXHUJIBHBIX peQIieKCoB. J[BUraTelbHOE pa3BUTHUE BCEX
J€TEe COOTBETCTBOBAJIO ATanaM pa3BuThs no kpurepusm BO3: B nuanasone or 7-
MH 710 17-TH Mecs1eB KaXIblii peOCHOK MOT CTOATh CaMOCTOATENRHO HE MeHee 10
CEKYH/]I; B IMamna3oHe oT 8-Mu 710 17,5 mecsieB *KuU3HU — XOuTh 0e3 onopsl. Bee
JIETU 3TOM TPyl UMEIU HOPMAJIbHOE Pa3BUTHE KOMMYHUKATUBHBIX, KOTHUTUBHBIX
1 TpeapedeBhIX (PYHKIHMN — MOHUMAaHUE MPOCTOM OOpaIlleHHON pedH; aKTUBHBIN
IIOUCK KOHTAaKTa C OKPYXAIOUIMMH; OHKCOPECCHBHAS PEYb COOTBETCTBOBAJIA

BO3pacTHOU HOpMeE [23].
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3.2 DaekTpoHelipoMuorpauieckas OeHKa aeTeil, BKIIYEHHbIX B
rpyniny KOHTPOJIs

Bcem 85 HeBposOrm4ecku 370pOBBIM JIETAM W3 TPYIIbl KOHTPOJS ObLIO
MPOBEICHO cTUMYJAIMOHHOe OMI'  wuccinegoBaHwe  JIOKTEBOIO HEpBa €
peructpamuei M-oTBeTa C  MBIIIIBI, OTBOASIMICH MSATHIM Majell KUCTH.
Onpenensiucy AWCTaldbHAsE JATEHTHOCTh M-O0TBeTa, aMIUIUTya W IUIOLIA[b
HETaTUBHOTO NHKa M-0TBeTa, MOJYYEHHOTO NP AIIEKTPUUYECKON CTUMYISIUU
JIOKTEBOTO HEpBa B OO0JIACTH 3amsiCThsl, a TaK¥Ke€ CKOPOCTb pPacHpoOCTpaHEHUs
B030yx1eaus (CPB) 1o 1okTeBOMY HEPBY Ha YPOBHE MPEATIICYBS.

Hecmotpst Ha TO, UTO MOJIyYEHHBIE JJAHHBIE B TPYMIE KOHTPOJIS JIJIsl KaXKI0r0o
napaMeTpa MOJYMHSIIUCh HOPMAJIBLHOMY PacHpeeieHUI0, OHU OMUCHIBAIINCH MPHU
nomoIu 3HaueHud Menuanbl (Me), HuxkHero u BepxHero kpapruien (Q1-Q3),
MUHHMYMa (min) 1 MakcuMymMa (max). 3To ObUIO CBSI3aHO C TE€M, YTO MOTYUYECHHbIC
pe3yJbTaThl B JAJIBHEUIIIEM CPaBHUBAJIUCH C JaHHBIMM HamueHToB co CMA, rue
3HaueHUsI OOJBIIMHCTBA TMokazarened OMI He NOAYMHSIUCH HOPMAJIbHOMY
pacnpeneseHuro.

OcHOBHBIE TapamMeTpbl M-0TBETa MBIIILBI, OTBOASIICH MATHIM MAJIEl] KUCTH
MIPU JEKTPUUECKON CTUMYIISIIUU JOKTEBOTO HEpBa B obnactu 3amniacths 1 CPB no
JIBUTATEIbHBIM BOJIOKHAM JIOKTEBOTO HEpBAa Ha MpEAIUiedbe MNPE/ICTABICHBI B
Tabnune 2.

B rpynne xoHTponsi Oblla BBISBICHA OTYETIIMBAs JUHAMHUKA TPU OICHKE
aMIUTATYAbl ¥ IUIOLIAQM HETaTUBHOTO MHKa M-0TBeTa, MOJYYEHHOrO IMpHU
AIIEKTPUYECKON CTUMYIISIIIUU JIOKTEBOIO HEpPBa B JIUCTAIBHOM TOYKE B 00JACTU
3aMsiCThsl — MUHUMAaJIbHBIE 3HAYEHUS HAOII0IalICh B BOo3pacTe JieTeit 10 1 mecdia,
3aTeM OMpEeAe/sUIOCh Hanbojee pe3Koe IOBBINICHHWE 3HAYeHW B Bo3pacte 1-6
MeCSIIEB U 3aTeM 0oJiee MEJIEHHOE, HO TaK)Ke 3HAYMMOE MOBBIIIEHHUE MOKa3aTenen

B BO3PACTHBIX nepuoaax 7-12 mecsueB u 13-24 Mecs1eB KU3HU.
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Tabmuna 2 - 3HaUYeHUS aMIUIMTY/bI, IJIOIIAAH, JATEHTHOCTH M-OTBETa MBIIIIIHI,
OTBOJISIIECH MATHINA Majell KUCTH, U CKOPOCTH PaCIpOCTpPaHECHHUsS BO30YKICHUS 110

JIOKTEBOMY HEPBY B 00JaCTH MPEAIUICUbs Y JE€TEl IPYIIbl KOHTPOJIS

Bozpacr (rpynma)
Hokasaresm | Kareropum P
Me Q1 - Q3 N
1o 1 mec 1,80 1,40 — 2,40 21 | <0,001*
1-6 mec 5,20 4,20 — 5,80 21 P1-6 mec — 1o 1 mec < 07001
Amnnuryaa
7-12 mec 5,85 5,53 — 7,25 22 P7-12 mec — 10 1 mec < 07001
M-otBera (MB)
P13-24 mec — 10 1 mec < 0,00I
13-24 mec 6,50 6,00 — 6,90 21
P13-24 mec - 1-6 mec — 0,014
1o 1 mec 3,90 3,30-4,30 21 <0,001*
HHOIl[aZ[B 1_6 Mee 9’10 7’90 N IO’OO 21 p1-6 mec — 10 1 mec — 0,001
M-oTBeTa 7-12 mec 11,35 9,43 - 12,53 22 P7-12 wec — 50 1 mec <07001
(MC*MB) p13-24 Mec — 10 1 mec < 07001
13-24 mec 13,60 10,40 — 15,20 21
P13-24 mec - 1-6 mec — 0,002
1o 1 mec 2,80 2,60 —3,20 21 | <0,001%*
HHCTaTIBHaﬁ 1-6 mec 2,20 2,00 — 2,40 21 P1-6 mec — 10 1 mec < OaOOI
JIATEHTHOCTH 7-12 mec 1,95 1,90 — 2,08 22 | P7-12 mec - 20 1 mec < 0,001
M-otBera (Mc) P13-24 mec — 110 1 mec <0,001
13-24 mec 2,10 2,00 -2,30 21
P7-12 mec — 1-6 mec = 0,030
1o 1 mec 23,00 20,80 — 26,90 21 | <0,001%*
1-6 mec 37,20 33,50 — 41,30 21 P1-6 mec — o 1 Mec = 03007
7-12 mec 46,85 45,82 — 52,38 22 P7-12 mec — 0 1 mec < 05001
CPB (m/c)
P13-24 mec — 10 1 mec < 0,001
13-24 mec 53,30 50,90 — 55,30 21 | P12 sec - 16 mec = 0,005
P13-24 mec — 1-6 mec < 0,001

* — paznuums 1okazaresier ctarTuctTudecky 3HauuMebl (p < 0,05)

CPB — cxopocTh pacnpocTpaHeHHUsI BO30YKICHUS

Cxonnasi nuHaMHiKa ObLTa BbIsSBIeHa Ipu oneHke CPB mo aBurarenbHbIM
BOJIOKHAM JIOKTEBOTO HEpPBA HA IMPEIAIUIEYbE — MHUHUMAJbHBIE 3HAYCHUS TaKKe
HaOII0aIMCh B BO3pacTe JeTei g0 1 Mecsiia, 3aTeM ONMpenesuioch JOCTOBEPHOE,

3Haunmoe yBennueHue CPB B Bo3pacTHbIX quamnazonax 1-6 mecanes, 7-12 mecsues
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u 13-24 mecsueB *Ku3HU, IpU 3TOM TOBbIIeHUEe 3HaueHul CPB nocuno Gonee
PaBHOMEPHBIN XapakTep.

Mexny OHMI -nokazarensiMu pa3auyHbIX BO3pacTHBIX KaTteropui (1o 1 mec.,
1-6 mec., 7-12 mec., 13-24 Mec.) 0 KaxJA0My aHAIM3UPYEMOMY MHapameTpy ObLl
MPOBEJICH CPAaBHUTENbHBIA aHanu3. [lo ammiuTyne, miomaau, JIATEHTHOCTH M-
orBeta 1 CPB mo nBurarenbHbIM BOJOKHAM JIOKTEBOTO HEpBa ObUIM YCTAHOBIICHBI
cratucTudecku 3HauuMblie pazaunaus (p < 0,001) mo kpurepuro Kpackena—Yomnuca.

(cM. Tabnuily 2 U pUCyHKH 3-6).

7,50

6,50 Bospacr (rpymnmna)
5,85 @ 1o 1 mec

5,20 1-6 mec
B3 7-12 mec
B 13-24 mec

Awmrutatyna
}I]
o
S

2,50

Pucynok 3. U3menenne ammntynbl (MB) M-oTBeTa MBIIIIBI, OTBOASIIECH MATHINA
najel; KUCTH TPU DICKTPUYECKONM CTUMYIALMM JIOKTEBOTO HEpBa B 00JacTU

3aIsICThA B 3aBUCUMOCTH OT BO3pacTa z[eTeﬁ I'pyHnIibl KOHTPOJIA



15,00

10,00

ITmomans M-orBeTa

5,00

‘ 13,60

11,35

Bospact (rpynmna)
@ 1o 1 mec

1-6 mec
7-12 mec
B 13-24 mec

Pucynok 4. U3menenue miomanu (Mmc*MB) M-oTBeTa MBIIIIBI, OTBOASAIICH MATHIN
y

najel KUCTH MpHU 3JIEKTPUYECKOW CTUMYJISIIUU JIOKTEBOI'O HEpBa B 00JacTh

3aIICThA B 3aBUCUMOCTH OT BO3pacTa I[GTCI\/’I T'pyHnIibl KOHTPOJIA

3,50

3,00

S
W
[«

JlateHTHOCTB

2,00

1,50

2,80

Bospacr (rpymmna)

@ 13-24 mec

Pucynok 5. HM3meHeHue AUCTanbHOW JIATEHTHOCTH (Mc) M-OTBeTa MBI,

OTBOI[)IH.ICfI IS TBIN majey KUuCTHu 1pu BHCKTqueCKOﬁ CTUMYJIAIHUH JIOKTCBOT'O HEpPBA

B 00J1aCTH 3aI5ICThsl B 3aBUCUMOCTH OT BO3pacTa JI€Tel Ipylbl KOHTPOJISA
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50,00
Bo3spacr (rpymmna)
= . B3 1o 1 mec
o 40,00
2, E 1-6 mec
S 37,20
S E 7-12 mec
B3 13-24 mec
30,00
20,00

Pucynok 6. N3meHeHue ckopoctu (M/c) pacmpocTpaHEHHs] BO30YXKIEHHUS IO
JIOKTEBOMY HEpPBY Ha ypOBHE MpEIIUieubsi B 3aBUCHUMOCTH OT BO3pacTa JeTei

TPYIIIbI KOHTPOJIA

Takum o0OpazoM, ObUIO OTMEUYEHO MOCTENEHHOE IMOBBIIICHUE AMIUIUTYbI,
mwromaau M-otBeta u CPB mo nokreBOMy HEpPBY NpH YBEIMYEHHH BO3pacra
HEBPOJIOTHYECKH 3J0POBBIX JETEH, YTO OTpa)kaeT mpoiecc (HOpMHUPOBAHUS
nepudepruueckoil HEPBHOM CHUCTEMBI, B TOM YHCJE HOPMaIbHOM MHEITHMHU3AIINHI

nepudeprueckrx HEPBOB JIETE paHHETO BO3pacTa.

3.3 OueHka noka3sareJieil ypoBHeH JIerKMX U THKeJIbIX LHenen
HelipodUIAMEHTOB B CHIBOPOTKE KPOBH Yy MAIMEHTOB IPYNIbI KOHTPOJIA
N3 85 nmereil, BomIeANIUX B TPYIITY KOHTPOJISA, YPOBEHb JIETKUX U TAXKEIBIX
uenei HO B criBOpoTKE KpoBH, ompexaensuics y 76. C ydeToM HCKIOUECHUS 9
MaIMEHTOB U3 UCCIICIOBAHMUS 110 TEXHUYECKUM IIPUYMHAM, pacpeesieHre AeTel Mo
BO3PACTHBIM KareropusM Impu wuccienoBannn HO B rpynne cpaBHEHUs

MpeACTaBICHO B Tabnuie 3.
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Tabnuua 3 - Pacnipenenenue aeTeit Mo BO3pacTHBIM KaTErOPHUsM MPU UCCIEI0BAaHUU

H®, BKJItOUEHHBIX B TPyNITy KOHTPOJIS

Me
n M +£SD 95% AN min max
[Q1; Q3]
Bospact o
BCel
5,5
rpymnme 76 7,65 + 7,64 5,9-9,39 0,07 24,00
[0,16; 11,25]
KOHTPOJIS
(mec)
Bo3zpactasie
Me
KaTeropuu n M+ SD 95% AN min max
[Q1; Q3]
(mec)
0,13
1o 1 mec 24 0,13 +0,05 0,11-0,15 0,07 0,20
[0,10; 0,16]
1-6 mec 18 4,67 +0,97 4,18 -5,15 5,00 3,00 6,00
[4,00; 5,00]
7-12 mec 18 9,44 + 1,89 8,51-10,38 10,00 7,00 12,00
[7,25; 11,00]
13-24 mec 16 20,25+3,53 | 18,37-22,13 19,00 14,00 24,00
[18,00; 24,00]
[TonydyeHHble TOKa3aTend YpOBHEW JErkux W Tsokenblx nened HO B

CBIBOPOTKC KPOBH KaK IIPH HCCICAOBAHMHU B OTACJIBbHBIX BO3PACTHBIX AMAIIA30HAX,

TaKk M Bcel rpyaiibl B OCJIOM HC IMOJYHUHAJIMCH HOPMAJIbHOMY PACIpPCACICHHUIO U

OIHKCHIBAIIKCH IIPH HOMOIIY 3HaueHui Meauansl (Me), nponentuneii (ot 5% o 951),

MUHHMYyMa (min) 1 MakcuMyma (max) (Tabnuiist 4 u 5).

Tabnuua 4 - Ypouu nerkux uerneir HO® B criBopoTke

KpPOBU y JI€TEH B TpymIle

KOHTPOJIA

M= | 95%

n min | max | Sth | 10th | 25th | S0th | 75th | 90 th | 95 th
SD AN

Bo3spact o Bceii rpynne KOHTpoJIA

6,24 | 5,16

+ - 76 1,00 18,6 | 1,90 | 2,05 | 2,50 | 4,00 | 9,58 | 13,7 | 15,2
4,73 | 7,32
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Tabnuua 4 - YpoBuu nerkux neneit H® B chIBOpoTKE KpOBH y AETEH B IpyIie

KOHTPOJIs (ITPOJIOJIKEHHE )

Bo3pacTHble kaTeropnu

o1 438 | 3,12

+ - 24 1,00 | 14,5 | 1,32 | 1,99 | 2,20 | 3,65 | 5,70 | 7,25 | 9,15
mee 2,99 | 5,65

5,51 | 3,11
16 + - 18 2,10 | 17,1 | 2,10 | 2,17 | 2,50 | 3,20 | 6,25 | 14,06 | 15,82
mee 4,81 | 7,90
12 7,46 | 5,15

+ - 18 1,90 | 15,1 | 1,90 | 2,11 | 3,75 | 6,85 | 11,30 | 13,06 | 14,67
mee 4,65 | 9,77
13- | 8,46 | 535
24 + — 16 1,90 | 18,6 2,05 |2,10 |335 |755 |12,65 | 1590 | 18,07
mec | 584 | 11,57
Tabnuua 5 - YpoBHu Tsixkenbix 1eneit HO B cbIBOPOTKM KPOBH Yy JIETE€H B TpyIIie
KOHTPOJIA

M= | 95%

0 | mm n min | max | Sth | 10th | 25th | 50th | 75th | 90 th | 95 th

Bo3spact o Bceii rpynmne KOHTpPOJIs

9,94 | 8,57 76 3,00 | 294 | 3,68 | 4,00 | 580 | 870 | 12,00 | 16,9 | 24,5

+ _

6,00 | 11,31

Bo3pacTHble kaTeropnu

ol | 9,17 | 7,21 24 3,00 | 21,8 | 3,57 | 4,65 | 6,75 | 8,00 | 10,25 | 15,06 | 19,31
MecC + -

4,66 | 11,14
1-6 | 7,92 | 5,96 18 320 | 17,4 | 3,54 | 3,81 | 505 | 7,45 | 9,55 | 12,88 | 14,51
MecC + -

3,95 | 9,88
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Tabnuua 5 - YpoBHu Tsxkenbix 1eneit HO B cHIBOPOTKM KPOBH Yy JIET€H B TpyIIie

KOHTPOJIS (ITPOJIOJIKEHHE )

7-12 | 11,0 | 6,71 18 8,00 | 3,70 | 3,87 | 4,04 | 5,23 | 7,45 | 12,58 | 28,02 | 29,06
Mec + -
8,63 | 15,29
13- | 12,16 | 9,14 16 540 | 4,40 | 5,15 | 6,70 | 9,00 | 11,30 | 13,15 | 20,50 | 24,50
24 + -
Mmec | 5,66 | 15,17

[Tony4yeHHbIE B HAIIEM MCCIEAOBAHUM 3HAYCHUSI YPOBHEU JIETKUX U TKEIBIX
nerneit H® B chIBOpOoTKM KpoBU y jAeTedl 0e3 HEBPOJIOTMYECKON CHUMIITOMATHKU
MMOATBEPKIAIOTCS MEKTYHAPOAHBIMH TAHHBIMHA O BAPUATUBHOCTH MOKA3aTEIeH KaK
y IeTe, TaK U y B3pOCIBIX MTPU UCIOJIB30BAHUM pa3uyHbIX Ha0opoB aiiss MDA [95,
122].

B nanbHeleM, BHyTpH TPyl KOHTPOJIsE ObUT IPOBEACH KOPPEISALUOHHBINA
aHaJIN3 3aBUCUMOCTH YPOBHEH JIETKUX U TsKENbIX nened HD B CBIBOPOTKU KPOBH
oT Bo3pacta aeteit (¢ 0 1o 24 mec.).

[Ipu oueHke B rpynmne KOHTPOJIS CBSI3M IOKA3aTeNIe YPOBHEW JIETKUX U
TsoKenbiX 1eneit H® B ChIBOpOTKM KPOBU M BO3pacTa JeTed Oblia yCTaHOBIICHA
CTaTUCTUYECKU HE3HAYMMasl cJ1a00i TECHOTHI IpsMasi CBA3b (Tabnuia 6 u Tadnuia

7; pUCYHOK 7 U PUCYHOK 8).

Tabnuna 6 - Pe3ynbrarhl KOppeIsIIMOHHOTO aHalu3a ypoBHel nerkux mneneit HO B

CBIBOPOTKH KPOBH M BO3PACTa JETEU IPYIIIbI KOHTPOJIS

XapakTepucTHKA KOPPeJISIIMOHHOM CBSI3H

IToka3aTenn TecHoTa cBSI3H 1O

mkajiae Yenaoka

Jlerkue nemm HO 0,213 Cnabas 0,064
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—

O
=]
[]

Jlerkue e HB, rir/mn
9]
k=)
[ ()
ol|e
[ ]
[ ]
[ ]
[ ]
[ ]

10,0 L4 X

5,0 10,0 15,0 20,0 25,C
Bo3spacr, mec

Pucynok 7. I'paduk perpeccuoHHO (yHKIMH, XapaKTEpU3YIOUIUNA 3aBUCUMOCTb

ypoBHe#l nerkux nened H® B ChIBOPOTKM KpOBH M BO3pacTta AETEW TPYMIIbI

KOHTPOJIS

Tabnuua 7 — Pe3ynbrarsl KOppeasLIMOHHOTO aHaIN3a YpoBHEH Tsokenbix neneit HO

B CBIBOPOTKHM KPOBU U BO3pacTa ACTEW rPyNHIbl KOHTPOJIS

XapakTepHCTHKA KOPPeJISIHOHHONH CBA3H

TToka3zaTean TecHoTa CBSI3H 1O

mkajiae Yenaoka

Tspokenble nenu

HOD 0,170 Cnabas 0,142
30,0 . ]
E s
\E L J L ]
- °
% 20,0 .
= .
: . y
= S
) e . . il A ® ° >
2 10,0, < - . .
5 e 3 C
5 E e 2 ° ! °
L ] L J 'Y
= : e g 8 e ) : °
0,0 5,0 10,0 15,0 20,0 25.(

Bo3spacr, mec

Pucynok 8. ['paduk perpecCHOHHOM (PYHKIIUU, XapaKTEPU3YIOIINIl 3aBUCUMOCTD
ypOBHEM TskenbIX 1enet HO B ChIBOPOTKH KPOBU M BO3PACTA AETEU IPYIIIIbI

KOHTPOJIS
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C y4eroM OTCYTCTBHSI CTAaTUCTUYECKH 3HAYUMOW KOPPEIALMOHHOW CBS3U
MEXKIYy BO3PAcTOM JIETEN M YPOBHSIMH JIETKUX U TsoKenbix neneid HO B cbIBOpOTKE
KpOBH, MOKa3aTeIu TPyl KOHTPOJIS UCIOIb30BAIUCH B AaibHEHIIeH 00paboTke
JAHHBIX MCCJIeIOBaHUS O€3 pa3/ieNieHus] Ha BO3PACTHBIEC KATETOPUH.

Takum o6pazom:

. YCTaHOBJIEHHBIE MMAPAMETPHI CTUMYISAIHMOHHON DMI, monydeHHble npu
UCCIIEIOBAaHUU JIOKTEBOTO HEPBA Yy JeTel paHHEro Bo3pacra 0e3 HEeBPOJIOTrUUECKOM
MATOJIOTUH, XapaKTEPU3YIOTCA NPSMOW KOPPEISLUUOHHOM 3aBUCUMOCTBIO C
BO3pPacTOM JETEH;

o B rpymnmne koHTposis Oblia BBISBICHA CTATUCTUYECKH JOCTOBEpHAs
JVHAMUKA 0pPU OLEHKE IMapaMeTpoOB CTUMYIALMUMOHHOW OMI': MuHHMManbHbIE
3HAQUEHMS] aMIUIMTYbl M IUIOIIAJM HEraTuBHOro mnuka M-otBeta (mpu
AIEKTPUYECKON CTUMYIISIIIUM JIOKTEBOTO HEpPBa B JIUCTAIBHON TOYKE B 00JacTH
3amsicthsi), CPB (1o gBurarenbHBIM BOJIOKHAM JIOKTEBOTO HEpBA Ha MPEATLICYHE)
OTMEYaJIUCh B Bo3pacte N0 | Mecsna XKu3HH, 3aT€M OIPENEIsUIOCh JOCTOBEPHOE
YBEJIIMYEHUE JAHHBIX MOKA3aTejleld B BO3PACTHBIX Auana3oHax 1-6 mecsues, 7-12
MecsLeB U 13-24 mecsaueB KU3HU.

. pe3yJbTaThl  KOMIUIEKCHOM  OIEHKH  CTUMYJAIMoHHOM  OHMI,
MOJIyYEHHbIE TIPU UCCIEAOBAaHUU JIOKTEBOIO HEpPBA y JETEl paHHEro Bo3pacTa 0e3
HEBPOJIOTUYECKON MATOIOTHH, COIIACYIOTCSI C paHee IPOBEACHHBIMU 3apyOeKHBIMU
uccienopanuamu [107, 128, 176] m MOryT pacueHMBaTbCsi KaKk HOPMAaTUBHbBIC
MOKA3aTelu;

. YPOBHHU JIETKMX M TSKEIBIX Lened HeMpoduiaMeHTOB B CHIBOPOTKE
KpPOBH Yy JI€T€l paHHEro Bo3pacTa 0e3 HEBPOJIOTMYECKOW MAaTOJOTHH HMMEIOT
IIUPOKUN pa3dpoc, HE TMOMUYMHSIOTCS HOPMAJIbHOMY paCIHpEICiICHUI0 U He

KOPPEIHPYIOT C BO3PACTOM JICTEH.
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TJIABA 4. KIMHUYECKHUE, UTHCTPYMEHTAJIBHBIE U
JJABOPATOPHBIE UCCJEJOBAHUS NAIIUEHTOB CO
CIIMHAJIbHOM MBIIIEYHON ATPO®UEN

4.1 KiuHn4ecKasi OlleHKa JeTeil CO CIMHAJBbHOM MbIIIEYHO aTpoduei
B uccnegoBanue Obutn BritoueHsl 79 nereit co CMA (rpynna I). I'ennepnoe

pacripeziesieHue NalueHTOB 3TON IPYIIIbI MPEACTABICHO B TaOIHIE 8.

Tabnuua 8§ - I'ennepHoe pacnpeaenenue nanueHToB co CMA (rpymnma 1)

[Toka3zatenp Kareropuu Aoc. %
Myx 42 53,2
Hox Ken 37 46,8

Juarno3 BepuuIMpOBaH NPU MPOBEICHUH MOJEKYISIPHO-TEHETUYECKOTO
HCCIIEIOBAaHUS — y BCEX JeTel OblIa BHISABICHA JIENICIUs dK30HOB 7 WM 7-8 TeHa
SMNI B rOMO3UTOTHOM COCTOSAHMU. BCe MalMeHThl MOJYyYUIN TE€HHYIO TEPANUIo
MpenapaToM OHaCEMHOT'€H abenapBOBEK, CPEIHUM BO3PACT HA MOMEHT MTPOBEACHUS
tepamuu coctaBuia 2,90 = 1,74 mecsma (95% A 2,51 —3,29), min - 1,00 max - 7,00.

Bce neru rpynmsl I Ha MOMEHT pOXKIECHUS UMENTHU T€CTALMOHHBIA BO3PACT OT
37 nenens 10 40 Henenb OEPEMEHHOCTH, HE UMEITU OTSTOIIEHHOTO NEPUHATATIBLHOTO
anamHe3a (ouenka o mkaine APGAR npu poxaenuu - 8 0anios u Beiiie; Bec - 2400
rpamMMm u Oosee; AeTH HE UMENU MPU3HAKOB aC(PUKCUM U TUIIOKCHH; HE TpeOoBalu
MEpEeBO/Ia B OTACICHUE PEAHUMALIMM U UHTCHCUBHOM TEpaInu; HE UMEJIN BUIUMBIX
MOPOKOB Pa3BUTHUA, HE TPEOOBAIM SKCTPEHHOTO WIIU IIAHOBOTO XUPYPTUUYECKOrO
JIeYCHUsI B paHHEM BO3pacTe).

JIo BKIIOUEHMST B HCCIENOBAaHUE JETH OSTOW TPYIIBl OCMaTPUBAIUCH
MeauaTpoM JJIsi UCKIIOUEHHUS 3a00JIeBaHUM  KETyAOYHO-KUIIEYHOTO TpPaKTa,
JbIXAaTEeIIbHOM, CEPACYHO-COCYAUCTOM M MOYEMHOJIOBOM CUCTEM, HE CBSI3aHHBIX C

TEYCHUEM OCHOBHOTO 3a00JICBaHUS.
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IS OLEHKM JBUTAaTeNIbHOTO, TMCHUXUYECKOrO, MPEPEYeBOT0 U PEUEBOIO
pa3BUTHS BCE MalMEHTHI rpynnsl [I ocMarpruBanuchk HEBPOJIOTrOM IO CTAHAAPTHOM
MeTonuke [23].

Jetu ObuIM pacmpesiesieHbl Ha ABE MOATPYMHILI B 3aBUCUMOCTU OT HaJIUYUA
WJIU OTCYTCTBHS Yy HUX cUMNITOMOB CMA Ha MOMEHT BKJIIOYEHUS B UCCIIEIOBAHUE.
B noarpynmny Ila Obuiu otHecensl 44 peOeHKa C KIMHUYECKUMH CUMIITOMaMU
3a0oseBaHus, MaHU(ECTUPOBABILIETO Y HUX B BO3pacte 10 6 MecsIleB KU3HU, YTO
00yCIIOBHIIO IIEJ€CO00Pa3HOCTh MTOCTAHOBKU BCEM JieTsM auarfHo3a - CMA I tuma.
I'ennepHoe cootHomenue cocraBmwio: 22 (50,0%) — mampuuka, 22 (50,0%) -
neBouku. B moarpymnmy Ilb Bomnuio 35 gerelt ¢ reHeTnuecku BepuPpUIUPOBAHHBIM
nuarHozom CMA 0e3 pa3BuTHsS CHUMIITOMOB 3a0ojieBaHus. To €CcTh, HA MOMEHT
BKJIIOYEHUSI B MCCJIEIOBAHUE U MPOBEACHUS JICUCHUS] C NMPUMEHEHHEM TE€HHOMU
Teparnuu BCe MAlUEeHTHI JaHHOUM MOATPYNIbI HAXOAWINCH Ha TPECUMIITOMATUYECKOM
ctaauu Oone3nu. Pactipenenenue nauueHToB o noay B noArpynmne IIb cocrasuio:
20 (57,1%) manpauxoB u 15 (42,9%) neBodexk.

Takum oOpa3zom, reHjiepHoe cooTHolieHue B noarpymmnax Ila u I[Ib e umeno

CTAaTUCTUYECKHU 3HAUYUMBIX paznuuuil (p=0,527) (tabnauua 9).

Tabnuua 9 - I'ennepHblit coctas rpynnsl aereit co CMA (rpymnmna 1)

Tun CMA
[oxazarenu Kareropun [ Tun [IpecumnTomMaTnueckast P
(moxrpymmna Ila) ctagus (moarpynma I1b)
Myx 22 (50%) 20 (57,1%)
ITon, abe. (%) 0,527
Ken 22 (50%) 15 (42,9%)

4.1.1 KniuHn4veckasi OLeHKAa JieTeil CO CIMHAJIbLHOM MbIlIeYHOH aTpodueit I
Tuna (moarpymnmna Ila)
VY 22 (50%) marmmentoB auario3 CMA 1 tuna Obut Bepu(pUIUPOBaH B CBSI3U C
pa3BUTHEM KIMHUYECKOM KapTUHBI 3a00J€BaHMs 1O BHEIPEHUS PACIIMPEHHOTO
HeoHaTanbHOrOo ckpuHuHra (10 1 suBaps 2023r), y 22 (50 %) nereit nuarnoz CMA

OBbLJT YCTAaHOBJIEH B paMKaX PacHIMPEHHOTO HEOHATAJIbHOTO CKPUHHUHTA U Je0I0Ta
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KIIMHUYECKOM CUMIITOMAaTUKU B TMEpPBbIE MECALbl XKU3HU. Y aOCOIIOTHOIO
OOJBIIMHCTBA MAIIMEHTOB 3TOM NOArpyIIibl ObuT0 2 Koruu rena SMN2 —43 (97,7%),
y 1 (2,3%) pebenka u3 noarpynmsl Ila Obuto 3 konuu rena SMN2.

Bo3spacT n1e0roTa KIMHUYECKUX CUMIITOMOB B 3TOM noArpynmne coctasui 1,15
+ 1,1 (95% AU 0,81 — 1,49), min — ¢ poxxaenus, max — 4,5.

Jetun, TectupoBanHbie B Bo3pacte oT 0 10 30 gHeM, mpu HEBPOJIOTUYECKOM
OCMOTpPE HE MMEIH OOIIEMO3rOBBIX WM MEHUHITEATbHBIX CUMIITOMOB, MMAaTOJIOTUU
YEpEIHbIX HEPBOB. Y BCEX AeTel moAarpynmsl Ila oTMeuanoch pe3koe CHUKEHHE
MBIIIIEYHOTO TOHYCa BEPXHUX M, B OOJNIbIIEH CTENEHU, HUKHUX KOHEUHOCTEH,
OTCYTCTBUE CYXOXHUJIbHBIX pe(QIEKCOB, a Takke ocJiadJleHue CIOHTAHHOU
JIBUTATEIIbHOM aKTUBHOCTHU W xBara. K Bospacty | mecsna xu3HU y BCEX JETel
oTMeuanach (uKcaius B30pa.

[Ipu HEBPOTOTMYECKOM OCMOTPE MalMEHTOB noArpyisl [1a B Bo3pacte ot 1
10 6 MecsleB TaKXe HE ObLIO BBISIBICHO OOIIEMO3IOBBIX WJIM MEHHHI€aTbHBIX
CUMIITOMOB, MAaTOJIOTUX YEPEIHBIX HEPBOB. Y KaXJ0ro peObeHKa oTMedanach pe3Ko
BbIpAQKEHHAs MBIIICYHAs] TUMOTOHUS, CHUXKEHUE CHJIbl MBIIII, YTO MPOSBISAIOCH
HEBO3MOXKHOCTBIO TOJHATH U YIEPKUBATh TOJIOBYy B TOJOXKEHUM Ha >KHUBOTE,
HECHOCOOHOCTBIO TOJIKATh HOTOM M pyKOM, a Takke ociabimeHuem xBara. Y 59%
JIeTe UMEJI0 MECTO PE3KOe CHIKEHHUE CYXOKHWIIbHBIX Pe(]pIeKcoB, a y OCTalbHBIX
41% cyxoxuibHbIe pe(IEKChI HE BBI3BIBAIKCH. Y 00bIIMHCTBA ManueHToB (70,4%)
CIIOHTAHHAs JIBUTATelIbHAasi aKTUBHOCTh ObLla PE3KO CHUKEHA B MPOKCUMAJIbHBIX
IpyIIax MBIIII] HOT ¥ PYK, U B OCHOBHOM Obljla MPE/ICTaBICHA IBUKCHUSIMH KUCTEH
u cron. Ilpm »TOM HecMOTpsSs Ha HalW4yuMe [BUTATEIbHBIX HaAPYIICHUM,
MICUXOMPEIPEYCBOE Pa3BUTUE Y JE€Te HE CTpajaio: K BO3pacty 3 MecsleB y
OonpiIMHCTBA AeTed moarpynmbl [la Obu1 chopMUpPOBaH KOMIUIEKC OKUBJICHUS Ha
AMOIMOHATILHOE OOIICHUE U OTMEUAIIUCH DJIEMEHTHI T'yJICHUS.

Bce netu co CMA 1 tuna (moarpynmna Ila), pa3BuBIINE KIMHUYECKYIO
CUMIITOMATUKY 3a00J€BaHMs JO0 MPOBEJCHUSI TEHHOW Tepanuu, UMEIN 3aJIePKKY
(dhopMupoBaHUs MOTOPHBIX HAaBHIKOB (HE YIEPKUBAJIM TOJIOBY, HE TPYNIIUPOBATIUCH

MIPU TPAKIMU 32 PyKH, HE TIOBOPAUYUBAIKCH HA O0K). Jl0 MHUIIMALINY TepaNuy OlICHKa
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no mkajie HINE-2 cocrasnsna — Me 2,0 (1,0-2,25) 6anna, ouenka mo mxkaine CHOP-
INTEND — Me 30,0 (22,0-37,25) Ganios.

Bce manmenTts! noarpynisl [la nomy4yunuy nedeHue mpenaparoM OHaCEMHOTEH
abenapBoBek. CpenHuii Bo3pacT BBeJEHMs Impemapara cocrtaBun 3,61 £ 1,90
Mmecses (95% JAU 3,04 — 4,19), min - 1,00, max - 7,00.

Cpennuii Bo3pact Havaja jieueHus aerei co CMA [ tuna, KOTOpbIM AMarHo3
OBLI YCTAHOBJICH /10 BHEAPEHUSI PACIIUPEHHOrO0 HEOHATaJIbHOTO CKpuHUHTA (10 1
ssaBaps 2023r) coctaun 4,95 + 1,33 mecsma (95% AW 4,37 — 5,54), min - 2,00, max
- 7,00, a y nereih, xoropeiM nuarHo3 CMA ObUl yCTaHOBJIEH B paMKax
pacIIMPEeHHOT0 HEOHATAILHOTO CKpUHMHTA, — 2,27 + 1,35 mecsueB (95% AN 1,67 —
2,87), min - 1,00, max - 6,00.

K MomeHnTy 3aBepuienus Habopa marepuana B uccieaoBaHue (mapt 2025
roga), u3 Bcex 44 nereit co CMA I tuma, BKIIOUEHHBIX B HCClenoBanue, 37 nereu
HaXOJIMJIMCh II0J] HAONIOJEHNEM B TEUEHHH He MeHee 12 mecsies, 26 neTer — B
TeueHne 18 mecsneB U 23 pedeHKa HaXOAWJINCh IO HAaOMIOACHUEM B TeueHue 24
MECALIEB TOCIE€ NPOBEACHHUS TIE€HHOM Tepanmuu MPEenaparoM OHACEMHOTEH
a0erapBOBEK.

Hetn co CMA I tumna nocne npoBeAeHUsI TEHHOW Tepanuu AEMOHCTPUPOBAIIN
MOJIOKUTEIBHYIO IMHAMUKY B JIBUTATEILHOM Pa3BUTUU (PUCYHOK 9).

K MoMeHTy 3aBepiieHusi Habopa Marepualia B UCCIEIOBaHUE U TPOBEACHUS
nedenus u3 44 nmamuentoB co CMA [ tuma cunenu 6e3 omopsl 60,5% (4 pebenka
cpopMupoBaIn TaHHBIN HaBBIK B COOTBETCTBUU ¢ KpuTepusimu BO3, 1 manueHT He
JIOCTUT (DOPMHUPOBAHUSI HABBIKA IO BO3PACTY); CTOSIU ¢ mojaepxkkoi - 50% (2
pebeHka cpopMHUpPOBAIIM JTAHHBIA HAaBBIK B COOTBETCTBUU C Kputepusmu BO3, 8
MalKMeHTOB HE JOCTUIIM (POPMHUPOBAHMS HaBbIKA IO BO3PACTY); MOJ3aJIM Ha
yeTBepeHbkax - 32,4% (2 pebenka copMHUpOBad TaHHBIN HABBIK B COOTBETCTBUU
¢ kputepusimu BO3, 10 manueHTOB He JOCTUIIM (OPMUPOBAHUS HaBBIKA IO
BO3pACTY); XOAUIH ¢ noaaepkkoi - 30,3% (1 pebenok chopMupoBai JaHHBIA HABBIK
B cooTBeTCcTBUU ¢ KpuTepusimu BO3, 11 manueHnToB He noctumiu GOpMUPOBaHUS

HaBBIKA [0 BO3PACTY); CAMOCTOATENIBHO CTOSU - 26,7% (1 pebeHok chopmupoBal
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JAHHBIM HaBBIK B COOTBETCTBUM ¢ Kputepusimu BO3, 14 mauueHTOB HE JOCTULIH
(dhopMupoBaHUs HaBbIKA IO BO3PACTY) U XOAUIN caMOCTOSATENbHO - 10,3% (Hu oquH
pebeHoK He c(popMHUpOBa JaHHBIN HABBIK B COOTBETCTBUU ¢ kKputepusmu BO3, 15
MalKMeHTOB HE JOCTUIIM (POPMHPOBAHMS HaBbIKa MO BO3PACTY); OOJIBIIUHCTBO

MaIMEHTOB JOCTUT AN 3TANOB JIBUTATEIILHOTO Pa3BUTHUS M03ke HOpMaTnuBoB BO3.

CMA | Tmn
100%
90%
80%
60,5%
70% z
° (26/43)
60% 50,0%
(18/36)
50%

) 32,4% 30,3% 31,8% 34,1%
40% (11/38) 5, 50, (10/33) 250% 267% (14/44) (15/44)
30% 9,3% 18,2% (10/44) (11/44) (8/30)

20% (4/43) (8/44) ) 10,3%
2,3% 5,6% 3,9% 3,0% 3,3% (3/29)
10% (1/44) 2/36) 2/34) 1/33) 1/30) 0.0%
0% . [ | | — — . e
Cupaat 6es Croatc Mon3atoT Ha XopAat ¢ Croat XopAat
NoAAEPMHKM noAAepIKKO yeTBEpeHbKax NOAAEPXKOW  CaMOCTOATE/NIbHO  CaMOCTOATE/IbHO

B Jocturav MOTOPHbIX HaBblKOB
B Jocturav MOTOPHbIX HaBbIKOB B HOpMa/ibHbleé BpeMeEHHble CPDOKU
He pgocturam no BO3pacty

PI/IC}’HOK 9. I[OCTI/I)KGHI/Ie JABUI'aTCJIbHBIX HABBIKOB B COOTBCTCTBHUHU C KPHUTCPHUAMU

BO3 y naunentoB co CMA [ tuna nocnie npoBeAeHNUSI TEHHOW Tepanuu

Jlo nauana nmeueHus BceM aeTsiM co CMA [ tuma npoBoawiach OICHKA
neurareiapHoil aktuBHOCTH o ImmkanamM HINE-2 u CHOP-INTEND. Orenka B
JVHAMUKE 110 JaHHBIM IIKajJaM OCYIIECTBISUIaCh MOPU  MOCIEAYIOIIUX
TFOCIUTANU3AIUAX JIETEN B CTAllMOHAP.

K xoHiy nepuona Habmonenus cpennss oreHka mkaine HINE-2 cocraBuia
Me - 20,0 (Q1-Q3 =16,50 — 24,50) 6annoB, MaKCUMaJIbLHOTO 3HAYCHHS B 26 OaIOB
JIOCTHUIJIO TOJIBKO ABo€ neteit (4,5%) atoit moarpynibl (cM. Tabnuiry 10 u pucyHok

10).
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Tabmuua 10 - Ouenka no mwkane HINE-2 y nauuentoB co CMA [ tuna 10 u nocine

IIPOBCACHUA TeHHOM TCpaIinun

Cpox M=+ 95% . p
HUCCIICIOBAHUS n| Me | Qi-Q SD I min ) max (Kpackena-¥Yomnuca)
JIO JI€UEHUSA 2,50
oHacemHoren |44 | 2,0 1,00 - + 1,78 - 0 10
2,25 3,22
abenapBoBeK 2,37
6,76 <0,001%*
qcepe3 1-6 mec 41 6,0 41-’(())%(; + 5é4092_ 2 15 P1-6 mec — no Brenenus < 05001
> 4,01 ’ p7-12 MeC — 10 BBEICHUS < 07001
8.00 — 12,05 10,30 P13-18 mec — 0 BrenEHHS < 0;001
yepe3 7-12 mec | 37 | 11,0 1’4 00 + - 4 24 P19-24 mec — 0 saenerms < 0,001
’ 5,26 13,81 P7-12 mec — 1-6 mec = 0,006
14,73 12,47 P13-18 mec — 1-6 mec < 0,001
qepe;elc3—18 26 | 14,5 1%5230— + — 4 26 P19-24 mec - 1-6 mec < 0,001
’ 5,59 16,99 P19-24 mec - 7-12 Mec = 07006
19,96 | 17,77
“epe; 19241 231 200 lgfgo‘ + ~ |11 | 26
ce : 505 | 22,14
CMA | Tnn
58 - MaKcumanbHbii 6ann no HINE-2 = 26
26
24
; 22 1 20
£ 20
Q 18
8 16 - 14,
=
S 14
212 11
2 10 -
<
: 8 6
= 4 -
2 1 2
0 J
00 BBeAeHuA yepes 1-6 mec yepes 7-12 mec  yepes 13-18 mec uepes 19-24 mec

CPOK NOC/E NEYEHNA OHACEMHOTEH ABEMAPBOBEK

Pucynok 10. Ilunamuka onenku no mkaine HINE-2 y nmanmento co CMA 1 tuna B

TE€YEHUE 2-X JIETHETO HAOIIOAEHUS MOCIe MPOBEACHUS T€HHON Tepanuu



83

OtMmeueH noctosiHHBIN TpupocT 6amoB o mkaie HINE-2 na npotsxenuu
BCETO Iepro/ia HAONIOIEHHs], TOT/Ia KaK MPU €CTECTBEHHOM T€UEHUU OOJIE3HU JIETU
co CMA [ tuna nmoyty HUKOTAA YBEIMYMBAOT OLeHKY no mkaine HINE-2, a npu
HaOmoneHnu yepe3 6 MecsieB U 00Jiee OTMEUAETCS €€ CHIXKEHHUE Y BCE MAllMEHTOB
[101].

[To mkane CHOP-INTEND 1o okoH4aHuu Tepuoja HaOIIOIESHHUS CpeaHee
3HadeHue ObL1o paBHO — Me - 60,00, (Q1-Q3 =58,00 — 64,00) 6amnam. Tombpko 5
nereit (11,4%) noarpynnsl Ila noctumu MakcumaiabHOTO 3HaueHus B 64 Oaia K

KOHILy BTOpPOTO rojia HabmoaeHus (cM. Tabmuiy 11 u pucynok 11).

Tabnuma 11 - Ouenka no mkaine CHOP-INTEND y nauuentoB co CMA I tuma m0

H I10CJIC ITPOBCACHUA TeHHOM TCpaInun

Cpox M=+ | 95% . p
HCCIIEIOBaHUS n| Me | Qi-Qs SD A i) max (Kpackena-Yomnuca)
Jlo neuers 30,23 | 26,53
NpenapaToM | 44 | 31 22,00 - 4 7 ] 58
OHACEeMHOT'eH 37,25 12,17 | 33.93
abenapBoBEK
36.00 — 42,68 | 39,67
yepe3 1-6 mec | 41 | 42,00 Si 00 + - 23 64
’ 9,54 | 45,69
<0,001*
50 00 B 52,54 50,19 pl-6 MEC — 10 BBEJICHUS = 05005
uepes 7-12 mec | 37 | 53,00 | oo | * - 35 | 64 | Pr12yec- o smescuns << %%%11
s 7’04 54,89 p13-18 MeC — J0 BBEACHHS N
P19-24 mec — 1o BBenenns < 0,001
P7-12 mec — 1-6 Mmec = 0,004
P13-18 mec — 1-6 mec < 0,001
54,50 51,31 P19-24 mec - 1-6 mec < 0,001
“epe; 13-18 1 56 | 56,00 5260(())0_ + — | 38 | 64 P19-24 wec - 7-12 wee = 0,022
ec ’ 7,90 | 57,69
59,61 | 57,92
“epe;elf'z“ 23 | 60,00 | ° 2;‘080‘ : Z | 52| 64
’ 392 | 61,30
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CMA | Tun
MakcumanbHbi 6ann no CHOP-INTEND = 64

70 -
=)
E 60 - 56 60
= 53
& 50
S 42
2
pos 40 -
e 30
2
5 30 -
w
2
< 20 -
T
<
=
g 10
=

0 -

00 BBeAeHusA yepes 1-6 mec yepe3 7-12 mec  uepes 13-18 mec uyepes 19-24 mec

CPOK NOCNE NEYEHNA OHACEMHOIEH ABEMAPBOBEK

Pucynok 11. lunamuka onenku no mkane CHOP-INTEND y manuentos co CMA

I Tuma B TeueHue 2-x JETHETO HAOMIOACHUS TIOCTIE MMPOBEICHUS T€HHOW Tepanuu

Tak xe, kak 1 npu oueHke no mkaine HINE-2 Ha npoTtskeHnu Bcero nepruojaa
HaOIIOICHUS] UMEJIO MECTO MOCTOSIHHOE YBEJIMUECHHUE KOJUYECTBa OAJIOB MO IIKAJe
CHOP-INTEND [39].

Hetu co CMA I tuma, KoTopble B IIpoIiecce HaOMIOICHUS JOCTUTIIH 58 0alioB
nu Oonee mo mkaie CHOP-INTEND, mno noctuwxkeHuu Bo3pacta 2-X JIET
tectupoBasnch no mkane HFMSE. Yepes 19-24 mecdmna or MOMEHTa IPOBEACHHUS
reHHoil Tepanuu y 19 gereit (Bozpact ot 25 no 49 mecsueB) co CMA I tuna Me
coctamia 32,0 (26,5-37,5). Cnegyetr OTMETHUTh, YTO MPU €CTECTBEHHOM TECUCHUU
6one3nu aetn co CMA I Tuna nmo4tu HUKOrAAa HE JOCTUTAIOT OLIEHKY IO IIKaje

CHOP-INTEND 6onb1ie 40 6annoB k Bo3pacty 6 mecsies [39, 150].
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4.1.2. KnuHn4ecKasi OLleHKA /IeTell CO CIMHAJIBLHOM MbIILIEYHO! aTpoduei HA
npecuMnToOMaTu4eckoi craauu 0osesnu (moarpynmna IIb)

Bcem 35 nersm moarpynmsl IIb nuarHo3 CMA Obul ycTaHOBIEH MpuU
MPOBEACHUHU MUJIOTHOTO MPOEKTa PACIIMPEHHOTO HEOHATATBLHOIO CKPUHUHTA UJIU C
01.01.2023 B pamMKkax paciiMpeHHOr0 HEOHATAILHOTO CKPUHUHTA. MaTBYUKOB Cpean
Hux Obuio 20 (57,1%), neBouek — 15 (42,9%) (cm. Tabnuiy). Y OONbIIMHCTBA
MalKUeHTOB 3TOM nmoarpymnmsl 06110 3 koruu rena SMN2 — 31 (88,6%), y 4 (11,4%)
nereut moarpynisl IIb — 2 xonuu rena SMN2.

Hetn moarpynmsl IIb, TectupoBanubsie B Bo3pacte or 0 mo 30 mHeH, mpu
HEBPOJIOTUYECKOM OCMOTPE HE HMENIHU OOIIEMO3rOBBIX WJIM MEHUHI€aTbHbIX
CUMIITOMOB, TMaTOJIOTUM YEPEMHbIX HEPBOB, M3MEHEHHUIl MBIIIEYHOTO TOHYCA,
MOBBIIIECHUS WIH CHUXEHUS/OTCYTCTBUSL CYXOXKWIBHBIX PEeQIIEKCOB. Y KaXXI0ro
pebeHKa TIpu OCMOTpPE ONpeAeysuiuch peduekcsl HOBOpoxAeHHOTo. [lpu
OOIPCTBOBAaHUM B TIOJIOXKCHUHM JieKa Ha CIOMHE y BCEX JeTedl Habmroaanach
CIIOHTAHHAsl XaOTWYHas JIBUTaTelbHasi AaKTUBHOCTh BEPXHUMH U HIHKHUMU
KOHEYHOCTSIMU.

[Ipu HeBponoruueckoMm ocMoTpe aeted noAarpynmsl IIb B Bo3pacte ot 1 10 6
MECSIIEB HE OTMEUAJIOCh OOIIEMO3TOBBIX WJIM MEHHUHIE€AIbHBIX CHUMIITOMOB,
MaTOJIOTMU YEPEMHBIX HEPBOB, U3BMEHEHUU MBIIIEYHOTO TOHYCA, MOBBIIMICHUS HIH
CHUIKEHUSI/OTCYTCTBUSL CYXOXKUIbHBIX peduiekcoB. K Bo3pacty 2-x wmecsieB
OOJNBIIMHCTBO pPeQIIEKCOB HOBOPOXKIAEHHOrO y aereil moarpymnmsl IIb  Obuto
peAyLUpOBaHO, OTMEYaloCch (OPMUpPOBAHHE KOMIUIEKCA OKMBJICHHUS Ha
AMOIMOHATILHOE OOIIIEHUE CO B3POCIBIM U AJIEMEHTHI T'yJICHHUS.

Bo3spacT BBeieHus Mpenapara OHACEMHOTeH a0enapBOBEK B 3TOW MOATPYIIIe
coctaBui 2,0 £ 0,94 mecsres (95% AU 1,68 — 2,32), min - 1,00, max - 5,00.

K MomeHnTy 3aBeprienus Habopa marepuana B uccieaoBaHue (mapt 2025
roaa), u3 Bcex 35 aereit moarpynmsl IIb, BkitoueHHbIX B uccnenoBanue, 30 nerei
HaXOJIWJIUCh MO/ HaOIIOJEHNEM B T€UEeHHE MUHUMYM 12 MecsieB, 23 peOeHKa — B
teueHue 18 mecsues u 12 gereid — B TeueHne 24 MecAI1eB MOCIIE TPOBEACHUS T€HHOMN

Tepanuy IpenapaToM OHACEMHOTEH ademapBoBeK. Takoe pacrpeneneHue aeTei mo
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BpEMEHU HAOIIOEHUS B HAILIEM MCCIIEIOBAHUU CBSI3aHO C TEM, YTO HEOHATAIbHBIN
ckpuauHr Ha CMA craproBan ¢ | smBaps 2023 roma u netu Ha
IIPECUMIITOMATUYECKOM cTaauu 00JIE3HU BKJIIOYAINCH IO MEPE UX BBISBICHUS MPU
MOJIEKYJIIPHO-TEHETUYECKON JUArHOCTHUKE.

Bce nerm nmoarpynmer  IIb, mnomyuuBmMe TreHHyr0 —Tepamuio  Ha
IIPECUMIITOMATUYECKON CTaguu OOJe3HH, B JaJbHEHIIEM JOCTHrajud BCEX
JBUTATENIbHBIX HaBbIKOB MO Kputepusm BO3 (pucyHok 12), npuueM aOCOIOTHOE
OOJBIIMHCTBO MALMEHTOB CQPOPMUPOBAINA UX B HOPMAJbHBIE BPEMEHHBIE CPOKH.
Omun pebenok (3,3%) u3 3TOM MOATPYNMBI CTall «CHUJIETh CAMOCTOATENBHO 0O€3
MOJIEPKKN» U «CTOATh CAMOCTOATENBHO» mo3aHee, B 10 mecaueB u 18 mecsnes
COOTBETCTBEHHO, U 2 peOCHKA CTAIN «XOJUTh CaMOCTOSATENbHO» - B 20 1 21 Mecsn

COOTBETCTBEHHO (pUCYHOK 12).

CMA npecumntomaTtmnyecKkaa ¢opma

100,0% 100,0% 100,0% 100,0% 100,0% 100,0% 100,0% 100,0% 96,0% 100,0%
(]
(30/30) (2 o /3 0)

100% (28/28) (28/28) (29/29)(29/29) (28/28) (28/28) (26/26) (25/26) (23/23) 91,0%
90%
80%
70%
60%
50%
40%
0% 14,3% 20,0%
50% (5/35) (7/35)
10%
0%

(21/23)
34,3%
25,7% (12/35)
7,6% 20,0% (9/35)
/35) (7/35)

CupanT 6e3 CroaTc Mon3atoT Ha XopAat ¢ Croat XopAat
noAAepKKN noaaepsKKom yeTBepeHbKax noaaepsKKom CaMOCTOATE/IbHO  CaMOCTOATE/IbHO

[ | ,D,OCTVII'HM MOTOPHbIX HaBblIKOB
[ | ,D,OCTVII'HM MOTOPHbIX HaBbIKOB B HOPpMaJibHble BpeMEeHHblE CPOKU
W He AOCTUTIN NO BO3PacCTy
Pucynok 12. JlocTrKeHUE IBUTATEIBHBIX HABBIKOB B COOTBETCTBHU C KPUTEPUSIMU

BO3 y mauuentoB co CMA Ha NpecMMIOTOMaTHYEeCKOM CTaauu OOJE3HH IOCIIEe

IIPOBEACHUS TEHHOM TEpanuu.

Onenka nsurareiabHOM akTUBHOCTH IO ImkaidaM HINE-2 u CHOP-INTEND

MMPOBOANIIACH BCEM JICTAM 10 MHHULIUALIMU TCPAIIUH. OI_IeHKa B IMHAMUWKC 110 JaHHBIM
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IIKajlaM OCYHIECTBIISUIACh MPH MOCIEAYIOMMX TOCHUTaIu3alusix JeTed B
CTalMOHAp.

[Ipu ouenke mno mkane HINE-2 mepen craprom Ttepanuu mpenaparoM
oHaceMHoreH abenapBoBek B noarpymme IIb Me cocrasuno — 4,00 (2,00 — 4,50).
Bce netu u3 3TOM MOATpYyHIbI, KOTOPbIE AOCTUINIM BO3pacTa CaMOCTOSATEIBHOIO
xons0b1 (23 pebenka), k 18 wmecsauam xku3Hu wumenu no mkajge HINE-2
MaKCUMaJbHOE 3HaUeHHE - 26 6amioB (Tabnuua 12). Junamuka no mkane HINE-2

Mpe/ICTaBICHA HA PUCYHKE 13.

Tabmuma 12. Onenka no mxkaine HINE-2 y mnammentoB co CMA Ha

HpeCHMHTOMaTI/IquKOf/’I cTaauu a0 U IIO0CJIC ITPOBCACHUA TeHHOM TCparunmn

Cpox M=+ | 95% . p
HCCIEIOBaHMS n| Me ) Qi-Qs SD A i thax (Kpackena-Yonnuca)
JI0 JICYCHMS 4,71
oHaceMHoren | 35 | 4,00 2,00 - L | 329 1 19
4,50 6,14
abenapBoBEK 4,15
20,11 | 18,91
yepes 1-6 mec 35| 21,00 127é0(())0— + - 13 26
’ 3,50 | 21,32 <0,001%*
p1-6 MeC — JI0 BBEJCHUS < 0,001
P7-12 mec — o BBegeHus < 0,001
24,00 — 24,33 23’85 p13-18 MeC — IO BBEJICHUS < 0,001
yepe3 7-12 mec | 30 | 24,00 25.00 + — 21 26 1024 wee — 10 saeemnn < 0,001
’ 1’30 24’82 p7-12 mec — 1-6 mec — 0,012
P13-18 mec — 1-6 mec < 0,001
25,91 25’73 p19-24mec—1-6 Mec <_O,001
26,00 - P13-18 mec - 7-12 mec = 05021
yepes 13-18 mec | 23 | 26,00 + - 24 26 _
26300 0 42 26 09 p19-24 mec — 7-12 mec — 05041
26.00 — 26,00 | 26,00
yepes 19-24 mec | 12 | 26,00 26 00 + - 26 26
’ 0,00 | 26,00

* — pa3nuuMs Mokazareyier ctaTucTudecky 3HauuMel (p < 0,05)
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CMA npecmmntomaTmyeckaa popma

MakcmanbHbIn 6ann no HINE-2 = 26
28 + ‘ 26 26

26 24 !
24~

22 -~
20 -
18 -
16
14 -+
12 -+
10 A

<

21

MEAUAHA BANNIOB MO HINE-2

o N B~ OO 0
1

[0 BBeAeHuA yepes 1-6 mec yepes 7-12 mec u4epes 13-18 mec uepes 19-24 mec

CPOK NOCNE NEYEHNA OHACEMHOIEH ABEMNMAPBOBEK

Pucynok 13. Jlunammka onenkm mkane HINE-2 y manmentoB co CMA Ha
IIPECUMIITOMATUYECKON CTaguu B TEYEHUE 2-X JIETHErOo HAOMIONEHUs IOCIe

IIPOBCACHUA TeHHOM TCpaInun

Cpennee 3nauenne no mkaine CHOP-INTEND mnepen craprom Ttepanuu
npenapaToM OHaceMHOreH abenapBoBek B noarpymnmne IIb coctaBuno — 56,91 + 4,86
(95% JI1 55,25 — 58,58) OamnoB. Yepes 6 Mmecs1ieB Mocie reHHOW Teparuu BCe JeTH
ATOM MOJArPYIIIbI TOCTUIIIM MAKCUMaIbHOTO 3HaueHus B 64 Oanna (cM. Tabmuiy 13

U pUCYHOK 14).

Tabnuua 13 - Ouenka no mkane CHOP-INTEND y nanuentoB co CMA Ha

HpGCHMHTOM&TH‘ICCKOfI cTaauu a0 U IIOCJIC ITPOBCACHUA TeHHOM TCparnmn

Cpok M+ 95% .
I/ICCJ‘ICII[)OBaHI/ISI n Me Qi-Qs SD AN min- ) max (KpaCKeH2£YOHHHC3)
<0,001%*

IO JICYEHUS 54.00 — 56,91 | 55,25 P1-6 mec — 10 Brenemus < 0,001
OHACEMHOTEH 35 | 57,00 6 i 00 + - 47 64 P7-12 mec — n0 mrezenns < 0,001
abemapBoBeK ’ 4,86 | 58,58 P13-18 mec — o seenerms < 0,001

pl9-24 MEC — 10 BBEIACHUS < 0;001
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Tabnuua 13 - Ounenka no mkane CHOP-INTEND y nanuentoB co CMA Ha

HpGCHMHTOM&TH‘ICCKOfI cragun 10 MW II0CJIC IIPOBCACHUA TeHHOM TCpaIlnu

(mpomomxeHue)
Cpox M+ 95% . p
WCCIIEIOBAHUS n| Me | Q-Q SD AN i) max (Kpackena-Yomnnuca)
63,94
yepe3 1-6 mec | 35| 64 622‘080_ + 63,83—| 62 64
i 0,34 | 64,06
64,00 | 64,00 *
yepe3 7-12 mec | 30 | 64,00 64,00 - + - 64 64 < 0,001
64,00 p1-6 MecC — 110 BBECHUS < 0;001
0,00 | 64,00
P7-12 mec — o BBenenus < 0,001
64,00 | 64,00
64’00 — P13-18 mec — 1o BBenenus < 09001
yepe3 13-18 mec | 23 | 64,00 64.00 + - 64 64 <0001
s 0,00 64,00 p19-24 MEC — 710 BBEACHUS N
64.00 — 64,00 | 64,00
yepe3 19-24 mec | 12 | 64,00 64.00 + - 64 64
i 0,00 | 64,00

* — paznuums moKazarene ctaTuctTudecku 3HauuMBbI (p < 0,05)

CMA npecmmntomaTtmyeckana popma

MakcmmanbHbit 6ann no CHOP-INTEND = 64
70 - ‘ 64 64 64 64

a o

60 - V

50 -

<

30

10 -

MEAWAHA (ME) BA/IJIOB NO CHOP-INTEND

[0 BBeAeHuA yepe3 1-6 mec  yepes3 7-12 mec u4epes 13-18 mec uepes 19-24 mec

CPOK NOCNE NEYEHNA OHACEMHOIEH ABEMNMAPBOBEK

Pucynok 14. Innamuka onenku mkaine CHOP-INTEND y nanuentoB co CMA Ha
IIPECUMIITOMATUYECKON CTaguu B TEYEHUE 2-X JIETHErOo HAOMIONEHUs IOCIe

IIPOBCACHUA TeHHOM TCpaIinun
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[locne pmoctwkeHuss 2-JIETHETO BO3pacTa C€ YYETOM  JOCTHIKECHUS
MakcumanpHoro Oamina no mkaie CHOP-INTEND, y 2 nereit moarpymnmsl IIb
JalibHEeWIas oleHKa ocytiecTsisuiach no mkaie HFMSE. Yepes 19-24 mecsa ot
MOMEHTA MPOBEJICHUs TeHHOU Tepanuu oreHka no mkaie HFMSE onnoro pebenka

coctasuia 40/66 6amnos, y npyroro — 66/66 6anos.

4.2. ITokazarean JHMI' y naumeHTOB CO CIMHAJILHOM MbIILIEYHO aTpoduei

Bcem 79 nperam co CMA Obul0 HOpOBEAEHO CTUMYJIALMOHHOE OMI
HCCJIEIOBAHKE JIOKTEBOTO HEPBA C perucrpanueid M-oTBeTa ¢ MBIIIIbI, OTBOSIIEH
OAThIA  manen Kuctu. Onpeaensyiuch JIUCTallbHas JIATEHTHOCTh M-OTBeETa,
aMIUIMTyJa W IUIOIIAJb HETaTUBHOIO TMKa M-0TBeTa, MOJY4YEHHOTO MpHU
AIIEKTPUYECKON CTUMYISIIMUA JIOKTEBOTO HEpBAa B OOJACTH 3amsCThsi, a TaKkKe
CKOpOCTh pacnpoctpaneHus: Bo30yxaenust (CPB) no nokTreBoMy HEpBY Ha ypOBHE

MNpCAIICYbd.

4.2.1 lloka3zaresu JHMI' y manMeHTOB €O CIIMHAJIBbHOI MbIIICYHOU aTpodueit

I Tuna (moarpynma Ila)

B cBa3m ¢ TeM, 4To 3HadeHUs OonbmMHCTBa IokKasareiaer OHMIT He
MOMYMHSUINCh HOPMAJIbHOMY pPacCHpelelICHUI0, OHU OMHUCHIBAIUCH MPU MOMOIIU
3HaueHuit Mmenuansl (Me) u HkHero u BepxHero kBaptuieit (Q1-Q3), Munumyma
(min) u MakcuMymMa (max).

AMIIINTY/A, TUIOIAAb ¥ JATEHTHOCTh HETaTUBHOTO MTHKAa M-0TBETa MBIIIIIIHI,
OTBOJISIIEH MATHIN Majell KUCTU MPU dIECKTPUICCKON CTUMYIISIIMN JOKTEBOTO HEpBa
B oOmactu 3amsicthst 1 CPB mo nBurarenbHbIM BOJIOKHAM JIOKTEBOTO HEpBa Ha

npeArieube y NaueHToB noArpynisl [la npencrasienst B Tadbnuie 14.
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Tabnuua 14 - Jlunamuka ocHOBHBIX mapameTpoB DHMI uccrienoBanust J0KTEBOrO

HepBa y nanuenToB co CMA [ tuna (moarpymnmna Ila)

[TapameTtp Mo neuenust Uepes 3-4 mec UYepes 5-7 mec | Uepes 8-12 mec | UYepes 13-24
Bl (n=35) MOCIIe JICYCHUST | TOCIE JICUCHUST | IMOCIe JICYCHUS Mec Toce
(n=16) (n=13) (n=9) JIeYeHUs
(n=14)
Awmmnuty 0,28 0,40 0,60 0,48 0,70
na M- (0,13 -0,65) (0,26 —0,75) (0,34 -0,70) (0,43 - 1,00) (0,46 — 1,15)
OTBeETa
(MB)
Me
(Q1-Q3)
Min 0,05 0,12 0,12 0,12 0,17
Max 2,20 3,40 0,90 3,40 4,60
[Tnomane 0,60 0,95 1,10 0,70 1,00
M-oTBeTa (0,30 -10,88) (0,60 — 1,32) (0,49 — 1,30) (0,70 —1,50) (0,71 — 1,98)
(mc*mMB)
Min 0,14 0,19 0,33 0,18 0,24
Max 4,20 4,50 3,08 4,90 8,50
CPB (m/c) 31,90 37,30 41,20 45,80 48,40
Me (27,50 -35,90) | (34,70 -43,27) | (38,90 —-45,90) | (43,90 —49,70) (43,95 -
(Q1-Q3 50,98)
Min 22,30 26,40 30,90 41,00 38,90
Max 52,00 47,90 55,30 58,00 56,10
JlateHTHO 2,60 2,40 2,30 2,20 2,10
CTh (2,30 -2,95) (2,30 -2,52) (2,10 - 2,50) (2,20 -2,30) (2,00 -2,30)
M-otBeTa
(Mc)
Min 1,70 1,90 1,80 2,00 2,00
Max 3,60 3,00 3,70 2,40 3,00

CPB — cxopocTh pacnpocTpaHeHHsT BO30YKICHUS

V¥ nmanuentoB co CMA I tuna (nmoarpynmna Ila) mocie BBeneHus npenapara

OHaCCMHOI'CH a6eHapBOBCK OBIJIO BEISBJICHO IMOCTEIIEHHOE MOBBIIIICHUE AMILIUTYAbI

n I1aomaar HEraTuBHOI'O IIMKa M-OTBeTa, IMOJYYCHHBIX IIPpH BHCKTpI/I‘leCKOﬁ

CTUMYJIOUKW JIOKTCBOI'O HCEpPBAa B I[HCTaJIBHOﬁ TOYKE B O00JaCTHU 3aIlsSICThs:

MUHHUMaJbHbIE 3HaYeHus (ammuutyna — Me 0,28 (0,13 — 0,65) MB u mnomans — Me

0,60 (0,30

0,88) mc*mB) naGmiomanuch g0 JedeHws, yepe3 3-4 wMecsma

ONPEAENAIOCh MOBBINICHUE 3HAaYeHH npumepHo Ha 30%, yepe3 5-6 Mecdies -

MOBLIIIICHHUE B 2 pasa 110 CPaBHCHUIO C HCXOAHBIMHA 3HAYCHUAMU (&MHHI/ITYI[a — Me

0,60 (0,34 — 0,70) MB u momaas — Me 1,10 (0,49 — 1,30) mc*MB). B nanbreiimiem,
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yepe3 8-12 mMecdies, nmoka3arend aMIUIMTYAbl U IUIomaau M-oTBeTa 3HaUMMO HE
MEHSUIUCh M JI0 KOHIla HaOmioaeHus (uepe3 13-24 MecsilieB) CyIIECTBEHHBIX
n3MeHeHu He nperepneBanu (ammnutyna — Me 0,70 (0,46 — 1,15) MB u mmomans —
Me 1,00 (0,71 — 1,98) mc*mMB).

IIpu onenke CPB mno pgBurareinbHbIM BOJOKHAM JIOKTEBOIO HEpPBA Ha
npeAruieube  OblIa  BbIABICHA  CTaOWIbHAsE  MOJIOXKUTENbHAS  JUHAMMKA!
MUHHUMAJbHBIE 3HAUCHHUS HAOIIOAAINCH [0 JICYCHUST U 3aTeM HUMEIO0 MEeCTO
noctoBepHoe yBenuuenue CPB uepes 3-4 mecsna (Me 37,30 (34,70 — 43,27 m/c)),
5-6 mecsaueB (Me 41,20 (38,90 — 45,90 m/c)), 7-12 mecsueB (Me 45,80 (43,90 —
49,70 m/c)) u 13-14 mecsueB (Me 48,40 (43,95 — 50,98 wm/c)) xu3HH, TIpUUYeM
yBesnnmueHne CPB HOCUIIO paBHOMEPHBIN XapakTep.

[Ipu ananuze mnareHtHocTd M-oTBeTa OblIa OOHapyxkeHa oOpaTHas
3aBUCUMOCTH 0 cpaBHeHUIO ¢ CPB: caMble Oomblne moka3aresin OTMEYaIUCh 10
nedenuss (Me 2,60 (2,30 — 2,95 mMc)) U 3areM KOHCTaTHPOBAHO IOCTEICHHOE
CHIDKEHHUE JaTeHTHOCTH yepe3 3-4 mecana (Me 2,40 (2,30 — 2,52 mc)), 5-6 mecsiiien
(Me 2,30 (2,10 — 2,50 mc)), 7-12 mecsueB (Me 2,20 (2,20 — 2,30 mc)) u 13-14
Mmecstes (Me 2,10 (2,00 — 2,30 Mc)) XU3HH.

4.2.2 llokazaresan JHMI' y nauuenToB co CMA Ha npecHMITOMATHYECKOU

craauu (moarpymnmna IIb)

AMIUIMTYA, TUIOIIAb U JATEHTHOCTh HEFaTUBHOTO MUK M-0TBETa MBIIIIIbI,
OTBOJAIIEH IISITHIN MAJIEIl KHCTH MIPU AJIEKTPUUECCKON CTUMYJIAIIMH JIOKTEBOTO HEPBa
B oOmactu 3amsicthst 1 CPB mo nBurarenbHbIM BOJIOKHAM JIOKTEBOTO HEpBa Ha

npeArieube y nauueHTos noarpymisl [Ib, npeacraBnens: B Tabnuie 15.
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Tabnuua 15 - Jlunamuka ocHOBHBIX mapameTpoB DHMI uccrienoBanusi J0KTEBOrO

HepBa y nmanueHToB co CMA Ha npecuMITOMaTHYE€CKON CTa N1

[TapameTtp Mo neuenust Uepes 3-4 mec Uepes 5-7 mec | Uepes 8-12 mec | UYepes 13-24
Bl (n=33) MOCIIe JICYCHUST | TIOCIIC JICUCHHS | TIOCIIC JICUCHHUS Mec Ioce
(n=10) (n=10) (n=7) JIeYEHUs
(n=10)
Awmmnuty 5,00 5,65 5,20 6,30 6,25
na M- (4,30 —-5,30) (4,22 -5,78) (4,78 — 6,60) (4,95 -17,05) (5,20 - 6,85)
OTBeETa
(MB)
Me
(Q1-Q3)
Min 1,40 3,20 4,20 3,50 4,70
Max 8,00 7,30 7,70 9,20 7,80
[Tapametp Ho neuenust Uepes 3-4 mec UYepes 5-7 mec | Uepes 8-12 mec | UYepes 13-24
Bl (n=33) MOCIIE JICYCHUST | TIOCIIC JICUCHHS | TIOCIIC JICUCHHUS Mec IocJe
(n=10) (n=10) (n=7) JIeYeHUs
(n=10)
[Tnomaznp 8,9 8,35 10,70 10,70 11,60
M-oTBeTa (7,8 - 10,1) (7,33 -9,07) (9,65-11,78) (9,20 - 12,60) (10,68 —
(Mmc*MB) 13,22)
Min 3,90 4,70 5,70 6,20 10,30
Max 12,40 11,70 11,90 13,60 16,60
CPB (m/c) 33,60 46,05 49,05 52,90 55,20
Me (32,40 —38,10) | (43,00-48,12) | (47,33 -53,33) | (52,00 —-53,15) (52,80 —
(Q1-Q3 57,60)
Min 27,40 37,30 41,40 51,70 49,10
Max 48,90 54,80 57,00 55,20 60,30
JlaTeHTHO 2,10 2,15 2,00 2,00 2,00
CTh (2,00 - 2,40) (2,00 —2,20) (1,92 —2,00) (1,95 -2,00) (1,82 —-2,00)
M-otBeTa
(Mc)
Min 1,80 1,90 1,70 1,80 1,80
Max 2,80 2,60 2,40 2,20 2,00

CPB — cxopocTh pacnpocTpaHeHHs BO30YKICHUS

VY nanuentoB noarpynmsl [Ib yepes 13-24 Mecsia nocne npoBeieHs] TeHHOU

Tepanuu ObLJI0O OTMEYEHO TMOBBINIeHHE 0CHOBHBIX DHMI' mokazareneii: 10 JIeueHus

amrmutyna M-otsera Me - 5,00 (4,30 — 5,30) mB u uepe3 13-24 mecsia nocie

nedenust Me 6,25 (5,20 — 6,85) mB; momaas M-otBeta f0 neuenus Me 8,90 (7,8 —
10,1) mc*MB u uepes 13-24 mec nocne nedenust Me 11,60 (10,68 — 13,22) mc*MB;
CPB no neuennss Me 33,60 (32,40 — 38,10) m/c u uepe3 13-24 mecsma mocie

nedenust Me 55,20 (52,80 — 57,60) m/c.
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4.3 OueHka mokasareJsiel ypoBHe JIETKUX U TAKeJIbIX Henen
HeHpo(PUIaAMEHTOB B CHIBOPOTKE KPOBH y manueHTos co CMA
VY Bcex nmetreil OCHOBHOUM Trpymmbl ObUIM HCCIEAOBAaHbI YPOBHU JIETKUX U
Tsokenbix nHerned HO B ceiBopoTke kpoBu meronoM M®PA. CormacHo auzaiiHy
HCCIIEIOBAHUSA, YPOBEHb JIETKUX W TsoKenblX nened H® B CBHIBOPOTKE KpPOBH
ompenessuica 10 u depe3 3-6 mec., 7-12 mec. u 13-24 Mec. nocie NpuMEHEHUS

T€HHOM Teparuu.

4.3.1 Ouenka nmokasareJieid ypoBHeil JIETKUX M THKeJIbIX Lernei
Helipo(PUIaAMEHTOB B CHIBOPOTKEe KPOBH y nauueHToB co CMA I tuna
(moarpymnmna Ila) 10 1 mocJie npoBeieHUs1 TEHHOM TepaNuu

[Tony4yeHHbIe TaHHBIE YPOBHEW JIETKUX WU TsoKENbIX nened HD B cbIBOpOTKE
KpoBu y aeter noarpynnsl Ila no u gepes 3-6 mec., 7-12 mec. u 13-24 mec. nocine
MPOBE/ICHUSI T€HHOW TEPANUU HE MOAYUHSIINCH HOPMAJIbHOMY PACIPEICICHUIO U
OMUCHIBAJIUCH MPU MOMOIIM 3HaueHUl meauansl (Me), npouentmieit (ot Sth go
95th), MunuMymMa (min) u Mmakcumyma (max). Pe3ynbrarsl mpeacTaBiaeHbl B TaOIUIE

16.

Tabnuua 16 - YpoBHHU Jerkux u Tsokenbix neneit HO B cbIBOpOTKE KPOBU Yy AETEH CO

CMA I tuna no u uepes 3-6 mec., 7-12 mec. u 13-24 mec. nocne npoBeAEHUS TEHHOU

Tepanuu

[Hoarpyn 0

mala | M= 95(9A')505[H n |min| max [Sth| 0| 2 | 50¢th |75t | 90¢th | 95th
(CMAI1 | SD CI)" th | th

THIIA)

J10 IpOBe/IEHNsI TEpaIuK PENAPATOM OHACEMHOTEH a0€NapBOBEK

HO 505

NerKue | oy oy 26,36- 44 | 60 256, 6.0 | 60 | 6.0 22,9 | 485 | 150, 157.75
LETTH 77 74,73 0 7 4 5

HO 58

ToKenbie | o | 18.27- 1, 6.0 170, 6,0 | 6,0 | 6,0 | 13,0 | 51,5 88,8 110,22
werm o | 4748 4 4
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Tabnuua 16 - YpoBHHU Jerkux u Tsokenbix neneit HO B cbIBOpOTKE KPOBU Yy AETEH CO
CMA I tuna no u uepes 3-6 mec., 7-12 mec. u 13-24 mec. nocne npoBeACHUS TEHHOU

Tepanuu (IIPOJI0JIKEHHE)

[Hoarpyn

na la M+ 95%5[1/1 . 10 | 25

(MAT | sp | 5% | n min| max | Sth) ot G| 50th | 75¢h | 90th | 95 th
CD

THUTIA)

Uepes 3-6 Mec. mociie NpOBEACHUS TEPAITUK MPEapaToM OHACEMHOTCH a0emapBOBEK

HO®

15,7
nerkue | g ag | LA o0 g g | 140, 381 49159 o | 98 | 350 | 4025
nenu 63 30,12 0 5 0 2
Tﬂ)II;Iq;LI 19,2 10.,39- 18,1

CHBIC | 3118 ; 20 | 60| 614 | 60| 60|60 | 11,0 4| 51,6 | 58,93
nenu 89 28,08 8

UYepes 7-12 mec. mocie NpoBeAeHUs Tepaiy NpenapaToM OHACEMHOTeH a0emapBOBEK

HO

JIETKHE 7,62 3,84- 371 4,7 5,1

Al -l B IR IR W [ X 3 G S I (VR B X S K SR EX'S

Ho | 177

mokemte | 1421 | 023 | 16 | 2.0 | 908 | 21 | 75 | 20 | 12 | 1381 555 5653
292 5 51 5 5

LETTH ,56

Yepes 13-24 mec. ociie NpoBEACHUS TEPAITUH MTpernapaToM OHACEMHOTeH a0enapBOBEK

HD
JIETKHA 6,05 5,27- 4.2

CIKHE 11 ’ 1138 77 | ™ |47]57] 60 | 660 | 7.7 7.7
LETTH 6 6,82 5

Tﬂ)II;Iq;LI 8,37 6,86-

CIBIC | 190 ’ 11|60 128 | 6060160/ 86 | 975 | 10,3 | 11,55
nenu 5 9,88

[IpoBeneH cpaBHUTENBbHBIN aHAIN3 YPOBHEH JIETKUX U TsKeNbIx nened HO B
ceIBOpoTKe KpoBu jJereid co CMA 1 tuna (noarpynma Ila) B nuHamuke uepe3 3-6
Mec, 7-12 mec u 13-24 Mec nmocne mpoBeAeHHS TeHHON Tepanuu. OTME4eHO
noctoBepHoe cHibkeHue (p<0,01) yposueit nerkux nemneii HO B chiBOpoTKe KpoBU
yepes 3-6 mec. nmocie npopeaeHus reHHou tepanuu (Me — 6,0, Q1-Q3 =5,92— 7,78)
10 CPAaBHEHUIO C TAaHHBIMU TTOKa3arensamu 1o jeuenus (Me - 22,97, Q1-Q3 = 6,0 —

48,54). B nanbHeitmem, uepes 7-12 mec. (Me — 6,15, Q1-Q3 = 5,15— 7,3) u 13-24
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Mec. (Me — 6,0, Q1-Q3 = 5,7— 6,6) oTMeueHa cTtabmiam3als mnokasareneit Me ¢
YMEHBIIIEHUEM UHTEPKBAPTUIIbHBIX pa3mMaxoB (pucyHok 15). Ha pucynkax 15 u 16
MPOMJUTIOCTPUPOBAHA NHMHAMKUKAa Me U CpeIHUX 3HAYCHUN YPOBHEW JIETKUX LEIMei

H® B ceiBOpoTKE KpoBHU B oarpymnre Ila.

50

(oS 40

— o

o C

£ Y% 30

= X

=33 22,97

o X 220

2 Q¢ E

% 10 6 6,15
S8 L I 6
g o

v >

= o

o]

[0 BBeAeHuA yepes 3-6 mec yepes 7-12 mec yepes 13-24 mec
OHacemHoreH
abenapBoBek

Pucynok 15. Jlunamuka ypoBueit nerkux neneit HO B ceiBopoTke kpoBu (Me, Q1-

Q3) y nereii co CMA I Tuna g0 u nociie npoBeeHNsI TEHHOU Tepanuu

80
70
60
50 50,55

40

30

20 15,78

10 7,62
T —x 6,05

CpenHsas apudmeTtuyeckasn (M) n 95%
W ypoBHa nerkux uenen HO, nr/mn

[0 BBeAEeHUA OHacemMHoreH yepes 3-6 mec yepes 7-12 mec yepes 13-24 mec
abenapBoBekK

Pucynok 16. Jlunamuka ypoBHei nerkux neneit H® B ceiBopotke kposu (M, 95%

JIN) y neteit co CMA I tuna 10 v mocie npoBe/ieHHs] TeHHOU Teparuu

AHanu3 JUHAMUKYU YPOBHEH TspkenbIX 1eneit HO B ChIBOpOTKE KpOBH MOCIIE
MPOBEICHUS TEHHOW Tepanuu B noarpymnie [la BeISIBUII T€ k€ 3aKOHOMEPHOCTH, YTO
Y QaHAJIN3 JUHAMUKY JIETKUX 1eneil HO: 1ocToBepHOE CHUKEHUE YPOBHEN TAKEIBIX

uneneit H® uyepe3 3-6 mec. mocie BBEICHHUS OHACEeMHOreHa alernapBOBEKa U B
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nanpHenmem, uepe3 7-12 mec. m 13-24 wmec. mnaBHOe cHWkeHHME Me mnpu
YMEHBIIICHUU HHTEPKBAPTUIIBLHBIX pa3maxoB (pucyHok 17). CpenHue 3HaYEHUS
ypoBHe# Tskenbix nenet HO npencrasnensl Ha pucyHke 18.

60

YPOBHSA TAMKEbIX Lenei

50
40
30
20

H®, nr/mn

13 T11 11,25
10 T x

—7 8,6
0

MeauaHa (ME) n UKP (Q1;

Q3)

[0 BBeAeHUA yepes 3-6 mec yepes 7-12 mec yepes 13-24 mec
OHacemHoreH
abenapBoBekK

Pucynok 17. lunamuka ypoBHel Tskenbix neneit HO B CbIBOPOTKE KpOBU y JA€TEM

(Me, Q1-Q3) co CMA I Tuna g0 u nociie npoBe/IcHNUs] TEHHOU Teparuu

v
o

B
o

32,88

w
o

19,23 117,71

[uny
o

8,37

CpeaHas apudmeTmyeckas
(M) 1 95% AN ypoBHA
o

TAXKenbIX uenent H®, nr/mn
N
o

00 BBeAeHUA yepes 3-6 mec Yyepes 7-12 mec yepes 13-24 mec
OHaceMHoreH
abenapBoBekK

Pucynok 18. Jlunamuika ypoBHeHM Tspkenbix neneit H® B chiBopoTke KpoBu (M,

95%J11) y nereit co CMA I Tuna 10 v nocie npoBe/IeHHs] TeHHOU Teparuu

4.3.2 Ouenka nmokasareJieid ypoBHeil JIETKUX M THKeJIbIX Lernei
HeHpo(pUIAMEHTOB B CHIBOPOTKE KPOBH y nmanueHToB co CMA Ha
npecumMnromMaruuyeckoii craauu (moarpymnmna IIb) no u mocJie nposeaenus
TeHHOH Tepanuu

[Tony4yeHHbIE TaHHBIE YPOBHEW JIETKUX WU TspKeNbIX nened HO B cbIBOpoTKE
KpoBH y nieteit co CMA Ha npecumntomarnueckont craauu (noarpymnmna IIb), Taxxe,
kak u B noarpymme Ila, 1o u uepe3 3-6 mec., 7-12 mec. u 13-24 mec. nocine
MPOBEJICHUSI TEHHOW TEPANUU HE MOAYUHSIINCh HOPMAJbHOMY PAaCIPENCIICHUIO U

OTNMCHIBAIMCH MPH TOMOIIY 3Ha4eHUU meauanbl (Me), mponentuneit (ot Sth mo
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95th), MunuMymMa (min) u Mmakcumyma (max). Pe3ynbrarsl npeacTaBiaeHbl B TaOIUIIE

17.

Tabnuua 17. YpoBHHU JleTKUX U TsKeNbIX 1eneil HO B CbIBOPOTKE KPOBU y IE€TEH CO
CMA Ha npecuMIITOMaTHYeCKON cTaauu 10 u yepes 3-6 mec., 7-12 mec. n 13-24

MeEC. TTOCJIE MPOBEACHUS T'€HHON TEpanuu

Jlo mpoBeieHUs Tepauy pernapaToM OHACEMHOTeH a0emapBOBEK
Hoarpyn 95%

na Ib M+ AN mi |l ma| 5
(CMA SD 95% n n X th 10th | 25th | 50 th | 75th | 90 th | 95 th
npecum.) CDh
T;[)Iljeq;me 29,4 4,98- 241 97,3
7453 ’ 35 |1 6,0 6,0 | 6,0 6,0 12,0 | 16,0 | 69,2 ’
LETTH p 53,96 9 5
Yepes 3-6 Mec. mocie NpoBeASHUs TEPANUH MPEnapaToM OHACEMHOTeH abenapBOBEK
HD
JIETKUE 7,32 5,49- 15, | 5,5
+2.8 ’ 12 | 5,0 ’ ; 6,0 6,0 6,0 | 7,25 | 9,68 | 12,4
LETTH 7 9,14 5 5
HO -y
TOKEIBIE | 31 | 254 | 60| "] 60| 60 | 60 | 100 | 125 | 140 | 43
LETTH 19 26,93 8 6

Uepes 7-12 mec. mocsie MpoBeIcHHUs Teparuy IpernapaToM OHACEMHOTEH abernapBOBEK

HO®

JIETKHE 3,46 3,7
+1,2 | 4,73-62 | 14 | 1,5 | 7,0 ’ 5,0 5,0 6,0 6,0 6,0 6,35
LETTH 3 7
HO 59
TSDKENbIC ’ 5,94- 61, | 6,0 10,0 | 11,7 | 39,8 | 54,6
LEenu 521‘7 25,97 14160 40 0 6,00 | 6,75 0 5 7 1

Uepes 13-24 Mec. mociie NpoBEACHUS TEPAITK MPEapaToM OHACEMHOTCH a0emapBOBEK

HO®

5,38
JIETKHE ’ 4,69- 1,5 | 6,0 | 3,7
- ill,Z 6.09 14 0 0 7 5,00 | 5,00 6,0 6,0 6,0 6,0
HO 10,4
TSDKENbIC ’ 8,11- 6,0 | 20, | 6,0 11,7 | 14,7 | 16,7
wern 26'5;" 1275 | 4 0 [ oo | o | &%) 67 1001 s 0 5

[IpoBeneH cpaBHUTEIBbHBIN aHAIN3 YPOBHEH JIETKUX U TsKeNbIX neneid HO B
CBIBOPOTKE KpOBH JieTeit u3 noAarpynimsl [Ib B nunamuke uepes 3-6 mec., 7-12 mec. u
13-24 mec. nocine npoBeaeHNs FeHHOM Tepanuu. OTMEYEHO JOCTOBEPHOE CHUXKEHUE

(p<0,01) yposueit nerkux neneir HO® B criBopoTKe KpoBU yepe3 3-6 mec. Imocie
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npoBeneHus reaHoi tepamuu (Me — 6,0, Q1-Q3 = 6,00 — 7,25) mo cpaBHEHHIO C

ypoBHsimu Jierkux 1enet HO no neuenus (Me — 6,0, Q1-Q3 = 6,00 — 31,43) 3a cuer

YMEHBIIICHUS] THTEPKBAPTUIIBHBIX Pa3MaxoB MPU OAMHAKOBOM ypoBHE Me (puCyHOK

19). Uepes 7-12 mec. u 13-24 mec. mociie mpoBeSHHS TeHHOM Teparuu MpOoA0JKEHO

CHIDKCHUE MHTEPKBAPTUIIBHBIX PAa3MaxoOB IIPU COXPAHEHHM IPEXKHETO ypoBHA Me.

Ha pucynke 20 npowmtocTprupoBaHa AMHAMUKa cpelHuX 3HaueHuil (M) ypoBHeit

nerkux nenei HO B ceiBOpoTke KpoBHU y Aeteid co CMA Ha mpecuMIITOMaTH4eCKOM

CTaaum.

35
30
25
20
15
10

5

0

Meaunana (ME) n MKP (Q1; Q3)
YPOBHA nerkux uene HO, nr/mn

[0 BBEeZeHuA
OHacemHoreH
abenapBoBekK

6 6
= T 16
yepes 3-6 mec yepes 7-12 mec yepes 13-24 mec

Pucynoxk 19. Jlunamuka ypoBHen nerkux neneit HO B CbIBOpOTKE KpPOBU y AeTEH

(Me, Q1-Q3) co CMA Ha npecuMNTOMAaTHYECKON CTaJAUHU 10 U MOCJE MPOBEACHUS

TE€HHOU Tepanuu

60

nr/mn
= N w B (9]
o o o o o

95% AW ypoBHs nerkmx uenei HOP,
o

CpeaHsas apudmeTtuueckasn (M) n

30,81

[0 BBeZeHun
OoHacemHoreH
abenapBoBek

7,32
T — 5,46 5,38

yepes 3-6 mec yepes 7-12 mec yepes 13-24 mec

Pucynoxk 20. /lunamuka ypoBHen Jierkux ueneit HO B CbIBOPOTKE KPOBU y JETEM

M, 95% 1) co CMA Ha nmpecuMOTOMATUYECKOM CTaAuu 0 U TIOCJE MPOBEACHUS

TE€HHOU Tepanuu
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AHanu3 JUHAMUKU YPOBHEH TskenbIX 1eneit HO B ChIBOpOTKE KpOBH MOCIIE
npoBefieHUs TeHHoul Tepanuu B noarpynne I[Ib (CMA, mpecumnromaruueckas
CTaJus) BBISBUI JIOCTOBEPHOE CHUXKEHUE ypOBHEH Tsikenbix reneid HO yepes 3-6
Mec. MOCJie BBEJICHHSI OHACEeMHOTeHa a0ernapBOBeKa U B JayibHeHIeM, yepes 7-12
Mec. u 13-24 mec. maBHOE CHIXKEHUE Me mpu YyMEHBIIEHHH WHTEPKBAPTHIIBHBIX
pa3maxoB. Ha pucynkax 21 u 22 orpakeHa TUHaMUKa U3MEHEeHUN Meauanbl (Me) u
cpenneit apupmernueckoit (M) ypoBHeit Tskenbix 1eneid HO B cbIBOPOTKE KPOBU B

nonarpynne Ilb.

18
16

g =3

o T 14

(e 12 12

a 5 10 10 T T

x I 10 10

S x5 J J

s 3 s 8

T gL ¢

S X -

= B 4

s

S 3 2

gs o

= [0 BBeAeHuA yepes 3-6 mec yepes 7-12 mec yepes 13-24 mec
OHaceMHoreH
abenapBoBekK

Pucynok 21. /lunamuka ypoBHe# Tskenbix neneit HO B CbIBOPOTKE KpOBU y JA€TEM
(Me, Q1-Q3) co CMA Ha nmpecuMOTOMAaTHYECKOM CTAJNU JI0 U MOCJIE MPOBEICHUS

TE€HHOU Tepanuu

D
o

Ul
o

N
o

w
o

29,47

\I 14.73 .’-15'95

[0 BBeAeHMA OHaceMHOoreH yepes 3-6 mec yepes 7-12 mec yepes 13-24 mec
abenapsoBeK

N
o

=
o

10,42

CpeaHas apudmeTmyeckas
(M) 1 95% AN ypoBHA
o

TAXKenbIX uenent H®, nr/mn

Pucynok 22. /lunamuka ypoBHeU Tskenbix neneit HO B CbIBOPOTKE KpOBU y A€TEM
M, 95% JI1) co CMA Ha nmpecuMOTOMATUYECKOM CTaAuu 0 U TIOCJE MPOBEACHUS

TE€HHOU Tepanuu
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Takum oOpa3zoM, mocie MPUMEHEHUs TeHHON Tepamuu B TPYIe JIeTel co
CMA ormeueHo:

. VY nereit co CMA I Tuna Ha npoTSKEHUU BCETO NIEpUoJia HAOIIOAEHUS
MMEJI0 MECTO MOCTOSHHOE yBeJIWYeHue KonudectBa OamnoB no mkaiam CHOP-
INTEND u HINE-2, a Takxke JOCTHXEHHE HOBBIX 3TAIlOB MOTOPHOTO Pa3BUTHUSA I10
HOpMaTuBHBIM Kputepusam BO3.

o VY naruentoB co CMA Ha mpecUMNTOMATUYECKOM CTauu 3a00JIeBaHUS
MakcuMaiabHoe kKonudecTBo 0aimioB 1o 1mkaie CHOP-INTEND Ob110 10CTUTHYTO K
6 mecsauam xu3Hu, HINE-2 — k 13-18 mecsnam, 1 TEMIIbI IBUTATEIBHOTO PA3BUTHS
COOTBETCTBOBAJIM HOPMAaTUBHBIM Kputepusim BO3.

o Y nmerei co CMA [ tuna wu mnamuentoB co CMA Ha
MPECUMITOMATUYECKON cTaauu 3a007€BaHUs TTOCJIE MPOBEACHUSI TEHHON Tepanuu
OTMEYAETCS] CTAaTUCTUYECKM 3HAuMMas IMOJOKUTEIbHAS JWHAMHUKA 10 BCEM
napamerpam JHMI.

° ITIpu cpaBHuTenbHOM aHanu3e nokazareneid JHMI nereir co CMA u
IPYIIbl KOHTPOJS YCTAHOBIIEHO, 4YTO JAaHHBIE MMapaMeTpbl ObUIM JOCTOBEPHO
CHWXEeHbl y TmanuentoB co CMA 1 Tuma, Torma Kak y JIeT€d Ha
npecuMnroMarndyeckor craauu CMA  CTaTUCTHYECKM 3HAYUMMBIX PA3TAYUAN
MOJIyY€HO He OBLIO.

o [locne mpuMeHeHUs OHACEMHOIreHa a0emapBOBeKa y MAaIMEHTOB CO
CMA onpenensieTcsi CTaTUCTUYECKH 3HAYUMOE CHUXEHHUE YPOBHEWU JIETKUX H
TsokenbIxX 1eneit HO B cbIBOpOTKE KpoBU. MakCHManbHOE CHUXKEHHUE MOKa3aTesnei

H® otmeuaercs yepes 3-6 Mecs1eB MOCHE MPOBEACHUS TEHHON Tepauu.
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ITTABA 5. CPABHUTEJIBHAS XAPAKTEPUCTUKA KIIMHUYECKUX,
WHCTPYMEHTAJIBHBIX, BUOXUMHUUYECKHUX MOKA3ATEJEH
OCHOBHOM I'PYIIbI ¥ TPYIIIIBI KOHTPOJIA

Ha Tpetbem sTame uccienoBanusi ObUT MPOBEIAEH CPABHUTEIBHBIA aHAIU3
KIIMHUYECKUX, WHCTPYMEHTAJIbHBIX, OMOXMUMHYECKMX TIOKa3areaed OCHOBHOM
rpynnbl (rpynna II) u rpynmer kontposst (rpymnma I). CpaBHeHHE TPOBOIUIIOCH
BHYTPHU OCHOBHOU Trpymnibl (Mexay noarpynmnamu [la u 1Ib), mexxny noarpynmnoii I1a

U TPYIIION KOHTPOJIA, a Takxke noAarpymnmnoi [Ib u rpynmnoit koHTposs.

5.1 CpaBHuUTe/IbHASl XaPAKTEPUCTUKA KJIMHUYECKHUX MOKa3aTesieil 0CHOBHOM
rpynnbl ¥ rPynnbl KOHTPOJIA

Jletn 0e3 HEBPOJOTMYECKOM MAaTOJOTMH, BOUIEAIINE B TPYIIy KOHTPOJIS
(rpynna I), neMoHCTpUpOBaIn TOCTUKEHHE OCHOBHBIX JIBUTATEIbHBIX HABBIKOB B
COOTBETCTBHUM C HOpMaTuBamu BO3.

[Tatmmentsl co CMA 1 tuna (noarpynna Ila) no npoBeaeHus reHHON Tepanuu
MMeEJId 3HAYUTEIBbHOE OTCTABAHUE B JIBUTATEIIbHOM PAa3BUTHHU B CBS3U C J1€0IOTOM
KimHuYeckoi cumnromatuku CMA B Bo3pacte 1,15 £ 1,1 mecsn (95% AU 0,81 —
1,49), yTo moaTBepKAAIOCH OAIbHBIMU OlleHKamu 1o mikanam HINE-2 (Me -2,0,
Q1-Q3 =1,00 —2,25) u CHOP-INTEND (Me - 30,00, Q1-Q3 =22,00 — 37,25).

ITocne npoBeaeHust reHHoM Tepanuu y aereit co CMA I tunma orMmedanach
JIOCTOBEpHAsi TMOJOKUTEJbHAs JUHAMHUKAa B JBUTATEIBHOM pPa3BUTUHU, OJHAKO
3a/iep’KKa B JIOCTHXKEHUM OCHOBHBIX MOTOPHBIX HAaBBIKOB B COOTBETCTBUHM C
HopMatuBaMu BO3 Ha MOMEHT 3aBEpIICHMS HCCIENOBAaHUS COXPAHIACH Y
OonplIMHCTBA ManueHToB noArpynmsl Ila (pucynok 9). CpenHsst olieHKa Mo 1IKale
HINE-2 k xonmny mepuoga HaOmrogeHus cocraBuia Me - 20,0 (Q1-Q3 =16,50 —
24,50) 6a10B, MAKCHMAaIbHOTO 3HAUYCHUS B 26 OAJIOB TOCTHUIJIO TOJIBKO JBOE JETEH
(4,5%) sroit moarpynmnsl. Cpenuuii 6ami no mkaine CHOP-INTEND no okonuanuu
nepuoja HabmoaeHus y marmeHToB co CMA I tuma 6w11 paBen — Me - 60,00, (Q1-
Q3 =58,00 — 64,00) u tonpko 5 pmerert (11,4%) 5TON mMOATpPYNMBI JOCTUTIU

MAaKCUMAaJIFHOTO Mokas3areiia B 64 Oasuia.
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[Taruentsr co CMA Ha npecuMmnTomMaTudeckor ctaauu (moarpynna IIb) mo
MPOBEICHUS T€HHOM Tepanuy He UM KIMHUYECKONH CUMIITOMATUKHU 3a00J1eBaHUs
U HE OTIMYAJIMCH IO JBUTATEIbHOMY Pa3BUTHUIO OT JIE€TEH T'PyHIlbl KOHTPOJs. J[o
WHHIMAIMY Tepanuu OanabHble oneHku 1o mkaidam HINE-2 (Me - 4,0, Q1-Q3 =
2,00 — 4,50) u CHOP-INTEND (Me - 57,00, Q1-Q3 =54,00 — 61,00) Obuiu
BBICOKMMH U JIOCTOBEPHO OTIMYAIKNCH OT noarpynnsl aeteit co CMA 1 tuna (p<

0,001), uto mpoaeMOHCTpUpPOBaHO B Tabmumax 18 u 19.

Tabnuua 18 - CpaBHUTENbHBINA aHAIN3 TTOKa3aTeneit no mkane HINE-2 y nereit

OCHOBHOM TPYIIIBI 10 IPOBEACHUS T€HHOW TEPAInH.

HINE-2
I'pynna P
Me Ql - Q3 N
CMA I tun
CMA I ) 2,00 1,00 — 2,25 44
a moArpyImnmna
i <0,001*
(II rpyrma) CMA npecum.
4,00 2,00 - 4,50 35
(ITb moxrpymima)

* — pa3nuums mokazaresier ctaTucTudecky 3HauuMebl (p < 0,05)

Tabnuua 19 - CpaBHutenbHbIi aHanu3 nokasaresneil no mkane CHOP-INTEND y

JI€T€ OCHOBHOM TPYIIIBI IO MMPOBEICHUS TEHHOW TEPAIUHU.

HINE-2
I'pynmna P
Me Ql - Q3 N
CMA I tun
57,00 54,00 - 61,00 35
CMA (ITa moarpymma)
<0,001*
(II rpyrmma) CMA npecumi.
30,00 22,00 -37,25 44
(IIb noarpymnmna)

* — pa3nuums MoKazareyier ctaTucTudecky 3HauuMel (p < 0,05)

[Tocne mpoBeaeHUsI TEHHOM Tepanuu a0COIIOTHOE OOJIBIIMHCTBO MAIlMEHTOB
noarpynmnsl [Ib popmupoBasu 0CHOBHbBIE IBUTATENIbHbIE HABBIKK B COOTBETCTBUU C
HopmatuBamMu BO3, uto mpencraBieHo Ha pucyHke 12. Jletu co CMA Ha
MPECUMIITOMATUYECKOM cTaauu 3a007€BaHUs TTOCJIE MPOBEACHUSI TEHHON Tepanuu

yepe3 6 MecsneB umenn MakcumaiibHoe 3HadeHue 1o mkaine CHOP-INTEND — 64
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Oamna, yepes 15-16 mecsueB MakcumanabHOW oneHkH 1o mmkaire HINE-2 — 26
0aIoB.

Takum 00pa3oMm, MpU CPaBHEHUU KIMHUYECKUX XAPAKTEPUCTUK OCHOBHOU
TPYIIIBI U TPYIIIBI KOHTPOJIS MOXKHO KOHCTaTUPOBATh, YTO:

o nauueHTel co CMA 1 tunma (moarpynna Ila) kak g0, Tak U mocle
MPOBECHUS T€HHOM Tepaluyu UMENI OTCTABAHHUE B JIBUTATEIILHOM PAa3BUTUHU KaK B
cpaBHeHMHM C rpynmnoid koHTposs (rpynma I), tak u ¢ gerbmu co CMA Ha
npecuMnToMaruuecko craguu (moarpynmna IIb). Ognako npuMeHeHUWE TEeHHOU
Tepanuy TMO3BOJIMIIO TMalMeHTaM C YyXKe MaHU(EeCTUpPOBABIIMM 3a00JI€BaHUEM
JIOCTOBEPHO YIYUYIIUTh MOTOPHOE pa3BUTHE U CHOPMHUPOBATH JIBUTATEIIbHBIC
HaBBIKH, JJOCTUKEHUE KOTOPHIX OBLIO Obl HEBO3MOXKHO ITPU €CTECTBEHHOM TEUECHUU
CMA.

o nanueHTsl co CMA Ha npecuMmnToMatuyeckoi craauu (noarpymnmna IIb)
KaK J10, TaK U TIOCJIE MPOBEJCHUS TEHHOM Tepanuy HE UMEJIH HapyILIeHHII MOTOPHOIO
pa3BuTUS U CPOPMUPOBAIIU JBUTATEIbHBIC HABBIKK B COOTBETCTBUE C BO3PACTHBIMHU
HOpMaMH, HE OTIMYasiCh OT JeTell 0e3 HeBposjoruueckou maronoruu (rpymnmna I).
[IpuMeHeHue TeHHON Tepanmuu Ha MNPECUMITOMATHYECKOM CcTaauu 3a0o0JieBaHUs

MO3BOJISIET Y OOJNBIIMHCTBA NAIMEHTOB NMPEyIPEAUTh pa3BUTHE cuMToMoB CMA.

5.2 CpaBaurenbHas xapakrepuctuka JHMI -noka3aresieid 0CHOBHOM
rpynnbl U rPynnbl KOHTPOJIA

VY nereit 6e3 HeBposiornyeckon naroioruu B Bo3pacte ot 0-24 mec. (rpymnima
KOHTpOJIsA) OBUIM YCTAHOBIIEHBl OCHOBHBIE mapameTpsl OHMI' (ammiutyna,
IJIONIAlb W JIATEHTHOCTh HETaTUBHOrO Muka M-0TBeTa) YyCTaHOBJIEHHBIE MpPU
AIEKTPUUYECKON CTUMYIISIIIUM JIOKTEBOTO HEpPBa B JIUCTAIBHON TOYKE B 00JacTH
3ansAcThsl. [lolydyeHHBIE JaHHBIE COIVIACYIOTCS C  PE3ylbraraMH  pPaHHEE
MPOBEICHHBIX HcciienoBanuu [ 107, 128, 176] no onpeaenenuto nokaszarenen JHMI
Yy HEBPOJIOTMYECKH 3J0POBBIX JETEH PAHHETO BO3PacTa, 4YTO JAE€T OCHOBAaHHUE
paccmaTpuBarh UX B KauecTBe HOpMaTtuBHBIX DHMI - mokasarenei y nereit ot 0 1o

24 MecsIIEB.
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CpaBuurensHbli aHanm3 DHMI'- mapamMeTpoB Mexay OCHOBHOW TpymnIon
(CMA) u rpynnoit KOHTPOJISl TOKa3al CleayIone 3aKOHOMEPHOCTH:

VY mamuentoB co CMA 1 tuna (noarpynma Ila) nqo u mocie nmpoBeaeHus
reHHO# Tepanuu Bce ocHOBHble DOHMI - mapameTpsl OblUIM JOCTOBEPHO HUXKE, YEM
y gereit 6e3 HeBposorudeckoil maronmoruu (rpynna I). HambGonbiime paznuuus
KaCaJIMCh aMIUIMTYAbl W IUiomaau M-oTBera: BbIABICHaA NpuMepHo 10-kparHas
pa3HUIlA 3TUX NTOKa3aresien, kak 110 JedeHus (noarpynma Ila: ammnutyna (Me - 0,28,
QI1-Q3 = 0,13 — 0,65 MB), momane (Me - 0,60, Q1-Q3 = 0,32 — 0,83 mc*mB);
rpymnmna [: ammutyna (Me - 5,20, Q1-Q3 = 4,20 — 5,80 MB) u mnomans (Me - 9,10,
QI1-Q3 =7,90 — 10,00 mc*mB)), Tak u nocine neuenus (nmoarpymnma Ila: ammiuryna
(Me - 0,60, Q1-Q3 = 0,44 — 1,2 mB), mnomaas (Me - 1,00, Q1-Q3 = 0,70 — 2,10
Mc*MB); rpynmna I: ammuryna (Me - 6,50, Q1-Q3 = 6,0 — 6,90 mB), miomans (Me
- 13,60, Q1-Q3 = 10,40 — 15,20 mc*mB)), HecmoTps Ha HadW4YUe CTOUKOU
MOJNOXKHUTENbHOU nuHaMUKH DHMI -mapameTpoB B TeueHHE 2X-JIETHErO0 Nepuoaa
Habmronenus (tadmuma 20).

[Ipu cpaBuenuu OHMI -mapamerpoB aereit moarpymnmsl I[Ib (CMA Ha
MPECUMITOMATUYECKON CTaIMM) U TPYIIbl KOHTPOJS (AeTH 03 HEBPOIOTUYECKOU
MaTOJIOTMH) TOCTOBEPHBIX Pa3IMUMiA BBISBICHO HE OBLIO KAaK 10 MHULIMAIIMY T€HHOU
Teparuu, Tak U B TeUeHHE 2-JIETHETO Nepuo/ia HabmoaeHust, Takum oopazom DHMI -
nmapaMeTpsl aeter co CMA Ha mpecCHMMNTOMATHYECKOM CTaJAuU COOTBETCTBOBAJIHU
HOPMAaTUBHBIM MOKa3aTeJIsIM.

[Ipu cpaBHEHHMU BHYTPU OCHOBHOM rpymiibl Mexay noarpynnamu Ila u IIb
ObLIM YCTAHOBJICHBI T€ K€ 3aKOHOMEPHOCTH, UYTO W Mexay noarpymmoit Ila u
rpynnoi kouTpoist. menu mecto gocrtoBepHsie pasnnuusa DHMI -mapameTpoB kak
no neuenus (moxarpynma Ila: ammmmuryma (Me - 0,28, Q1-Q3 = 0,13 — 0,65 MB),
momaas (Me - 0,60, Q1-Q3 = 0,32 — 0,83 mc*MB); moarpynma IIb: ammiutyna (Me
- 5,00, Q1-Q3 = 4,30 — 5,30 mMB), momaas (Me - 8,90, Q1-Q3 = 7,80 — 10,10
Mc*MB)), Tak u mocie npoBeneHUss reHHOM Tepanuu (moarpymnmna Ila: ammiutyna
(Me - 0,60, Q1-Q3 = 0,44 — 1,2 mB), mnomans (Me - 1,00, Q1-Q3 = 0,70 — 2,10
Mmc*MB); moarpynna IIb: ammnuryna (Me - 6,05, Q1-Q3 = 5,20 — 6,90 mB), u
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momans (Me - 11,30, QI1-Q3 = 10,53 — 13,22 mc*mB)), uto mpeacraBieHo B

tabnuue 20.

Tabmuua 20 - CpaBHutenbHbI aHanu3 DHMI -noka3areneil manuMeHTOB TPYIIIIbI

KOHTPOJIA U OCHOBHOM I'pyHtIibl 10 W MMOCJIC ITPOBCACHMA TeHHOM TCpaIin B BO3PacCTeC

1-6 mec., 7-12 mec., 13-24 mec.

Ipynma/ o sevyenns
MoATpyIa
AMiurynaa [Inomane M-oTtBeTa JlateHTHOCTB (MC)
M-otBeTa CPB (m/c) (Mmc*MB)
(MB)
[Hoarpynma 0,28 31,70 0,60 2,60
ITa (0,13 -0,65) (27,40 — 35,90) (0,32 -10,83) (2,30 —3,00)
CMA 1
THIA
(n=35)
[Hoarpynma 5,0 33,60 8,90 2,10
IIb (4,30-5,30) (32,40 —38,10) (7,80 -10,10) (2,00 —2,40)
CMA,
MIPECUM.
(n=35)
I'pynma I, 5,20 37,20 9,10 2,20
KOHTPOJIS (4,20 - 5,80) (33,5-41,30) (7,90 — 10,00) (2,00 —2,40)
(n=21)
P 0,001* 0,001* <0,001* <0,001*
Pxonrpons — 1 tun < Pxowrpons — 1 tun = 0,001 Pxowrpons — 1 tun < 0,001 Pronrpons — 1 tun < 0,001
0,001 Pupecumnrom — 1 tun = Pupecumnrom — 1 Tan < Prpecummrom — 1 Tun < 0,001
Prpecummrom — 1 0,028 0,001
mn < 0,001
I'pymma/ 1-6 mec
MoATpyIIa
Amnnutyna M- CPB (m/c) [Tnomans M-oTBeTa JlarenTHOCTH (MC)
orBera (MB) (Mc*MB)
[Hoarpynma 0,26 37,75 0,70 2,40
Ila (0,21 -0,37) (33,95 -138,2) (0,40 - 1,15) (2,30 -2,52)
CMA 1
THIA
(n=8)
[Hoarpynma 5,7 46,0 7,00 2,20
IIb (5,20 - 5,80) (38,60 — 46,70) (6,40 — 8,40) (2,00 —2,20)
CMA,
MIPECUM.
(n=5)




Tabmuua 20 - CpaBHutenbHbl aHanu3 DHMI -noka3areneil manuMeHTOB TPYIIIbI

KOHTPOJIA U OCHOBHOM TpyHnIibl 10 U IIOCJIC IIPOBCACHUA TeHHOM TCpaIin B BO3PacCTeC

1-6 mec., 7-12 mec., 13-24 mec. (IpoOAOTIKEHHE)

(n=17)

I'pymma/ 1-6 mec
moArpynna
Amnnutyna M- CPB (m/c) [Tnomans M-oTBeTa JlarenTHOCTSH (MC)
orBera (MB) (Mc*MB)
I'pynma I, 5,2 37,2 9,10 2,20
KOHTPOJIS (4,20 — 5,80) (33,50 —-41,30) (7,90 — 10,00) (2,00 - 2,40)
(n=21)
P <0,001* 0,084 <0,001* 0,040%*
Pxowrpons — 1 tun < Pxonrpons — 1 tun < 0,001 Pxonrpons — 1 tum — 07046
0,001
Pupecummrom — 1
M 0,002
I'pymma/ 7-12 mec
MoATpyIIa
Amnnutyna M- CPB (m/c) [Tnomans M-oTBeta JlatrenTHOCTH (MC)
otBeTa (MB) (Mc*MB)
[Hoarpynma 0,55 41,25 1,10 2,25
la, CMA 1 (0,37-0,72) (36,85 —45,82) (0,67 - 1,42) (2,10 -2,50)
THTA
(n=24)
[Hoarpynma 52 48.9 10,60 2,00
IIb (4,30 -17,30) (46,10 — 53,60) (9,10-11,80) (2,00 -2,10)
CMA,
MIPECUM.
(n=17)
I'pynma I, 5,85 46,85 11,35 1,95
KOHTPOJIS (5,53-17,25) (45,82 —52,38) (9,43 -12,53) (1,90 — 2,08)
(n=22)
P <0,001* <0,001* <0,001* <0,001*
Pxonrpons — 1 tun < Pxowrpons — 1 tam = Pxowrpons — 1 tun < 0,001 Pxonrpons — 1 tun < 09001
0,001 0,002 pHpeCI/IMHTOM o < pnpeCHMHTOM —1ltan = 0,009
Prpecummrom — 1 Prpecummnrom — 1 Tun = 0,001
mn < 0,001 0,001
I'pymma/ 13-24 mec
MoATpyIIa
Amnnutyna M- CPB (m/c) [Tnomans M-oTBeta JlarenTHOCTH (MC)
otBeTa (MB) (Mc*MB)
[Hoarpynma 0,60 49,20 1,10 2,30
IL,CMAI (0,44-1,2) (43,4-50,3) (0,70 - 2,10) (2,10 -2,30)
THIA




Tabmuua 20 - CpaBHutenbHbl aHanu3 DHMI -noka3areneil manuMeHTOB TPYIIIbI

KOHTPOJIA U OCHOBHOM TpyHnIibl 10 U IIOCJIC IIPOBCACHUA TeHHOM TCpaIin B BO3PacCTeC

1-6 mec., 7-12 mec., 13-24 mec. (IpOAOTKEHHE)

I'pymma/ 13-24 mec
moArpynna
Amnnutyna M- CPB (m/c) [Tnomans M-oTBeta JlarenTHOCTH (MC)
otBeTa (MB) (Mc*MB)
[Hoarpynmna 6,05 53,15 11,30 2,00
IIb (5,20 - 6,90) (52,15 -56,82) (10,53 -13,22) (1,82 - 2,00)
CMA,
MIPECUM.
(n=14)
I'pynma I, 6,50 53,30 13,60 2,10
KOHTPOJIS (6,0 —6,90) (50,90 — 55,30) (10,40 — 15,20) (2,00 —2,30)
(n=21)
P <0,001* 0,003* <0,001* <0,001*
Pxonrpons — 1 tun < Pxonrpons — 1 tum — Pxowrpons — 1 tun < 0,001 Pxonrpomns — mpecummrom <
0,001 0,017 Prpecummrom — 1 run < 0,001
Prpecummrom — 1 Prpecummnrom — 1 Tun = 0,001 Prpecummrom — 1 Tuan < 0,001
mn < 0,001 0,004

JlnHamuka aMIutATyabel ¥ miomaay M-orsera y nanueHToB co CMA 1 tuna n

CMA Ha npecuMnTOMaTUYECKON CTANU 10 U NOCIIE IPOBEACHUS TEHHOW TEpaIruu

B TEUYEHHUE 2-JICTHETO NepHo/ia HaOMIONeHUs TPeICTaBIeHa Ha pUCyHKax 23 u 24.

6,3 6,25
6 5,65 -
N
5 &
4
3
2
1 0,4 0,6 0,48 0.7
0,28 . ! ’
0 T T T 1
00 nedyeHma 4yepes 3-4 mec 4epes 5-7 mec yepes 8-12 mec uepes 13-24

mec

—&— [pecumnTomaTnyeckume

nauneHTbl

CMA 1 Ttun

Pucynok 23. Jlunamuka ammutyasl (MB) M-oTBeTa MbIIILbl, OTBOASIICH MSTHIM

nasier] Kucty y nanueHtoB co CMA [ tuna u CMA, npecuMntomaTnyeckasi CTaanst

A0 U IIOCJIC JICUCHU IIPCIIapaToOM OHACCMHOI'CH a6enapBOBeK
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14
12 11,6
10,7 10,7
10
8,9 83
8 —o— [lpecmnTomaTmyeckue
naumeHTbl
6
CMA 1Tun
4
2 naqn 1
0,6 - L1 0,7 p
O T T T T 1
00 neyeHna depes 3-4 mec 4epes 5-7 mec yepes 8-12 mec 4epes 13-24
mec

Pucynok 24. Jlunamuka mnomanu (Mmc*mMB) M-oTBeTa MbIIIIbI, OTBOASIIIECH NATHINA
nasier] Kucty y nanueHtoB co CMA [ tuna u CMA, npecuMntomaTnyeckas CTaans

A0 U IIOCJIC JICUCHU IIPCIIapaToM OHACCMHOI'CH aGCHapBOBeK

Takum o0pazom, ipu cpaBHeHun DHMI -mapamMeTpoB OCHOBHOW TpyHIbI U
IPYIIbI KOHTPOJSE MOKHO KOHCTAaTUPOBAaTh, YTO:

o nauueHTel co CMA 1 tunma (moarpynna Ila) kak g0, Tak U mocle
MPOBEACHUS TEHHOW TEpalmuu UMEIOT JOCTOBEpPHO 0OoJjiee HU3KHE 3HAYCHUs
aMILUTUTYbI U TUIOIAM M-0TBETa pU CTUMYJISILIUK JIOKTEBOTO HEPBA B CPAaBHEHUU
¢ rpynnoit koHTpossa (rpynmna I). Ilocne mpoBeneHust jgedeHUs ¢ MPUMEHEHUEM
TeHHON Tepanuu y JaHHOM KaTeropuu OOJBHBIX HMMEET MECTO JI0CTOBEPHOE
YBEIIMUYEHUE aMIUTUTY/bI U IUIoaau M-oTBeTa, B TO BpeMsl Kak IPU €CTECTBEHHOM
TedeHUU 3a0o0yieBaHUs HaOMronaeTrcsi ObICTPOE CHUKEHUE JAHHBIX IOKaszarelieu
[137, 211];

o nanueHTsl co CMA Ha npecuMmnToMatuyeckoi craauu (noarpymnmna IIb)
KaK J10, TaK ¥ TIOCJIE MPOBEACHUS T€HHON Teparui UMEIU CXOJHbIE C BO3PACTHBIMU
HOpPMaMU 3HaYEHUS aMIUTUTYbI U IOAaau M-0oTBeTa MpU CTUMYIISIIIUU JIOKTEBOTO
HEpBa, U JOCTOBEPHO HE OTIMYAIHUCH OT TPYMIbl KOHTpoJs (rpymnmna I).

. npu cpaBHeHun DHMI -nokazareneit y nauueHToB co CMA I tuna n

CMA, Ha IpeCUMIITOMAaTUYECKON CTAJIMU OTMEUYAIOTCA TOCTOBEPHBIE PA3INYUs KaK
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0 TPOBENCHUSA TEHHOM TEpanmuu, TaK U IOCIE JiedeHus. B TedeHue mnepuona
Habmonennss DHMI -mapamerpsl neteit co CMA 1 tuna He JOCTUTarOT 3HAYECHHM
OHMI -nmapameTpoB nanueHToB co CMA Ha IpecuMIITOMaTHYE€CKOM CTAINH.

. [IpumeHeHne TEHHOW Tepanuu Ha NPECUMITOMATHYECKOM CTaIuu
3a0071€BaHUsl MO3BOJISIET Y OOJBIIMHCTBA MAIMEHTOB COXPaHATh 3HaueHuss DHMI -

MapaMeTpoOB B paMKaX BO3PACTHON HOPMBI.

5.3 CpaBHuUTe/IbHAS OLIEHKA MO0KAa3aTeJ/Iell YPOBHeEH JIETKUX M TSKeJIbIX Lemneil
HeHpPOo(PUIAMEHTOB B CHIBOPOTKE KPOBH Y NAIUEHTOB OCHOBHOM IPYIIIbI U
rpynnbl KOHTPOJIS

bpul mpoBenEeH CpaBHUTENBHBIM aHAIU3 ITOKA3aTENIE YPOBHEW JIETKUX U
TspKenbIX 1erneid HO B chIBOpOTKe KPOBU MEXKy OCHOBHOM rpyrnoi (moarpymia Ila
— CMA I tun u noarpynmna IIb — CMA, npecumnromatuyeckas cTtaausi) 10
MPOBEACHUS TEHHON TEepanuu U Ipymnnon KoHTposs (Tadmuist 21, 22).

YCTaHOBIEHBI CAEAYIOMINE 3aKOHOMEPHOCTH

. V¥ nanuentoB co CMA I tuna (nmoarpynna Ila) 1o npoBenenus nredeHus
ypoBeHb Kak Jyerkux neneit H® B ceiBopotke kpoBu (p<0,001), Tak U TAKEIbIX
ueneit (p<0,001) 6bUT TOCTOBEPHO BHIIIIE, UEM Y JETEH IPYIIIbl KOHTPOJIS.

o V¥ nmanuentoB co CMA Ha npecuMNTOMaTUYECKOM cTaauu (MOArpyIIna
IIb) B cpaBHeHUU C Trpynmnoil KOHTPOJSI TIOCTOBEPHO BHIIIE ObLI TOIBKO YPOBEHB
nerkux neneid H® B ceiBopotke kpoBH, (p<0,001), ctaTucTUyecKux pazivyuuii B
ypoBHSX TsxeNbIX 1eneid HO BoisiBneHO HE OBLIO.

. IIpu cpaBHEHMM BHYTPHM OCHOBHOM TpYyNIIBI YPOBHEH JIETKUX U
TsokenbIx nenei HO B ceiBopoTke kpoBu y nauueHToB co CMA I Tuna u gerei co
CMA Ha nmpecuMNTOMATHYECKOW CTAaJWU JTOCTOBEPHBIX PAa3IUYUN IOIYYEHO HE
Obu10. OJHAKO CclieyeT OTMETUTh 3HAYUTENbHO OOJbIINE HHTEPKBAPTUIILHbBIC
pa3Maxu Kak B ypoBHsX Jierkux 1enei y gereit co CMA I tuna (Me -22,97, Q1-Q3
= 6,00 — 48,54) no cpaBuenuto co CMA Ha npecumnToMaruueckor crtaauu (Me -

6,00, Q1-Q3 =6,00 — 31,43), Tak u B ypoBHX TspkenbIx nemsix (CMA I tum: Me —
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13,00, Q1-Q3 =6,00 — 51,50; CMA Ha npecumnrToMarndeckoit craauu: Me — 12,00,
Q1-Q3 =6,00 — 16,00) cOOTBETCTBEHHO.

Tabnuua 21 - CpaBHUTEIBHBIN aHanU3 ypoBHEH gerkux nenet HO B rpynne CMA

710 BBEJICHUSI OHACEMHOT'€H abenapBOBEK U B IPYIITEe KOHTPOJIS

Jlerkue nenu H®, nr/mit 1o BBeaeHUs
Tpymms OHAaCEMHOTEeH abenapBOBEK
p
Me Ql - Q3 N
['pynna xoHTpoONIS
(I rpymma) 4,00 2,50-9,57 76
<0,001%*
CMA Trum 22,97 6,00 — 48,54 44 pil;ii:zzjz:;_
OcHoBHas (Ila noxrpymma) ’ > ’ <0,001
rpyimmna PCMA I tun - rpynma
(H rpyr[na) CMA IPECUMIL KOHTPOJIS < 03001
6,00 6,00 — 31,43 35
(IIb moarpymnma)

* — pa3nuums mokazaresier ctaTucTudecky 3HauuMebl (p < 0,05)

Tabnuua 22 - CpaBHUTENbHBIN aHATU3 YpoBHEH Tsikenbix neneit HO B rpynne CMA

710 BBEJICHUSI OHACEMHOT'€H abenapBOBEK U B IPYIITEe KOHTPOJIS

Tsoxensie nend HO, nr/ma 1o BBeAeHHS
Ipyrst OHAaCEMHOTEeH abenapBOBEK
p
Me Ql - Q3 N
['pynna xoHTpoONIS
(I rpymma) 8,70 5,80 —12,00 76
CMA I tun 0,006*
OcHoBHas 13900 6900 -5l 950 44 PCMA 1 i - rpynma
rpymnma (Ll noarpynna) xorrpons = 0,010
(Il rpynna) CMA npecumi.
12,00 6,00 — 16,00 35
(ITb moarpymnmna)

* — paznuums mokazareyier ctarTuctTudecku 3HauuMebl (p < 0,05)

B nanbHeiinem, ObLT OCYIIIECTBIEH CPABHUTENBHBIN aHATU3 YPOBHEN JIETKUX
u TsoKenbIxX nened HO B ChIBOPOTKE KPOBU IETEN IPyHIbI KOHTPOJIS U OCHOBHOM

rpynnsl B AMHaMuke depe3 3-6 mec., 7-12 mec. u 13-24 mec. nocne npoBeaeHus
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reHHo Tepanuu (Tabnuiibl 23, 24). Y Bcex MalueHTOB OCHOBHOM IPYMITbl OTMEUYEHO

CHIDKCHUE YPOBHEM JIETKUX U TshKeNbIX nened HP B CbIBOPOTKE KPOBH.

Tabnuua 23 - CpaBHUTENbHBIM aHanu3 ypoBHeW Jerkux nenedt H® rpynmb

KOHTpoJis U rpynnsl CMA nociie BBEJCHUS OHACEMHOTEH a0emapBOBEK

Jlerkue e HO®, nr/mu, yepe3 3-6 mec

I'pynna xoHTpoOns Me Qi—Qs N

4,0 2,50-9,57 76

OcHoBHas CMA I tun (moarpymma Ila) 6,0 5,92-7,78 20
rpymnmna

CMA npecumnr. (noarpymma IIb) | 6,0 6,0-7,25 12

Jlerkue e HO, rir/mut, gepes 7-12 mec

I'pynna xoHTpoOns Me Qi—Qs N

4,0 2,50-9,57 76

OcHoBHas CMA I tun (moarpymma Ila) 6,15 5,15-7,3 16
rpymnmna

CMA npecumnr. (noarpymma IIb) | 6,0 5,0-6,0 14

Jlerkue e HO®, nir/mu, depes 13-24 mec

I'pynna xoHTpoOns Me Qi—Qs N

4,0 2,50-9,57 76

OcHoBHas CMA I tun (moxarpymma Ila) 6,0 5,7-6,60 11
rpymnmna

CMA npecumnr. (moarpymma IIb) | 5,0 5,0-6,0 14

Tabnuua 24 - CpaBHUTENbHBIN aHAIU3 ypoBHEW Tspkenbix nened H® rpynmbl

KOHTpoJis u rpynnsl CMA mociie BBe[eHUs MpernapaTta OHACEMHOTeH a0ernapBOBEK

Tsoxensie e HO, nr/mu, yepes 3-6 mec

I'pynna xoHTpoOns Me Qi—Qs N

4,0 2,50-9,57 76
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Tabnuua 24 - CpaBHUTENbHBINA aHAIU3 YPOBHEN TsxkenbIX 1eneit HO rpynmns

KOHTpoJis U rpynnsl CMA nociie BBe[eHUs MpernapaTta OHACEMHOTeH a0ernapBOBEK

(mpomomnxeHue)
Tsoxensie nenu HO, nir/mu, yepes 3-6 mec
OcHoBHas CMA I tun (moxarpymma Ila) 11,0 6,0-18.8 20
Ipymra CMA npecumr. (moarpymma IIb) | 10,0 6,0-12,5 12
Tsoxensie e HO, nir/mu, epes 7-12 mec
I'pynna xoHTpoOns Me Qi—Qs N
4,0 2,50-9,57 76
OcHoBHas CMA I tun (moxrpymma Ila) 11,25 9,65-13,85 16
rpymnmna
CMA mpecumnr. (moarpynma IIb) | 10,0 6,75-11.75 14
Tsoxensie nenu HO, /v, yepes 13-24 mec
I'pynna xoHTpoOns Me Qi—Qs N
4,0 2,50-9,57 76
OcHoBHas CMA I tun (moarpymma Ila) 8,6 6,0-9,75 11
rpymnmna
CMA npecumnr. (moarpymma IIb) | 10,0 6,75-11,75 14

[Ipu cpaBHEHUU ¢ TPYNIION KOHTPOJIS MTOIYUYEHBI CIEAYIOIINUE PE3YIbTaThI:

o VY nereii co CMA 1 tuna (moarpynna Ila) uepe3 3-6 mec. mocie
MPOBEJICHUSI T€HHOUN Tepanuu ypoBHU JieTKuxX nened HO cHU3WINCH, HO BCE €Il
noctoBepHo otiaudanuck (p=0,013) oT mokazareneit rpynmsl kKoHTpoJsi. Uepes 7-12
Mec. u 3areM uepe3 13-24 mec. ypoBHu Jierkux ueneid H® B ChIBOPOTKE KpOBU B
noarpynne Ila yxe He UMeNM CTATUCTUYECKUX PA3IUYUN U MPUOIMKAIUCH MO
3HAUECHUSAM K IMOKA3aTeNsIM TPyl KOHTPOJIS.

. VYpoBuU TsKenbIX Heneid HO B ChiBOpoTKE KpoBH y naniueHToB co CMA
[ Tuna (moxarpynma Ila) Tak:ke CHU3WIKUCH TOCTE MPOBECHUSI TEHHOM TEpanuu U yKe
yepe3 3-6 MeC. HE HMMENU JOCTOBEPHBIX PA3JIMUMP C MOKAa3aTeIsIMU TPYIIbI

koHTpous. Uepes 7-12 mec. u 13-24 mec. noce Te4eHns pa3HULbl MKy YPOBHSIMHU
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Tsokenbix Herneii H® B cbiBopoTke KpoBu B moarpynne lla m B rpyrme KOHTpOis
TaKXe BBISIBIICHO HE OBLIO.

o VY nereit co CMA Ha nmpecumnToMaruueckon crtaauu (moarpymma IIb)
yxe uepe3 3-6 mec. mociie MPOBEICHUSI TEHHOM TEpaluy HE BBISBICHO PA3JIMYUH C
IPYION KOHTPOJIA B YPOBHSX JieTkux 1eneit H® B ceiBopoTke kpoBu. [Ipu ananusze
nokazareneit HO yvepes 7-12 mec. u 13-24 Mec. 1OCTOBEPHBIX Pa3INYUN TAKXKE HE
ITOJIYYEHO.

. IIpu cpaBHeHuUn ypoBHeW Tsxenbix ueneil HO B ChIBOPOTKE KPOBH
MEXKly Tpynmoi KoHTposs u noarpynmnoii IIb uepes 3-6 mec, 7-12 mec u 13-24 mec
MOCJIE JICUCHHS] CTATUCTUUYECKON PAa3HUIILI BBISIBICHO HE OBLIO.

. IIpu cpaBHEHUM BHYTPU OCHOBHOM I'PYIIIIBI [TOCIIE MPOBEACHUS TEHHOMN
TEpallMi C YYETOM CHWKCHHMS YPOBHEW JErkux W Tsokenpix uened HO u
NPUONIMKEHUST UX 3HAYEHUW K TOKaszaTelisiM TPYIIbl KOHTPOJsS, JOCTOBEPHBIX
pa3Inuuii MOJYy4YEeHO HE ObLIO.

Takum 00pa3oM, MOKHO KOHCTATUPOBATh, YTO MOCJE MPOBEACHUS T€HHOU
Teparuu MmpenapaToM OHACEMHOTEH a0enapBOBEK YPOBHU JIETKUX U TSXKEIBIX IETe
H® kak y pmerer co CMA 1 tmma, tak m y mnanueHtoB co CMA Ha
MPECUMITOMATUYECKOM CTaANU CHUXKAJIUCH U OBLIIM COMOCTABUMBI C MTOKA3aTeIsIMU
IPYIIIbl KOHTPOJIS IO KOHIIA MEPUoa HAOIIOICHHUS.

N3yuenue ypoBHeidr HO B chIBOPOTKE KpOBU y JIeTeil 0€3 HEBPOIOTUUYECKOU
narojgoruu Uy nanueHtoB co CMA mnokazanmo, yro nerkue nenu HO moryr
paccMarpuBaThCcsl Kak HamOoJiee YyBCTBUTENbHBIE MapKephl HEUpOAeTreHepalni,
MOBBIIIIEHUE KOTOPHIX MAaHU(GECTUPYET €IlIe A0 TMOSBJICHUS KIMHUYECKOU
CUMITOMAaTUKU U n3MeHeHur Ha DOHMI'.

[locne mnpoBeneHnss reHHoW Ttepanuu ypoBHu H® y gereir co CMA
CHUYKAIOTCSL U OCTAIOTCSI CTAOMJIBHBIMU HA MPOTSHKEHUM 2X JIET HAaONIONCHUS, YTO
CBUJETENBCTBYET O 3aMEIJIEHUH MPOLIECCOB HEMpOAEreHepaluu, 1100 o MOJIHOM HX
npekpaiennn. TakuM o00pa3om, ompeneneHue ypoBHeW jerkux uemneit HO B
CBIBOPOTKE KpoBH y gered co CMA MOXET paccMaTpuBaThCs KaK MapKep

3(PEeKTUBHOCTH TEPATTHUH.
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5.4 IlpenukTopsbl 3¢ PeKTUBHOCTH F'eHHO Tepanuu y Aeteid co CMA
(ocHOBHAas rpymmna)

Tak Kak OLIEHKA MAaTOT€HETUYECKOW, B TOM YUCJIEe TeHHOU, Tepanuu npu CMA
SABJISICTCS BAXKHBIM M JO KOHIIA HE PEUICHHBIM BOIPOCOM, TO MOUCK KIMHUYECKUX,
HEUpPO(U3MOIOTUYECKUX U OMOXMMHYECKMX  MapkepoB  3a0oieBaHUs,
MO3BOJIAIONIUX OMPEACIUTh KPUTEPUU 3P(HEKTUBHOCTH JICUCHUS, SIBIIETCS KpaliHe
AKTyaJIbHBIM.

C ydeToMm TOro, 4To MpU €CTECTBEHHOM TEUECHHH 3a00JI€BaHUS MAIIUEHTHI CO
CMA 1 Tuma HUKOTJA HE JOCTUTAlOT HABBIKA CAMOCTOATENBHOIO CHACHUSA, U HX
onenka no mkaine CHOP-INTEND ne mnpesbimaer 40 06amioB, B KadyecTBe
MPeauKTOpOB dPHEKTUBHOCTH r'eHHOU Tepanuu y Aeteid co CMA I tuma Hamu ObUTH
MPOAHAIN3UPOBAHBI KOPPEJISIIAOHHBIE CBSI3U MEXKITY JTOCTHXKECHUEM
CaMOCTOSITETIBHOTO CUAECHUS, OIEHKAaMHU 10 IIKaJIaM MOTOpPHOTO pa3Butus u JHMI -
rapaMeTpamH.

B pe3ynbrare CpaBHUTENBHOIO aHaldu3a aMIUIATYAbl M-OTBeTa Ipu
CTUMYJISILIMM JIOKTEBOTO HEPBA 10 MPOBEACHUS T€HHOW TE€pPAIlMU B 3aBUCUMOCTH OT
CPOKOB JOCTH)KCHHUSI HABBIKA CAMOCTOATENBHOIO CHJECHUSA IIOCJIE€ BBEICHUSA
npernapara OHaCEMHOT'€H a0enapBOBEK, ObUTH BBISIBJICHBI CYIIECTBEHHBIC Pa3IAYUS

(p = 0,041, ucnonvzyemoiii memoo.: Kpumepuii Kpackena—Yonnuca) (tadnuna 25).

Tabnuma 25 - Cpoku JOCTUKEHHUS HaBBIKA CaMOCTOSATEIFHOTO CUACHHUS Y TTAITUEHTOB
co CMA [ tuna nocne npoBeeHUsI TEHHOW TEPANUU B 3aBUCUMOCTH OT aMILIUTY/bI

M-oTBeTa IIpU CTUMYJIAALIMHU JIOKTCBOI'O HEPBaA A0 JICUCHUA

Amnutyza go nedenus (MB)
ITokazarens Kareropun min — P
Me Ql - Q3 max N
0,13 - 0,1-0,9
Cpox HE cen 0,24 0.35 15 0.041%
CaMOCTOSITEILHOTO cen uepes 4- 0,27 — 0,08 — Pcer uepes 4-12
0,53 14
CUIEHHUSA II0CIIE 12 mec. ’ 1,55 2,2 Mec — He cen —
TeHHOH Tepanuu cen yepes 13- 0.14 0,09 — 0,07 — 5 0,023
24 mec. i 0,35 0,82

* — pa3nuums mokazaresier ctaTucTudecky 3HauuMebl (p < 0,05)
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HaBbIk caMOCTOSATENBHOTO CHIACHHS TOCJe MPOBEACHUS T€HHON Teparuu y
narnueHToB co CMA I Tuma He ObIT JOCTUTHYT B TEUEHUE 2-X JIETHETO HAOIIOACHUS
HA Yy OAHOTO peOeHKa IpU 3HAYECHUM MeEAWaHbl aMIUIUTYAbl M-OTBeTa mpH
CTUMYJISILIMKU JTOKTEBOTO HepBa 1o jJedenus - 0,24 mB (Q1-Q3: 0,13 — 0,35, min 0,1
max 0,9). CamocTosTeIbHOE cuieHne GopMUPOBAIOCH Uyepe3 4-12 mecsieB mocie
BBEJICHUS MperapaTa OHaceMHOTeH abenapBoBek y nanueHToB co CMA [ tuna npu
3HAQUYEHUM MEANaHbl aMIUIUTYyaAbl M-oTBeTa 10 sneuenus - 0,53 MB (Q1-Q3: 0,27 —
1,55, min 0,08 max 2,2).

CpaBHUTENBHBIN aHAIN3 3HAYCHUH, noay4YeHHbIX 10 mkaie CHOP-INTEND,
B 3aBHCHMOCTH OT CPOKOB (POpMHPOBaHMS HaBBIKA CAMOCTOSITEILHOTO CHIACHUS
MOCJIE MPOBEACHUS TeHHOM Tepanuu y Aeteid co CMA [ Tura BbISIBUJI CTaTUCTUYECKH
sHaunMble pazmuaust (p = 0,001, ucnonvzyemwviii memoo: F—kpumeputi Quwepa)

(Tabmura 26).

Tabnuma 26 - Cpoku JOCTUKEHHUS HaBBIKA CAaMOCTOSATEIFHOTO CUACHUS y TTAIlUEHTOB

co CMA [ tuna nociie npoBEACHHUSI TEHHOM TE€paIliy B 3aBUCUMOCTH OT OLEHKH 110

mkaiie CHOP-INTEND 1o neuenus

Ounenka o mkaine CHOP-INTEND
Ilokazarens Kareropun (6anm>21in — P
Me Ql - Q3 max N
22,0 — 8,0 —
He cen 28,0 32.0 440 17
Cpok cein uepes 4- 29,0 — 19,0 — 0.013*
CaMOCTOSTEILHOTO 12 mec 39,0 48,0 58.0 17 ’
CUJICHUS TIOCTIC 11,0 — Pees qepz 4(&)16»143 o
TCHHO} Teparuu cen yepes 31.0 21,0 - 36,0 7 cen — Vs
13-24 mec ’ 31,5

* — pa3nuums mokazaresier ctaTucTudecky 3HauuMel (p < 0,05)

HaBblk CcaMOCTOSTETLHOTO CHJCHHUS TOCJA€ TEeHHOM Tepanuu He ObLI
JIOCTUTHYT B TEUEHHE 2-X JICTHErO HAOIIOACHUS MPU MEIUaHE OLICHKH MO IIKale
CHOP-INTEND y marmuentoB co CMA 1 tumna no neuenus - 28 6amioB (Q1-Q3:

22,0 — 32,0, min 8,0 max 44). CamocTtosaTenbHOe cuieHre (OPMUPOBAIIOCH yepes 4-
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12 mecsIeB mocie BBEACHUS Mpernapara OHACEMHOI'eH aOemapBOBEK, Y MAIIMEHTOB
co CMA I tuna npu menuane oneHku Imkaiasl CHOP-INTEND no nedenust 39
6amnoB (Q1-Q3: 29,0 — 48,0, min 19,0 max 58,0). Bo3MOXXHOCTh TOCTHYL HaBBIK
CaMOCTOSATENIBHOTO CHJICHMS HMMenach Jaxe y manueHToB co CMA [ Ttuma ¢
IOCTATOYHO HU3KUMH 3HAaUCHUAMHU MeauaHsbl orieHKH 110 mkajie CHOP-INTEND no
aedenus - 31,0 6amr (Q1-Q3: 21,0 — 31,5, min 11,0 max 36,0), Ho B Ooee mo3aHNE
cpoku — yepe3 13-24 Mec. nmocie reHHOM Tepamnuu.

Jost BO3MOKHOCTH MIPOTHO3UPOBAHUS hopMUpoOBaHUS HaBBIKa
CaMOCTOSITETIBHOTO CUJICHUS B rpymmne nanueHToB co CMA | tuna Ha OCHOBaHUH
JAHHBIX, MOJYYCHHBIX B HAIleM HCCJIENOBAHUU (PUCYHOK 24), MbI ONpEACIIIN
nopor 45 6annoB s mkaiasl CHOP-INTEND u 0,95 MB nnsg ammnutyast M-otBeTa
MpYU CTUMYJIAIMU JIOKTEBOTO HEpBa IPU TECTUPOBAHUHU JO IMPOBEACHUS T€HHOU
tepanuu. Cnenudpuunocts cocrtaBuna 1 (100%), T.e. HU OAMH U3 MAIUEHTOB C
oreHkoil mo mkane CHOP-INTEND menee 45 GannoB u ammiutynoid M-oTtBera
meree 0,95 MB B Hamem mcciemoBaHMM HE JOCTHUT HaBBIKA CAMOCTOSTECIBHOTO
CUJICHUS; YyBCTBUTENIBbHOCTh cocTaBuia s mkaisl CHOP-INTEND - 0,27 (27%)
u juist ammutyasl M-oteera - 0,32 (32%) COOTBETCTBEHHO.
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Pucynok 24. 3aBUCHMOCTb IOCTHXEHHS HABBIKA CAMOCTOSTEIBHOIO CUACHHS OT
nokasarener ammutyael M-otBera m oueHku 1no mkaie CHOP-INTEND vy
nanueHToB co CMA [ tumna nocne npoBeieHUsI TEHHOW Tepanuy B KOHIE 2-JE€THETO

nepuojia HaOIIICHHS
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Ha ocHOBaHUU MPOTHOCTUYECKUX PACYETOB OBLIM YCTAHOBIICHBI CIEAYIOLINE
noporu. Ilpu ammnuryne M-orBera >0,95 MB unu ouenke nmo mkane CHOP-
INTEND >45 6annoB nporao3upoBaiioch 100% mnoctuxkeHne HaBbIka cuaeHus. [Ipu
ammuintyae M-oreera ot >0,4 MB mo <0,95 MB wnimu ouenke no mkaine CHOP-
INTEND or >34 no <45 0amioB [IOCTH)KEHHE HaBbIKA CHACHUS
nporuo3upoBanock >80%, npu ammmntyae M-otBeta ot >0,24 no < 0,4 MB unu
onienke no mkaie CHOP-INTEND ot > 24 no <34 GannoB — 6onee 50%, a npu
ammuintyae M-otBera menee <0,24 mB wnm onenke no mkaine CHOP-INTEND <24
0aIoB JOCTHMIKEHHE HaBBIKA CHJICHHS MPOTrHO3UpoBanock He 6onee 40%. Onenka
no mkaime CHOP-INTEND sBnsieTcss CTaTUCTHYECKM 3HAYMMBIM MPEAUKTOPOM
HaBBIKa CAMOCTOSITEIbHOTO cuieHus 0e3 moaaepkku (AUC = 0,692; 95% JI: 0,531
- 0,854, p=0,037).

Hns BO3MOXXHOCTH MPOTHO3UPOBAHUS dbopmupoBaHus HaBbIKa
CaMOCTOSITEJIBHOTO CTOSIHMS B rpynmne nauueHToB co CMA [ tuna mocne reHHou
Tepanuu Hamu ObUI MPOBEJICH CPaBHUTEIbHBIA aHAIU3 CPOKOB JOCTHKCHUS/HE
JIOCTUKEHUS HaBbIKa CAMOCTOSATEIIBHOTO CTOSIHUS B 3aBUCUMOCTH OT aMIUTUTYIbl M-
OTBETA MPHU CTUMYJISIUU JJOKTEBOTO HEPBA, noiaydueHHou npu DHMI" uccrnenoBanuu
10 JedyeHus. B pesynprare cpaBHEHUs ITHUX MapaMETPOB HE yAAJOCh YCTAHOBUTH
CTaTUCTUYECKU 3HAYMMBIX paznuuuii (p = 0,636) (ucnonvzyemviii memoo: U-—
kpumepui Manna—Yumnu). Taxxke He yIaloCh YCTaHOBUTh CTAaTUCTHYECKU
3HAUMMBIX paznmuuuii (p = 0,294, ucnonwvzyemvli memoo: t-kpumeputi Yonua) npu
MPOBEJCHUN CPABHUTEIBHOIO aHalIn3a CPOKOB (opMUpOBaHUs/HE (HOPMUPOBAHUS
HaBbIKA CaMOCTOSITEIBHOTO CTOsHMS Yy manueHtoB co CMA 1 Ttuma mnocne
MPOBE/ICHUSI T'€HHOM Tepanvu B 3aBUCUMOCTH OT 3HaueHud no mkaie CHOP-
INTEND, nonydeHHBIX HpPH OLEHKE /10 JICYECHUS. DTO, BEPOSTHO, MOXKET OBbITh
CBSI3aHO KAaK C OTHOCUTEIBHO KOPOTKUM CPOKOM IMPOBEACHUS UCCIIEIOBAHUSA, TAK U
C HEOOIBIITUM YHCJIOM MAIUEHTOB, JOCTUTIIIMM HaBbIKa CAMOCTOSATEIILHOTO CTOSIHUS

B noarpynne nanueHToB co CMA I tumna.
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Takum  o0Opa3oM, NPOTHOCTHYECKUMHU  KpUTEepUsIMU  (HOPMUPOBAHUS
naiueHToM co CMA [ Tuma HaBbIKa CaMOCTOSITEIBHOTO CHUICHUS SIBIISIIOTCS
3HadeHue napamerpa DHMI - ammnutyasl M-oTBeTa, a Takke OIIEHKA MO IIKaJe

CHOP-INTEND 10 npuMeHEHHsI TEHHOW TEPAUU.
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3AKJITIOYEHUE

Jledenune neteil ¢ HEPBHO-MBINICYHBIMU 3a00JICBAHUSIMU U OIpEIEICHUE
kputrepueB 3P(HEKTUBHOCTU TEpalmuu OCTAeTCs OJHOM U3 BaKHEHIIUX 3ajad
coBpeMeHHOUW HeBposioruu. CrnuHanbHas MblmeuHass arpodus (CMA) - 310
HACIICJICTBEHHOE HEPBHO-MBIIIIEYHOE 3a00J€BaHUE, KOTOPOE XapaKTEpU3yeTcCs
HEWpOJEreHepalen JBUraTelIbHbIX HEUPOHOB, YTO MPUBOAUT K MPOTPECCUPYIOLIEH
MBIIIEYHOU CI1ab0CTH, aTPOPUU CKENETHBIX U OynbOapHbIX Mblil [43, 161]. CMA
JI0 HEJABHETO BPEMEHHU paccMarpuBaiach Kak OJHa M3 BEAYIIMX T€HETHUYECKHUX
MPUYUH, MPUBOJAILIAS K PAHHEU JETCKOM CMEPTHOCTH, TaK KakK MPU €CTECTBEHHOM
tedeHuu 3adoneBanus npu CMA [ tuna noutu Bce nanueHTsl (90%) ymuparor win
HYXJAIOTCA B IOCTOSIHHOM BEHTWISIUUM JEerkux K 2 romam xusHu [137]. C
MOSIBIICHUEM METOAOB mnaToreHetuyecko tepanuu CMA NporHo3sl TEUYEHUS
3a001€BaHusl 3HAYUTENBHO ynyuuiaucs [121, 174, 233].

B 2023 roagy B Poccum craproBasl paclIMpEHHBIA HEOHATAIbHBIA CKPUHUHT,
KOTOPBIM CIOCOOCTBYET paHHEMY BBISBICHHUIO manueHToB co CMA, 4TO, B CBOIO
ouepeb, O0yClaBIUBAaET BO3MOXKHOCTU Oo0Jee IIMPOKOr0 MPUMEHEHHsS T€HHOU
Tepanuu B peajbHONW KIMHUYECKOM MpPAaKTUKE W HEOOXOAMMOCTU OIIEHKH €€
OTJIaJICHHBIX PE3yJIbTaTOB.

Jlo HacTosiiero BpeMeHu npu aHanuse 3(pPEeKTUBHOCTH JIEYEHUS AIMEHTOB
C HEPBHO-MBIIIEYHOHN MATOJOTUENH TPUMEHSIIOTCS IIKAJIbI IBUTATEIbHOTO Pa3BUTHUS
(HINE-2, CHOP-INTEND, HFMSE, RULM wu gpyrue) [161], xoropsie
XapaKTEPU3YIOTCSI CYObEKTUBU3MOM IPU BBIMOJHEHUHN WCCIEIOBAHUN BCIEACTBUE
pa3nmuuuii B ONBITE U KBAIM(UKAIMU Bpadedl. B pamkax mnpuMeHeHUs
MaTOTEHETUYECKOW Tepanmuu y JeTeld C HEPBHO-MBIIIEYHON Maroioruei ocodo
aKTyaJdbHOM CTaHOBUTCS mpoOjeMa pa3paOOTKU HUHCTPYMEHTAIbHBIX U
71a00paTOPHBIX METOMOB OOBEKTHMBHOW OIIEHKH TSHKECTH TEUEHUs 3a00JIeBaHMUS,
00yCJIOBJICHHOTO MOBPEKICHUEM U JeTeHepalrel anb(ha-MOTOHEHPOHOB CTUHHOIO
Mo3ra. B kadecTBe MOTEHIUAIBHBIX OMOMAapKEPOB PacCMaTPUBAIOTCS MOKa3aTesu

OHMI" u H® B chIBOpOTKE KpOBU U JIMKBOpE [ 145].
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Ammutyny u mwiomaaps M-orBera — napamerpoB OHMI, nonmyyaemsix npu
CTUMYIISIIIUU NEepUPEepPUUIecKOro HepBa B JUCTAIBHOM TOYKE, 4Yallle BCEro
WCTOJIb30BAJIN JJIS1 OLIEHKU TSKECTH JIBUTATEIbHBIX HAPYLICHUN U UX TUHAMUKU Y
nanueHToB ¢ pasHeiMu Gopmamu CMA [145, 177, 211, 224]. XapakTtepHbIM
MPU3HAKOM Yy OOJBUIMHCTBA CUMITOMaTuyeckux mnanueHToB co CMA  Obuio
CHIDKCHUE aMIUIATYyAbl M-0TBeTa, 4YTO pPacCMarpuBaIOCh KaK OTPAXKECHHUE
nereHepanuy  anb(a-MOTOHEHpPOHOB cruHHOTO Mosra [137, 211, 224]. B
KIIMHUYECKUX HCCIIEIOBAHUSIX ObUIO MPOJEMOHCTPUPOBAHO, YTO aMIuiuTyna M-
orBera y nanueHToB co CMA [ Tuma, nojsyyaBIIMX Ipenapar HyCUHEPCEH WIIA
npenapar OHaCEMHOI'eH a0emapBOBEK, yBEIMYMBAJIaCh C TEYCHUEM BPEMEHM IO
CPaBHEHHUIO C MAIMCHTAMHU, HE NIOJIy4YaBIIMMH JieueHus [47, 69].

[Tockonbky H® SIBIIIFOTCS MPEUMYILIECTBEHHO AKCOHAJIbHBIMU
CTPYKTYPHBIMH  KOMIIOHEHTaMH, KOTOPBIE  y4YaCTBYIOT B  HEUPOHAJIbHOU
MPOBOJIUMOCTH M CHOCOOCTBYIOT POCTY U CTaOMJIBHOCTHM AaKCOHOB KakK B
IEHTPAJIbHBIX, TaK © B Mepuepudyeckux HepBax, Npu 3a00JEBaHUSIX,
XapaKTEPU3YIONIMXCS MMOBPEKICHUEM aKCOHOB, B TOM uncie u CMA, B JIMKBOpE U
CBIBOPOTKE KpoBH ypoBHHM H® TOBBIIAIOTCSI, YTO OTpa)¥)aeT MPOLECCHI
Heipoaerenepanuu [48].

Takum oOpaszoMm, ompexaenenue nokaszareneit JHMI' u ypoBHel Jierkux u
TsokenblXx nened H® B CBHIBOPOTKE KPOBU B JAMHAMHUKE MO3BOJUT HE TOJIBKO
O0OBEKTUBHO OLICHUBATh OTBET HA MMATOT€HETUUECKOE JICUCHHUE, HO U IPOTHO3UPOBAThH
MOTOPHOE pa3BUTHE NAaMEHTOB [47, 69, 145].

OnHako MpUMEHEHUE TAHHBIX UCCICAOBAHUMN 3aTPYAHEHO W3-3a OTCYTCTBUS
HOpMaTUBHBIX Tokazarene DHMI' u ypoBHell HelpoduiiaMeHTOB B CHIBOPOTKE
KPOBH U HEJOCTATOYHOM KOJUYECTBE MOAOOHBIX MCCIIEIOBAHUI KakK B Halllel
CTpaHe, Tak U 3a pyoexom [48, 69, 128, 145].

B cBa3u ¢ 92TUM, 1ENbI0 HAIIEr0 MKCCIENOBaHMS ObUIO  OIICHUTH
3¢ PeKTUBHOCTH T€HHOU Tepanuu y aereit panHero Bozpacta co CMA I tunma u CMA
Ha MIPECUMIITOMATHYECKON CTaJIUM, & OJHOW U3 3a7a4 UCCIICIOBAHUSA - ONPEIACIUTD

NpeAuKTOpbl 3PHEKTUBHOCTH TeHHOUM Tepanuu y nanueHToB co CMA Ha ocHOBe
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W3YYCHUSl NUHAMHUKH MOTOPHOTO pa3BUTHS, omnpenesieHus napamerpoB DHMI' u
YPOBHEH JIETKUX U TKENbIX Iened HeHpo(PUIaMEHTOB B CHIBOPOTKE KPOBHU JI0 U
MOCJIE MPOBEAECHUSI TCHHOM TEpaIini.

Jlns peanu3zanuiu 1eJIM UCCIIEIOBaHKS Ha MEePBOM JdTamne ObLIH 00CIe10BaHbI
85 nerelt 6e3 HEBPOJOTHUECKON maronoruu (rpyrmna KoHTpossi) B Bozpacte 0 - 31
neHb, 1-6 MmecsaneB, 7-12 mecsnes, 13-24 MecsieB KU3HU JJI9 ONpPEACTICHUS
ocHOBHbIX DHMI - mapameTpoB (aMIiuTyna, Mioiaib, JaTeHTHOCT, M-0TBeTa U
CKOPOCTh PACIpOCTPAHEHUSI BO30YXIEHHUS) MPHU DSICKTPUUECKOM CTUMYISIIIUU
JIOKTEBOTO HEPBA U YPOBHEMW JIETKUX U TsKeINbIX Leneil HD B CBIBOPOTKE KPOBHU.

Bce netu 6e3 HEBpOIOTHYECKOW MATOIOTHH, BOLIEAIINE B TPYIITY KOHTPOJIS
(rpynna 1), He uMenu 3a00JieBaHUMN JKENYJOUHO-KUIIIEYHOTO TPAKTA, JIbIXaTeIbHOM,
CEpACYHO-COCYAUCTON WM MOYEIOJIOBOM CUCTEM, a MPH OUEHKE MCUXUYECKOTO,
pPEYEBOr0 M MOTOPHOTO PA3BUTHUS JEMOHCTPUPOBAIN COOTBETCTBUE BO3PACTHOM
HOpME.

3nauenus napametrpoB DJHMI' (ammnutyna, miomaas M-oTBeTa U CKOPOCTh
pacrpocTpaHeHHsi BO30YXKACHUS), MOMYy4YCHHBIE MPU MCCICAOBAHUU JIOKTEBOTO
HepBa y aetedt oT 0 g0 24 MecsneB XKU3HM 0€3 HEBPOJIOTHUYECKON IaTOJOTUH
YBEJIIMYMBAIUCH C BO3PACTOM M XapaKTEPU30BAJIUCh CTATUCTHYECKU 3HAYMMBIMU
pazmuuusimu  (p<0,001) mexay Bo3pacTHbiMU Kareropusimu - 0-31 gens, 1-6
MecsueB, 7-12 MecsueB, 13-24 Mecdma KW3HHM, YTO OTPa)KaeT MPOLECC

(bU3MOJIOTUYECKON MHUENMHU3AINY Tepu(epruueckoil HEpBHOW CUCTEMBI (PUCYHOK

25).
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Pucynok 25. ITapametrpsr DHMI (ammutyna (MB), momans (Mc*mMB) M-oTtBeTa
MBIIIIBI, OTBOJSIIEH TMSATHIM Tajel] KUCTH U CKOPOCTb PaCHpPOCTPAHEHUs
BO30YKJIeHUS (M/C)) TIPU ANEKTPUUECKON CTUMYIISILIUK JOKTEBOTO HEPBA B 00JaCTH

3amsCThsl B 3aBUCUMOCTH OT BO3PACTa IETEH IPYIIIbI KOHTPOJIA

Takum 00pa3om, BIIEpBbIE B HaIllle CTpaHE YCTAHOBJIECHBI HOPMATUBHBIC
nokazarern DHMI' nipu ucciie1oBaHum JTOKTEBOro HEpBa y aereit B Bo3pacrte 0-31
nHs, 1-6 MmecsaneB, 7-12 mecsanen, 13-24 Mecsna >XKW3HU, 4TO JA€T BO3MOXKHOCTD
MPOBEJICHUSI CPABHUTEIBHBIX HCCIECNOBAHWNM y MAUMEHTOB C HEPBHO-MBIIIECYHOM
MaToJIOTHEl, M TMO3BOJISIET OIICHUWBATh JUWHAMHUKY 3a00JieBaHUS U OTBET Ha
MMaTOr€HETUYECKOE JICUEHNUE.

[TonydyeHHbIE HaMU pPE3yNbTaThl BO MHOIOM COBIAJAIOT C MPEABIAYIINMU
oteuecTBeHHbIMU [8, 17] u 3apyoexusimu [107, 128, 176] uccnegoBanusamMu, HO
JAIOT OCHOBAaHUE HE TOJBKO OLICHUBATH CPEAHUE 3HAYEHHUS KAXKAOrO MapameTpa C
YYETOM €ro CTaHJAPTHOTO OTKJIOHEHHMS, HO W TMPEICTABIATH pPaCIpeIcIICHUE
OOJBIIMHCTBA COBOKYIHBIX JIAHHBIX, a TaKXKe JUara3oH OT MUHMMAJIbHOTO U JO
MAaKCHMAaJIbHOIO 3HAYEHHS.

Pe3ynmprarel  Hamiero  MCCIEIOBAHUS  SIBISIOTCS NEPBOM  JI€TAIbHOU
koMmIuiekcHOM onenkod OMHIT mokazareneit y nereid 0e3 HEBPOJIOTHYECKOM

IIaTOJIOTHUH. HOCKOJ'II)Ky IMOJIYYCHHBIC HAMH JJaHHBIC OBIJIM COITOCTaBUMBI C paHHEC
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MPOBEACHHBIMU 3apyOeKHBIMU HUCCIEAOBAaHUSMM, YCTAHOBJIEHHBIC TOKA3aTeNlu
OHMI" moryT ObITh pACCMOTPEHBI KaK HOPMATUBHBIE.

VY stux xe 85 aereit 6€3 HEBPOJIOTHUECKOM maroioruu B Bozpacte ot 0 o 24
MecseB (Tpynmna KOHTPOoJisl) ObUIM OMpPEIeNICHbl YPOBHU JIETKUX U TSXKEJBbIX Ienen
H® B criBopoTke kpoBu. I[lonmyueHHble AaHHBIE UMENH IIUPOKUU pa3zdpoc, He
MOMYMHSUIMCh HOpMalibHOMY pactnpeneneHuo (Me — 4,00 Q1 — Q3 = 2,50 — 9,58
nr/mi u Me — 8,70 Q1 — Q3 = 5,80 — 12,00 nr/mMi COOTBETCTBEHHO) M HE
KOpPpEJIUpOBaId € BO3pAaCTOM JIET€H, YTO B LEJIOM  IOATBEPKAAETCA
MEKIyHAPOJHBIMU JTAHHBIMH O BapuaTUBHOCTU ypoBHe HD B chIBOpOTKE KpOBU
KaK y JIETeH, TaK ¥ Y B3POCJBIX IIPU UCIIOJIb30BAHUU PA3IUYHBIX HAO0POB st MDA
[95, 122].

Ha BTopom 3Tane uccinenoBanus y 79 naruentoB co CMA (44 pebGenka co
CMA I tunma u 35 pereit co CMA Ha mpecuMMNTOMaTUYECKOW cTaauu) ObLia
MPOBEJICHA OLIEHKA MOTOPHOTO PAa3BUTHUA JO U MOCIE TEHHOM TEPAnuy ¢ MOMOIIBIO
mkan asurarenbHbix HaBblkoB (HINE-2, CHOP-INTEND) u 3TanoB MOTOpHOIO
pa3Butus no Hopmatusam BO3 (cm. [Tpunoxenus 1-4).

Kinunanueckas cumnromaruka y aereit co CMA I tuna neOrotupoBaina B
Bo3pacte 1,15 £ 1,1 (95% AU 0,81 — 1,49), cpeauuii Bo3pacT OpoBEACHUS] TE€HHOU
tepanuu coctaBmi 3,61 £ 1,90 mecsmes (95% AU 3,04 — 4,19).

Hetn co CMA Ha npecuMNTOMAaTHYECKOW CTaauu 3a00IeBaHus HE NMEIH Ha
MOMEHT BBEJICHHSI T€HHOM Tepanuu KIMHUYECKUX CUMITOMOB OOJIE€3HU, CPEIHUN
BO3PacT BBEJICHHUS OHAaceMHOreHa abenapBoBeka coctaBmi 2,0 + 0,94 mecsue (95%
JN 1,68 —2,32).

HeoOxoquMo mMOAYEpKHYTh, YTO MPOBEAECHHOE HAMHU HUCCIEIOBaHUE
npeAcTaBisieT coOOM Hambojee KPYMHbIA MacCUMB JaHHBIX U3 ofHoro llentpa,
MPOJIOJKUTENIBHOCTRIO 10 24 MecsieB HaONMoJeHUs B KaTamMHE3€ MallUeHTOB CO
CMA mnocne npoBeeHUsI TEHHOW TEPauu.

bbuto yCTaHOBIEHO, UTO MPUMEHEHWE T'eHHOM Tepanuu y nered co CMA
MO3BOJISIET IOCTUYD KIIFOYEBBIX ATAIOB MOTOPHOTO pa3BUTHs mamuentam co CMA 1

THIIA, TOI'1a KaK IIpHU €CTCCTBCHHOM TCYCHHUU 3a00J1eBaHUS ABUTaTCIIbHOC PA3BUTHC
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nerert ¢ naHHbIM TUIIOM CMA HeBo3MOxHO. K KOHIy 2-X JI€THEro mnepuojia
HaOmonenus u3 44 marueHToB cuaenu 6e3 onopbl 60,5%; CTOANU C MOANECPIKKOH -
50%; mnom3anmu Ha 4yeTrBepeHbkax - 32,4%; xomwnu ¢ nompuepxkkod - 30,3%;
CaMOCTOSITENIbHO cTostmu - 26,7% wu Tombko 10,3% cmomm pa3BUTH BCe
JBUTATEJIbHbIE HAaBBIKH, MPU Y€M HH OJWH M3 ITUX JIeTell He chOopMHUPOBAI HX B
COOTBETCTBUM ¢ HopMaruBamu BO3. Bce 35 nerei co CMA Ha
MPECUMIITOMATUYECKOM CTaJUM TOCJE JICUCHUs] Pa3BUBAJIMCh B COOTBETCTBHUU C
HopMmatuBamu BO3 1 He nMenn HapyLIEHU MOTOPHOTO Pa3BUTHSL.

Hamm pe3ynbraThl COTacyroTcsi ¢ JaHHBIMH €BPOMEHCKOTO MCCIIeT0BaHUS
STRI1VE-EU [159], rne camocTOSITENbHOE CHUJICHUE B TE€YEHHE KaKk MHUHUMYM 10
CEKYH/]I ObLI0 TOCTUTHYTO Y 15 (45%) u3 33 manueHToB nocje reHHou Tepanuu K 18
MecsIaM JKU3HU. Pe3ynbraTel HaIlero MCCIeI0BaHUsS MOKa3bIBAIOT, YTO JICUCHUE
MpenapaToM OHACEMHOTEH a0emapBOBEK MPUBOAUT K 3HAUUTEILHOMY YIYUIIICHUIO
nBuraresbHoM akTUBHOCTH Inpu CMA [ Thnma u camMOCTOSTENbHOE CHUICHUE
nocTuxumMo B 60,5% cirydaes.

Onenka no mxkane HINE-2 y nanmentoB co CMA [ Tuma B Hamem
UCCIICIOBAaHUU TaKXKe IpeTepresna 3HauuMble HW3MEHEHUS W KOHIy TIepuoja
HaOmoneHust 4epe3 24 Mecsna Mocie BBEACHUS TMpernapara OHACEMHOTCHOM
abenapBoBek yBennumiack ¢ Me -2,0 (Q1-Q3 = 1,00 — 2,25) no Me 20,0 (Q1-Q3 =
16,50 — 24,50) GannoB, ogHako TOJbKO naBoe nered (4,5%) 3Toil moArpymmbl
JIOCTUIIM MaKCUMaJbHOU OIIEHKH B 26 0annoB (pUCYHOK 20).

B uccnenoBanun Ha ¢paHIy3cKoM momysiuu y namueHToB co CMA I tuna
c nByMsa konusiMu reHa SMN2 Ha (oHE reHHOW Tepanuu Takke ObLUIO MOKa3aHO
JOCTOBEepHOE yBennueHue O0amioB 1o mkaine HINE-2 mo cpaBHEHHMIO ¢ UCXOIHBIM
tectupoBanueM - Me 4,0 (0-9,0) 6annos, yepes 6 mecsieB oneHka mo mkaire HINE-
2 coctaBuna - Me 7,0 (5,5-8,5) 6amnos, dyepe3 12 mecsueB - Me 11,5 (8,4-13,6)
0amnoB) u uepe3 24 mecsneB - Me 14,8 (12,1-18,0) 6amos [81]. Heobxoaumo
MOIYEPKHYTh, YTO IPHU €CTECTBEHHOM TeueHUU Oosie3nu AeTu co CMA I tuna noutu
HUKOIJa He yBelunuuBaroT onieHKy no mkaine HINE-2, a npu nabmaionenuu depes 6

Mecs1eB U 0oee 0TMeUaeTcs €€ CHUXKEHUE y Bee marueHToB [101].
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[Tokazarenu o mkame CHOP-INTEND no nedenus y maruentos co CMA 1
THTIA B HAIlIEM UCCJIEAOBAaHUM OBUTH HECKOJIBKO BhImie - Me — 30,0 (Q1-Q3 = 22,00
—37,25), yem B eBponeiickom uccnenoBanuu STR1VE-EU - Me 28,0 (22-32) 6amios
[159], HO HMke, yeM B aMepukaHckoMm uccienoBanuu STR1VE-US -Me 33,5 (24-
38) 6ammos [77].

IIpu sTtom Bce 44 mnamuenta co CMA [ Tuma, BKJIIOYECHHBIC B Halle
UCCIIeIOBaHME, TOKa3alyd 3HAUMMOE YJIy4llleHHE JBUTATENbHBIX (PYHKUIUNA Mpu
onienke no mkane CHOP-INTEND no cpaBHeHHIO ¢ (h)OHOBBIM OOCJIEIOBaHUEM C
Me — 30,0 (Q1-Q3 = 22,00 — 37,25) no Me — 60,0 (Q1-Q3 = 58,00 — 64,00) 6amioB
(pucyHok 26).

CMA | Tun
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| g = "7
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iZ - = = F

0 =t

0,0 NeYyeHunn yepes 1-6 mec yepes 7-12 mec yepes 13-18 mec yepes 19-24 mec

[ CHOP-INTEND [ HINE-2

Pucynok 26. Jlunamuka ouneHok o mxainaM HINE-2 u CHOP-INTEND y nereii co

CMA I tuna Ha (oHe NpUMEHEHUS TeHHOU Tepanuu

[Taruenter co CMA Ha NpecHMMNTOMAaTHYECKOM cTaauu OOJe3HU, TOCHe
MPOBEICHUS TEHHOM TepaIuy 4epe3 6 MecsIeB UMENIN MAKCUMAIbHOE 3HAYEHUE 110
mkajge CHOP-INTEND — 64 6amna, yepe3 15-16 mecsieB MakCUMalIbHYIO OLEHKY
no mkane HINE-2 — 26 6amnoB (pucyHok 27).

VY manuenTtoB, yuyactBoBaBmnX B ucciuenoBanusx STRIVE-US u STRIVE-
EU, Takxe Habmoganoch OBICTpOE M yCTOMUMBOE YIYyYIIEHUE MOKa3aTeseil mo

mkane CHOP-INTEND wna ¢oHe nedeHus mnpemapaToM OHACEMHOTCHOM
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abernapBOBEK, XOTs MaKCUMaJIbHBIC TToka3arenu B uccienoBanuu STR1VE-EU 6butn
Heckosbko HUKE (Me — 49,5 (Q1-Q3 = 48,00 — 52,00) 6anioB), YTO MOKET OBITH
CBA3aHO C MEHBIIMMH IMOKa3aTeJsIMA Ha HCXOAHOM JTame M HECKOJIbKO Oolee
KOpPOTKUM mnepuogoM HaOmtonenus [159]. HecmoTps Ha 3Tu pa3nuyusi, CTENEHb
YIYYIIEHUHN 10 CPABHEHUIO C UCXOJHBIMU YPOBHSIMHU Oblia cXoxkel. Takxke clenyeT
OTMETHUTh, YTO MPU €CTECTBEHHOM TeueHuu Oone3nu aetu co CMA I tuna Hukorna
He nocturatot oueHky no mkaie CHOP-INTEND 6Gonbiie 40 6ainoB k Bo3pacty 6
mecsues [ 100, 137, 160].

[Tony4eHHbIE B HALLIEM UCCJIEAOBAHUM JAHHBIE COMIACYIOTCS C pPE3yJIbTaTaMu
OOJIBIIMHCTBA 3apyOCKHBIX MCCIEIOBAHUN O BBICOKOM 3(()EKTUBHOCTH Ipernapara
OHaceMHOreH ademnapBoBek y nanueHToB co CMA [ Tumna, npuMeHeHrne KOTOporo
o0OyClIaBIMBaET MO3UTUBHBIE H3MEHEHUSI B JBUTATEIBHOM pa3BUTUHM JI€TeH U
CYILIECTBEHHO MoAuUIIMpYyeT TeueHue 3adonesanus [54, 77, 81, 200].

Hecmotpst Ha AoCTOBEpHBIC YIydllleHHUs] B ABUTATEIbHON cdepe, JeTU co
CMA 1 tuna 4epe3 nBa roja IMOCJIE€ NPOBEACHUS TIE€HHOW TEpanuu HWMEIH
OTPAHUYEHHUS B CAMOCTOSITEILHOM NEPEABMKEHUN. Kak MOKa3bIBaeT UCCIEN0BAHUE
(dpaHIy3CKUX aBTOPOB MPUMEHEHHUE Mpernapara OHACEMHOIeH abemapBOBEK MpHU
CMA 1 tuna He cMOMIO MPENOTBPATUTh pa3BUTUE JAedOopMalui MO3BOHOUYHHKA Y
TaKUX JeTel. ABTOPBI NENAIOT 3aKJIOUEHUE, YTO T€HHAas Tepamnus 3HAYUTEIbHO
ylly4dliaeT JBurareiabHbie nokaszarenu npu CMA I tuma, oqHako manueHTsbl MOTYT
cTpadarh OT (PU3UYECKU 3HAUUMBIX OCJIOKHEHHUI 1 MHBanuau3anuu [81].

JIBurarenbHoe pa3zButue aered co CMA Ha npecHMMITOMATHYECKON CTaauu
MOCJIE TMPOBEACHUA TE€HHOW TEpanuy B HAIEM HCCICHOBAHUM MHPOUCXOAWIO B
coorBeTcTBuM ¢ HopmaruBamu BO3. Tonpko omun pebenok (3,3%) u3 stoi
MOATPYMNIBI IOCTUT HABBIKOB «CHAUT CAMOCTOSITEIBLHO 0€3 MOAACPKKU» U «CTOUT
camMoCTOITENbHO» Mo3xke HopMaruBoB BO3 — B 10 mecsueB u 18 wmecsues
COOTBETCTBEHHO # 2 pebOenka (6,6%) cdopmMupoBai HaBBIK «XOJHUT
CaMOCTOSITENIbHO» Takxke mo3xke — B 20 u 21 MecsueB coorBeTcTBeHHO. Crenyer
MOAYEPKHYTh, YTO U B ITUX ClIy4dasX, HE CMOTpPS Ha 3ama3JbIBaHUE, KIIOUYEBBIC

MOTOPHBIE HABBIKU y MAIMEHTOB CPOPMUPOBAIIUCH.
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JlanHbie Hamiedt paOOThl MOJTHOCTHIO COIVIACYIOTCSI C pe3yJibTaTaMHU paHee
MIPOBEICHHBIX UCCIICOBAHUM.

Tak B uccnenoBanun SPRINT y npecumnromarnyecknx NaiueHTOB C TPEMS
xonusiMu reHa SMN2: u3 15 nereit, monydaBImnx reHHYIO Tepanuto, 14 MOmm cTosATh
0e3 moaepkku U 11 Moru XOAUTh CaMOCTOATENbHO 1o HopMmatuBam BO3 [207].
[Ipu nanpHeiimemM HaOMOACHUM OBUIO MMOKAa3aHO, YTO JAETH, HE JIOCTUTIIWE
JIBUTATEIbHBIX HABBIKOB IO BO3pacTy, B 0oJjiee cTapilieM BO3pacTe OBIaJeBalu
STUMHU HABBIKAMH.

B wuccnenoBanun SPRINT Bce 14 npecMMNTOMaTH4eCKUX MAIMEHTOB C
IBYMs KOIUSIMU reHa SMN2 oBnageny HaBBIKOM CAMOCTOSITEIBHOTO cuaeHus u 11
(79%) m3 HUX TOCTUIIM 3TOTO JBUTATEIIBHOTO pyOeka B MpejesiaXx HOPMalbHOIO
nepuoga pasButus, yctaHoBieHHoro BO3 [208]. 11 (79%) uz 14 nereit ¢
npecumnromarudeckoit CMA moru ctosath 6e3 onopsl U 7 (50%) U3 HUX TOCTUTIIH
3TOTO HABBIKA B paMKaX HOPMAJIBHOTO MOTOpHOTO pa3sutusa no BO3. Jlecsats u3 14
neteit (71%) xoaunu caMocTosATeNbHO U 6 (43%) cienanu 3To B paMKax HOPMaTUBOB
BO3.

Pesynbrarsl, onyonukoBanHueie Day et al. (2021), Desguerre et al. (2024),
Weill et al.,, (2024), cBuAeTEeNbCTBYIOT O TOM, YTO Ha (OHE MPOBEACHUS
MaTOT€HETUYECKON Tepanuu y MPeCUMNTOMAaTUYECKUX JIeTel, BepuDUIIMPOBAHHBIX
IPY HEOHATAJIbHOM CKPUHHUHIE, KaK C TPEMs, TaK U C IByMs KonmusiMu reHa SMN2
CpPeIHUI BO3pacT JOCTHMIKEHUSI TMEPBBIX MOTOPHBIX HABBIKOB ObUT HUXKE MO
cpaBHeHutro ¢ rnamueHtamu co CMA [ Tuma. Kpome Toro, cpenm
MPECUMITOMATUYECKUX TMAIMEHTOB 3HAYUTEIbHO OOJBIIMN MPOLEHT JeTel
JOCTHUTAJI OCHOBHBIX 3TAllOB IBUTAaTEIBbHOTO Pa3BUTHS B paMKax HoOpMatuoB BO3.
Bce nmpencraBieHHblE  BBIIE  PE3yJNbTATBl  HEOCIHOPUMO  YKa3bIBalOT Ha
HEOOXOJMMOCTh PAHHETO BBIABICHUSI 3a00JE€BaHHUS U CBOECBPEMEHHOIO JICUCHUS
nanueHToB co CMA kak ¢ aByMms, Tak U Tpems konusimu rena SMN2 [77, 81, 222].

Hcxoanbie moka3aTenu U cpeHee olliee yBeJInueHue mokasarenaei mo mkaie

HINE-2, nonyuennsie B uccinenosanuu Desguerre et al. (2024), Opuin 3HaYUTENBHO
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BBIIIIE Y MPECUMITOMATUYECKUX MAIMEHTOB IO CpaBHEHUIO ¢ neTbMu co CMA I
THIIA.

B namewm uccnenoanuu y nanueHToB co CMA Ha nmpecnMnToMaTrnyecKon
craauu ouenka no mkaie CHOP-INTEND nepen ctaproM Tepanmuu IpenaparoM
oHaceMHOreH abemapBoBek cocTaBuia - Me — 57,00 (Q1-Q3 = 54,00 — 61,00). Bee
JIETH W3 3TOM MOATPYIIbI JOCTUIIIA MAaKCHUMalbHOTO 3HaueHus B 64 Oamia K

BO3pacTy 6 mecsieB (pUCyHOK 27).

CMA Ha npecumnToMaTUYeCKOM CTaaum
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Pucynok 27. Jlunamuka oueHok no mxkainaM HINE-2 u CHOP-INTEND y nereii co

CMA Ha npecuMNTOMATUYECKOU cTaanu Ha (POHE TPUMEHEHUSI TEHHOUN Tepanuu

Cxomnple  panHble  mosydeHbl B uccaegoBanun  SPRINT vy
MPECUMIITOMATUYECKUX MMAllUEHTOB C AByMs KomusimMu reHa SMNZ2. Y nere,
MPUHSBIINX YYAaCTHE B JAHHOM HCCIIEIOBAHUH, UCXOHAs onieHKa no mkaine CHOP-
INTEND cocrasnsina 46,1+£8,8 0annoB U ObICTPO MOBBIIIANACH MOCHEe UHPY3UU
oHacemMHoreHa aobemapBoBekoM [208]. VBenuwuenme orenku 1o mmkaire CHOP-
INTEND uepe3 1 mecsir nociie qeueHus coctaBuiio Ha 3,9+8,3 6amioB. B Bo3pacte
3 mecsneB 3HaueHue o mkaie CHOP-INTEND yBennunnocs Ha 11,2+8,8 6amios
u B Bo3pacte 6 MecsaneB — orneHka mkaime CHOP-INTEND cocraBuia - 60
(mmamazon ot 51 mo 64) 6amnoB. Bee 14 nereit co CMA Ha npecHMMOTOMAaTHIECKOU
cragun B ucciaenoBanuu SPRINT ¢ aByms komusamu reHa SMNZ2 pocturiu

nokazarenss CHOP-INTEND, kak muaumyMm, 58 OammoB k 18 mecsmam [208].
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be3yciioBHO cpaBHHBaTh HalpAMYyK0 OSTH [JaHHBIE C pe3yJbTaTaMu HAaIlero
UCCIICIOBAHUS HENb3sl, Tak Kak y Hac mnpeobOnaganu netu co CMA Ha
MPECUMITOMATUYECKOM cTaiuu 00JIe3HU C TpeMs KonusiMu reHa SMN2, Ho oOmas
TEHJCHLHS COBIAIACT.

Takum 00pa3oMm, pe3ylnbTaThl HAIIETO UCCIAEAOBaHUSA TOKa3ai, YTO
MIPUMEHEHUE TeHHOM Tepanuy MpenapaToM OHACEMHOTeH a0erapBOBEK Y NAIMEHTOB
co CMA I tumna cyiiecTBeHHO MOAU(DUIIMPOBAIO TeUeHHE 3a00JI€BaHUS U 3HAUUMO
YIIyYLIWJIO IBUTATEIBHOE PA3BUTHE JETEH IO CPABHEHUIO C €CTECTBEHHOM HCTOPHUEN
pazButus CMA c 1e0r0ToM B paHHEM BO3pacTe, a y OOJBIIMHCTBA MAlUEHTOB CO
CMA Ha npecuMNTOMaTHYECKON CTaIUH UCIIOJIb30BAaHNE T€HHOW Tepanuy MPUBEIIO
K JIOCTMKEHUIO OCHOBHBIX 3TAlOB JBUTATEIBHOTO PAa3BUTUS B COOTBETCTBUH C
HopmaruBamu BO3.

Takxe Ha BTOpOM JTamne Hauiero uccienopanus namuentam CMA I tumna u
co CMA Ha npecuMmnroMaTudyeckod crtaguu Obliu mpoBenenst OHMIT u
OMpeJIeNICHUE 3HAYECHUN YPOBHEU JIETKUX U TSKEIbIX Ieneid HeHpopuiIaMeHTOB B
CBIBOPOTKE KPOBU B IMHAMHUKE.

Y nanuentoB co CMA [ Tuma, HayaBmIMX JIEYEHUE MPU HAJIUYUHU
KIIMHUYECKUX CHUMIITOMOB 3a00J€BaHUs, OTMEYAJOCh 3HAUMMOE CHHUKEHUE
aMIUTUTYa6l M-0TBETa Kak /10 Tepaluu, Tak U B TEUEHUE 2-X JIETHETO HAOIIOACHUS

TocJie crapTa jJedeHus (tTabnuma 27).

Tabnuua 27 - 3HaueHus aMIuIUTyibl M-0TBeTa MpU UCCIEA0BaHUS JOKTEBOIO HEPBa
y nanentoB co CMA I tuna (moarpynna la) mociie npuMeHeHHs] TEHHON Tepanuu

B CPABHEHUU C PE3yJbTaTaMU I'PYIIIbI KOHTPOJIA

I'pymma/ Awmmuutyaa M-otseta (MB)
NOArpyImna
Ho neuenus 1-6 mec 7-12 mec 13-24 mec
Ioarpynma 0,28 0,26 0,55 0,60
Ila (0,13 -10,65) (0,21 -0,37) (0,37-0,72) (0,44 -1,2)
CMA I tuna
(n=35)
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Tabnuua 27 - 3HaueHus aMIIUTy bl M-0TBeTa MpU UCCIEA0BaHUS JJOKTEBOIO HEPBA
y nanentoB co CMA I tuna (moarpynna la) mocie npuMeHeHHsl TEHHON Tepanuu

B CPABHEHUU C PE3yJIbTaTaMU I'PYHIbI KOHTPOJIS (TIPOJOSIKEHNUE)

0-31 nenn 1-6 mec 7-12 mec 13-24 mec
I'pynma I, 5,20 52 5,85 6,50
KOHTPOJIIb (4,20 - 5,80) (4,20 — 5,80) (5,53 -17,25) (6,0 —6,90)
(n=21)
P < 0,001 < 0,001 < 0,001 < 0,001

[IpakTruecku BO BCEX 3apyOEKHBIX HMCCIEIOBAHUSX TakyKe OblIa BBISIBICHA
HU3Kas aMIuiuTyaa M-oTBeTa y OOJBIIMHCTBA CUMIOTOMAaTUYECKUX IMAIIUEHTOB CO
CMA, 4TO KOCBEHHO OTpa)ajio JEr€HepaIuio MOTOHEHPOHOB CITMHHOTO Mo3ra [ 137,
211, 224]. Tak, y nanuentoB co CMA | tuna (n=26) npu €CTECTBEHHOM TE€UEHUU
3a00eBaHMsl aMIUIATyJa HeratuBHoro nuka M-otBeta (M = SD (min-max))
cocraBuia 0,344+0,06 (0,03-1,20) mB [211]. ABTOpamMu OBLJI0 KOHCTATUPOBAHO, YTO
MaKCUMaJbHasl aMIUIUTyAa M-0TBeTa C MBIIIIbI, OTBOJSIIEH MATHIN manel KUCTH,
MPOJICMOHCTPUPOBAJIa BBICOKYIO HAJIEKHOCTh MPU MOBTOPHOM TECTHUPOBAHUHU B
OJTHOLICHTPOBOM HCCJIEIOBAHUM €CTeCTBEHHOU nctopun CMA.

Emie B 01HOM HCCEI0BaHUU €CTECTBEHHOIO T€UEHHUsI 0OJIe3HU Yy AETeH CO
CMA oueHuBanu napaMetrpsl M-oTBeTa, 10 JOCTHXKEHUS 6-MECSIYHOTO BO3pACTa U
yepes 6, 9, 12, 18 u 24 Meca1ieB Mo Mepe nporpeccupoBanus 3adoneBanus [137].
AMmunTyaa v miomaas M-oTBeTa npu CTUMYJISIIMY JIOKTEBOTO HEPBA Yy MAIIUEHTOB
OBICTPO CHIXKAIUCH U ObUIM 3HAYUTEIBHO HUXKE B TPYIINE MAMEHTOB € 2 KOMUSIMU
reHa SMN2. Y 3Tux nmanueHToB amiuTyna M-orsera HuKorna He npesbimana 0,6
MB.

Hecmotpst Ha 1ocTaTouHO HU3KKUE 3HAYEHUs aMILTUTyasl M-otBeta (Me 0,28
(Q1 — Q3 =0,13 - 0,65) MmB) no neuenns y marmerToB co CMA I Tuma, HadaBmmx
TEepanui0 MpU HAIMYUM KIMHUYECKUX CUMIITOMOB 3a00JieBaHUs, B HallleM

HCCICAOBAHHUHU ITOKAa3aHO JOCTOBCPHOC €C IMOBBIIICHUC IIPH YBCIMYCHHUHM BO3pacCTa
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10 Me 0,70 (Q1 — Q3 = 0,46 — 1,15) MB k xoHITy 2-X JIETHEr0 HAOMIOACHUS TTOCIIE

reHHoi Tepanuu (p = 0,012) (Tabnuia 28).

Tabnuua 28 - JluHamuka aMmuidtyabl M-oTBeTa NpU HUCCIEAOBAHUS JIOKTEBOIO

HepBa y nanueHToB co CMA [ tuna (nmoarpynna la) Ha ¢oHe reHHOM Tepanuu

[Tapamerps! | [lo neyeHud UYepes 3-4 mec UYepes 5-7 mec | Yepes 8-12 mec | Yepes 13-24
(n=35) MOCJIe JICYCHUST | TIOCIIE JICYEHHUsI | TMOCIe JICUCHUS Mec Ioce
(n=16) (n=13) (n=9) JIeYEHUs
(n=14)
Ammnutyna 0,28 0,40 0,60 0,48 0,70
M-oTBeTa (0,13 -0,65) (0,26 —0,75) (0,34 -0,70) (0,43 - 1,00) (0,46 —1,15)
(MB)
Me
(Q1-Q3)
Min 0,05 0,12 0,12 0,12 0,17
Max 2,20 3,40 0,90 3,40 4,60

B 3apy0OexxHbIX HcClieIoBaHMSIX Oblla MOKa3aHa aHaJOTM4Hasi TCHACHIUS —
ammutyna M-orBeta y  mamuentoB co CMA [ Tuna, nomyyaBmmx
MaTOTCHETUYECKOE JieueHUE (HYCHHEPCEH WM OHACeMHOTeH abenapBOBEK),
YBEIIMYMBAJIACH C TEYEHHWEM BpPEMEHU IO CPABHEHUIO C TMAllMEHTaMH, HE
noiy4JaBIuMu jedeHus [45, 47, 69, 101].

[Tanmentet co CMA 1 tuna (n=11) nmocne 10 BBeneHuUil HycHHEpCEHa B
45,45% cnydaeB oBiajieBaid HaBBIKOM cuaeHud. [Ipu sTtom ammimntyna M-oTBera
[P CTUMYJISIMHA JIOKTEBOTO HepBa yBennuuBaiack ¢ 0,53+0,23 mB no 1,85+1,05
MB. ¥V ocranpabix 54,55% mnanueHTOB, KOTOpPbIE HE CMOIIA CaMOCTOSITEIIBLHO
CHJIeTh, TEM HE MEHEe Takke HaOmromanock ypenudenue M-otsera ¢ 0,26+0,23 mB
1o 1,19+0,66 mB [45].

B HemaBHem (paHIily3ckOM HCCIEOBAaHUM NPUMEHEHHS Ipernapara
OHaceMHoreH abenapBoBek y nanueHToB co CMA I tuna Obu1o nokasaso, 4ro 6osee
BBICOKHE MTOKA3aTeIN aMIUIUTYIbl M-0TBETa IPU CTUMYJISIIUYA CPEAUHHOTO HEPBA 0
JICYEHHUSI CBSI3aHBI C JOCTHKEHUEM CAMOCTOSITEIIBHOTO CUACHUS Yepe3 6 MEeCSEB y

OonbIIMHCTBA TIpoJiedueHHbIX naeteil [47]. Ilpu 3ToM HU ONMH U3 MAIUEHTOB C
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aMIIIMTyq0M M-OTBeTa mpH CTUMYJISLUMHA cpeauHHoro Hepsa meHee 0,5 mMB no
JIeYCHUS HE JJOCTUT TOJIOKEHHUS CUIS 0€3 TOCTOPOHHEH MOMOIIH Yepe3 6 MECAIICB.

Menbmiee cHukeHue amIumMTyasl M-orBera y manueHtoB co CMA no
JieYeHUs U ee ObICTPOE YBEJIMYEHUE Ha (POHE NMATOIC€HETHUECKOW Tepanmuu MOXKET
yKa3bIBaTh Ha Jyulline pyHKIIMOHATIbHBIE pe3yabTaThl [47, 69, 224].

[axe y oueHb Tskenbix manueHToB co CMA I tuna, Haxoasmuxcsa Ha UBJI
yepe3 TpaxeoCTOMY, Ha3HAu€HHE [AaTOT€HETUYECKOIro JIeYeHUs (HYyCHHEpPCEH)
MPUBOJIWIIO K HEKOTOPOMY YIYUIICHUIO, KOTOPOE OMPEACIISIIN TP JUHAMUYECKOM
OHMI uccnenoBanuu [217].

B namei koropre mamueHToB cO0 CMA Ha mpecuMNTOMAaTHYECKOW CTaauu
napameTpel M-otBeta u CPB 10 crapra Tepanuu 3HaUMMO HE OTIMYAIUCH OT
HOPMAaTHBHBIX JIAHHBIX U Ha (POHE JICUCHUSI MPETIapaTOM OHACEMHOI'€H a0emapBOBEK
OBLIO OTMEUEHO NOBbINIEHUE aMIuuTyasl M-otBeta u CPB mpu yBenmueHuu

BO3pacTa y nanueHToB (Tabmuusl 29 u 30).

Tabnuua 29 - 3naueHus aMuTypl M-oTBeTa MpU UCCIEA0BaHUS JJOKTEBOIO HEPBA
y nanueHToB co CMA Ha npecumnromaTudeckoi craauu (noarpynna IIb) na doune

T€HHOW TEPANUU B CPABHEHUU C PE3yJbTaTaMU I'PYIIIbI KOHTPOJIA

I'pymma/
MIOArpYII Awmnnutyaa M-otseta (MB)
a
Jo neyenus 1-6 mec 7-12 mec 13-24 mec
IMoarpyn 5,0 5,7 52 6,05
na IIb (4,30 —5,30) (5,20 - 5,80) (4,30-17,30) (5,20 -6,90)
CMA
IPECUMIIT
0-31 nenn 1-6 mec 7-12 mec 13-24 mec
I'pymmal, | 5,20 (4,20 — 5,80) 5,2 (4,20 - 5,80) 5,85 (5,53 -17,25) 6,50 (6,0 —6,90)
KOHTPOJIb
P 0,466 0,558 0,106 0,500
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Tabnuua 30 - 3HayeHUsT CKOPOCTH PaCHpPOCTPAHEHUS BO30YXKIEHUS MpHU
HCCIIEIOBaHUA JIOKTEBOTO HEepBa y nanueHToB co CMA Ha nmpecruMnToOMaTu4eCcKOu
ctaguu (moarpynmna IIb) Ha ¢oHe reHHON Tepanuu B CpaBHEHHH C pe3yjbTaraMu

TPYIIbI KOHTPOJIA

I'pymma/
MOArPYyTI CKkopocTb pacnpocTpaHeHHs Bo30yKAeHuUs (M/C)
a
Jo neuenus 1-6 mec 7-12 mec 13-24 mec
[Hoarpyn 33,60 46,0 48,9 53,15
na IIb (32,40 - 38,10) (38,60 — 46,70) (46,10 — 53,60) (52,15 -56,82)
CMA
MPECUMIIT
0-31 nenn 1-6 mec 7-12 mec 13-24 mec
I'pymmna I, 37,20 (33,5 - 37,2 (33,50 —41,30) | 46,85 (45,82 —52,38) 53,30 (50,90 —
KOHTPOJIb 41,30) 55,30)
P 0,110 0,044 0,497 0,354

B wuccnenopanun NURTURE y npecumnroMarndyeckux MAlUEHTOB Ha
JICYCHUU TpenaparoM HYCHHEPCEH B TEUEHHE MEPBOT0 rojia KU3HU TakXe ObLIOo
OTMEUEHO YyBEIMYEHUE aMIUIUTyAsl M-0TBeTa, 4TO HaOmonanoch U B Oolee
ctapiem Bo3pacte. [Ipu 3ToM B poHOBOM 00Ce10BaHNH OBLIN MOMYYEHBI Pa3IuUUs
MEXJy MOATPYyNNaMU NPECUMNTOMATUYECKUX TMAIMEHTOB C JABYMS U Tpems
konusiMu reHa SMN2. UcxonHast cpenHsis amruiutyna M-oTBeTa JOKTEBOTO HEpBa
OblIa BBIIIE Yy MAIlMEHTOB C Tpemsi komusimu reHa SMN2 — 3,11+1,12 mB, no
CPAaBHEHUIO C IMAUMEHTAMU C JABYMs KOIIUSAMU 2,69+1,52 mB [79]. Ilpmu
KaTaMHECTHYECKOM HaOJIONEHUH y JIeTel ¢ AByMs Konusimu reHa SMN2 (n = 5)
1849 nHro mocne crapra Tepanuu npenapaToM HyCUHEPCEH CpeaHsd amIunTyaa M-
orBeTa coctaBwia 4,52+2.20 mB (cpenHee uM3MeHEHHE OT MCXOAHOTO YPOBHSI —
2,324+1,93 mB). V nereit ¢ Tpemsa konusimu reHa SMN2 (n = 10) va 1373-it nenp
MOCJIE HaydaJia JICYEHUs] CPEAHEE 3HAUYCHUE aMIUIMTyAbl M-oTBeTa COCTaBUIIO
8,17+2,96 MB (cpennee usMeHeHre OT UCXOHOTO YpoBHS — 5,06+3,13 MB) [69].

Takum 00pa3oMm, OmNpeAelieHNE MAaKCUMallbHOW aMIUIUTyasl M-0TBeTa,

ABJIACTCA JICTKO BBIITOJIHUMBIM, BaJIUAHBIM W HAACKHBIM ITOKA3aTCJICEM KOHCYHOIO
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pe3yapTara ISl WCHOJIb30BAHUSA B KIMHUYECKHX MCCICOOBAHUSAX M PEATbHOUN
npaktuke mpu CMA B nenuarpuu. [lapamerpsr M-0oTBEeTa XOpOIIO KOPPETUPYIOT C
JIBUTATEIbHON (YHKIMEHM W HMEET MOTEHIMAIbHYI0 IIEHHOCTh B KayeCTBE
MHCTPYMEHTAJIBHOTO MapKepa 3a00JieBaHusl.

[Ipu nuHAMHYECKOM UCCIEA0BAHUN YPOBHEN JIETKUX U TsKENbIX 1eneit HO B
CBIBOPOTKE KpoBH y Aereil co CMA 110 u mociie IpUMEHEHHUSI TeHHOW Tepanuu B
HaIlleM UCCIIEIOBAHUU OBbLIIO YCTAHOBJIEHO, YTO MOCIIE MPOBEACHUS TEHHOU Tepanuu
BBISIBJISIETCSL CTaTUCTHYECKU 3HAYMMOE CHIDKCHUE YPOBHEM JIETKUX M TSAXKEIBIX
nened HO B ceiBOpoTke KpoBU. MakcumanbHOE CHMXEHHE mnokaszarened HO
oTMevaeTcsi 4epe3 3-6 MecdAleB IMOCiIe NPOBEACHUS JICUCHUS MpenapaToM
OHAaCEMHOTeH a0emapBOBEK M COXpaHSAETCS HAa CTaOUJIbLHOM YPOBHE B TE€UEHUE 2-

JIETHETO Tiepuoa Habmoaenus (tadmuma 31).

Tabnuua 31 - YpoBHHU Jerkux u Tsokenbix neneit HO B cbIBOpOTKE KPOBU Yy AETEH CO

CMA 110 u uepes 3-6 Mecsna rnociie NpoBEACHUSI TEHHOM Tepariu

['pynmet H®
Me Q1-Q3
['pynna Jlerxue nemnu 4,00 2,50-9,57
KOHTPOJIS Tsokensle nenu 8,70 5,80 —12,00
(n=76)
I'pynma CMA Jlo reHHoi Tepanuu Yepes 3-6 mec
Me Q1-Q3 Me Q1-Q3

CMA I tuma Jlerxue nemnu 22,97 6,00 — 48,54 6,00 5,92-7.,78
(n=44) Tsokensle nenu 13,00 6,00 - 51,50 11,00 6,0-18,18
CMA npecumn | Jlerkue nenu 6,00 6,00 -31,43 6,00 6,0-7,25
(n=35)

Tsokensle nenu 12,00 6,00 — 16,00 10,00 6,0-12,5

[TonydyeHHbIE JaHHBIE YKa3bIBalOT HA TO, YTO MPUMEHEHUE OHACEMHOIE€Ha
abenapBoBeka y nanueHToB co CMA oka3blBaeT caHOreHeTHYecKui 3PdeKT, 4To
MOXXET MPOSBIATHCS B 3aMEIJICHUU JIeTeHEpaluu aib()a-MOTOHEHPOHOB MEPEIHUX

POTroB CIIMHHOI'O MO3ra.
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Ha Tperbem 3Tame Hamiero McciieloBaHus ObLUT MPOBEJICH CPABHUTEIbHBIN
aHaJIn3 MOTOPHOTO pa3BuTHs, pe3yapraroB DHMI' uccienoBanus W 3HaYEHUM
YPOBHEH JIETKUX U TSKENbIX 1eneld Helpo(driiaMeHTOB B CHIBOPOTKE KPOBH Yy JIeTe
0e3 HeBpojormdyecko u mamueHtoB co CMA [ tuma uw co CMA Ha
MPECUMIITOMATHYECKON CTANU.

CpaBautenbHblid aHau3 1o mkajiam HINE-2 u CHOP-INTEND no nedyenust
Mexay nanueHtamu co CMA [ tuna u co CMA Ha npecuMnTOMaTU4eCKOM CTaInu
BBISIBUJI CTaTUCTUUYECKU 3HaunMbie paziauuus (p < 0,001) (ucnonvzyemwiii memoo:

U—-kpumepuii Manna—Yummnu), KoTopble NPeICTABICHBI HA pUCYHKAX 28 u 29.

MaKcnumanbHbin 6ann no HINE-2 = 26

(]
L 28 -
w ‘ 26 26
T 24
Q 24 1
=] i
g 22 21 20
E 20 -
o 18 A
s 16 A 14,
< 14
T
< 12 - 11
=
g 10 A
S g 6

6 4

4

2 1 2

0 -

00 BBeAeHuA yepes 1-6 mec yepes3 7-12 mec 4epes 13-18 mec 4epes 19-24 mec
—¢—loarpynna CMA | Tun MNoarpynna CMA npecumnT.

Pucynok 28. /Innamuka onenok no mkane HINE-2 y nereit co CMA I tTuna u CMA
Ha IPECUMIITOMATUYECKON cTaauu 3a00jeBaHUs Ha (OHE NPUMEHEHUS T'€HHOU

Tepanuu
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MaKcnmanbHblit 6ann no CHOP-INTEND = 64

70 - ‘ 64 64 64 64

60 { 57 56 60
53

50 |
42
40
30
30

MEAWAHA (ME) BA/IJIOB MO
CHOP-INTEND

20 -~

10 -

[0 BBeAeHuA yepe3 1-6 mec  yepes3 7-12 mec u4epes 13-18 mec uepes 19-24 mec

—&—loarpynna CMA | Tun MNoarpynna CMA npecumnT.

Pucynok 29. Jlunamuka onenok o mkaine CHOP-INTEND y nereii co CMA 1 tumna
n CMA Ha npecuMNOTOMaTU4YeCKOW CTaauu 3a0ojieBaHUs Ha (POHE MPUMEHEHUS

TE€HHOU Tepanuu

[Tocne npoBeneHus reHHOU Tepanuu naueHTsl co CMA [ tumna, HecMOTps Ha
JIOCTOBEPHOE YIYYIIEHUE MOTOPHOTO pa3BUTUA U (POPMHPOBAHHE Y HHX
JIBUTATEIbHBIX HABBIKOB, JOCTH)KEHHE KOTOPBIX OBLUIO Obl HEBO3MOXHO MpH
€CTECTBEHHOM TEUEHHM 3a00JeBaHMs, HMEJIM 3HAYMUMOE OTCTaBaHHE B
JIBUTATEILHOM pAa3BUTHM KaK B CpPaBHEHUU C JACTbMU 0€3 HEBPOJIOTHMYECKOMU
MaToJOTMU, Tak W ¢ mnamueHtamMu co CMA Ha npecuMNITOMaTUYE€CKOW CTaauu
(moarpymnma IIb).

[TamenTsl co CMA Ha NpecUMNTOMaTHYECKOM CTaAuU Kak 110, TaK U MOCTe
MPOBEJICHUSI T€HHOW TEpalui HMEIM MOTOPHOE pa3BUTHUE B COOTBETCTBHE C
BO3PACTHBIMM HOpPMaMHM M JIOCTOBEPHO HE OTJIHMYalIUCh OT JeTed 0e3
HEBpOJIOTUYECKOW maTojoruu. Takum oOpa3oM, MPUMEHEHUE T€HHOM Tepanuu Ha
MPECUMITOMATUYECKOM CTaauu 3a00JieBaHUs MO3BONWIO Yy  OOJBIIMHCTBA
MAMEHTOB NPEeAYNPEAUTh pa3BuTue cumMntomoB CMA.

Hamm nanHbeie mOATBEPKIAIOT PE3YNIBTAThI IPYTUX UCCIEA0BAHUM O TOM, YTO

ManrCHTHBI, BBIABJICHHBIC C IIOMOINBIO HCOHATAJIBHOTO CKPHMHHHIA, MMCIOT oonee
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BBICOKHE wHcxomubple 3HaueHud 1o mkaiade CHOP-INTEND wmw B 1meaom

JEMOHCTPUPYIOT OoJiee 3HauUuTeNbHbIe yayutienus [129, 175, 200, 207, 208].
CpaBHutenbubiii ananuz DHMI -nokazarenei (aMmauTyasl U oiomanu M-

orBeTa) Mexay mamueHtamu co CMA 1 tuna u CMA Ha npecuMnToMaTuyecKkon

CTaauun IOKa3ajd JOCTOBCPHLIC pa3JIMYHA KaK J0, TaK W IIOCJIC IMIPOBCACHUA TeHHOM

* - ﬂpeCMMI‘ITOMaTVNECKME naymneHTbl
M CMA I Tun

Z.L.;q.q-ﬁ

[0 nevyeHuna yepes 3-4 mec yepes 5-7 mec  4yepes 8-12 mec uyepes 13-24 mec

tepanuu (pucynku 30 u 31).

10
9

8

~

)]

(9]

i

Pucynok 30. Jlunamuka ammiutyasl (MB) M-oTBeTa MbIIIIbl, OTBOASIIECH MSTHIN
nasen kuctu y nanuueHToB co CMA I tuma m CMA Ha npecuMnToMaTuyecKoi

cTagun A0 U IIOCJIC JICUCHUA IIPCIIapaTOM OHACCMHOI'CH a6er1apBOBeK

18
16

14

10 -
l NpecumnTomaTueckme naumeHTbl

.

a4 k m m

A0 nevyeHuna yepes 3-4 mec  yepes3 5-7 mec uyepes 8-12 mec uyepes 13-24 mec

B cCMA I Tun

Pucynok 31. Jlunamuka nnomaau (Mmc*mMB) M-oTBeTa MbIIibl, OTBOASIICH MSTHIN
nasen kuctu y nauueHToB co CMA I tuma m CMA Ha npecuMnToMaThyecKoi

cTagun A0 U IIOCJIC JICUCHU IIPCIIapaTOM OHACCMHOI'CH a6er1apBOBeK
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o mpoBeneHus jedeHus ypoBHU Kak Jierkux ueneit HO (p<0,001), tak u
Tsokensix neneit (p<0,001) H® B coiBopoTke KpoBu y nanueHToB co CMA 1 tuma
OBLIT JOCTOBEPHO BHIIIE, YEM y JeTel 0€3 HEBPOJIOTHYECKOM MATOJIOTUU B TO BpeMs
Kak, y nauueHToB co CMA Ha nmpecuMNTOMATHYECKOW CTAJAUU B CPABHEHHUU C
MoKazaTessiMU JeTell 0e3 HEeBPOJIOTrMYECKOM MaTOJOTHM JTOCTOBEPHO BBINIE ObLI
TOJIBKO ypOBeHb Jerkux 1eneit H® B ceiBopotke kposu, (p<0,001).

VY nereii co CMA I tuna (noarpynna Ila) yepes 3-6 mec. nocie npoBeaeHuUs
T€HHOW Tepanuu YpoBHU JieTkux nened HO cHU3MINCH, HO BCE €lle JTOCTOBEPHO
otinuyanuck (p=0,013) or nokazareneii rpymnmsl KOHTpoJs. Yepes 7-12 mec. u 3ateM
yepes 13-24 mec. nocne jieueHus: ypoBHM Jerkux ueneil HO B CBIBOPOTKE KPOBH Y
JeTer Ha npecuMnroMarnyeckon craanu CMA yke He MMeNM CTaTUCTHUYECKHUX

paBJ'H/I‘II/Iﬁ )51 HpI/I6J'II/DKaJ'II/ICB 0 3HA4YCHUAM K IIOKA3aTC/IsIM TPYIIIIbI KOHTPOJIA

(Tabmuna 32).

Tabnuua 32 - YpoBuu nerkux ueneit HO B ceiBopoTke KpoBu y aeteit co CMA 1

THHa 10 U yepe3 3-6 mec., 7-12 mec. n 13-24 mec. nocne NpoBeneHUS T€HHON

Tepanuu
I'pymma 1 Me QI1-Q3 N
KOHTPOJISL 4,00 2,50-9,57 76
[Moarpynna Mo neuenust UYepes 3-6 mec Uepes 7-12 mec Uepes 13-24 mec
Ila Me | Q1-Q3 | n | Me Ql- n Me | Q1-Q3 | n | Me | Q1-Q3 | n
CMA Q3
I Tun 22,97 | 6,00- | 44| 6,00 | 592- | 20 | 6,15 | 5,15- | 16 | 6,00 | 5,70- | 11

48,54 7,78 7,30 6,60

VYpoBHM Tskenbix neneit HO® B cbIBOpoTKe KpoBU y manueHToB co CMA |
tuna (noarpynna Ila) Tak:ke CHU3UIUCH MOCIIE MPOBEJCHUS T€HHON TEPAIuU U YXKe
yepe3 3-6 MeC. HE HMMENU JOCTOBEPHBIX PA3JIMUMU C MOKAa3aTeIsIMU TPYIIbI
koHTpous. Uepes 7-12 mec. u 13-24 mec. noce 1edeHns pa3HuLlbl MKy YPOBHIMHU
Tsokenbix Hernei HO B cbiBOpoTke kpoBu B moarpynne lla m B rpymnme KOHTpOJs
TaKXe BBISIBIICHO HE OBLIO.

VY nereit co CMA Ha nmpecumnToMaruueckou ctaguu (nmoarpynna IIb) yxe

yepe3 3-6 mec. mocie NpoBEACHUS T'€HHOM TEpanuy HE BBISIBICHO PAa3JIMYMU C
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rpynnou nereil 6€3 HEBPOJOTrMYECKOM MATOJIOTHH B YPOBHSX Jerkux ueneii HO B
ceIBOpoTKe KpoBU. [Ipn anamuze mokazarenenn H® uvepes 7-12 mec. n 13-24 mec.

JOCTOBEPHBIX Pa3IU4Mil TaKKe HE MOoIy4YeHo (pucyHku 32 u 33).

[AVHaMUKa KOHLEHTPALUMK IETKUX Lenen HempodunameHToB
70

60
50
40
30

20

10 i &ﬁé ﬁ——l—

0,0 nevyeHuna yepes 3-6 mec yepes 7-12 mec yepes 13-24 mec

KoHueHTtpauua NEF-L, nr/mn

B rpynna kontpona [ Noarpynna CMA npecumnt. [l Moarpynna CMA | tun

Pucynok 32. /luHaMuKa ypoBHEW JErKUX Lenei HeilpoduiaMeHToB y aeTei 0e3
HeBposioruueckor maromoruu, gered co CMA [ tuna u CMA Ha

HpeCHMHTOMaTI/I‘{CCKOfI CTaJiuu MMOCJIC IPOBCACHUA TeHHOM TCparnun

[AVNHaMUKa KOHLEHTPALUMN TAXKENbIX Lenei HeMpodmiamMeHToB
100

90
80
70
60
50
40
30

e

0,0 NeYyeHunn yepes 3-6 mec yepes 7-12 mec yepes 13-24 mec

KoHueHTtpauua NEF-H, nr/mn

M rpynna kontpona [ Noarpynna CMA npecumnt. [l Moarpynna CMA | tun

Pucynok 33. /IluHaMuKka ypOBHEH TSKeENbIX Leneld HeHpo(duiiaMeHToB y AeTeil 6e3
HeBposioruueckod maromoruun, gered co CMA [ tuna u CMA Ha

HpGCHMHTOM&TH‘-IGCKOﬁ CTaJiuu MOCJIC IPOBCACHUS TeHHOM TCpalunn
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K cxognsim pesynbsraram npunuid Darras B.T. u coast. (2019). ABTopsl
IOKas3anu, 4ro y mnanueHtoB co CMA mociie NpoBENEHHs] NaTOr€HETUYECKOU
TE€paNuu MpernaparoM HyCUHEPCEH ypoBeHb neneid HO B mmasMe KpoBH CHU3HWICS
Ha 90,1% 3a 10 mecsanes. Y OonbHbIXx co CMA, Bomeamux B rpymniy mianeoo,
HECMOTpPS Ha OTCYTCTBHE NATOTCHETUYECKOTO JICYECHUS] TAKXKE MNPOU30ULIO0
camwxkenue ypopaeir H® (60,3% 3a 10 mecsiieB), 94To MO3BOIUIO aBTOPAM CJHIENIaTh
BBIBOJ] O TOM, YTO MPOILIECCHI HeWpojaereHepauuu HauOoyiee aKTUBHBI B Je0I0TE
3a00s1€BaHus], 1 B TOM YHUCJIE UMEIOT MECTO U Yy JIeTei Ha MPEeCUMNTOMAaTUYECKON
craguu CMA, BBISIBICHHBIX B paMKaxX HEOHATAJIbHOTO CKPUHUHTA [74].

OcoOb1ii mHTEpEeC mpeacTaBiatoT maHHbie Flotats-Bastardas M. u coasr.
(2023), xoTopble TIpU aHATU3E NMPUMEHEHHS MaToreHeTudeckoro jedeHus CMA y
JeTed ycTaHOBUIM, 4To YpoBHU H®D B CHIBOPOTKE KPOBH CHHXXAJIUCH OBICTpEE B
KOTOpTE MAIMEHTOB, MOJIYYalOIMX [MaTOr€HETUYECKYI0 TEPAINI0 HY CHHEPCEHOM 10
CPaBHEHHMIO C JETbMH, TMOJyYaBIIMMHU Muianedo. Y JeTell, MoIy4yaBIIUX
MOHOTEpPANUI0 OHACEMHOTEHOM a0emapBOBEKOM, aBTOPhl HaAONIONANd pPE3Koe
noBbiieHne ypoBHs H® B kpoBu uepe3 1-2 mec mocie uHy3uH, TOrja Kak y
MalKMeHTOB, MOJYYHMBIIMX OHACEMHOIeH abemapBOBEK IMOCJE MPEIBAPUTEIBHOM
Tepanuu HYCHUHEPCEHOM, NoabeM YypoBHe H® B ChIBOpOTKE KpOBU HE ObLI
orMmeueH. JlaHHbIM (peHOMEH ucclienoBaTeN OOBSICHUIN 3alIUTHBIM 3(deKToM
MPEAIECTBYIOMIEN Tepanuu HyCHHEPCEHOM. OJIHAKO CHYCTS HEKOTOPOE BpeEMs
Mocjie BBEJEHUS OHaceMHOreHa ademnapBoBeka ypoBHU H®D B ChIBOpOTKE KpOBU
TakXe CHYxaiuch [103].

B Hamem wuccienoBaHMM — JUHAMHMYECKas — OLEHKa ypoBHedn HO
OCYIIECTBIAIACH yepe3 3-6 Mec OT MPOBEACHUS TeHHOM Tepanuyd U HaMH HE ObLIO
3apErUCTPUPOBAHO TIOBBIIICHUS YPOBHEM JIETKUX M TsKeablx uened HD B
CHIBOPOTKE KPOBU B CpPaBHEHUU C IMOKa3aTesIMU JIeTeil 0e3 HEeBpOJIOTrHYeCcKon
MaTOJIOTHH, a OTMEYAJIOCh JIMIIb MX JUHAMUYECKOE CHUKEHHME, YTO BO3MOXKHO
CBSI3aHO C PA3JIUYUSIMU B AU3AMHAX UCCIECAOBAHUM U PA3HBIX CPOKAX OMPEACIICHUS

ypoBHeil HO nocne tepanun.
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Takum oOpa3oM, cpaBHUTENbHBIN aHanu3 ypoBHel HD B chiBOopoTKe KpOBH Yy
neTeil 0e3 HEBpPOJOTrMYecKOM mnarosorud My mnaumeHtoB co CMA B HameMm
WCCIIEIOBAaHMU TMOKa3an, 4To Jierkue nenu H®O MoryT paccMarpuBaThCs Kak
HauOoJiee YyBCTBUTEIbHBIE MapKepbl HEHpoJereHepaluu, MOBBIIIEHUE KOTOPBIX
MaHU(PECTUPYET el IO MOSIBICHUS KIMHUYECKOW CUMITOMATUKY U U3MEHEHUN Ha
OHMI. Ilocne mpoBenenuss reHHoul tepanuu ypoBHun H® y nmerenr co CMA
CHUYKAJIMCh U OCTaBaJUCh CTAOMIIBHBIMU Ha MPOTSXKEHUH 2-X JIET HAOII0ACHUS, YTO
CBUJETENBCTBYET O 3aMEIJIEHUH MPOLIECCOB HEMpOAEreHepaluu, 1100 o MOJHOM HX
npekpaienny. OIHAKO JaHHas TUNoTe3a TpeOyeT NadbHEWIHUX HCCIEIOBAaHUU.
Takum oOpazomMm, onpeneneHre ypoBHen serkux neneit H®O B chIBOpOTKE KPOBH Y
neteit co CMA moxeT paccMarpuBaThbesi Kak Mapkep 3 (HEKTUBHOCTH TEparuu.

Ha w4erBeprOoM »3Tame Hamero WCCICAOBAHUSA Ui BO3MOYKHOCTH
MIPOTHO3UPOBAHUS PA3BUTHUS JBUTATEIbHBIX HABBIKOB B IpyIIie manueHToB co CMA
I Tuma Hamu ObLT BBINOJTHEH CPABHUTENbHBIA aHATIU3 CPOKOB JIOCTHXKECHHS HaBbIKa
CaMOCTOATENIBHOTO  CHUJEHHs IIOCIIE BBEICHMS  Ipenapara OHAaCEMHOIEH
abenapBOBEK B 3aBUCMMOCTH OT aMILIUTYbl M-0TBeTa MpU CTUMYISIIUUA JJOKTEBOTO
HepBa (pucyHok 34) u ouenku mo mkaie CHOP-INTEND no npoBeaeHusi reHHOM

Tepanuu (pucyHok 35).
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Pucynok 34. Ammiutyna M-oTBeTa pu CTUMYJIALMA JJOKTEBOTO HEPBA A0 JICUCHUS
B 3aBUCHMOCTH OT CPOKOB JTIOCTHKEHUSI HABBIKA CAMOCTOSITEIIBHOTO CUJICHUS Y

nanueHToB co CMA [ tuna nocne reHHou Tepanuu
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60,00

HaBrik caMoCTOATEIEHOTO CUACHUA
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Pucynok 35. Ouenka no mkaie CHOP-INTEND B 3aBucumMocTH OT CpPOKOB
JOCTH)KCHUS HaBbIKA CaMOCTOSITEIbHOTO CUACHHS y nmauueHTtoB co CMA [ tuna

MOCJIe TEHHOW Tepanuu

Ha ocHOBaHMM JaHHBIX, MOJYYEHHBIX B HAllleM WCCIEIOBAHUHN TpU
creruduaroctH 1 (100%) (T.€. HM OAWH U3 MTAIIMEHTOB ¢ orleHKoM 1o mkaje CHOP-
INTEND wmenee 45 OamnoB u ammuutyaoil M-otBera menee 0,95 mMB B Hamem
HCCIIEIOBAaHUU HE JOCTUT HaBBIKA CAMOCTOSITEILHOTO CHUJICHHS), MBI ONPEICIIHIN
nopor 45 6annoB s mkaiasl CHOP-INTEND u 0,95 MB nnsg ammnutyast M-oTBeTa
MpYU CTUMYJIAIIMK JIOKTEBOTO HEpBa IPU TECTUPOBAHUHU JO IMPOBEACHUS T€HHOU
Tepanuu. Ha OCHOBaHMM TPOTHOCTHYECKHX pACYETOB OBbUIM YCTaHOBJICHBI
cnenytomue noporu. Ilpu ammnuryne M-orBera >0,95 MB u ounenke no mikane
CHOP-INTEND >45 6amnoB mnporHo3upoBaiock 100% nocTukeHne HaBbIKa
cunenus. [Ipu ammuryne M-oteera ot 0,4 MB o 0,95 MB u ouenke no mkane
CHOP-INTEND ot 34 no 45 06annoB JOCTHKEHHE HaBbIKA CHJICHUSA
nporuo3uposanock >80%, npu ammutyae M-oreera ot 0,24 1o 0,4 MB u onieHke
no mwkae CHOP-INTEND or 24 no 34 6amnoB — 6omnee 50%, a npu ammiutynae M-
orBera MeHee 0,2 MB m onenke mo mkaiae CHOP-INTEND menee 24 0OamnoB

JTOCTH)KEHHE HaBbIKa CHUICHHS MIPOrHO3MpoBaiochk He 6omee 40%.
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Takum o00Opa3omM, pe3ydabTaTbl HAIIETO MCCIEAOBAHUS IOKAa3bIBAIOT, YTO
3HaueHUs amiuTyael M-otBera u oneHka no mkaie CHOP-INTEND nepen
IIPOBEICHUEM TE€HHOM Tepanuu y mnanueHToB co CMA [ tuma moryt ObITh
WCMOJIb30BaHbl B KAa4€CTBE MPOTHOCTUYECKUX KPUTEPHUEB TOCTHKECHUS HABBIKOB
MOTOPHOI'O Pa3BUTHsI, HAIIPUMEP, TAKOTO KaK CUJICHHE 0€3 MOJAEPKKU. ITOT HABBIK
He (opMupyetcss HU y onHOro u3 namnueHToB co CMA [ tuna npu ecTtecTBEHHOM
tedeHuu Ooneznu [137, 161], mosToMy HNOCTHXKEHHE €ro MOXKET CUUTAThCS
OMpENIEeNAIONIUM JUIsl KOHCTaTauuu MoAudukanuu 3adojieBaHusi Ha (poHE TeHHOU

TEpaNuu.
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BbIBO/IbI

1. [TokazaTtenu aMmuTyAbl, IUomEaaIn M-0TBETa U CKOPOCTH
pacrpocTpaHeHus BO30YXKJICHHUS 1O JIOKTEBOMY HEPBY, TMOJy4YEHHBIE MpH
npoBenenun OHMIT y gereét B Bo3pacte oT 0 1m0 24 MecsieB Xu3HH 0e€3
HEBPOJIOTUYECKOM MATOJOTHH, YBEJIMYMBAKOTCS C BO3PAaCTOM M HMEKOT
cTaTucThuecku 3HaunMble paznuuns (p<0,001) mexay Bo3pacTHbIMU rpynmnamu 0-
31 nensp, 1-6 mecsues, 7-12 mecsues, 13-24 Mecsina KU3HHU, 4TO OTPaAkKaET MPOLIECC
(hU3M0IOrNYECKOM MUETMHU3AIUY TIepudepruecKkoil HEPBHOW CUCTEMBI.

2. YPOBHU JIErKUX U TSKEIBIX 1enel HepouiIaMeHTOB B CHIBOPOTKE
KpOBH y JieTell 0e3 HeBPOJOru4uecKor maronoruu B Bo3pacte oT 0 1o 24 mecsien
MMEIOT IIUPOKUN pa3dpoc, He MOTUUHSAIOTCS HOpMaJIbHOMY pacnpeaeneHuto (Me —
4,00 Q1 — Q3 = 2,50 — 9,58 nr/ma u Me — 8,70 Q1 — Q3 = 5,80 — 12,00 nr/mn
COOTBETCTBEHHO) U HE KOPPEIUPYIOT C BO3PACTOM JIETEH.

3. [TokazaTtenn aMmiuTyAbl, IWomEaaIn M-0TBETa U CKOPOCTH
pacrpocTpaHeHus BO30YXKJICHHUS 1O JIOKTEBOMY HEPBY, MOJy4YEHHBIE MpH
npoBenaenun DHMI' y naunentoB co CMA [ Tuna ObUTH JOCTOBEPHO HUXKE, YEM Y
neteit 6e3 HeBposiornueckor naroioruu (p < 0,001), 4To cBsSI3aHO ¢ MOpakKeHUEM
anb(ha-MOTOHEUPOHOB CIIMHHOTO Mo3ra. [Ipu npuMeHeHnu TeHHOUM Tepanuu UMeeT
MECTO JOCTOBEpPHOE yBennueHue nokaszaresneit JHMI', onHako Ha mpoTsKeHUN 2-X
JIETHEr0 TMepuojaa HaONIoJeHUs OHM He AocTturairoT 3HaueHud DHMI nereit 6e3
HEBPOJIOTUYECKOM MAatoJioruu. Y nanueHToB co CMA Ha mpecMMnTOMaTH4eCKOU
CTaIMU KaKk 10, TaK W IMOcJe MpoBeJcHUs reHHor tepanuu DHMI -nmokazarenun He
MMEJId CTAaTUCTUYECKUX pa3IMuUi C JaHHBIMU JeTed 0e3 HEBPOJIOrHYeCKOU
MaTOJIOTUH.

4. VY nmanuentoB co CMA [ tuna 10 npoBeneHus J€YECHUST yPOBHHU JIETKUX
U TSDKENBIX 1ened HeHpOo(PUIaMEHTOB B CHIBOPOTKE KPOBHU ObLI IOCTOBEPHO BBIIIIE
(p<0,001), yem y nereit 6€3 HEBPOJOTHUECKOM MATOJIOTUM; TOTJAa KaK y JIeTe co
CMA Ha npecuMNTOMaTUYECKON CTaIUU CTAaTUCTUUYECKUE PA3IUYUS UMEIIA MECTO
TOJABKO TIO YyPOBHAM Jerkux 1emner HehpodunamentoB (p<0,001). Ilocae

MPOBEICHUS T€HHOW Tepanuu y nauueHToB co CMA ypOBHH JIETKHX U TSXKEIBIX
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1ene Helpo(puIaMEeHTOB JOCTOBEPHO CHIKAIKUCH, MPUOIKAIKUCH K TTOKa3aTeIsIM
neTei 6€3 HEBPOJIOTMYECKOM MaTOJIOTUH U COXPAHSIIUCh Ha CTA0OMILHOM YPOBHE B
TEUEHHE BCErOo TMepuoAa HAOIIOJEHUS, YTO CBUIETEIBCTBYET O 3aMEIJICHUU
MPOIIECCOB HeipojereHepanuu, MO0 0 MOJTHOM UX MNpekpamieHuu. OnpeneneHue
ypoBHe#l Jerkux ueneit H® B ceiBopoTke kpoBu y aerer co CMA crnenyer
paccMatpuBaTh Kak Mapkep 3((EKTUBHOCTH TEpanuu, MOCKOJIbKY YBEIHYCHHE
ypoBHEH HeWpo(UIaMEHTOB MPOUCXOJIUT €IIe 10 TMOSIBICHUS KIMHUYECKOU
CUMIITOMATHKH U u3MeHeHud Ha DHMI'.

3. [Ipumenenue renHod Ttepanuu y geted co CMA obOecneunBaer
(dbopMupOBaHUE IBUTATEIILHBIX HABBIKOB, JOCTHKEHUE KOTOPHIX HEBO3MOXKHO IMPHU
€CTEeCTBEHHOM TeueHUH 3a0oseBanus. K KoHIly 2-X JIeTHEro nepuojia HabJIoAeHus
nocye jgedeHus u3 44 marmenToB co CMA 1 tuma cuaenu 6e3 onopsl 60,5%; cTosin
¢ noanaepxkoit - 50%; mon3zanu Ha YeTBEpeHbKax - 32,4%; XoAuIn ¢ NOAAEPIKKOH -
30,3%; caMoCTOATEIbHO CTOSIIM - 26,7% m xommmu camocTosTeapHO - 10,3%:;
OOJIBIIMHCTBO MAIMEHTOB JOCTUTald 3TaloOB JABUTATEIBLHOIO Pa3BUTHUS TO33KE
HopMatuBoB BO3. Bcee 35 nereit co CMA Ha npecuMNTOMaTAYECKOM CTa U MOCIIE
nedyeHus (OpMHUPOBAIM JIBUTATENIbHbIE HABBIKM B COOTBETCTBHH C HOPMATHUBAMHU
BO3 u He umenu HapylIeHU MOTOPHOTO Pa3BUTHSL.

6. Y nanuentoB co CMA [ tuna B pe3yJsibTaTe NPOBEACHUS TE€HHOU
Tepalnuu K KOHIly 2-X JIETHEro Iepuoja HaOJIOACHUS OTMEUAETCS YBEIUYCHHE
cpenueit onenku 1o mkaine HINE-2 ¢ Me -2,0 (Q1-Q3 = 1,00 — 2,25) no Me — 20,0
(Q1-Q3 =16,50 — 24,50) 6amnos, no mkane CHOP-INTEND — ¢ Me — 30,0 (Q1-Q3
=22,00-37,25) no Me — 60,0 (Q1-Q3 =58,00 — 64,00) 6amnos. [Tartuentsr co CMA
Ha MPECUMIITOMATUYECKON cTaauu OOJIE3HH, MOCJe MPOBEJACHUS TeHHOW Tepanuu
yepe3 6 MecsieB uMenu MakcumainbHoe 3HadyeHue o mkaie CHOP-INTEND — 64
Oamma, yepe3 15-16 mecsieB makcuMmanbHOW oneHkH 1o mmkame HINE-2 — 26
0aLIoB.

7. 3HaueHue aMmnTyasl M-otBera u onenka no mkaine CHOP-INTEND
nepen MpOBEICHUEM T€HHOW Tepanuu y nauueHToB co CMA [ tuna gBisroTcs

IMPOrHOCTUYCCKUMU KPUTCPUAMHU JOCTHIKCHHA HABBIKOB MOTOPHOI'O PA3BUTHA. I[J'ISI
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BO3MOXXHOCTH (DOPMHUPOBAHUS HABBIKA CAMOCTOSITEILHOT'O CUJICHUS Y TAIIUEHTOB CO
CMA I tumna 1o npoBeIeHUsI TEHHOW TEPANvuy YCTAHOBJIEHBI CIEAYIOMINE MOPOTH:
npu amrutyae M-orsera >0,95 MB u onenke no mkane CHOP-INTEND >45
6amtoB mporHo3upyercss 100% BepoSATHOCTh NOCTHKEHUS HABBIKA CHUJIICHUS, MPU
ammumntyae M-orsera ot 0,4 MB 1o 0,95 mB u onenke no mkane CHOP-INTEND
oT 32 o 45 GannoB AOCTHKEHUE HaBbIKA CHUJIEHHS mporHosupyetrcsa >80%; npu
ammumntyae M-orsera ot 0,24 MB 1o 0,4 mB u onienke no mkane CHOP-INTEND
ot 24 no 31 6amnoB — 6onee 50%, a npu ammnuryge M-otBera menee 0,2 MB u
otnienke 1o mkaae CHOP-INTEND menee 24 6aiuioB JOCTHKEHUE HABbIKA CUACHUS

nporuozupyercs He 6osnee yeM B 40%.
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HNPAKTUYECKUE PEKOMEHJAIIUAN

1. VY naunenToB co CMA 5(, BBISIBIEHHBIX MOJIEKYISPHO-T€HETHYE CKUMH
METOJAaMH B pAaMKaxX HEOHATaJbHOTO WIIM CEJEKTUBHOIO CKPUHHMHIA, C LEJBIO
JOCTUXKEHUSI MaKCUMAaJbHOTO TeparneBTUYECKOro 3(dekra MpUMEHEHUE TEeHHOU
Teparuu clielyeT HaYMHaTh KaKk MOXHO paHblie. /{1 popMupoBanus ABUraTEIbHBIX
HaBBIKOB B COOTBETCTBMHU ¢ HOpMarnBamu BO3 mokazaHa MHMLMALKS TEpPANUA Ha
MPECUMIITOMATUYECKON cTaanu 3a00JIeBaHUS.

2. Hopmarusueie DHMI -niokazarenu, yCTaHOBJIEHHBIE B UCCIIEIOBAHUN Y
JNETe pPaHHEr0 BO3pacTa, PEKOMEHAYETCS NPUMEHSATh IPU JAUATHOCTHKE U
JUHAMHYECKOM KOHTPOJIE HEPBHO-MBIIIEYHBIX 3a00JICBaHUH.

3. [Tamentam co CMA pekomenayercs nposeaeHue OHMI-
WCCIIEIOBAHUA KakK JI0, TAaK W I[OCJIE€ NPUMEHEHHsS TE€HHOM TEepanmuu s
JMHAMHUYECKOM OLIEHKU COCTOSIHUS NepudepruecKoro HeMpOMOTOPHOTO anmnapara u
MOHUTOPHUHTA T€UCHHUS 3a00JICBaHNUS.

4. [Tamentam co CMA peKOMEHAYETCs OINpENeICHUE B JUHAMHUKE
MoKa3zaTesieil JIerTkux 1enei Helpo(duiiaMeHTOB B CHIBOPOTKE KPOBHU, TaK KaK HX
JIOCTOBEPHOE CHUYKEHUE U COXPAHEHUE HA CTAOMIHLHOM YPOBHE MOCJIE MPUMEHEHUS
TeHHOU Tepamuu sIBISETCS MapkepoM 3((EKTUBHOCTU TEparuM, OTPAKAIOUIUM
3aMEJIJICHUE U OCTAaHOBKY MPOILIECCOB HEUPOAETEHEPALINH.

3. Jlo wHHNManuu TeHHOM Tepanuu BceM Jaeram co CMA 1 tuna
pekomenayercs tectupoBanue no mkaine CHOP-INTEND u npoBenenne DHMI -
WCCIIEIOBAHUSA I ONPEACICHHUS aMIUIATYAbl M-0TBeTa NpU CTUMYISLHU
JIOKTEBOTO HEPBA, ITOCKOJIBKY MOJTYy4YEHHBIC 3HAYCHUS SIBIIAIOTCS IPOTHOCTUYECKUMU

KPUTCPUAMHU BO3MOKHOCTH JOCTHUKCHHA HABBIKA CAMOCTOATCIbHOI'O CUACHU .
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CIIUCOK COKPAIIIEHUM

SMN(anrn. survival motor
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MHC

PHC

LCXK

ctoOMI', OHMI'

CPB

CHOP-INTEND (anrn. the
Children’s
Philadelphia Infant Test 104

Hospital  of
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LEHTpaJbHasl HEPBHAS CUCTEMA
pacIIMPEHHBIA HEOHATAIbHBIA CKPUHUHT
nepeOpocnuHaIbHAs KUJIKOCTh
CTUMYJISILIUOHHAS AeKTpoMuorpadusi,
aneKTpoHeHpomMuorpadus

CKOPOCTh PacCIpOCTPaHEHUS BO30YKICHUS
TECT JeTcKou OonpHUILIBI Dunanenbhuu s
GyHKIMH — TIpH

OLICHKH ABHUTATCIIbHBIX

HEHUPOMBIIICYHBIX 3a00JIeBaHUIX y
HOBOPOXIAEHHBIX
OOJILHUIIBI

METOJMKA Koponesckoit

XaMMEpCMUT  OLIEHKH  HEBPOJIOTHYECKOTO
cTaryca y JeTel paHHEero Bo3pacra
[IKaJIa OLEHKU MOTOPHBIX (DYHKIIUN OOJIbHUIIBI

XaMMepCMUT

IIKaJia OLEHKU MOTOPHBIX (DYHKIUI

MEPECMOTPEHHBIM MOAYJIb OLIEHKM MOTOPHOM
(YHKIIUU BEpXHUX KOHEUHOCTEH

Tect 6-MHUHYTHOHN XOABOBI

remMatosHIedannueckuii 0apbep
J€30KCUPUOOHYKIICMHOBASI KUCJIOTA
nedyeOHast GU3KyIbTypa

TEXHUYECKHUE CPEACTBA peaduInuTaluu

HCHWMHBA3WBHAsA BCHTHUJIALNMA JICTKUX



BiPAP-tepanus (aurn. Bi-

Level
Pressure)
XKKT
PCB
CMX
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BCHTHJIILUA C I[BYX(l)EBHI)IM IOJOXUTCIIbHBIM

JAaBJICHUCM, PAa3JIMYHBIM IIPHX BAOXC M BBIJJOXC

KEITyJOYHO-KUIICUYHBIN TPAKT
pecnupaTOpPHO-CUHIIUTUAIIBHBIN BUPYC

CIIMHOMO3IroBas X XUAKOCTb
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HPUJIO’KEHMUE 1
Pexomennanuu BO3 o HOpMaTHBHBIM NOKA3aTEASAM JOCTHKECHUS ITANOB
MOTOPHOI'0 Pa3BUTHSA AeTel

[Tokazarenb Bospacr (mec)
Cunenne 0e3 MOJICPIKKH 3,8—-9,5
CrosiHue ¢ noaaepKKon 5-11,5
ITonzanne 5,2-13,5
XoxaeHue ¢ NOAACPKKOM 5,8—-143
CaMocTosiTeNIbHOE CTOSIHUE 0€3 MOISPIKKU 6,8 —-17.,5
CaMocrosTeabHas Xoa60a 8-18

@v World Health
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Bo3pacT, mec

WHO Multicentre Growth Reference Study Group. WHO Motor Development Study: Windows
of achievement for six gross motor development milestones. Acta Paediatrica Supplement. 2006.
Vol. 450. P. 86-95.
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HPUJIOKEHHUE 2

CHOP-INTEND (anru. the Children’s Hospital of Philadelphia Infant Test 104 of Neuromuscular

Development) - Tect gerckoii 00abHULIBI Puiiaeb(uH 1151 OUEHKHU ABUTaTeJbHbIX (PYHKIUI NPH HEHPOMBILIEYHBIX

3a00/IeBAHUAX Y HOBOPOKIEHHBIX

Uma: AwnarHos:

Ne Nctopumn bonesHu: lecTauMOHHbIM BO3PaACT:

[ata noctynneHusa: Bpems oueHKu: Bpemsa oT nocnegHero KOpmneHus:

[aTa poxaeHua: Tekylee cocToAHNe 300p0BbA: MHDEKLMA BEpXHUMX AblXxaTenbHbIX nyTen U

*enygouHbiii 3048 4

BeHTUANAUMA C ABYMA YPOBHAMM MOONKUTENBHOMO AaBEHUA B AblXaTenbHbIX nyTax U
Yacos/geHb
Yacos 6e3 BEHTUAALMM C ABYMA YPOBHAMM MOJIOMKMTEIbHOTO AaB/IEHUA B AblXaTe/IbHbIX MYTAX BO BPEMA UCMbITaHUA

Ilokazarennb IHono:xxenne IIpoueaypa Konn4yecrBenno bajusl
HCIBITAHUS OlleHMBaeMBbIil 0TBeT

1. Cnontansoe | Jlexxa Ha criuHe Habmonarot B | AHTUI'PaBUTALlUOHHOE 4 JI Jlyuamas
JBUKEHHE (BEPXHSAA TEUYEHHUE UCTIBITAaHUs | IBUIKECHHUE IJieda (OTphIBAET CTOpOHA:
KOHEYHOCTb) JIOKOTh OT MMOBEPXHOCTHU)

MoHo CHATH | AHTUTPaBUTAIIIOHHOE 3

Harpysky C | ABM)KEHUE JIOKTS (OTpBIBAET

KOHEYHOCTH KHCTh WM NPEIIUIEYbE OT

IIOBEPXHOCTH) I1
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WM  HCHOJIb30BaTh | JIBMXKEHUE 3amsICThs 2 Cocrosiue:
CTUMYJI, YTOOBI JIBM>KeHHE Tablla 1
[OJY4YUTh OTBET OtcyTtcTBUE nBixkenus | 0
KOHEYHOCTEHN
2. CnonTansoe | Jlexxa Ha crinHe Habmogaror B | AHTUI'PaBUTALlUOHHOE 4 Jlyuamas
JBUKCHHUE (HIDKHSS TEUYCHHE UCTIBITAHUsS | IBHXKEHHUE Oepa (OTphIBaeT CTOpOHA!
KOHEYHOCTH) CTYIHU U  KOJEHH  OT
MoxHO CHSTh | IOBEPXHOCTH)
Harpy3Ky ¢ | AHTUTpaBUTAIIMOHHAS 3
KOHEYHOCTH aJTyKI1sl/BHYyTPEHHEE
WIM HCHOJB30BaTh | BpamieHue Oenpa (KOJCHH
CTUMYJI, YTOOBI OTPBIBAIOTCS oT
MOJIYYUTh OTBET MMOBEPXHOCTH)
Bripaxennoe JBUKEHUE | 2 CocrosiHue:
KOJIEHA, OTPAaHUYECHHOE
MIPEOI0JICHUEM CHUJIBI
TSDKECTH
JIBM>KEHMS JIOABDKKHU 1
OtcyTtcTBUE nBixkenus | 0
KOHEYHOCTEN
3. 3axBaT pykou Jlexka Ha ciuHe Cuna 3axBara: | Coxpanser 3axBar 1pi | 4 Jlyumas
MOMENIAOT Majiell B | MOAHITHU IJICYEBOTO CTOpOHA!
JaJJI0OHb U | cycraBa

INOJHUMAIOT A0 TEX
Iop, MOoKa IJIic4o0 HC

C IMOBCPXHOCTHU KOBpHUKaA
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OTOpBETCA oT
MOBEPXHOCTH,
HAOIIOMaoT, Koraa

Coxpansier  3axBaT Ipu
MOJHATHHU JIOKTS C KOBPHKA
(my1e4n Ha NOBEPXHOCTH)

miiageHen ocnabutr | CoxpaHseT 3axBar, KoOrjaa I1
3aXBar. MpeAIIeYbe MOJAHSITO Cocrosiaue:
Jns  nereit Gonmee | ¢ koBpuka (a  JIOKOTH
CTapILIEro BO3pacra | ocTaeTcsi Ha MOBEPXHOCTH)
MOYKHO CoxpansieT 3axBaT TOJIbKO
HCIIOJIb30BaTh [IPU OTCYTCTBUU TATH
UTPYLIKY
aHaJIOTMYHOr' O OtcyTtcTBUE TTOTBITKH
AnaMeTpa COXPAaHSATh 3aXBaT
4. IlpuBenenue ITonoxenue nexxa | BusyanpHas IIoBOPOT OT MakCUMaIbHOTO JI>II Jlyuamas
T'OJIOBBI Ha CIIMHE C | CTUMYJISIIIUS IIpU | IOBOPOTA K CPETUHHOMY CTOpOHA!
CpEeIMHHOE rOJIOBOM TTOMOIIH MOJIOKEHHUIO
MOJIOKEHUE B CPEIMHHOM | UTPYILKH. [Ipu
MIPU TOMOLIU MOJI0KEHUHU yAEepKUBAHUU YactuuHo MIOBOPAYUBaET
BU3yaJIbHOTO T'OJIOBBI roJIOBY Ha3aJ K CPEAMHHOMY
CTUMYJIUpPOBAHUS ™ B CPEAMHHOM | IIOJIOKEHHIO
MOJI0KEHUHU B
TeueHUue 5 CeKyHH: | [TopmepKuBaeT CpeanHHOE I1>J1
KJIaTyT TOJIOBY TaK, | MOJIOXKEHUE B TECUCHUE Cocrosiaue:

4TOOEI OBLIO

5 cekyHa u Obonee
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BO3MOXKHO
MaKCHMaJIbHO
JOCTYITHO®
BpalleHue u
UCIIOJIB3YIOT
BU3YaJIbHOE
CTUMYJIUPOBAHUE
JUIL  TOrO, YTOOBI
o0ecIeunTh
pacmnonoKeHue
T'OJIOBBI B
CpEeIUHHOM
MTOJIOKCHUH.

IlognepxuBaer cpeauHHOE
MOJI0)KEHUE MEHEE S5 CEKYH]

I'onoBa nagaer B CTOPOHY U
HE 0TMEYAETCs MOIBITOK
CHOBa J€pKaTb TOJIOBY B
CPEIMHHOM ITOJIOKEHUU

5. IlpuBoasuue
MBI Oepa

Jlexxa Ha civHe,
0e3 MoAry3HuKa

Horu cornytel B

Ta300eIpeHHOM
cycraBe u
MMOATAHYTBL K
CPEIMHHOU

quHuu Ttena. Horum
Ha mupuHe Oexep,
Oellpa pacroI0KEeHBI
napayiensHo,

OtpebiBaeT KOJICHO oT
IIOBEPXHOCTH KPOBAaTH Ha

S CeKyHI WU OTpPBIBACT
CTOIly OT IIOBEPXHOCTH

OtpebiBaeT KOJICHO oT
IIOBEPXHOCTU KPOBAaTH
Ha 1-5 cexynng

Jlyumas
CTOpOHA:

Cocrosguue:
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KOJICHU Ha
HeOOJIBIIOM
paccTosIHUN

APYT OT Apyra

Her momneiTok  oropBaTh
KOJICHO OT IIOBEPXHOCTHU

6. CrocoOGHOCTh
NIEPEBOPAYHNBATHLCS:
3a cyeT Hor*

Jlexa Ha ciuHe
(pyxu o 60kam);
CTOpOHA, PYHKLIHUIO
MBILIL KOTOPOH
OLICHUBAIOT,
pacriosiaraercs
CBEPXY;
NepEeBOPAYNBATH
HAYMHAIOT co
CTOPOHBHI,
(YHKIHIO MBIIII
KOTOPOH
OLICHUBAIOT

1. VY nepxuBas
HUKHIOIO 9acTh
oempa

MJIaJICHIIa, CTU0aI0T
HOTY B
Ta300eIpeHHOM
CyCTaBe U KOJICHHOM
cycraBe u
MOJITSTUBAIOT K

CPEAUMHHOM JTMHUU
Tela, TEM CaMbIM
OpUBOJsL  Ta3 B
BEPTHKAIBHOE
MOJIOKEHUE,
MIPOJOIKAIOT TIHYTh
U JIeNalT Mmay3y B
3TOM

MOJIOKEHUHT

2. Ecmu wnanenern
MTOBOPAYHBACTCS
Ha OOK, TO €ro TAHYT
nox  yrmom  45°
JIMaroHabHO K Ty
U JeNalT maysy,
9TOOBl  TO3BOJIUTH
MJIaJICHILY
MOTIBITATHCS
MTOBEPHYTh TEJO
Ha3aJ

IIpu [IPUMEHEHUU
BBITSDKECHHUS B KOHIIE
MaHeBpa, [epeBOpaYnBaCTCA
Ha JKUBOT C BBIIPSAMIICHUEM
TOJIOBBI Uepe3 00K

IToBopauuBaercs u3
MOJIO’KEHUS JIeKa Ha OOKy
Ha KUBOT T'OJIOBOI BHHU3, O€3
BBINPSIMIICHUS TOJIOBBI

yepe3  OOK,  IOJHOCTBIO
[IEPEHOCUT BEC C OIOPHOU
PYKH, UTOOBI 3aBEpPLIUTH
ePEeBOPOT

ITogauMmaet 1a3, TyJIOBUILE U
PYKY C OIIOPHOHU
[IOBEPXHOCTH, I0BOPAYUBACT
rOJIOBy M IIOBOPAYUBACTCS
Ha OOK, NpH 3TOM pyKa
[IepeMeacTCs K epeaHein
CTOPOHE TeJla

ITonHrMaeT Ta3 U TyJOBUILE
C OIIOPHOM ITOBEPXHOCTH

U IOBOPAaYMBAET TOJIOBY B
cTopony. Pyka ocraercs nox
TYJIOBUIIEM

Hampaso

Haneso

Jlydmas
CTOpOHA:

Cocrosguue:
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Ta3 maccuBHO OTOpBaH OT
OIIOPHOM MOBEPXHOCTHU

7. Crnocobnocts | Jlexxa wa cnuse | 1. Jlepxar  pyky | [loBopauuBaercs Ha KUBOT, Hampaso Jlyumas
nepeBopaunBaThCs: | (pyku mo OoKkaMm); | MiaJeHIla 3a JOKOTh | BBIIPSAMIISSA FOJIOBY Yepes CTOpOHA:
3a cueT pyk* CTOpOHA, QYHKLUIO | U TAHYT K | OOK
MBIILILL IPOTUBONONIOXKHOMY | [loBOpauuBaeTcs Ha >KUBOT,
KOTOpOM Iiedy, KOrja IUIeYH | Jeka 0e3 BRIIPSIMICHHS
OLIEHUBAIOT, pacnosararTcs rOJIOBBI uepe3 Ook; youpaer
pacnosaraercs BEPTHUKAJIBHO, BEC C OTMIOPHOM PYKH, 4TOOBI CocrosiHue:
CBEPXY; OCTaHaBJIMBAIOT IIEPEBEPHYTHCS Haneso
IIepeBOpavYMUBaTh JBUKEHUE, [IPH ITOM
HAa4YUHAIOT CO pyka pebenka | [TopopaunBaercss Ha OOK,
CTOPOHBI, OCTacTCA B | moMoras Ta3y IpUHATH
byHKIMIO BBITSIHYTOM BEPTUKAJIBHOE  II0JIO)KEHUE
MBIIIL KOTOPOH I10JIOKEHUH, BBIIBDKEHHUEM HOTH BIIEPE]
OLICHUBAIOT MIO3BOJIIOT U €€ NIPUBEICHUEM
peOeHKy
IIOBEPHYThCS Ha | [ToBopauuBarOT TOJOBY B
JKHBOT. CTOPOHY U ITIOAHUMACT I1JICYO
2. Ecmn Ta3 | ¥ TyJIOBHUIIE C IOBEPXHOCTHU
JOCTUTAET
BCPTUKAJIBHOT'O IloBopaunBaeTr TrOJIOBYy B
HOJIOXKEHNA, TO | cTOpoHy; TE€IO  OCTaercs
HNPONOIKAIOT TAHYTD | BAJIGIM HMIIM IUIEYO ITACCHUBHO
pebenka HOJIHUMAETCSA
8. Crubanue pyku | [lonmoxxenune nexa | [loGyxnator OtpebiBaeT Ja710Hb oT JI Jlyuamas
B IJIEUEBOM Ha OOKy, pyKa, | peOeHKa JOTSIHYTbCS | IOBEPXHOCTH CTOpOHA:
CYCTaB€ U JIOKTE pacrosoKeHHas 10 UTPYILIKH, | aHTUTPAaBUTALOHHBIM
U TOpPU30HTAIBHOE | CBEPXY, KOTOpasi HaxXxOAMTCS | IBHIKEHUEM PYKHU

OTBCACHHC

Ha paccTosiHUU
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pa3oruyTa B
IJIEYEBOM

BBITSIHYTOM pyKH Ha
YPOBHE ILIeya

Moxer crubatb pykKy B
IJIEYEBOM cycTaBe Ha 45°,

CyCTaBe M COTHyTa | (MOXKHO 06e3 aHTUrPaBUTAIIMOHHOTO CocrosiHue:
B JIOKTEBOM HCII0JIb30BATh JBMKEHHS PYK
cycraBe Ha 30° M | CTUMYJILINIO) Crubaer pyKy B JIOKTEBOM
MOAJEPKUBACTCS | U HaOJII0/1a10T | CyCcTaBe MOCIIE TOTO,
Ha Tene (NP | CIIOHTaHHOE KaK OTpbIBAET PyKy OT Tela
HE00X0IMMOCTH JBIKEHHE
YIEPKUBAIOT PYKY, Moser oTopBaTh pyKy OT
PacroI0KEHHYIO Tena
CHH3Y) OTcyTcTBHE ONBITKA
9. Crubanue pyku | Cunsa Ha Kosensix | Pacmomarator OTBOAMT TUIEHO MK cTUbaeT Jlyuamas
B IUIEYEBOM CYCTaBE | MJIM HAa KOBPHUKE C | CTUMYJ Ha CpPEAHEH | pyKy B IIJICYEBOM CTOpOHA:
U JIOKTE MIOACPKKOU JUHUM U Ha ypOBHE | cycrase Ha 60°
r'OJIOBBI U | Teya Ha | OTBOAMT IUIEYO WK CTUOAET
TYyJIOBUILIA (c | paccTostHUH PYKY B IJICUEBOM Cocrosuue:
HAKJIOHOM TI0JT BBITSIHYTOM pyku | cycraBe Ha 30°
yriom 20°) (MOXHO Jlroboe crubanue pyku B
MCIO0JIb30BaTh IUIEUEBOM  CYCTaBe  WIH
CTUMYJISILIUIO) U | OTBEJICHUE
HaOII0AAI0T
CIIOHTAaHHOE Tonpko crubaer pyky B
ABHKCHUC JIOKTEBOM CYCTaBe
He HpeAIPUHUMAET
MOTIBITKH MOJTHATH PYKY
10. Pasrubanue | Cuns Ha xonensx | Lllexouyt Pasrubaet HOT'Y B KOJIGHHOM Jlyuamas
HOTM B KOJICHHOM | WJIK  HA  Kpar | IOJOIIBEHHYIO cycraBe Ha > 45° CTOpOHA!
cycTaBe KOBpHKa C | IOBEPXHOCTh Pasrubaet HOT'Y B KOJIGHHOM
HOJEPIKKON CTOIIBI MJIM CJIeTKa | cycTtaBe Ha 15-45°
T'OJIOBBI M | IIMILIIOT ITaJICI] Jlro60e BuMMoe paszrudanue
TyJIOBUIIIA (c | Ha HoOTE HOTU B KOJICHHOM CYCTaBe

Cocrosguue:
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HAKJIOHOM oJ{ OTtcyTcTBHE  KaKOro-imbo
yriom 20°), 6eapo BUJMMOTO pa3ruOaHus HOTU
PacrooKeHO B KOJIEHHOM CYCTaBe
TOPU30HTAIBHO
K IIOBEPXHOCTU
3eMJIU
11. Crubanue noru | [epxat mnaznenua, | [IpoBoxsar pykoit no | Crubanue HOTH B Jlyudmas
B Ta300eIpeHHOM | MpMXKUMas CTYIHE WJIU IIMUILTIOT | Ta300€JpEHHOM CYCTaBe CTOpOHA:
CycTaBe U K cebe, JUIOM | Majel HOTH WIM B KOJEHHOM CycCTaBe >
TBUIbHOE CcrubaHue | BIEpes, co 30°
CTOIBI CBOOOTHO
CBUCAIOLIUMU Crubanue HOTHU B
HOTaMHU. Ta300€pEeHHOM CYCTaBe WIH
ITonnepxxusarot B KOJICHHOM CYCTaBe JIF000H CocrosiHue:
MJIa/IeHLa B CTENECHU
pailoHe  KMBOTAa, Tonbko ThUIBHOE crubaHue
IIpY 3TOM TIOJOBa rOJIEHOCTOIHOI'O
HaXOIUTCSI MEXTY cycraBa
PYKOH U TIpyAHOU
KJICTKOH HeT aKTUBHOIO JBHXKEHUS
B3pPOCIIOrO, Oenpa, KoJIeHa WK
KOTOPBIH ero TOJIEHOCTOITHOI'O CYCTaBa
TEPKUT
12. VYnepxanue | B nonoxenuu cuas | [lomemaror Us MOJI0KEHUSA c bamnsr:
roJIOBBI™* C IOAJCPKKOM 3a | MIaJceHua Ha | OIyLICHHOU r0JIOBOM
IUIEYX U TPSAMBIM | KPYIJIOE CHJIEHBE C | IOJAHHUMAET
TYJIOBUILEM MOJHATOW F'OJIOBOM, | TOJIOBY M JIEPKHUT €€ B
IIPUIEPIKUBAS 3a | BEpPTUKAJIBHOM I10JIO)KEHUH,
ieuu (cnepeau a TaKXKe  II0OBOpPauMBaAET
c3a/1) (MOXHO | TOJIOBY M3  CTOPOHBI B CocrosiHue:

OTJIOKUTh OLEHKY 1

CTOpPOHY
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u 4 10 KoHia
UCIIBITaHUS)

YaepxxuBaer  roJoBy B
BEPTUKAJILHOM MOJI0KEHUU
G6omee 15 cex. (mpm
MOJCPrUBAaHUM TOJIOBBI 32
UCTIBITAaHHE «yJepiKaHue
TOJIOBBD) CTaBAT 2 Oaa)

YaepxxuBaer TroOJIOBY IO
CpEeIHEN JMHUH >5 CEK,

IIPY HTOM T'0JI0BAa HAKIIOHEHA
1o 30° Bnepen wiu

Hazaj

AKTUBHO TIIOJHUMAET WJIU
MIOBOPAUMBAET I'OJIOBY
JIBAYKIbI c MOMEHTa
crubaHus B TeueHue 15 cek.
(HE  3aCUYMTBHIBAIOT, €CJIHU
JBUYKEHUE TPOUCXOAUT
OJIHOBPEMEHHO C JIbIXaHUEM)

OTtcyTcTBUE OTBETa, rOJIOBA
BUCHUT

13. Crubanue pyku
B JIOKTEBOM
CyCTaBe, OLICHKa
0 MyHKTY 14

Jlesxa Ha crinne

OTtser Ha
BBITSTUBAHUE: TSIHYT
MJIaJIeHIa B
MOJIOKEHUE  CHUJS,
PYKH JIepKat

noa yriaom 45° pno
TOYKH, KOT/Ia TOJIOBA
MTOTHUMAETCS u
MOYTH  OTPBIBACTCA
OT MOBEPXHOCTHU

Crubaer pyKy B JIOKTEBOM
cycTaBe

Bunumoe COKpallEHUE
JIBYTJIABOM MBILIIBI O€3
crubaHusi pyKd B JIOKTEBOM
cycTaBe

OtcyTtcTBUE BUAUMOTO
COKpaIlleHUS

Jlyumas
CTOpOHA:

Cocrosguue:
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14. Crubanue mieu, | Jlexxa Ha criuHe OtBet Ha | [TonHuMaer rOJIOBY c bauer:
OLICHKAa IO IyHKTY BBITSITUBAHUE: TAHYT | KPOBAaTU
13 MJIaJicHIIa B | Bugumoe cokpaiienue
IIOJIOKEHUE  CUJA, | TPYIUHO-KIFOUYUIHO-
PYKH JiepKar COCLIEBUTHOM MBIIIILIBI
nox yriaom 45° no
TOYKH, KOT/1a rojioBa | OTCyTCTBUE MBIIIIEYHOTO Cocrosiaue:
IIOAHUMACTCA nu COKpalCHusd
IIOYTU  OTpBIBAETCA
OT IIOBEPXHOCTHU
15. Pasrubanue | [Ipo6a c | IlpoBomar  pykoii | Eciiu MiaaeHen yaepKuBaeT bannsr:
TOJIOBBI/IIIEH BEHTPAJIbHOMN BJI0JIb rOJIOBY Ha OJJHOM
(JIannay) MO ICPKKOM: II03BOHOYHMKA YPOBHE C TYJOBHULIEM WU
MJIQJICHEL JIEKUT | OT IIeM K KPECTILy. | BbILIE
Ha JkuBoTe, Bpad | ®poHTanbHAasA CocrosiHue:
IIPUIIOAHUMAET €r0 | INIOCKOCTh TOJOBHI | Eciii rojoBa  4acTHYHO
OJHOM PpYKOH B | IIpY PAaCIOJIOKEHUU | yIEPKUBACTCA,
obsacTu [1apaJuIeIIbHO HO HE JO0 T'OpPU30HTAIBHOU
BEpXHEU 4acTH | IOBEPXHOCTH IIJIOCKOCTH
JKUBOTA KOBpHKa = He BrITATMBaET rosioBy
0° (ropu3oHTaNIbHA)
16. N3rud | IIpoda c | IllpoBomar  pykoii | [loBopaunBaer  Ta3 1o Jlyumas
[I03BOHOYHUKA BEHTPAJIbHOMN cHauaja c IpaBou HAIpaBJICHUIO K CTUMYJY CTOpOHA:
(I'ananT) MOJJEPKKOM: CTOPOHBI, a 3aT€M C | BHE OCU
MJIQJICHEL]  JIEXKUT | JIEBOM CTOPOHBI Bunumoe COKpalleHue
Ha JKMBOTE, Bpay | [0 MOSICHUYHO- | mapaBepTeOpalibHOM
IIPUIIOAHUMAET rpyaoun 00JIaCTH | MBIIIIIBI CocrosiHue:

BJOJIb
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€ro OJJHOM PYKOU B
obiacT  BepxHeH

IIO3BOHOYHHKA, WU
IICKOYYT JXUBOT UJIN

OTBeT OTCYTCTBYET

YaCTH )KUBOTa CTYIIHIO, WU
HaKJIOHSIOT
MUIaJICHIIA, TIPOBEPSIs
peduekc ['ananra. ¥
MJIa/ICHIICB

¢ BecoM Oonee 10 xr
KOJICHH ¥ T'OJIOBA
MOTYT KacatbCs

IIOBEPXHOCTH

OOmwmii 6asmt, JTydnuii 6ajul ¢ KaXJ0i CTOPOHBI 0 KXKI0MY IapaMeTpy (MakcumyM 64 Oanna):

* - [IpuBeneno ¢ mameHenusimu u3 Test of Infant Motor Performance, Campbell, SK;
et al. 2001.

KoHnTpakTypsl:

J1 QM Q Crubanue HOTH B KOJICHHOM CyCTaBe

J1Q 1N Q Crubanue noxomssl (pucytcTByet npu < 20% pasrudaHuu KOJICHA)
J1Q M U Merunesl, npuBoasiue Ta300eIpeHHbIH cycTaB

J1Q N U Konrpakrypa WinoTHOMAILHOTO TPAaKTa

(OTMeThTe, eciM HOTY Helb3si OTBECTH, M MIIA/ICHEIl JIOTIOJIHUTEIBHO TOBOPAYUBACTCS,
4TOOBI JIOTPOHYTHCS J0 MIOBEPXHOCTH B TIOJIOKCHHH JIS)KA Ha CIIUHE)

J1 4 M Q BeitaruBanue mieva

J1Q 1N Q Crubanue pyku B IOKTEBOM CyCTaBe

J1 QA 1N U Bpamienue meei

J1Q 1N U JlarepansHoe crubanue men

QO TIInarmonedamus U dukcupoBaHHblil H3rHO MO3BOHOYHHUKA

[ToBenenueckoe pazputue (Brazelton, TB.Neonatal Behavioral Assessment Scale, 2nd ed., 1984):
Cocrosiaue 1 I' mybokuit con
Cocrosinue 2 [1oBepXHOCTHBII COH
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Cocrosinue 3 CoHHOE UK APEMOTHOE COCTOSIHUE

Cocrosinue 4 boapelii ¢ )KUBBIM B3IJIS,IOM

CoctosiHue 5 ['11a3a OTKpbITHL, BEIpaXKEHHAsI aKTUBHOCTh

Cocrosinue 6 [1nau

VYcoBus npoBEACHUS TECTA:

B nneane nepBblil noKa3aTesb MPOBEPSIOT YTPOM MIIU IHEM, IIPUMEPHO depe3 | yac mocie KOpMIIEHUS
HccnenoBanue npoBosAT HA POBHOM KOBPHMKE C MSTKON IIOBEPXHOCTBIO

[Toary3uuk / 60au (TOIBKO eclii PeOSHKY XOJIOIHO)

TecT NpoBOJAT C KPaCHBIM LIEPCTAHBIM LIAPUKOM Ha KOJIBLIE [yl CTUMYJIMPOBAHUS CONEHCTBUS.
[TycThIIKY MOKHO MCHOIB30BAThH TOJIBKO IMPU HEOOXOTUMOCTH, AJISi COXPAHEHUSI COCTOSHUS 4 W 5
(cM. ompeneneHue).

Ecnu coctosiHue nanueHTa Helb3s oueHuTh, ykaxute « HBID» (HeBo3moxHo nposeputs), HE CTABBTE 0 BAJIJIOB
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HNPUJIOKEHHUE 3
IIkana HFMSE - pacimiupeHHas mIKaJia OeHKU MOTOPHBIX PYHKIUI 00J1bHHUIBI XaMMEpPCMUT

D0 B 2B o100 ) 1 6 (P

B 2 003 020 %
BpeMsi, 3aTpaueHHOE HA OOCTEOBAHMEC. ... .uuurseeeenneeeeeantreeeeannaeeeeannnnens
JlaTa oneparuy Ha TTO3BOHOWHIKE . ... ..uutteeeenntseeeantteeeeaanaeeeaansaeeeaannnaens
(0)1025170:%:1{8)11070% WU (53115 £ 010 (o ST

[ToxanyiicTa, 0OBeAMTE HAUBBICIIUN YPOBEHb CAMOCTOATENIbHBIX ABUKEHHUI B HACTOSIIEE BPEMS

(OK — orpaHM4€HO KOHTPAKTYPOU)

HET — IlepeBopauuBaetrcs — [lon3aet B monoxxkenuu cus — [lonszaet Ha xKUBOTE/HA YeTBEPEHbKaX — XOJUT C
KOCTBUISIMHU/XOTyHKaMU — XOJIUT C OPTE30M — XOJUT CAMOCTOSITEILHO

SO0 0 53 6 123017 1% P
IKAJA OLIEHKA MOTOPHBIX ®YHKIIMI ITPH CMA BOJIbHUIIbI XAMMEPCMMT (HFMSE)
IIpo6Ga NucTpykuus 2 1 0 OK | 0 KommenTapun
1 CnocoOHOCTB Tre1 MOKEIb Moxet cuners 6e3 | HeoOxomuma Heob0xonnma Onemenr 1
CHUJICTh Ha CHUJICTh Ha OIIOPEI HAa PYKH, oropa oropa Ha 00e [Ipeobnanaromiee
cKambe/ CKaMmbe/cTyne 6e3 | moka Ha OJTHY PYKY IUIS | PyKH MOJIOKEHUE
CTyJe OTIOPEI Bpad CUMTAET JI0 3 | yACpKaHUS JUTSL yIepIKaHUS MMO3BOHOYHHKA
MoxeT cuneTh Ha PYKH, MOKa 5 " Oananca, OanaHca.
Ha CUHTAIO Oonee mmoka Bpad cuutaer | He cmocoben
Kparo CKaMbHU 1o 3? (bes omopst 1o 3 CUJICTD
e o1
Ha CKaMbe/TIONy | CIMHY/C ONOpoH [Ipeobnanaromee
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IIOJIOKCHUEC HMXKHUX

3anuimTe KOHEYHOCTEH
R1a%As 1000507

YBUJICHHBII

BapHaHT

2. CnocobnocTts | ThI MOKEIIIH Mosket cuneTb Ha | MoxeT cuaeth Ha | MOKET CHIIETh C

CHJIETH C CHJICTh OJTy/CKaMbe ¢ TOJTy/CKaMbe ¢ BBITPSIMJIICHHBIMU

BBINIPSIMJICHHBIMY | Ha TIOJTY/CKaMbe C | BBIMPSIMICHHBIMU | BBIIPSMIICHHBIMUA | HOTaMH C OTIOPOH O6Benute
Horamu Horu BBINIPSIMJICHHBIME | HOTaMu 0€3 ONOpBl | HOTaMHU C OMOPOW Ha 00¢ pyKH, peobaaaronee
psIMbIE = HOTaMH Ha PyKH, ITOKa Ha IOKa IIOJIOXKCHHUE TI03BOHOYHHKA
KOJICHH 0e3 onops! Ha Bpay OJIHY PYKY, IIOKa Bpa4 CYHMTAET JI0 M HIOKHHX KOHEYHOCTEH
MOTYT OBITh pyKH, IOKa CUHTACT J0 3 Bpay 3.

COTHYTHI, s cyuTaro o 3? cuuTaer a0 3 WUnu ue

HO KOJICHHEIE cIIoco0eH

YJanieyKu CHJIETH C

JTIOJDKHEI BBITIPSIMIICHHBIMHU

OBITH OOpAIICHBI HOTaMHU

BBEPX, JIOABIKKU

JIOJKHBI OBITH

PacIoNIOKEeHbI HE

JTaNbllle, YeM B

10

CM JApYT OT Apyra

3. Cnocobnocts | Thl MOXeEUIb Moxet Moxet He moxert [p/J1
KOCHYTBCS KOCHYThCS JOTPOHYTHCA JOTPOHYTHCA JI0 JIOCTaTh

T'OJIOBBI OJHOU pyKOH JTO TOJIOBEI OJHOH TOJIOBBI PYKOM JI0 TOJIOBBI

OJIHOM pYKOH B TOJIOBBI, HE pykoii. I'onoBa TOJIBKO PYKOH,

IIOJIOXKCHUH CHUIIS | HAKIIOHSS TYJIOBHILE HAaKIJIOHUB TOJIOBY | JIaxke C

Pyka nomxna rojoBy? OCTaroTCsA [IOMOILBIO

KOCHYThCS B CTAOMIIBHOM JIBYDKCHHS

TOJIOBEI IIOJIOKCHUH TOJIOBEI

BBIIIIE YPOBHSI Y TyJIOBHUIIA

yien

4. Cnocobnocts | ThHI MOKEIIIH MoskeT moa0KHUTE | MOXKET MOJIOKUTh

KOCHYThCS KOCHYTBCS KHCTH 00EUX PYK KHUCTH PYK Ha

TOJIOBEI TOJIOBBI 00EUMU Ha TOJIOBY 4yepe3 TOJIOBY,

JBYMS pyKaMmu B

pyKaMu
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MIOJIO’KEHUH CUJS | OJHOBPEMEHHO, CTOpOHBL ['0510Ba | HO TOJIBKO He
Pyxu nomxHsl HE u HaKJIOHUB MOKET
KOCHYTBCS HaKJIOHAA TYJIOBUILIE TOJIOBY, MOTHECTH KHCTU
TOJIOBBI rojoBy? OCTaroTCA HaKJIOHHUBIINCH 00enx pyk K
BBIIIIE YPOBHS B CTa0MJIBHOM B CTOPOHY, rojoBe
YIIEH. MOJIOKEHUHT nepebupas
pyKamH UM 110
OJIHOU
5. Cnocobnocts | Thl MOXeUIb Moxet Moxet He moxert [Ineun nepneHAUKYISPHEBI
MOBEPHYTHCA CO | TIOBEPHYTHCA MTOBEPHYTHCS MIOBEPHYTHCSA CO MOBEPHYTHCSA HU MOBEPXHOCTH Mara.

CIIMHBI Ha OOK

CO CIMHEBI Ha OOK

CO CIMHEI HAa OOK B

CIIMHBI TOJIBKO Ha

Ha

Tynosuie u 6eapa Ha

B 00e cTOpOHBI OIIUH onuH 00K OJTHOH JTMHUU
obonx ook (IIp/JI)
HanpaBIeHUIX ?
[ocrapaiica He
WCTIONb30BaTh
PYyKH
6. CnocoGHOCTD IlepeBopaunBaercs | IlepeBopaunBaercs | He moxer
MEPEBEPHYTHCS C Ha CIIUHY uepe3 Ha MEePEeBEPHYTHCS
KHUBOTa Ha CIUHY | Thl MOXKeIb npaBblii 00K 6e3 CIHHY, UCTIONB3Ys | Ha
4epe3 MpaBblid MEPEBEPHYTHCS C | TIOMOIIU PyK PYKY, CIIHHY
0ok KHUBOTA 9TOOBI
Ha CIIUHY B 000X OTTOJIKHYThCSI/
HanpaBJICHUSIX ? MOATSIHYTh ce0s
7. CnocoGHOCTD IlepeBopaunBaercs | IlepeBopaunBaercs | He moxer
MEPEBEPHYTHCS C Ha CIIUHY uepe3 Ha MEePEeBEPHYTHCS
KHBOTA HAa CIIMHY neBbId 00K 6e3 CIHHY, UCTIONB3Ys | Ha
qepe3 JIeBBIH 00K MOMOILH PYK PYKY, CIIHHY
9TOOBI
OTTOJIKHYThCSI/
MOATSIHYTh ce0s
8. CmocobHOCTB IlepeBopaunBaercs | IlepeBopaunBaercs | He Mmoxer
MEePEeBEPHYTHCS Ha KUBOT Yepe3 Ha MEePEeBEPHYTHCS
co npaBblii 00K 6e3 KHUBOT, UCTIOJIB3YS | Ha
CIMHBI Ha )KHUBOT | ThI MOXEUIb MOMOILH PYK PYKY, XKHUBOT
4epe3 MpaBblid MEPEBEPHYTHCS CO 9TOOBI

00K

OTTOJIKHYThCsI/
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9. CnocoGHOCTD
MePEBEPHYTHCS
co

CIIMHBI HA KHBOT
gepes JIeBBIH 00K

CIMHBI Ha KUBOT
B 000HX
HaIpaBIeHUIX ?

MOATSIHYTH ce0s

IepeBopaunBaetcs
Ha XHUBOT yepe3
JIEBBI OOK 0O€3
MOMOIIH PYK

IlepeBopaunBaercs
Ha

’KHUBOT, UCTIOJNIB3Ys
PYKY,

9TOOBI
OTTOJIKHYThCSI/
MOATSIHYTH ce0s

He moker
MEePEBEPHYTHCA
Ha

JKUBOT

10. CrrocoOHOCTD
JIeub U3
IIOJIOKEHUS CUAS

TrsI MOKEIE JIEYn
3

TOJIOKEHUS CUIIS,
KOHTPOJUPYA
CBOH

JIBYDKCHHS?

Mo3xeT Jieub,
KOHTPOJUPYS CBOU
JIBUOKCHHS —
yepes

IIOJIOXKCHHE JICKa
Ha

OOKY WJITH JIepiKach
3a

MoskeT neyb, HO
3aBaJINBacTCA
BIIEpE]

WA
MepPEKaAThIBACTCS
Ha0OK

He Moxert neun
WIU IagaeT Ha
CIIUHY

OICKIY
11. Cnocobnocts | Tl MOXKeIIb Moxet Ecnu npunats Hespmonanmo
BCTaTh B YIIOP HA | MOJHATHCS MIPHUITOTHATHCS MAIUCHTY
MPEIICYbs Ha JIOKTAX H Ha JIOKTSIX C HEOOXOIUMOE
YAEPKHUBATH IIOJIHATOM T'OJIOBOH | IOJIOJKECHUE,
9TO IOJIOKCHHE, u YIEP>KUBAET €ro,
IIOKAa s YAEPKUBATH IOKa
cuHTar 1o 37 JTaHHOE Bpay cuMTaer Ao 3
IIOJIOXKCHHE, ITOKa
Bpay cuMTaer Ao 3
12. CocobHocTs | ThI MOKEIID MoskeT TOIHATh MoskeT TOIHATh HeBwimoaanmo
NOAHSTH TOJIOBY | MOAHSTH TOJIOBY W3 T'OJIOBY, BBITSHYB
u3 TOJIOBY U [IOJIOKEHHS pyKH
TIOJIOXKEHUS JIeKa | YIACp>KUBATH €e, JIe’Ka Ha JKHBOTE, BIIEpE, U
Ha KHBOTE JepxKa pyKu JiepKa PyKH BIIOJIb | YACPKUBAThH
BIOJIb TENA, TYJIOBUINA, H ee, IoKa Bpay
MOKa 51 CYUTAIO 10 | YACPKUBATH €€, CUHMTAET
3? IOKa 1o 3
Bpay CUMTaET A0 3
13. CnocobHocth | ThI MOKEIIb Cnocoben Cnocoben Hessrmomuumo
BCTaTh B YIIOP HA | MOJHATHCS HA MIPUHSATH YACPKHUBAThH
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MPSIMBIE PYKH BBITIPSIMIICHHBIX YIOp Ha MPsIMbIE YIOp Ha MPsIMbIE
pyKax u pyKH pyKH,
YAEPKHUBATH MO3Y, | C MOJHATOM MOKa Bpad CYUTACT
MoKa s TOJIOBOM hi (o)
cuuraro 10 3? U yIEepKUBATh 3, ecnu emy
MOJIOKEHUE, TIOKa | MPUIATh
Bpad CUMTAET 10 3 | MaHHOE
MOJIOXKCHUE
14. Cnocobnocts | Tl MoKemIb [lepeBopauuBaercs | HeBbimoaaumo
CECTh U3 CECTh U3 CriocobeH cecTh Ha YKUBOT WJIH
TIOJIOXKEHUS JIeXKa | MOJIOKEHHUS JIekKa, | Yepe3 MOJOKCHHUE | JIMIIOM
HE neka Ha OOKy K II0JTy
MEePEeBOPAYNBASICH
Ha
JKUBOT?
15. Cnocobnocts | Tl MOKemIb CnocoGen Becraty | Ecniu mpunats Hespmonanmo
BCTaTh Ha BCTaTh Ha Ha YCTBEPCHBKH C | MAIUCHTY
YeTBEPEHBKU YETBEPEHBKH C MTOAHATON TOJIOBOH | ITOJIOXKEHUE
MTOAHATOM Y YJIEpXKUBATh 3TO | Ha YETBEPCHBKAX,
TOJIOBOH U MOJIOKEHUE, TTOKa | YACPKHUBACT €T0,
YAEPKUBATH Bpad CUMTAET 10 3 | MOKa
3TO MOJIOXKEHUE, Bpad CYMTAET JI0 3
TOKa s
cuuraro 1o 3?
16. CiocoOHOCTB | ThI MOXKEIIIH Crocoben mom3ty | Jlenaer TOJIbKO HeBbimonaumo
0J13aTh MPOTIONI3TH BIIEpEI, Ieast 1B | OJHH
Brepen? u OoJjiee LUKIIa LUK ABMKCHUH
JBUKCHUN PYK U pyK
HOT M HOT
17. CnocoOHOCTB | ThI MOXKEIIIH B nonoxenun lNonoBa Hesbimonuumo
MOJIHATH TOJIOBY, | MOJHATH JIeXKa Ha CITHHE MTOHMMACTCS
JIeXKa Ha CITHHE TOJIOBY, YTOOBI rOJIOBA JIOJDKHA C TIOMOUIBIO
MMOCMOTPETH Ha OBITh MMOAHATA IO | OOKOBOTO
MAJIBIBI CpeIHeH TUHUH crudaHus
HOT, ¥ TYJIOBHILA. nau 0e3 crubaHus
YAEPKHUBATH Jocraer men. Y iepKuBaeT

€€, OCTaBIIAs PYKU

O I00POJIKOM JT0

IIOJIOKCHHUC, ITIOKA




191

CKpPCILIEHHBIMH,
IoKa
cumuTaro 10 37?7

TPyAHOM KIIETKU.
VY nepxuBaer
MOJIOKEHHE, TIOKa
Bpay cuMTaer Ao 3

Bpay cuMTaer Ao 3

18. CrocoOHOCTD
CTOSATD C
MOAJICPIKKOM

Tre1 MOKEIb
CTOSITh,
HCIIONB3Ys OJHY
PyKy A
OMOpBI, MOKA 5
CUHTAIO

mo 3?7

MOKET CTOSTh,
WCTIONB3YS OJHY
PyKy

JUTSL OTIOPBI,ITIOKA
Bpay

CUHTACT J0 3

MoOKET CTOSTh C
MHUHHMAaIBEHON
MOIEPKKON
TyJIOBUINA (HE Ha
ypoBHe Oenep) ,
MoKa

Bpay cuMTaer Ao 3

MOXKET CTOSTh,
HCTIONB3YS OJHY
PYKY IUISL OTIOPHI,
MoKa Bpay
CUHTACT 10 3,
OJIHAKO
TpedyeTcs
JOITOJIHUTEIbHAS
MOJICPIKKA Ha
YpOBHE KOJIeH/
oenep

Wnu ue
CIoco0eH

CTOATh

19. CriocoOHOCTD
CTOSITH 0€3
MOJIICPIKKU

Tre1 MOKEIb
CTOSITE 0e3
MOIICPXKKH, TTIOKa
i

cuuraro J0 3?7

MoO3KeT CTOSITh
CaMOCTOSITEILHO,
MOKa Bpay CYUTACT
1o 3

MoO3KeT CTOSTh
CaMOCTOSITEILHO,
IOKa

Bpay cuuTaer Ao 3
M

Moskert

CTOSITH TOJIBKO
KPaTKOBPEMEHHO
(MeHee, yeM ToKa
Bpay CYUTACT JI0

3)
Wnu ve
cIIoco0eH
CTOATD
20. Crmoco0HOCTh | THI MOKEIIIH Cnocoben caenate | CrocoOeH cienarthb
XOJUTh XOJUTh Oouee 4 miaros oT 2 510 4 maroB
0e3 mocTopoHHe# | 0e3 mocTtopoHHel | Oe3 Hesbimonanmo

oMoy u 6e3
TTOMOIIIH
BCIIOMOTaTEIbHBIX
ycTponcTs?
IToxaxwu,
oKaayncTa

IIOMOIIIH

MIOCTOPOHHEN
MTOMOIIH
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OLIEHKA

Kon-Bo omenok 2

Kon-Bo onenoxk 1

Kon-Bo onenok
0 =

Hroro = /40

PACIHIMPEHHAS IIIKAJIA OIEHKH MOTOPHBIX ®YHKIIUM ITPH CMA BOJIbHUILIBI XAMMEPCMUT (HFMSE)

JAOMOJHUTEJIBHbII MOAYJIb

21. Cnocobnocts | Thl MOXKeWIb HocTturnyro Yactuunoe Hespmonanmo
COTHYTH NIPaBYIO | MPHKaTh MOJTHOE crubanue
HOTY B MpaBoe KOJIEHO K | crubanue Oeapa MPaBOil HOTH B
oenpe u3 rpyau? oempe
TTOJIOXKEHUS JIexka 1 KoJieHe (Ooree
Ha CIMHE 10 %

JMana3zoHa

JIBIDKEHUI B

CycTaBe)
22. Cnocobnocts | Thl MOKeIIb HocTturnyro Yactuunoe Hespmonanmo
COTHYTb JIEBYIO NpUXaTh MOJTHOE crubanue
Hory B Oeape U3 | JIeBO€ KOJIEHO K crubanue Oenpa JIEBOH HOTH B
MOJIOXKEHUS JIeKa | TpyAn? Oenpe u
Ha CIIHHE konene (bonee 10

%

Jrana3zoHa

JIBIDKEHUI B

CycTaBe)
23. Cnocobnocts | Thl MOXKeIIb Pyxn VY nepxuBaet Hespmonanmo
nepeiTu u3 MOJHSTH HCTIOJIb30BAIIUCD MOJIOKEHHUE
MOJIOKEHUS JIEeBYIO HOTY TaK, | IpH Ha O/IHOM KOJICHE C

CTOs Ha KOJICHAX
B ITOJIOKCHHEC
CTOS Ha MpaBOM
KOJICHC

YTOOBI

JIeBast CTOIA
crosiia

Ha 1oy, 0e3
IIOMOIIA

PYK U CTOSITH B
TaKOM
MOJIOXKEHUH, TIOKA
a1

CUHUTAIO 10

10?

CM€EHE IMOJIOKEHHS,
HE UCIIOJIb3yeT
pyku

MOCIIe TIPUHSTHS
IO3bI CTOS Ha
OJHOM

KOJICHE, TI0Ka Bpad
cuntaet g0 10

MIOMOIIBIO PYK,
MoKa

Bpad CUMTAET JI0
10
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24. Cniocobnocts | Thl MOXKeIIb Pyxn VY nepxuBaet Hespmonanmo
MEepenTH 13 MOTHATh HCTIOJIb30BAIIUCH MOJIOKEHUE
MTOJIOKEHUS CTOSL | MPaBYIO HOTY TaK, | MPHU Ha OJTHOM KOJICHE C
Ha KOJICHSX B 4TOOBI CMCHE ITOJIOKEHUS, | MOMOIIBIO PYK,
MOJIOKEHUE CTOS | MpaBasi cTomna HE UCIIOJIb3yeT MoKa
Ha JICBOM KOJICHE | CTOsUIa pyKH Bpad CYHMTAET JI0
Ha rony, 0e3 [IOCJIE IPUHATHUSA 10
TTOMOIIIH MO3BI CTOS HA
PYK H CTOSITH B OJTHOM
TakoM KOJICHE, TI0Ka Bpad
MOJIOKEHUH, TTOKa | cyuTaeT 1o 10
o
cuuraro 10 10?
25. CriocobHoCTh | ThI MOXEITH CriocobOen Berath | CriocoOeH Hesbinonnumo
BCTaTh U3 BCTaTh 0e3 MIEPEHECTH
MOJIOXKEHUS CTOSL | M3 3TOTO MTOMOIIIH PYK BecC ¢ 00oux
Ha KOJICHSX, MOJIOKEHUS, KOJICHEH
HAYMHAs C JICBOW | HAYMHAS C JICBOH (c TOMOTIIBIO HITH
HOTHU HOTH, 0e3
0e3 momoIu pyk? TTOMOIIIH PYK)
(Moxer
moTpedOBaThC
JEeMOHCTPALHS )
26. CriocobHoCTh | ThI MOXEITH CriocobOen Bcrath | CriocoOeH Hesbinonnumo
BCTaTh U3 BCTaTh 0e3 MIEPEHECTH
MOJIOXKEHUS CTOSL | M3 3TOTO MTOMOIIIH PYK BecC ¢ 00oux
Ha KOJICHSX, MOJIOKEHUS, KOJICHEH
Ha4HMHAs C HaYMHAas C PaBOH (c TOMOTIIBIO WITH
paBoi HorH, 63 oe3
HOTH MTOMOIIIH PYK? MTOMOIIIH PYK)
(Moxer
moTpedOBaThC

JlemoHCTparus)
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27. Cnocobnocts | Thl MOXKeEIIb Cnoco0OeH cecTb Camurca Hanon ¢ | HeBbimonaumo
cecThb U3 cecThb Ha oe3 MOMOIIBIO PYK WIIN
MOJIOKEHUS CTOS | TIOJI, MOMOIIY PYK WK | TTagaeT

KOHTPOJHPYS naJICHUI

CBOU

JIBYDKCHHS?

[Tocrapatscs

HE UCIO0Ib30BaTh

pyku
28. Cniocobnocts | Thl MOXKeEIIb [Ipucenaer 6e3 [Ipucenaer (6onee, | He moxer
MpUcecTh npucecTts? MOMOILH PYK qeM MpUcecTh

[Ipencrass, uTo
THI

Ca/INIIbCS Ha
OYEHb

HU3KHUH CTYT

(crubaHue HOT HE
MeHee yeM Ha 90°)

Ha 10 %) ¢
MOMOIIBIO PYK

29. CnocoOHOCTE

Tw1 MOXeIIb

[Ipsiraer He

[Ipsiraer Ha

He criocoben

MPBITHY Th MPBITHY Th MEHBIIIE, YeM Ha paccrosiHue MIPBITHY Th,
BIEpPEN KaK MOYKHO 12 mroiimos (30 2—-11 proiimoB (5— | OTTaNKUBasCh
Ha 12 groiiMoB JanpIie, CM), OTTAJIKUBAsCh | 28 JBYMsI HOTaMH
(30 cm) OTTAJIKHUBAsAChH JIBYMsI HOTaMH CM), OTTIKHBASCh | OJTHOBPEMEHHO

obeumMu OJTHOBPEMEHHO JIBYMsI HOTaMH{

HOraMH, OT 3TOi OJHOBPEMEHHO

JINHUU B

CTOpPOHY Jpyrou

JIMHHAH?
30. CnocobHocTh | ThI MOKEIIb IMogaumaercs IlomauMaeTcs Ha He criocoben
MOJHATHCS 110 IMOIHATHCS Ha 4 CTYIEHbKU 2-4 MOJHATLCS Ha
JICCTHUIIC C o nectuuue? Tel | ¢ mepunamu, CTYIEHBKH JIFOOBIM | 2 CTYIICHBKH,
MepUIaMu MOJXKECIIIb MOOYEPETHO CII0CO00M, JepKach 3a

ONEepeThCs HA MIEpPECTaBIIsIsl HOTH | JIepXKach nepuia ¢ OIHOU

nepuia ¢ OIHOU 3a rmepuia ¢ OJHOU | CTOPOHBI

CTOpPOHBI

CTOpPOHBI
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31. CnocoOHOCTD

Tw1 MOXeIIb

Cnyckaercs Ha

Coyckaercs Ha 2—

He criocoben

CIYCTUTBCS CIIyCTUTBCS 4 CTyNEeHBKH, 4 CIYCTUTBCS Ha

I10 JICCTHUIIE C mo nectaunie? Tol | mepikach 3a CTYIEHBKH JIFOOBIM | 2 CTYIICHBKH,

MepUIaMu MOJKe€IIb nepuia, CII0CO00M, JepKach 3a
OMepeThCs HA MOOYEPETHO JIepKach Mepuia ¢ OJTHOM
TepuiIa ¢ OJTHOM MepecTaBysis HOTH | 3a MepHJia C OJHOH | CTOPOHBI
CTOPOHBI CTOPOHBI

32. CrocobHocTh | ThHI MOXKEIID ITogunmaercs IToguumaetcst Ha He mosker

MHOJHATHCS MO MOJHATHCS Ha 4 CTyNeHbKU 24 MOJHATHCS Ha 2

nectHuLe 6e3 0 JIECTHHLE? 0e3 moMoIH CTYIEHBKH JIFOOBIM | CTYNEHBKH 0e3

IOMOIIHU IICPUJT

[ocrapaiica He
ONMpaThCs Ha
nepuia

PYK, TOOYEPEITHO
MEPECTABIISISI HOTH

crocoboM 0e3
ITIOMOLLUA

pyK

MTOMOIIIH PYK

33. CnocoOHOCTE
CITYCTUTHCSI T10
JIeCTHHUIIE 0€e3
TTOMOIITH TTEPHUIT

Trw1 MOKETB
CIIyCTUTBCS

I10 JISCTHUILIC?
[ocrapaiica He
OMUpPAThCS HA
nepuia

Cmyckaercs Ha

4 ctyneHbku 0e3
MIOMOIIIU PYK,
MOOYEPETHO
nepecTaBisist HOTU

Cryckaercs Ha 2—
4

CTYTIECHBKH JIFOOBIM
criocobom Oe3
ITOMOILH

pyK

He moxer
CIIyCTUTHCS HA 2
CTYHEHBKHU 0e3
MIOMOILU PYK

OLIEHKA

Kon-Bo omenok 2

Kon-Bo onenoxk 1

Kon-Bo oneHok
0 =

Hroro = /66




ms manumenTa:

Maunmansl nanueHTa:
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HHPUJIOKEHUE 4

Pa3BuTHe ABUraTeIbHBIX HABBIKOB (KJII0Y€EBbI€ 3TAIbI
ABUraTeibHON akTuBHOCTH o mkage HINE, pa3znen 2)

Jlara Bu3nTa:

VY nepxaHue rojoBbI He ynepxuBaet Kauanue ronossl | Y aepxxuBaet OueHka:
TOJIOBY B 13 CTOPOHBI B rOJIOBY BCE
BEPTUKAITILHOM CTOpPOHY BpeMs B
MOJIOKEHUH (HOpMa B 4 MeC) | BEpTHUKAIBHOM
(mOpMa <3mec) MOJIOXKEHUHU Bo3pacr:
(HOpMa B 5 Mec)
CrniocoOHOCTB CUAETH He moxer cugers | Cunurt c Cunur c onopoit | Cunut yBeperHo | B nonoxenun | Ouenka:
MOAJICPIKKOM (HOpMa B 6 Mec) | Ge3 omopbl cuus
(nopma B 4 mec) (nopma B 7 [IOBOPAYUBACTCSA
Mec) (mopma B 10
Mec) Bospacr:
Co3zHaTenbHBIN 3aXBaT OtcyTcTBHE Ucnonesyer Bcio | CnalOblit 3axBar | CUIbHBIN 3axBat Onenka:
3axBara JAJI0Hb PYKU yKa3aTeJIbHBIM U
00BIITUM
MaibIlaMu
Bospacr:
CriocoO6HOCTh OpbIKaThes (B moiokennn | Het cmoco6Hoctn | Horm He Horu Moxet Moxet Orenka:
JIeKa) OpBIKaThCS MIOAHUMAIOTCS MIOAHUMAIOTCS MIPUKAcaThCs K MIPUKAcaThCs K
TOPU3OHTAIBHO | BBEPX Hore (HopMa B 4 | maybliaMm HOT
BEPTUKAIBHO -5 mec) (HOpMa B 5 -6
(ropma B 3 Mec) Mec) Bospacr:
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CrniocoOHOCTB MepeBOpaunBaThCs He moxer IloBopaunBaetcs | IloBopaunBaercs | [loBopaunBaercs Onenka:
nepeBopauuBarbesl | Ha OOK (HOpMa B | € )KMBOTA Ha CO CIIMHBI Ha
4 mec) CIHMHY WX CO XKHBOT U C
CIMHBI Ha )HUBOT | )KUBOTA Ha
(Hopma B 6 Mec) | ciuHy (HOpMa B Bospacr:
7 Mec)
CrniocoOHOCTH MMON3aTh He moxert [Ton3aer Ha [Ton3aer Ha [Ton3aer Ha [Ton3aer Ha Onenka:
Jep>KaTh TOJIOBY JIOKTAX (HOpMa B | BBITSHYTBIX XKHUBOTE (HOpMa | pyKax u
3 Mec) pykax (HopMa B | B 8 Mec) KOJICHAX (HOpMa
4-5 B 10
Mec) Mec) Bospacr:
CrniocoOHOCTB CTOSATH He BeinepxxuBaer | Moxer Crour ¢ Crout 6e3 Onenka:
BEC CBOETO TeJa BBIJIEPXKATh BEC | MOAJIEPKKON MOCTOPOHHEH
COOCTBEHHOTO (Hopma B 8 Mec) | momoru (HopMa
Tena (HopMma B B 12 mec)
4-5 mec) Bospacr:
CrniocoOHOCTb XOAHUTH [aTaercst (HopMa | MeaneHHo Xonut (HOpMa B Onenka:
(ae xoaut — 0 6amIoB) B 6 Mec) nepemMeniaercs 15 mec)
(mepxach 3a
4TO-JIN00)
(mopma B 11 Bo3pacr:
Mec)
JIuno, npoBosIIee OLECHKY: [)4(0) Ioamnuce

Jara/Bpemsi/oLeHka

Bpewmst ouenku:




