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OCOBEHHOCTU JIEKTPOMUNOTPAOUYECKOIO NATTEPHA
HA CTAAUU HAYAJIbHbIX U PASBEPHYTbIX KNIMHUYECKUX MPOABJIEHUNA
NPU HACNELCTBEHHbIX MOTOCEHCOPHbIX NMOJINHEBPOMATUAX Y AETEN

B cTtaTbe npefcTaBneHa coBpeMeHHaa MOAMPULIMPOBAHHAA LWKaNa HeBPOMaTUYeCKNX HapyLLUEHWI, MO3BONALLaA onpeaenmnTb
CTeneHb TAXECTU U CTaAuio NaToNOrMYeckoro npouecca y Aeterl C HacNe[CTBEHHbIMA MOTOCEHCOPHbIMY MOIMHEBPONaTUAMM
(HMCI). OnucaHbl ocobeHHocTM SMI-NnapameTpoB MUENNHO-, aKCOHONAaTWW B CTaAUM HayasbHbIX M Pa3BEPHYTbIX KIMHUYECKMX
nposasneHnin y peten ¢ HMCI1. Ha ocHOBaHMUM KANHWYECKNX AaHHbIX, PaHHeN AMarHOCTUKN U BbIABNEHNA MUENNHO-, aKCOHO-
naTMv M COYeTaHHOro (MUENMHOAKCOHONaTMA) Mopa)KeHUA NpPeasoxXeHbl MOANPUMPOBAHHbIE CTaHAAPTbl MaTOreHeTuYyecku
HanpaBrieHHoro neyeHusa aetent ¢ HMCI. MpepcTaBneHbl pe3ynbTaThl 4-neTHEro KatamHesa HabnoAeHMA B OCHOBHON rpynre

1 rpynne cpaBHeHuA y aeten ¢ HMCI

Kntodessle c108a: HaCNeACTBEHHbIE MOTOCEHCOPHbIE MOMVHEBPONATWN, KIIMHUKA, SNeKTPOHepoMmorpadus, neveHuve.

HacnepnctBeHHble MOTOCEHCOPHbIE MONIMHEBPONATUM
(HMCI) — reHeTMyecKmn reteporeHHas rpynna 3abonesa-
HUIN Neprdepryecknx HEPBOB, B OCHOBE KOTOPbIX NEXUT
nepBUYHbBIA fedeKT B CTPYKTYpe nepudepmryeckmnx HepBoB
(MrennHoBasi 060/104Ka UNN OCEBOW LUINHAP-aKCOH),
pasnunyaoWwmxca TUNOM HaclefoBaHWA, KNNMHUYECKMM
noiMMopdrn3Mom, 0CO6EHHOCTAMN SNEKTPOHENpoMMorpa-
drYeCcKnx n3MeHeHn, 06beAUHEHHbIX OAHUM Ha3BaHWEM
BBUJY CXOOCTBA OCHOBHbIX KIIMHMYECKMX MPOABNEHUN 3a-
6onesaHuA [1,4,5,10, 14,18, 21, 25].

HacnepnctBeHHble MOTOCEHCOPHbIE MONIMHEBPONATUM
cocTtanaAT go 80 % Bcex HacneACTBEHHbIX HeBpona-
Tnn [2, 8, 12, 21]. Mo gaHHbIM BcemumpHon pepepauunmn
HEBPOJIOrMYecKMx 06LLeCTB MO YacTOTe BCTPEYaeMoCT
HMCI1 3aHMMaloT O4HO M3 MepBbIX MeCT Cpeamn BCex
HacneaCcTBEHHO-ereHepaTUBHbIX 3a60neBaHNin HEPBHOM
cncTembl 1 coctaBnAaT oT 1:10000 go 1:2500 Hace-
neHunA B pasnunuHbix nonynauyuax. B CLUA ¢ peHoTMnOMm
HacnegCcTBEHHOW MOTOCEHCOPHON MONIMHEBPONATUX Ha-
6nogaetca 6onee 150000 yenosek, B ANOHMN YyacToTa
BcTpeyaemoctn HMCI coctaBnsaet 10,8 Ha 10000 Hace-
neHus, B Hopserun — 3,6 Ha 10000, B cnaHnn — 2,8 Ha
10000 [22, 25]. Mo paHHbIM OTYeTa O AeTAX-UHBaNMAax 3a
2010 rog B YkpauHe 3apeructpupoBaHo 1540 yenosek
C HacNeACTBEHHbIMU HENPOMbILLIEYHbIMU 3a60NeBaHMAMN.
B [loHeuKol obnactn HabnopaeTcs 22 pebeHkKa ¢ Hacnea-
CTBEHHbIMV MOTOCEHCOPHbIMW NonnHeBponatuamm (28 %
cpeaun BCeX HeMpOMbIWeYHbIX 3aboneBaHuUin y geTen), 13
HUX BriepBble BbisiBNEHHbIX B 2010 rogy — 2 pebeHkKa.

BbicOKMI ypOBeHb paHHen uHBanugmsauuu [1, 2, 4,
5,7, 11—13], oTcyTcTBME SPPEKTUBHBIX METOLOB Neye-
HuA [5, 12, 13], HafeXHbIX KpUTEPUEB PaHHEN KINUHUKO-
VMHCTPYMeHTanbHom guarHoctmku HMCI HegocTaTouHO [3,
4,8,9, 16, 20], UTO B KOHEYHOM UTOTE MPUBOANT K NO3AHEN
NOCTaHOBKe OKOHYaTeIbHOIO fiiarHo3a, Korga MbllleyHble
aTpoduun 1 Nnapesbl CTAaHOBATCA HeObPaTUMbIMU U Fy6OKO
nHBanugnsmpyowmmu, [5, 12, 13], a conyTtcTeyiowana nato-
norusa (GUcTpodryecknin ocTenopos, 3akpbiTble Nepenombl,
YyacTble NOABbIBUXM) CYLLECTBEHHO OrPaHNYMBaET BO3MOX-
HOCTV BOCCTAHOBUTENIbHOTO neyeHusa [5, 10].

DTO MOCNYXWIO OCHOBaHMEM, ANA U3yYeHUa 0co-
6eHHOCTEN NapameTpOB dNeKTpoHenpomumorpadpum Ha
Pa3NnYHbIX CTafNAX MUENMHO- U aKCOHOMATU y fAeTen
C HacneaCcTBEHHbIMU MOTOCEHCOPHbBIMU NMONMHEBPOMNa-
TMAMMK, pa3paboTKy 6A3NCHbBIX KIIMHUYECKUX NOKa3aTenen
paHHero BbiaBneHnAa HMCI n oLeHKN cTeNeHN TAXKeCTr
HeBpPOMaTUYeCKMX HapyLeHNN. TLaTelbHOro NpoBeAeHmA
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KOPPEnALNOHHOrO aHann3a Nnosly4YeHHbIX SNeKTPOHENpo-
Murorpadryeckmx nokasaTesien ¢ JaHHbIMU KIMHUYECKOTO
cocTosaHuA, Tem 6onee uto B LleHTpe BbigeneHsbl 4 cne-
LManm3npoBaHHble KONKN ANA AeTelr C HEMPOMbILLEYHON
natonornen n GyHKUMOHNPYET XOPOLIO OCHALEHHbIN
OMTI-KabuHerT.

C2001 no 2011 rr. B LleHTpe nponeueHo 58 geten ¢ Ha-
CNneACcTBEHHbIMU MOTOCEHCOPHbIMU MOIMHEBPONATUAMMU
(24 pebeHka c HMCI 1 tnna, 17 peten ¢ HMCI 2 tuna,
14 petenn ¢ HMCM X Ttuna, 3 peberka ¢ HMCI 3 Tuna
(OexxepnHa — CoTTa).

KpaTHOCTb NpoxoXAeHna KypcoB peabunutauumu
B LeHTpe — 1—2 pa3a B rog, n3 Hux 16 % geTten nocry-
nanun Ha neyeHne 5—=8 pas, 33 % — 9—12 pas, 37 % —
13—16 pa3, 14 % — 17—20 pas.

[nAa onarHoCTMKM paHHUX NPOABAEHNA Hacne[CTBeH-
HbIX MOTOCEHCOPHbIX MONHEBPONATUIN 6a3UCHBIMY METO-
JaMn nccnefoBaHnA ABNAIOTCA: KITMHUYECKUN, reHeTnye-
CKU 1 3NeKTPOPU3NONOrNYECKIIA.

KnnHnuyeckoe coctosHne OLeHUBAETCA Ha OCHOBAHUN
LWKasbl HeBponaTuyecknx HapyweHnin [mo NIS LL, 1996 r.],
[OMONHEHHasA N MOAEPHM3NPOBaHHaA Ha 6a3e ObnacTHoro
[LEeTCKOro KNMHUYEeCKOro LeHTpa Hellpopeabunntaymm
B 2007 rogy. LLlkana HeBponaTnyeCcKnx HapyLLUeHWI BKITO-
YyaeT OUeHKYy MbIleYyHoW cunbl (Tabn. 1), CyXOXMbHbIX
pedneKkcoB (Tabn. 2); CEHCOPHbIX HapyLleHU (oLeHKa no-
BEPXHOCTHOW YyBCTBUTENbHOCTY (Tab. 3), BUOpaLMOHHON
YyBCTBUTENbHOCTM (Tab1. 4), 06 bema akTUBHbIX [BUKEHWI
B FOJIEHOCTOMHbIX CyCTaBax (Tabn. 5), yHKUUN XO4bObI
(Tabn. 6).

Ta6bnuyal
OnpepeneHne cTeneHn MblleYHoOI cnabocTu
MpucsanBaemblin . CreneHb
6 O6beM ABMXKEHNI
ann napesa
0 6annos HOopMa —
1 6ann aKTMBHOE ABUXeHWe MPOTUB CUNbI | nerkui
TAXKECTN
2 6anna cnaboe cokpaujeHue NpoTUB CUAbI | cpeaHWit
TAKECTU
3 6anna 3,25 — aKkTUBHOE ABUXEeHWe NP | Taxenblii
YCTPaAHEHUN CUIbI TAXKECTH,
3,5 — ABWXKEHUA C MUHUMaNbHbIM
coKpalleHunem,
3,75 — cokpalyeHune mbilL 6e3 geu-
KeHns
4 6anna OTCYTCTBME MPU3HAKOB HaMpPAXeHUA | napanny
npv NOMNbITKE MPOU3BONIbBHOTO Ha-
npsaxeHus
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Tabnuya 2
OLleHKa CyXOXUNbHbIX pedneKkcos

PednekTopHbIii oTBET MpuceanBaemblii 6ann
Hopma 0
CHuXeHune 1
OTcyTcTBMe 2

Ta6bnuuya 3
OueHKa TakTunbHom, 6onesoii
1 TeMnepaTypHOI YyBCTBUTENbHOCTMN
(I'IO Kaxaomy BUAY 4yBCTBUTENIbHOCT NPUCBanNBalOTCA 6aJ1]1bI)

MonyyeHHble AaHHble BHOCATCA B Tabnuuy wkanbl
HeBpONaTMUYeCKNX HapyLWeHU, Nnocae MaTeMaTuyeckom
06paboTKN OLleHMBAETCA CTEMEHDb BbIPAXXEHHOCTU MONKU-
HeBponatuu (Tabn. 7).

Tabnuuya 7
LLikana HeBponaTuyeckKknx HapymeHMﬁ
MpaBaa | JleBas CgmmapHaﬂ
CTOpOHa | CTOpOHa annbHan
oLieHKa

MbllweyHasa cuna

CyxoxusnbHble pedneKcbl

TakTunbHas, bonesasn, Temnepa-
TypHas YyBCTBUTENbHOCTb

BrbpauroHHas 4yBCTBUTENBHOCTb
Ha | nanbue cTonbl

BVI6paL|VIOHHaﬂ 4yBCTBUTENIbHOCTb
Ha nofblXKe

O6bem OBUXKEHWIA B TONEHOCTONM-
HbIX CyCcTaBax

YpoBeHb, O KOTOPOro YyBCTBUTENbHOCTb HapylleHa | bannbHas oueHka
HeT HapyLweHun 0 6annos
OcHoBaHMe nanbLes 1 6ann
CepepfiviHa cTonbl 2 6anna
JlogbiKKM 3 6anna
CepepnviHa roneHu 4 6anna
KoneHo 5 6annos
Tabnuya 4

LWkana BI/I6paLWIOHHOI7I YYyBCTBUTENbHOCTN

Mopor BMGpaUNOHHOW YyB-
CTBUTENbHOCTM Ha 1 nanbue,c | =27 |6—5(0—4|0—4| O 0

Mopor BUGpaLNOHHOW YyB-
CTBUTENbHOCTU Ha NofAblXkKe, c | =8 | =7 |6—5|0—4|0—4

bann 0 1 2 3 4

NB! Ina Ka)Xporo BMAa HapyweHuA YyBCTBUTENbHOCTHU
BbICUMTbIBAETCA CpefHAA BennymHa 6annos no ABYM Horam
(npaBas + nesan)/2

Tabnuuya 5
LLikana oueHKn amnanTyAbl ABUKEHNI NO MeToay
HenTpanbHoro 0-NpoxofALLero NoNoXKeHNs

[oneHoCTOMHbIN
cycTaB 60°| > 60°— < 20°| 20—15° | 14—8° | 7—1°

6anbl 0 1 2 3 4

Tabnuya 6
Lkana oueHkn GpyHKLUU XOAbObI

0 6annos | MepensuxeHne 6e3 orpaHuYeHuni

16ann | Jlezkoe ozpaHudeHue nepedsuxeHus — COXpaHeHue
BO3MOXKHOCTU NepefBUXeHUA Ha 6onbLUMe pacCToAHUA
(HeorpaH1YeHHbIE) MPY HE3HAYUTEIbHOM 3aMeasieHNN
Temna XoAbObl 11 NEFKOM U3MEHEHUN NOXoAKM, 6e3
Heo6X0oAVMMOCTM NCMOSb30BAHMA BCMIOMOTaTeNbHbIX

cpencTe un I'IOCTOpOHHeVI nomoLumn

2 6anna | YmepeHHoe ozpaHuyeHue nepedsuxeHus (MoHVXKeHHas
MOBMABbHOCTb) — OFpaHMYeHne PacCTOAHNA NepesBu-
»KeHuaA (1o 1,5—2 Km), MeneHHbI TeMn Xobbbl, sBHOE
MN3MeHeHMe NOXOoAKMN, HEO6XOANMOCTb UCMONb30BaHNA
NMOCTOPOHHEN MOMOLWYM UNN NPOCTbIX BCMOMOTaTesb-

HbIX CPeACTB Npu nogbemMe, cnycke no nectHuue

3 6anna | 3HauumesnbHoe 02paHuYeHue Neped8uKeHUs — OrpaHU-
YeHue paccToaHNA nepeasmkeHna ao 0,5 KM ¢ nocto-
POHHE MoMOLLbI0 NPU NOAAEPKKE 3a NOAMbILIEYHbIE
BMaAVHbl, U3MEeHEHVE NMOXOAKUN, PUTMa V1 Temna XoAbObI,

noabem, Cnyck no NecTHuLUe HEBO3MOXKHbI

46anna |flonHas ympama nepedsuxeHus — OrpaHuuYeHue

MOOUTbHOCTU npenenamun Xumnbfa, nepensrxkeHme Ha

VNHBANIMAHON KoNAcCKe

DOyHKUMA XOf4bObI

MonyuyeHHble pe3ynbTaThi:

— 0,5—6 6annoB — NoONMHEBPONATUA NIErKOWN CTEMEHN,
CTaguA HayanbHbIX MPOABAEHWNN;

— 7—17,25 6annoB — nonvHeBponaTusi CpegHen cTe-
neHu, CTagna pa3BepHYTbIX KINHNYECKNX MPOABIEHUI;

— 17,5—25 6annoB — nonMHeBpONaTUA TAXENON
cTeneHu, CTagua eKoMneHcaumu.

BmecTe ¢ Tem, flaHHbIE KNMHMUYECKOro uccnenoBaHus
He NO3BONAKT ONpefennTb CTeNeHb Bblpa)KeHHOCTH
MWENIMHOMNATNYECKOro N aKCOHOMAaTUYeCKOro NopaxeHusa
Ha pas/IMyHbIX CTaguAX NaToNOrMYecKoro npouecca npu
Hac/ieACTBEHHbIX MOTOCEHCOPHbIX MOIMHEBPONATUAX, UTO,
6€e3yCNoOBHO, OrpaHNUYMBaeT BO3MOXHOCTM Ha3HaveHuA
natoreHeTnyeckon tepanuu. Begywmm metogom guar-
HOCTUKN MUENIMHO-, aKCOHOMATNYECKOro NOopaKeHusa Ha
Pa3nnyUHbIX CTaguAx 3abosieBaHMA ABAAETCA KNUHMYeCKasn
aneKkTpoHenpomuorpadua n gnutenbHolii IMI-MOHM-
TOPWHT.

3a 11 net (2001—2011) B O6NacTHOM AETCKOM KNVHMU-
YecKoMm LieHTpe obcnenoBaHo 7092 nauuveHTa B Bo3pacTe
oT 1 mec. 8o 78 neT, CTPYKTypa BbIABNEHHOW NaToNOrMm no
JaHHbiM DHMI npepcTtaBneHa Ha puc. 1.

O 1 — muronatuueckuii Tn,
5 35 MUOTOHUYECKNE
HapyLeHua
4 87 O 2 — HeBpanbHbIN TAN
H 3 — HaacermeHTapHbIN THM,
3 1557 AUCKUHE3UN
i 1572 H 4 — HelpoHanbHbI TMN
| ‘ ‘ Bl 5 — cuHanTuyeckne
N 01892 HapyLeHusa
0 500 1000 1500 2000

Puc. 1. CTpyKTypa BbiABNEHHOI NaTonornu
no gaHHbim SHMI 3a 11 net:

1 — MronaTnyecKunin TMn, MMOTOHNYeCKNe HapyleHna — 1892
2 — HeBpanbHbI TN — 1572

3 — HafcermeHTapHbIA TUM, ANCKUHe3un — 1557

4 — HenpoHanbHbIV TN — 870

5 — cMHanTnyeckne HapyweHua — 357
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SHMTI npoBopguTca Ha muorpade «Helpo-MBIT-MuKpo
«Henpocodt» (Poccus, 2009).

HecmoTpsa Ha MHOroUMCNeHHOCTb 3eKTpoMmorpaduyec-
KX MeTOAMK (COMaTOCEHCOPHbIe BbI3BaHHble NOTEHLMANbI,
F-BOonHa, akcoH-pednekc, uHTepdepeHuynoHHasa IMI, mu-
ratefibHbI pednekc, H-pednekc, cakpanbHbii pedrekc,
LXnTTep, putmnyeckaa SMI) nHdbopmaTBHbIMU, YYBCTBU-
TeNbHbIMU 1 CNeundUYHbIMU METOAUKAMY B fMArHOCTUKE
MUWENNHO-, aKCOHOMNATUI ABAAITCA CTUMYNALMOHHaA DMI
n uronbyataa DMr [3, 9, 15, 16, 18].

CornacHo MeXAayHapoAHbIM CTaHAAPTaM 3N1eKTPOHe-
pomuorpadpuyeckorn guarHoctuku (Bischoff C.,, Fuglsang-
Fridriksen A., Vendelbo L., Sumner A. Standards of instru-
mentation of EMG. In Recommendation for the practice of
clinical neurophysiology: Guidelines of the International
Federation of clinical neurophysiology, 2009) mnenunHo-
naTnyeckaa HeBponaTtua (p1c. 2) No AaHHbIM CTUMYNALN-
OHHOW OTparkaeT:

— anddysHoe CHUXeHne cKopocTell NnpoBedeHnsA
MMMYJibCa NO MOTOPHbIM M CEHCOPHbIM BOJIOKHaM Ha 25 %
n bonee;

— M-oTBeT 1 NnoTeHLMan CEHCOPHOro oTBeTa 3a3ybpe-
Hbl, AeGOPMUPOBAHbI, KPACTAHYTbI».

CPB ceHcopHas
1: nes., Extensor digitorum brevis,
Peroneus, 14 L5 S1

12 16 20 24 28
4 mc 15 MkB

CPB moTopHas
1: np., n. Peroneus profundus, L5—S1

05,75 15 22530 37545 525(0 4 8

7,5mc 1,5mB

rofioBKa ManobepLoBoit
koctn * N N

Puc. 2. MnennHonaTtnyeckas MoOToCeHCOPHaA NoOJMHEBpONaTUA
no AaHHbIM CTUMYnAUnoHHon SHMI
(p-k 3-un, 8 net. 43: HMCI 1 Tnn)

CPB MoTOpHas
1: np., Extensor digitorum brevis, Peroneus, 14 L5 S1

[aHHble nronbyaton IMI (puc. 3) xapaKkTepusyroTca:

— HapacTaHnem cpegHen amnautygbl MAE (1000—
3500 mkB); Liveson J. A.(2000) n3yumnn 3aKkOHOMepPHOCTU yBe-
nuyenmna amnnuTyabl NAE npu geHepBaLUrOHHbIX MpoLeccax
1N KOHCTaTUPOBaJ, YeM BblpaXKeHHee TAXeCTb naTosornye-
CKOro npoLecca, Tem Bbllle nokasatenu amnantygbl MNAE;

— yBenuyeHuem cpegHen gnutenbHoctn NMAE npenmy-
LLeCTBEHHO 3a cyeT HapacTaHua ¢asHoctu MAE (50 % n 60-
nee), no gaHHbIM Payan J. (2001) o6ycnoBneHHoe rubenbto
MMUOoGUOPUNN BCNIeACTBYE fiIEHEPBALUN.

15 mMc 1mB

Puc. 3. MnennHonaTtnuyeckas nonauHeBponaTus
Nno AaHHbIM uronbyaTton Ml
(p-ka 3-ui, 8 net, g3: HMCIM 1 tun)

AKcoHoMaTnyeckas nosMHeBpPONaTA COrMacHo Mexay-
HapoAHbIM CTaHAApPTaM 3M1eKTPOHelpomMurorpadunyeckon
OVAarHOCTUKN NO AaHHbIM CTUMynAyumoHHon SHMI (puc. 4)
XapaKkTepusyeTcs:

— CKOPOCTb MpOBefeHUA UMMNYyNbCa CyLWeCTBEHHO He
N3MeHAeTCA;

— OTMeYaeTca pe3Kkoe CHXKeHne amnantyabl M-otBeTa
Ha 30 % v 6onee;

— nnauntenbHocTb M-oTBeTa cHUMKeHa Ha 30 % 1 6onee;

— ¢dopma He n3meHsaeTcA.

Mo paHHbIM nronbyaTon DM (puc. 5) Ha PpoHe peHep-
BaLMOHHbIX nsmeHeHun MAE (8 Buge ysenunyeHna gnum-
TenbHoCTW, PpasHocTn, amnnutyabl MAE) pernctpupyetca
«bypHasA» CNOHTaHHaA aKTMBHOCTb B BuUAe MOTEHLUManoB
bGbrbpUNNALUN N MONOXKUTENBHBIX OCTPbLIX BOJTH.

CPB ceHcopHaAa
1: np., n. Peroneus superficialis, L4—S1

0 75 15 22530 37545 52560 67575
] 1 4 + + + + + ] 4 4 H
2 7,5mc 7,5 MB
1
W npeanniocHa
t 1 1 t t t t t 1 1 1 4
2
2 N .
1' [ rofoBKa ManobepLIoBO KOCTM
] 4 ? + + + + + ] 4 4 4

20 24 28
4mc 20 MmkB

Cp. TpeTb ronexu

Puc. 4. AKkcoHonaTnyeckaa MOTOCEHCOPHAA NOIMHEBPONATUA NO AaHHbIM CTUMYAALMOHHON DHMI
(p-k I-H, 12 neT. A3: HMCIT 2 Tvn)

s g 'WWMMM

Puc. 5. laHHble uronbyatou SMI (B Buge BbipaXkeHHOMN
CMOHTaHHOI aKTUBHOCTM) Y pe6eHKa c akcoHonaTnyeckom
nonuHesponatui (M-a, 14 net. 3: HMCI 2 tun)

Bcem petam ¢ HMCI, HaxogAawmmcAa B peecTtpe 6a3bl
JaHHbix O6MacTHOro JeTCKOro KINHWYECKOro LeHTpa
HellpopeabunuTaunm NpoBoaunach 6azoBas KNMHUYECKan
aneKkTpoHenpomuorpaduma n SMr-moHutopuHr (1 pas
B 3—6 mecsueB).

MonyyeHHble DMI-gaHHble Ha CTagnM HavyanbHbIX
NPOABNEHUI 1 CTaAUN Pa3BEPHYTbIX KINHNYECKUX NpPO-
ABJIEHNI OTPaXeHbl B Tabnmue 8.
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Tabnuya 8
SMr-nokasaTtenu B cTaguu HayanbHbIX MPOABAEHNI CTaANMN Pa3BePHYTbIX KNIMHNYECKUX npoasneHnin npu HMCN
CTan,vm Ha4daJibHbIX I'IpOﬂBI'IeHMVI 3aboneBaHus CTa,ElI/Iﬂ Pa3BepPHYTbIX KNINHUYECKNX I'IpOHBJ'IeHMVI
(n =58, BO3pacT 5—16 ner) (n =53, Bo3pact 10—16 neT)
Mokasateny Ho}?Ma MwuenuHo- MwuenuHo-
0 MwuenuHonatna | AkcoHonatus aKCOHONATUSA MwnennHonatua | AkcoHonatus aKCOHOMATUSA
(N=25), P, (N=12), P, (N=21), P, (N=17)P, (N=13),P, (N=23), P,
CKOpOCTb npoBefeHus 50 m/c 22,7+5,9 449+2,3 11,9+£3,7 104+£28 38,8+4,9 32+09
MMMYyJibca No MOTOPHbIM (49,8 +0,6) p<0,01 p < 0,05 p<0,01 p < 0,05 p<0,01 p<0,01
BOJIOKHaM, M/c* (bapansH,
CKBOpPLOB)
Amnnutyga M-oTBeTa, > 3,5mB 3,2+0,1 0,31 £0,05 0,32 +£0,04 23+04 0,06 £0,01 0,04 £0,03
MB* (55+1,1) p < 0,05 p<0,01 p<0,01 p < 0,01 p<0,01 p<0,01
(Kernahan)
CKopoCTb NpoBefeHuns 32 m/c 11,8+4,8 293+0,8 8,25+ 2,98 3,9+0,2 25,1 +£0,07 2,15+0,5
MMMynbca Mo CeHcop- (35,2 +3,6) p<0,01 p > 0,05 p<0,01 p > 0,05 p < 0,01 p < 0,05
HbIM BOJTOKHAM, M/c** (KUMQ)
AmMNAnTyAa CEeHCOPHOTO >10 10,2+1,5 0,09 +£0,02 0,08 +£0,03 7,1+0,02 0,02 +£0,01 0,02 +£0,01
oTBeTa, MKB** (149+4,1) p>0,05 p<0,01 p<0,01 p < 0,05 p < 0,05
(Kaplan et al.)
OnutenbHocTb MAE 0+12 46 + 16,9 122+4,5 137,7 + 8,8 82,5+6,1 136,2+5,1 161 +£3,5
(noBbllweHwue, %*** (B. M. TexT) p < 0,01 p<0,01 p<0,01 p < 0,05 p < 0,05 p<0,01
Amnnutyga NAE, mB*** max — 1 mB 1,6+0,2 24+0,2 2,7+0,2 2,21+£0,03 29+0,2 3,01 £0,1
(0,74 +£0,21) p<0,01 p<0,01 p<0,01 p < 0,01 p < 0,05 p < 0,05
(B. Falck)
MoTeHumansl ¢pnbpun- 0—abs 05+0,2 95+0,3 10,1+1,2 1,6+03 142 +1,5 156+1,5
nayumn*** (Robert, Oester) p < 0,05 p<0,01 p<0,01 p < 0,01 p<0,01 p < 0,05
MonoxuTtenbHble 0—abs 1,5+0,7 18,8+ 24 22,8+0,9 7,319 269+0,8 28,7+1,3
OCTpble BOMHbI*** (Robert, Oester) p < 0,05 p < 0,01 p<0,01 p < 0,01 p<0,01 p < 0,01
P(Py—-P;) P (Py-Ps5) P (Py - Ps) P (P, -P,) P(P;-P,) P (P5 - Pg)

lMpumeyaHue: * — n. tibialis;
** — n. plantaris medianus;
*** — m. tibialis anterior

Takum obpa3om, MrennHonaTuyeckas nosnMHeBpona-
TVA HA CTAAUM HaYaNbHbIX NPOABAEHUI HaCNeACTBEHHbIX
MOTOCEHCOPHbIX NOANMHEBPONaTuii No gaHHbIM DHMI BbI-
ABneHa y 25 peten (43,9 %), cpegHUIN BO3pacT COCTaBU
6,8 + 1,1 neT, cpeHUI VHTEpPBan BPeMEHU OT NOABNEHMA
CyOKNNHMYECKON CUMNTOMATUKN A0 O6palleHns K megu-
UMHCKUM cneunanuctam — 1,3 = 0,8 roga.

AKcoHoMnaTnyeckas NosIMHEBPONATUA Ha CTaaun Ha-
YanbHbIX NPOABNEHUI HACNELCTBEHHbBIX MOTOCEHCOPHbIX
nonnHesponaTtuii Nno gaHHbiMm SHMT BbiABneHay 12 geten
(21,1 %), cpepgHnn Bo3pacT coctaBun 11,8 + 1,3 neT, cpep-
HWIA UHTEepPBaJs BPEMEHW OT MOABEHUA CYOKNNHNYECKON
CYMNTOMATVKI 10 06palleHna K MeanLNUHCKUM cneyuanm-
ctam coctaBun 1,3 + 0,9 ropga.

CoueTaHHbI TUN NopakeHna (MMennHoaKcoHonNa-
TUYECKNIN) NPU HacneaCTBEHHbIX MOTOCEHCOPHbIX MO-
nuHeBponaTuii No gaHHbIM DHMI BbiABneH y 21 pebeHka
(35 %), cpepHWin Bo3pacT coctaBun 9,6 = 1,5 net, cpegHui
VHTEpPBas BPEMEHY OT NOABIEHUA CYOKINMHUYECKON CUMIT-
TOMATUKM A0 obpalleHnsa K MeanuLUHCKM crneumnanmctam
coctasun 1,2 £ 0,7 ropa.

MwvenuHonaTnyeckaa HeBpomnaTna Ha CTaguu pa3Bep-
HYTbIX KIWHWYECKMX MPOABAEHNN NPU HAaCe[CTBEHHbIX
MOTOCEHCOPHbIX MONIMHEBPONATHAX BblABNeHay 17 geten
(32,1 %), cpepgHnin BO3pacT coctaBun 12,5 + 1,1 net, cpea-
HU MHTEPBan BPEMEHU OT CTaguM HayvasbHbIX NpoABne-
HUI O CTaAnM Pa3BePHYTbIX KNMHUYECKUX NPOABNEHNN
coctasun 5,4 £ 0,8.

AKcoHOMaTMyeckKana HeBpomnaTMA Ha CTagun pas-
BEPHYTbIX KIIMHMYECKNX MPOABNEHUN Npu HacnepcT-

BEHHbIX MOTOCEHCOPHbIX MONIMHEBPONATUAX BbiABNEHA
y 13 nauuneHToB (22,6 %), cpefHWA BO3pacT COCTaBW
13,4 £0,8 nert.

CoyeTaHHbIV TMMN NOpa)keHnA (MnennHoakcoHonaTusA)
Ha CTaguun pa3BepPHYTbIX KNNHMUYECKUX MPOABAEHU Npn
HacneaCTBEHHbBIX MOTOCEHCOPHbIX MOIMHEBPONATMAX Bbl-
ABneHa y 23 petenr (54,7 %), cpenHUn BO3pacT COCTaBW
12,5+ 1,2, cpegHuin HTepBan BPeMeHn OT CTaAMM Hayanb-
HbIX NPOABAEHUN JO CTaAUN Pa3BEPHYTbIX KINHNYECKNX
nposasneHun coctasun 4,3 +1,1.

NaeHTnudukauma BoBIeYeHHOCTU MUENINHA UAN aKCOHA
HEePBHOTO BOJIOKHA Ha Pa3/iIMYHbIX CTagmaAx 6onesHu npm
HMCI no gaHHbIm 6a3uicHolt SMI 1 SMI-MOHUTOPUHTa
NOCNYXUJI0 OCHOBAHVEM K CefIeKTUBHOro nofbopy naTo-
reHeTUYeCKn HarnpaBleHHOrOo leYyeHus.

Mpn mnennHonatnyeckom BapuaHte HMCI1 Ha3Ha-
Yyanu aHTUTUMOKCAHTbl, aHTUOKCUAAHTBI: MUSIbraMma
(npeumyLLecTBOM JaHHOrO Npenapara ABAAETCA Hanuume
XunpopacTBopumoro 6eHdpoTnammnHa, 6arogapsa NoasspHoOM
docdaTHOM rpynne ogHMM 13 CBONCTB GeHpOTUaMUMHa
ABNAETCA ero BblCOKad 6MOQOCTYNHOCTb MO CPaBHEHUIO
C BOLOPACTBOPVMbIMU COeAUHEHUAMUN TUAMMHA). Mo paH-
HbIM K. Schreeb (1997) 6eHdoTMaMMH yU4acTBYeT B Kftoue-
BbIX NMpoueccax KNeTouyHowm 6rosHepreTMkn, BbiCTynaeT
KodepmeHTOM psaga GepMeHTOB, aCCOLMMPOBAHHbIX C yrie-
BOAHbIM 1 0efIKOBbIM 0OMeHOM, ynyudlasa Tpoduryeckme
bYHKLMN HEPBHOTO BOSIOKHA M MUENMHOBOW 060NTI0UKU.

MNpenapaTt Ha3Havyanu geTam B Bo3pacTe 5—7 neT no
1 ap. 1 p/a — 3 mec; 8—10 net — 1 ap 2 p/g — 3 mec,,
ctapwe 10 netr —no 1 ap. 3 p/g — 3 mec.
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Mo oKoHYaHWK Nprema MunbraMmbl ¢ 6eHPOTUaMUHOM
Ha3Hayanu HenmponenTnaAbl — KOPTEKCUH, NpOoTeonmMTnYeC-
KaA nenTugHaa ¢pakuma KOTOPOro HemoCcpeacTBEHHO
yuyacTBYeT B KJIIOUEBbIX peaKkLmax 6enKoBoro Metabonnsma
B HEPBHbIX BOJIOKHAX, YCUNMBasA penapaTusBHblie NpoLecchl.
MNpenapaT Ha3Hayanu B Bo3pacTte 3—5 fieT no 5 Mr B/m
Ne 10, B Bo3pacte 5—10 net — 10 mr 8/m N2 10, c nocne-
AYOLWNM NepexoaoM Ha SHAOHA3asbHbIN Npruem ceMakca
0,1 %, ABNALWErocs CMHTETUYECKM NONUNenTuaom (aHa-
nor ¢parmeHta AKTI 4-10, copep»aLiero 7 ammHOKKUCIOT
B L-dopme), BbICTynatoLero npomexxyTouHbiM Cy6cTpaTom
afanTUBHbIX N3MEHEHUN KNeTOYHOro Metabonnsma, yBe-
nnuymBaa obpasoBaHue UUKNo-AMP, noBbllwas ypoBeHb
MOHOAMMHOB 1 YCUBAA aLeTUAXONNHICTEPA3HYIO aKTUB-
HocTb. Cemakc 0,1 % Ha3Hayanm B Bo3pacTte 3—5 neT no
2—3 Kannv 3HAOHa3aNbHoO, nocne 5 netT — no 4—~6 Kanenb
B KaxKAbln HocoBom xod. Kypc 30 gHen.

Mpwn BbIABNEHNN aKCOHOMATMUYECKOro NnopaxeHus
npu HMCI Ha3Hayann xonuHepruyeckne npenaparbl:
WHIMOUTOPbI aLeTUNXONNHICTepasbl — HeNpPOMUANH
0,5 % pacTBOp — OCHOBa CreKTpa papmaKkosornyeckom
AKTMBHOCTY HepomuamnHa obycnosneHa 6Monornyeckm
BbIFOAHON KOMOMHaUMen ABYX MONEKYNApPHbIX dbdek-
TOB — 6110KaAa KanneBow NpoHMLaeMocT 1 obpaTtumoe
MHIMbMpoBaHMe XonnmHaCcTepasbl. BnnAa Ha Bce 3BeHbA
B Lienu MpoLieccoB CMHamnca akcoHa, obecneynBaeT npo-
BefieHVe BO3OyXOeHUA Mo nepupepryecknm HepBam.
HasHauatoT npenapat no 0,1 M/Ha rof *kn3Hu pebeHka B/m
N 10, c JanbHeNWM Nepexofom Ha NepopanbHbIf Npu-
em B BuAae Tabnetok no 20 Mr B cyiefyoLnx 4O3NPOBKaAX:
B Bo3pacte 1—5 net — 5—10 mr 2 p/g, 5—12 net — no
10 mr 2—3 p/p — 3 mec.

B coueTaHun C HEMPOMMANHOM Ha3HAYaNn LepPakCoH:
JelnicTByiolee BelWweCcTBO — LUTUKOJNH, Y4aCTBYOLWMNIA
B OMOCUHTE3e CTPYKTypHOro dochonunmuga HeMpoHHOM
MebpaHbl, CTabuUnM3npya 1 BoccTaHaBnMBas eé. HazHayanu
npenapar B BMAe CycrneH3nu B Bo3pacte 3—5netno 1 mn
3 p/p, 5—8 net —no 2 mn 3 p/a. Kypc — 2 mecaua. Nocne
10 neT — pacTBOp LepakcoHa no 500 mr B/m N2 10 ¢ ganb-
HeNLWMM Nepexoom Ha NepopanbHbIA Npuem

Mpwn coyeTtaHHOM (MMeNNHOAKCOHOMATNUYECKOM)
BapuaHte HMCI Ha3Hayanu KombuHaLuo npenapaTos:
XONMHEePrnyeckoro AencTBuA + CpeacTBa, yyacTByolwme
B K/1I0UYEBbIX 3BEHbAX KNEeTOYHOro meTabonusma.

Ha ctapmn pa3BepHyTbIX KIVMHUYECKUX NPOABNEHWN,
B CBA3U C pPa3BUTMEM rMnoTpodum MbiwL, feHepBaLNOH-
HOro XxapakTepa, B T. Y. nogreepxaeHHon SHMI (Hannumne
6YpPHOI CNOHTAHHOWN aKTMBHOCTU B BUAe NMOTEHLManoB
bdbunbpunnauunm), Kypcamm HasHayanm akToNnpPOTEKTOPHYHO,
MeTabonunueckyto Tepanunio — KapHuanb 20 %. Bxogawun
B €ro COCTaB KapHUTUH ABNAAeTCA KOGaKTOPOM BHYTpPU-
knetouyHoro nyna CoASH (kosH3uma A) o gaHHbIM
Strickland K. C. (2010) Ko3H3um A accoumnpoBaH ¢ 610-
XUMUYECKUMU npoLeccammn obpa3oBaHma 1 Aerpagaunm
XUPHBIX KNCNOT, cTeponos, ¢pochonnnuaos, CUHTese
aueTUNXoNMHa, NPMHMMAET yyacTue B npoLeccax katabo-
NIN3Ma OpraHUYeCKnxX KUCNOT, KCEHOBMOTMKOB. Ha3HauatoT
npenapart nepopanbHo 3a 30 MUHYT A0 efbl (AONONHMU-
TenbHO pa3baBnAlT COKOM), Ha3Hayanu B gose 0,5 mn/
Kr/cyTkmn (100 mr/kr/cyTku) B TedyeHue 3 mecaues, ganee
nepepbiB 2 Mec, Kypc NOBTOPANN).

MepopanbHbI Nprem KapHU3AA YepeayoT C MPUemMom
cTuMona (Ha3HauyeHune faHHOro npenapata 6a3nMpoBanochb

Ha COBPEMEHHbIX NpeacTaBfeHnAX 06 OCHOBHbIX 3Be-
HbAX MaTOreHesa «MaTo/IorMYeckoro MeTabonyeckoro
Kackafa» npu HEPBHO-MblLIEYHbIX 3ab60neBaHUAX: Npu
HeJoCTaTKe KMCnopoaa OKMCeHne nupyBaTa npekpatya-
€TCA, YTO NPUBOAUT K HAKOMIIEHMIO MOJTIOYHOW KUCOTbI
1 aunpgosy, B pesynbrate NPOUCXOAUT «napannyy» 3Hep-
reTuyeckux NpoLeccoB Knetkn. B atonm cBA3n y gerten
C HEMPOMbILLEYHOWM NaTONIOTMeNn MblilleYyHOe BOJIOKHO
He CMnocobHO NoaaepXnBaTh MbllEYHOE COKpalleHue
3a/1aHHON UHTEHCUBHOCTU. N36bITOYUHOE KONMYECTBO
MOHOB aMMOHUSA, BNUAA Ha MeTabonmsm, CTUMynmpyet
rMneprHo3, uto ycyrybnaet ytomneHme. OCHOBHbIM NyTem
BblBeZleHNA aMMMaKa ABNAETCA CUHTE3 MOYEBMHbI B rena-
TouunTax. Jlobon bakTop, AENCTBYIOWMNI B HaNpaBneHnmn
00pa3oBaHMA MOYEBMHbI, YMEHbLUAET CTEMEHb YTOM-
NeHnA, CBA3aHHOTO C runepammoHnemmen. OCHOBHOe
BelecTBO, cogepxaljeeca B CTUMONe, — UUTPYSINHA
Manart BbICTyrnaeT B poniv MeTabonmyeckoro nocpefHuKa,
nomMoratoLiero 060N T aMmmuaYHbIN 611I0K OKUCITUTENTBHOTO
nyTN N OFPAHNYNTb HAKOMJIEHNE MOJIOYHOW KUCIOTbI NO-
CpefCcTBOM NepeopureHTaunn ee B CTOPOHY FIOKOHeore-
He3a (TakyMM BellecTBOM ABAAETCA Manat), a LUTPYInH
CNoco6CTBYET YCKOPEHMIO fAaHHOTO LKA U BbiBeAEHUIO
aMmMmumaka [6].

CTumMmon npuMeHAnNca HaMn B BUAE NMUTbEBOrO pac-
TBOpa B cnefyllmnx gosnposkKax: 2—>5 net — no 100 mr
(1/2 nakeTtuka) 2 p/cyt, 5—12 net — no 200 mr (1 nakeTunK)
2 p/cyT, cTapwe 12 net — no 200 mr (1 nakeTuk) 3 p/cyT —
30 gHen Kypcamu (Kaxpgble 3 mecaua).

O¢$pPeKTUBHOCTb MaTOreHeTUYEeCKN HanpaBleHHOrO
NneyeHnA Ha OCHOBAHWUM pPaHHeN MaeHTUGUKaLMM Mmenu-
HO- 1 aKCOHOMaTUKM Ha pa3nnyHbix ctagnax HMCI oueHu-
BajiN Ha OCHOBAHWM 4-NeTHero KaTamHesa HabnaeHuA
B OCHOBHOW rpynne v rpynne cpaBHeHus.

OcHoBHasa rpynna — 50 getent ¢ HMCI1 (13 Hux 25 ge-
Ten ¢ HMCI 1 tuna, 11 peten ¢ HMCIT 2 Tuna, 14 peten
¢ HMCT X Tmna; gnarHo3 yCTaHOBJ/IEH HA PaHHMX CTaguAx
3abonesaHus (1,3 £ 0,8 ropa). [leTn N3 OCHOBHOW rpynnbl
HaxoAUNNCb MOA HaWUM HabnogeHneM, perynapHo npo-
XOAWAN KypCbl peabunmtaunoHHoro neyexHus B LleHTpe,
nofyyanu naTtoreHeTUYeCKN HanpaBJieHHOe feyeHne
C YUYETOM BbIABMIEHHbIX MAaTOGN3NONOTMUYECKNX HapylLue-
HUW NO JaHHbIM MOHUTOPWHra DMl (MrenuHonaTtua, ak-
COHOMAaTUA, MUENTMHOAKCOHOMATUA, MbllleYyHble aTpodun
JeHepBaLMOHHOIO XapakKTepa).

lpynna cpaBHeHua — 30 getenn ¢ HMCI1 (13 Hux
14 petenn c HMCI 1 Tuna, 9 petenn c HMCI 2 Tuna, 7 peten
¢ HMCIM X t1na). leTn u3 KOHCynbTaTUBHOIO Npuema, gna-
rHO3 yCTaHOBJIEH B cpefHeM yepes 2,7 + 0,6 roga OT Ha-
Yyana 3aboneBaHnA, N3 aHaMHe3a N3BECTHO: eTN Kypcamu
nosiyyanv obWenprHATY0 Tepanuio.

Pe3synbTaTbl 4-neTHero KatamHesa HabnwoaeHus
B OCHOBHOU U rpynne cpaBHeHWA npeAcTaBfieHbl B Tab-
nvue 9.

Pe3ynbTaTbl 4-neTHero KatamHesa oTpa)atT 6onee
MArkKoe TeyeHue naTonormyeckoro npouecca B OCHOB-
HoOl rpynmne (MCxoAA M3 CyMMapHoro 6anna no wkane
HEeBPONaTUYECKNX HAPYLLUEHUI N MO OCHOBHbIM 3N1€KTPO-
HellpoMunorpaduryeckmm nokasaTensam) No CpaBHEHUIO
C rpynnon cpaBHEHUA.

MonyyeHHble AaHHbIe NCCefoBaHNA fann HaM OCHO-
BaHVe KOHCTaTMPOBaTb 3aMefJfieHe MaToNornyeckoro
npouecca npu HMCI B oOCHOBHOWM rpynne.
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Tabnuya 9
Pe3ynbraTtbl 4-neTHero kKatamHe3sa HabJloeHVA B OCHOBHOW rpymnne 1 B rpynmne cpaBHeHUs
OCHOBHAA IPYMMA n =50 IPYMMNA CPABHEHUA n =14
NMOKA3ATENN HOPMA
Py HMCM 1 tun | HMCN 2 tun | HMCN X tun | HMCM 1 tvn | HMCM 2 tvin | HMCI X tun
n=24,p, n=16,p; n=12,ps n=6,p, n=3,p, n=>5,pg
CymmapHbIin 6ann no aganTMpoBaH- 0 10,02+0,55({12,19+0,43|1493+0,45|12,63+0,98|1558+0,29| 16,7 +0,48
HOW LWKane OLeHKM HeBPOnaTUyecKmnx p < 0,05 p<0,01 p < 0,05
HapyweHui (no NIS LL)
CkopocCTb NpoBeAeHMA NMMybca No 50 104+ 2,8 38,8+49 3,2+0,9 6,1+0,2 234+1,2 1,8+0,1
MOTOPHbIM BONOKHaM, M/C, (49,8 £0,6) p<0,01 p < 0,05 p < 0,01 p<0,05 p<0,01 p < 0,05
n. tibialis (bapansH,
CkBOpLIOB)
AmnnuTyga M-oTBeTa, MB >3,5 23+04 0,06 +0,01 | 0,04 +0,03 1,5+0,1 0,04 +£0,01 | 0,03 +0,01
n. tibialis (555+1,1) p < 0,05 p < 0,01 p < 0,01 p<0,05 p<0,01 p> 0,05
(Kernahan)
CKopoCTb NpoBefieHNA NMMynbca 32 m/c 39+02 |251+007| 2,15+£0,5 23+0,3 143+£0,3 ABS
MO CEHCOPHbIM BOJIOKHaM, M/C (35,2+3,6) P<0,01 p < 0,05 p < 0,01 p<0,01 p<0,01
— n. plantaris medianus (KUMQ)
AmMnNnnTyfAa CEHCOPHOTro OTBeTa, MKB > 10 7,1+0,02 | 0,03+0,01 | 0,02+0,01 4,3+0,1 0,01 £0,01 ABS
— n. plantaris medianus (149+4,) p<0,01 p<0,01 p<0,01 p<0,01 p<0,01
(Kaplan et al.)
OnutenbHocTb MAE (NnoBblweHne, % 0+12 825+6,1 | 136,2+£5,1 161+3,5 | 1093+£23 | 1583+4,2| 182427
m. tibialis anterior (B. M. TexT) p<0,01 p<0,01 p<0,01 p<0,01 p<0,01 p<0,01
Amnnutyga NAE, mB max — 1 2,21+£0,03 | 29+0,2 3,01+£0,1 | 2,72+0,22 | 3,32+0,07 | 3,28+0,04
m. tibialis anterior (0,74 +£0,21) p<0,01 p < 0,05 p <0,05 p<0,05 p<0,05 p<0,01
(B. Falck)
MoTeHumanbl Gubpunnaymm 0—abs 1,6+0,3 142+15 | 156+1,5 57+04 19+1,2 23,1+ 2,1
m. tibialis anterior (Robert, Oester) | p<0,01 p<0,01 p < 0,01 p<0,01 p<0,05 p<0,01
MonoxunTenbHble OCTPbie BOSHbI 0—abs 73+1,9 26,9+0,8 28,7+ 1,3 124+1,3 31,2+0,3 33,2+0,8
m. tibialis anterior (Robert, Oester) | p<0,01 p<0,01 p<0,01 p<0,05 p<0,01 p<0,05
Po—=P1 Po = P> Po—Ps3 P1-P2 P2~ Pa p3 - p6

Taknum 06pa3om, TulaTeslbHOe U3yyeHne napameTpoB
KnuHuyeckon SHMI, paHHAA AMarHOCTMKA W BblaeneHue
MUWENIMHO- N aKCOHOMATUM Ha pa3nnyHbIx ctaguax HMCI no
JaHHbIM 6a3KCHON 3neKTpoHenpommnorpadun 1 gnnTenb-
HOro OMI-MOHUTOPMHIA C YYETOM OCHOBHbIX KITMHNYECKNX
napameTpoB y 60nbHbix HMCI — ABnseTca ocHOBOW Ans
coBepLEHCTBOBAHNA CUCTEMDbI BblABIEHNA Ha Cy6KJ1I/IHI/I-
YyecKux cTagnax MOTOCEHCOPHbIX MOANHEBPONATUIA, ONTU-
MU3auun neyeHna 1 peabunutaumm ¢ UCNosib3oBaHNEM
COBPEMEHHbIX MaToreHeTUYeCKn HanpaBieHHbIX MefnKa-
MEHTO3HbIX CPefCTB.

lpuHowy uckpeHHo 610200apHOCMb MOEMY HAYY-
Homy pykogodumerto npogeccopy Esmywerko C. K. 3a co-
8MeCMHYI0 Kypauuto 60/16HbIX U MPAKMOBKY NOJTyYeHHbIX
pe3ynemamos
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M. P. Waiimyp3in
JloHeybkuli o6nacHuti oumsayuti KAiHiYHUU yeHmp
Helpopeabinimauii (M. JoHeybk)

Ocob6nuBocTi enekTpomiorpadiuHoro natepHy
Ha cTagii NoYaTKOBUX Ta PO3ropHYTUX KNiHiYHMX NPOABIB
npu cnagKoBUX MOTOCEHCOPHUX NoONiHeBpoNaTiAxX y Aiten

Y cTaTTi nogaHo cyyacHy MoandikoBaHy LWKany HeBponaTNnYHUX
nopylLueHb, WO A03BOJSIAE BU3HAYNTL CTYNiHb BaXXKOCTi i cTafito
naToONOriYHOro Npouecy y Aiter 3 CNagKoBUMN MOTOCEHCOPHUMM
noniHesponatiamu (CMCIM). Onucaxi ocobnueocti SMI-napameTpis
MI€NIHO-, Ta aKCOHONATIMN Ha CTafiAX MOYaTKOBUX Ta PO3rOPHYTUX
KNiHiYHMX nposnBiB y Aiten 3 CMCI. Ha nigcTasi KNiHiYHMX faHuX,
paHHbOI fiarHOCTUKN Ta BUABNEHHA MIENIHO-, aKCOHONaTIl Ta CMo-
nyyeHoro (MieniHOaKCoOHOMaTIA) ypa)keHHA 3anponoHoBaHi Moaundi-
KOBaHi CTaHAAPTM NaTOreHeTUYHO CNPAMOBAHOIO JliKyBaHHA AiTeln
3 CMCT1. HaBepeHi pe3ynbtati 4-piyHOro KaTamHesy CnocTepexeH-
HA B OCHOBHIN rpyni Ta rpyni nopiBHAHHA y Aiten 3 CMCII.

Knio4osi c/osa: cnapkoBi MOTOCEHCOPHI noniHeBponartii, Kii-
Hika, eneKkTpoHenpomiorpadia, NikyBaHHA.

M. R. Shaymurzin

Donets’k Regional Child Clinical Center of Neuroreabilitation
(Donets’k)

Electromyographic pattern on the stage of initial
and unfolded clinical manifestations at HMSN for children

The modern modified scale of neurological violations is pre-
sented in the article, that allows to define the measure of load and
stage of pathological process for children with hereditary motosen-
sory neuropathy (HMSN). Selection of data of EMG-description on
the stages of initial and unfolded clinical manifestations for children
with HMSN. On the basis of clinical information, early diagnostics
and exposure of demyelinating, axonal and demyelinating + axonal
denervation defeats are offered the modified standards of the noso-
tropic directed treatment of children from HMSN. Presented results
4-years-old to the catamnesis of supervision in a basic group and
group of comparison for children with HMSN.

Key words: HMSN, clinic, EMG, treatment.

YKPATHCBbKU BICHUK MCUXOHEBPOIOTII — Tom 20, Bun. 1(70)— 2012 33





