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PE3IOME

Llenb nccnepoBanma: paspabotatb anropuT™ KNMHUKO-3neKTpoHepommuorpacuyeckoii (AHMI) Tonuyeckoit AMArHOCTUKN CUHAPOMA MbllLEY-
Hoit runotoHuu (CMT) y neTell paHHero Bo3pacTa Ha OCHOBE PYTUHHOI anekTpomuorpacdum (AMI), cTaHgapTu3auum metoga uronbyatoit IMI
1 IMI-xapaKTepUCTUK COCTOSAHUA CynpacerMeHTapHbIX CTPYKTYP.

NM3aiH: cpaBHUTENbHOE NPOCNEKTUBHOE UCCNef0BaHNe.

Matepuanei u metoabl. MposefeHo knuHnko-IMI obcnepgoBanne 123 nauneHToB B Bo3pacTe oT 1 MecsAua Ao 3 net ¢ CMT pasnuyHoro reHesa.
[Ons Tonnyeckoit IHMI-gnarHoCTMKM MCNONb30BANNCh METOAbI MOBEPXHOCTHOM, UronbyaToit IMI, n3MepeHns CKOpPOCTM NpoBefeHUs UMNybca
N0 MOTOPHbIM U CEHCOPHbIM BONIOKHAM nepudepuyecknx HepBOB BEPXHUX U HUKHUX KOHEYHOCTe, F-BOMHBI, PUTMUYECKON CTUMYNALUN.
Pe3ynbrartbl. /13yyeHa BO3MOXHOCTb XapaKTePUCTUKM CynpacerMmeHTapHbIX HapyLeHWid C NOMOLLbI0 NOKa3aTens MOHOMOP(HOCTU F-BOAHbI, MUO-
TaTuyeckoro pedekca, aMnanTyAbl NPOM3BOLHON MblEYHON akTUBHOCTHU. [peanoxeH knnHUKo-IHMI anroputm Ans TONMYECKON [UArHOCTUKM
CMT v anropuTm BbiNoNHeHWs uronbyatoit IMI y feTeil, N03BONMBLIME NOBLICUTL UH(DOPMATUBHOCTL AuarHocTuku CMI fo 90-100%. PaspabotaH
JINHEHbIA anropuTmM npoBefeHns uronsbyaton IMI y peteit ana auddeperHumnansHon guarHoctnkn CMI MUOreHHOTO U LEeHTPaNbHOTO reHesa.
3aknioueHue. MonyyeHHble pe3ynbTaThl CBULETENLCTBYIOT O BbICOKOMN 3thtekTuBHOCTU fuddepeHymnanbHoit IHMI-guarHoctnku CMI Ha ocHoBe
MCNOJb30BaHUA NPEANOXEHHbIX aNTOPUTMOB 1 NMOKa3aTeseit COCTOAHUA CynpacermeHTapHbIX CTPYKTYP.

Kntoyesbie cnosa: HepBHO-MbIlWeYHble GONE3HM, CUHAPOM MbIWEYHOI TMNOTOHUM, 3NEKTPOHEeipoMuorpadus, anroputM AUArHoCTUKM, AeTU
paHHero Bo3pacra.
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ABSTRACT

Study Objective: To develop a clinical electroneuromyography (ENMG) protocol based on routine electromyography (EMG), standardization of
needle EMG, and EMG parameters of the suprasegmental structures, for localization diagnosis of hypotonia syndrome (HS) in young children.
Study Design: This was a comparative prospective study.

Materials and Methods: One hundred and twenty-three patients, aged 1 month to 3 years, with HS of various origin underwent clinical
examination and EMG. The following techniques were used for localization diagnosis by ENMG: surface EMG, needle EMG, measurement
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stimulation.

of nerve conduction velocity in peripheral motor and sensory nerves in the upper and lower limbs, F-wave measurement, and rhythmic

Study Results: The authors evaluated the possibility of describing suprasegmental disorders using the following parameters: F-wave
monomorphism, myotatic reflex, and amplitude of voluntary muscular contractions. They proposed a clinical ENMG protocol for localization
diagnosis of HS and a pediatric protocol for needle EMG; these approaches increased the rate of detecting HS up to 90-100%. They also
developed a pediatric linear protocol for needle EMG to differentiate between myogenic and central HS.

Conclusion: The study results demonstrated the high diagnostic value of ENMG-based differential diagnosis of HS, relying on the proposed
protocols and on parameters indicating the condition of the suprasegmental structures.

Keywords: neuromuscular disorders, hypotonia syndrome, electroneuromyography, diagnostic protocol, young children.
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BBEAEHUE

CuHapom mblweyHoit runotoHun (CMI) y peTeit rpyaHoro
M paHHero Bo3pacTa WMMEET pas3jiMyHbIi reHe3 U npepcTaBis-
eT TPYAHOCTU LA HO30J0rMYeckoi guarHoctuku. CMI Bxoant
B CTpyKTypy Gonee 100 pasinyHbix 3a60i€BaHUMN, €r0 OCHOB-
Hble KMHMYECKUEe MapKepbl HecneunduUHbl, a TeYeHUE U UCXOL,
BapuabenbHol. HaunHas ¢ 1900 r. B cepuu cTaTeit Bblgalowuii-
€A HemeLKui HeBponor lepman OnneHreiiM onucan coCTOAHUS,
HabnofaBLWMeCs Y AeTel paHHEro BO3pacTa, OCHOBHbIM CUMNTO-
MOM KOTOPbIX ABAANACH MblleYHas rMnoToHns [1].

C Tex nop onMcaHO MHOXECTBO 3aboneBaHwii, AeGTUPY-
IOLWMX CHUXEHWEM MBILEYHOrO TOHYCA, YTO [aN0 OCHOBaHWe
J.G. Greenfield u coaBT. B 1958 r. NpepioXuUTb TEPMUH KBSAJIbIA
pebeHok» (floppy baby) [2]. B 1969 r. V. Dubowitz npegnoxun
cUCTeMy KnaccuduKaumm MblleYHOR rMNOTOHUMU MO KNUHKUYEC-
KMM KpUTEpUAM C pa3fieNeHnem Ha fiBe rpynnbi:

® nepBas rpynna ¢ npeo6nagaHuemM napanuya C Mbllwey-
HOW TUNOTOHWEN, BKIOYAlOWAA pa3fnYHble NaToNOrUM
Ha CermMeHTapHOM ypoBHe (OT CMMHaNbHOW amnoTpotbum
BepnHura — loddmaHa 40 NpPOrpeccupyowmnx MblleYHbIX
auctpoduit);

e BTOpas rpynna ¢ npeobnafaHuem rUNOTOHUM C Mbilley-
HOM CNaboCTbIO; NATONOrUK, 0OYCNOBNEHHbIE PA3ANYHBIMM
3abonesaHuamu LIHC (B nepBylo ouepeab aToHUYECKU-
actatuyeckas dopma [LUM), coeanmHuTensHo TkaHm
U MeTabonnyeckuMmu Hapylwenusmu [3].

CnoxHoctb anarHoctukm CMI cBfizaHa C HanuuuMem pasnuy-
HbIX TONWUYECKM 00YCNIOBNEHHbIX BAapUAHTOB Pa3BUTUs. /I3BeCTHO,
yTo CMI MOXKET ObITb BbI3BaH MOPAXXeHMEM PAa3HOr0 YPOBHSA MOTOP-
HOM WHTErpauuu: Ha MblWEYHOM, CMHANTUYECKOM, HeBpanbHOM,
Ha YpPOBHe NepefHNX POroB CMMHHOTO MO3ra, a TaKXKe MopaXeHu-
em 6enoro BelecTBa roloBHOrO MO3ra U LiEHTPaNbHOTO MOTOHEN-
poHa. HapylweHue GyHKLUM Ha KAX[OM M3 3TUX YYaCTKOB HepB-
HO-MbILLEYHOTO NYTU MOXKET NPOABAATLCS NPYU psAae 3aboneBaHuii,
13 KOTOPbIX Hanbosnee 3HaYUMbIMU ABASIOTCSA CEMb rpymnn:

1) BpOXAEHHble MblleyHble AucTpothum;

2) BPOX/[EHHAs MUOTOHWYecKas auctpotdus 1-ro Tuna;

3) BPOX/[EHHblE KOHFeHUTabHble CTPYKTYPHbLIE MUOMATUK;

4) BPOXAEHHbIE MUACTEHUYECKNE CUHAPOMBI;

5) HacneACTBeHHble AeMUENUHNU3UPYIOLME MOTOPHO-CEHCOP-
Hble nonuHeiponatum (rpynna HacnefCTBeHHbIX MOTOP-
HO-CEHCOPHbIX HeiponaTwii ¢ 4e6I0TOM B paHHEM AETCKOM
Bo3pacre: noauHeiponatua Lapko — Mapn — Tyta 3-ro
T™Mna, uan cunppom fexepun — CoTTa; nonuHerponatus
Llapko — Mapwu — TyTa 4-ro Tuna, unu 6onesHs Pedcyma);

6) cnuHanbHble MblweyHble atpodun (CMA) 1-2-ro TNOB;

7) BPOX[EHHble HACNeACTBEHHble U NpUOOpeTeHHble 3ab0-
NIeBaHWUS TONOBHOMO MO3ra: BPOXAEHHble MOPOKW pa3Bu-
™M — cuHppom Xyb6epa, nuccaHuedanus, rononpo3aH-
uedanus, XpoMOCOMHble 060fe3HU; HaCNeACTBeHHble
6onesHn obMeHa — HapyleHue MeTabonu3Ma CNOXKHbIX
MOJIeKy/, HapyleHUe MpPOMEXYTOYHOTo MeTabonusma
M Haubonee 4acTo BCTPEYAIOWAACH TMMOKCUYECKU-ULIe-
Muyeckas sHuedanonatus c CMI.

ApceHan napakiMHUYECKUX BO3MOXHOCTEH AMArHoCTU-
kn CMI pa3nuuyHoro reHesa BKJIKOYAET METOLbl FeHETUYEeC-
KMX, OMOXMMUYECKUX, TUCTONOTUYECKUX, A TaKKE WHCTpY-
MEHTaNbHbIX WCCNEe0BaHUN, TaKUX Kak HelpoBuU3yanu3auus
u anektpoHeitpomuorpacus (AHMI). OgHako npu Tonuyecku
opueHTUpoBaHHON puarHoctuke CMI umeHHo metop IHMI
ABNsieTCA Haubonee TOYHbIM M YAOOHbLIM [N NPUMEHEHMUS.
Kpome poctaToyHo# [OCTYMHOCTM, ONEpaTUBHOCTW, Mpenmy-
wectsa Muorpacmyeckoro Metoga — ero npsmas Hanpas-
JIEHHOCTb Ha BbISBNEHWE NOKaNW3auum nopaxeHus (Mblwua,
CMHanc, HepB, NepefHue pora CMUHHOTO MO3ra, fBUraTesibHble
LeHTpanbHble MPOBOAHMKM), @ TaKKe BO3MOXHOCTb OLEH-
KM  (YHKLMOHANBHOM aKTUBHOCTM MOPAXEHHON CTPYKTYpb
B COCTOSIHUM NMOKOSA M NPW aKTUBALUM.

HecmoTps Ha 3710, 3acektuBHocts IHMI B puarHoctuke
CTPYKTYPHbIX MUONATUIA MUMEET HEOJHO3HAYHYIO OLEHKY [4, 5],
4TO CHMXaeT pgoBepue K Muorpadum npu aucddepeHumanbHoi
pnarHoctuke CMI MMoreHHOro 1 LeHTpanbHoro reHesa. o paH-
HbIM aBTOPOB [4, 5], YyBcTBUTENbHOCTL IHMI B guMarHocTuke
CTPYKTYPHbIX MUONATUI y feTelt fo 2 net coctasnset 14%, yse-
nnynBasnch fo 75% y peteit B Bo3pacte ot 2 fo 9 net. OgHako
B onyGIMKOBaHHbIX MaTepuanax He CKNafbiBaeTCs NosHas Kap-
TWHa BepudUKaLMU 3TUX BbIBOLOB, YTO TpebyeT AanbHeilwero
HayyHoro noucka ocobeHHocteit IHMI-uccnepoBaHmil y naym-
€HTOB CO CTPYKTYPHbIMU MUONATUAMM.

Kpome Toro, mo pAaHHbIM OTEYECTBEHHbIX U 3apybexHbIX
PYKOBOJCTB, BK/IlOYaA pyKOBOACTBA MO nepuatpuyeckon IHMT,
He pa3paboTaH pernameHT [LeTaNbHOro NPOBEAEHMA Urosibya-
Toli 3nekTpomuorpacduu (IMI), yto npegnonaraer pasnnyHble
KayecTBO M MH(OPMATUBHOCTb NONYYaeMblX Pa3HbIMU aBTOPAMK
IMT-paHHbIX. MMomMumo cnoxHocTn IHMI-uccnepnoBaHus CTpyk-
TYpHbIX Muonatuii, B auddepeHumansHoii guarHoctuke CMI
MMONATUYECKOTO W LieHTPANIbHOTO reHesa TakkKe CyLleCTBEeHHbI
HeAOCTaTOYHOCTb CBefleHMWIi B JOCTYNHON NUTepaType, BO3MOX-
HOCTW UCNONb30BaHNUA NO3UTUBHOW IHMI-anarHocTUKK cocTos-
HUA LEeHTPaNbHbIX [BUraTebHbIX MPOBOAHUKOB.

BmecTe c Tem Haww npefwecTsytolime nyGauKaumumu nokasa-
u, uto pag IHMT-nokasareneit, Takux kak H-pednekc, F-BonHa,
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MUOTaTUYeCKNiA pecnekc, MCnonb3yemble B OLEHKe nopaxe-
HUA MUPAMULHbIX NyTEeN y AeTel CO CnacTUYecKoW punnerunei
¥ remunapesamu, MOryT UCMOb30BaTbCA U B MO3UTUBHOW fuar-
HOCTUKE CKPbITbIX LLEHTPanbHbIX NOPaXeHNit HEPBHOW CUCTEMBI
¢ passutuem CMTI [6, 7].

OpHaKo paxe Hanuyue [OCTATOYHOMO KOANYECTBA 3HAYMMBIX
JIHMT-nokasarteneii Ha ocHoBe pspa JHMI-meTonuK He MoxeT
ObITh 3a0r0M ycnexa B guddepeHunansHoi guartoctuke CMI,
€CNM OTCYTCTBYET ONTUMANbHbIN NYTb HANPABAEHHOTO U NOCIEA0-
BaTe/IbHOrO UX MCMOJIb30BaHMA MO KOHKPETHOMY anroputmy [8].
B noctynHoit nuTepatype npeAcTaBieHbl pa3uyHbIe anropuTMbl
KNMHUKO-NabopaTopHoil AuarHocTuku 3abonesanuin ¢ CMI [9,
10], KoTOpble BKIOYAIT KPUTEPUM, OCHOBAHHbIE HA KIWHWUYeC-
KMX MeTofax AMArHOoCTUKU MaTepu U pebeHKa, reHeTUYECKMX,
6roxMMUYecKux, ructonorndeckux, MPT, JHMI-meTopax. Ho n B
0TeYeCcTBEHHOM, U B MHOCTPAHHOI nuTepatype cneunduyeckue
KnuHUKo-IHMT anroputmsl gnarHoctuku CMI oTcyTcTBY!IOT.

Llenb wuccnepoBaHua: paspabotatb anroputM KIMHUKO-
IHMT Tonnuyeckon guarHoctukn CMIy feTeit paHHero Bo3pacTa
Ha OCHOBe pyTWHHOI 3MI, cTaHAapTM3auuM MeTofa WUronbya-
101 IMI 1 IMI-xapaKTePUCTUK COCTOAHUA CynpacerMeHTapHbIX

ctpyktyp LHC.

MATEPUAJIbI U METOLlbl

06cnepfoBaHbl 123 pebeHka B Bo3pacTe oT 1 mecaua fo 3 net
(64 manbuuka, 59 pesouyek) ¢ 2010 no 2017 r. ¢ AuMarHo3om
CMI, 3apepxku MoTOopHOro pa3BuTuA. lMauueHTsl obcnefoBa-
JUCb B pamMKax NeyebHO-ANArHOCTUYECKOro npouecca B Meau-
LMHCKOM LieHTpe «Heitpomepny, r. Maxaukanel (maBHblil Bpay —
leibatoBa JI.[.), mepuuuHckom ueHTpe «ABepcy» r. CaHKT-
MeTepbypra (aupektop — CopokuH M.B.).

B nccneposaHme BknloYanu aetei B Bo3pacte 40 3 feT C Ku-
Huyeckum CMTI, umeBLIMX 3afiepKKYy MOTOPHOrO pa3BuUTUA Ha 3-6
MecsLLEB, CO CHUXEHUEM U/ OTCYTCTBUEM CYXOXMUIbHbIX petnek-
coB. Kputepuu ucknioueHus: Bo3pacT cTaplle 3 fieT, Haauyue B
aHaMHe3e nepuHaTabHbIX M NOCTHATaNbHbIX TPaBM nepudepuyec-
KO/ HEpBHOI CUCTeMb, 3a6071€BaHNIt U TPAaBM FOIOBHOMO MO3ra.

Mo aaHHbIM pa3paboTaHHOro anropuTMmU3NpoBaHHoro IHMI-
nccnenoBaHua y 6onbHbix CMI ¢ ycTaHOBNEHHOI NoKanu3aumeit
nepBUYHO-MblWeYHOro nopaxenua u CMI LeHTpanbHOro reHesa
yepes 2,5-4 ropa npoBoAMNach NpocneKTUBHas BepuuKaums
LMarHo3a Ha 0CHOBe AMHAMMUKM KIMHUYECKON KapTUHbI 3abone-
BaHus, IHMI-gaHHbIX NMOBTOPHOrO 06CIEA0BAHMSA, reHeTUYeC-
Ko#, buoxummyeckoin U MPT-guarHocTuKu.

Knunuyeckas guarnoctuka CMI ocHoBbIBanach Ha M3MeHe-
HUM No3bl pebeHKa C poTauueil Geaep KHapyXu B MONOXKEHUM
flexxa Ha CMuHe, 3aNpPOKMAbIBAHUN TON0BbLI Ha3af Npu Tpakuum
3a PYKMW, HA HAIMYMM CUMNTOMA KBAJBIX» HALMAEYMIA NpU yaep-
aHUN 33 NOAMBIWKKU; U3MeHeHU pecdnekTopHOoN ctepbl (CHU-
JKEHWUEe UMW OTCYTCTBUE CYXOXWUJbHbIX PedieKCcoB); Ha HU3KOM
MbIWEYHOM TOHYCe (CHUXEHWE COMPOTUBNEHWUS NPU NACCUBHOM
LBWXEHWUU KOHEYHOCTeN, ApABNOCTb MbIWL), CHUKEHWUU CUABI.

JlabopaTopHble WCCNEROBaHUA BKIIOYAIU  OUOXMMUYECKUIA
aHanu3 Kposu (kpeatuHdocthokuHasza, ANT, ACT). IHMI nposo-
LMNM HA ABYX- M YeTblpexKaHaNbHOM 3neKTpomuorpadax hupmbl
«Heitpocod» 1 NATMKaHaNbHOM 3nekTpoMuorpace «HeidpomMman»
thupmbl «Mepnkom MT[», comacHo pekomeHaaumam [11].

MeTogom n3mepeHus ckopocTu nposegeHus umnynsca (CMI)
MO MOTOPHbIM M CEHCOPHbIM BOIOKHAM Nepudepnyecknx HepBoB
BEPXHUX W HUXHUX KOHEYHOCTEN WCCNef0Bann CpeAnHHbIe
JIOKTEBbIE M Manobepuosble Hepsbl, M-otBer musculus biceps
brachii w m. rectus femoris; HepBHO-MbILEYHYIO NPOBOAUMOCTb
s m. abductor digiti minimi ¢ oueHKON Hann4uns GeHoMeHOB

LeKpeMeHTa U WHKpemeHTa; F-BOMHY Ha cTumynauuio nervus
tibialis c pacyetom npoueHTa MoHoMopthHocTH F-BonH (MM-Ftib),
T. €. OTHOLWeHWA yncna F-BonH MAeHTUYHON hopMbI K YMCTy BCEX
3apernucTpupoBaHHbIX F-BosH.

Metopgom nosepxHocTHon 3IMI peructpuposanu amnauTy-
Ay NPOU3BONLHOI aKTUBHOCTU m. rectus femoris, m. extensor
digitorum brevis ¢ pacyeToM OTHOLWEHWA WX aMnauTyA.
MOBEPXHOCTHBIMW ~ 3NEKTPOAAMW  TaKXe  PerucTpupoBanu
peakuMio MbllLbl Ha NAacCMBHOE PacTAXeHWe CO CKOPOCTbIO
60 yrnoBbIX rpaflycoB B 1 ceKyHAY — MUOTATUYECKMit pednekc
¢ m. gastrocnemius — C BU3yabHOIi OLLEHKOI U pacyeTom Cpes-
HEero 3HaYeHus aMnauTyabl 5 3aAN0B aKTUBHOCTK [6].

MeTogom wuronbyatoit IMI uccnegosanu m. biceps brachii,
m. vastus lateralis, m. tibialis anterior c peructpauuei nHtepde-
PEHLMOHHOrO NaTTEPHA, CMOHTAHHO aKTUBHOCTU (MOTEHLMAN0oB
bUOPUNNALMIA, NONOKUTENBHBIX OCTPbIX BOJH, MUOTOHUYECKUX
pa3psAoB, noTeHuuanoB Gacuukynaumii U ap.), NoTeHLUManoB
peuratensHoix eguuuy, (MAE) ¢ pacyeTom npoueHTa Menkopas-
MepHbIX noandasHeix («muonatnyeckux») MIE. MoporoBbim
KpUTEPUEM HANMYUA MUOMATUYECKUX U3MEHEHMII MbIWL Y NaLK-
€HTa ABNANCSA YPOBEHb HANNYNA MENKOPA3MepHbIX NONUDa3HbIX
MAE Gonee 15% 6onee Yem B ABYX MbILILAX, BKIKOYAS BEPXHUE
1 HUXHUE KOHEYHOCTH.

PE3VNbTATbHI

Mo paHHbIM IHMT-uccnegoBaHus, BCe NALMEHTHI pa3fennanch
Ha ceMb rpynn, XxapakTepucTKa KOTOPbIX N0 BO3PacTy U Bepu-
(h1KalumMn anarHo3oB NpeAcTaBneHa B mabsauye.

Bepudmkaums TMna HepBHO-MbIWEYHOrO NOPAXEHUs MOKa3a-
713, YTO WCMoNnb30BaHWe pa3paboTaHHOW METOLOOTMM MOMOoraeT
J0OUTLCA BbLICOKOIM ToyHocTM IHMI-guarHoctukn CMI — 95,1%
(90-100%). YcoBepLueHcTBoBaHHas IHMI-guarHocTka CMI no3so-
una chopMUpoBaTh U NPELNOXKMUTL A1 UCMONb30BaHUSA Pa3BeTBAsA-
IOLLMIACA anropuTM C NOLLAroBON AeTanu3aumeii (puc. 1).

HeobxonMMoCTb Takoro anroputma obycnoBfeHa OrpaHu-
YeHHbIM BpeMeHeM 06CiefloBaHUA [eTell paHHero BO3pacTa,
60/blWOM BapUaTUBHOCTbIO BbiGOpPa pyTUHHbIX IHMI-MeTOAMK,
WUPOKUM cneKTpoM 3aboneBaHuit geteit ¢ CMI, npu KoTopbIx
JHMI-nokasatennm uMeT PpasHyl WHGPOPMATUBHYIO 3HAYM-
MOCTb. [lonofHWTENbHO ANs NpoBefeHus TuwarensHoro IMI-
06cnefoBaHUA WUrobyYaTbiM 31E€KTPOLOM AeTeil C AWUArHOCTM-
Yecku Hanbosee CNOXHOM CTPYKTYPHOI MuonaTueit paspaboTaH
M NpepoXeH NWUHENHbI anropuTM BCMOMOTraTenbHOro Tuna,
KOTOpbIM JOMONHSAETCA HAa ONpeAeneHHOM 3Tane obuyuit anro-
put™M KnuHuko-IHMI guarHocTukm (puc. 2).

OcHoBHoO anroputm knuHuko-3HMI gnarHoCTMKKM nocTpoeH
Ha OCHOBe 3TanHblx GNOKOB, COCTOALMX M3 OMOPHOIO KpuTe-
pus (BapuaHT IHMI-mMeTOfMKM) M [MArHOCTMYECKOTO MoKasa-
Tens (3HayeHMss HOPMATMBHOMO MoKasaTess), Ha OCHOBE KOTO-
poro NpoucXoauT pasfeneHune obCcnefyeMblx Ha e UAU TpU
BapMaHTHble rpynnbl  (HOpMa/NaTonorus, KpynHble/Menkue
W Lp.) B XO4e NpuMeHeHWs ykazaHHoro suaa IHMI-metopnukm.
Ha ocHoBe nocnepymowwmx aHanorMyHo NOBTOPSIOLMXCS LWATOB
LMArHOCTMYeCKON AeTann3auuum OKOoHYaTeNbHO (hopMupyloTca
rpynnbl MO YPOBHAM JIOKaNM3aLMmu NOpaXeHns, KOTopble cormna-
CYIOTCS C COOTBETCTBYIOWMMN HO3010rMYECKUMI hOpMamMu.

IHMT-nccnefoBaHMe HaYMHAKT C OLEHKWM HEBPANbHOM Npo-
BoaumocT no kputeputo «CMW no ceHCOpHbIM BOAOKHAM,
CMW no MmoTopHbIM BOMOKHaM». [locTaToO4HO WCCNefoBaTh
CMW no MOTOPHBIM M CEHCOPHLIM BOMIOKHAM Mo Manobepuo-
BbIM HEpBaM C pasHblx cTopoH. CHuxeHue CMU go 5-15 m/c
OyLeT CBUAETENbCTBOBATb O HEBPANbHOM YPOBHE MOpaXeHUs
M, COOTBETCTBEHHO, O HANUYWU HACNELACTBEHHOW MOJWUHENpO-

22 | Doctor.Ru |

Neurology Psychiatry. Vol. 19, No. 9 (2020)



HEBPOAOTUA ||

Tabanrra / Table l

Crpykrypa HEPBHO-MBIIIIEYHOI'O IIOPAKEHUA Y ITAIIMEHTOB C CHHAPOMOM MbIiteunoii runnoronnu (CMT),
0 AAHHBIM dAEKTpOHelipoMuorpadpuu
Types of neuromuscular disorder in patients with hypotonia syndrome (HS), diagnosed by electroneuromyography

3aboneBaHus / Disorder Konuuectso Bo3spacr / Age Konuyectso BepnuLumpoBaHHbIX
60J1bHbIX / (min-max) cnyyaeB CMI npu puHamuyeckom
Number of Ha6noaeHun / Number of HS cases
patients, n (%) verified during observation, n (%)
BpoxpaeHHble MblweyHble guctpoduu / Congenital | 7 (5,7) 1-2,5r/1-2.5years | 7 (100,0)
muscular dystrophies
MwuoToHnYeckue guctpoduu / Myotonic dystrophies | 3 (2,4) 6 mec-15r/ 3 (100,0)
6 months — 1.5 years
BpoxpeHHble muonatuu / Congenital myopathies 30 (24,4) 10mec-3r1/ 27 (90,0)
10 months - 3 years
BpoxpaeHHble MUacCTEHUYECKNE CUHAPOMbI / 3 (2,4) 1-3 1/ 1-3 years 3 (100,0)
Congenital myasthenic syndromes
HacnepcteeHHble aeMuenuHusupyiowe MmotopHo- | 2 (1,7) 1-3 1/ 1-3 years 2 (100,0)
CeHCopHble noauHeponartum / Demyelinating
hereditary motor and sensory polyneuropathies
CnuHanbHble MblweyHble atpodun 1-2-ro Tunos / | 36 (29,3) lmec-3r/ 36 (100,0)
Spinal muscle atrophies, type 1 or 2 1 month - 3 years
LieHTpansHo obycnosnerHblii CMI / Central HS 42 (34,1) 6 mec—-3r/ 39 (92,8)
6 months — 3 years
Bcero / Total 123 (100,0) 1mec-3r/ 117 (95,1)
1 month - 3 years

natum (6onesuu lWapko — Mapu — Tyta 3-ro, 4-ro TMnos).
[lna Bcex ppyrux npegnonaraemblx BMA0B NaToa0rMM 3TOT NoOKa-
3aTenb byneT B Npefenax HOPMaTUBHbIX 3HAYEHUI C yYETOM BO3-
pacTHbIX MPOLECCOB MUENNHU3ALMN.

Cnepyowuit 610K MMeeT OMOPHbIN KPUTEPUIA «aMMANUTY-
Aa NPOKCMMANbHOTO MOTOPHOTO OTBEeTa» Ha OfHOW BepxHen
M OfHOM HWXKHEN KoHeyHocTax. Hambonee npoKCUManbHbIMU
MbIWLAMW, BOCTYMHBIMU AAf CTUMYNALMK, ABRAOTCA m. biceps
brachii v m. rectus femoris. MMHUManbHas aMNAMTYLA B HOPME —
6onee 1,3 MB nna m. biceps brachii v 6onee 3,1 MB ans rectus
femoris [12]. CHuXeHHble 3HaueHus M-0TBETOB OyAyT NaTorHo-
MOHWYHBI AnA nporpeccupyowero npoyecca — CMA uan muo-
LMCTPOUM C YyTPaTOit 3HAYMMOTO 06bEMA MbILIEYHON TKAHM.

Ons ux auddepeHumaumun B cnepyrouiem 610Ke [UArHOCTUKN
MCNONb3YeTCA ONOPHbIN KpuTepuii «pasmep MAE». KpynHble nonu-
ta3Hble MOE xapakTepHbl A1 nepefHeporoBoro npouecca u
obycnosneHbl CMA, Menkue — Ansi NepBUYHO-MbILIEYHOO Nopa-
KEHUA U 00YCNOBEHbI BPOXAEHHOI MbIWEYHO AUCTpOdDUEil.

Wcnonb3oBaHne Ha 3TOM 3Tane AOMNOJHMTENbHO BCMOMO-
rateNbHOro anroputma uronbyartoit IMI no3BonseT NOBbICUTHL
HaAEXHOCTb BbIABNEHUA MEPBUYHO-MBIWEYHOTO MOPaAXeHNs
npu Hanuuum 6onee 15% menkux nonucasHbix MIE.

MauneHTam ¢ HOPMaNbHLIMWU 3HAYEHUAMU AMMANTYAbI MPOK-
CMMaNbHOTO MOTOPHOrO OTBETA MPOBOAMUTCA [AMAFHOCTUKA C
OMOPHBLIM KpUTEPUEM «PUTMUYECKAA CTUMYNALMA» LN BblsiB-
NIeHUA BPOXAEHHbIX MUACTEHMYECKUX CUHAPOMOB. [lonyueHne
(heHOMeHa JekpemeHTa GyaeT xapaKTepu3oBaTb MOCTCMHAMTH-
YeCKUI MexaHW3M HapyleHWs HepBHO-MbIlEYHO! NPOBOAUMOC-
T, @ (heHOMEH WHKpEeMEeHTa — MNPecUHaNTUYeCKNU MexaHWu3Mm
HapyLleHMA HepBHO-MbILLIEYHOI MPOBOJMMOCTH, YTO COrnacyeTcs
C [IByMAl BapaHTaMn BPOXAEHHbIX MUACTEHNYECKUX CUHAPOMOB.

Y nauneHTOB C OTCYTCTBMEM (DEHOMEHOB AEKPEMEHTA U MHKPe-
MeHTa MPOBOAMTCA [MArHOCTUKA C OMOPHbBIM KpUTEpPUEM HanU-
YMA CNOHTAHHOW aKTMBHOCTK No uronbyatoin IMI. Peructpaums

MUOTOHWUYECKUX Pa3psagoB GyaeT NOKa3biBaTh HAapyLWeHHYI0 BO3-
GyaMMOCTb MUOLUTOB, XapaKTEPHYIO A5 BPOXKAEHHO! MUOTOHM-
yeckown puctpocuu.

Mpy OTCYTCTBMM CMNOHTAaHHOM AKTUBHOCTM MCNONb3YeTCA
onopHbIit kputepuit «pasmep MIAE». Hanuune 6onee 15% men-
kux MNOE 6e3 cnoHTaHHON aKTUBHOCTM XapaKTEpHO Afs Henpo-
rpeccupyiollero NepBUYHO-MbILIEYHOTO MOpPAXeHUs, 06yCIoB-
JIEHHOT0 BPOXAEHHOW Muonatuen. HapexHOCTb AMArHOCTUKU
obecneynBaeT MCMONb30BaHWE HAa 3TOM 3Tane BCMOMOraTesib-
HOro anroputMma nposegeHus wuronbyatoir IMI. HopmanbHble
3Hayenua MOE npu Hanuuuu MbIlWEYHON TFUNOTOHUW OyayT
XapaKTepHbl [ CynpacerMeHTapHoOM 0Kann3aLnm nopaxeHus
1 00yCNOBNEHbI LEEHTPANIbHOI MbILEYHOH TUMOTOHUEN.

Tak Kak Ha 3TOM 3Tane aAropuTMU3MPOBAHHON AWNArHOCTU-
KW rpynna LeHTpanbHO 06YCNOBNEHHOI MbILEYHON TUNOTOHUM
cchopMupoBaHa Ha OCHOBE TONbKO HEraTMBHOW AUArHOCTUKU
(McknioyeHns Apyrux BWUAOB NAToONAOrUM) [OMONHWUTENBHO ANs
MOBbIWEHNA HAAEXHOCTU NPOBOAMUTCA NOATBEPXAAIOLLEe NO3K-
TWBHOE TECTMPOBAHUE C NCMONb30BAHNEM TPEX OMOPHbIX KpUTe-
pueB: MuoTaTnyeckoro pediekca, Gopmbl F-BOHbLI M aMNAUTYABI
aKTUBHOCTU MPOKCUMANbHOM MbIWLbI rectus femoris.

MoBbllWeHMe 3HAaYeHUs MuoTaTuyeckoro pecdnekca (Bbllwe
100 mKB), Hanuune moHoMOpPGHOCTU F-BOMHBI MO MOKa3aTesnio
noBTOPAEMOCTU (> 46%) W BHICOKOTO OTHOCUTENBHOTO MOKa-
3aTens amnauTygbl MpPOM3BONBLHOIO HAaNpsXeHWs m. rectus
femoris (amnn. rectus femoris/amnn. extensor digitorum
brevis) (> 80%) ABAATCA NO3UTUBHLIMW MapKepamu cynpacer-
MEeHTPaHO I0Kann3aLnmn NopaxeHna 1, COOTBETCTBEHHO, LEHT-
panbHOM MblLWEYHOI r1MnoToHKUK [6, 7].

HopMmanbHble AN CHUXKEHHble 3HaYyeHMs 3TUX NoKasatenei
OymyT CTaBWUTb NOJ COMHEHWE Hanuyue LEeHTPanbHOW Mbilley-
HOW TUNOTOHMU. B Takux cnyyasx TpeOyeTcs BbINOJHEHWE B
nepeylo 0YepeAb [OMONHUTENbHOW, Gonee yrnybneHHoN Awar-
HOCTUKM Ha Hanuuue BPOXKAEHHOW MUONATUM: GUONCUU MbILIL,
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Fig. 1. An overall clinical electroneuromyography protocol for localization diagnosis of pediatric hypotonia syndrome
Note: MUAP= motor unit action potentials, SMA= spinal muscle atrophy, NCV" = nerve conduction velocity, CMT = Charcot-Marie-Tooth
disease, EMG= electromyography, ENMG = electronenromyography, BB = m. biceps brachii, EDB = m. extensor digitorum brevis, REF' =
‘Lw, rectus femoris, amp. = amplitude
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0l’ig. 2. Auxillary protocol for needle electromyography (EMG)

Puc. 2. BcmomorateAbHBIN aATOPHTM IIPOBEACHHA NTOABYATON dAeKTpomuorpacdun (OMI)

JTanbl BbINOAHEHUS uronbyatoi IMI / Steps of needle EMG

TakTuka BbinonHeHus uronbyaton IMI / How to perform needle EMG

Bbi6op MbiliLbI ANA NOBbILEHNA UHOPMaTMBHOCTM IMI-nccnenoBanmus / mm@»  WccnepoBaHme Mblliilibl CO CPeAHeil CTeneHbio Nopax)eHns / Examine

Choice of muscle to improve diagnostic value of EMG

l

06cnenoBaHne MaKCUManbHOro 06bema Mbililibl / Examination
of largest possible muscle volume

\

[nutensHas 3anuch aKTUBHOCTU B Pa3HbIX TOYKAX paccnabieHHom
Mblwwbl / Continuous recording at various sites in the relaxed muscle

\

Perucrpaums ctaHaapTU30BaHHbIX NOTEHLWANOB fiBUrATENbHbIX
epunuy, (NMAE) B pasHbix TouKax MbiwLpl / Recording of standardized
motor unit action potentials (MUAP) at various muscle sites

Perucrpauma makcuManbHO AAUTENbHbIX YYACTKOB CUIBHOTO
HanpsXeHWs MblLb AN aHaNN3a MHTephepeHLIMOHOro naTTepHa /
Recording of longest episodes of strong contraction to analyze the
interference pattern

reHeTUYeCcKoro TecTupoBaHus u nostopHoro IHMI uccneposa-
HUA B AMHaMuUKe ¢ oueHkoit MAE 6onbluero yncna mbli,.

MpoBepeHne uronbyatol IMI y peTeit paHHero Bo3pacta
ABNAETCA [OCTAaTOYHO TPYAHOW Npouenypoin u B page ciyvyaes
BbIHYXAEHHO COKpalwaeTcs no obvemy M BpemeHu. OCHOBHblE
orpaHuyeHns nonHoro obcneaoBaHUs — OTCYTCTBUE COMACo-
BaHHbIX CKOOMNEPUPOBAHHbIX [EiCTBMUII Bpaya u 60bHOrO, Npo-
TUBOfeiCTBME pebeHka 06Cef0BaHMI0, TPYAHOCTY B NOAAEPKA-
HUW paccnabneHHoro U [O3UPOBAHHOMO CNaboro HanpsKeHus
MbIWLbI, CO3[aHMe NALMEHTOM 3MOLMOHANIbHO HAMPSXeHHOW
atmocdepbl ANA ero poauTeneil 1 Bpava.

OpgHako, HecMOTpA Ha 3TO, NOJNHOLEHHOEe 3akfiloyeHue
0 HANUYMK MK OTCYTCTBUU CTPYKTYPHON MMONATUM NO pe3ybTa-
TaMm uronbyatoit IMI BO3MOXKHO NPU HAKOMIEHUN [LOCTAaTOYHOTO
konuyectsa MMJE c Hu3kum (MeHee 500 MKC) nokasaTtenem Bpe-
MEHW HApacTaHMs HEraTMBHOTO MWK, YTO, HECOMHEHHO, MOXET
OblTb  [JOCTUFHYTO MpWU  COOMIOAEHMN pernaMeHTUPOBaHHO
nocnefoBaTeNbHOCTY AeNCTBUIA. ITY 3afiavy pelaeT npepiarae-
Mblit anroputm uronbyatoin IMI ona feteil paHHero BO3pacTa,
copMUPOBaHHBI HAa 3MNUPUYECKON OCHOBE (CM. puc. 2).

Anroputm siBNSIETCA NUHENAHBIM U COCTOUT M3 NATU GOKOB-
3TanoB (CM. feTanu3auuio Ha pucyHke 2). BbinonHeHue Bcex
3TanoB anroputMa 3anucu uronbyartoin IMI no3Bonser B ganb-
Heliwem B pexxume off-line nposecTn KauyecTBeHHy 06pabdoT-
Ky IMI-paHHbIX M C BbICOKOW CTEneHblo BEepOATHOCTWU rOBO-
pUTb O HAAMYUW UAW OTCYTCTBUW MEPBUYHO-MbILEYHOFO YPOB-
HA NOpa)keHus.

HoBu3Ha nony4yeHHbIX [aHHbBIX 3aKNOYaeTca B NpefcTaB-
neHnn knuuuko-3IHMI anropuTma, no3Bonsiowero NpoBOAUTb
NepBUYHYIO TONUYECKM 06YCNOBNEHHYIO AMATHOCTUYECKYIO ANd-
tepeHymaumio CMTI Ha ocHose IHMI-o06cnenoBaHus, a B fanb-
HeWlWeM UCNOoNb30BaThb [Jpyrue MeToAbl [AMArHOCTUKM  Ans

-

a muscle with moderate disease

I'Ipm nepeMeLleHnn 3NeKTpoaa — NOUCK B MbllILE HE MeHee 7 TOYeK,
OoTBeYarWmnx ycnosuam CTaHﬂapTHOVI 3anucu NoKosa 1 HanpsxeHusa /
Move the electrode and find at least seven sites that meet the requirements for
standard recording at rest and during contraction

PEI'VICTpaLI,VIﬂ CMOHTAHHON aKTUBHOCTU MbILLLbl B nepuoj ee

- paccna6neHHocm He MeHee YeM B 4 TOYKaxX ANUTENbHOCTbIO He MeHee

3 ceKyHp, / Record spontaneous muscle activity during relaxation at a minimum
of four sites for at least three seconds

Peructpauus 20 MAE npu cnabom HanpsKeHuu unu B Hayane
1 B KOHL|E CUIbHOTO HAMNPAXEHUsA MblLLbl C HU3KUM NOKa3aTesem
BpeMeHN HapacTaHua HeratueHoro nuka (MJE c octpoBonHOBbIMK
BEPIIMHAMM, CONPOBOXAAIOLNECA BbICOKOYACTOTHLIMU 3BYKOBbIMU
paspsapamu) / Record 20 MUAPs during weak contraction or at the
beginning or end of an episode of strong contraction of a muscle with a short
negative-peak rise time (MUAP with spikes accompanied by high-frequency
sound discharges)

Pel’MCTpaLl,VIﬂ Npu MaKCMMasbHOM HanpAXeHUU MblLLbl 6onee

S 7 0fHOCEKYHAHBIX 3MOX MUOrpamMMbl / Record more than seven one-second

myogram periods during the strongest contraction

onpepeneHna 3TUONOTrNYECKOWM U HO3010TMYECKOM npuHapnex-
HOCTM 3a60/1eBaHusA.

OBCYXXQEHUE

Co3paHHbIn anroput™ KnMHUKo-IHMI guarnoctukn CMIy petei
B TeYEeHWe NoCnefHNX 4 NeT UCNoNb30BaHWA MOKa3as CBOK BbICO-
Kyto 3 HEKTUBHOCTb B AMATHOCTUYECKOI NpaKTUyeckoi pabo-
Te. OH 1aeT BO3MOXHOCTb Ha OCHOBE HEBGONbLIOrO YMCNA LAHHbIX
NPOBOAUTL MOJIHYIO TONMYECKN 00YyCNoBAEHHYIO AnUddhepeHLm-
anbHYI0 [MArHOCTUKY C BbI€NEHNEM NEPBUYHO-MbILEYHOO
VPOBHS, MOPAXEHNUA HEPBHO-MbILEYHOTO CUHANCa, HEBPAbHO-
ro, NepegHeporoBoro W cynpacerMeHTapHoro ypoBHen.

MpepnoxeHHble B XOAe HACTOAWEro WCCNefOBaHMA 3Tanbl
KNUMHUKO-IHMI fuarHOCTUKM C BKIIOYEHUEM B aNTOPUTM HOBbIX
JHMI-nokasateneit ans xapaKTepUCTUKU CynpacerMeHTapHbIX
HapyweHnin — muoTatuyeckoro pediekca, F-BonHbl, mpous-
BOJIbHOM MblILIEYHOW aKTUBHOCTW — NO3BOUAN COKPATUTb BPEMS
OMArHOCTUKM W TMOBLICUTb €€ HaAeXHOoCTb. Pa3paboTaHHbIi
LONONAHUTENbHBIA TMHENHbIN aNTOPUTM NPOBELEHUA UFONbYATON
JIMT y peTeit NO3BOAAET YNY4YWUTL KAYECTBO LMArHOCTUKM nep-
BUYHO-MbILIEYHOM NATONOrMN U OCOBEHHO CTPYKTYPHBIX MUIONA-
TUW, 4TO MOBbIIAET HAZEKHOCTb AndPepeHLManbHO auarHoc-
Tkn CMI MMOreHHOro U LieHTpanbHOro reHesa.

Hamu Takxe BbIpaGoTaHbl [UATHOCTUYECKME KPUTEPUM afjeK-
BaTHOM JHMI-MeTo KM, KOTOPbIE MOXKHO MCMNONb30BaTh AN KaX-
[Oro MatofiorMyeckoro YpoBHA MOPAXeHUA HEPBHO-MbILLEYHOMN
CUCTEMBI M OLEHMBATb NO PEKOMEHAYeMbIM NOKa3aTeNsm BapuaH-
Tbl AUXOTOMMYECKOTO U TPUXOTOMUYECKOTO AENEHUs Ha Tonuyec-
K1 06yCNOBNEHHbIE BMAbI NaTosoruu. HoBbiM 3N1eMEHTOM anro-
puTMa ABNAETCA UCMONb30BaHUE ANATHOCTUYECKMX NOKasartenei,
NOATBEPXKAAIOWMX MOPaXeHMe He TONbKO nepuctepuyeckoro,
HO M CynpacermeHTapHOro 3BeHa, oTpaxatowmux passutue CMI.
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3HaunmocTb npoBefieHNs auddepeHumanbHoit guarHoctuku CMI
1 Hanbonee YacTo BCTPEYAIOLLMXCA CTPYKTYPHBIX MUONATUIA 1 nepu-
HaTalbHOM TUMOKCUYECKU-MILEMUYECKON 3HLedanonatum oveHb
BbICOKA, 1 NPEA/IOKEHHbI HAMU aTOPUTM NPOBELEHMUS UFOJIbYATOM
3MI no3Bonun yBeAMYNUTb HALEXHOCTb WX AuddepeHuMauuu [o
90-100%, 4TO 3Ha4YuUTENbHO MpPEeBbIWAET MoKasatenu paja uccie-
L0BaHUi [4, 5] v cornacyeTcs ¢ gaHHbimu P. Hafner u coasr. [13].
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