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AHHOTALUSA

Beenenne. 3yuenne MeTaboan4ecKuX OCOOCHHOCTEN CKEIETHBIX MBIIIILL TAIUEHTOB C AETCKUM
nepeopansabiM mapanuaoMm (JILIT) mo3Bosmt ob6ocHOBath Hambosee 3()(PEKTUBHBICE METOBI
(bapMaKoJIOrH4ecKOi KOPPEKLUHU MATOXUMUYECKUX HapyIICHUH.

Heab. Ouennuth OMOXMMUUECKHE U3MeHEHus B M. gracilis y mereii co cnactuueckumu popmMamu
JILII mpu pa3HbIX YPOBHSX JIBUIATEIbHBIX PACCTPOUCTB.

Marepuanbl 1 MeToabl. M3y4eHsl mokasarenau meradomu3ma M. gracilis y gereii co cpeaHumu
u 1sokensiMu dopmamu JILIT. Ilanumentsl ObuiM paszneneHsl Ha 3 rpynmnbl HA OCHOBAHUU
KJIacCU(PUKAIUK OCHOBHBIX MOTOPHBIX (GyHkuumit: rpymma 1 (n=8) — nmetu ¢ Il ypoBHem
JBHTAaTeNIbHBIX pacctpoiictB o GMFCS; rpynmna 2 (n=9) — ¢ IV yposuewm; rpynma 3 (n=26) —
¢ V ypoBHeM. B mplmmax onpenensyii akTUBHOCTh (JEPMEHTOB U CyOCTPAaTOB SHEPTETUIECKOTO
oOMEHa, TPOTEOJUTUYECKYI0 AaKTHBHOCTb, YPOBEHb OEJIKOB M IPOAYKTOB IEPEKHUCHOIO
OKHCIICHHS.

Pe3ysabTaThl. YpoBeHb MHO3MHA B M. gracilis ObuUT cTaTUCTUYECKH 3HAYMMO BBIIIE Y MAUCHTOB
rpymmsl 1 oTHOcUTENnsHO Tpynn 2 U 3. B rpymrie 2 cHiKeHre MHO3WHA TI0 CPAaBHEHHIO C TPYIITON
1 cocraBuio okoio 3,0%, ¢ rpynnoit 3 — 4,5%. OGHapy’keHbl JOCTOBEPHO MEHbIIINE 3HAYECHUS
AKTHMBHOCTH KUCIIOW (ocdarasel y meredd 2 u 3 rpynmn. Y manueHtoB rpynmbsl 2 B M. gracilis
ObUIa TOCTOBEPHO BBIIIE JIOJS MBIIIEYHBIX BOJOKOH Tumna |, Torga Kkak HaMMEHBIIMN MPOLEHT
TaKWX BOJIOKOH BBISBJIICH Yy MAalMeHTOB rpynmsl 3. Taxke B rpymme 3 CTaTUCTHYECKH 3HAYUMO
ObUTa CHMDKEHA 00111asi aKTUBHOCTB JIAKTATIeTUIPOreHa3bl U KpeaTHH(POCHOKHHA3HI.
3akimouenue. B ckenerHoir myckynatype mnanueHTtoB ¢ JIII wHa ¢doHe BbIpakeHHBIX
JIBUTATENIbHBIX OTPAHNYEHUN OTMEYAETCs] CHIDKEHUE CUHTE3a COKPATUTENIbHBIX OCJIKOB, a TaKXkKe
MHTEHCUBHOCTH a’pOOHBIX OKHCIUTEIBHBIX TpolieccoB. Ilpum aTom mempeccust cuHTe3a Oeka
orMeuvaetrcs y nanveHtoB ¢ GMFCS IV, Toraa kak 3HauMMble HapyLIEHHsI SHEPreTUYECKOro
oOMeHa — y nanueHToB ¢ GMFCS V.

KiioueBbie cioBa: neTckuil 1iepeOpaibHBIM Mapaind;, CKEJICTHBIE MBIIIIBI, OOMEH Oelka;
OHEPreTHYECKUil OOMEH.
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ABSTRACT

INTRODUCTION: Investigation of metabolic characteristics of skeletal muscles of patients
with cerebral palsy will permit substantiation of the most effective methods of pharmacological
correction of pathochemical disorders.

AIM: To evaluate biochemical changes in m. gracilis in children with spastic forms of cerebral
palsy and different levels of movement disorders.

MATERIALS AND METHODS: The metabolic parameters of m. gracilis were studied in
children with moderate and severe forms of cerebral palsy. The patients were divided into three
groups on the basis of classification of the basic motor functions: group 1 (n=8) — children with
level 11 motor disorders according to GMFCS; group 2 (n=9) — with level 1V; group 3 (n=26) —
with level V. The activity of enzymes and energy metabolism substrates, proteolytic activity, the
level of proteins and peroxidation products were determined in the muscles.

RESULTS: The level of myosin in m. gracilis was statistically significantly higher in patients of
group 1 relative to groups 2 and 3. In group 2 myosin was 3.0% decreased compared to group 1
and 4.5% decreased compared to group 3. Reliably lower values of acid phosphatase activity
were detected in children of groups 2 and 3. Patients of group 2 had a reliably higher proportion
of type I muscle fibers in m. gracilis, while the lowest percent of such fibers was detected in
patients of group 3. Group 3 also demonstrated statistically significant reduction in the activity of
lactate dehydrogenase and creatine phosphokinase.

CONCLUSION: In patients with cerebral palsy with the underlying prominent limitation of
motor activity, a decrease in the synthesis of contractile proteins and in the intensity of aerobic
oxidative processes in the skeletal muscles is noted. At the same time, depression of protein
synthesis is noted in patients with GMFCS 1V and significant disorders in energy metabolism in
patients with GMFCS V.
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BBenenne

U3BecTHO, uTO pa3zHooOpa3Hbie (PaKTo-
pBI pHUCKa NEPUHATAIBHOIO U MOCTHATAJIbHO-
ro MEepUoI0B MOTYT CIOCOOCTBOBATH (POpPMHU-
POBaHUIO CTAaTHYECKOW »HHIedaronaTtuu B
pa3BUBAIOIIEMCSl MO3Te peOeHKa, TeEM CaMbIM
oOyciaBnuBasi pa3BUTHE JIETCKOIO Liepe-
opanbHoro napanuya (JLIT) [1]. Kakoi O
He ObUIa 3THOJIOTHYECKasi NMPUYMHA, TaTore-
Hernuecku [III cBsa3aH ¢ moBpexaeHHEM
LEHTPAJIIBHOTO MOTOHEMPOHA, yTpPaToOl €ro
CIIOCOOHOCTH KOHTPOJHMPOBATh CErMEHTap-
HBIM amnmapar CIMHHOIO MO3ra, pa3BUTHEM
CIACTHYECKOT0 CUHIPOMA, TuneppedieKcui,
(OpMHUPOBAHUEM MBIILIEYHBIX KOHTPAKTYD,
CHI)KEHHEM MbliedyHol Maccel [2]. Ily6mu-
KallUY MOCJEIHUX JIET, ONUCHIBAIOIINE METa-
0onMYecKkre U3MEHEHUS! B CKEJIETHBIX MBbIIII-
nax nauueHToB ¢ JILII, noctatouHO CKyIIHBI
U, B OCHOBHOM OCHOBBIBAIOTCSI Ha OLIEHKE
BBIPQKEHHOCTU KalWUIAPHOW CETU U OT-
JIETIbHBIX OKUCIUTENbHBIX MpolieccoB [3, 4].
[Tpu »TOM B NUTEpaType Mbl HE HALUIU UH-
dopmaruu,  Kacaromeiicss — KOMIUIEKCHOU
OLICHKH OMOXMMHYECKOro MpoQuiIsl MblIed-
HOM TKaHM y JIeTeil ¢ pa3HbIMH YpPOBHSMU
JIBUTATEIILHBIX PACCTPOWCTB Ha (OHE Lepe-
OpanpHOTrO Mapanuya. XOTs, Ha Halll B3I,
onpezeneHue MeTadoJINYeCKUX H3MEHEHUN
peTparupoBaHHbIX MbIIL OonbHBIX ¢ JILIIT
MO3BOJIUT 1000paTh U 00OCHOBATH HauOO-
nee 3(ppexTuBHBIE METOABI (hapMaKoIOTHYe-
CKOM KOpPPEKIUHU MAaTOXUMUYECKUX Hapylle-
HUI Npu JaHHOM 3a00JIeBaHNH, OCOOCHHO Ha
(¢oHE TPOBOAUMBIX XUPYPIHMUECKHUX OpTOIIe-
JUYECKUX BMEIIATENbCTB [5].

eabp — oO1eHUTh OMOXUMHYECKHE H3-
MeHeHust B M. gracilis y nereii co cmactuue-
ckumu ¢opmamu JILIT npu pa3HbIX ypOBHSX
JBUTATEIbHBIX PACCTPOMNCTB.

MarepuaJjbl 1 METOABI

HccnenoBanue MpoBOAMIOCH B COOT-
BETCTBUU C JTUYECKHMMM CTaHJIApPTaMH, WU3-
JIO)KEHHBIMA B XEJIbCUHKCKOMN JEKIIapalyi.
Ha wuccnepnoBanne mOIy4yeHO pas3pelIeHUe
komurera no stuke npu PI'bBY HMUIL
TO wumenn axanemuka I.A. Wnuzaposa
MunznapaBa Poccun (IIpotokon Ne 2 (70) ot
21.10.2021). Bce 3akoHHBIE TpEACTaBUTENN

Jand  J100poBOJIbHOE  MH(GOPMUPOBAHHOE
corjacue Ha y4acTHE B UCCJIEI0BAaHUU.

B omHOMOMeHTHOe — HcCCieOBaHHE
BKIIOYEHO 43 pedenka (28 Manbuukos, 15 ne-
BOYEK, BO3PACT OT 5 70 15 J1eT) co cpemHumMu u
TsokensiMu - popmamu  JILTI, mpuBosmMu
KOHTPAaKTypaMu Ta300€IpPEHHBIX CYCTAaBOB IO
MOBOJIY YEro B paMKax OJHOMOMEHTHBIX MHO-
TOYPOBHEBBIX OPTOIEANYECKUX BMEIIATEIILCTB
BBITOJTHSIACH TEHOMUOTOMUSI TOHKOM MBIIIITTBI
Oenpa 13 mMaxoBoro gocrymna [6].

Kpumepuu exniwouenusa: 1eTd co
cpenHuMH U TsokeasiMu hopmamu LI (11—
V ¢yskunonansHbli ypoBeHb no GMFCS),
MPUBOJIAIINE KOHTPAKTYPHI Ta300€IpEeHHBIX
CyCTaBOB, TeHOMHOTOMHs M. gracilis.

Kpumepuit neeknwuenusa: paHee Ie-
PCHECEHHBIE OIEpPaTUBHBIC BMEIIATEIILCTBA
Ha MPUBOAIINX MBIIIIaX Oeapa.

[Tanimentsl OBLTM  pa3felieHbl Ha 3
TpyNnbl MO KiIacCU(UKALUU OCHOBHBIX MO-
topHbiXx ¢GyHkuui GMFCS (Gross Motor
Function Classification System):

- ¢pynna 1 — OoOnbHBIE, CIIOCOOHBIC
CaMOCTOSITENIbHO XOJUTh C HE3HAYUTENbHBI-
MH OTpaHUYEHUSIMH (CKOPOCTb, BBIHOCIIH-
BOCTb), JTUOO MPUMEHSBIINE IOMOJHUTEb-
HbI€ MPUCIOCOOJIEHUS (TPOCTH, XOAYHKHU U
1.1.) — III ypoBens mo GMFCS (n=8);

- gpynna 2 — TALUEHTBHI, UCTIOJIB30BAB-
IIMe JJIs IepeMellieHns] TEXHUYECKHE CPeICTBa
peaduIuTau U CUAAIIME B Kpecie-Karai-
ke — IV yposens mo GMFCS (n=9);

- 2pynna 3 — OOJBbHBIE C BEIPAKEHHBIMU
HapyLICHUSIMH MOTOPUKHM KOHEUHOCTEH, He
CIOCOOHBIE KOHTPOJIMPOBATh MOJIOKEHHUE Tella
U TepeABUraTbcs 0€3 TMOMOLIM poAuTenei
(orrexynoB) — V ypoenb o GMFCS (n=26).

B rpynme 1 Gbuto 5 mManbuukoB u 3 1e-
BOYKH, B Ipymnie 2 — 5 MaJIbYUKOB U 4 J1eBOY-
KM, B rpymne 3 — 17 ManbuukoB U 9 neBodek
(pa3m4us 110 TIOITY MEKY TPYIITIAMHE IO TECTY
¥% He moctoepHsI ipu P=0,703). Memannble
3Ha4eHHs1 Bo3pacra B rpymme 1 — 9 jer, B
rpynne 2 — 11 ner, B rpynne 3 — 9 ner (pas-
JIMYHS TI0 TECTY ) HelocToBepHEI, P=0,16).

VY Bcex MalyeHToB Ipymibl | BbIsBICHA
CIIacTUYECKasi TeMUIUIErus, B rpynme 2 —y 6
u3 9 nereil BBIABIEHA CIIACTUYECKasl TETparl-
jerus, a y 3 u3z 9 — crnactuyeckas JUILIIerHsl.
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B rpynme 3 — y 20 u3 26 60IbHBIX UMENACh
TeTparuierus, a y 6 us 26 — aumerusi.

B uccinenyembix rpynmnax 16 mamueH-
TOB U3 43 (37%) Habioaanuch y HEBPOJIOTa
[0 TOBOJAY COIYTCTBYIOLIEH OSMUIIEHICUH U
I10JIy4ajd NPOTUBOCYIOPOKHYIO TEPAIIUIO: B
rpynne 1 — OJIuH 4esoBeK, B rpymnme 2 —
Tpoe, B rpynmne 3 — 12 GoJbHBIX.

I'pynma koHTpossi (HOopma) He Oblia
chopMUpOBaHa B CBS3U C TEXHUYECKOH
CJI0)KHOCTBIO ¥ 3TUYECKUMH OTpaHUYCHUSIMU
BO3MOYKHOCTH 3a00pa OMONTAaTOB Y OOJBHBIX
COIOCTaBUMOTI0 BO3pacTa 0e3 JOCTaTOYHBIX K
TOMY IOKa3aHUM.

3abop Matepuana (1Ba ¢pparMeHTa) Ass
HCCIIEIOBAaHUS OCYILIECTBIISUIM BO BpEMsI OIle-
panuy 1mocie TeHOMHOTOMHH M. gracilis u3
naxoBoro pocryna. OauH (parMeHT MBIIIIBI
pazmepom 0,5x0,5 cM pacnpaBIsiiid B COCTOS-
HUHU €CTECTBEHHOI'0 HATSDIKEHUS Ha JKECTKOM
KapToHe, mnorpyxamu ero B 10% pactBOp
¢dopmanmHa. 3areM MaTepuald NPOMBIBAIH,
MEJIbYHIIN Ha OJIOKH, ETUTPAaTUPOBAIIU B dTa-
HOJIE BOCXOJSIIEN KOHLEHTpAIUU, IIPOIUTHI-
Bau B mapadune. Cpe3bl M3rOTaBIMBAIU C
MOMOIIBI0 MUKpoToMa Bromma-2218 (LKB,
[IBerusi), OKpamMBaIl TIeMaTOKCUIMHOM-
s03uHOM 110 Maccony, meronom PTAH. Ilo-
Jy4eHHE BBICOKOKAUECTBEHHBIX IM(PPOBBIX
N300pak€HUI THUCTOJOTMYECKUX MHKpOIIpe-
apaToB ocywecTBisuM nocpeacrsoM AIIK
Pannoramic MIDI Il BF (3DHISTECH Ltd.,
Benrpus) Ui NOJHOLBETHOTO CKaHHWPOBa-
HUS B NPOXOJSIIEM CBETE IO TEXHOJIOTMU
Whole-slide imaging B pexume Extended
focus (ommus «pacmuperHas GoKyCUpoBKay,
I7le CKaHHPYIOTCA pas3InyHble (POKaIbHbIE
IJIOCKOCTH € MOCJEIYIOIIUM UX COBMELIEHH-
em). B mporpamme Pannoramic CaseViewer
2.4 (3DHISTECH Ltd., Benrpus) Ha uugpo-
BBIX Ipernaparax MONEepeYHbIX CPEe30B MBbIII-
1bl, okpameHHbix metogoM PTAH, B kax-
JIOM OTAEJIBHOM ITy4YKE MBIIIEYHBIX BOJOKOH
M3MEpSUIM TOCIIE0BATENbHO IUIOMIAlb BCEX
BOJIOKOH [ Tuma, 3arem Bcex BOJIOKOH II Tu-
a, mocjie 4ero pacCYuThIBAIU UX JOJII0 OT-
HOCHUTEJIBHO JPYT JIpyra.

Hlpyroii (QparMeHT HampaBIsIM Ha
Oouoxumuueckoe wuccienoBanue. dparmeHt
m. graciliS oTMBIBalM OT JPUTPOLIUTOB M

pasmenpyanu B oxjaxaeHHoM 0,03M pactso-
pe KCl, 3arem nenrpudyrupoBanu 15 MuHyT
npu 14 000g Ha ynbTpanentpudyre «Beckman
&Coulter» (CIIIA). B nomyyeHHOM Hagoca-
Ke (capKoIUIa3MaTUYeCKHil HKCTPAKT) oOIpe-
TSI OOLIYI0 TPOTEOIUTHYECKYIO aKTHB-
HOCTb, aKTUBHOCTh KHCJION (pocdarasbl, ak-
taraeruaporeassl  (JIAD), xpearungocdo-
kuHa3bl (KOK), karanaspl, ypoBeHb HPOAYK-
TOB rnepekucHoro okucienus oenkos (I10B),
KOHIIGHTPALMIO TIIOKO3bl W JakTata. U3
0CaJIKa, MOJYYEHHOIO IMOCcie IEeHTPUpyrupo-
Banusa npu 14 0009, BBIOEISIIA MHO3WH B
0,6M pactBope KCIl, pactBop uenrpudyru-
poBanust 10 mun npu 6000g. B nomyueHHOM
HAJI0CA/IKE ¥ B MEPBUYHOM HIKCTPAKTE OIpe-
JeNsIn cofieprkanue 6emnka mo Jloypu.

AxTuBHOCTB KHc0# pocdaraszer, JIL,
K®K, a Takxe KOHIEHTpALMIO JaKTaTa u
TIIIOKO3bI ONpEZeNsuii HabopaMu pearcHTOB
Vital Diagnostic (Poccusi) Ha Ouoxummue-
ckom anaimmsarope Hitachi 902 (Hoffmann-
La Roche, Utanus). O0uryto nporeonuruye-
CKYI0 aKTHBHOCTH OIpEIENSUIM 0 HHTEH-
CHUBHOCTH pEaKLUU MPOTEONIn3a reMOrIoou-
Ha ¥ BBIPAXaJH B KOJIMYECTBE aMUHOKHCIIOT,
oOpa3yromuxcs 3a €IuHUIY BpemeHHu [7].
KaranazHyro akTHBHOCTh B MBIIIEYHOM IKC-
TPaKTe OINpPEeNeNsIN M0 peakuu ¢ MOIuoaa-
toM ammonus [8]. Ilpoxykter [1IOB ompene-
JsUn B OEJIKOBOM OCaJIKe MO peakiuu ¢ 2,4-
TUHATPOGEHIITHAPAa3HHOM. [IpomyKThl pe-
aKIIUM PETUCTPUPOBATU TMPHU AJTUHAX BOJH
270 um (anmpaeruadenunruapasonsl, [10b627),
363um u 370HM (KETOHAUHUTPODEHUITU-
pa3onsl, [10bB3s3+370) [9]. AkTUBHOCTH (ep-
MeHTOB ¥ MpoaykToB [1Ob paccunteiBanu Ha
rpaMM CapKoIUIa3MaTHYecKoro Oenka, cyoO-
CTPaTOB — Ha MacCy ChIpOil TKaHH.

PesynbTaTel mpeacTaBiIeHbl B TAOIUIIAX
B Buje Mmemuanbl 1-3 kBaptuiass, Me [QL;
Q3]. HopMasibHOCTh BBIOOPOK OIMPEACISLTH C
nomoltubto kpurepus Ilanupo—Yuika. Ilpo-
[eypy MHOKECTBEHHOTO CPaBHEHHS MEXIY
TpynIamMH BBITONHSIN ¢ TIOMOIIbIO H-TecTta
Kpackena—Yomnuca. MuHUManbHBIA  ypoO-
BEHb 3HAYUMOCTH (p) TPUHUMAIU PaBHBIM
0,05. Jlns craTtucthueckoi oOpabOTKHU HcC-
MOJIb30BAJI CTaTUCTHYECKH Moaynb AtteStat
13.1 mnst Microsoft Excel.
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[IpoBeneHHOE wHCCIEIOBAaHUE TIOKa3a-
70, 9TO COJEpKaHUE IKCTPArHpPyeMBbIX cap-
KOIIa3MaTHUeCKuX OeiakoB B M. gracilis
MEXy TMalueHTAMUA WCCICIYEMbIX TPy
JIOCTOBEPHO HE PA3IUYalIOCh, B OTIMYUE OT
YPOBHSI MHO3HMHA, 3HAYCHHE KOTOPOTO OBLIN
CTAaTHCTUYECKU 3HAYMMO BBIIIE Y TAIIICHTOB
rpynmbl 1 (tabn. 1). B rpynme 2 cHmkeHue
MHO3MHA OTHOCUTEIBHO Ipynnsl 1 cocraBu-
10 oxoio 3,0% (p=0,05), B rpynmne 3 — 4,5%
(p=0,04). CyrecTBeHHBIX pa3IUuUil OOIICH

Taoauma 1.
uccieayembix rpymi, Me [Q1; Q3]

MPOTEOIUTUIECKON aKTUBHOCTH MBIILIEYHOTO
HKCTPAKTa MEXAy TpynnaMd HE OTMEYCHO.
OOHapy>KeHbl JIOCTOBEPHO CHUKEHHbBIC 3HA-
YEeHUS AKTHUBHOCTH JAPYTOrO JIMTHYECKOTO
dbepmenTa — kucion docdarassl y nanueH-
TOB Ipynin 2 U 3 OTHOCUTEIBHO IAlMEHTOB
rpynmnsi 1.

OTnu4unst aKTUBHOCTHU KaTayasbl U Mpo-
JIYKTOB TEPEKUCHOTO OKHUCJIEeHHsI Oelka B
MBIIIEYHOM JKCTPAKTE MEXIY MNalleHTaMH
UCCIIEyeMbIX TIpynn ObUIM CTAaTUCTHYECKU
HE 3HAYUMBI (Ta0I. 2).

COIICp)KaHI/Ie OCIKOB | MPOTECOIUTHICCKAsA AKTUBHOCTH MBIIIEYHOI'O JOKCTpPAaKTa ITAIITMEHTOB

Table 1. Protein content and proteolytic activity of muscle extract of patients of study groups, Me [Q1; Q3]

Iloka3arens I'pynma 1 ['pymma 2 I'pynna 3
CapkoIuia3MaTUueCcKuil 0eJIoK, MI/T TKaHH 40,5 (35,6-43,7) 39,8 (38,2-46,2) 41,5 (35,1-44,7)
M y 66,82(p=0,05),3(p=0,04) 64,81(p:0’05) 63,81(p:0’04)

HOSHH, MU TRatH (61,6-69,1) (53,0-65,6) (56,8-64,8)
[IpoTeonuTHyeckas akTUBHOCTD, E/Mr Oernka 3,28 (2,63-4,94) 4,82 (3,78-6,12) 3,27 (2,92-4,41)

2 852(p-0.04)3(p-0.05) 1,621(0-0.04) 1,7116-005

Kucnas docdaraza, E/mr Genka (2,21-3,84) (1,32-2,07) (1,23-2,18)

HpuMeltaHue: BEPXHUM MHACKCOM YKasaH HOMEDP I'pyIIibl, C KOTOpOﬁ O6Hapy)KeHLI CTaTUCTUYCCKHU 3HAYUMBIC OTJIMYHS (ypOBeHB

3HAYMMOCTH p YKa3aH B CKOOKaXx)

TaﬁJmua 2. AKTHBHOCTH KaTtajaspl H YPOBCHb MNPOAYKTOB TIEPEKUCHOI'O OKHCICHUSA O€JIKOB B MBIIIEYHOM
JKCTPAKTE MAIMEHTOB uccienyembix rpymi, Me [Q1; Q3]
Table 2. Catalase activity and level of protein peroxidation products in muscle extract of patients of study groups,

Me [Q1; Q3]

IToka3zarenp

I'pymma 1

I'pynma 2

I'pynma 3

Karanaza, E/mr Oenka

0,132 (0,125-0,139)

0,110 (0,103-0,131)

0,124 (0,116-0,133)

I1OB270, ex.ont. % 100/T Genka

0,376 (0,282-0,588)

0,378 (0,260-0,404)

0,413 (0,277-0,513)

IT1OB3s3+370, €x.ont. % 100/ Genka

0,278 (0,182-0,361)

0,252 (0,197-0,368)

0,325 (0,196-0,429)

Ipumeuanue: I[IOb — nepekrcHOE OKUCIICHNE OSITKOB

WHTepecHas 3aBUCHMOCTh OOHapy KeHa
IpU W3Y4YEHHM I[OKa3zaTesiel, XapakTepu3y-
IOIIMX dHEpreTHyeckuii ooMeH B M. gracilis.
B wactHOCTH, 0OHapY’KEHO, YTO y MAIIIEHTOB
CPYIIBI 2 B U3y4a€MOM MBIIIIE OTHOCUTENb-
HO rpynn 1 u 3 6blIa JOCTOBEPHO BBILIE J10-
7. MBIIIEYHBIX BOJOKOH THHa 1 (okucnu-
TenbHBIX) (Tabi. 3), Torma Kak HauMEHBIITHA
MPOLIEHT TaKUX BOJIOKOH BBISBJICH y MAIlUEH-

ToB rpymsl 3. Takke B rpymnme 3 Obuta cTa-
TUCTUYECKH 3HAUYMMO CHUXKEHa oOmas ak-
tuBHOCTh JI/II' 1 KOK otHOCUTENBHO ApY-
rux rpynn (tabma. 4). Ilokasatenu cybcrpa-
TOB 3HEpProoOMeHa B MBIIIIAX JOCTOBEPHO
MEXJy TpyIIaMud HE OTIUYAIUCh, OJHAKO
MMeNach TEHJEHUHUS K CHUXEHUIO YPOBHS
TJIIOKO3BI U JIAKTaTa y MalMeHTOB TPYIIIIHI 2.
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Ta6auua 3. [IpolieHT MBIIIEYHBIX BOJIOKOH B M. gracilis manmenTtos uccneayemsix rpymi, Me [Q1; Q3]
Table 3. Percentage of muscle fibers in m. gracilis of patients of studied groups, Me [Q1; Q3]

IToxa3zarenn

I'pynmna 1

I'pynma 2 I'pynma 3

Meiieunsie BoiokHa, il 1, %

26,3 (25,4-30,7)

37,0 (34,8-40,2)"*

21,0 (20,6-25,1)"

Meliieunbie BOIOKHaA, U 2, %

73,7 (69,3-74,6)

63,0 (59,8-65,2)"

79,0 (74,9-79,4)"

Ipumeuanus: *

— CTAaTUCTUYCCKH 3HAYUMBIC OTJIMYUA C prHHOﬁ 1 npu p:0,0l, ** — CTATUCTUYECKHM 3HAYHUMBIC OTIIMYHS C

rpymmoi 1 npu p=0,05; # — cratucriuecku 3uauuMble 0TaMYUs ¢ rpynmnoii 3 mpu p=0,01

Tabéaumma 4. AKTHBHOCTH

JAKTaTICTUAPOTCHA3HI,

KpeaTnHPOC(HOKMHAZEI,  COAEpKaHHEe  CyOCTpaTtoB

SHEPTETHIECKOTO OOMEHA B MBIIIETHOM YKCTPAKTE MAIIMEHTOB HCccieayeMbix rpyr, Me [Q1; Q3]
Table 4. Activity of lactate dehydrogenase, creatine phosphokinase, the content of energy metabolism substrates in
muscle extract of patients in the study groups, Me [Q1; Q3]

IToka3arennp

I'pymnma 1

I'pynmna 2 I'pymma 3

Jlakratoerunporenasa, E/Mr Gemka

36473 (=009
(2870-4841)

48033 (=0.09)
(3087-5325)

23451 (v=0.05), 2 (»=0,05)
(1587-3151)

Kpeatundocdokunasa, E/mr Genka

89675° ¢?=0.04)
(77165-104300)

794308 ¢?=0.09)
(61553-93007)

557911 (p=0,04), 2 (p=0,05)
(40500-64073)

I'nroko3a, MMOJIB/T TKaHH

1,19 (0,94-2,17)

1,02 (0,51-1,45) 1,36 (0,85-2,47)

JlakTaT, MMOJIB/T TKAHH

12,82 (7,45-14,88)

10,51 (8,42-15,14) 12,45 (7,83-14,75)

Tpumeuanue: BepXHUM UHIEKCOM yKa3aH HOMEP TPYIIIBI, ¢ KOTOPO 0OHAapy>KEHbI CTATUCTUYECKH 3HAYNMBIC OTININS (YPOBEHD

3HAYMMOCTH p YKa3aH B CKOOKax)

Oobcyxaenune

[Ipu uccrnemoBannu OOHAPYKEHO, UYTO
y nauueHToB ¢ LTI, BeIpakeHHBIMU MOTOP-
HbIMM oOrpaHudyeHussMu (rpynma 2, 3) B
m. gracilis cyiiecTBeHHO CHHKAIOCh COJep-
KaHHE COKPATUTEIbHOrO O€lKa MHO3HMHA.
JlutepaTypHble NaHHBIE TaKXe CBUICTEIb-
CTBYIOT O Je(pUIUTE MacChl CKEIETHOH My-
ckynarypsl [10] 1 HapylIeHnn CUHTE3a Mpo-
TEMHOB Ha (POHE TXKENbIX (HOopM Lepedpab-
Horo mapanuya [11, 12]. B 3ToM nnane Haie
HCCIIETOBaHKE JOMOJIHSAET 3TU CBEJCHUS, TaK
KaK JIEMOHCTPUPYET CYLIECTBEHHYIO MOTEPIO
COKpPAaTUTENBHOIO Oelika MalueHTaMu C JIBU-

raTelbHbBIMM  PAacCTPOWCTBAMM, COOTBET-
creytoummmu 1V u V ypoaro mo GMFCS.
Takoe ycyryOineHue BepOSITHO BBI3BAHO

yTpaToil 1€TbMU 3TUX TPYII CIIOCOOHOCTH K
CaMOCTOSITEILHOMY IIEPEIBUKEHUIO.
JIoCTaTOYHO TNOKa3aTeNbHbl IOIYYEH-
Hble HaMHU pe3yJbTaThl, Kacarouuecs OOJb-
Heix ¢ GMFCS 1V. Ha ¢one ymeHnbiienus
ypOBHs Oenka, CHUXallaCh 1 UHTEHCUBHOCTh
IIPOTEOJIN3A, YTO CBUJETEILCTBYET HE 00 ak-

TUBAIMM OEJIKOBOIO Pacraja, a O CHU)KEHUHU
ero cuHresza. Kak ciencrBue NMMHUTHPYETCS
0OHOBJIEHHE OEJIKOB MBIIIIL, YTO, IO MHEHHIO
OTJIETIbHBIX aBTOPOB, MOJKET JIEXKaTh B OCHO-
B€ INPOrPECCUPOBAHMS KOHTPAKTYp y Nalu-
€HTOB I1eJIeBOM momystsiuu [13].

HaGnromaemble HAMU U3MEHEHUS COOT-
HOILIEHUSI TUIIOB MBIIIEYHBIX BOJIOKOH Y Je-
teit ¢ [11-V ypoBuem nmo GMFCS nHe oTtme-
YeHbl B JIpyrux paldoTax, TOrja Kak CHIKe-
HUE JI0JIM BOJIOKOH ATOTO THMA Yy OONBHBIX C
MOTOpHBIMU paccTpoiicTBamu |-l ypoBuei
JoCcTaTOyHO omnucaHHoe sBieHue [14]. Ilo-
Jy4YEHHBIE B HAIIEM HCCJICJOBAaHUM JIaHHBIC
TOBOPSAT O TOM, YTO M3MEHEHHUs (eHoTumna
MBIILIEYHBIX BOJIOKOH y neredt ¢ GMFCS IV
HE BEQyT K JAJbHEHIIEMY CHUKEHHUIO IIpO-
[IEHTa MEJICHHO COKpAaLIAIOIINXCs BOJIOKOH,
a, Hao0OpOT, MPUBOAAT K YBEIUYEHHUIO HX
nonu. Takoe M3MEHEHUE, BEPOSTHO, HOCUT
KOMIIEHCATOPHBIN XapakTep, TaK KakK y JeTen
¢ GMFCS V 1071 BOJOKOH 3TOro Tuma cy-
IIIECTBEHHO CHMYKEHA 10 CPABHEHMIO C Mally-
entamu 1l u IV ypoBHeii.
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BrisiBieHHOC HAMHM CHIDKEHUE AKTHB-
HOCTH (epMEHTOB dHEprooOMeHa B M.
gracilis manuenroB ¢ GMFCS V, Ha ¢domne
CHW)KCHHUS JIOJIM BOJIOKOH | — OKHUCIIUTENb-
HOTO THIA TOBOPST O CYIIECTBEHHOM
OTPAaHUYCHUHU a’POOHBIX MPOIIECCOB B MBIIII-
nax. Takue W3MEHEHUs XapaKTepHBI JUIs Ma-
[UEHTOB C BBIPAXCHHBIMU  MOTOPHBIMU
OTpaHUYEHUSIMU, HO MOTYT OOHApY>KUBATHCS
Ha ¢one serkux u cpeanux gopm JUII. Taxk,
y naruenToB ¢ GMFCS I-111 He orMeuanoch
CYIIECTBEHHBIX OTIMYMN OT JeTei 0e3
HEBPOJIOTUYECKHX PAcCCTPOMCTB B 4YacTu
HACBIIICHHS] MBI KucaopoaoM [15] u ak-
TUBHOCTH OKHCIIUTEIBbHBIX (GepMeHTOB [16],
HO 3a()MKCHpPOBAHBI HAPYIICHUS MHTOXOH-
JpuanbHoro okucienus [17]. CoBOKynmHOCTb
COOCTBEHHBIX M JTUTCPATYPHBIX NAHHBIX T103-
BOJISIET COCTABHUTH OIPEACTICHHYIO MOCIe0-
BaTEJIbHOCTh PA3BUTHS HM3MEHCHHWH JHEpre-
TUYECKOr0 OOMEeHa B CKENETHBIX MBIIIIAX Yy
nanuentoB ¢ JUII. GMFCS |-l — cuamxe-
HUE WHTEHCUBHOCTH MHTOXOHAPUATHHOTO
OKHCIICHUS Ha YPOBHE AJICKTPOHTPAHCIIOPT-
no# nemnu; GMFCS -1V — cumxkenue ak-
TUBHOCTH OKHCIIUTEIBHBIX (JEPMEHTOB MaT-
pukca wmutoxouapuii; GMFCS V-V
CHIW)KCHHE €MKOCTH BHEMHTOXOHIPUATHHOTO
a’pobHoro rinmkonu3a. Takoe mpeoOpa3oBa-
HUE a’POOHBIX OKUCIUTENIBHBIX TPOIIECCOB,
OUYEBUJIHO OOBSICHAET OOHApyKEHHOE HaMH
OTCYTCTBHE CYIECTBEHHBIX HM3MCHCHHH II0O-
KazaTeneil mpo- U aHTHOKCHJIAHTHOU CHUCTe-
MBI (aKTHBHOCTH KaTajla3bl, YPOBEHb IIPO-
aykroB I1OB) B m. gracilis mamuenToB wc-
CJI€TyEeMBbIX TPYIIIL.

Ba)kHpIM MOMEHTOM B MOHUMAaHHH Ta-
TOXMMHUYECKUX U3MEHEHUH y ManueHToB ¢ V
YpPOBHEM  MOTOPHBIX  OTPaHUYEHHH  TIO
GMFCS crano cymiecTBEeHHOE CHUKEHUE
aktuBHOCTH K®OK — eauncTBeHHOTO (hep-
MEHTa, OOECIIEUMBAIOIIETO0 B CKEICTHBIX
MbImIax 6esnakratueiii pecunres ATD. Ito
TOBOPUT OO0 OTPAaHMYCHHOW BO3MOXKHOCTH
MBIIIEYHON TKaHM K KPaTKOBPEMEHHBIM
aHa’pOOHBIM Harpy3Kam, CHIKEHHH dpdek-
TUBHOCTU peakiuil sHeprooOMeHa Ha (oHe
BBIPOKCHHBIX JIBHTATEIBHBIX PACCTPOMCTB.
Takum 00pa3om, KOHTPOIb 32 U3MEHEHUEM

ATUX MPOIECCOB MOXKET MMETh OINpEJIeIICH-
HYIO MPOTHOCTHYECKYIO I[EHHOCTb ISl MO-
HUTOPUHTA COCTOSIHUSI TMAllMEHTOB IIEJIEBOU
MOMYJISIUUA, YTO OTMEUEHO W JAPYTMMU aB-
Topamu [18].

B nenoM yuyuThiBas 3T Matoxumuye-
CKHME€ M3MEHEHHUs (CHI)KEHUE CUHTe3a Oenka
1 3G(PEKTUBHOCTH peakluii YHEProoOMeHa B
MBIIIIAX) HEKOTOPHIMH aBTOPAMH IPEAJIO-
JKE€HBI Pa3JIMYHbIE CXeMbl HyTPUTUBHOM MOJI-
nepxku nauuentoB ¢ LT [12, 19]. Jlocra-
TOYHO TEPCHEKTUBHBIM HAINpaBICHUEM Me-
Ta0OJIMYECKON perynsiuuu OOMEHHBIX Ipo-
1eccoB B MpImax 0onbHbIX ¢ JIIT BIrIS-
TUT pa3paboTKa TEXHOJOTUN CTUMYJISIUH
MBIIIEYHOTO BOCCTAaHOBJICHHS 3a CUET MHO-
CaTEeJUTUTHBIX KIIETOK (CTBOJIOBBIE KJIETKH),
MOTEHIIMU KOTOPHIX K MHUOTeHHOU mudde-
peHumanuu y nauueHTos ¢ LI Beiuie, yem
y 370pOBBIX CBEpCTHUKOB [20].

OdeBHIHO, YTO TOJYYCHHBIE HaMU
CBEJICHHSI UMEIOT OTPAHUYCHUS B 9aCTU 00b-
emMa BbIOOPOK MAIMEHTOB LIEJIEBOM MOIMYJIs-
o, OIHAKO, TaHHEBIE O COCTOSHUHU MeTa0o-
nu3Mma namuentoB ¢ JLII, ocobenno V-V
ypoBHeit mo GMFCS, nocratouno orpaHu-
YeHbI, MTO3TOMY MPEACTABIECHHBI MaTepHal
MOJIe3€H JJIsi TTOHMMAaHUsl OTJEIbHBIX MaTo-
(U3HONIOTHUECKUX aCMEKTOB MPHU Pa3THMUHBIX
YPOBHSIX MOTOPHBIX PACCTPOMCTBAX C IEIBIO
pa3paboTKH HA OCHOBE ATHUX JAHHBIX CPEJICTB
HaIpaBJIEHHON (papMakoTepanuu.

3akjaouyeHue

Takum 00pa3oM, MPOBEAECHHOE HCCIIe-
JIOBaHHE JEMOHCTPUPYET, YTO B CKEJIETHOU
MYCKyJIaType MalMeHTOB C JETCKUM Liepe-
OpalbHBIM MapaJiidyoM Ha (OHE BBIPAKEH-
HBIX JBUTaTEJIbHBIX OIPAaHUYEHUN OTMEUaeT-
Csl CHIDKEHUE CHHTE3a COKpPaTHTEIbHBIX Oel-
KOB, a TaKKe€ MHTEHCHUBHOCTH a’pOOHBIX
OKHCIIUTENbHBIX Tponeccos. [Ipu atom, ne-
npeccHsi cuHTe3a Oelika 0OTMEeYaeTcs y Malu-
eHToB ¢ IV kiaccoMm JBUTaTeNbHBIX pac-
CTPOMCTB, TOTJa KaK 3HAa4MMble HApYyIICHUs
HHEPreTHYecKOro oOMeHa — y MalMeHTOB C
V Kj1accoM JBUTaTEIbHBIX PACCTPOICTB.
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JlonosHUTEeILHAS HH(pOPMALHS

JTHveckas IKcnepTusa. lcerenoBanue 0100peHO KOMHTETOM IO
stuke npu ®I'bY HMUILL TO umenn akagemuka I'.A. Miusaposa
Munzzapasa Poccuu (ITporokon Ne 2 (70) ot 21.10.2021).
Ucrounnku ¢punancupoBanus. OTCYTCTBYIOT.
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OpuruHaabHOCTb. [Ipy co31aHNM CTAaThU aBTOPHI HE
UCIIONB30BAJIH paHee OITyOIMKOBaHHEIE CBECHHS (TEKCT,
WJUTIOCTPALIUHY, JaHHBIE).
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