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AHHOTALIUA

AkTyaabHocTh. [Iporpeccupytomas wmeimednas aucrpodus (IIMJ]) oTHocuTcs K peakou
TEHETUYECKOM MaToJIOruM, TPYAHO Mojajarwoleiicss koppekuuu. Ha nanHelii MomeHT onmcaH 31
TCHETHYECKUI BapUaHT KOHEYHOCTHO-TIOSICHBIX MbIIeYHbIX quctpoduii (KIIM/I), Bo3HMKarommx
nocie Mepuoja HOPMAaJbHOTO MOTOPHOTO Pa3BUTHA M OOYCIIOBJICHHBIX MYTallMsSMU B TIeHaXx,
JIOKQJIN30BAHHBIX Ha ayTOCOMax, M 3 TEHETHYECKHX BapUaHTa, UMEIOIUX X-CLEIJICHHBIN
pPELECCUBHBIN THUI Hacien0BaHMs. ['eHeTrnueckass reTeporeHHOCTh MMaTOJIOTUU MPUBOJUT K TOMY,
yro KIIMJl nuarHoctupyercss HE TOJBKO y MYX4YMH, HO M Yy KeHIMH. [IpnumnHoii
Bo3uukHOBeHus: KIIM/J] tuma 2A (KIIMJT 2A) cinyxar mytaiuu B rene karovnauna 3 (CAPN3),
KapTUpOBaHHOTO Ha Xxpomocome 15q15.1-q21.1. B nacrosmiee Bpemsi HanOOJIBIIYIO TPYAHOCTh
MPEACTABISIET HE NIOCTAHOBKA JMAarHo3a, a OpraHu3auus MYyJIbTHAMCHUIUIMHAPHOIO MOAXO0/Aa B
JICYEHUH NAIUEHTA.

[IpencraBnen knuuHudeckuit cmyudait manuentku ¢ I[IMJ], KIIMJ tuna 2A. JluarHo3 ObL1
CBOCBPEMCHHO IOCTAaBJICH M MOATBEepKIeH reHermdecku (mytauus €.550delA). INanmenTka B
TE€YEHHE MHOTHX JIET PETYJIAPHO IMPOXOAUT KypChl CTALIMOHAPHOTO JICYEHUSI B HEBPOJIOTUYECKUX
OTJICJICHUSIX, a TaKXK€ OTJEJICHHUAX MEIULMHCKON peaOuIuTaluu B IJIAHOBOM MOPSIKE, YTO
MO3BOJISIET €l COXPAaHATh YJJOBJIETBOPUTENbHYIO (PU3UUECKYIO aKTHUBHOCTb.

3akimouenue. [IM/] sBnsieTcst peIKUM T€HETUUECKUM 3a00JI€BaHUEM C OOJIBIIINM T€HETHYECKUM
noaumopduzmom. C ydeToM OTCYyTCTBUS cielM(PUIECKOM Tepanuu, MoauUIHpyoeil TedeHne
3a0o0JieBaHUs, HEOOXOIUMO TIOMHUTH, YTO OCHOBHOM MENbI0 JIedeHHWs marueHToB ¢ [IM]]
ABIISIETCA TOJAJepKAHUE MOJBMUKHOCTH, (YHKIMOHAJIBHOM CaMOCTOSATENBHOCTH NalMeHTa |
YMEHbBIIIEHNE BbIPAKEHHOCTH OIPaHUYEHHUH ero >ku3HeaesTeabHoCTU. [10J00HBIX pe3yiabTaToB
MO’KHO JOCTUYb JIMIIB [TPU MYJIbTUANCIUIIIIMHAPHOM MOAXOE K BEICHUIO MMAIIUEHTA, CO3AAHUIO
peaObUIUTAIMOHHBIX  KOMaHJ, BKJIOYAIOIIMX HEBPOJIOIOB, TEpaNeBTOB, KapAHOJIOIrOB,
OpTOIE/I0B, ICUXOJIOTOB, IPrOTEPANIEBTOB U CIIEUAIMUCTOB MO (PU3NYECKOI peadmInTaIHH.

KiaoueBbie ciioBa: nporpeccupyronias MblIIEYHaA I[I/ICTpO(l)I/IH; KOHCYHOCTHO-IIOsACHAs
MbIIICYHAaA I[I/ICTpO(l)I/ISI; BOCCTAaHOBHUTCIIBHOC JICUCHUC.
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ABSTRACT

INTRODUCTION: Progressive muscular dystrophy (PMD) is a rare genetic disorder reluctant
to correction. Currently, 31 genetic variants of limb-girdle muscular dystrophy (LGMD) that
occur after the normal motor development due to mutations in genes localized on autosomes, and
3 genetic variants of the disorder with X-linked recessive transmission pattern, have been
described. Due to the genetic heterogeneity of the pathology, LGMD is diagnosed in both men
and women. The cause of LGMD type 2A (LGMD2A) is mutations in the calpain 3 gene
(CAPN3), mapped on 15g15.1-g21.1 chromosome. Currently, the major challenge is not the
diagnosis, but rather the organization of a multidisciplinary approach to patent treatment.

A clinical case of a female patient with PMD, LGMD type 2A, is presented. The diagnosis was
made promptly and confirmed genetically (mutation ¢.550delA). For many years, the patient has
regularly been undergoing planned inpatient treatment in neurology departments and medical
rehabilitation units, allowing her to maintain satisfactory physical activity.

CONCLUSION: PMD is a rare genetic disorder with an extensive genetic polymorphism.
Given the absence of specific therapy modifying the course of the disease, it should be
remembered that the main goal of treatment of patients with PMD is to maintain their mobility,
functional independence, and reduce manifestations of limitations of life activity. Such results
can only be achieved with a multidisciplinary approach to patient management and creation of
rehabilitation teams including neurologists, therapists, cardiologists, orthopedists, psychologists,
occupational therapists and physical rehabilitation specialists.

Keywords: progressive muscular dystrophy; limb-girdle muscular dystrophy; rehabilitation
treatment.
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AKTYyaJIbHOCTh

IIporpeccupyromas MsllIeYHass AWC-
tpodus (IIMJI) siBasieTcs pacmpocTpaHEH-
HBIM HACJIEJICTBEHHBIM 3a00JICBAaHHEM YEJO-
Beka [1, 2]. bone3nsb, kak mpaBUIIo, HACJIEIy-
€TCsl 110 PELECCUBHOMY, CLEIUIEHHOMY C X-
XpoMocoMoi THmy. Beicokas pacnpoctpa-
HEHHOCTH 3a00JIeBaHUS B MOIYJISLUN B 3HA-
YUTEIbHON Mepe CBs3aHa C BBICOKOM 4YacTo-
TOW MyTaIuii, Bo3HuKaromux de novo [1, 3].
B Hacrosimee Bpems [IM/] paccmaTtpuBarot
KaK «T€HETUYECKH JETEPMUHUPOBAHHOE 3a-
0osieBaHuE, OCHOBHBIM KIMHUYECKUM HPOSIB-
JEHUEM KOTOpPOTO CIYKUT HapacTarolas
MbILIeYHast €1abocTh. JTO Haubolsiee 4acrto
BCTpevaromasicss Qgopma Muomuctpopuu y
nereil. bonesHp neb0THpYET B paHHEM JeT-
ckoM Bo3pacre. lloreps cnocobHOCTH K ca-
MOCTOATENbHON X0Jp0€ yalle BCero Mnpowuc-
xoaut K 8—10 romam» [4].

B Hacrosiee BpeMsi paccMaTpUBaOTCS
2 naumboiiee pacmpoCTpaHEHHBIX T'€HETHYe-
CKUX BapuaHTa KOHEYHOCTHO-TIOSICHBIX Mbl-
HIeyHbIX auctpopuit [5]. D10 reHernuecku
reTeporeHHble 3a00JIeBaHUs, XapaKTepHu3y-
IOIIHAEC  NPOrPECCHPYIOLIEH  MBIIIEYHON
cJ1a00CThI0, aTpPOPUEN CKEJNEeTHBIX MBI C
MPEUMYIIIECTBEHHBIM MOPaXXEHUEM ILIEYEBO-
IO U Ta30BOTO IOSICOB KOHEYHOCTEMN, CHUXKE-
HUEM CYXOKUJIbHBIX pPE(IIEKCOB, MOBBILIE-
HUeM YypoBHs kpeaTuH(ocokuHazbl (KDK)
B CBIBOPOTKE KpoBH [5, 6]. Ha manHbIi MO-
MeHT onucaH 31 reHeTHYecKuil BapuaHT KO-
HEYHOCTHO-TIOSICHBIX MBIIIEYHBIX AUCTpOdUit
(KIIM/[I), BO3HHKaOmMX TOCTe Mepuoaa
HOPMAaJIbHOTO MOTOPHOTO Pa3BUTUS U 00Y-
CJIOBJICHHBIX MYTallUSIMHM B T€HaX, JIOKAIU30-
BaHHBIX Ha ayTocomax [7-9], n 3 renerude-
CKMX BapHaHTa, MMEIOMUX X-CLEIUICHHBIA
peueccuBHbIM TUN HacinenoBaHus — KIIMJ]
Mromenna/bexkepa (KIIM JI/b) u KIIM/I
Omepu—/peiipyca 1-ro m 6-ro Tumos [5].
ITpynunnoit BosHukHOBeHUs KIIM/I tnma 2A
(KIIM/I 2A) ciyxaT MyTalluu B T€HE Ka/lb-
nauna 3 (CAPN3), kapTHpOBaHHOTO Ha XpPO-
mocome 15q15.1-021.1 [10]. IIpoaykTom ero
JKCIIpeccun sBNsgeTcs (epMEeHT ceMmelcTBa
KaJIbIIMH3aBUCUMBIX MPOTEa3, KOTOPBIN MpHU-
HUMAaeT y4acTHEe B MPOIECCe CUHXPOHU3ALINN
MBIILIEYHOTO COKpAILLEHUS, a TaKKe B IPO-

1ecce MUOGUOPUILIOTEHE3a U CAPKOMEPHOTO
pemonemupoBanus [5, 11, 12]. Cxoactso
KJIMHUYECKUX MPOSIBJICHUN 3THX I'€HETHYe-
ckux BapuantoB KIIMJ[ oOycnoBneHo yd4a-
CTHUEM MPOAYKTOB IKCIPECCUU T'€HOB B €1IU-
HOM IIaTOTCHETHYECKOM MexaHu3me [5, 13—
15]. I'eneTnueckasi reTepoOreHHOCTb MaTOJ0-
ruy npuBoguT K Tomy, uro KIIM/I nuaruno-
CTUPYETCSI HE TOJBKO y MYX4YHMH, HO U Y
JKEHIIUH.

Ha ocHOBaHMM CpaBHEHUsI YaCTOTHI
BCTPEYAEMOCTH KIMHUYECKUX TPU3HAKOB Y
6onpubix ¢ KIIM/I JI/b u KIIMJI 2A ycra-
HOBJICHO, YTO MMEETCS] 3HAYUTEIBHOE CXOJI-
CTBO MX KJIMHUYECKHUX MposiBieHuil. Habimro-
JAeMbI  KIMHWYECKHHA TMOIUMOPOU3IM Y
00nbpHBIX paccmaTpuBaeMbix rpymnn KIIMJ]
MOET OBITh OOYCJIOBJIEH KaK €IMHBIM aTO-
F€HETUYECKUM IPOLECCOM, TaK U LIUPOKUM
JIMara3oHoM Bo3pacTa WX MaHudecTanuu,
JUIMTETILHOCTBIO TeueHusi 3aboyieBaHUsS Ha
MOMEHT OCMOTpa. DTO MOXKET OBITH CBA3aHO
CO CXOJICTBOM NATOT€HETHMYECKUX MEXaHU3-
MOB pa3BHTHS OOCYXIaeMbIX 3a00JIeBaHUN
[5]. Baxubim kpurepuem auddepeHmnans-
ot nmuarnoctuku KIIMJI I/b u KIIM[J] 2A
MOTYyT ciyxkuTh nokaszarenu KOK B cwiBo-
pOTKe KpoBHU. XapaKTePHBIM TMPHU3HAKOM
KIIMJI I/b sBnsercs 3HAYUTEIBLHOE TOBHI-
menne KOK, no kpaitneit mepe B 10-20 pas
(gacto B 50 pa3, a B OTHENBHBIX CIy4asX J0
200 pa3) oT BepxHEH rpaHUIIBI HOPMBI B BO3-
pacte 1o 5 ner. Beicokue ypoau KOPK or-
MEYAIOTCsl B TpymIie OOJIBHBIX YK€ MPH POXK-
JleHuu. B oTnenbHbIX UCCIe0OBaHUsIX YTBEp-
xpaaercs, yto nosbiieHne KOK B chIBOpoTKE
KpoBHU MeHee 4eM B 10 pa3 B TeueHHe nepBbIX
3-X JIeT )KU3HH y peOeHKa C MOJI03PCHUEM Ha
KIIMI JI/b mOomKHO TOCTYXHTh IOBOJOM
JUTsl TMATHOCTUKH JPYTUX TEHETUYECKUX Ba-
puantoB KIIM/I (puc. 1) [5].

[TocTaBuTh qUArHo3 — HE 3HAYHT pe-
[IUTHh MPOOJIEMYy JaHHOTO 3a00JeBaHHS, ITO
Bcero numib 50% ycnexa. Ceromnsi ropaszio
CJIOKHEE OpraHu30BaTh MYJIbTUIAUCIUILIU-
HapHBIM MOAXOJ B JICUCHUM TAIlMEHTA; TPHU-
HATH pPEIIeHHEe O HAa3HAYCHHH HEOOXOIUMON
Tepamnuu, €CIM OHA CYIIECTBYET WJIH, E€CIIH
MalUeHT — JEBOYKA; HaYaTh JICYEHHE; MPO-
BOJIUTH PETYJSIPHBIA KOHTPOJIb 32 JICUCHUEM
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Puc. 1. Anroput™m auddepeHInanbHOM TUarHOCTUKU PACIPOCTPAHEHHBIX TEHETUUECKUX BapUAHTOB KOHEYHOCTHO-
MOSICHBIX MBIIICYHBIX TUCTPOGHii, BOSHUKAIOIINX MOCIIE MEPHO/1a HOPMAILHOTO MOTOPHOTO pa3BuThs [5].

Fig. 1. Algorithm for differential diagnosis of common genetic variants of limb-girdle muscular dystrophies

occurring after period of normal motor development [5].

u nporpeccueil 3aboneBanus. HecMmoTpsa Ha
HaJIMUME€ pa3IMYHbIX TapreTHBIX JIEKap-
CTBEHHBIX IIPENAPATOB, B TOM YUCJIE HE 3ape-
TUCTPUPOBAaHHBIX Ha TeppuTopun Poccuii-
ckoil denepannu, TPUMEHSIOIIUXCS IS JIe-
yenuss [IMJl, npuHsaTh pemeHue 00 ux
Ha3HaYeHUH 0e3 HaJIu4uus ClelHaIbHBIX 3Ha-
HUN M KOMIIETEHIIMM O4Y€Hb ClI0XHO. OnHO-
3HA4YHO, YTO «IUPHKEPOM» B MYJIBTHIHUCIIH-
IUVIMHAPDHOM  KOMaHJE BBICTyHaeT Bpad-
HEBPOJIOT, KOHTPOJUPYIOIIUA B3aUMOJICH-
CTBHE M NPEEMCTBEHHOCTh B paboTe Bpayei
pPa3HBIX  CHEUUAIBHOCTEW, ONTUMHU3UPYS
npoIiece JICYCHUs U Tuarnoctuku [15, 16].

Kanunueckoe Ha0JIroneHue

B ¢espane 2025 roma mon Habmroze-
HHEM Haxomwiach KEHINMHA 24 JIeT ¢ Iua-
raozoM: [IM/], KIIMT 2A, ¢ ymepeHHBIM
BSJIBIM  TIPOKCHMAJBHBIM  TETParape3oMm.
YMmepeHHOe HapylieHHe (QYHKIUU XOAbOHI,
YMEpPEHHOE HapylieHHe (YHKIMOHUPOBAHUS

U OKM3HEJESITeTbHOCTH. J[MarHo3 reHeTude-
cku noareepkaeH (koa mo MKB-10: G71.0).

Huarnoz mno MK®: d4500.1.2(1),
b7300.2(1), b4552.2(1).

ComyTCTByIOIIIEH HUarHO3: THUIEPTPO-
¢dbudeckas kapauoMuonatus y 00JIbHOTO KO-
HEYHOCTHO-TIOSICHON Muoauctpodueit (6pa-
TUKapAUs, TPEICEPIHBIA PUTM).

[TarueHTKa SIBIISUIaCh peOEHKOM OT 7-i
OepeMEeHHOCTH, MPOTEKaBIIeH OIarompusT-
Ho. Pommnace ¢ maccoii Tena 3960 r, poctom
53 cm. Pogsl maTepuun cpodHbie HU3HOIOTH-
yeckne. PaHHee pa3BUTHE COOTBETCTBOBAJIO
HopMme. ['onoBy nepxania ¢ JByX MeECSIEB,
CH/IeNa C IIECTH MECSIEB, Hadaia XOIUTh
CaMOCTOSITENIFHO C OJIHOTO roja, (pazoBas
peds ¢ rmoiyropa Jiet. B ceMeiHOM aHamHe3e
y OTIIa OTMeYaaach TUIEPTPOPUs UKPOHOK-
HBIX MBI (Morud B 42 roja Mpyu HECcyacT-
HOM cirydae). CBOJHBIN OpatT 1o mMatepH 370-
POB, JIBa TUIEMSTHHUKA 37I0POBBI.
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Co ci0B 00JIBHOI U IO JAHHBIM Meu-
LIMHCKOM JOKYMEHTAIMM C Hayaja camoCTOsI-
TEIbHON XOb0Bl YACTO OTMEYAUCH MAJACHUS
U xonpba Ha Hocoukax. B 3 roma BmepBble
OTMEYEHO IOBBIIICHUE TPAHCAMUHA3, B CBS3U
C UYeM HUCKJII0UEHbI BUpYyCHBbIe Tenatutsl B u C.
[IceBnorumnepTpoguss HKPOHONKHBIX  MBIIIII
crana 3ametHa ¢ 5 ser. B 2014 rony npose-
JIeHa axXWJUIOIJIACTUKA. MakcuMalbHbIE 3Ha-
yeaust KOK no 8247 En/n. [1o nanaemm SMIT
BBISIBJICH IEPBUYHO-MBILICYHBIA THUII IOpaA-
xenuss. B 2016 rony mpoBeneHo reHernye-
ckoe oOcinemnoBanme, mpoBeaeHa JIHK-
JMarHOCTHKa, oOHapy>keHa MyTalusl
€.550delA B reTepO3MroTHOM COCTOSIHHH.
[TarueHTKa pEryasipHO NPOXOAUT KypChl am-
OyJaTOPHOrO0 M CTAalMOHAPHOTO JICYCHUS, B
TOM YHCJI€ TOPMOHOTEPANIUIO METUIIPEIOM, C
BPEMEHHBIM MOJIOKUTEIbHBIM 3 dexTom. B
IUTAHOBOM IMOPSIJIKE MOCTYIAeT B OTIEIIEHUE
MEAMIMHCKOW peaduIuTaluyl ISl TMPOXO0XK-
JIEHUS] BOCCTAHOBUTENILHOTO JICYEHHUS.

[TanuenTka ocMOTpeHa MYJIbTHAUCIIH-
MJIMHAPHOW peadMIMTAIIMOHHON KOMaHJI0N B
COCTaBE€ HEBpOJIOra, TepaIreBTa, KapAHoJora,
TpaBMaToJ0ra-opTonesaa, IMCUX0JIora, 3pro-
TeparneBTa, CIeNHUaIUuCcTa Mo (hU3NUECcKoi pe-
aduIuTaMu i1 COIJIACOBAHMSI BEACHMS,
JEYeHUs] W WHJAMBUAYAJbHON MPOrpamMMbl
MEUIIMHCKON peabrInTaium.

[Tpu 06BEKTUBHOM OCMOTpE ob1iee co-
CTOSIHME yJOBjieTBOpUTENbHOE. [loBbIlIeH-
Hoe muTanue. Poct — 165 cM, Bec — 85 kT,
MHAEKC Macchl Tena — 31,22 kr/m?. KoxHbie
NOKpPOBBI 00BIYHOM oOkpacku. [lepudepuue-
CKHUX OTEKOB HET. B Jlerkux JpIxaHue Be3H-
KyJISIpHOE, XpUIoB HeT. YacTtoTa npIxarenb-
HbIX JBWKeHUHM 17 B MuHyTy. TOHBI cepaua
IIPUIITYLIEHBI, PUTM CEPIEYHBIX COKpAIEHNUN
NPaBWIbHBIN. ApTepHUaabHOE JaBJICHHE: CH-
cToaudeckoe — 124 MM pT. CT., IUACTONH-
yeckoe — 84 MM pT. cT. HacToTa cepieuHbIxX
cokpaieHuii 78 B MuHyTy. JKMBOT najnbna-
TOPHO MATKUH, 6e3001e3HeHHbIN. [leueHs mo
Kpato pebepHoil nyru. DPU3MOIOTHMUYECKHUE
OTIPABJICHUS] KOHTPOJIUPYET.

B HeBponornueckoM cratyce CO3HaHHE
scHoe. Kputnka coxpanena. OpueHTanusi B
MECTE, BpEMEHU, JIMYHOCTH BepHas. Hactpo-
eHue poBHoe. [lamsaTe coxpanena. UepenHo-

MO3TOBBIE HEpPBBI B IIpe/Aeiax BO3PacTHOU
HOPMBI.

IIpu ocMoTpe naBUTATENBHOU ChEps
MBIIICYHBI TOHYC HOpPMajbHBIH. DPuOpHI-
JaspHble U (ACUUKYISPHBIE MOAEPTUBAHUS
OTCYTCTBYIOT. [mmorpodus ™Mby OTCyT-
ctByeT. CyXxOXuibHble pedIeKchl paBHO-
MEpHO CHMXEHbI. [laTonoruyeckue cronHele
U KHUCTEBbIE 3HAKU OTCYTCTBYIOT C OO0EHX
CTOpPOH. MpblleyHasi Cujla CHUKEHa B IIPOK-
CUMAaJIbHBIX OTJIeNaX KOHeYHocTel 10 3 Oal-
noB. B mo3e PomGepra ycroitunBa. Koopau-
HATOPHBIE MPOOBI BBINOJIHSET yIOBIETBOPH-
TenbHO. MHTEHLMOHHOE JpOXKaHHE OTCYT-
CTBYET C 00EUX CTOPOH.

UysctBuTenbpHas cepa coxpaHeHa.

[Tpu orieHKe OPTOMEIUIECKOro CTaTyca:
¢usnonornueckue M3rudbl  [O3BOHOYHUKA
CrJIaKEHbl B IIEWHOM M TPYJHOM OTJENax,
runepiopaos. Jedanc mnapaBepTeOpaibHBIX
MBI OTCYTCTBYeT. bone3HeHHOCTh TmpH
NaJbMAlUY [apaBepTeOpaIbHBIX MBI U
OCTHCTBIX OTPOCTKOB MO3BOHKOB OTCYTCTBYET.
Cumnrom Jlacera orcyrcrByer. [loxoaxa muo-
natuueckas. [lceBmoruneprpodust nenbTo-
BUJIHBIX, UKPOHOXKHBIX U SITOJJYHBIX MBIIIIII.

[TarueHTKa MOXKET MPOUTH CAMOCTOS-
TEJIbHO MO POBHOW MOBEPXHOCTH O€3 10moJ-
HuTenbHON onopsl 200-300 meTpoB ¢ Hapac-
TaHUEM YCTaJIOCTH, MEPUOJaMHU OT/bIXa. 3a-
TPYAHEHUs MpH X0AbOE IO JEeCTHHIE, BCTa-
BaHMHM C KOJIEH, TpeOyercs omopa. Tect 6-

MUHYTHON X0oapObl — 180 M. Ilo mikane
bopra — 11 6amnoB. Uanekc xoap0n1 Xay-
3epa — 3.

[To pe3ynpTaTtaM AOMOTHUTENHHBIX Me-
TOJIOB MICCIIEIOBaHUS B OOIIEM aHAJIM3€ Kpo-
BU DJPUTPOLIUTHI, TEMOIJIOOWH, JIEHKOIUTHI,
COD B npenenax pedepeHCHbIX 3HauUeHU. B
o01eM aHaau3e MOYHM YJIEeJbHBIM BeC —
1010, pH — xucnas, 6enoxk — 0 /1.

B Ouoxumuyeckux aHaimu3ax KpPOBH
K®K — 1486 En/n (pedepeHcHble 3HaUCHUS
24-170 En/n), KOK MB — 43,7 (pedepenc-
Hbele 3HaueHus meHnee 20 En/m). Tlokasarenu
AnAT, AcAT, menounoit ¢ocdaraspl, dpax-
il OunupyOrHa, TUIUAOTPAMMBI, TIIFOKO3BI
KpPOBH B Npejienax pepepeHCHBIX 3HAUCHUM.

[Ipu OKI'-uccnenoBanuu BBISIBIEH CH-
HYCOBBIM PUTM C YacCTOTOM CEpIAEYHBIX CO-
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kpamieHuii — 58 B MmuHyty. HopmanbsHoe
nonoxenue J0C.
IIpoBeneno anekTpoMuorpaduueckoe

HCCIEAOBAHUE  HUIOJbYATBIM  DJIEKTPOAOM
Mo Erektor spinae, Spinalis, LS5 (puc. 2),
Rectus femoris, Femoralis L2-L4 (puc. 3),
Vastus lateralis, Femoralis L2-L4 (puc. 4).
B pacciaGieHHOM COCTOSIHUM B HCCIEIO-
BAHHBIX MBIIIIAX CIIOHTAHHOM aKTUBHOCTHU
HE BbIABIEHO. [Ipy Mpon3BOIBHOM HampsiKe-
HUU B TapaBepTeOpalbHBIX MBIIILAX PEru-
CTPUPYIOTCSI IOTEHLHUAIbl JIBUTaTEJIbHBIX
equaul, (ITJE) cHMWXEHHOW aMIUTUTYABl W
JUIUTENFHOCTH. B Mplmmax Oeapa yBennyeH
MPOLEHT TNoNMU(a3HBIX MOTEHIMANOB, PEru-
crpupytorcst [IJIE HECKOJIIBKO YyBEIMYEHHON
MaKCUMaJbHOM AaMIUIUTYAbl, CPEIHEH aM-
IUIUTYABl, OJNM3KOM K HOpManbHOM. Jliu-
tesnbHOCTh II/IE ymenbiiena.

[Io 3aKiIIOYEHHIO MYJIBTUIAUCLUILIM-
HapHON peaOUIUTAllMOHHOW KOMAaH[bI OIpe-
JeTICHO JICYCHHe: JiedeOHasi TMMHACTHKA B
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108442

IHbie —

Hopuma
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»

e

3ane Ne 10, Maccax BEpXHUX M HUKHUX KO-
HeuyHocTel yepe3 neHb Ne 10, BTL marauro-
Tepanusi Ha MPOKCUMAaJIbHbIE OTAENbl KOHEY-
Hoctel (mporpamma M0022) Ne 10, asnek-
Tpoope3 nubazona 1% (+) HaA KOHEYHOCTH
Ne 10, tpenaxepst (MOTOMen, BT Cradu-
JI0, DIUTUITHYECKUN TpeHaxep), STUIMETUII-
TUAPOKCUNUpUIUHA cyKiuHaT (Mekcumaon)
500 mr mo 4 M 1 pa3 B nenp B/B Ne 10, tna-
MuHa xyopua 5% mo 1 miu 1 pa3 B 1eHb B/M
Ne 10, 3aHITHS C ICHXOJIOTOM.

Kypc wmenmuuuHckoi peaOunuranuu
MaUeHTKa MepeHecia XOpoulo.

Ha ¢one npoBoaumoii Tepanuu oTMe-
YeHa MOJIOKHUTENbHAs AUHAMUKA: YBEIUYH-
Jach oOmas aKTUBHOCTh, YMCHBIINJIACH
YTOMJISIEMOCTh, YBEPEHHEE IPEOI0JIeBacTCA
pacctostnue B 300 METpOB, COKpaTHIINCH Tie-
pHOIBI OTABIXA. TeCT 6-MUHYTHOH XOABLOBI
— 292 wmerpa. Ilo mkane bopra — 13 6ai-
noB. Mnaekc xoan0b1 Xaysepa — 2.

s
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Puc. 2. Uronpuaras snexrpomuorpadus. Erektor spinae, spinalis, L5.
Fig. 2. Needle electromyography. Erector spinae, spinalis, L5.
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Puc. 3. Uronwsuatas snekrpomuorpadus. Rectus femoris, femoralis L2-L4.
Fig. 3. Needle electromyography. Rectus femoris, femoralis L2—L4.
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Puc. 4. Uromsuarast anektpomuorpadust. Vastus lateralis, femoralis L2—L4.
Fig. 4. Needle electromyography. Vastus lateralis, femoralis L2—-L4.
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[Ipu BbIMHCKE OBLIO PEKOMEHIOBAHO
HaOJI0ICHNEe HEBPOJIOTA MO MECTY JKUTEIb-
ctBa. [IpogomkuTh MEAUIIMHCKYIO peaduiu-
Tanuio Ha amOynaTopHoM sTamne. JleueOHas
TUMHACTHKa CaMOCTOSATENbHO MOCTOSHHO. K
MEAUKAMEHTO3HOMY  JICUEHUIO:  KEJITUKAH
komIuiekc 1 kamcyna yrpom B Tedenue 20
nHeil, yepe3 10 1HEl Kypc MOBTOPUTH; JIEBO-
kapauTHH (351bpKap) 300 mr mo 1 mut 3 paza B
JIEHb J10 3 MECSIIEB.

Oobcy:xnenune

B  nmpeacraBieHHOM — KIMHUYECKOM
HaOJIIOICHUM WMEET MECTO CIIy4al peaKou
TCHETUYECKHU MOATBEPKACHHON MaTOJIOTUN —
[IM/I — y B3pocinoi xeHuuHbl. XOTd B
HACTOSIIIee BpeMsl HE CYIIECTBYET CIICIU(U-
yeckux MetTonoB JieueHus KIIMJI, neobOxo-
JTUMO TIOBBIIIATH OCBEIOMJIEHHOCTh HEBPOJIO-
rOB O HAIWYMHM JaHHOH pEenKord (OpPMBI
HellponereneparuBHoro 3abosneBanus. Cpoe-
BpeMeHHas nuarHoctuka KIIMJI mo3Bosut
yK€ Ha paHHUX CTaJUAX Ha3HAYaTh COOTBET-
CTBYIOILIYI0O MHOTOOOpa3HBIM MPOSIBICHUSIM
OO0JIC3HH CUMITOMATHUYECKYIO TEPAITHIO, UHO-
rja gaxke ¢ MPUMEHEHUEM TITFOKOKOPTUKOCTE-
pouioB [4], AJis OBBIIICHUS KA4e€CTBA KU3HU
OOJILHBIX M CHIDKEHHS MEIMKO-3KOHOMHMYE-
CKHX 3aTpaT. B HameM citygae Ba)XKHO TO, 4TO
HeB3Wpas Ha Oonee uactoe 3a0oleBaHME
MaJIbUMKOB 110 CPABHEHHIO C JCBOYKAMH, JHa-
THO3 ObLT BEpU(UIIUPOBAH B PAHHEM JIE€TCKOM
BO3pacTe C BBISIBJICHUEM MyTaluu B rexHe. [la-

[MCHTKA HAXOAUTCS MOJ  TOCTOSHHBIM
HaOJIOICHNEM, PETYJISIPHO MPOXOIUT JICUCHHE
U peadMINTAIIOHHBIC MEPOIIPUSTHSI B COOT-
BETCTBHM C TPEOOBaHWSIMH HOPMATHUBHO-
NPAaBOBOTO PETYJIMPOBAHUS OKa3aHHS MeEJIU-
IIUHCKOW TIOMOIIM TP OIMCAaHHOM 3a00JIeBa-
aun [17]. TTosToMy ee peaOMIMTAMOHHBIN
MIPOTHO3 COXPAaHSETCS ONarompUATHBIM, T03-
BOJISIFOIIIUM COXPAHSATh €€ Ka4eCTBO KH3HH Ha
JOCTaTOYHO Y/IOBJICTBOPUTEIILHOM YPOBHE.

3akao4eHue

IIporpeccupyromas MbllI€YHAs OMC-
Tpous ABISIETCS PEAKUM T€HETUYECKUM 3a-
OosieBaHUEM C OOJIBIIMM TI'€HETHYECKUM I10-
mumopdusmom. C ydeToM OTCYTCTBHSA CIie-
UpHUUeCKo Tepanuu, MOIUPUIMPYIOLIEH
Te4YeHUEe 3a00JeBaHUs, HEOOXOAMMO MOM-
HUTb, YTO OCHOBHOH LIENIBIO JICUECHUS NalU-
€HTOB C IIPOrPECCUPYIOIIEH MBIIIEYHON IUC-
Tpodueil sBIseTcs MNOAJAEp)KaHHE IOJBUK-
HOCTH, (PYHKLIHMOHAJIBHOM CaMOCTOSITEIbHO-
CTH TALIMEHTAa U YMEHBIIECHUE BBIPAKEHHO-
CTH OTPAaHUYEHUN €ro >KU3HEIEATEIbHOCTH.
[TonoGHBIX pe3ysbTaTOB MOYKHO JIOCTUYb
JUIIb [IPU MYJIbTUJUCHUILUIMHAPHOM MOJXO-
JI€ K BEJCHMIO MAlUEHTa, CO3IaHUI0 MYJIbTH-
JUCLUIUIMHAPHBIX PEaOMIMTALMOHHBIX KO-
MaHJ, BKJIIOYAIOIIUX HEBPOJIOTOB, TEpaIeB-
TOB, KapJHOJIOTOB, OPTONEA0B, IICUXOJIOTOB,
HProTepaneBTOB U CIHELHUATUCTOB MO (U3M-
YECKOW peabuIIUTaIINH.
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JdomoaHnTeabHass vHpopMaus

ITHyeckast 3kcnepTu3sa. He npumenumo.

Hcrounnkn punancuposanus. OTCyTCTBYIOT.

PackpbITHE HHTepecOB. ABTOPHI 3asBISIIOT 00 OTCYTCTBHU
OTHOLIEHHUH, IeATEeIbHOCTH U HHTEPECOB, CBA3AHHBIX C TPETHUMU
JMIAMH (KOMMEpPYECKUMHU U HEKOMMEPUECKUMU ), THTEPEChI
KOTOPBIX MOTYT OBITh 3aTPOHYTHI COAEPIKAHUEM CTAThH.
OpuruHaabHOCTb. [Ipy co3aHNM CTAaTbU aBTOPHI HE
HCIIOJIB30BAITH paHee OITyOIMKOBaHHbIE CBEICHHS (TEKCT,
WJUTIOCTPALIUH, TAaHHBIE).

TI'eHepaTuBHBII HCKYCCTBEeHHbIH HHTe/IEKT. [Ipu co3nanun
CTaThH TEXHOJIOTUH F'€HEPATUBHOIO UCKYCCTBEHHOTO MHTEIIEKTA
HE UCIOJIb30BATIH.
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PELIeH3eHTa U WICH PeIaKIMOHHON KOJIeTUH H3JaHHUs.

00 aBTOpax:

MEymon'm Banepusa Muxaiinoena, xauz. MeJl. HayK, OLIEHT
Kadenpbl HEBPOJIOTHU U HEHPOXUPYPTUH;

azapec: Poccuiickas @enepanus, 390026, r. Pa3ans,

yi1. BeicokoBonbTHa, 1. 9;

eLibrary SPIN: 8774-1212;

ORCID: 0009-0002-3733-8489;

e-mail: lerabut@yandex.ru

Kaonoe Bnaoumup Anexceeeuu, n-p MeA. Hayk, npodeccop,
npodeccop kadeapbl HEBPOJIOTHU U HEHPOXUPYPT U,

eLibrary SPIN: 1632-5083;

ORCID: 0000-0002-5973-1196;

e-mail: vladimir.zhadnov@mail.ru

3opun Poman Anexcamdpoeuu, n-p Men. Hayk, mnpodeccop,
3aBeyIOMuid Kadeapoii HeBPOIOTUH U HEHPOXUPYPTHH;

eLibrary SPIN: 5210-5747;

ORCID: 0000-0003-4310-8786;

e-mail: zorin.ra30091980@mail.ru

Ethics approval. Not applicable.

Funding sources. No funding.

Disclosure of interests. The authors have no relationships,
activities or interests related with for-profit or not-for-profit third
parties whose interests may be affected by the content of the article.
Statement of originality. The authors did not use previously
published information (text, illustrations, data) when creating work.
Generative Al. Generative Al technologies were not used for this
article creation.

Peer-review. Two reviewers and a member of the editorial board
participated in the review.

Authors' Info:

“Valeriya M. Butova, MD, Cand. Sci (Medicine), Assistant
Professor of the Department of Neurology and Neurosurgery;
address: 9 Vysokovoltnaya st, Ryazan, Russian Federation,
390026;

eLibrary SPIN: 8774-1212;

ORCID: 0009-0002-3733-8489;

e-mail: lerabut@yandex.ru

Vladimir A. Zhadnov, MD, Dr. Sci. (Medicine), Professor,
Professor of the Department of Neurology and Neurosurgery;
eLibrary SPIN: 1632-5083;

ORCID: 0000-0002-5973-1196;

e-mail: vladimir.zhadnov@mail.ru

Roman A. Zorin, MD, Dr. Sci. (Medicine), Professor, Head of the
Department of Neurology and Neurosurgery;

eLibrary SPIN: 5210-5747;

ORCID: 0000-0003-4310-8786;

e-mail: zorin.ra30091980@mail.ru

669

https://doi.org/10.23888/HMJ2025134661-670


https://doi.org/10.23888/HMJ202192326-334
https://elibrary.ru/jgozik
https://doi.org/10.23888/HMJ202191157-169
https://elibrary.ru/uzqmtd
https://doi.org/10.1016/0092-8674(95)90368-2
https://doi.org/10.1042/bj3350589
https://doi.org/10.1136/jmg.2004.028738
https://elibrary.ru/wuudck
https://doi.org/10.1016/s0022-510x(97)00309-2
https://doi.org/10.1016/s0960-8966(00)00143-7
https://elibrary.ru/lostcz
https://doi.org/10.23888/PAVLOVJ202028199-110
https://elibrary.ru/nyacac
https://elibrary.ru/matgrn
https://doi.org/10.23888/HMJ2024123397-406
https://elibrary.ru/btmjzc
https://elibrary.ru/author_profile.asp?id=758231
https://orcid.org/0009-0002-3733-8489
mailto:lerabut@yandex.ru
https://elibrary.ru/author_profile.asp?id=758227
https://orcid.org/0000-0002-5973-1196
mailto:vladimir.zhadnov@mail.ru
https://elibrary.ru/author_profile.asp?id=724335
https://orcid.org/0000-0003-4310-8786
mailto:zorin.ra30091980@mail.ru
https://elibrary.ru/author_profile.asp?id=758231
https://orcid.org/0009-0002-3733-8489
mailto:lerabut@yandex.ru
https://elibrary.ru/author_profile.asp?id=758227
https://orcid.org/0000-0002-5973-1196
mailto:vladimir.zhadnov@mail.ru
https://elibrary.ru/author_profile.asp?id=724335
https://orcid.org/0000-0003-4310-8786
mailto:zorin.ra30091980@mail.ru

SCIENCE OF THE YOUNG (Eruditio Juvenium) |

Vol. 13 (4) 2025 | CASE REPORT

Bxuiag aBTopoB:

Bce aBTOpBI 0100pUITH PYKOITHCH (BEPCHIO 1S Ty OIIHKALINH), &
TAKKEe COIVIACHIINCH HECTH OTBETCTBEHHOCTH 32 BCE ACIIEKThI pabOThI,
rapaHTHPYs HaJUIeKalllee PACCMOTPEHHE U PEIIEHHE BOIPOCOB,

CBA3AHHBIX C TOYHOCTBIO U Z[O6pOCOBCCTHOCTI)IO J1000# ee 4acTH.

Author contributions:

All authors approved the manuscript (the publication version), and
also agreed to be responsible for all aspects of the work, ensuring
proper consideration and resolution of issues related to the accuracy
and integrity of any part of it.

Pykonuch moayyena: 27.04.2025 Pykonuce on06pena: 01.12.2025 Ony6aukoBana: 30.12.2025
Received: 27.04.2025 Accepted: 01.12.2025 Published: 30.12.2025

https://doi.org/10.23888/HMJ2025134661-670

670




