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B cTatbe onucaHbl Te4eHWe NPOrpeccupytoLLei MbileqHon AncTpodni, 06yCnoBREHHOW MyTaunen 52 9K30Ha reHa AUCTPOUHA, a Takxe AnddepeHLmans-
Hble KIMHUYECKME 11 BUOXUMIYECKNe MapKepbl Pa3nnyHbIX BULOB MbILIEYHbIX AMCTPOUIA. ABTOPbI NPOAEMOHCTPUPOBANN COBCTBEHHOE KIMHINYECKOe HabmHo-
JieH1e THXeNo hopmMbl NPOrPeccUpyroLLein MbILLEYHON auctTpoun — guctpoun [ioweHHa y npo6aHLoB N0 MaTEPUHCKONA NMHWAN. [1e6t0T 3a60neBaHNs
y 6paTbeB OTANYANCH CPOKaMK NOABNEHUS NEPBbIX NPU3HAKOB 3a60/1eBaHMs: B 4 rofa y ABOKPOAHOro 6parta, B nonTopa rofa — y npobaHaa, 4To CBUAETENb-
CTBOBA/I0 06 U3BECTHOM (DEHOMEHE aHTULMNALUN — «OMOJOXKEHUS» 3a601eBaHNS Y 60M1ee MONOAbIX POACTBEHHNUKOB. Ha KNMHMYECKOM Npumepe noKasaHbl
COBPEMEHHbIE METO/ibl AMArHOCTUKM W Ne4eHns 3a60neBaHns y feTei, 4To NOAKPENsIeHO BblLepXXKamMu U3 MUPOBbIX NPOTOKOMOB 1 pe3ynbTaTaMi KiuHUYe-
CKWX NCMbITaHWIA.

Kntoyesble cnoBa: nporpeccupytoline MbilleyHble guctpoun, anctpodms [JolweHHa, AnarHoCTuKa, NieYeHne, AeTu.

Modern principles of diagnosis and treatment

of Duchene muscular dystrophy (update 2018)

MA. Gonchar', 0.L. Logvinova', E.P. Pemazunovskaya®', L.G. Telnova’, N.R. Buginska', M.l. Prikhodko’
"Kharkiv Medical University, Ukraine

2 Communal Health Protection Institution «QOblast Children's Clinical Hospital», Kharkiv, Ukraine

The article describes the course of progressive muscular dystrophy due to the mutation of 52 exons of the dystrophin gene as well as differential clinical and
biochemical markers of various types of muscular dystrophy. The authors presented their own clinical observation of the severe form of progressive muscu-
lar dystrophy — Duchene's dystrophy in maternal probands. The disease onset among the brothers differed in terms of the first manifestations: the cousin
had the onset at four years of age and the disease in the proband started in 18 months that was evidenced by the well-known phenomenon of anticipation —
«rejuvenation» of the disease in younger relatives. The modern methods of diagnosis and treatment of the disease in children, which is supported by excerpts
from the world protocols, and the results of clinical trials are demonstrated in the article.
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’K303 «06nacHa guta4a KniHiyHa nikapHa», M. Xapkis, Ykpaina

Y crarTi onucaHo nepe6ir Nporpecyroyoi M'A30BOi AUCTPOIi, 3yMOBNEHOI MyTauielo 52 ek30Ha reHa AMCTPOIIHA, a TakOX AuhepeHLianbHi KiiHiYHI
Ta 6i0XiMiYHi MapKepu pi3HUX BUAIB M'A30B0I ANCTpodii. ABTOPU NPOAEMOHCTPYBANIA BAIACHE KITiHIYHE CNOCTEPEXEHHS BOXKOI (DOPMU NMPOrpecytoyoi m'a3o-
BOi AucTpodii — anctpodpii [rolweHHa y npo6aHAais no MaTepuHCbKin nidii. [Je6toT 3axBoptoBaHHsA y 6paTtiB BifPi3HABCA TEPMiHAMK MOSBYU NEPLIMX 03HAK
3aXBOPIOBAHHA: Y 4 POKM Y ABOIOPIAHOIO 6pata, y NiBTOpa poKy — y Npo6axaa, Lo CBiA4MI0 Npo BigoMui (heHOMEH aHTMLMNALii — «OMONOKEHHS» 3aXBO-
PIOBAHHA Y BiNbLlL MONOAMX POANYIB. Ha KNiHIYHOMY NPUKNAZi NOKa3aHi Cy4acHi MeTOAM AiarHOCTUKM Ta NiKyBaHHA 3aXBOPIOBAHHA Y AITelA, WO NigKpinaeHo
BUTAraMu 3i CBITOBUX NPOTOKONIB | pe3ynbratamut KNiHi4HUX BUNPOOYBaHb.

Knto4osi cnosa: nporpecytoyi M'sa308i Auctpodii, auctpodis JioweHHa, fiarHocTuka, nikyBaHHs, JiTu.

Benenne
Hporpecenpymmne MbITTeunbie guctpopuu  duio Imepu—/Ipeticpyca (1-2 ma 100000), okysio-
(G71) — rereporennas rtpynma Hacjaen- Gapunreanrpayo [IM/l u aucrasbHble MUOTATAN

CTBEHHBIX 3a00JIeBaHUI, XapaKTePHU3YIOINXCS
POTPECCUPYIOIIEN MBITEYHOW €JaabOCThIO U
arpodueil ckejneTHbIX MbInil. /lanHasg Tpymnma
3abosieBaHuil BKI0YaIOT 10 30 BUZOB MbIIIEUHBIX
mucrpoduii. Hanbosee pacipocTpaneHsl Iporpec-
cupywomiasg Mbieunas guctpodus  (ITM]])
Jlomenna (0,3-5 caygaes Ha 100000 nacenenust),
IMM/I Bekkepa (2,4 nwa 100000) u [IM/l Jlan-
nysu—Jlexepuna (5 Ha 100000). Peske Hab/oga0T
koHeuHocTHO-TIosicHbie hopmbl [TM/] (0,1-1,3 na
100000), mporpeccupyIonryio MbIIIEYHYIO TUCTPO-
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(1,3-3,3 na 100000) [1,3]. Oupenenuts puck
(opMUpOBaHUS TPOrPECCUPYIONIEN MBIETHON
aucTpoduu B HACTOsIIlee BpeMsi BO3MOXKHO
C IIOMOIIBIO IIPeHaTAJbHON OGUOIICHKM XOPHOHA,
KoTOpas nposoautca Ha 11—14 nenensax 6epemen-
HOCTH, WJIM aMHUOIIeHTe3a 1ocJie 15 Hejiesm recra-
nuu. C 18-i1 Hejiem TTOCKOHIIENITYaJbHOTO TIEPUO-
JIa MOZKHO MTPoBecTH 3a60p KpoBu 1ioja [2,3].

B ocHoBe 3abojieBaHUs JIEKUT IOJOMKa
(ToueuyHast MyTanus, AeJelns WA AYIIAKAIUS
3K30HOB) B TeHE TPOTPECCUPYIONIEH MBITIIETHON
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Pue. 1. PebeHok @., manbyuk, 6 net, DS: mMbiweyHas guctpodus
[oweHHa, cTagms COXpaHeHHO CNOCOOHOCTI K CAaMOCTOSATENTbHO-
My nepeaBumKeHunto. 3aaepxka puanyeckoro pasBuTus

R

Pue. 2. PebeHok @., manbyuk, 6 net, DS: mbiweyHas guctpodus
[toweHHa, ctagms COXpaHeHHOM CnoCO6HOCTY K CaMOCTOATESTIbHO-
My nepeaBumxeHnto: A u b — aTanbl OUEHKN (PU3NONOrMYecKmnx
pedhnekcos

mucTpoduun, KOTOPbIM PACHOJIOKEH HA KOPOTKOM
miede (p) X-xpomocombl (Xp21.2). IToT TeH
peryJmpyet cuHTe3 Gesika AucTpopuHa, KOTOPbI
OTBEYaeT 3a COeIMHEHUE IUTOCKeJIeTa MUOIMTA
C BHEKJIETOYHBIM MATPUKCOM dYepe3 OesKOBBIiA
komiiekc. Jlebunur pucrpoduna MpPUBOAUT
K TIPOHUKHOBEHUIO U30BITOUHOTO KAJBIHS B cap-
KosieMy (KJIETOUuHYI0 MeMOpaHy), Kak CJeJCTBHe
M3MEHEHUS 3TUX CUTHAJIbHBIX TyTel, IUTOIIa3Ma
3aT0JIHSIET MWUTOXOHAPUM W Pa3pbIBAET IOCTEI-
Hue. XapakTepHas /g AUCTPOUN CKeJeTHBIX
MBIIII] MUTOXOHAPUATbHAS AMCHYHKIUS TIPU-
BOJIIUT K YCUJIEHUIO CTPECCa, BBI3BAHHOTO IIUTO-
30JTbHBIM-KAJIBIIMEBBIM CUTHAJIOM W YCUJIEHWIO
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MPOW3BOJICTBA CTPECC-UHIYITUPOBAHHBIX AKTHUB-
HBIX (hOPM KHCJIOPO/Ia, AMTOTITO3y MUOIINTA U 3aMe-
He MBIIIEYHOI TKAaH! Ha JKUPOBYIO M/WJIN COEIH-
HutenbHyto [1,2,6].

MaTepnaJl 1 ME€TO/bI UCCIIE€JOBAaHUA

[puBoIMM KIUHUUECKOE HabI0Oenue pebeHKa
@®., maspurka, 6 JieT, HAIPABJIEHHOTO B Ie/ua-
TPUUYECKOEe OT/IeJIeHne /I JleTeil ¢ MHOJKEeCTBEeH-
HBIMU aHOMAJTUAMU Pa3BUTHS U peiIkuMu (opdaHn-
HbiMi) 3aboseBanussmu  XapbkoBckoit OJ/[KB
NI yTOUYHEHUST XapakTepa U3MEeHEeHU CO CTOPO-
HBI CEPIETHO-COCYMCTON CUCTEMBI, € KasmodaMu
Ha c1ab0CTh B HOTAX, HAPYIIEHNE XOAbObI.

3 anamHe3a ;ku3HU U 3a00J1€BaHIsI M3BECTHO,
41O pebeHOK 0T 3-i1 GepeMeHHOCTH, IPOTEKaBIIE
Ha ¢doHe yrpo3bl INpepbiBaHUS, 3-X CPOUYHBIX
ponos. CemeiiHblii aHaMHe3 ObLI OTSTOIIEH
10 MAaTEPUHCKON JIMHUU: Y JBOIOPOIHOTO Opata
B 4 TO/Ia IMAaTHOCTUPOBAHA MBITIIEYHAS TUCTPODUS
[liotienna, Mo TOBOAY Yero OH HaOIIOMaeTCs
B T€HETHYECKOM I[EHTPE.

[Tpu mocrynsenun B O/IKB ormeveno, uto
MaJIbUMK TIOHWKEHHOTO THUTAHUS, WHTEJJIeKT
COOTBETCTBYET BO3PACTy. BBbIABJIEHO HHU3KOE
(pusnueckoe passutue 1o Macce (-2 CUTMBI)
u 1o pocry (-1 curma) (puc. 1). PebeHok He Mor
CaMOCTOSITEJTBHO TIO/IHATHCS 110 JIECTHUIIE, BCTATh
C TI0J1a, TIPUCECTb.

O6pamian Ha cebs BHUMaHHWE XapaKTEPHBIN
HeBpoJioThYecKuii ctaTyc. OTMeuasoch CHIKEHME
CYXOKUJIBHBIX pedIeKcoB ¢ BEPXHUX KOHEYHO-
creii (puc. 2). Pedyiekchl HUKHUX KOHEUYHOCTH
He BBI3BIBAJINCH. MBbIlIEUHAsT CUJA: B KHUCTAX
cocraBisia 3—4 Ganna (Hopma — 5 6ajioB),
crubartesnsXx ¥ pasrubarensax IMpeIiedbs —
4 OGamna (Hopma — 5 06ajioB), AeJIbTOBHMIHBIX
MbInax — 3—4 Gamna (Hopma — 5 6Gasios).
OtleHKa THITBHOTO CTHOAHUST ¥ Pa3rHOAHUST CTOIIBI
coctaBusia 4 u 5 6aJIOB COOTBETCTBEHHO. Pe3yiib-
Tar Tecrta Ha crubaHue M pasrubaHue B KOJIEHe
coctaBsi 4 Gajia (Hopma — 5 GajioB). AHanus
Ha TIPUBe/IeHNe U pa3BesieHne OGeep OTPUIaTeh-
ubiii. OTcyTeTBOBaA ThIIbHAS (hirekcHsi B Ta300e-
JPEHHOM CyCTaBe, PeOEHOK He UMeJI MOJIOKUTEb-
HOTO TecTa KPbLIOBUHBIX JIOMATOK. Y MaJbynKa
Haboa1ach «yTrHas noxo/kas. [Ipuemsr [oBep-
ca GBI MO3UTUBHBIMU.

[Ipn smexTpomumorpadum HIKHUX W BEPXHUX
KOHEYHOCTEl MPU3HAKOB MOTOCEHCOPHOH HEBPO-
naTuM He BbIsBJIeHO. Ha asexTpokapamorpamme
PETUCTPUPOBATIACh CHHYCOBast OpaauKapaus (dac-
TOTa CepIeYHBIX COKpaIleHuii coctapsna 71 ymap
B MuHyTy). lIpn mpoBenenun snekTposniiedao-
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rpadum ompenessaIcs NTeCUHXPOHHBIHN, accuMme-
TPUYHBIN THUI 3JEKTPOIHIIe(ATOTPAMMBbI, MUAK-
THUBHOCTH BbISIBJIEHA He ObLIa, OTMEYAINCH MTPU3-
HAaKW JIUKBOPHOU rumnepreH3uu. XoJTePOBCKOe
MOHHUTOPUPOBAHNE TTOKA3aJI0 HAJIUYWe 3MU30/I0B
cuHoaTpraibHoil Gsokaael 11 crenenn (4 smmso-
na). [Ipu ysibTpa3ByKOBOM HCCIeIOBAHUN OPTAHOB
OPIOIIHOI TOJIOCTH BBISIBJIEHA TEMaTOMETaJIHsL.
Onucana auiaranusi aopThl Ha YPOBHE CHUHYCOB
BasbcanbBbl 110 pesysibrataM axokapauorpadum.
KocTHbIll BO3pacT cOOTBETCTBOBAJ YeTbIPEM
roziam. PeructpupoBasioch CHUKEHNE MITHUMAJb-
HOW TIJIOTHOCTU KOCTHOW TKaHW Ha YPOBHE
MOSICHUYHOTO OTJ/IeJIa MMO3BOHOYHOTO CTOJIOA M0
nanubiM gercutomerpun (Total Area (cm?2) 26,23;
BMC (g) 9,62; BMD (g/cm 2) 0,367; z-score-2,8).
D yHKIMOHATIbHBIE TIPOObI TIEYEHH 1 TIOYEK MOKa-
371 TIPU3HAKY IIUTOJIN3A U PA3pPyIIeHUS MBITIIey-
noit Tkanm: AJIT 104,8 (mopma no 31 en/m), ACT
246,6 (ropma m0 32 en/n), JIIIT 1637,1 (ropma 10
450 y.e.), kpeatundochornnaza 1113,8 (Hopma 10
450). MloHn3upoBaHHbIN KaJIbINii ObLI CHUKEH.
PeGeHKy TIPOBEIEHO MOJIEKYJISIPHO-TEHEeTHYe-
CKOe HccIeloBaHue, OTpe/eseHa jenenus 52

9K30Ha TeHa IUCcTPoUHA, UYTO TTOATBEPIUIIO TIPEI-
MOJIOJKEHE O HAJUYUKM y pebeHKa MbIIedHON
nuctpodun /lomenna.

VccnenoBanue ObLIO BBITIOJIHEHO B COOTBET-
CTBUU C TpUHIUTAMU XeJdbCUHKCKOU /Jlexmapa-
ruu. IIporokosn wucciaemnoBanus ObLT 0100peH
JlokampabiM aTHYeckuM komuteToM (JIJK) Bcex
y4yacTByOIIMX yupexxjaeHuil. Ha nposenenue
HCCIIeI0BaHUI OBLIO TOJyYeHO MHMDOPMUPOBAH-
HOE CoTJIacue poauTeieil pebeHka.

Takum 06pasoM, Ha OCHOBAHKMHU KaJi00, TaHHBIX
aHaMHe3a, 0COOeHHOCTeN (heHOTHIIA, HEBPOIOTHYE-
CKOTO CTaTyca, JabopaTOPHO-UHCTPYMEHTATbHBIX
METOIOB 00CIeI0BaHus ObLT YCTAaHOBJIEH UATHO3:
«MBprreunast auctpodws JliomenHa, craaus coxpa-
HEHHOII CIIOCOOHOCTH K CaMOCTOSITEJIBHOMY TI€pe-
JBUKEHUIO. 3a/iepskKa (PU3MUeCKOTO Pa3BUTHS».

Oo6cyskaeHne

Mpbrimeunas auctpodus /loimeHHa — HEPBHO-
MbIIeqHOe 3a60JIeBaHie C PEIEeCCUBHBIM THUIIOM
HacJieZloBaHUd, CIelJeHHOe ¢ X-XPOMOCOMOII.
3abojieBaHre Ha3BaHO B 4eCTh (DPAHILY3CKOTO
HeBpomarosnora ;Kynpema benmxamuna Amanma

Tabnuya 1

AnddepeHumanbHO-ANarHocTuyecknue Kputepum pasnnyiHoix ¢popm
nporpeccupyioLiein MbileyHo guctpocdpum [1,2]

Potrayda—
Bekkepa— eidyca— Nanpysn—
dopmbl [ioweHHa p Mabpu 9pba Apeitdy MopTtbe— Ay
Kunepa XoraHa . [exepuHa
Beiiepa
Pacnpoctpa-
HéHH(F))Cpr 3,3:100000 1:30000 He useecTHa | 1,5:100000 | He M3BecTHa | He U3BecTHa 0,9:100000
Manu-
¢ 2-5 net ¢ 10-15net | ¢ 11-13 net | ¢ 11-20 net ¢ 4-5 net ¢ 5-10 net ¢ 20 net
ectaums
) CLENNeHHbIN . CLEenNeHHbIN
Tun Hacne Xp21.2 Xp21 ¢ X-xpomo- 159151 HET faHHbIX ¢ X-xpomo- Al
[l0BaHus o g21.1 (AP) o
comoit comoit
T| NA T -
aTpochusi aTpoms KOHEY- a E?gr(g noa?::o aTpohusi | KpYroBble MbILLLbI Fa3a 1 pTa, 605b-
Tonuka MbILLIL npokeumane- | MF::ILIJ ax HOCTHO- 1 HDOKCMMArTb- | MPILUL Ineye- | Luas rpyaHas, nepeaHas 3y6yaras n
aTpochum Ta3o0BOro Hble aTpocum 6e,qeu HoscHas Hb?X oTgenos BOrO Mosica U | HWXHWe OTAENbI TpaneuneBuaHON,
MbILLILY 1 nneve- 1 napessbl " Tasz ATDODUA | HIXHUX KOHE- IOVCTanbHbIX | LUMPOKOW MbILLLbI CMIUHBI, ABYINABON,
BOro nosica P o oTAenax Hor TPEXTIaBoii MblLLLbI Mfieya
HocTeln
MKPOHOXHBIX,
Mcesno- AroANYHbIX
CeBAo oA ’ | MKPOHOXHbIX | MIKPOHOXHbIX | UKPOHOXHBIX
rnepTpo- LeNbTOBUOHBIX, MbILLIL| MbILLILY MbILLILY HET HeT HET
hUst MbILLL, | MbILLIL XMBOTA
1 A3blka
«Kpbino-
BUAHbIE» na HET HET na HET [aHHbIX HET AaHHbIX na
nonarku
Rechopmauma nnoLyexHne
CTON, rPyaHON ynnod
KocTHas KINETKM, NO3BO- FPYAHON KNIETKM
' HeT HeT na HET AaHHbIX HET faHHbIX B NepefHe3afHeM HanpasfieHum
naronorus HOYHMKa, Andh- c
- C poTaumen BHyTpb Nneye-Bbix
dpy3HbIN OCTEO- CVCTABOB
nopo3s Y
Kappwo- XapaKTepHbl He XapaKTepHbl efKo XapaKTepHbI HET AaHHbIX efKo
muonaTms p P XapakTepHbl p P p P P P
MeHTanbHas
CHUXEHa HopMma Hopma HopMma Hopma HopMma Hopma
yHKUMSA
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Jlromenna (Guillaume Benjamin Amand Duchen-
ne), KOTOPbIil BIIEPBBIE OMUCAJ HTO 3ab0JIeBaHIe
B 1861 rony. bosnesup manudectupyer B Bo3pacre
oT 3 710 5 JIeT U XapaKTepusyeTcsi MPOrpeneHT-
HBIM TE€UEHUEM C TTOCJIeyIoNel MHBaIuAn3aIei

U cpefiHell TPOMOKUTENBHOCTBIO KU3HU 10 18
Jiet. ITo maHHBIM JTUTEPATYPbI, 00HAPY/KEHUE HAPY-
IeHui B TeHe AUCTpodrHA TP MHOIUCTPOGUHI
[liomenna—bekkepa Bo3moxHo y 65-70%
MAIMEeHTOB TOJIBKO C TMOMOIIBIO MOJUMePa3HOii

Tabnuya 2

TexHuka npoBeaeHus nccnenoBaHus GyHKUUN MbilieyHbix rpynn [1,2,7]

Mpynnbl

MbILI€YHbIE FPYMMbI

TexHuka npoBepeHuns

Crubatenu wewn

m. sternodeidomastoideus
(n. accessories, C2-C3 —
nn. cervicales) —

BonbHoro MPOCAT HaKJIOHUTb (HO He BbI[J,BI/IFaTb) ronosy B CTOPOHY, a
JNINLO NOBEPHYTb B CTOPOHY, MPOTUBOMOJIOXHYIO HaKJTOHY roN0BbI. Bpaw
I'IpOTVIBO,D,eVICTByeT 9TOMY OBVXEHUIO

Paarnbatenu wewu

mm. profundi colli
(C2-C4 — nn. cervicales) —

BonbHOro NpocsT 3anpoKuMHyTh Ha3af rofnosy. Bpay npoTMBoAencTeyeT
3TOMY ABUXEHUIO

MoxnmaHne nnevamm

m. trapezius (n. accessories,
C2-C4 — nn. cervicales).

BornbHOMYy npegnaralT «noxaTb nnedamu», npeogornesas npoTUBO-
Jencteue Bpada

OtBepeHune nneva

m. deltoideus (Cs-Cs —
n. axillaris).

MauveHT no Npock6e Bpada OTBOAMUT NIIEHO B CTOPOHY MO FOPU3OHTaNM;
PYKY Npy 3TOM PEKOMEHZYeTCs COrHyTb B JIOKTEBOM CycTaBe. Bpay oka-
3bIBaET COMPOTUBIIEHWE BUXEHWIO, MbITAsCh OMYCTUTH Er0 PYKY

Crubatenu B NOKTEBOM
cyctaBe

m. biceps brachii
(Cs-Cs — n. musculocuta-
neus).

[na nccnepoBaHns (YHKUMU OBYrMaBoW MbILLbl Nieya Bpay npocuT
UCMbITYEMOr0 CYNMUHUPOBATb KUCTb WM Crubatb PyKy B JIOKTEBOM
CycTaBe, OKa3biBas CONPOTMBEHWE 3TOMY ABWXEHMIO

Pasruéatenu m. triceps brachii Bpay ctaHoBUTCA c3aam Unn COOKY OT NaumeHTa, NpoCUT ero pasorHyTb
B JIOKTEBOM CyCTaBe (Ce-Cs — n. radialis). PYKY B NTOKTEBOM CyCTaBe U NPENSTCTBYET STOMY ABMXKEHWIO
PaarnbaHue mm. extensores carpi radialis | TecT, nOMoOratoLuin oNpeaenvTb CUITy fly4eBOro 1 NOKTEBOrO pasrmba-
B Ny4e3anscTHOM longus et brevis (Cs-Ce — | Tenew kucTu. MNaumeHT pasrmbéaeTt 1 NPUBOANT KUCTb C BbINPAMIEHHbI-
cycrase n. radialis), m. extensor carpi | M1 nanbLamu, a Bpay NpensTCcTByeT 3TOMY [BVKEHWIO

ulnaris (C7-Cg — n. radialis).
MpoTvBONOCTaBNEHNE m. opponens pollicis O6cnegyemomy mpefnaratoT Kpernko npwxatb AWCTanbHyto hanaHry

60sbLLOro nasbLa KUCTK

(Cs-T1 — n. medianus)

60MbLLIOrO NarnbLla K OCHOBAHWUIO MPOKCUMAsbHOW (haniaHri MU3MHLA TOW
e KUCTV 1 CONPOTUBNATLCA MOMbITKE Pa30rHyTh OCHOBHYHO thanaHry 605b-
LLoro nasbLa. Icnonb3ytoT 1 TeCT € NOMOCKOM MIIOTHOM ByMaru: npeaiara-
10T CXaTb e€ mexay | v V nanbLamv 1 UCTIbITbIBAKOT CUMY NpUXaTys

OTtBeneHne MU3nHLA

m. abductor digiti minimi
(Ce-T1 — n. ulnaris)

TecT Ona onpepeneHns Cusbl MblllLlbl, OTBOAALLEN Mu3WHel. Bpau
MbITAETCH MPUBECTM K OCTaslbHbIM ManbLaM OTBEAEHHbIA MU3MHeL,
naLumeHTa BOMPEKK ero COMPOTUBIEHMIO

PasrnbaHne 0CHOBHbIX
thanaHr lI-V nanbues

m. extensor digitorum
communis, m. extensor digiti
minimi, m. extensor indicis
(C7-C8 — n. profundus
n. radialis)

TecT, NpyMeHseMbI 015 ONpefeneHmns cusbl 0bLLero pasrnbéarens nanb-
LIEB KUCTW, pasrubartens MU3vHLA 1 pas3rnbaTtens yKasaTenbHoro nab-
ua. bonbHoW pasrnbaet ocHoBHble chanaHru II-V nanbueB KUCTW, Korga
CpenH1e 1 HOrTeBbIE COTHYTLI; Bpay NPEOAO0NeBaeT CONPOTUBIIEHUE 3TUX
nanbLes, a Apyroi pykon PUKCUpyeT ero ny4e3ansiCTHbIN CycTas

CrvbaHve 6egpa
B Ta306epeHHOM
cycTase

m. iliopsoas (L1-L3 —
n.femoralis)

lMpocsT cupsLero 60nbHOr0 COrHyTh 6e4po (MPUBECTU €ro K XWBOTY)
1 OOHOBPEMEHHO, OKa3blBasi CONPOTUBIIEHVE STOMY ABUXEHMIO, BO3LEN-
CTBYIOT Ha HWXHIOK TpeTb 6eapa. MoxHO nceneposatb cuny crbanus
6eApa v B NONOXEHWM NaLMeHTa néxa Ha crnvHe. [1ns aToro npegnaratot
€My MOJHSATb BbIMPSMIIEHHYIO HOTY U yOEepXMBaTb €€ B TakOM MONoxXe-
HUW, NpeofoneBas OaBMeHMe BHW3 NafoHW Bpaya, ynuparoLleics B
06nactb cepepuHbl 6enpa 6onbHOro. CHWKEHWE Cumibl 3TOM MbilULbI
OTHOCAT K PaHHUM CUMMTOMaM MOpaXeHWs MMpPaMMEHON cucTeMbl. Pas-
rMéaHne HOrv B KOMEHHOM CyCTaBe — TECT [Nl OMPeAeneHns Cunbl
4eTbIpEXrnaBon Mol 6egpa. ViccnegoBaHve NPOBOAAT B MOMOXEHUM
naumeHTa néxa Ha CrvHe, Hora COrHyTa B Ta306epeHHOM U KONEHHOM
cyctasax. [pocsaT ero pasorHyTb HOry, NOAHsB roneHb. OBHOBPEMEHHO
NOZBOAST PYKY NOA KOMEHO NauueHTa, Npuaepxusas ero 6egpo B nony-
COTHYTOM MONIOXEHWW, LPYroii PYKOW OKa3bIBAOT AaBiEHWe Ha rofeHb Mo
HanpaBneHNo KHW3Y, NPENsATCTBYS €€ padrmbaHnio. [ns TecTpoBaHus
CVNbl 3TOW MbILLLbI NaLMEHTa, CUOALLEro Ha CTyne, NPOCAT Pa3orHyTb
HOry B KOMeHHOM cycTaBe. OfHOW pyKOW OKa3bIBAKOT COMPOTUBIEHWE
3TOMY ABWXEHUIO, APYrON — Nanbn1pyoT COKPALLAIOLLYHOCS MbILLILLY.

Pasrn6aHne Horu
B KONEHHOM CcycTaBe

m. quadricepsfemoris
(L2-L4 — n.femoralis)

ViccnenoBaHve NpoBOAST B MOMOXEHUW NaLMeHTa NéXa Ha CrivHe, Hora
CcorHyTa B Ta306elpeHHOM 1 KOfIEHHOM CyCTaBax, CTomna NjoTHO Compy-
KacaeTcsl C KyLIETKOA. [MbITaloTcst BhINPSIMUATL HOTY NauueHTa, npessa-
puUTenbHO AaB eMy 3afiaHne He OTpPbIBaTh CTOMY OT KYLUETKM.

Crubaxue Horv
B KOJIEHHOM CyCTaBe

m. biceps femoris,
m. semitendinosus,
m. semimembranosus
(L1-S2 — n. ischiadicus)

MauveHTa, nexallero Ha CrvHe C BbINPSIMAEHHbIMU HOramu, NpocsT
TAHYTb CTOMbI NO HAMPaBNEHMIO K cebe, HECKONBbKO NPUBOAS BHYTPEH-
HWe Kpasi CTOM, MW 3TOM Bpay OKasblBAeT CONPOTUBIIEHWE STOMY [BU-
XKEHUIO.

Pasrnbaxue

(TbINbHOE crmbaHve)
CTOMbI B FOfIEHOCTOMHOM
cycTaBe

m. tibialis anterior (L4-L5 —
n. peroneus profundus)

BonbHON, nexaluuin Ha cnvHe ¢ BbINPSMAEHHBIMU HOraMu, CoBepLUaeT
noJOLLUBEHHOE crubaHune CTOrM, BOMPEKU MPOTUBOAENCTBUIO NafOHEN
Bpaya, KOTOpble 0Ka3bIBalOT JABMNEHNE HA CTOMbI B MPOTUBOMONOXHOM
HanpaBneHnu.
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Tabnuya 3

Kputepuu oueHKku cubl Mbilw, o 6-6annbHoi wkane [1-3]

Bann MbiweyHas cuna
0 MblILLeYHOe COKpaLLeHne OTCYTCTBYeT
1 Buaymoe nnu nanbnvpyemoe cokpalleHue MbilleyHbIX BOSIOKOH, HO 6€3 JTOKOMOTOPHOro adhdpekTa
2 AKTVIBHbIE OBVXEHUA BO3MOXHbI NILLb NPY YCTPAHEHUN OEUCTBUSA CUbl TSHKECTW (KOHEYHOCTb MOMELLIAETCS Ha Ornopy)
3 AKTUBHbIE OBUXEHWS B NMONHOM O6bEME MpW OENCTBUM CUTTbI TAXXECTH,
YMEPEHHOE CHWXXEHUE CUMbl MPU BHELUHEM MPOTUBOLENCTBUN
4 AKTVIBHbIE BVXEHUSA B MONHOM 0O6bEME MPU [EACTBUM CUMbI THKECTU U OPYroro BHELLUHEro NPOTVBOAENCTBNS,
HO OHU cnabee, YeM Ha 300POBO CTOPOHE
5 HopmanbHasi MbileyHas cuna

[EMHON  peaknuuu WA OJOT-TUOpUAN3auu
(o Caysepny) [1,2].

Pazsutne mmomnatum JliomeHHa CBI3BIBAIOT
C Teopuell «paMKH CYUTBIBAHUS». «PaMKa cuuThI-
BaHWSI» — IMOCJIEOBATEIbHOCTh HYKJIEOTU/IOB,
KOTOpas 3ajIaeT TOJIOKEeHNe TIePBOTO OCHOBAHUS
(xomon wHunManuun). Ecau mytanuu BeayT K
HAPYIIEHUIO «PaMKW CYUTBIBAHUS», TO OEJIOK
muctpoduH He cuHTesupyetcs. [lpu myranusx,
IpPU KOTOPBIX HE HApYIIAeTCs <«paMKa CUUTHI-
BaHUs», COOTBETCTBEHHO, CUHTE3WPYETCS aHOp-
MaJIbHBII YKOPOYEHHBIN JINOO0 YJIMHEHHbII GeJI0K
JCTPOUH, ¢ KIMHUIECKON KapTUHONH MUOTTATUN
bBekxkepa [1,2].

B Ttabaune 1 mnpexacraBaens auddepen-
[MagbHast KIMHUYECKHE U OMOXUMHUYECKUE Map-
KePbl PAa3JUYHBIX (POPM MBIIEYHBIX AUCTPOGUIL.
Tak, /st OOJIBHBIX XapakTepHa creruduyeckast
MOXOJIKA M OCAHKa, TIO3/IHeEe HAYasI0 XObObI, TICEB-
norutepTpodusd Pas3JAMIHBIX TPYII MBI,
KapAMOMUOIIaTUsI U CHWKEHWE WHTEJJIEKTa.
B cBsa3u ¢ MemsieHHBIM TIPOTPECCUPOBAHUEM
MBIIIEYHON AUCTPOOUN U HEPABHOMEPHOCTHIO UX
nopakenus, B JebioTe 3a00JeBaHKMSA CTPALAIOT
OT/IeTbHBIE TPYTITTBI MBITIIL U/WJIA UX YYACTKH, YTO
B CBOIO OYepeqb CO3/1aeT BO3MOKHOCTDH IS
OTHOCUTEIBHON KOMIIEHCAIIUW JBUTATETbHBIX
pacctpoiictB u Manudecranuun 3aboseBaHuUsI
B Pa3JIMUYHBIX BO3PACTHBIX rpymmax. B Teyenue
3a00JI€BaHUST yTacaloT CYXOKUJIbHBIE PedIIEKChI
U TPU 3TOM COXPAHSIOTCS YyBCTBUTEIbHOCTD
u koopauuanus. DyHKIUU Ta30BBIX OPTaHOB
Bcersia coxpaHeHbl. Hepenko Habmomaercst mopa-
JKeHUe BHYTPEHHUX OPTaHoB, vaie cepana [1,3].

MeTo/1bI OIIEHKN COCTOSTHUSI HEPBHO-MBITIIECYHO
CHUCTEMbI BKITIOYAIOT (QM3UKATBHYIO OLIEHKY, JTabopa-
TOPHbIE M UHCTPYMEHTAJbHbIE uccaeaoBanus [1-3].

[Ipn ¢usnkaspbHOM aHaIM3e PEKOMEHIOBAHO
MTPOBO/IUTH OIEHKY CJIEIYIONIINX MAaPKEPOB MBITIIEY-
HOU nuctpodun (ypoBeHb JlokazaresbHoCT B):

® OIIEHKY COCTOSIHMSI ~HEPBHO-MBIIIEYHOM

CUCTEMBI C TIOMOIIBIO CTAH/IAPTU3UPOBAHHBIX
IKAJ 1 TeCTOB (TeXHUKa ITPOBe/IeHNs hccJie-
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NoBaHUSA (DYHKITMU MBITIEYHBIX TPYTIIT Mpe/i-
craByieHa B TabJI. 2);
® 1icc/ieIOBaHNE MBIIIEYHOTO TOHYCA W CHJIBL
Jlna vicceioBaHNs CUITBI MBI B KJIMHUYE-
CKOI TIPAKTHKE Yallle BCETO PYKOBOJICTBYIOTCS
MPUHIIMIIOM <HAIPSIKEHUSI-TTPEOIOTIEHUST».
Cuty MbIi 0ObIMHO OLEHMBAIOT B Oajljiax,
yaie Beero 1o 6-6amibHoil mkane (tabi. 3);
MCCeIoBaHNe CYXOKUIbHBIX PedhIeKCOB;
HCCJIeZIOBAHNE TIOXO/IKH;
BU3YaJIbHBII OCMOTP MBIIIIII;
cumntoM ['oBepca;
OCMOTP KOCTHO-CYCTaBHOI CHCTEMBI;
HccyIeIoBanne moBeieHrst pebeHKa U KOTHU-
TUBHON (DYHKITNN.

[TarmmenTsl ¢ MbimeyHo# auctpodueit [omen-
Ha OOBIYHO XOJSAT <«HAa HOCOYKAX», B CBS3U
C TIOBBIIIEHHBIM TOHYCOM WKPOHOKHBIX MBbIIIIII,
YTO SIBJISIETCST OTHUM 13 HTATIOB a/IAIITAIINN K yTpaTe
(hyHKIMI HUKHUX KOHEYHOCTEN; OTMEYAIOT YacThie
Ma/IEHNs, YCTAJIOCTD, YCUJIeHNEe TIOSCHUYHOTO JIOp-
no3a. [locrernienHo hopMHUPYIOTCS MbIIIIEYHBIE KOH-
TPAKTyPbl, KOTOPbIE CYIIECTBEHHO YMEHBIIAIOT
(YHKIIMOHATBPHOCTh AXUJJIOBA U TIOJIKOJIEHHOTO
CYXOKUJINH, TIOCKOJIbKY KOJUYECTBO MbITIEUHBIX
BOJIOKOH yMEHbBINAETCS W TpaHCHOPMUPYETCS B
(hubpo3 mbitI. ViMeeT MECTO TOBBIIIEHHBII PHUCK
HEPOIIOBeIeHUYECKOT0 PACCTPONCTBA, HAIpuMep,
CUHIPOM JedUINTa BHUMAHUS W THIIEPAKTHBHO-
CTH, YaCTO BO3HUKAIOT PACCTPONCTBA AyTUCTH-
YeCKOTO CIeKTPa, INCTEKCUST U Ie(PUTTUT KOTHUTHB-
Heix (ynkmmii. [Ipeamomaraercs, uro mocaemname
00yCJIOBJIEHBI HAapyTIleHueM (DYHKITUH TUCTPODUHA
B CTPYKTYpax rOJIOBHOTO Mo3Ta [3].

B mepeuenb 1abOpaTOPHBIX HCCJIEAOBAHUI
HEOOXOMMO BKJIIOYATh HMCCJE0BAHUE YPOBHS
kpeaTuHdOCHOKNHAZHI, TOBBINIEHNE KOTOPOU
SIBJISIETCST OOJTUTATHBIM PAHHUM OKJIUHUYECKUM
npusHakoMm (ypoBeHb Jl0Ka3aTeJqbHOCTH DB).
Kpome Toro, HeoO6XoanMBbl JTabOpaTOPHbBIE HCCITE-
JIOBaHUS YPOBHS TPaHCAMHUHA3 M JIAKTATAETU/IPO-
reHasbl. TecTupoBaHMe TO3BOJIAIOT OIEPE/EUTh
TUI MYTallMU 9K30HA METOIOM MOJUMEPA3HOI
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Tabnuua 4

AunddepeHumnanbHblii ANarH03 Nporpeccupylowen Mbille4yHon auctpodpumn

Tun HapyweHua Ho3onoruyeckas ¢opma OCHOBHbI€ CX0XXWUe CUMMTOMbI
BocnanutenbHas Monumunosut MNMocTeneHHo passuBatoLLasAcs
mvonaTms MwosuT ¢ BKNOYeHUIMM €na6oCcTb MbiLLL, NOBbILLEHNE

KOK
BpoxpaeHHble HemanuHoBas muonatus MblILeyHas cnadocTb,
Muonatumn BoneaHb LIEeHTPaIbHOro CTEePXHA U MyNnbTUCTEPXHEBAsA MMonaTumn r’MNOTOHUA NPU HOPManbHOM
LleHTpoHykneapHas Muonatus UMW YMEPEHHO MOBLILLEHHOM
MwvionaTtvs ¢ rmanMHOBLIMM TeNbLAMM ypoBHe KOK, Hannune
CKENEeTHbIX HapyLLEHWI
MeTabonu4yeckne I'mukoreHo3 Il Tvna (6onesHb Momne) [MnoToHus, cnadbocTb MbiLLL,
mMuonarum mukoreHoael llla, 1V, V u VIl Tunos YTOMNAEMOCTb, CHUXEHWE
BonesHb MakApans (no3pgHsas dopma) YCTOMYMBOCTM K Harpy3kam,
MwuToxoHLpManbHble MuonaTum nosbiwexHne KOK, kapgmomumo-
KvpoBble M1onatum naTws, NiOTHbIE Ha OLLYMb
MKPOHOXHbBIE MbILLILIbI, BO3MO-
XeH npuem oBepca
Bornesun CnwvHanbHble MbitleyHble atpodoum, in |, 1w I CnabocTb MbiLLL, aTpodms
MOTOHENPOHa Bynb6ocnuHanbHas amuoTpodms (605e3Hb KeHHean) MbILLILL, KAPAMOMMUONATHS, Hanm-
BokoBoit amnoTpothmyeckuii cknepos Yre CKENETHBIX HapyLLIEHNIA,
BO3MOXHO noB.biLLeHne KOK,
pecnupaTopHbIe HapyLLEHNs
bonesHu MwacTeHus rpasuc CnabocCTb MbILLLL,
HEPBHO-MbILLEYHON | BpoXXaeHHbIE MUACTEHNYECKNE CUHAPOMbI YTOMJIAEMOCTb,
nepegaym Cungpom Jlambepta—WToHa pecnmpaTopHble HapyLLIeHUs

LEHON peakiuy uin 610T-rudpuaysaimu (ypoBeHb
JI0KA3aTebHOCTH A).

K pexomMeHIOBaHHBIM WHCTPYMEHTATHHBIM
METOJIaM JTMaTHOCTUKU OTHOCHUTCS YJIbTPa3BYKO-
BO€ HCCJIeJIOBAaHUE MBIIII, 3JIEKTPOMHUOrpadus,
axokapaunorpadust u Ouoricuss Mol (ypOBEHb
nokasarenbHocTu  A). Ilpm  yabTpazBykoBOM
HCCJIEIOBAHUN MBI OOBIYHO BBISIBJISIOTCS TIPH-
3HAKW MBINIEYHON JleTeHepalun: 3aMeHa MbIIey-
HOU TKaHW Ha KUPOBYIO Wan (hubposny. Xapak-
TEPHBIN MUONIATUYECKUI THUIT 3JIEKTPOMUOTpahun
C KOPOTKMMH OCTPOKOHEUHBIMU MHOTOYMCJIEH-
HBIMHU  TTOTEHITMATAMH, XapaKTePHO CHIKEHMe
aAMIITUTY/IBI TIOTEHIINAIOB TIPU JOCTAaTOYHON WX
YacToTe, a TakKe YKOpoUeHue 1 MoJha3HbIi Xapak-
Tep TIOTEHITNAJIOB JIEHCTBUS IBUTATETHHBIX €[UHHUII.
CrienmuuIHbBIM MapKEPOM SIBJISIETCSI TIOBBINIIEHIE
yposus kpeatutdochokunasznl (KOK).

AJITOPUTM JIMArHOCTUKU TIPOTPECCUPYIONIEi
MBITIEYHON AUCTPOMUN COCTOUT U3 HECKOIBKUX
sranoB. Ecim pebeHOK HaYMHAET XOAUTH B BO3pa-
cte crapire 16 MecsrieB, BBISIBJICH TOJIOKUTEb-
HbIll cumnTom [oBepca mau WHOE HapyllleHUe
MBIIIEYHON (DYHKIIUM, OIpeeeH OTSTOIIEHHbBII
CeMEeHBIN aHaMHe3, a TaKKe eCJd B CBIBOPOTKE
KPOBU TIOBBIINIEH YPOBEHb TpaHCAMWHA3 HEYTOY-
HEHHOTO TeHe3a, PEKOMEHIOBAHO WCCJIeIOBAHME
kpeatnHpochokrHasbl. B cBolo ouepenb, TOBbI-
IIEHHBIN YPOBEHb KpeaTnH(MOCHOKNHA3HI 00y CIaB-
JIMBaeT HeoOXOAUMOCTh MOJIEKYJISIPHOI JMarHoC-
TUKM MYTalliy reHa AUCTPOGUHA U TPOBENEHUS
Guonicun Ml peberka [1,2].

96

[ludepenimanpias AMArHOCTUKA TPOTPECCU-
pytoleii MbIIeYHOH AMCTpodUN TpepcTaBIeHa
B Tabu. 4 [1,2,3].

Ha coBpemenHoM aTarie jiedeHre CUMIITOMATH-
YecKkoe M HalpaBJeHO Ha YJIydllleHWe KadecTBa
KU3HU OOJIBHOTO.

HemenukamenTosnoe Jiedenue IIpesIiosaraer
aueTy, 0OOTallleHHYI0 BUTAMUHAMKM ¥ MUHepaJia-
MU, a TaKKe a/[eKBaTHYIO (PU3MIECKy0 Harpy3Ky.
[TpoBoauTcs dusnorepanus mjasd MOAAEPKAHUS
MBITNIIEYHON cuJibl 1 (hyHKIMK cyctaBoB. [1o mepe
porpeccrpoBanust 3aboseBaHUsT HEOOXOAUMbIM
CTAaHOBUTCS UCIIOJIb30BAaHNE CIIEIIMATbHBIX PECITU-
PATOPHBIX MeXaHM3MOB, IIO3BOJIAIONINX obecIe-
YUTHh HOPMaJIbHBIN TTpoliecc abixanus [1,2,4,6].

CuctemMHbIe TITIOKOKOPTUKOCTEPOUIBI MTO3BO-
JIIIOT 3aMe/JIUTh TPOTPECCUPYIONIYI0 aTpoduio
MBITIIEYHON TKaHU (YPOBEHb JI0Ka3aTebHOCTH B).
[TpenapaTom BbiOOpa st JledeHus: 3a60JIeBaHMs
SBJISIETCS TPETHU30JIOH, KOTOPBI Ha3HavyaeTcs
B 103e 0,75 mr/kr/cytku. [Ipu Hasmauu npoTuBo-
MOKa3aHW K TPUMEHEHWIO TMPeIHNU30J0HA
BO3MOKHO TIpUMeHeHue edra3okopTa B /103€e
0,9 mr/xr/cyTtku [1,2,4,6].

MHorue MeTo/Ibl TEPAITNH ITOKA HAXOSITCS Ha pa3-
JIMYHBIX CTAINAX KIMHUYECKUX UCTbITaHui. [lepc-
MEKTUBHBIM CUUTAETCS JIeYeHUe CTBOJIOBBIMU KJIET-
Kami (KJIeTKaMu-caTesinTaMi ). PaspabaTpiBaioTcst
METO/IbI PETYJIMPOBAHMST SKCIIPECCU TeHa yTPOhIHa,
ayTOCOMHOTO FOMOJIOTa TeHa UCTPodUHA.

B nactrosiiee Bpems poOJI0JIZKAIOTCS UCCTIEN0-
BaHMS 110 KOPPEKIMU TPOIYCKa 9K30HA C MIOMO-
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IO BCIIOMOTATEJBHON TexHoJorun (Ipoiecca
crtavicunra, tpancagiu PHK). Ente 8 1990 rony
Uuraenn u ap. (England et al.) samerwim, urto
y TalWeHTOB C Jerkol (opMoii MbIIIETHON
muctpodun Bekkep (mild Beckers muscular
dystrophy) ne xBaraer 46% reneTnyeckoro mMare-
pHasia, ¢ TOMOTIBI0 KOTOPOTO KOAMPYETCst 001acTh
re"a quctpoduna. Ita GyHKIMOHAIBHAS, HO yCe-
yeHHasd, (opMa TeHa HaTOJKHYJa YYEeHBIX
Ha MBICJIb, YTO KOPOTKUE YYaCTKU AUCTPODUHA
TaKKe MOTYT OBbITh MOJIE3HBIMU TIPU JIEYCHUU
3aboseBanus. IIpeanonaraercs, 9ro 3abojeBanme,
BBI3BAaHHOE JleJielnell BCTaBKU WJIN CIJTaiic-MyTa-
1Ueil, MOKET OBITh U3JIEYEHO ITyTEM BOCCTAHOBJIE-
Hus nocaenosarespHoct MPHK, To ecth Bo3Bpa-
IIEHNEM «PAaMKU CUUTBIBAHUS» HA HY’KHOE MECTO.
Y4éHbIM yJianoch OTPeNaKTUPOBATh KJIETKU cep-
JIEYHON MBITIIIBI C MyTAITUSIMUA, KOTOPbIE TPUBOIST
K pa3BUTHIO MbIeYHON auctpodun /lomnenna.
OTKpBITHE CHEIUATUCTBI Ha3BAIN «MUOPEIAKTU-
poBanuems. Wcnonb3yst cuctemy CRISPR-Cas9,
uccaegosarenn «Boiopocuiy n3 MPHK myrtanT-
HbI€ YUACTKH, & U3 <MCIPABJIEHHBIX» KJIETOK BbIpa-
ctuan  paboTamoIlyl0  CepAEeYHYI0  MBIIIILY.
Tak, yaeHbIM 9KCIIEPUMEHTATBHO YAAT0Ch CO3/IaTh
HabOp JIJIsT TIPOITyCKa 9K30HOB Y OOJIBHBIX € TIPO-
rpeccupyiolieil MbIiedHoi auctpodueii [5].

BoiBOIBI

Takum 06pa3oM, TIPOTPECCUPYIOIIAsT MbITITeY-
Has 1ucTpodus ABJSETCS TeTePOreHHON IPyIoii
HACJIE/[ICTBEHHBIX 3a00JIeBaHNI, XapaKTepU3yio-
IIUXCST TIPOTPECCUPYIONIEN MBITIIEYHON CTab0CTHIO

JIUTEPATYPA

u arpodueil ckeneTHbIX Mbii. Hanbosee yacras
hopma, TIpesicTaBIeHHAs B IAHHOM HaOJIFOIEHIH, —
Mblnieunass auctpodus /[liomenna, gopmupona-
HUE KOTOPOW 00YCJIOBJIEHO MyTaluell 52 9K30Ha
rera aucrpopuna. 3aboeBaHme NMeeT XapakTep-
HYIO KJIWHUYECKYI0 KapTUHY MPOTPeCcCHPOBAHUS
aTpou¥ MBI TAa30BOTO M ILJIEYEBOTO IOsICA
Ha (oHe TIceBAOTUNIEPTPOGUN UKPOHOKHBIX, STO-
JIUYHBIX, JeJbTOBU/HBIX MBI, MBIIII[ KUBOTA
n g3bika. [loctenenno pasBuBaetcs nedopmarius
CTOTI, TPYZTHOU KJIETKU, TTO3BOHOYHUKA U Tu(Py3-
HBIII OCTEONopo3, a TakKe TPOTPEINEHTHO
mporpeccupyfornas KapAuonaTus, MPUBOIIINE
K JIETAJIBPHOMY WCXOJy B MOJIOJIOM BO3pacTe.
B nacrosmiee BpeMs eIMHCTBEHHBIM MeIMKaMEH-
TO3HBIM METO/IOM JieueHUsI COXPaHEeH!S MBIIIEYHO
CUJIBI U JIBUTATEJIbHOM aKTUBHOCTU Yy TIAIlUEHTOB
C MBINIEYHON AUCTpOodUell SBIseTcs Ha3HAYeHWe
ctepounnou tepamuu. [Ipogomkaorces kKanHMYe-
CKWe UCTIBITAHMS TI0 TTepecajike CTBOJIOBBIX KJIETOK
1 TeHHOH Tepamnuu.

Oco6eHHOCTBIO TIPEACTABIEHHOTO KJINHUYE-
CKOTO HAOJTIO/IEHUsI SIBJISIETCSI TPOSIBJICHUE JIAHHO-
ro 3aboJieBaHKsl y TPOOAHIOB 10 MaTEPUHCKOM
muann. [lebror 3aboeBanns y GpaTheB OTINYAJICS
CPOKaMMU TOSIBJIEHUST TIEPBHIX MPU3HAKOB 3a00J1e-
BaHUS: B 4 TOJIa y JIBOIOPOHOTO Opara, B MOJITOpa
roga y mnpobaHia, YTO CBUAETEIHCTBOBAJIO
006 u3BecTHOM (heHOMEHE aHTHIUIAIUN — <OMO-
JoxeHus» 3abosieBanuss y OoJjiee  MOJIOIBIX
PONICTBEHHUKOB.

Asmopbl 3a561510m 06 omcymcmeuu KoHQaux-
ma unmepecos.
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