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B cTatbe onucaHbl Te4eHWe NPOrpeccupytoLLei MbileqyHon AncTpodni, 06yCrOBIEHHONW MyTaumen 52 3K30Ha reHa AUCTPOUHA, a TaKkxe AnddepeHLmans-
Hble KIVHUYECKME 1 BUOXUMIYECKNE MAPKePbl Pa3NNYHbIX BULOB MbILLEYHbIX AMCTPOUIA. ABTOPbI NPOAEMOHCTPUPOBANN COBCTBEHHOE KNMHNYECKOE HabMHo-
JEeHNe THKENoN hOpMbl MPOrPECCUPYIOLLEN MbILLEYHON ANcTpoun — anctpochum [ioweHHa y npo6aHaoB N0 MaTepuHCKon nuHum. [e6toT 3abonesaHus
y 6paTbeB 0TIMYANCA CPOKaMK NOSBEHUS NEPBbIX NPU3HAKOB 3a60MeBaHns: B 4 rofa y ABOKPOAHOro 6para, B NonTopa roga — y npobaHaa, 4To CBUAETENb-
CTBOBJI0 06 U3BECTHOM (DEHOMEHE aHTULMNALUN — «OMOJIOXKEHUS» 3a60/1eBaHNA Y 60M1ee MONOAbIX POACTBEHHUKOB. Ha KNIMHMYECKOM NpUMepe noKasaHbl
COBPEMEHHbIE METO/ibl JNArHOCTUKI 1 NeYeHnst 3a60NeBaHNS Y AeTeid, 4TO NOAKPENNEHO BbIAEPXKaMU U3 MUPOBbIX MPOTOKONOB 1 pe3ynbTaTamu KNnHuye-
CKUX UCMbITAHNA.

KnioueBble cnoBa: nporpeccupyroLLne MblliedHble gucTpodun, guctpodus JoweHHa, AnarHocTuka, neqeHne, fetu.

Modern principles of diagnosis and treatment

of Duchene muscular dystrophy (update 2018)

MA. Gonchar', 0.L. LogvinovalZ, E.P. Pemazunovskaya2.!, L.G. Telnova 1, N.R. Buginska', M.l. Prikhodko?
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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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Cy4acHi npyuHUMNU BiarHOCTUKMU i JIIKyBaHHSA
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Y cTatTi onucaHo nepe6ir Nporpecyryoi M'A30B0I AUCTPOdii, 3yMOBNEHOI MyTauielo 52 ek30Ha reHa AWCTPOIiHA, a TakoX AuddepeHLiaNibHi KNiHIYH
Ta 6ioXiMi4Hi MapKepu pi3HMX BUAIB M'S30BOI ANCTPOii. ABTOPM NPOAEMOHCTPYBAM BNACHE KMiHiYHE CMOCTEPEXEHHs BaXKOI (hOpMN MPOrpecyroyoi M'a30-
BOi AncTpodii — anctpodii [ioweHHa y npobaHAiB no MatepuHebKin nixii. [le6roT 3axBopioBaHH: Yy 6paTiB BiAPISHABCA TEPMiHAMI NOSABI NEPLUMX 03HAK
3aXBOPIOBAHHA: Y 4 POKM Y ABOIOPIAHOIO 6parta, y NiBTOpa poky — y Npo6anfa, Lo CBiA4MI0 Npo BiZoMUA (DEHOMEH aHTULMNALi — «OMONOLKEHHS» 3aXBO-
PIOBAHHA Y BiNbLL MONOAMX POANYIB. Ha KNiHIYHOMY NpUKNAZi NOKa3aHi cy4acHi MeTOAM AiarHOCTUKM Ta NiKyBaHHA 3aXBOPIOBAHHA Y AITeN, WO NigKpinaeHo
BUTATAMM 3i CBITOBUX NPOTOKOSIB i pe3ynbratamu KNiHiYHUX BUNPOBYBaHb.

Kntoyosi cnosa: nporpecytoyi M'a308i AMcTpodii, AuCTpois [ioLeHHa, 4iarHocTuka, nikyBaHHS, 4iTu.

BBenenue

pOrpeccupyioliye MbllledHble TUCTpohun

(G71) — rereporennas Tpymma HacJe]-
CTBEHHBIX 3a00JIEBAaHUI, XapaKTePU3YIOINXCS
MPOrPECCUPYIONIEl MBIMIEYHON C€Ja00CThIO U
arpoduein ckejneTHbIX Mbinil. /lanHas Tpynma
3abosieBaHUi BKIIOYAIOT /10 30 BUOB MBIIIEYHBIX
nuctpoduii. Hanbosree pacipocTpaHeHsl Iporpec-
cupyiomas MbimedHas auctpodus  (IIM/D)
[omenna (0,3-5 ciryuaes na 100000 Hacenenus),
IIM/T bexkepa (2,4 na 100000) u IIM/] Jlan-
nysu—/lexepuna (5 Ha 100000). Peske HabiogaoT
koHeuHocTHO-TIosicabie hopmbr [TMJ] (0,1-1,3 Ha
100000), mporpeccupyIonLyio MbIIIEYHYIO IUCTPO-
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duto Imepu—/Ipeiidyca (1-2 na 100000), oxyo-
apunreansuyio [IM/] u qucranbible MUOTTATUN
(1,3-3,3 wa 100000) [1,3]. Omnpenenuts puck
(opMuUpoBaHUSA TPOrPECCUPYIONIEN MbBIIIEYHON
auctpoduu B HacTosIee BPeMS BO3MOXKHO
C TIOMOIIBIO IPEHaTAJTbHON GUOIICHKM XOPHOHA,
KoTOpast nposoautcs Ha 11—14 Henensx 6epemen-
HOCTH, WJIM AMHUOTIeHTe3a 1tocJie 15 Hejiesm recra-
nn. C 18- Hee T TTOCKOHIIENITYaTbHOTO TIEPHO-
JIa MOJKHO MTpoBecTr 3a6op KpoBu 1wioza [2,3].

B ocHoBe 3abosieBaHUs JIEKUT IOJOMKA
(ToyeuHas myTalud, JeNenus WiIn AyTLTUKAIns
9K30HOB) B TeHe MPOTPECCUPYIONIE MBITIIeUHON
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Pue. 1. PebeHok @., manbyuk, 6 net, DS: mbiweyHas guctpodus
[ioweHHa, cTagms COXpaHeHHO CNOCOOHOCTY K CaMOCTOSATENTbHO-

My NMepeaBKEHUI0. 3afepKka (hM3U4eCcKoro pasBuTus

Pue. 2. Pe6eHok @., manbyuk, 6 net, DS: mbilweyHas guctpodus
[owWweHHa, cTaans COXPaHeHHON CNOCOBHOCTH K CaMOCTOATENIbHO-
My nepeaguxeHuto: A u b — atanbl oueHKKM OU3NONOrNYecKnx
pednekcos

mucTpoduu, KOTOPBIH PACHOJIOKEH HA KOPOTKOM
mieye (p) X-xpomocombl (Xp21.2). IToT TeH
peryaupyer cunTe3 Oejika AUcTpobuHa, KOTOPbIil
OTBeYaeT 3a COeMHEHWE IUTOCKeJIeTa MUOINTA
C BHEKJIETOYHBIM MaTPUKCOM Yepe3 OeTKOBBIN
KoMItekc. [lepunur auctpoduHa NPUBOAUT
K TIPOHUKHOBEHUIO U30BITOUHOTO KNI B Cap-
KosieMy (KJIETOuHYI0 MeMOpaHy), Kak CJeICTBHe
M3MEHEHWS 3TUX CUTHAJIbHBIX TyTel, IUTOIIa3Ma
3aTOJIHSIeT MUTOXOHAPUW W Pa3pbIBaeT IMOCTeI-
Hue. XapakTepHas Ui JUCTPOUU CKeJIeTHBIX
MBIl MUTOXOHAPUATbHAA ANCHYHKIUS TIPU-
BOJIUT K YCUJIEHUIO CTPECCa, BbI3BAHHOTO IIUTO-
30JIbHBIM-KAJTbI[UEBBIM CUTHAJIOM W YCHUJIEHWIO
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MPOM3BOJICTBA CTPECC-UHIYITMPOBAHHBIX AKTHUB-
HBIX (DOPM KHCJI0PO/IA, AIIOTITO3y MUOIINTA U 3aMe-
He MBINIEYHOW TKaHU Ha KUPOBYIO U/WUJIA COEIU-
HuTesnbHyO [1,2,6].

MaTepnaJI 1 ME€TO/bl UCCIIE€JOBAHUA

[TpuBoauM Kaunuueckoe nabmooenue pedbeHKa
@®., maspurka, 6 JieT, HAPABJIEHHOTO B Ie/lua-
TPUYECKOEe OT/IeJIeHUe /IS JIeTeil ¢ MHOXKECTBEH-
HBIMU AaHOMAJIUSIMU Pa3BUTUA U pelkuMu (opdan-
HeiMK) 3abosieBanusiMu  Xapbkosckoii OJIKB
JUIsT YTOUYHEHMST XapaKTepa U3MEeHEHUN CO CTOPO-
HBI CEPJEYHO-COCYIUCTON CHCTEMBI, € Kaaobamu
Ha c1a00CTh B HOTAX, HAPYIIEHNE XOAbObI.

3 anamHe3a Ku3HU 1 3a60JI€BaHNsI U3BECTHO,
410 pebeHOK OT 3-ii GepeMeHHOCTH, TPOTEKaBIIEi
Ha (oHe yrpo3bl NpepbIBaHMS, 3-X CPOUYHBIX
pomos. CemeiiHblii aHaMHe3 ObLI OTSTOIIEH
[0 MaTepUHCKOI JIMHUU: Y JBOIOPOJHOTO Opata
B 4 rojia IMarHoCTUPOBAHA MbIIIEYHAsT AUCTPODUS
JlioenHa, MO0 TOBOJY 4Yero OH Ha0J0gaeTcs
B T€HETHYECKOM I[EHTPE.

[Ipu nocrymrennun B O/IKB ormeueno, uto
MaJIbYUK TIOHVKEHHOTO IHUTAHUS, WHTEJJIEKT
COOTBETCTBYET BO3pacTy. BbisgBIeHO HU3KOE
(usuueckoe pasBuTHe MO Macce (-2 CUTMBI)
u 1o pocry (-1 curma) (puc. 1). PebeHok He mMor
CaMOCTOSITEJIbHO TIO/IHATHCS 110 JIECTHUIIE, BCTATh
C TI0J1a, TIPUCECTb.

O6pamian Ha cebss BHUMaHWE XapaKTEPHBIN
HeBpoJiorndeckuii ctatyc. OTMeuanoch CHIKEHHE
CYXOKUJIBHBIX pedIeKcoB ¢ BEPXHUX KOHEUHO-
creil (puc. 2). Pediexkchl HMKHUX KOHEUHOCTH
He BBI3BIBAJINCH. MBIlIEUHAsT CUJA: B KHUCTAX
cocrapisiia 3—4 Oamna (HopMa — 5 6asioB),
crubarteigix W pasrubaresnsx IpeAliedbs —
4 OGamna (Hopma — 5 06ajuioB), AeJIbTOBHUIHBIX
Mbimax — 3—4 OGamna (Hopma — 5 6aiioB).
Or1ieHKa THUTBHOTO CrOaHUSI U Pa3THOAHUSI CTOTIBI
cocraBusia 4 u 5 6aJIoB COOTBETCTBEHHO. Pe3yiib-
TaT TecTa Ha crubaHue W pasrubaHue B KOJIEHe
cocraBiisiy 4 Gamma (Hopma — 5 6asuioB). AHanu3
Ha TPUBE/ICHIE U pa3BeleHre Oeiep OTPHUIlaTe b
HbIil. OTCyTCTBOBAIA THLIbHAS (hJIEKCHsT B Ta300e-
JIPEHHOM CyCTaBe, peOeHOK He MMEJT OJIOKUTE -
HOTO TecTa KPbLIOBU/IHBIX JIOMATOK. Y MaJbynKa
Habmo1anach «yTuHast moxojkas. [1puemsr [oBep-
ca GBI MO3UTUBHBIMU.

[Tpu smexTpomuorpaduy HUKHUX M BEPXHUX
KOHETHOCTEH MPU3HAKOB MOTOCEHCOPHOW HEBPO-
maTuM He BbIsABIeHO. Ha amexTpokapamorpamme
PErUCTPUpPOBATIACh CUHYCOBast OpaauKapaus (dac-
TOTA CeP/IEYHBIX COKpaIleHuil coctanisiyia 71 ynap
B MuHyTy). [Ipu npoBeznenuu ssekTposniiedaso-
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rpadun ompenesnsAncs NeCUHXPOHHBIN, accuMme-
TPUYHBIN THUT 2JIEKTPOSHIIE(DATOTPAMMBI, dTTHAK-
TUBHOCTD BbISIBJIEHA He ObLTa, OTMEYAJINCh TPU3-
HaK{ JIMKBOPHOI TUTIEPTEH3UH. XOJTEPOBCKOE
MOHHUTOPUPOBAHKE TTOKA3aJI0 HAJIUYNE DIU30/I0B
cuHoaTpuasbHoil 6okazabl I crenenn (4 anuso-
na). [Ipu ybTpa3ByKOBOM UCCIEIOBAaHUY OPTAaHOB
OPIOIIHON TIOJIOCTA BBISIBJIEHA TEMATOMETAJINS.
Onucana auaranusi aOPThl HA YPOBHE CUHYCOB
BanbcabBbl 110 pedyJibTaTaM 3XOKapauorpahum.
KocTHbIll BO3pacT COOTBETCTBOBAJ YeThIPEM
rozam. PeructpupoBajioch CHUKEHE MUHUMAJIb-
HOU TJIOTHOCTA KOCTHOW TKaHW Ha YPOBHE
MOSICHUYHOTO OTJ/IeJIa TTO3BOHOYHOTO CTOJIOA 0
nannbim gencutomerpun (Total Area (cm2) 26,23;
BMC (g) 9,62; BMD (g/cm 2) 0,367; z-score-2,8).
DyHKIMOHAIbHBIE TPOObI TIEYEHN ¥ TI0YEK TIOKa-
3aJTM TIPU3HAKY IIUTOJIN3a U Pa3pyIIeHUsT MbIIIIey-
nott tkanm: AJIT 104,8 (nopma o 31 ex/m), ACT
246,6 (mopma g0 32 ex/n), JIAT 1637,1 (Hopma 10
450 y.e.), kpeatundochornnaza 1113,8 (Hopma /10
450). MloHn3upoBaHHBIN KaJIbIIUI ObLJI CHUKEH.
PeGeHKy MpOBeIeHO MOJIEKYJISIPHO-TeHeTHYe-
CKOe WHCCcJeoBanue, OIpeseneHa aenenus 52

9K30Ha TeHa 1ucTpoduHa, YTO TTOATBEPINIIO TIPE/I-
MOJIOJKEHE O HAJINYUKM y pebeHKa MbIIIeYHON
nuctpodun /lomenHa.

VccnenoBanne ObLIO BBITIOJIHEHO B COOTBET-
CTBUU C NpuHIUNAMKU XeJbCUHKCKOU /lekmapa-
ruu. IIporokosn wuccienoBanus ObLT 0100peH
JlokanpabiM aTndeckuM komuteroMm (JIOK) Bcex
y4yacTByOIUX yupexkaeHuil. Ha mnposenenue
HCCJIeIOBAaHUIN OBLIO TOJYyYeHO WHMOOPMUPOBAH-
HOE CoTJIacue pojuTesieil pebeHka.

Taxkum 06pa3oM, Ha OCHOBAHUH Kasl00, TaHHBIX
aHaMHe3a, 0cOOeHHOCTeN (heHOTHIIA, HEBPOJIOTHYE-
CKOTO cTaryca, J1abopaTopHO-MHCTPYMEHTATbHBIX
MEeTO/I0B 00cIe[oBaHus ObLI YCTAaHOBJIEH MATHO3:
«MBprimeunag gucrpodust omerHa, ctaaus coxpa-
HEHHOII CIIOCOOHOCTH K CaMOCTOSITEJIBHOMY TI€pe-
JBUKEHUIO. 3a/iepskKa (PU3MUecKOro Pa3BUTHUS.

Oo6cy:kaenue

Mpurmeunas auctpodus /lfomneHHa — HEPBHO-
MBIIIeYHOE 3a00JI€EBaHUE C PEIECCUBHBIM THUITOM
HacJjleloBaHus, cliellJieHHoe ¢ X-XpPOMOCOMOM.
3abosieBanne Ha3BaHO B 4eCThb (DPAHILY3CKOTO
HeBporarosnora Kysnbema benmxamnna Amanma

Tabruua 1

OudpPpepeHumanbHO-ANAarHOCTUYECKNE KPUTEPUM Pa3SINYHbIX GopM
nporpeccupytoLei Mmbilue4yHoi guctpodpum [1,2]

Potrayda—
Bekkepa— endyca— Nanpysn—
dopmbl [ioweHHa p Mabpu 9pba Apeitdy MopTtbe— Ay
Kunepa XoraHa . [exepuHa
Beiepa
Pacnpoctpa-
H('?:Hggfb pa 3,3:100000 1:30000 He na3ectHa | 1,5:100000 He U3BecTHa | He u3BecTHa 0,9:100000
MaHm-
¢ 2-5 net ¢ 10-15net | ¢ 11-13 net | ¢ 11-20 net c 4-5 net ¢ 5-10 net ¢ 20 net
hecTaums
CLenneHHbIN cLenneHHbIn
Tvn H - 15915.1 —
,u,osaHe:/lc:e Xp21.2 Xp21 ¢ X-xpomo- 2(1] 15 (AP) HET AaHHbIX ¢ X-xpomo- Al
coMoi qet. comoi
TPOGhUS Ta30-
aTpochust aTpocms KOHEY- a 5;_(2 n 0;;20 aTpohust | KpyroBble MbILLLbI Fa3a 1 pTa, 60mb-
Tonuka MbILLILL npokcnumanb- B MF::IU.ILlaX HOCTHO- U NIDOKCUMASTb- MbILWWL Nneve- | Waa rpyaHas, nepenHssa 3y6anaﬂ n
aTpocum Ta30BOro Hble aTpodum 6ene HoscHas Hb'I:)X otnenos | BOTO MOACA M | HUXHUE OTAeNbI TpaneuneBuaHoON,
MbILLILL n nneye- n napesbl Aep A ANCTanNbHbIX LUI/IpOKOIZ MbILLLbI CMWHBI, ﬂBer‘IaBOVI,
1 Tasa aTpohust | HUXKHUX KOHEY- s
BOro nosica 9 oThgenax Hor TPEXTIaBoii MblLLLbI nfieya
HoCTen
VKPOHOXHBIX,
MceBpo- ArOANYHBIX,
MNKPOHOXHBIX | UKPOHOXHBIX | MKPOHOXHbBIX
rnepTpo- LeNbTOBUOHBIX, p P P HET HeT HET
MbILLILL MbILLLY MbILLLY
hust MbILLL, | MbILLIL XMBOTA
N A3blka
«Kpbino-
BUOHbIE» na HeT HeT na HET AaHHbIX HEeT faHHbIX na
nonarku
necopmauys
CTOnN, rpyaHow ynsotLleHne
KocTHas Knen;m pzoe,so— FPYAHOA KNETK/
naTonorvs HquMK’a - HeT HeT na HET OaHHbIX HET [aHHbIX B nepefHe3afHeM HanpasnieHnm
o C poTauwei BHyTpb Mreye-Bbix
dy3HbIN OCTEO- CVCTABOB
nopos Y/
Kapavo- XapaKTepHbl He XapaKTepHbl efKo XapaKTepHb! HET JaHHbIX efKo
muonaTvs p P XapakTepHsbl P P p P P P
MeHTanbHas
CHWXeHa Hopma Hopma Hopma Hopma Hopma Hopma
yHKUMA
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Tromenna (Guillaume Benjamin Amand Duchen-
ne), KOTOPbIil BIIEPBbIE OIKUCAI 9TO 3a00JeBaHIe
B 1861 rony. bosesup manudectupyer B Bo3pacre
oT 3 710 5 JieT U XapaKTepusyeTcsi MPOrpeneHT-
HBIM T€YEeHUEM C TTOCJIeYOTel MHBATUAN3AINEN

M cpefiHell TTPOOKUTENBbHOCTBIO KuU3HU 10 18
siet. [To maHHBIM JTUTEPATYPBI, 0OHAPY/KEHUE HAPY-
HIEHWT B TeHe AUCTPOhUHA TIPU MHUOANUCTPODUN
Jliomenna—bekkepa Bo3moxkHo y 65-70%
MAIMEHTOB TOJBKO C IMOMOIIBIO MOJUMEPA3HOM

Tabruya 2

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

Mpynnbl

MbiwweyHble rpynnbl

TexHuka npoBepeHUsa

Crubatenu wewn

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

BOnbHOro NPOCAT HaKMOHUTL (HO HE BbIABUraTh) roflOBY B CTOPOHY, a
NMLO NOBEPHYTb B CTOPOHY, MPOTUBOMOJIOXHYHO HAKMOHY rofoBbl. Bpau
NPOTUBOZENCTBYET STOMY [ABVKEHUIO

Paarnbatenu wewu

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

BorbHOro NpocsT 3anpokuHYTh Ha3af rofioBy. Bpay npoTuBopeicTByeT
3TOMY [IBUXEHWIO

MoxvmaHue nnevamm

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

BonbHOMy npepnaratT «noxaTb mnevyamu», NPeopornesas MpOTUBO-
LleficTBMe Bpaya

OtBepeHue nneyva

m. deltoideus (Cs-Cs —
n. axillaris).

MayveHT No Npock6e Bpaya OTBOAMUT NIIEHO B CTOPOHY MO FOPU3OHTANM;
PYKY Npy 3TOM PEKOMEHZYETCs COTHYThb B JIOKTEBOM CycTaBe. Bpay oka-
3bIBAET COMPOTUBIIEHWE JBUXEHWIO, MbITASCh OMYCTUTb Er0 PYKY

Crubatenu B NOKTEBOM
cyctaBe

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

[ns nccnepoBanns (OyHKUMM OBYrNaBOW MbiLULbl NfieYa Bpady npocuT
UCMbITYEMOrO CYNWHMPOBATb KWUCTb M CrmbéaTb PyKy B NOKTEBOM
CycTaBe, OKa3blBas CONPOTUBNIEHWE STOMY ABWXEHUIO

Pasrnbarenu m. triceps brachii Bpau cTaHoBWTCS c3aam Mm COOKY OT NaumeHTa, NPOCUT ero pasorHyTb
B JIOKTEBOM CyCTaBe (Cs-Cs — n. radialis). PYKY B NTOKTEBOM CyCTaBe U NMPENATCTBYET STOMY ABVXKEHUIO
Pasrnéanve mm. extensores carpi radialis | TecT, nomoratoLuit OnpeaennTL Culy JIy4eBOro 1 IOKTeBOro pasruéa-
B Ny4e3anscTHOM longus et brevis (Cs-Cé — | Tenew kucTu. MNauyeHT pasrmbéaeTt 1 NPUBOANT KUCTb C BbINPAMIEHHbI-
cycTase n. radialis), m. extensor carpi | M1 nanbLamu, a Bpad NpensiTcTBYeT 3TOMY ABUKEHNIO

ulnaris (C7-Cs — n. radialis).
lNpoTuBonocTasneHne m. opponens pollicis O6cnepyemomy npepnaraloT Kpenko npuxatb AUCTanbHyto chanaHry

60MbLUIOro nasbLa K1CTu

(Ce-T1 — 1. medianus)

60MbLLIOrO NanbLla K OCHOBAHWUIO MPOKCUMAasbHOW haniaHri MU3uHLA ToW
Xe KUCTV 1 CONPOTUBNATLCA MOMbITKE Pa3orHyTb OCHOBHYIO thanaHry 605b-
LUoro nasbLa. icnonb3ytoT 1 TeCT € NOMOCKOM MIIOTHOW ByMaru: npeasiara-
10T CXaTb e€ mexay | v V nanbLamv 1 UCTIbITLIBAKOT CUMY NpuXaTis

OTBefeHne MU3NHLA

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

TecT Ons onpefenieHns Cunbl MblLLLbl, OTBOASLLEA MM3WHeL. Bpady
MbITAETCA MPUBECTM K OCTallbHbIM NanbLaM OTBEAEHHBLIA MU3MHEL,
nauveHTa BONPeKM ero ConpoTUBEHMO

Pa3srn6aHme 0CHOBHbIX
thanaHr II-V nansbues

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

TecT, NpUMEHsIEMbIN ANs onpefeneHns cuibl 06LLero pasrubarens nanb-
LieB KUCTW, pasrnbatens MU3nHLA 1 pasrubaTens ykasaTenbHOro nasb-
ua. bonbHon pasrnbaet ocHoBHble hanaHru II-V nanbueB KUCTW, Koraa
CpefHve 1 HOrTeBble COrHYTbl; BpaY MPEeOfoneBaeT ConpoTUBNEHNE 3TUX
nanbLeB, a Apyrov pykov (hUKCMpyeT ero ny4esansicTHbii CycTas

CrubaHve 6eppa
B Ta306epeHHOM
cycTase

m. iliopsoas (L1-L3 —
n.femoralis)

lMpocsaT cupsLlero 60M6HOr0 COrHyTh 6ef4po (MPUBECTU €ro K XWBOTY)
1 OQHOBPEMEHHO, OKa3blBasi CONPOTUBIEHVE 3TOMY ABUKEHWIO, BO3LEN-
CTBYIOT Ha HWXHIOK TpeTb 6eapa. MoxHo vceneposatb cuny crbanus
6enpa 1 B NMONOXEHWN NauyeHTa néxa Ha crnvHe. [ng 3Toro npegnararot
€My MOAHATb BbINPSMIIEHHYIO HOTY W yOEPXMBATb €€ B TAaKOM MONOXe-
HUKW, MpeofoneBasi [aBfiEHNE BHW3 JAfOHWM Bpadya, YnuparoLleics B
06nacTb cepeauHbl 6eapa 6onbHOro. CHUKEHWE CuIlbl 3TOM MbiLULbI
OTHOCAIT K PaHH1M CUMMTOMaM MOPaXeHUs MMpaMnaHON cucTemsl. Pas-
rnbaHve HOrY B KOMEHHOM CycTaBe — TecT AN ONpEeReneHns Cunbl
YeTbIPEXTNaBOW MbILLLLI 6efpa. ViccnenoBaHe NPOBOASAT B MOMOXEHUN
naumeHTa néxa Ha CrivHe, Hora CorHyTa B Ta306€4PEHHOM U KONEHHOM
cycTaBax. [NpocsT ero pasorHyTb HOTY, NOAHSAB roneHs. OfHOBPEMEHHO
NOABOLAT PYKY MOZ, KONMEHO nauueHTa, npuaepxueas ero 6enpo B nosny-
COTHYTOM MOMOXEHWH, [IPYroi PyKOW OKa3bIBAKOT AABNIEHWE HA FONEHb MO
HanpaBneHuio KHWU3Y, NPensaTCTBYs €€ pasrnbaHunio. [na TecTmposaHus
CUMbl 3TOW MbILLLBI NALMEHTa, CUOALLEro Ha CTyne, NPOCAT pPasorHyTb
HOry B KomneHHom cycTase. OfHOW pykoi OKasblBalT COMPOTUBIIEHWE
3TOMY [BWXEHMIO, IPYror — NasnbnupyloT COKPALLIAIOLLYHOCA MBbILLILLY.

Pasarn6aHue Horu
B KONEHHOM CycTaBe

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

VccnenoBaHve NpoBOasAT B NMOMOXEHWM NaLuMeHTa Néxa Ha cruHe, Hora
COTHyTa B Ta306epeHHOM W KOJIEHHOM CycTaBax, CTona nyoTHO Conpu-
Kacaetcsi ¢ KyLLeTKow. MMbiTatoTcs BbINPSIMUTbL HOTY MauyeHTa, npeasa-
pUTENBHO [aB eMy 3aflaH1e He OTpPbIBaTb CTOMY OT KYLUETKM.

Crubaxue Horv
B KOJIEHHOM CyCTaBe

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

MaumeHTa, nexatiero Ha cnvHe ¢ BbIMPAMJIEHHBIMU HOramu, npocATt
TAHYTb CTOMbI MO HanpaBfEeHUO K cebe, HECKOIbKO npmBoasa BHYTPEH-
HMe Kpagq CTorM, Npu 3TOM Bpa4 OKa3bIiBaeT COMNPOTUBEHNE 3TOMY ABU-
XXEeHUIo.

Pasrn6aHve

(TbINbHOE crmbaHve)
CTONMbI B FONIEHOCTOMHOM
cyctaBe

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

bBonbHOR, nexalyuin Ha CnHe C BbINPSMEHHBIMU HOraMu, COBEPLUAET
NOJOLUBEHHOE CrMOaHWe CTOM, BOMPEKU MPOTUBOLENCTBUIO NAfoHEeN
Bpaya, KOTopble 0Ka3blBatoT [aBNeHNe Ha CTOMbl B MPOTUBOMONOXHOM
HanpaeneHuu.

94

ISSN 1992-5913 Cospemennas neguatpusi 4(92)/2018



Yntamte Hac Ha cawnTe: http://med-expert.com.ua

Tabauya 3

Kputepumn oueHku cunbl Mbiwiy, no 6-6annbHoi wikane [1-3]

Bann MbiweyHas cuna
0 MblILLeYHOE coKpaLLeHne OTCYTCTBYET
1 Bupymoe nnu nansnMpyemoe CokpalLeHMe MbiLLeYHbIX BOSIOKOH, HO 6€3 JTIOKOMOTOPHOrO adhdpekTa
2 AKTUBHbIE OBVXEHUSA BO3SMOXHbI NWLLbL MPY YCTPAHEHUN BENCTBUSA CUITbl TKECTU (KOHEYHOCTb MOMELLAETCS Ha onopy)
3 AKTVIBHbIE BVXEHUS B MOTHOM 0ObEME MPU AEUCTBUM CUbI TSHKECTH,
YMEPEHHOE CHVKEHUE CUSTbl NMPU BHELLHEM NPOTUBOAENCTBUM
4 AKTVIBHbIE OBWXEHUSA B MONHOM 0O6bEME NPU [EACTBUM CUMbI TXKECTU 1 OPYroro BHELLUHEro NPOTUBOAENCTBNS,
HO OHU cnabee, YeM Ha 300POBOW CTOPOHE
5 HopmanbHasi MblleyHas cuna

LHEeHOoi peakuuu Wian  OJ0T-TUOpUAN3AIUN
(o Caysepny) [1,2].

PazButue muomnatum /[lommeHHa CBSA3BIBAIOT
C TeOpUel «pPaMKU CYUTBIBaHUST». «PaMKa cunThI-
BaHUS» — I110CJIeJ0BAaTEJbHOCTb HYKJIEOTH/IOB,
KOTOpas 3ajlaeT IOJIOKeHUe 1epBOr0 OCHOBAHUS
(xomon wmHummanuu). Ecam myramum BemyT K
HAPYIIEHWIO «PAMKHU CYUTBIBAHUS», TO OEJIOK
muctpoduH He cuHTe3mpyetcs. I[lpm myranumsx,
MPU KOTOPBIX HE HapyIlIaeTcsl <«paMKa CYUTHI-
BaHMS», COOTBETCTBEHHO, CHUHTE3UPYETCs aHop-
MaJIbHBIN YKOPOYEHHBIN JINOO0 YIMHEHHbII GEI0K
JCTPOUH, ¢ KIMHUIECKON KaPTUHONW MUOTTATUN
bexkkepa [1,2].

B Tabsume 1 mpexacraBiensl auddepen-
[UaIbHAs KIMHUYEeCKre U OHOXMMUYECKHUEe Map-
Kepbl PasjMYHBbIX (DOPM MBIIIEYHBIX IUCTPODUIL.
Tak, mist GOJBHBIX XapakTepHa creruduyeckast
MOXOJIKA ¥ OCAHKa, TIO3/IHee HAYaJI0 XObObI, TICEB-
noruniepTpodusd PasJMYHBIX TPYII MBI,
KapANOMUOINATUd W CHWXEHWEe WHTEJJIeKTa.
B cBg3u ¢ MemsieHHBIM TPOTrpecCUpOBaHUEM
MBIIIIEYHON AUCTPOMUN U HEPABHOMEPHOCTHIO UX
nopasxkenusi, B jgeboTe 3ab0JeBaHUS CTPAJAIOT
OT/IeJTbHBIE TPYIITIBI MBITIIIL U/WJIA UX YYACTKH, YTO
B CBOIO OYepeqb CO3/1aeT BO3MOKHOCTD JIJIS
OTHOCUTENTHHON KOMIIEHCAIIUN JBUTATETbHBIX
paccTpoiicTB u MaHudecranuu 3aboIeBaHUS
B pas/IMYHBIX BO3PACTHBIX Tpymnnax. B teyenue
3a00JI€BaHUST yTacaloT CYXOKUJIbHBbIE PedIIeKChI
U TPU 3TOM COXPAHSIOTCS YyBCTBUTEIbHOCTD
n koopaunarus. DyHKIUU Ta30BBIX OPTaHOB
Bceraa coxpanensl. Hepeako Habogaercs mopa-
JKeHMe BHYTPEeHHUX OPraHos, varie cepana [1,3].

MeTo/ibl OIIEHKU COCTOSTHMS HEPBHO-MbBIIIEYHO
CUCTEMbI BKIIIOYAIOT (QH3UKATBHYIO OIIEHKY, JTabopa-
TOPHbIE M UHCTPYMEHTaJIbHbIE ccaeaoBanus [1-3].

[Ipn ¢usnkaspbHOM aHaIM3e PEKOMEHIOBAHO
MTPOBOJIUTD OIEHKY CJIEYIONIIX MapKEPOB MBITIIEY-
HOU uctpodun (ypoBeHb JlokazaresbHOCT B):

® OIIEHKY COCTOSHMS HEPBHO-MBIIIEYHON

CUCTEMBbI C TIOMOIIbIO CTAHAPTU3NPOBAHHBIX
IIKaJ ¥ TeCTOB (TeXHUKa ITPOBe/leHns hccJie-
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N0oBaHUSA (DYHKIIMK MBIIIEUHBIX TPYTII Mpeji-
craBjieHa B TabJ1. 2);
e jicc/ieIOBaHNE MBIIIEYHOTO TOHYCA W CHUJIBL
[l mcesretoBaHMST CUITBI MBI B KJIMHITYE-
CKOM ITPaKTHKe Yallle BCero pyKoBOJICTBYIOTCS
HPUHIIMIIOM <HAaIPSKEHUSI-IIPEOI0TICHUS ».
Cuity MBI OOBIYHO OIEHUBAIOT B Oasuiax,
yaiie Beero 1o 6-6amibHoil mkane (tabi. 3);
nccaeIoBaHne CYXOKMIbHBIX PedhIeKCOB;
nccaeoBaHne TTOXOKH;
BU3YaJIbHbIII OCMOTP MBIIIIL;
cumitom l'oBepca;
OCMOTP KOCTHO-CYCTaBHOI CUCTEMBI;
HCCJIeIOBaHNE MOBeIeHNs peOeHKa U KOTHU-
TUBHON (DYHKITHN.

[TanmenTs! ¢ MbIiedHo auctpodueit JrotneH-
Ha OOBIYHO XOAST <«HA HOCOYKAX», B CBSI3U
C TOBBIIIEHHBIM TOHYCOM MKPOHOXKHBIX MBIIIIIL,
YTO SIBJISIETCS OZIHUM U3 3TAIIOB a/IAITAllUU K yTpaTe
(yHKIMI HUKHUX KOHEYHOCTEN; OTMEYAIOT YacThie
Ma/IEHNs, YCTAIOCTD, YCUJIeHNe TIOSCHUYHOTO JIOp-
no3a. [TocrenerHo popmupyroTcs MbliliedHble KOH-
TPaKTYypbl, KOTOPble CYIIECTBEHHO YMEHbIIAIOT
(byHKIIMOHATIBHOCTD aXWJIJIOBA M OJKOJEHHOTO
CYXOKUJIMH, MOCKOJbKY KOJMYECTBO MBIIIEYHBIX
BOJIOKOH YMEHbBINAETCS U TPaHCHOPMUPYETCS B
$hubpo3 mbi. MMeer MeCTO MOBBIIEHHBIN PUCK
HEHPOIOBEIEHYECKOTO PACCTPONCTBA, HAIpPUMeED,
CUH/IpOM JieuIlnTa BHUMAHUS U TUIEPAKTUBHO-
CTH, YaCcTO BO3HUKAIOT PaccTpoOiCTBa ayTUCTH-
YeCKOro CIIeKTPa, UCIeKChs 1 AeUuIuT KOTHUTUB-
HeIx (ynkrmii. IIpeamnomaraercs, uro mocaemnHmne
00yCJIOBJIEHBI HApyTIIeHueM (DYHKITUH IUCTPODUHA
B CTPYKTYpax rOJIOBHOTO Mo3Ta [3].

B mepeuenb 1abOpaTOPHBIX HCCIEIOBAHUI
HEOOXOJMMO BKJIIOYATh HMCCJEOBAHIE YPOBHS
kpeaTuHdOCHOKNHAZHI, TOBBIINIEHUE KOTOPOU
SIBJISIETCST OOJTUTATHBIM PAHHUM OKJIUHUYECKUM
npusHakoM (ypoBeHb Jl0Ka3aTeJabHOCTH DB).
Kpome Toro, HeoOX0anMBI JTabOpaTOPHbBIE MCCITE-
JI0OBaHUS YPOBHS TpaHCAMUHA3 U JIAKTATIeTn/po-
reHaspl. TecTrpoBaHnue MO3BOJISIOT OIEPEJETUTD
TUIl MYTallMM 3K30HA METOJOM MOJMMePa3Hoii
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Tabnuua 4

AnddepeHumanbHbIi AMarHo3 Nporpeccupylollein Mbille4yHom anctpodpun

Tun HapyweHua Ho3onornyeckas ¢opma OCHOBHbIE CX0XWe CUMMTOMbI
BocnanutensHas [Monumunoaut MocTeneHHO pa3BuBatoLLAACS
mMuonaTms MWO3UT C BKNIOYEHUSIMUA cnabocTb MbILLIL, NOBbILLEHNE

KOK
BpoxaeHHble HemanuHoBas muonatus MbliLweyHas cnadbocTb,
mMuonaTum BonesHb LEHTPaNbHOTO CTEPXHS M MYNIETUCTEPXHEBAS MMONaTUM TMNOTOHUS NMPU HOPMasbHOM
LleHTpoHykneapHas muonartus UMW YMEPEHHO MOBBILLEHHOM
Mwvonatuns ¢ rmannMHoBbLIMK TeNbLamMu ypoBHe KOK, Hannune
CKeJETHbIX HapyLUEHWA
MeTabonuyeckune ImukoreHoa Il Tvna (6one3Hb Momne) [MnoToHMsA, cnabocTb MblLLL,
mMuonaTum ImukoreHoasl llla, 1V, V u VIl Tunos YTOMNAEMOCTb, CHUXEHWE
BonesHb MakApans (no3pHsas dopma) YCTONYMBOCTY K Harpy3skam,
MwuToxoHApHabHble MuonaTum nosbiwexne KOK, kapgnomumo-
KvnpoBsble Muonatum naTws, NOTHbIE HA OLLYMb
MKPOHOXHbBIE MbILLILIbI, BO3MO-
XeH npuem oBepca
Bornesun CnvHanbHble MbitleyHble atpodoum, an |, 1l v il CnabocTb MbiLLL, aTpodus
MOTOHENpPOHa BynbbocnuHanbHas amuoTpodms (6051e3Hb KeHHean) MbILLL, KapanoMuonaTus, Hanu-
BokoBoi amnoTpohmyeckuin cknepos Yne CKENETHbIX HAPYLLEHWIA,
BO3MOXHO MnoBbiLLeHne KOK,
pecnupaTopHble HapyLLEeHNs
BonesHun MwacTeHus rpasuc CnabocTb MbiLLL,
HEPBHO-MbILLEYHON | BpoXaeHHbIE MUACTEHNYECKNE CUHAPOMbI YTOMIISEMOCTb,
nepegaqu CuHgpom Jlambepta—liToHa pecnmpaTopHble HapyLIeHUs

IEMHOIT peakitiy uim 610T-ruopuu3almu (YpoBeHb
JI0KA3aTeJbHOCTH A).

K pexomeHIOBaHHBIM WHCTPYMEHTATHHBIM
METOZIaM JTMAaTHOCTUKN OTHOCHUTCS YJIbTPa3BYKO-
BO€ WCCJIeJIOBAaHUE MBI, 3JIEKTPOMHUOTrpadus,
axoKapurorpabust u Guoricust Mbiil (ypoBeHb
nokasaresnbHocTu  A). Ilpu  yabTpasBykoBOM
HCCJIEIOBAHUN MBI OOBIYHO BBISBJISIIOTCS TIPH-
3HAKW MBINIEYHON JleTeHepalun: 3aMeHa MbIIey-
HOU TKaHW Ha KUPOBYIO Win (hubposHyo. Xapak-
TEPHBIM MUOMATUYECKUN THUII 3JIeKTpoMuorpadun
C KOPOTKUMU OCTPOKOHEYHBIMU MHOTOYMCJIeH-
HBIMHM IIOTEHIIMAJTaMH, XapaKTepHO CHUKEeHHe
aAMIUTUTY/IBI TIOTEHIINAJIOB TPU JOCTATOYHON WX
YacToTe, a TaKKe YKOpoueHue 1 MoJinha3HbIil Xapax-
Tep TIOTEHITNAJIOB JIEHCTBUS IBUTATETHHBIX eTMHUIL.
CriermnUIHbBIM MapKePOM SIBJISIETCS TIOBBITIIECHIE
ypoBus kpeatutdochoknnaszsl (KOK).

AJNTOPUTM JAMArHOCTUKU IIporpeccupylonieit
MBITIEYHON AUCTPOMUMN COCTOUT U3 HECKOJBKUX
aranoB. Eciim peGeHOK HauMHAET XOAUTH B BO3Pa-
cte crapire 16 MecsrieB, BBISBJICH TOJOKUTED-
HbII cuMmnToM loBepca WianM WHOe HapylleHue
MBITIEYHOU (DYHKIIUH, OIPEeeH OTSATOIEeHHbBIN
ceMelHbIll aHaMHe3, a Takke eCJIU B ChIBOPOTKE
KPOBU TIOBBIIIIEH YPOBEHb TpaHCaMWHA3 HEyTOY-
HEHHOTO TeHe3a, PEKOMEHI0OBAaHO MCCJIeIOBAHME
kpeatnHpochokruHaszbl. B cBoilo ouepeb, TOBBI-
IIEHHBIN YPOBEHD KpeaTnH(MOCHOKMHA3HI 00y CIaB-
JIMBaeT HEeOOXOIMMOCTb MOJIEKYJISIPHO HArHOC-
TUKM MyTalluy reHa AucTpoduHa U MPoBeeHus
6uoncuun Ml peberka [1,2].
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[lndepentinanpias AUarHOCTUKA TMPOTPECCU-
pyIoliell MBIIEYHOl JAUCTpoUn TIpe/icTaBIeHa
B Tabu. 4 [1,2,3].

Ha coBpemenHowm ararie jiedeHrie CUMIITOMATH-
YecKoe M HalpaBJeHO Ha yJydllleHne KadecTBa
KU3HU OOJIBHOTO.

HememukaMeHTO3HOE JledeHWEe TIPEIOJIaraeT
aveTy, oOOTallleHHYI0 BUTAaMUHAMM ¥ MUHepaJa-
MU, a TaKKe a/leKBaTHYIO0 (PU3NUeCKyi0 HarpysKy.
[IpoBomuTCst (husnoTepanuss Ui TOJIePKAHUS
MBITNIIEYHON cuJibl ¥ (hyHKIMK cycTaBoB. [1o mepe
porpeccrpoBanust 3ab0JeBaHUsT HEOOXOAUMBIM
CTAHOBUTCS UCIIOJIb30BAHNE CIIEIMATbHBIX PECITH-
PaTOPHBIX MEXaHM3MOB, IIO3BOJIAIONINX obecIie-
YUTh HOPMaJIbHBIN TTpotiecc abixanus [1,2,4,6].

CucreMHbIE TJIOKOKOPTHKOCTEPOU/IBI TO3BO-
JIFIOT 3aMe/IJIUTh TPOTPECCUPYIONIYI0 aTpoduio
MBITNIIEYHON TKaHU (YPOBEHb JI0Ka3aTebHOCTH B).
[TpenapaTom BbIOOpa st JledeHus: 3ab0JIeBaHMs
SIBJISIETCST TIPEHU30JI0H, KOTOPBIM Ha3zHavaeTcs
B 103e 0,75 mr/kr/cytku. [Ipu Hasmymu npoTuso-
MOKa3aHWi K TIPUMEHEHWIO TPeIHU30J0Ha
BO3MOKHO TpuMeHeHue jeda3okopra B J/103€
0,9 mr/xr/cyTtku [1,2,4,6].

MHorwue MeTo/TbI Tepaliiy TIOKA HAXOJISATCS Ha pas-
JIMYHBIX CTAINAX KIMHUYECKUX UCTbITaHuil. [lepc-
MEKTUBHBIM CUUTAETCS JIeUeHUe CTBOJIOBBIMU KJIET-
Kamy (KJIeTKaMU-caTejmuTaMu). PaspabaTbiBaiorcst
METO/IBI PETYJIMPOBAHUST SKCIIPECCU TeHa yTPOhUHa,
ayTOCOMHOTO TOMOJIOTA TeHa INCTPOhUHA.

B Hacrosiee BpeMs MPoOIKAIOTCS UCCTEN0-
BaHUA 10 KOPPEKIMHU TPOITYCKa 9K30HA C TIOMO-
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IO BCIIOMOTATEJBHON TexHOoJoruu (Ipoiecca
cnnaticunra, Tpancyagiun PHK). Emte 8 1990 romy
Wurmenn u ap. (England et al.) samerwim, urto
y TalMeHTOB C Jerkol (opMoii MbIIIEUHON
muctpodun Bekkep (mild Beckers muscular
dystrophy) ne xBaraer 46% reHeTHYecKOro Mare-
pHaia, ¢ TTOMOTIBI0 KOTOPOTO KOAUPYETCst 001acTh
reHa auctpoduHa. dTa GyHKIIMOHATbHAS, HO yce-
yeHHas, (opma TeHa HATOJIKHYJIA YYEHBIX
Ha MBICJIb, YTO KOPOTKHE YYaCTKU AUCTPODUHA
TakKe MOTYT OBbITh MOJIE3HBIMU TIPU JIEYEHUU
3abosesanus. [Ipeanosaraercs, 4yTo 3abojieBaHme,
BBI3BAHHOE JleJielneli BCTaBKU WK CIJIaiic-MyTa-
1Heil, MOKET OBITh U3JIEYEHO TTyTEM BOCCTAHOBJIE-
Hus nocyaenosateabHoctTu MPHK, To ecTh Bo3Bpa-
IIEHNEM «PaMKHU CUYNUTBIBAaHUS» HA HY’KHOE MECTO.
YuéHpiM yaanoch OTpeJaKTUPOBATh KJIETKU Cep-
JIEYHOI MBITIIIBI C MYyTAIMSIMU, KOTOPbIE TIPUBO/IST
K pa3BUTHIO MbIeyHOl auctpodun /lomenna.
OTKpBITHE CHETMATUCTBI Ha3BAIN «MUOPETAKTU-
poBanuems. Ucnonbdyst cucremy CRISPR-Cas9,
uccaenoBaresnn «Boiopocusy n3 MPHK myrtanT-
HbI€ YYACTKH, & U3 <MCIPABJIEHHBIX» KJIETOK BbIpa-
cTuii - paboTaIoN(yl0  CEPAEYHYI0  MBIIIILY.
Tak, yaeHbIM 9KCTIEpUMEHTATBHO YAAT0Ch CO3/IaTh
HaOOP /I TIPOIIyCKa 9K30HOB Y OOJIBHBIX C IIPO-
rpeccupyIolieil MbIieqHoi auctpodueii [S].

BbiBoasl

Takum 06pa3oM, MPOrPeCCUPYIONast MbIIIey-
Hasg aucTpodus ABISETCS TeTePOreHHON IPyIoii
HACJIE/ICTBEHHBIX 3200JIeBaHUl, XapaKTepU3yIio-
IIAXCST TPOTPECCUPYIOIIEN MBITIEYHON CJIab0CTHIO

JIUTEPATYPA

u arpodueil ckeneTHbIX Mbii. Hanbosee yacras
(dhopMa, Tipe/IcTaBIeHHAS B JaHHOM HaOJIIOIeHUH, —
MbineyHas auctpodus /[lromenna, gopmupona-
HHUE KOTOPOW 00YCJIOBJIEHO MyTanueil 52 9K30Ha
rera sucrpoduna. 3aboseBaHme IMeeT XapakTep-
HYI0 KJIUHUYECKYIO KapTUHY IPOTPECCUPOBAHUS
aTpou¥ MBIMI TAa30BOTO M ILJIEYEBOTO IOsCA
Ha (oHe TIceBAOTUTIEPTPOGUN UKPOHOKHBIX, STO-
JIVTYHBIX, EJIbTOBUIHBIX MBIIIII, MBI KUBOTA
n sa3pika. [locrenenno pazsuBaercst nedopmarius
CTOII, TPY/THOI KJIETKH, TI03BOHOYHUKA U i dy3-
HBIIl OCTEONOpPO3, a Takke TPOrPeUeHTHO
mporpeccupyiornas KapAuonaTus, MPUBOAIINE
K JIETAJIBHOMY WCXOJy B MOJIOJIOM BO3pacTe.
B nacrosriee BpeMs e€IMHCTBEHHBIM MeJIMKaMEH-
TO3HBIM METOJIOM JIEYE€HUST COXPAHEHNUST MBIIIIEYHON
CUJIBI W JIBUTATEJBHON AKTMBHOCTU Y TAIMEHTOB
C MBIIIEYHON UCTpOdUEl SIBsieTcs HazHAYeHue
crepounnout teparmuu. [Ipogosmkaores KanHMYe-
CK¥e UCTIBITAHMS TI0 TTepecajike CTBOJIOBBIX KJIETOK
1 TeHHOU Teparnuu.

Oco6eHHOCTIO TIPEICTABIEHHOTO KJINHUYE-
CKOTO HAOJTIO/IEHUSI SIBJISIETCSI TPOSIBJIEHUE JIAHHO-
ro 3abojieBaHUsI Y MPOOAHAOB 10 MaTEPUHCKON
muann. [le6ror 3aboeBanus y GpaTheB OTINYAJICS
CPOKaMMU TOSIBJIEHUST TIEPBLIX MPU3HAKOB 3a00J1e-
BaHUS: B 4 TO/JIa y IBOIOPOZHOTO Gpara, B MOJTOPa
roja y mpobaHia, YTO CBUAETETHCTBOBAJIO
006 u3BecTHOM (heHOMEHE aHTHIUIAIUN — <OMO-
JoKeHusi» 3abosieBanuss y OoJjiee  MOJIOIBIX
POZICTBEHHUKOB.

Asmopul 3a561510m 06 omcymcmeuu KoHQaux-
ma unmepecoa.
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