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Membrane theory of muscle weakness in hereditary muscular dystrophy was described with accent of predominated
Ca?* ions in skeletal muscle due to destruction of the sarcolemma and other membranes of the different organelles of
the skeletal muscle. Showed the role of CT, MRI and phosphorus NMR-spectroscopy as well as the noninvasive the
analysis cell-free fetus DNA in maternal plasma for prenatal diagnostic of muscular dystrophies. The different a trial
attempts of treatment of muscular dystrophy was described.
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IlaTorene3 mporpeccupyolmuX MbIIIEYHBIX AUC-
Tpoduii (IIM /)

Memopannas meopus. Hanbomnee moOmyasipHON SB-
JSieTCs. TUTOTe3a TeHepaIM30BaHHOIO JaedexTa MeM-
Opan Mprm. [Ipenmonaraercs, 4To HapyIIeHHE CHHTE3a
TUCTPOPUHA U TUCTPOPUH-CBA3AHHBIX OCJIKOB IPHUBO-
JIAT K TIOBBIIIIEHHOUW MPOHUIIAEMOCTH CapKoJIeMMallbHOM
MEMOpaHbl U HAPYHICHUIO (DYHKIIMOHUPOBAHHS BOJIb-
Ta)X-3aBHUCUMBIX MOHHBIX KAJIBI[EBBIX KAaHAIOB CApPKO-
JIEMMBI. DTO MPUBOAUT K M30BITOYHOMY MOCTYIUICHHIO
HMOHOB KaJIbI[Usl BHYTPb KJIETKH, KOTOPBIN ITyTEM aKTHBa-
UM IPOTea3 U MeNTHa3 OKa3bIBAET MPSIMOE HEKPOTH3H-
pyroiiee JaeicTBre Ha MHOGUOPHUILIBI, @ TAKKE SIBIISICTCS
MOIIIHBIM CTHMYJISITOPOM aIlonrTo3a. JTa TUrnore3a 00b-
SICHSIET (PAKT CHIDKEHHSI aKTUBHOCTH CapKOILIa3MaTHye-
CKUX ()epMEHTOB B MBIIIEYHOH TKaHH y 00nbHBIX [IM]]
W YBEJIIMYCHUE UX KOHIICHTPAIIMHU B CBIBOPOTKE KPOBH.

YBenndeHne KOHICHTPAIIMA HOHOB KaJIbIIUS B CAPKO-
IJ1a3Me BEJIET TAKXKE K aKTUBAIIMK MEMOpaHHbBIX (hocdo-
JUTa3, MOBPEXIAIONIUX JIUTUAHBIN OMOCIod MeMOpaH.
D10 00yCIOBIMBACT HAPYIICHHUE JIMITHIHO-OEIKOBBIX
B3aMIMOJICHCTBUIT MeMOpaH pa3iMYHBIX OPTaHEeIT MBbI-
[ICYHOW KJIETKH (MHUTOXOIPHUH, JH30COMBI, MEPOKCH-
COM), B TOM YHCIIE MeMOpaH CapKOIIa3MaTHYeCKOTO
pEeTHKYyJIyMa H capKoJIeMMBbl. BelencTBue CTpyKTypHBIX
neeKTOB MUTOXOIPHATFHBIX MEMOpPaH B MHOGUOPHIT-
JIaxX CHIDKAeTCs Ie3aMHHUPYIOIIas aKTUBHOCTh (hepMeH-
Ta MOHOAMHWHOKCH/Ia3bl, YTO CIIOCOOCTBYT HAKOTIICHUIO
KaTeX0JIaMHUHOB, OKa3blalOIIMX TOKCHYECKOoe JelCTBHE
Ha MBIIIEYHBIE BOJIOKHA U COCY/IBI.

[oBpexxaenne MeMOpaH MUTOXOHIPUH BENET K Tie-
perpy3ke MHUTOXOHIpPWUN KallbIIUEM, YTO MPHBOAUT
K HEYCTOMYMBOCTH peakiuil OKHCIUTENBbHOTO (oc-
(dopunpoBanusl W HapyIeHWo oOpazoBanms ATO.
[loBpexxaenne mMemOpaH JIHM30COM CHOCOOCTBYT TMIpO-
HUKHOBEHHIO JIM30COMATBHBIX (PEPMEHTOB (MpoTeas,
nentunas, PHKa3) B capkoruiasmy W ycuiieHHIO Ka-
TaboNMMYECKUX TporeccoB. M30BITOK KaIbIHs B TIe-
POKCHCOMax HapylaeT oOpa3oBaHUE HHEPTUH 3a CUET
OKHCJICHUS )KUPHBIX KUCIOT C OYeHb JUTMHHOH IIETIBIO.
OHn TakKe yCHIUBAET NEPEKUCHOE OKUCIIEHHE 00pa3o-
BaBIINXCS JKUPHBIX KHCJIOT B KJIETOYHBIX MeMOpaHax.
DTO MPUBOJUT K HAKOIUICHUIO CBOOOIHBIX PaJHMKAIIOB,
KOTOpBIE TaKKe TOBPEXIAIOT JUIMHUIHBIA CIIOH TUIa3Ma-
TUYECKUX MEMOpaH U MeMOpaH OpraHelul B MBIIICYHON
KJIETKE.

Takum 00pazom, aKKyMymsIUs KaldblUsg U WHIYIHU-
POBaHHBIC UM OHOXUMHYECKHE PEAKIIUH IPUBOJSAT K Jie-
CTPYKITUM MBIIIEYHBIX BOJIOKOH M YBEITUYEHHUIO COEIH-
HUTEJIbHOW U KUPOBON TKAHU B MBIIILAX, HAPYIICHUIO
MEXaHU3MOB COKPAIICHHS U PacCIabIeHHsT MBIIIEYHBIX
BOJIOKOH.

JAMarHOCTHKA MPOrpecCUPYIOINX MBbIIIEYHbIX
auctpoduii (ITMA). [Toutn mpu Beex tumax M/l npu
WCTIOJIb30BAHNN JIOTIONTHUTENBHBIX METOIIOB HCCIE0-
BaHUS (ANEKTPOPHU3MOIOTHUECKUE, THCTOIOTUYECKHE,
TUCTOXUMHYECKHE OWOXMMHYECKHEe, DIEKTPOHHOMH-
KPOCKOIIMYECKHE, YIIbTPa3BYKOBbIC, KOMIIBTEpHAS H Mar-
HUTHO-PE30HAHCHAs ToMorpadus) OoOHApPYKUBAIOTCS
Hecrieun(pUUecKue N3MEHEHUs, U BCE TePEUHCICHHBIC
METOABl HE TO3BOJSIOT IMOCTABUTHh TOYHBIN THArHO3
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tuna auctpopun. OHAKO BCE ITH METOJbI MTO3BOJISIFOT
MOJTBEPANTh HAJIMYUE MHOTEHHOTO IPOIecca, TO €CTh
MHUOAUCTPO(DHUIO, U OTIIMYUTH €€ OT HEBPOTCHHBIX aTpo-
(uii (HElipoHOMATHI W HEBPOINATHI) W BPOXKIECHHBIX
MHUONATUI C XapaKTepHBIMH TUCTOJIOTHUECKUMH H3Me-
HEHHUSIMH MBIIICYHBIX BOJIOKOH, & TaKXKe MHUTOXOHIPH-
ANBHBIX U META0OJIIMYECKUX MUOIIATHH.

Tounsblil Auarno3 Tuna MJ| ycranaBnuBaeTcs Ha Oc-
HOBAHHUU MOJIEKYJISIPHO-TEHETHUYECKUX HCCIIEeIOBaHUI
(ITLP n amamnu3 KoH(OPMAIMOHHOTO TOJUMOp(dHI3Ma
onHouuteBoi JIHK nist oOHapykeHust MyTalliu B reHe),
UMMYHOOJIOTTHHTa 1 UMMYHHOTUCTOXUMHUH (C HCITOIb-
30BaHUEM MEUEHBIX aHTUTEN K crenuduueckum Oe-
KaM — TIPOAYyKTaM T€HOB), a Takxke ¢dochoproir MP-
criekTpockonu# [1].

PenrtreHoBckasi KomMmnblOTepHasi ToMorpadus
(KT). HopmanbHas MblIIIa ©UMEET TOMOTCHHBIM BUI U
MpeACTaBlieHa HOPMOAEHCUBHOM 30HON IIOTHOCTHIO
ot 50 no 70 enunnn no Xayncduiny. ['unepnencuBHas
30Ha TpencTaBlieHa KOCThIO (Oebli IIBET), THUITONCH-
CUBHAsl 30Ha — JKUPOBOHM KJICTYATKOW, COCIUHUTEIb-
HOW TKaHBIO W BONOW (TeMHBIN I1BeT). B Mecte pa3Bu-
THUSl JKUPOBOW M COCTUHHUTEIHHOTKAHHON JereHepaluu
CHIDKACTCS IIIOTHOCTD MBIIIIEYHON MapEHXUMBI OT —8 J10
—112 egunun (mo XayHcdunny). ['uneprpodupoanHas
MBIIIIA MIPeJICTaBIeHa THIIEPACHCUBHON 30H0M (Oembrit
[[BET), a TCEBIOTUIEPTPOUPOBAHHAS MBIIIIA — TO-
MOTEHHOHN TMIOZCHCUBHOM 30HOW (TeMHBIN 11BeT). IIpu
MUOIIATUHM PAHBIIE CHIKAETCS IJIOTHOCTH MBIIIIIBI
BCJIC/ICTBUE 3aMEIICHUSI MBIl KUPOBOW W COE/IHU-
HUTEIFHOW TKaHBIO W TIO3[{HEE yMEHBIAeTCs pa3Mep
MBIIIIEL U3-32 ee arpoduu. [Ipu HeBpomaThu paHblle
TIOSIBIISIETCS] YMEHBIIIEHNE Pa3Mepa MBIIIIIBI BCISICTBUE
arpo®uu M TO3[HEE CHIDKACTCS IUIOTHOCTH MBIIIIIBI
BCJIEJICTBHE 3aMeIIeHHs )KUpoBoii TkaHbio. KT mo3Bors-
eT OTJIMYUTh MUOMNATHUIO OT JICHEPBAIIMOHHOW aTpoduu
u monmmuo3uTa. [1pu mommmuosnte Ha KT BBIABISAIOTCS
TUTIOTCHCUBHBIC YUACTKU — MPU3HAKU MH(DUIBTPALINH,
HAXOX/ICHUS JKUIAKOCTH (BOIBI) B ATHX Y4aCTKaX MBIII-
IBL.

MaruuTHoO-pe3oHancHass Tomorpapus (MPT)
MbIIbI. [Tonydenne n3o0paxxeHus: OCHOBaHO Ha OIpe-
JIEJICHUH TIOTHOCTH SAEp MPOTOHOB (BOAOPOIA) B pas3-
JIMYHBIX CTPYKTYpaxX MBIIIIBI ¥ BPEMEHU MX pejiaKkca-
1. CTPYKTYpBI C MaJloi TUIOTHOCTRIO SiIep MPOTOHOB
(MBIIIIa, KOCTH) TAIOT CUTHAIIBI CJIA00H NHTCHCUBHOCTH
(oHM UMEFOT TeMHBIH BeT). JKup, Boga U COeTMHUTEITh-
Hasi TKaHb, Ha0OOPOT, JIAIOT CHTHAJI CHJILHOW HHTCH-
cuBHOCTH (OHM MMeroT Oenbrif 11BeT). MPT, kak n KT,
MO3BOJISICT YCTAHOBHUTH Pa3MEpP MBbIIIIIBI, BBISBUTD JKHU-
pPOBOE TIEPEPOKICHUE MBIIIIIHI M (POPMYITY MBIIIECTHBIX
nopaxkeHut [2—41].

Taxum o6pazom, Y3U, KT u MPT no3Bosstor ompe-
JEeTUTh MOP(OIOTHIYEeCKUE U3MEHEHHS B MBIIIILIE.

Dochopuas MP-cnekTpockonus. ITOT METOJ TI0-
3BOJISICT M3YYUTh YHEPTETHUECKUH METaOOJIM3M MBIII-
I[bI, OIIGHWTh COCTOSIHME BCEX IyTell 00pa3oBaHUS
sHeprun (AT®D) B CKeNeTHOW MBINIIE 32 CYET OKHC-
JICHUsI YIIIeBOJOB (OKUCIHUTEIbHOE (ochoprinposa-
HUE) U )KUPOB B MUTOXOHJpHUAX, KpearuH(pocdara, aH-
a’pOOHOT0 TIMKONN3a M TUKoreHonusa. C MOMOIIbIo
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MP-cneKTpoCKONIUM  HEMOCPEACTBEHHO  OMPEACIISIIOT
PH xnerku, wonnenrpamuio Qocdokpearnna, ATD,
Heopranudeckoro Qocdara u nakrara. KocBeHHBIM
ITyTeM, Yepe3 MOJCYET Pa3IMYHbIX COOTHOIICHHN M KO-
3(UIMCHTOB, HCIOJb3Ysl «IEPEKPECTHBIC TEOPEMBI»,
MOYKHO OIICHHTh aKTHBHOCTHh JH3MMOB, Y4YacCTBYIOIIUX
B OKHUCJIHUTEIbHOM (hochOopUIMpoBaHUHU, PACIICIUICHUU
IJIMKOTEHA, KUPOBOM oOMeHe. Meton OezomaceH, 0e3-
0OJIE3HCHEH, M PE3YJIbTaThl TTOBTOPHBIX MCCIICIOBaHUMN
MTO3BOJISIIOT TIPOCIIEIUTh BIMSHUE Pa3UYHBIX IIpera-
paToB Ha 3HEPTEeTHUYECKHII METa0OJU3M MBIIIIbI, TO
€CThb OIEHUTH d(PPEKTUBHOCTH MPOBOJUMOTO JICUCHHS.
B psane ciyqaeB MP-criekTpocCKkonusi IIO3BOJISIET BbI-
SIBUTh TICPBUYHBIA OHOXUMUYCCKHHA NEePEKT, ACPUIIAT
OTPEJCICHHOTO YH3MMA, MOATOMY METOJ MOXKHO HC-
MTOJTE30BATh IS TUATHOCTHPOBAHUS PA3IMYHBIX BUIOB
[JIUKOTEHO30B M MUTOXOHIPHAIBHBIX MUOMATHi [1].

Ilpenamanvnasn ouaznocmuka. JIo HelaBHETO Bpe-
MEHHU HIMPOKO HCIOJIB30BAJICS TPAHCAOIOMUHAIBHBIN
aMHUOIICHTE3, KOTOPBIM BBITOJNHSICA Ha 8-9-if He.
OEpEMEHHOCTH JIJIsl TCHETUYECKOTO aHajIn3a KICTOK aM-
HUOTHUYECKON JKHIKOCTH WM BOPCHHOK XOpHOHA [5].
OpHaKo B HACTOSIIIEE BpEMs JUIsl IPEHATAILHOM JIUarHO-
CTHUKH MBIIICYHBIX TUCTPOPHUI U APYTUX HACIICIACTBCH-
HBIX 3200JIEBaHUI WCIIOJIb3YeTCSI HEMHBAa3HBHBIN CIIO-
€00 MMATHOCTUKH TYTEM MOJEKYISIPHO-TEHETHYECKOTO
anamm3a JIHK moga, monydyeHHo# u3 KpoBU OepeMeH-
HOM >KeHIITUHEI [6, 7].

IMonbITKH NPOOHOIrO JieYeHUs: MbIIIEYHBIX JHC-
Tpoduii. [IIUPOKO MCTIOIB3YIOTCS peabUIUTAIIMOHHBIC
METOZIBI: Maccak, TUMHACTHKa, IUIaBaHUE, PACTsIKe-

Puc. 1. MPT wmbiin roseneii B T1-B3BelIeHHOM 130-
Opaxenuu (BI) y G0IbHBIX ¢ KOHEYHBIM (hEHOTHIIOM
JUIKM/I2. XKupoBast fnereHepanus (TUIEpUHTEHCUB-
HBI CHTHAJ) MBI 3aJHEH rpymnmnbl Oeaep (crpa-
Ba) U MEPOHEANBHOW TpyIIbI (CIeBa), BKIIOYas Mm.
gastrocnemius (caput mediale)

Fig. 1. MRI of the lower leg muscles in Tl in
patients with the final phenotype of FSLMD?2. Fatty
degeneration (hyperintensive signal) of the muscles
of the posterior thigh group (right) and the peroneal
group (left), including mm. gastrocnemius (caput
mediale)

REVIEWS

HUE MBIIIEYHBIX KOHTPAKTYP, OPTE3bI, (PUKCHPYOIINE
TOJICHOCTOIHBIN, KOJEHHBIM M Ta300eApeHHBIN cycTa-
BbI, CIIELMATbHBIE KOPCETHI /ISl UCTIPABICHHUS CHIBHO-
ro kudosza WIM CKOIMO3a, XHUPYPTUUECKUE OTeparuu
JUTSL ICTIPABJICHUS TIATOJIOTUYECKON AeopManuu CTo-
mbl, kudo3a 1 PUKcaUK JONAaTOK K TPYJHOH KIETKe,
Kpecia Ha KojecaXx C aBTOMAaTHYEeCKHM YIIpaBICHUEM
W JpIXaTenbHble anmaparbl. [lo MHEHHIO OOJNBIINH-
CTBa WCCIeoBaTeNIeH, TIePeUrCICHHbIE BBIIIE METOMbI
VAYYIIAIOT JIBUTATEIbHYI0 aKTHBHOCTH OONBHBIX. U3
MEJIMKaMEHTO3HBIX CPEJCTB MPUMEHAIOT KodH3uM Q10
mo 100-150 mMr B nens B Teuenuwe 1 roma. KosHzum
Q10 sBnsieTcsl MIaBHBIM TPAHCIIOPTEPOM DBJIEKTPOHOB,
KOTOPBIM MEPEHOCUT UX OT koMmIulekcoB I, II, a Takxke
AIIEKTPOHOB, O0PA3YIOUINXCS MPH OKUCIECHUH KHUPHBIX
KHCJIOT ¥ JJIMHHOLENOYEYHBIX aMHUHOKHCIOT B LIUKJIE
Kpe6ca, ra xommurekc III. [pyroit Tpancmoprep — cy-
toxrome C — NepeHOCUT 3IEKTPOHBI Ha KoMIuieke V.
Omnako kosH3uM Q10 u muroxpom C, Hapsay ¢ mepe-
HOCOM D3JIEKTPOHOB IO JBIXaTEIbHOM IIENH, OCYyIecT-
BIISIIOT TaKKe€ MEPEeHOC MOHOB BOAOPOIA M3 MaTpHUK-
ca MUTOXOHJPHH B MEXKMEMOpaHHOE MPOCTPAHCTBO.
B mporecce o6paTHOTO TOKa TIPOTOHOB BHYTPh MaTpUK-
ca MUTOXOHJIpHH (B KOMIUIEKCE V) TPOUCXOAUT yTUIIH-
3anus 0CBOOOXKIaeMOM B ABIXaTeNbHOW IETH SHEPTHUU
nytem pochopunupoBanusi AP B AT® u apyrux ma-
Kposprudeckux (ocharoB u co3maercs 3amac YHEPTUU
OMOJIOTHUECKOTO OKHCIIeHUSI. MUTOXOHIPUN HA3bIBAIOT
9HEPreTUYECKUMH CTAHIIUSAMHU KJIETKH, OHU TOTJIONIAI0OT
90% kuciopoaa, MOCTYMAIOIIETO B OPraHU3M YEJIOBEKa,
n o6pazytot 80-90% AT [8].



POCCUNCKI HEBPONIOTYECKII XKYPHAN, Ne 2, 2020
DOI 10.30629/2658-7947-2020-25-2-5-11

OB30Pbl

Wnebenon (Noben) — ananor youksuHoHa (CoQ);
AHTHOKCHUJIAHT, OJIOKHPYET MEePEKUCHOE OKUCIICHUE ITH-
MU0B U 00pa3oBaHue CBOOOIHBIX PaHKaJIOB, y4aCTBY-
€T B TPAHCIIOPTE JEKTPOHOB B JBIXaTEIHHOW IIEMTH MU-
toxouapuii [9, 10]. Ilpu Gonesnu [romieHHa oObIUHAsS
71032 COCTABIISAET 5 MI/KI MacChl Teja, a MPH TAKEITbIX
cayqasx 6one3nu 400-500 mr B geHs B Teuenue 1 roaa.
Butamun E no 400 mr x 3 pasa B geHp a0 1600 mr
(1600 mr pasusiercs 800 ME) B Teuenue 6-12 wmec.,
a Takke L-kapHuTuH no 1 r 2-3 pasa B I€Hb.

Bepanamun — 610KaTop KaubIMEBbIX KAHAIOB, PE-
KO HCITONB3YeTCs JJIS JISIeHUH MHUOTIATHH (CM. rmaTore-
He3 M/I u posib HOHOB KalblUsl B IIOBPEXKIACHUH MBIIII-
1bl). MakcuManbHas 1o3a Bepamammia — 10 240 mr
B JICHb.

B mocnemame 5 ner s neduenus MJI dromenHa
(MI1) mpuMeHSI0T CTEpOUAHbIE MpenapaTsl — Mpe-
HU30II0H WK fedumazakopT. [lepBoHagabHO UCTIONB30-
BaJIM HETPEPBIBHBINA CrOCO0 JICUSHHUs: 1032 MPEIHU30-
sgona 0,3-0,75 mr Ha 1 Kr Macchl Tejla ¢ €KeIHEBHBIM
npuemMoM B TedeHue 6 mec. [8]. Omnako C. Angelini,
E. Peterle [11] mpeamoxuimu mpepbIBUCTHIN CIIOCO0 Jie-
YyeHust: npegHu3oson 0,75 Mr/kr/nenp wim neduazakopt
0,9 mr/xr/nens. Haznagaercs npenapar xaxsie 10 queit
B MecsIl B TeueHne 6—12 mec. [lo MEHEHUIO aBTOPOB, 3(h-
(bexT JeyeHHs TOT ke, HO OCJIOKHEHUIH 3HAUYMTEIbHO
Menble. Jledaa3akopT JaeT MEHbLIE OCIOKHEHUH, YeM
MIPETHU30JIOH, B TNIAHE 3a/I€PXKKH KUIAKOCTH, THIIEPTEH-
3WH U TIPUOABKU MacChI Teja.

Psin aBropoB [12] mucmonb3oBany A IeUeHHs OeTa-
CapKOTIIMKAHOTIATHI codeTaHue neda3akopra B J03€
0,9 mr/kr/nenp B Teuenue 30 Mec. ¥ MEHTOKCU(DUIUTHHA,
KOTOpBIN 100aBUIN Yepe3 4 Mec. TOocie Hadaia Jiede-
Hus pedmazakoproM. Hecmorpst Ha Hamuuue y OOib-
HBIX TSDKEJIOTO TOPaKEHUS MBI MPEUMYIIECTBEHHO
Ta30BO-0CIPEHHOM 001aCTH OTMEYAJIOCh 3aMe/ICHUE
MporpeccupoBaHms O0e3HH. ABTOPHI OOBSCHSIIN TIO-
TIOXKUATENBHBIN dPPEKT ACUCTBHEM TEHTOKCH(PHUILTUHA.
[lenTokcnmmmuH sBrusercs Onokatopom  Qocdoan-
actepasbl. [1o JaHHBIM paHIOMHU3UPOBAHHBIX HCCIEN0-
BaHWH, OH YMEHBIIIAeT BOCMANIeHNE U GUOPO3 U YBEIH-
yuBaeT cwiry meii [11, 12].

B Hacrosiiee Bpemsi POBOAMTCS WCHIBITAHUE JIPY-
roro crepouJHoro mpemnapara vamorolone [13]. Dto
HOBBIA CTEPOUJIHBIA AHTUBOCIAIUTEIbHBIA Mpenapar,
aHaJIOT TPEJHU30JI0HA, COXPAHSIOUINHA 1I€JTOCTHOCTD
KOCTHOMW TKaHH, HE BBI3BIBAIOIINM OCTEONIOPO3 U TUIIEP-
mKkeMuio (5 Mr Ha 1 Kr macchl Tela B JEHb; MaKCH-
MajbHas 103a 6 MT/KT/ICHb).

ITpu MJI /IrolIeHHa, Kak BEPOSTHO U IPU IPYrUX
MJI, u3aMeHsieTca TyMOpajbHbIA U KIETOYHBIM MMMY-
HUTET. B Mblline okaspiBaeTcs MHOTO HEKPOTHU3HPO-
BaHHBIX MBIIICYHBIX BOJIOKOH, M B OTBET MOSIBIISIOTCS
MOHOKJIOHAJIbHbIC AHTHTEJNA, TMPEACTABICHHBIC IMTO-
TokcruecknuMu T-kimeTkamu. OTMedaeTcs MOBBIIICHHAS
qyBCTBHTEJIBHOCTh JUCTPOPUUECKONM MBIMIIBI K MO-
Bpexatoniemy aeicreuto T-knetok. st mpenorBpa-
LICHUS TAKOH MIMMYHHOM aTaKu U UCIIOIb3YIOTCSI CTepO-
WJIBI.

OpHako cTepou bl 00JIaaI0T HE TOIBKO MTPOTHBOBOC-
HNaJUTEIBHON M UMMYHOCYIPECCUBHOM AKTHUBHOCTBIO
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(mpyrue MMMYHOCYIPECCHBHBIE Tpenaparsl (a3aTHo-
MpHH, THKI0GochamMul) OOBIYHO HE OKAa3bIBAIOT TOJIO-
xurenbHoro 3¢dexra nmpu MJ] dromenna). Umerorces
U JIpyrye MEXaHWU3MBbI JEHCTBHS CTEPOUIOB, HAIIPHUMEP
CTepOM/IbI BJIMSAIOT HA HKCIPECCHIO0 T'eHOB. B wacTHO-
CTH, OHH BBI3BIBAIOT THIIEPAKCIIPECCHUIO TeHa yTpodurHa,
YTO MPHUBOJUT K YBEIUYCHHUIO CHHTE3a YyTpO(HHA B MbI-
IIEYHON KJIeTKe. B KadecTBe BO3MOYKHOTO MeXaHH3Ma
JIeHCTBUSI CTEPOUIHBIX TpenapaToB ObLIa Mpeasoxe-
Ha KOHIIEMIUS CTaOWIN3aIK CTEPOUJAMHE JIUTHAHOTO
OMOCIIOA TIa3MaTHYeCKOH MEMOpaHBbI.

Crepousipl BIUSIOT HA MUOTEHe3 U OOMEHHBIE TIPO-
HEeCcChl B KJIETKE, YMEHBIIAIOT KOHIICHTPALUIO BHYTpPHU-
KIIETOYHOTO KaJlbIUs, CTUMYIHPYIOT Mponudepamuro
MHOOJIACTOB M OJOKHUPYIOT pacraj] OeIkoB (IPOTEHHO-
musuc) [14, 15]. OnmHako OHM HE TIPEIOTBPAIIAIOT pa3-
BuTHE (prOPO3a MBI M KOHTPAKTYpbl. Takum oOpazom,
MaJIOBEPOSITHO, YTO TOJIHKO MMMYHOCYIIPECCUBHOE JIeH-
CTBHE CTEPOMJOB SBISIETCS BaKHBIM (DAKTOPOM B Jieue-
Huu M/JI.

Cy1iecTBYyeT ONBIT JEUCHHUS LUKIOCIOPHHOM, KOTO-
pr1ii mpuMmensua ipu M/ [{romenna B mo3e S mr Ha 1 kT
Macchl Tenla eXeAHEBHO B TeueHue 2 mec. llomaraior,
YTO HUKJIIOCTIOPWH YMEHBIIAeT KOJIUYECTBO ITUTOTOK-
CHUYECKUX JTUM(OIHTOB, a TAKXKe MOXKET BbIpabaThIBaTh
WUHTEPICHKHUHBI, Pa3IHYHbIC MPOTHBOBOCIAIUTEILHBIE
UTOKHUHBI ¥ TaMMa-UHTEepPepoH K T-rmmporuram.

Psg aBTOpOB pPEKOMEHIYIOT HCIOIB30BATH ITHKIIO-
criopuH A npu Muonaruu betnema u cunapome Yiabpu-
Xa B J03¢ 4 MI/KI MaccChl Tena eKeaHeBHO 2 mec. [16,
17]. beuto oOHapykeHO, YTO 3TOT Mpenapar OJOKHPYEeT
KaJBIIMHEBPHH, KOTOPBIH HapyliaeT oOMeH yTpoduHa,
W WHTHOWPYET TOBBLIIIEHHYI NPOHHUIIAEMOCTh MHUTO-
XOJIpHANIBHBIX TIOp, YTO OOECHeYMBAeT COXPAaHHOCTh
AKCTPASIUTIONIAPHBIX  OCJIKOB, TaKUX KaK KoJJIareH
6-ro THMa, JIJAMMHWH U KOJUIareH 1-ro Tuma. DT mpo-
[[ECChI YMEHBIIIAIOT JIETSHEPAIHI0 MBIIIEYHBIX BOJIIOKOH
U YJIy4IIaroT MPOLECChl pereHeparii.

I'eHTaMHUIINH BBI3BIBAET PEIKCIPECCHIO TEHA JIHC-
TpoMHa B MBIIIEYHBIX BOJIOKHAX y OombHBIX M/ ¢
HOHCEHC-TOYKOBBIMU MYTAIMSMH (TIPEXKIEBPEMEHHBIN
cTon-kozioH). Ilpemapar wacTHYHO BOCCTaHABIMBAET
CUMTHIBaHNE WH(POPMAITUHN C TIOBPEXKICHHOTO KOJIOHA U
B KaKOM-TO CTENEHH BOCCTAHABIMBAET CHUHTE3 JUCTPO-
(huHa. DTO MOATBEPIKIACTCS METOIAMHU HMMYHOTHCTO-
XHMUH U BECTEPH-OI0TTHHTOM. [lepBbIil Kypc 3aHMMaeT
6 mHeil: reHTaMHIIMH B f03¢ 6 Mr Ha 1 KT Macchl Tena
passoautcst B 500,0 M puspacTtBopa, BBOIUTCS B Teue-
Hue 2 4. Bropoit kypc mpoBoguTcs depe3 4 Hel. | 3a-
HUMaeT Takxke 6 qHei. Jloza rentamuiimaa — 7,5 Mr Ha
1 xr maccel Tema B 500 M ¢u3pacTBopa, BBEICHUE B
TeueHue 2 v [18].

IIpn muue-nmomaroyno-medeBoit MJ[  (JIJITIMJI)
NPOBOAMIN KJIMHUYECKUE HCIBITaHUs abOyTeposia
(canpbyTamomna) — CHMIIATOMHMETHKA, aTOHUCTa OeTa-
2-aIpeHopelenTopoB, 1Mo 8 Mr 2 pasa B JeHb (16 mr)
win 4 pa3a B neHb (32 Mr) B TeueHue rona. Hapacranms
CWJIBI MBIIII HE OBLIO, HECKOJIBKO YBEIMYHIIACH Macca
mpl. [To0o4YHbIe IEHCTBUS: BO3MOXKHBI TaxXUKap/us,
WIIeMHUsT MHOKap/a, apuTMUs, Kapauonarus. AinOyTe-
PO siBIISIeTCS] OPOHXOIUIIATATOPOM U UCTIONB3YETCS PH



RUSSIAN NEUROLOGICAL JOURNAL, N¢ 2, 2020
DOI10.30629/2658-7947-2020-25-2-5-11

opouxuanbHoit actMme [19]. B 2007 r. Havaiu UCTIBITHI-
BaTh HOBBII arOHUCT OeTa 2-aipeHopenenTopoB — Gop-
motepoi [20]. Ero uccnenosanu y 65 6onbubix JIUITIM]]
B TeueHue 26 Hez. Haznayamu ¢popmMoTepos B MUKPOIO-
3ax B TeueHune 4 Hemenb. OOHAPYKWIHM TUNEPTPODHHUIO
MBI ¥ YIy4YIIeHne UX (QYHKIINH.

OnwucaHbl eIUHUYHBIC TOMBITKH JEYCHUS OOJIBHBIX
MJI tpodmdeckumu pakropaMu — pPEeKOMOWHAHTHBIM
ropMoHoM pocta uesoBeka (0,1 Mr Ha 1 Kr Maccel Tena)
U pPEKOMOMHAHTHBIM HWHCYIUHOMOJO0HBIM (PaKTOpPOM
(15 mxr Ha 1 X Maccel Tena). OTMevancs MoJoKUTeNb-
HBI 3¢ dexr Ha OenKkoBbi 0OMeH B Mbie. MHcymm-
HOTIOIOOHBIH (haKTOp POCTa CTUMYJIHPYET PEreHePaIUIo
MBIIIIIBI TTyTEM aKTHBAIIUH T€HOB, yUACTBYIOIINX B MHO-
renese. Benenue nncynuHonogo6Horo ¢akropa pocra
TIPOBOIMIIH C TIOMOIITBIO aIeHOBUPYCOB [21].

B 2005 r. [22] Ha crienuaiibHOM ceccun 00CyKaal-
CsI BOIIPOC O HOBBIX croco0Oax yiederuss MJI romenna.
[Ipeanoxensl nanpHEWIIME SKCIEPUMEHTHI Ha Jadopa-
TOPHBIX MBIIIIAX.

TopMmoikeHHe aKTHBHOCTH NpOTea3, pa3pyulIaio-
mux Oeaxku Mpimnbl. depMeHT KanblawH, OTHOCH-
LIMIKCS K TIpOTea3aM, COACPKUTCS B MBIILICYHON KIIETKE
B HEAKTHBHOM COCTOSIHUH. Korna mpoucXoauT moBpex-
JICHHUE MBIIIEYHOH MeMOpaHbl BCIEICTBHE OTCYTCTBHUS
TUCTpoUHA, B KIETKY YCTPEMIISIOTCS MOHBI KallbIIHs,
KOTOpPbIE aKTHBUPYIOT KaJbIIaWH, ¥ 3TO MPUBOIUT K Je-
CTPYKIIMU MBIIICYHBIX BOJIOKOH. [Ipemapar seynentuH
HHTUOMPYET KaJbllaWH W NPEAOTBpAIlacT MacCUBHOE
MOBPEKICHUE MBIIIIIBL. VcciienoBanne Ha MBIIIax J1ajo
MTOJIOKUTENBHBIA A dekT. Jpyroli WHrHOUTOp Kalb-
nanHa — BBIC (Bowman-Birk inhibitor concentrate).
B skcnepuMenTe Ha ma0OPATOPHBIX MBIMIAX MOKA3aHO
YMEHBIIIEHHE Pacma/ia MbIIICYHBIX BOJOKOH.

Topmo:keHre aKTUBHOCTH MHOCTATHHA € MOMO-
b0 MOHOKJOHAJBHBIX AHTHUTEJ. AKTUBHBIH MHO-
cratuH (TpaHchopmupyrommii GaxTop pocra) yepes
PAA XUMUYECKUX PEAKIMid BHYTPH KICTKH HHTHOUpPYET
OMOCHHTE3 HOBBIX MBITIIEYHBIX OETKOB. B skcriepumen-
Te Ha JIaOOPaTOPHBIX MBIIIAX TOCTE BBEACHUS YelIOBe-
yeckux antuten (MYO-029) k MUOCTaTHHY B TeUEHUE
3 Mec. OTMeYalHd yBEIUYEHHUE MBIIICYHOH Macchl U
cunel [21, 22]. B magane 2005 1. HauaTo KIIMHHYECKOE
WCIBITAHUE ICHCTBYSI aHTUTEN K MHOCTAaTHHY Ha 0OJIb-
Heix MJI Bekkepa, nulie-J101MaTo4HO-TIIIEYEBOH U KO-
HEYHOCTHO-TIOSICHOH opmamu. OLeHKa pe3ylnbTaToB
nposezaeHa B koH1le 2008 1. bonbHbIE U Bpauu oTMeua-
JM HapacTaHHE ABUTaTeIbHOW aKTHMBHOCTH, yBeIUYe-
HH€ MacChl ¥ CHITBI MBITII. OHAKO MOTyYeHNE YeI0Be-
yeckux antutes (MY O-29) nns neuenust Ml — odeHb
JIOPOTOM METO/I.

OOHnapy>KeHbl OellKu, KOTOpBIE HE COACpIKaT aHTH-
TeJI, TIOJIABIISIOIINE MUOCTATHH JPYTHM ITyTeM, — (OII-
JMCTaTUH U POACTBEHHBIEC (POJTMCTATUHY OCNKU (aKTH-
BUH Wi 6enok perientopa 2B aktumBuHa (ACVR2B)).
BBenenue ¢ommucraTuia, KOTOPBIA OJIOKUpPYET peLen-
TOPBl MHOCTAaTHHA, TUCTPOGUUECKAM MBIIIaM MPUBO-
JUJIO K YBEJIMUEHHUIO Macchl ¥ crilbl MbIIL. [Ipemioxe-
HO TaKXe B DKCIIEPUMEHTE Ha JIA0OPAaTOPHBIX MBIIIAX
BBeJIeHHE IeHa (DOJUTMCTATHHA B MBIIIIY WM apTePUI0
C MOMOIIBIO a/IeHOACCOIIMUPOBAHHOTO BHPYCHOTO BEK-

REVIEWS

Topa. OT™Meuanu y 1abopaToOpHBIX MBIIICH yBEITHMUCHUE
MAacChl ¥ CHJTBI MBIIIIII, & TAK)KEe YMEHBIIICHUE KIIETOYHON
WHQUIBTpAaLWK B MbIne [23, 24].

IlepcnekTuBbI reHHoil Tepanuu MJL B Oynyuiem.
3amecTuTeNbHAsA T€HHas Tepanusi — 3TO MEePCIIEeKTHUB-
HeI crioco06 sedenns M [{romenna. [lepBonavanpHO
OKUJATU, YTO KIETOYHO-OMIOCPENIOBAHHbBIN MEPEeHOC
HOPMAaITBHOTO aJIIeINsi TeHa AUCTPO(UHA Ty TEM BBEICHUS
B MBIIIIy MHOOIacTOB OyaeT BechMa mosie3HbM. Ho mo-
CJIe HECKOJIBKHMX HCIBITAHUH 3TOr0 METO/Ia Ha MBIIIIax
MaapaukoB ¢ M/] J{folreHHa oka3aaoch, YTO MHOOIACThI
HE CITIOCOOHBI TIepe/IBUTAThCS BHYTPH MBIIIIIBI, HE CIIO-
coOHBI TU(PEepeHINPOBATECSI B MUOTYOYIIBI U OCTAIOT-
csl KJIIETKaMHU-CaTeJTUTaMH, a TJIaBHOe, MHOOJIacThl He
crocoOHBI iepenaBarh reH auctpoduna (to ects JJHK)
B KJIETKY X03sMHA. TakuM 00pazom, MHOOIACT-Teparus
okazanach Hed(p(HEeKTHBHOM.

Ha mpImmax Mozenei sKHBOTHBIX (MHOAUCTPOGUIe-
CKHE KPBICHI U COOAKU — 30JI0ThIE PETPUBEPHI) IIPOBO-
JTUTCS DKCIIEPUMEHTAIBHOE JICUCHNE «IUCTHIMI» TeHa-
mu (nonropasmepHas k/IHK rena nuctpoduna, paBHas
12 x0), KOTOpBIE TIPSMO WHBCIHPYIOT B MBIIIITY, WU
«MHHH-TeHaMW» (KOAMPYIOIAs 4acTh TeHa AUCTPO(rHa,
paBHas 6,3 k0), KOTOPBIMH CHAOXKalOTCsl a/IEHOBHPYC-
HBIH WM PETPOBHUPYCHBIM BEKTOPHI, @ 3aTEM BBOJATCS
B Mprmy. [Ipu BBenennn JJHK (mmroc agenoBupycHbIi
BEKTOp) B MbllIeuHble BONOKHA 50% MBIIIEYHBIX BO-
JIOKOH TIPEBPAIIAIOTCS B JUCTPOPUH-TIONIOKUTEIbHBIC.
OpnHaKko aJIeHOBUPYC-OIIOCPEIOBAHHBIA TEPEHOC T'eHa
JucTpouHa HEe TPUBOAMI K «CMSATYCHHIO» (peHoTHuna
M/] y 1aboparopHbIix Meitiel. C MOsIBICHUEM YIy4IlIeH-
HOTO aJIeHOBUPYCHOTO BEKTOpa, B KOTOPOM BCE BHpPYC-
HBIE T€HBI OBLTH yIAJICHBI, B MBIIIIEYHBIE BOJIOKHA MOXKET
ObITh JocTaBieHa mnoiHopasmepHas kJIHK rena muc-
TpoduHa (12 k0). DTOT BEKTOP, BHI3BIBAIOIINI HE3HAYN-
TEJIbHYI0 UMMYHOJIOTHYECKYIO PEaKIMI0 B OpraHu3Me
XO35HMHA, MOXET TeHepUPOBATh B TCUCHHE JITUTEIHLHOTO
Neproa MOTHOPa3MEPHBIN JUCTPOPHH, YTO IPEIOTBPA-
1aeT HEKPO3 MBIIIEUYHBIX BOJIOKOH.

D¢ PeKTHBHBIM B SKCIEPUMEHTE OKa3ajcsl CIoco0
noctaBku JIHK B nmunocomax, cHaOXeHHBIX BUPYCHBIM
BeKTOpoM. lIpu momagaHuu JWMIOCOM B MBIIIEYHYIO
KJIETKY OHM pazpymiatorcs aunaszamu, 1 JJHK Haunnaer
CHUHTE3UPOBATh AUCTPO(UH B KIIETKE X035 HHA.

PaccmarpuBaercss BOmpoc O BO3MOXKHOW Teparuu
M/l cTBOJIOBBIMU KJIE€TKaMH. MOXKHO HCIIOJIb30BaTh
CTBOJIOBBIE (TEMOIOAITHUYECKHUE) KICTKA KOCTHOTO MO3-
ra B3pOCHBIX, KOTOpbIE MOTYT TPaHC(HOPMHUPOBATHCS
B MHOTeHHBIE KIeTKH. OJHaKo IydYIlle HCIOIb30BATh
9MOpHOHAJIBHBIE CTBOJIOBBIE ME3CHXMMAJbHbBIE KIETKU
WM ME30aHTHOONIACTHI, PACTIONOKEHHBIE B SHAOTEINH
A0pThI SMOpPHOHA. DTH KJIETKH, B3AThIC OT HOPMaJIbHBIX
MBIIIEH, MHBEIIMPOBAHHBIE B MBIIIIY JUCTPOPHIECKUX
MBIIICH, MPUBOIUIN K PEreHEepalldyd MBIIICYHBIX BO-
JIOKOH, 00pa30BaHUI0 AUCTPOPUHA U BOCCTAHOBICHHUIO
cuibl Meln [25]. Beicka3biBaeTcsi MHEHUE, YTO MHO-
TeHHBIE CTBOJIOBBIE KJIETKH MOTYT TOJIABJISITh AKTHB-
HocTh Muoctatusa [23]. B 2004-2005 rr. BHOBb HaYaTo
MpoOHOE JICUeHHE TOMOJIOTHYHBIME MHuoOIacTamu [26,
27], a mo3gHee — Me3o0aHTHoOMacTaMu [28], BeIpaIieH-
HBIMU U3 COXPaHHBIX OMOTICHPOBAHHBIX MBIIIIL OOJBHBIX
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OB30Pbl

JUINIM/I m okynmodapuHTeaTbHOM MUOTIATUEH. ABTOPHI
rokazanu [28], uyro me3zoanruooactel JIJITIM/I 3 He-
3aTPOHYTHIX MBI MOTYT OBITH HMCIIOJIB30BaHBI IS
OCTAHOBKU MBILIEYHOH [ereHepauuu B CUJIBHO MOpa-
JKEHHBIX MBIIIIAX, U TPEIIONaraT, 4To (hapMaKoIOTrH-
YECKUE U MOJEKYJISIPHbIC BMEIIATEIbCTBA, HAIIPABIICH-
HbI€ Ha YIy4YIlIEeHHE CAaMOHABEACHHS M MPHUKUBICHUSI
TPaHCIUIAHTHPOBAHHBIX ayTOJOTHYHBIX Me30aHTHOOma-
CTOB, MOTYT OTKPBITh MyTh K KJIETOUHOW Tepamnuu JyIs
MAIMEeHTOB 0e3 He0OXOAMMOCTH UMMYHOCYIIPECCHU HITH
TeHETUYECKOM KoppeKIuH in Vitro.

Hogeiimuii cnoco6 neyenuss M/l Jomenna [29—
32]. C uenbio BOCCTaHOBJIEHHUS SKCIPECCHUU I'eHa JIUC-
Tpo(rHA HavaIM MCIIOIB30BATh BCTABKY HOBOTO DK30HA
(uM 3aMEHy PK30HA, B KOTOPOM TPOU30IILIA MYyTaIHsl).
Ecnu B 5K30HE mpousolia TOYKOBAasE MyTalMs, TO OH
nepecTaeT HOpMasbHO (PyHKIMOHMpOBaTh. Hampuwmep,
AMUHOKHCJIOTA METHUOHUH KOJIUPYETCSl TPUILUIETOM HWIIU
komonoM ATT. BenmeactBue MyTaiuu B KOJOHE MOXKET
M3MEHUTHCS IOCIEN0BATEIBHOCTh OCHOBAHMM, Hampu-
Mmep BMecto ATT BozuukHeT Tputuier TT'A, koTopsblii Oy-
JIeT KOTUPOBATH APYTYI0 aMIHOKHUCIIOTY HITH BOOOIIE HU-
4ero He OyAeT KOAMPOBAaTh (CTOM-KOAOH). DTO MPHUBEACT
K TOMY, UYTO CHHTE3 Oenka (TuCTpodrHA) OCTAHOBUTCS,
TO €CTh HAPYLINTCS PaMKa CYMTHIBAHHUS HH(POPMALIUH.

BoccranoBute pamMKy CcunThIBaHUS HH(OPMAIUH
MOJKHO ITyT€M 3aMEHBI HK30Ha, KOTOPBIH MepecTas Hop-
MasbHO (yHKIMOHMpPOBaTh. Co37aercss HOPMaJIbHBIN
WCKYCCTBEHHBIN DK30H, 00ECICUMBAIONINIA CUHTE3 TOM
K€ aMUHOKHUCIIOTBL. DTO AHTHUCMBICIOBOUW (QHTHUCEHC)
onuropubonykiaeoTunn, nonyuusiuuii B CILIA na3Banue
Mopdonuno. Crenyromas 3ajgaya — TepeMeCTUTh Ta-
KOl onmuronykneotus B marpuunyro PHK wmbimeunoit
kieTkd. TakuMm nepeHocunkoM sipnsiercss U7-reH, Koau-
pytomuii Manenbkyto Hykiaeapuyo PHK. /{ns nepenoca
aToro komruiekca (Mopdosnuuo + U7-reH) B MBIILICUYHY IO
KJIETKY HCIIONb3YETCA aJeHOBUPYCHBINM BekTOp. Kom-
wiekce (Mopdonuuo, U7-reH u aJIiecHOBUPYC) BBOIMIN
CHauaja B MbIUIIIBL, & 3aTEM B KPOBSHOE PYCJIO MbILIEH,
KpBbIC, COOAK M 00€3bsiH C MBIIICUHOU JucTpodueii Jro-
menHa. Ha cobakax ¢ TOYKOBOW MyTanueil B dK30HE 7
MIPOBOJIMIIA 3aMEHY IK30HOB 6, 7 1 § C TIOMOIIBIO 3TOTO
Meroja. Yepe3 HECKOJIIBKO MECSIEB HAYMHAJI CUHTE3U-
poBaTbcsi HOpMaIIBHBIN TUCTPO(GUH, HO ¢ Ooliee KOpPOT-
KOW IIeTIhI0 aMUHOKHCIIOT, KOTOPBIA BBIABISUICA B 80%
MBILICYHBIX BOJIOKOH, W YIydlIajgach (DyHKIMS MBILIII.
BupycHbIif TeH He BKITIOYAJICS B TEHOM COOaKH U 00€3b-
stHBI. He oTMeuanu ajuieprudeckux peaxiuii.

KiimHnueckue MCnbITaHus MPOBOAMIM HA JKEHIIU-
HaX, HOCUTEJSIX MyTaHTHOro rena (/lromenna), a Taxoke
Ha 6ombHBEIX M/J] [lromenna mansaukax. Y 13% 0omb-
HBIX MuoaucTpoduel [ljonieHHa BBIMOTHUIN 3aMEHY
51-ro sk30Ha. MccnenoBarenn U3 BCeX CTPaH IMOJIaraor,
YTO BOCCTAHOBJICHHE PAaMKH CUUTHIBaHUS AuchepianHa
VAy4IIaeT CHUIY MBI W JIBUTATEIbHYI0 aKTHBHOCTH
6onpHOTO M/I JlfOoIIeHHa 1 JieflaeT ero CPaBHUMBIM 10
9THM ToKa3aressimM ¢ OonsHBIM M/] bekkepa. [IpoBoast-
sl TaKKe KIMHUYECKHE UCTBITaHUS Ha OOJBHBIX C 3a-
MEHO# 2k30HOB 44, 55 u 51 [30-32].

Kongaukt unTepecoB. ABTOPHI 3asBISIOT 00 OT-
CYTCTBUU KOH(IJINKTA HHTEPECOB.
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duHaHcupoBanme. VccienoBanue He UMENIO CIIOH-
COPCKOM MOAAECPIKKH.
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