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0630p NocesLLEH BONPocamM WU3yYeHns NPUYH cuHanTuye-
CKOro pedekra, nexallero B OCHOBE TSXKEeNoro ayToMMMyH-
Horo 3aboneBaHus HBpBHO—MbILIJE‘-IHOVI CNCTEMbI — MMWacTeHnn
rpaBuc. PaCCManVIBarOTCFI COBpeMeHHble npeacTaBiieHnd
0 MOJIEKYNAPHON NpUpoLe MbllleYyHon cnabocTy, COonpoBo-
>XpatoLlen fgaHHoe 3abonesaHve, 06Cy>Ka0atoTcs NyTn Co30aHns
HOBbIX anropmnTtmMos eé neveHuns.

KnioueBble cnoBa: ayToMMMyHHble 3a6oneBaHus, Mua-
CTeHud rpaBuc, cnMHanTn4eckasa rnepenaya.

BeepgeHue

Cpeav 3a6oneBaHU HEPBHOWM W MbILUEYHOW CUCTEM
oco6oe MecTo 3aHumaeT muacteHus rpasmc (MIM) —
TSKEernoe ayToMMMyHHOe 3aboneBaHve, MpuBOagLLEe
K MHBaNuamMsaumn 605bHbIX, @ B CIlydasx HapyLlleHus
OYHKUMM ObIXaTerbHOM MyCKynaTypbl U K neTarbHbIM
vcxogam. B ocHoBe naTtoreHesa gaHHom hopMbl MblleY-
HOV cnabocTy NEeXUT CUHaNTUYecKin OedeKT, cBsA3aH-
HbIi CO CHV>KEHVEM KOJNMYecTBa HUKOTUHOBbIX aueTun-
XOJIMHOBbIX peuenTopoB Mbiwe4vHoro Tuna ((a1)2p18¢ n
(a1)2B18y) B pe3ynsrate X «ataku» aHTUTENamu, Bbl-
pa6aTbiBaeMbIMU OpraHnamMom 6osnbHoro [1].

HecmoTpa Ha gnutenbHoe nayyenve MI, geTanbHble
MeXaHn3Mbl VHAYKUMN BbipaboTKM ayToaHTUTEN 00 CUX
nop He maeecTHbl [2]. OOHako, HaKoMfEHHbIE AaHHble
0 npoueccax, NPoMcXoasmMx B HEPBHO-MbILLEYHbIX CU-
Hancax 6onbHbIx M, no3Bonunu BbipaboTaTb CXEMb
naToOreHeTUYecKoro v CUMNTOMaTUYeCcKOro fiedeHns 3a-
6oneBaHua. [laHHble noaxodbl B 60NbLWINHCTBE Cry4vaes
He ycTpaHsalT npuynH MI, HO NO3BONSAT OOCTATOYHO
3(hdekTBHO 60pPOTLCA C €E OCHOBHbIM CUMMATOMOM —
MbILLEYHO cabocTbio.

B 0630pe npvBoaMTCS COBpPEMEHHbIA B3MNg4 Ha na-
ToreHe3 MI, a Takxe KpaTKo ONMCbIBAKOTCS CNOcO6bI
Tepanuu, NpUMeHsAeMble ONS NeYeHns MNacTEHNKOB.

MonekynapHbie 0CHOBbI pa3BUTUSI MUAacTEHNUA
rpasuc

MwnacTeHws rpaBuc — He Hacnegyemoe ayToUMMYH-
Hoe 3aborieBaHve, BeayLVMK CUMMNTOMamMu KOTOpPOro
ABNSAOTCA MbllWEeYHass cnabocTb U 6bICTpoOE pas3BUTUE
YTOMIEHNS! B XOAe NOBTOPHOIO BbIMNOSHEHUS OABV>KEHUIA.
B 85% cnyyaes MI HaudnHaeTcs ¢ nosiBrneHus crnabo-
CTWU MbIWL a3, npossnsowenca ntosom v (unn) am-
nnonvien. B 6onblUMHCTBE crnyyaeB B Te4deHue 2 neT
6051e3Hb NPOrPEcCUpyeT A0 reHepann3oBaHHOW (opMbl
C Nopa>keHMeM MbILL f1ua, Weun, KoHeYHocTeln. Bosne-
YeHMe B MPOLECC MyCKynaTypbl rMOTKW, FOpTaHu, MArko-
ro He6a, KpyroBom MbllLbl pTa HapyLlaeT peyb, YCroX-
HaeT npouecc npvema nuwwm [3]. Hapywexve dyHkumm
ObIXaTesbHbIX MbILLL MOXET 6bITb (haTansHbiM [4].
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Ml 06bl4HO NposiBRISETCS y NUL, MOMOA0Oro U cpea-
Hero Bo3pacTa, 4alle y >XeHwuH. [leTtckas mmacTeHus
BCTpeyYaeTcs JOoBONbHO peako B EBpone n Amepuke, oa-
Hako B cTpaHax A3uun oHa cocTtaBnseT okosio 50% ot
BCex criy4aes 6onesnu [5].

B HacToduwee Bpems OTMEYEH POCT KONMMYecTBa
60nbHbIXx MI, 4TO CcBA3@HHO Kak C yny4YlEeHWEM Ka-
YecTBa OWarHOCTUKW, Tak U C YBENWYEHWEeM MpPO[os-
>KNTENBHOCTU >XW3HW HaceneHus. KonnyecTBO HOBbIX
cny4aeB 3aboneBaHus BapbupyeT oT 1,7 pno 10,4 B
rog Ha MIH >xutenen (B 3aBMCKMMOCTV OT MecTa Uccre-
noBaHuva), Hanbonee BbICOKMIA Moka3aTeslb OTMEYEeH B
VicnaHuwn, rge 4uvcno BHOBb 3aboneBLUMX COCTaBfisieT
21 cnyyanm Ha 1 MmnH >xuTtenen B rog [B6].

HecwmoTpsa Ha gnuTenbHoe akTuBHoe ulyyeHue M,
NPUYMHbLI 3a601eBaHNS A0 CUX MOP OCTalTCs He BbIsc-
HeHbl. B 30% cny4aes BO3MOXXHOW NPUYNHON pa3BuUTvS
Ml cuuTaloT runepnnasuio Tumyca [7], B ocTanbHbIX
cry4aax, no-svavMMoMy, 3TO NGO DaKTopbl BHELLUHEN
cpenbl (cTpeccupyolwee Bo3OencTere, NHEKLUVNOHHOE
3aboneBaHne) nNnbo reHeTuyeckas nNpPeapacrnofioXXeH-
HocTb [8].

Ha paHHbI MOMEHT Ha OCHOBE aHanm3a 0COo6eHHOo-
cTen KnuHnyecko kapTuHel MIT BbigensaT cnegyowme
e€ hopMbl: OKyngpHasa unu reHepanuaosaHHasa (no o6-
nacTy nopaxkeHusa); paHHaa M no3gHasa (no BpemeHn
NosiIBfEHNs 1 ONINTENbHOCTU pPa3BuTUsA); No CBA3WN C M-
nepnnasunen TumMmyca; no Habopy aHTUTes, obHapy>X1Ba-
eMbIX B Nna3me KpPoBu GOJSbHbIX.

Onpepnenerne copmbl MIT y KaX[goro KOHKpETHOro
60/1bHOr0 A4aeT BO3MOXHOCTb pauMoHarbHO CrnsiaHnpo-
BaTb CTPaTervio fie4eHns 1 NPOrHo3MpoBaTh AUHAMUKY
pasBuTua 3abonesaHus [5].

B 6onblwvHCTBE CnyyYaeB CUMMTOMbI  MbILLEYHOW
cnabocTtun n 6bicTporo yTomneHus npy MIT o6ycrnoBneHs!
CHV>KEHVEM KOMWYEecTBa akTUBHbIX aueTUXONMHOBbIX
peuentopos (AXP) B HEpBHO-MbILLIEYHOM COEQVNHEHNN 3@
CYeT BbIpaboTkM K HMM ayToaHTuTen. [loka3aTenbCcTBO
TOro, 4to MmveHHo AXP aBRsal0TCA OCHOBHOW MULLEHbIO
ana antuten npy MIT, 6binn nonyyersl 8 1973 r. Dxu-
mowm Matpukom v xoHom JTnHactpomom (Jim Patrick,
Jon Lindstrom) [3]. ABTopbl Nokasanu, 4To y KPonvKoB,
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VIMMYHU3MPOBaHHbIX o4nLLeHHbIMY AXP Mmbliwl, passu-
BalOTCA MUacTeHonoao6bHble cMMnToMbl. Mo3aHee 6bIno
YCTaHOBMEHO, YTO aMnnUTyaa MUHNATIOPHbIX NOTEHLUMa-
NoB KOHUEBOW nnactuHku (oTpa)karouwas 4yBCTBUTENb-
HOCTb MOCTCUHANTMYECKOM MeMBpaHbl K aueTUNXosvHy,
BblAENSEMOMY B BUOE OTAESbHbIX KBAHTOBaHHbLIX MOp-
unin) B MbllLax Kpbic ¢ akcnepumeHTaneHom MI 6bina
3HAYMTESNIbHO CHM)KEHA MO CPaBHEHWIO CO 3[0POBbIMMU
>KMBOTHbIMMW. 3TOT QaKkT CBUAETENbCTBYET B MOMb3y
NpPeacTaBfeHNs 0 CHXKEHUN KONMYecTBa PYHKLVIOHaSb-
HO aKkTVBHbIX AXP KOHLEBOW NAacTUHKMA Y MWacCTEHMKOB,
TaK Kak ocTarbHble XapakTepUCTMKN cuHanca (BxoaoHoe
COMPOTUBIEHNE MOCTCUHANTUYECKON MeM6BpaHbl, CBOW-
CTBa 0TOESIbHbIX MOHHbIX KaHanoB, KONMYecTBO Bblaesisa-
emoro AX) octaBanucb HemameHeHHbivu [10, 11].

AHTTena Kk AXP BRMaOT Ha HepPBHO-MbILLEYHYHO
nepegavy Kak MUHUMYM Tpems crnoco6amu: ycKopsitoT
nerpapaunio monekyn AXP, «cwimBasi» Ux Opyr ¢ opy-
rom (npouecc aHTUreHHoM MoaynAunn); «3KPaHUPYOT»
MecTa cBa3biBaHUa AXP ¢ aueTunxonnHom; akTuBMpyoT
6erik/ CUCTEMbI KOMMIEMEHTA.

AHTVreHHas Mogynauus — 3To CNoco6HOCTb aHTUTEN
«CLUMBaTb» [BE MOJSEKYSbl aHTUIreHa 1 Takum 06pa3om,
3anyckaTb KJIETOYHbIA CUrHan, Bbl3bIBalOLLINA YyCKope-
HUWEe 3HOoUMTO3a M Aerpafjauunio «CLUUTbIX» MOMEeKysl.
IgG GonbHbix MI Bbi3blBAaET a@HTUreHHyI MOAYIALNIO
AXP wmblwy Kak in vivo, Tak 1 in vitro. Ecnn yckopeHne
nerpagaunn AXP He KomMmneHcupyeTcsi YCUMEeHUEeM Uux
CUHTE3a, TO BO3HMKAET AedUUUT AO0CTYMHbIX OANS Me-
onatopa AXP [12]. HepgaBHuMu nccnenosaHugamu 6bimo
NMokasaHo, YTO B HEPBHO-MbILIEYHbIX CUHANCcax MblLLEN
c skcnepumeHTansHon MIT Hab6rnogaeTcs NoBbILLEHHas
akcnpeccus a-cyb6beauHuy AXP, ogHako 6onbluas 4acTb
o6pasyoLmxcsa de novo peuenTopoB PYyHKLMOHANbHO He
aKTVBHA, @ 3HA4uUT OHW He CnocOGHbl BOCMOSIHUTbL He-
noctatok AXP. Bo3MOXXHbIMU NpUYMHaMn MosiBEHUS
TaKUX «UHEPTHbIX» PELENTOPOB CYMTAT MOPOSIori-
Yeckne W3MEHEHUs B 3HOOMIAa3MaTUYeCKOM PeTuKy-
nyme, Mellawume «npaBuiibHOMY» (OOMANHIY MOSeKy-
Nbl o-cy6beOUHULBI pelenTopa, a TakkXe W3MeHeHue
crnnancuHra aaHHonm cybbeaununuel [13].

MDyHKUMoHanbHbINM 6ok AXP 3a cueT «akpaHupoBa-
HUS» aHTUTenamu caliTa cBsA3biBaHUs ¢ AX, cuuTaeTcs
OCHOBHbIM MEXaHVN3MOM Pa3BUTUS MbIlLEYHON criabo-
CTW Ha paHHMX aTtanax MI, korga mMopdonornyeckue
M3MEHEHNS B HEPBHO-MbILLIEYHbIX CUHAMNCcax elle He Bbl-
paxkeHbl [14].

lMaToreHe3 3a6orieBaHUs HE OrpaHM4BaeTcsl TOJlb-
KO aHTUreHHOW MofaynsUMen U CHUXEHWEM Korn4ecTBa
akTMBHbIX AXP 3a cueT «3KpaHWpOoBaHWs» canToB CBS-
3blBaHUA aueTunxonuHa. [MpukpenneHne ayToaHTUTEN
Kk AXP 3anyckaeT LUMPOKMIA CAEKTP UMMYHOSTOMMYECKMX
peakuuin, npueoasawmx K gerpagaumm AXP. Tak, ogHum
13 rraBHbIX 3aMycKaeMblX MPOLECCoB SBMSETCS akTuBa-
uMs 6efikKoB CUCTEMbI KOMMNEMEHTa — KackagHoW cu-
CTEeMbIl NPOTEONIUTMYECKMX (DEPMEHTOB, NpeaHa3Ha4veH-
HOW Ans rymMoparnbHOM 3aluTbl OpraH3ama oT AecTBUs
yy>xepogHbix areHtoB. B 1959—-60 rr. 1. CumncoH un
B. Hactak (J. Simpson, W. Nastuk) He3zaBucumo gpyr
OT Apyra oTMETUNW, YTO YPOBEHb CbIBOPOTOYHOIO KOM-
nnemeHtTa 6o05ibHbIXx MI KoppenupyeT ¢ Bbipa’keHHOo-
CTbl0 CUMNTOMOB 3a60MeBaHNs, a B MbllILAxX Npu Bbl-
COKOM ero TUTpe rnHoraa Ha6naaeTcs BocnanuTesnbHas
nHdpmneTpaums [15, 16]. Mo-BuanmMmomy, KNnaccu4eckun
Kackag KOMMeMeHTa U SBMseTcss OCHOBHbIM MeXaHU3-
MomMm notepu AXP B HEPBHO-MbILLIEYHOM COEAMHEHUN
npu aKkcnepuMeHTanbHom 1 knuHndeckon MI, a HepocTa-
TOK BblpaboTKM PErynsaTopHbIX GEfIKOB KOMMIeMeHTa —

reHeT4eckn-06yCroBfEHHOW NPeapacnofioXXeHHOCTbIO
passutus MI [17-20].

Kak Bbllle ynomuHanocb, aytoaHTutena npu MI
BblpabaTblBalOTCH NPEUMYLLECTBEHHO K ABYM MOATU-
namMm wmbiwe4dHbix xonuHopeuentopos — (a1)2B18y n
(a1)2B18e, oTnMYalOLWMXCA MNPUCYTCTBUEM «3TMCUMOH»
WM «ramma» cy6beavHuL U NpeacTaBfieHHbIX B de-
TarnbHbIX 1 3pesibiX chHafncax, cooTBETCTBEHHO. 1o He-
KOTOpbIM AaHHbIM heTanbHble AXP 6onee 4yBCTBUTESb-
Hbl K gencTteuio aHtuten [21]. MNo-BugymMomy, MMEHHO
3TUM W 06bSCHAETCS BbICOKAs YyBCTBUTENbHOCTb K
aHTUTENAM HapyY>XHbIX MbILWL, rria3a, MoCKOoSbKy 3Tu
MblLLLbI Jaxe B 3PEerioM COCTOSHWW MPOAOSIKAaT 3KC-
npeccuposaTb geTtansHbie AXP [22].

Ha cerogHawHWA OeHb onvcaHo 6onbluoe Konunye-
cTBO aHTuTen K AXP, pasnuyalowumxcs no camTy cBs-
3biBaHMA ¢ peuentopom [20, 23]. VcTaHoBneHo, 4TO
anuTonbl AXP ans gaHHbIX ayToaHTUTEesN PacrnosioXKeHbl
Ha Bcex YeTblpex cybbeauHuuax AXP, ogHako, aBe Tpe-
TU aHTUTEN NPUKPENSIAOTCS K ONpeaesieHHOMY y4acTKy
Ha MOBEPXHOCTU o-CyBbeAVHMUbI. 3TOT y4yacToK 6bin
Ha3BaH «OCHOBHbLIM VIMMYHOIEHHbIM y4acTkom» [24].
[NpoBeaeHne KapTUPOBaHWS aMWHOKMCIIOTHOW nocreno-
BaTeNbHOCTU o-Cy6beavHMLbl NMO3BOSIANO OMpedennTb
NMoSIoXKEHNE OCHOBHOMO MMMYFOFE€HHOro y4acTka — OH
pacrnonaraetca wmexay 46-127 aMUHOKUCNOTHbIMU
ocTatkamu o-cybbeanHuusl [25—28]. Hapagy ¢ ouun-
weHHbiMn AXP 13 anektpudeckoro opraHa Torpedo
californica, 1 AXP 13 mblilL, MAEKONUTaLWNX, UCKYGC-
CTBEHHO MOJy4eHHbIE MOCeA0BaTENbHOCTA OCHOBHOMO
VIMMYHOTEHHOro y4acTka 3(eKTUBHO MCMNOoSb3YTCA
anga nonyyvexna mogenen MIT Ha XuBoTHbIX [29-32].

BmecTe ¢ Tem, 6onee yem y 20% 6onbHbix MIT aH-
TuTena Kk AXP B cbiBOpPOTKE KpPOBW He onpedenstTcs,
TakMx 60NbHbIX Ha3bIBalOT cepoHeraTuBHbIMMK. O6bIYHO
y 3Tux 6onbHbiX 6onee 4em B 50% cny4aeB o6Hapy-
>KNBAKTCH aHTUTENa K MbllLecneunguyHon TUpo3nH-
knHase (MCK). Npw aTom y nauneHToB YacTo Habnwoaa-
eTcs reHepanuaoBaHHas popmva MI ¢ ogHOBpPEMEHHbIM
nopa>keHnem MblIlL, Nnua, Wewn, nned N OblxaTenbHbIX
mbiw [33].

MCK aBnsetca Ba)kHeWLMM 351eMEeHTOM B CUCTe-
Me KnacTepmsauunm 1 nnoTHom ynakoBkn AXP B HepBs-
HO-MbILLIEYHbIX cWHancax. CurHan, onocpenoBaHHbIN
arpuH/MCK B3avmopgencTBrem, 3anyckaeT M MNoBblla-
eT pancuH-3aBucuMyto krnactepmsauuio AXP n gpyrux
nocTcUHaNTU4ecknx G6enkosB B o6nacTu cuHanca [34].
Peasynsratom knactepmsauuun sBrsieTcss o6pa3oBaHue
Ha BepLlUMHax CKMafaok MoCTCUHanNTUYeckon Mem6paHsbl
KOHLEBOW NMacTUHKK CTPYKTYPUPOBAHHOW reKkcaroHanb-
Ho peweTkn 13 AXP ¢ BbICOKOW MMOTHOCTbLIO pacnosio-
xeHus peuentopoB (0o 10 Thic. monekyn Ha 1 MKwm?)
[35].

B 2008 roagy 661510 Nnoka3aHo, 4To BBEAEHME Mbillam
aHTuTen 6onbHbix ¢ MICK-MI npnBoauT K YMEHbLLEHWIO
Konunyectsa noctcuHanTudeckmnx AXP (Ha 20%), cHu-
>KEHUIO VX MMOTHOCTM U HapyLLIEHWIO KflacTepu3auuu, a
TakXXe K aerpagauumv HepsHom TepmuHanu [36]. AvtuTte-
na k MCK saBnaiTcsa npenmyLlecTBeHHo naotunom lgG4
1 OyHKUMOHANbHO OTNNYalTCa OT APYrMx Mofkfiaccos
VIMMYHOT06YfIMHOB  CBOEW MpOoTVBOBOCNANUTENbHOW
akTnBHocTbio [20]. Kpome Toro, 1gG4 He akTuBMpyloT
KracCcUYecknin nyTb akTuBauuy 6eriKkoB CUCTEeMbl KOM-
nremMeHTa 1 He 0651a0aldT aHTUreH-0nocpeaoBaHHOWM
uMToTOKCUMYHOCThLIO. bonee Toro, okasanocb, 4Tto lgG4
noaBeprawTcs MNOCTTPAHCISAUMOHHON  MoauduvKaumm,
Ha3BaHHOM «o6meHom Fab y4yacTka», npepnoTBpaLllato-
e nonapHoe «CLUMBaHME» aHTUIeHoB. 3TW [AaHHble
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[alT Beckme ocHoBaHua nonaratb, 4to MICK-MI cylie-
CTBEHHO OTNMYaeTcs Mo 3TUOMOrMN U NaToNorMYecknm
mexaHnamam ot AXP-MI [37].

B nnasame 6onbHbix MI, Kpome Bbllleyka3aHHbIX
aHTuten Kk AXP n MCK, o6Hapy>xmBatoTcs Takxe 1 apy-
rme aytoaHtuTena. MIx Hanu4dmne ycyry6nset cocTosiHue
6onbHbIX MI. Tak, ycTaHOBNEHO, YTO NOSIBIIEHME aHTU-
Ten K MNoTeHUMan3aBUCUMbIM KanbUMEBbLIM KaHanam
ycunuBaeT TsykecTb TedeHus MI 3a cuyeT pasButus
MunokapauToB w/wunu muosutos [38]. B cbiBopoTkax
kKpoBn 80-90% 60nbHbLIX MWACTEHUIA C TUMOMOW 06-
HapPY>XNBAKTCA aHTUTENa K MbILEYHOMY Beriky TUTUHY
1 pUaHOAVMHOBLIM peuenTopam, o6rapatolme crnocob-
HOCTbI0 aKTMBMpOBaTb GENKW CUCTEMbl KOMMSEMEHTa
[39, 40]. V cepoHeraTuBHbIX 605bHbIX (0TCyTCTBME
aHTuTena k AXP), 4acTo npucyTCTBYKOT aHTuTena K
auetunxonuHacTtepase [40]. CuutaeTca, 4To Hanuuune
aHTUTen K 6enkam, otnu4HeiM oT AXP n MCK, B 6ornb-
LUMHCTBE Cry4aeB CBS3aHOo C runepniasven Tmmyca uim
Tumomon [41, 42].

Tepanml mMuacTteHun rpaBuc

[NepBble ycnexu B paumoHansbHom neverny M 6binm
nocturHyTel B 1934 r., korga Bpay ogHOro W3 FIOHO0H-
cknx rocnutanen, Mapu Yonkep (Mary Walker), 3ame-
Tuna, 4to npmaHakm Ml cxogHbl ¢ Npu3Hakamu Kypap-
HOrO OTpaBneHusl, KOTOPOEe neyusiv U30CTUTMUHOM,
VHIMéuTopom XxonuHactepas (X3). OHa nokasana, 4To
h130CTUIMUH CNOCO6EH NOSHOCTBLI YCTPaHATL CUMMTO-
Mbl MbILLEYHOW cnabocTn y 6onbHbix MIT [43].

B HacToflllee Bpemsi, WUHIMGBUTOPbLI aueTun- u By-
TUPUIXONNH3CTEPasbl — (DEPMEHTOB, MMAPOSIN3YHOLLMX
auEeTUIIXONNH B HEPBHO-MbILLEYHbIX CUHAMNCcax, SBMs0T-
CSl OCHOBHbIM KOMMOHEHTOM CXEM J1IeKapCTBEHHOWN Te-
panuu MI. VIx achhekTBHOCTb OCHOBbLIBAETCS Ha TOM,
YTO YacTUYHOE WHIMGMPOBaHME akTMBHOCTU X3 NpuBO-
ONT K YBEJIMYEHWIO BPEMEHU >XU3HWU aLeTusrIXonvHa B
cuHanTu4deckon wenn. [aHHbii 3ddeKkT UHIMBUTOpPoB
No3BONSEeT 3a CYeT noBTopHoW akTmBauum AXP mone-
Kyrnamu aueTuIiXoriMHa CKOMMEHCMPOBaTb CHUXKEHUE UX
MMOTHOCTY, BbI3BAHHOE ayToaHTutenavn [44, 45].

Kpome wuHrnémutopoe X3, cOBpeMEHHbie MeTopl
nedenns Ml BkNOYaKT MPUMEHEHWE VMMYHOCYMNPEC-
COpOB, WMMYHOMOZYNVPYIOLLYIO Tepanuio  LIMPOKOro
cnekTpa (3ameHa nnas3mbl U BHYTPMBEHHOE BBEOEHUE
VIMMYHOTT06YNMHOB), a Takxke TumoakTomuio [37]. Beli-
6op cnoco6a Tepanunm MI 3aBUCUT NPenMyLLECTBEHHO
oT o6nacTu nopaxeHus (okynapHas wunuM reHepannso-
BaHHas MI) v cTagun 3aboneBaHus. Tak, B criydasx
HEernporpeccripyoLen OKynapHoM opMbl cnabon unn
CPeAHEN BbIPaXXEHHOCTU MPUMEHEHUE MHIMBUTOPOB X3
(yawe Bcero nupugocTurmvHa 6pomupaal 06bIYHO Ao-
CTaTO4YHO Ang noslydeHns Heo6XoAMMOoro TepaneBTuYye-
ckoro adgppekta. bonbHbIM ¢ Bynb6apHbIMY hopMamMmu
MI™ nHrmMéuTopbl X3 Ha3Ha4valwT Angd o6JIerdyeHvst npu-
ema nvwm [5]. Onsa neveHuns nog6upatoTcs Takme O03bl,
Nno3BongLMEe MakChMalibHO KynMpoBaTb NPU3Hak Mbl-
Lwe4vHon cnabocTu, 1 Npy 3TOM NPUBOAALLME K MUHU-
MasnbHbIM NOB04YHLIM MycKapuHoBbIM adydekTam (cnto-
HooTAeneHve, 6pagvkapavs, nNOTNVMBOCTb, Avapes).
OTmeveHo, 4YTO Ha3Ha4YeHne NHIIM6NTopoB X3 605bHbIM,
nonoxutenbHbiM Ha MCK aHTuTENna, YacTo He Bbl3blBa-
€T YyNyYleHNs KINNHUYECKUX NPOSIBIIEHMA, @ B HEKOTO-
pbIX CIy4asix MOXeT BbI3bIBaTb YXYALLUEHVE COCTOSAHUSA 1
chacumkynaumio mbiww, [46].

Mpn nepexone 60Me3HN B reHepann3oBaHHy op-
My, MOMWMO WHIM6MTOpoB X3, Ha3Ha4yaeTcs UMMYHO-

nopasnsiollas Tepanus npenapataMmy CTepovgHOn W
HecTepouaHon npupodbl. CunTaeTcd, YTO B HEKOTOPbIX
crnydasax npyem npepgHm3oHa (kopTukocTepoua) B HU3-
KX gosax npu okynsapHon copme M MOXET CHU3UTb
BEPOSTHOCTb pacnpocTpaHeHuss 60Me3Hn Ha [apyrue
Mbiwbl. O6bIMHO NpeaHW30H Ha3HavakwT B Ccry4asx,
korga cumntomMmbl MIT He KynupykloTca TOMbKO WUHIMGU-
Topamu xonuHactepas [47]. ekt kopTrKocTepou-
[0B pa3BvBaeTCcs MEASIEHHO U MO3TOMY AN NONy4YeHNs
3aMEeTHOro yry4weHns cocTosiHUS 6onbHOro TpebyeTca
anutensHoe Bpems npvema. 0pgHako Takoe rfedeHue,
HECMOTPS Ha BbICOKYID 3(D(EKTUBHOCTb, MOXET BbI3bl-
BaTb CEPbE3Hble No604HbIE 3DEKTLI 1 MOBbLILLAET PUCK
pasBUTUS MHMEKUMN N MNOSIBNEHUS 3J10KaY4eCTBEHHbIX
HoBoo6pasosaHui [48].

[encTBre HecTeEpPOUAHbLIX MMMYHOCYMPECCOPOB TUNa
asaTumonpuHa Takxke 06bl4HO pa3BMBaeTcs LOCTaTo4HOo
menneHHo (B TedveHue rogal. MakcumanbHbld adhdhexT
asaTunornpuHa 06bI4YHO JOCTUraeTcs Npy ero COYeTaHHOM
NPUMEHEHNN C NpegHn3oHoM. Bbicokve Oo3bl a3aTmo-
npviHa, 0co6eHHO NpY ANUTENBHOM MPUMEHEHUW, MOTYT
NPVBOAMTL K TOKCMYECKOMY renatuTy 1 pa3BuTUio Nei-
koneHun [5].

[Mnasvadepes w©n BBeAeHWe MMMYyHOro6ynvHa
06bI4HO MPUMEHSAKTCS MPU MUACTEHUYECKMX Kpru3ax —
OCTPOM MblILWEYHOW crabocTy, pacnpocTpaHaoLLENCS Ha
ObixaTenbHyto myckynaTtypy [46].

BonbHbiM M, y KOTOpbIX 06Hapy>xeHa runepniasuns
TMyCca win TUMOoMa, Ha3HavalT TumakTomMmuio. [ocne
3TOro, Kak npaBumno, NPoMCXoOuT CYLLECTBEHHOE Yry4-
LLUeHVe cocToaHua 6onbHoro [49].

B HacTosiLlee BpemMs ycunmsa HECKOSbKMX Mccrneao-
BaTESIbCKMX FPYyNn MOCBSLEHbl NOVNCKaM HOBbIX MOQX0-
noB k Tepanun MI. 3T nogxodbl B nMepByld o4vepeb
HanpaesieHbl Ha CHW>KEHME MNo604YHbIX 3P(PEKTOB, CO-
NPOBOXXAAKLLNX UHIMBUpoBaHe X3 1 UMMYHOcynpec-
cuvio. Heo6xooMmo 0TMETUTL, YTO HA MOMEHT HanuMcaHus
0630pa BCce 3TV pa3paboTkm rnokasanu 3PPeKTBHOCTb
Ha mopgenax Ml n HaxogaTcs Ha pasHbix aTanax AoKn-
HUYECKUX NCCITeA0BaHni.

HecomHeHHble NepcnekTMBbl MO YBENVYEeHU 3g-
tektTmBHocTM Tepanunm MI mHrmbutopamun X3 cBs3a-
Hbl C co3gaHvem rnpenapaToB, 6onee 3MEKTUBHbIX B
CKeneTHOW MycKynaType no CpaBHEHWIO C OAPYrMun op-
raHavun. MI aBnsieTcsa «opraHo-cneumguyHbiM» 3abo-
neBaHVeM, MOCKOJSIbKY ayToaHTuTena BbipabaTbiBaldTCA
K peuenTopam, pacrnosioKeHHbIM UCKITIYUTENbHO B CU-
Hancax nonepeYHonosiocaTtbiX Mblwy,. [1oaToMy Tonbko
VHrmémpoBaHme X3 B cuMHancax 3TuxX MbIlL AaeT nosno-
KUTENbHbIA TepaneBTUYeckuin 3addeKkT, KOMMEHCUpPYS
HepocTaTok AXP. VIHrméuposaHue X3 gpyrux opraHoB
NPUBOANT K pPasBUTUIO NO604HBbIX 3(P(PEKTOB, CBA3AHHbLIX
C runepakTMBaumen xonmHopeuenTopoB. VIHrmMéuTtopbl
X3, 6onee adhpekTVBHblE B OTHOLLEHWN (DEPMEHTa CKe-
NETHbIX MbILL, M0 CPaBHEHMIO C MMOKapAoM W rnaakon
MYyCKynaTypoW, B HacToglee BpemMsa onvcaHsl [50—54].
OpHako Heo6xoAuMo OTMETUTb, YTO MEexXaHW3M Takon
CENIEKTVIBHOCTM HE [0 KOHUa MOoHATEH 1 TpebyeT parnb-
HENLLEro N3y4YeHuns.

AnsrepHaTUBHBIM  NPUMEHEHUNID  UHIMBUTOPOB  XO-
NH3CTEpa3 MoAxoAoM  SBMSETCS  MCMNOofb30BaHue
aHTMCMbICIIOBOrO  OfIUFOHYKIeoTuaa, 6IoKMpyoLWero
TPaHCKPUMUMIO OOHOr0 W3 BapuaHTOB arnsrepHaTuB-
HOro cnnawcuHra aueTuUNXoNMH3CTepasbl, NpoayKuus
KoToporo yeenudueaeTca npu MI — «read through»
TpaHckpunTa 4-ro 3K30Ha reHa aueTurIXonMH3cTepa-
3bl. [lpenapaT Ha OCHOBE [aHHOr0 OSIMFOHYKIeoTuaa
(Monarsen) nokasan 3jdeKTMBHOCTb B OTHOLLUEHWN
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CUMMNTOMOB MbILLEYHON CabocTu Y >XXMUBOTHbIX C 3KC-
nepumerTtansHon Ml [55, 56].

K nepcnekTBHbIM pa3paboTkaM MOXHO OTHEeCTU
Takke cospgaHue BakuuH npotme MI. [daHHbIi nogxon,
K Tepanun MIT ocHoBbIBaeTcs Ha MHTpPaHa3anbHoOM 6o
NOAKOXHOM BBEAEHUN XXMBOTHbIM C 3KCMEpPUMEHTalb-
Hon MIT cpbparmenToB AXP. [laHHas npouegypa cama no
ce6e He cnoco6Ha nHayumposaTb MI, ogHako npvBoaAnT
K pasBUTUIO0 Y XXNUBOTHbIX UMMYHOSOMMYECKOM YCTONYN-
BOCTU K aHTUTenam, o6pasywowymesa npy MI. [1na Bak-
LUMHaUMN NCMonb3yTes AeHaTypupoBaHHbie AXP, nnéo
cMecb NenTuaoB, NpeacTaBnsloLWKMX co6or parmMeHTbl
cybbenuHul AXP [57-59].

3akno4eHve

Heo6xoaMmMo KOHCTaTMpOBaTb, YTO, K COXaneHuio,
NMPUYNHBbI BbIPABOTKU ayToaHTUTEN, NpUBOASLWEn K
CHVXKEHUIO MIOTHOCTU yHKUMOHanbHbix AXP u, Kak
cnepncTBMe, K pasBUTUIO MblleyHon crnaboctu npy M
B HACTOSILLEE BPEMS OCTAlTCsl HEM3BECTHbI. OOHaKo UH-
TEHCUBHbIE VCCenoBaHnsa MopdosiorMyecknx 1 gyHK-
LMOHasbHbIX N3MEHEHUI HEPBHO-MbILLEYHbIX CUHAMNCOoB,
3anyckaemble ayToaHTUTenamMmu, Mo3BONUAN MOHATb
NPUYNHbl BO3HUKHOBEHUS MbIlWEYHOW crnaboctyu u,
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