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Bsenenue.
AKTYyaJIbHOCTB NPO0JIeMbI:
MpuacTenust — XpOHUYECKOe, ayTOMMMYHHOE 3a00JIeBaHIe, 00yCIIOBIIEHHOE HapylIEHHEM HEPBHO-
MBIILIEYHO MepeNady B all€THIIXOJIMHOBBIX, HUIKOTMHOBBIX PELIENITOPaxX MONEPEYHOII0N0CATON
MYCKYJIaTypbl, KIMHUUECKH MPOSBISIONIEECS TaTOIOTHYECKON MBIIIEUHOM yToMisiemMocTho. [lo
JTAaHHBIM COBPEMEHHOM JTUTepaTyphl, 3a00JIeBaHNE BCTPEUAETCs y MpeJIcTaBuTeNe 000UX MOJIOB, BO
BCEX BO3PACTHBIX I'PyNNax M MPAaKTHYECKH BO BCEX 3THUUYECKUX Ipymmax. 3a nociaeanue 60 et mo
BCEMY MUPY IIPOBEIECHO OOJIBIIOE KOTUYECTBO UCCIETIOBAHUH 110 U3YUYEHUIO SMUAEMHUOIOTHIECKUX
rokaszaresieil MUacTeHUH, B 1IEJIOM YKa3bIBAIOIIMX Ha POCT paCIpOCTPAaHEHHOCTHU U 3a00JI€Ba€MOCTH
nanHoi maronmoruu. B 1996 r. L. Phillips mpoBen aHanuTHueckuit 0030p MEXAyHAPOIHBIX HAyUHBIX
nyOnukanuii 3a mepuon ¢ 1950 mo 1995 r., yctaHOBUB pocT 3a00JI€BA€MOCTH H
pacrpoCcTpaHEeHHOCTH MMACTEHUU TPU IOCTATOYHO CTAOMIBHBIX MOKa3aresix cMepTHocT. B 2010
r. Carr AS. ¢ coaBTopamu, OonmyOTMKOBaJIA JaHHBIE MeTaaHaIM3a 55 paboT, MOCBAIIEHHBIX
SMHUIEMHOJIOTUH MUACTEHNH, IPOBEACHHBIX B PAa3IMYHBIX PETHOHAX MUPA U OIYOJIMKOBAHHBIX C
1950 mo 2007 r. ABTOpBI OTMEUAOT YBETUUYCHUE 3a00JIeBAEMOCTH MHACTeHHUEH ¢ Hadana 80-x
TOJIOB, YTO, [0 UX MHEHHIO, 00OYCJIOBJIEHO YITYy4IIEHUEM JAUArHOCTHKH MOCI]Ie OTKPHITHS B 1976 T
AQHTHUTEN K alleTHIIXOJIMHOBBIM perientopaM. [loaTBepxaeHneM 3ToMy MOTYT CIY>KUTh TOKa3aTean
3a0oeBaeMOCTH 110 ¥ Ttocie 1976 1. - 3,5 u 6,5 Ha 1 MIIH. HacelIeHUs, COOTBETCTBEHHO. B
OONBIIMHCTBE HAYYHBIX pa0OT, OCBSIIEHHBIX IPOOIEMe SMUIEMHUOIOT M MUACTEHUH, OTMEYAeTCsI
pocT 3a00J1IeBa€MOCTH B ITOCIIEAHUE TO/IbI, & TAK)KE YBEIMUCHHE KOIMYECTBa OONbHBIX cTapiie 40
net. Jlanublit (akT, 10O MHEHUIO OOJIBIIMHCTBA HCCIIe0BaTeNel, CBsI3aH C yayUullleHueM
JUArHOCTUKU U JIEYEHNS MUACTEHUH U, CIIEJOBATENBHO, YBEIMUEHUEM IIPOIOJIKUTEIBHOCTH KU3HU
60npHBIX. C 5 Ipyroit CTOPOHBI, pacTET YUCIIO OOJIBHBIX C JEOIOTOM MUACTEHHUH B 3PEIIOM U
MOXMJIOM Bo3pacTte. B HacTosiiiee BpeMsi UMeeTcsl JIMIIb HEOOIBIIIOe KOTMYEeCTBO UCCIIEI0BAHMIHA,
MOCBSIICHHBIX MTpobiiemMe snuieMuoaoruu Mmuactennu B Poccuiickoit ®enepanuu. [lokazarenu
pacrpocTpaHEeHHOCTH U 3a00JeBaeMOoCTH orpeseneHsl B Pecybnuke bamkoprocran , Pecryommke
Komu , MockoBckoii oomactu u Camapckoii oonactu 1o manasiM T. B. Pomanosoii (2012) 3a 5 et
C MOMEHTa OpraHu3alMi MHACTEHNYECKOro IIeHTpa B Camapckoit 00J1acTH BISIBISIEMOCTh
3a00JeBaHMs YBEITMUMUIIACH B/IBOE, @ CPOKH NMEPBUYHON OCTAHOBKH UArH03a COKPATUIINCH B 2,5
pasa. JlaHHBIE O PacIPOCTPAHEHHOCTH, €KETOIHOM 32001€BaEMOCTH, KIMHUYECKUX (popMax U
pa3IMYHBIX BApUAHTOB J1e0I0Ta UMEIOT KaK HAyYHOE, TaK U MPAKTHUYECKOe 3HAYCHHE, TaK KaK
MIO3BOJISAIOT UCIIOIB30BATh MOJYyYEHHBIE JAHHBIE /ISl ONTUMU3ALUU TEPAIEBTUUECKUX U
peadbUIUTAIIMOHHBIX MEPONIPUITHH, a TAK)KE TUIAHUPOBATH PECYPCHI CUCTEMBI 3/]paBOOXPAaHEHUSI.
OTunTeNnsHON 0COOEHHOCTHI0O MUACTEHUH IO CPABHEHUIO C JPYTUMH ayTOUMMYHHBIMU
3a00JIEBaHUSIMU HEPBHOM CHCTEMBI SBIISIETCS] TECHAS CBSA3b C BUJIOYKOBOM Keyne30i. Y OOIbHBIX
MHUACTEHHEN TMIIEPIUIa3usl BUIOUYKOBOM KeJe3bl BCTPEYAETCsl, 110 JAHHBIM PAa3IMYHBIX NICTOYHUKOB,
B 70-90% cny4aeB, a TuMOMBI - B 10-25% ciydaeB . PaGoTamMu MHOTMX OT€YECTBEHHBIX U
3apyOexHBIX aBTOPOB, ITOKa3aHa BbICOKas 3(ppekTuBHOCTH TUMAIKTOMUH (T3) B KOMIUIEKCHOM
JIeYeHUH ayTOMMMYHHOM MuacTeHuH . BmecTe ¢ Tem, 10 cuX Mop OCTaeTcsi MHOTO BOIIPOCOB 00
sapdexruBHOCTH TD B OnmxaiiiieM 1 oTAaJIeHHOM nepuojax 3adoneBanus. Cpenu GpakTopos,
BBICTYNAIOIINX B POJIM TPUITEpa MUACTEHUH, HAPALY ¢ MHPEKIIMOHHBIMU 3a00JI€BaHUSMU U
(bu3nueckoil Harpy3Koi SABISIOTCS TICUXO03MOIMOHAIBHBIE HapyIIeHus. COmyTCTBYIOLINE
TPEBOXHBIE U JIETIPECCUBHBIE PACCTPOICTBAa MOTYT BIUATH Ha KIIMHUYECKOE TeUeHUE O0JIE3HH U
kauecTBo ku3HU (KOK) 6onbHbIX. Henb3st He yUUThIBaTh XPOHUYECKOE IICUXOTPABMUPYIOILEe
BO3JIeHCTBHE 0OJIE3HU HA JIMYHOCTH MAIMEHTA, BIUSHUE IEPMAHECHTHOM peaTbHON BUTAIBHOM
yrpo3bl Ha TICUXUKY. B coBpeMeHHOH, B 0CHOBHOM 3apy0e:KHOI uTeparype, yneiaeHo 0oJbIioe
BHHMaHue onieHke KXK y GonbHBIX MuacTeHueit. B yacTHOCTH, Kak mOKas3aiu MPOBEICHHBIC B
I'epmanuy , lanuu u Hopseruu uccnenoBanust, KX 60nbHbIX MUacTeHHEH 3HAYMMO CHUXKEHO I10
CPaBHEHHMIO C MOMYNIALNOHHBIMU AaHHbIMU. [lokazarenu n quHamuka KK gBnsitorcs BaxHeHmmMu



KpuTepusMu 3GGEKTUBHOCTH pa3NTUIHBIX MeTo/0B Tepanuu. [Ipuunnoii yxynmenus KX, mapsay ¢
OCHOBHBIMU TPOSIBICHUSIMH 3a00JI€BaHUS, SBISETCS COMYyTCTBYIOIIAsI COMAaTHUECKasl MaTOJIOTUS U
TPEBOXHO-IENIPECCUBHBIE PACCTPOMCTBA. B pyCCKOA3BIUHON JIUTEPATYPE BCTPEUAKOTCS JIUILID
eJIMHUYHEIC UCCIEA0BaHMsA, MOCBIIIeHHBIe ollecHKe KOK O0nbHBIX MuacTeHuen .

COBpeMeHHLIe npeacraBjJacHUsA 00 3THOJIOTHHU M MIATOreHe3e MUACTEHUH

1 CoBpeMeHHbIE NpeICTaBIeHHs 00 ITHOMIOTUH U TTATOTeHe3e MUACTeHUH MuacTeHus —
XpOHHUYECKOE, AyTOMMMYHHOE 3a00sieBaHNe, 00YCIOBICHHOE HAapyIIEHHEM HEPBHO-MBILIEUHOM
Nepeayyl B alleTUIXOJIMHOBBIX, HUKOTUHOBBIX pPELENTOpax MOMNEPEUHO-1I0JI0CATON MYCKYIaTyphl,
KJIIMHUYECKH MPOSIBIIAIONIEECS MMAaTOJIOIMYECKOM MBIIIIEYHON YTOMIIIEMOCTBIO.

AHanu3 COBPEMEHHBIX Hay4YHbBIX MyOTUKaIMiA 0 MpobiieMe MHACTEHUH MOKA3bIBAET, YTO BOMPOCHI
ATHOJIOTMH JAHHOTO 3a00JI€BaHMs OCTAIOTCS Majo M3yuYeHHbIMU. HecOMHEHHBIM sIBIseTCA
MHOTO(aKTOPHOCTb MIPUYUH, IPUBOAIINX K KaCKaJy ayTOMMMYHHBIX PEAKIIUH, CPeld KOTOPBIX
HauboJee BaXKHBIMU SIBJISIIOTCS HACHIECTBEHHAS MTPEIPACIIONIOKEHHOCTh U XpOHUYECKasi BUPYCHas
UH(EKIHS.

OTnuyuTenbHOM 0COOEHHOCTHIO MMACTEHUH 110 CPABHEHUIO C JPYTHMHU ayTOUMMYHHBIMU
3a00J1eBaHUsIMU HEPBHOM CUCTEMBI SIBIISIETCS] TECHAS CBSA3b C BUJIOYKOBOH kene30il. bonpmmHcTBOM
aBTOPOB TOJIYYCHBI JJAHHBIE, COTTIACHO KOTOPBIM IMATOJIOTHIO TUMYca oOHapyx uBatT y 70-90%
OonpHBIX MUacTeHuel. [ unepruia3us BUIOUKOBOI JKelle3bl BCTpeyaeTcs, M0 JaHHBIM Pa3IHuHbIX
UCTOYHUKOB, B 70-90% ciyqaeB, a TumoMbl — B 10-25% . ComtacHO COBpEeMEHHBIM
IIPEACTABJIECHUSAM, TAMYC IPY MUACTEHUH UIPAET POJIb OpraHa NepBUYHON UMMYHOTE€HHOCTH.
[TprunHBI 3TOTO CBSA3aHbI C HAPYIIEHUEM TOJIEPAHTHOCTU T-ITMM(OIUTOB K LIEIOMY PSAAY
AQHTUTCHHBIX OEJIKOB TUMYCa. B 4aCTHOCTH, B BUJIOUKOBOM *kKeJie3e BBISBICHBI CTPYKTYPbI
HUKOTHMHOBBIX all€TUJIXOJIMHOBBIX PELIENITOPOB U CTPYKTYPHBIE aHAJIOTH OEJTKOB
MIOTIEPEYHONOI0CATON MYCKYIIaTypsl. 12 AKTUBHOE pa3BUTHE UMM YHOJIOIMH I103BOJIUIIO
3HAYUTEIHHO PACIIUPUTD MPEJICTABICHUS O MATOTEHETUYECKUX MEXaHU3MaX HapyIIeHHs] HEPBHO-
MBIILIEYHO Nepenadyn mpu MuacteHuu. Ha oCHOBaHMM MMMYHOTMCTOXMMHUYECKUX UCCIIETOBAHUN
JI0Ka3aHO, YTO AaHTUTE€HHBIMU MUILIEHSMU SBJISIOTCS CTPYKTYPBI, PaCIOIOKEHHbIE Ha
NPECUHANTUYECKON U MOCTCHHANITHUECKOH MeMOpaHax, a Takke B MblllieyHOU KiieTke. K atum
MUIIEHSIM OTHOCATCS: MBIIIIEUHbII alleTUIXOIMHOBBIN pelenTop, puaHoAuHOBLIHN perientop (RyR),
MbllIeyHocnenuduyeckas Tupo3nHkuHaza (MuSK), THTHHIIPOTEHH, HEKOTOPBIE IIUTOKUHBI,
TaHNIMO3U bl MUEJIMHA HEPBHON TKaHU U Jpyrue OeIKoBbIe CTPYKTYpbl. OCHOBHOI
[IaTOI€HETUYECKON MUILIEHBIO TP MUACTEHUU SIBJISIETCS HUKOTUHOBBIN, alleTHIIXOJIMHOBBIN
penientop (AXP) mocTcuHanTHYECKO MEMOPAHBI, €T0 JINTAHIOM SBIISECTCS aneTHiIxonuH (AX), mon
JIeiCTBUEM KOTOPOTO MPOMCXOIUT JETONpU3alus Iia3MaTudeckoil MeMOpans! JloBeimenne
KOHLIeHTpauuu antuten kK AXP onpenensercs B cbIBOpoTKe KpoBU y 80— 85 % O0sbHBIX
MHUACTEHHUEN, YTO MO3BOJIMIIO UCIIOIB30BaTh 3TOT IIOKA3aTelb B KAUECTBE BaXKHOIO
JUarHOCTUYECKOTO KPUTEPHSI U MIPUBEJIO K BBIJIEJICHUIO CEPONIO3UTUBHON U CEpOHETaTUBHON
muacTeHnu. Mpieunbie AXP npenctaBiasioT co0ol IEHTaMEPHYIO CTPYKTYPY, COCTOSIIYIO U3
JIBYX O K IO OJTHOM [3, Y U d-CyOBbeANHMUII, aMUHOKHCIIOTHAS MTOCJIE0BATEIbHOCTh KOTOPBIX
ycTra”oBjeHa B 80-X rogax npomuIoro CToJIETHs HA OCHOBAHUN KJIOHUPOBAHMSI U CEKBEHHPOBAHMS
JIHK O6pa3ytomiuecs B opranusMe 0071bHbIX MUacTeHuelt anturena Kk AXP, otHocsTcs K
ummyHornooynrHaM kinacca G (IgG), KoTopble UMEIOT BBICOKOE CPOJICTBO K HUKOTMHOBBIM AXP 1
CBSI3BIBAIOTCS C €T0 pa3IMuHbIMU pernoHamu. [Ipu MuacteHuu y yenoBeka U ee OMOJI0rH4eCKUX
Mozensx, IgG MokHO 0OHapyXUTh B MHOTOUMCIIEHHBIX MECTaxX BHEKIeTOYHOTo cerMmenTa AXP, HO
MMMYHOT€HHBIMHU SIBIIIIOTCSI PETUOHBI 0 — cyobeauHuibl AXP PacnonoxeHnue rimaBHOTO
MMMYHHOT€HHOTO PEerroHa Ha o — cyobeanHunax AXP urpaet Kio4eByto poib B ((OPMUPOBAHUHT
HapyIIeHWH HEPBHOMBIILIEUHOM Mepeiaun Mpu MUACTEHUH, TOCKOJIbKY UMEHHO 3Ta CyObeIUHHIIA
COIEPKUT «MECTA CBA3BIBAHUA) PELENTOpa ¢ MenuaTopoM. B nocnennue aecsatunerus 13
BBISIBIISIFOTCS] HOBbIE aHTUTEJNA K Pa3IMYHbIM IUTOIIA3MAaTHUYECKUM Y4acTKaM o — CyObeTUHULIBI,



XapaKTepHbIE [T ONPEIeIEHHBIX KIMHINUECKUX (popM MuacteHuu. Tak, Mpu reHepan30BaHHOM
(dbopMe MHACTEHUH OCHOBHOI PErvoH CBS3bIBAHUS ayTOAHTUTEN PACIOJIOKEH Ha
HKCTPALEIUTIOISIPHOM ydacTke 67-76 o — cyobeaunuisl AXP, a mpu MUacTeHUH, COYETAIOMIEHCs ¢
THMOMOW, - Ha IUTOIUIa3MaTuueckoM ydactke 371-378 Toi xe cyobenuuuiibl. IHTEpecHBIMU
NPEACTaBISIIOTCS BBIBO/IBI UCCIIEAOBAHMS BaXKHOCTH YCYObEANHULL, TPOBEIEHHBIX 0T€U€CTBEHHBIM
aBropamu B.b. Jlannosoii u E.K. Cenn B 2005 1., KoTOphIMU OBLIO MTOKa3aHO, YTO Y MAIIUEHTOB C
W30JINPOBAHHBIMH [NIA3HBIMU NPOSBIECHUSMU MUACTEHUN HAJIMUUE AaHTUTEN HE TOJIBKO K O -, HO U K
Y —cyObeIMHUIE YKa3bIBaeT Ha TeHEPaIN30BaHHbBIN XapakTep 3a00eBaHus U MO3BOJIIET OTIIMYUTh
JIOKaJIbHYIO TNIa3HYI0 (pOpMY MUACTEHUH OT FeHEPATU30BaHHOW MHUACTEHUH B Cilydae ee Je0roTa ¢
[J1a30/IBUTATEIbHBIX HapyIIeHHH. DTa 0COOEHHOCTD MO3BOJIMIIA pa3paboTaTh UMMYHOJIOTHYECKHMA
HKCIIPECC-METO/T AUArHOCTUKY IIa3HOU (POPMBI MMACTEHUU U IPOTHO3UPOBATh BEPOSITHOCTD
reHepanu3aniu 00je3HU . JJONOTHUTETbHOW «CHHANTHYECKON MUIIEHBIOY, MOABEpratomiencs
AyTOMMMYHHOH arpeccuu Npu MUACTEHUH, SIBISETCS MBIIIEYHO-CIIenpruIeckas THPO3UHKMHA3A
(MuSK) — memOpanHas OenkoBasi MoJieKyia, MPUHUMAIOIAsl yyacTHe B OPMHUPOBAHUH KIIACTEPOB
AXP Ha mocTcHHANTHYECKOM MeMOpaHe pU y4acTHUu apruHa u parncuHa . Aututena Kk MuSK Obutn
BriepBble onrcanbl Hoch W. C coaBropamu B 2001 1. y O0JIBHBIX T€HEpaIN30BaHHOM
CepOHEraTuBHOM MuacTeHueil. B mocnennue aecstuneTus ObUIO ycTaHOBIEHO, YTO 45-50%
OOJBHBIX CBEPXHETAaTUBHOW MUACTeHHEH NMEIOT aHTuTeNa K MuSK, B ¢Bsi3u ¢ 4emM OONBITMHCTBOM
aBTOPOB BBIAETAETCA OTAeNbHas (popma 3a0oneBanus — MuSK-nonoxxurensHas, mpoTeKarolas, Kak
paBuiio, B Oosee TskesnoM Buae. [larorenetnueckoe 3nauenue anturen k MuSK B HacTosmiee
BpeMs OCTaeTCs 10 KOHLIA HE OIPEIEICHHBIM, OJHAKO YKCIIEPUMEHTAIBHO 10Ka3aHO, YTO
MMMYHM3AIHs] MbIIIEH PEKOMOMHAHTHBIM SKCTpaLeUTIoNIpHbIM JoMeHoM MuSK KpbIC puBOIUT K
14 yMeHbpIIEHNIO MMHUATIOPHOTO NIOTEHIMaJIa KOHLIEBOM IIACTUHKH, CBSI3aHHOTO C YMEHBUIEHHEM
ymcna ¢pyHkiuoHupyommx AXP. 3HaunTenbHbIe TPYIHOCTH MOTYT BO3HUKHYTH IPU IUAarHOCTHKE
MuSK no3uTHBHBIX MUACTeHHH, Tak Kak 10 30— 40 % MuSK-no3uTHBHEIX O0JIbHBIX MUACTCHHUEH
HE pearupyroT, Ui ci1abo pearupyroT Ha BBEI€HUE HHTHOUTOPOB XOJIIMHICTEPA3bl, UTO MPUBOIAUT K
JO)KHOOTpULIATEIbHOH (papmMakoIoruueckoil mpode ¢ mpo3epuHOM U Majioi 3(pdekTuBHOCTH
Tepanuu aHTUXOIUHAcTepa3HbIMU npenaparamu (AXII). Ilo MHeHMIO psisia aBTOPOB,
snekTpoHerpomuorpapudeckas (GHMI') kaptuna y TaHHOM rpynibl OOJbHBIX HEPEIKO
XapaKTEPHU3yeTCsl OTCYTCTBUEM JEKPEMEHTA aMILIUTYAbl M-0TBeTa PU PUTMUYECKON CTUMYIISILIUN
B KJIIMHUYECKH MOPAKEHHBIX MBILIIAX KOHEYHOCTEHN, MIIU €T0 Majasi BBIPa)KEHHOCTb J1aXke MPU
3HAYUTEIHHON MBIIIEUHOM caboctu briaromaps pa3BUTHIO COBPEMEHHBIX JTAOOPATOPHBIX U
AIEKTPOPHU3NOTOTUIECKUX METOJIOB UCCIIEAOBAaHMM, J0Ka3aHa 3HAYUTENIbHAs POJIb
BHECHHANTUYECKUX MOJIEKY/ISIPHBIX CTPYKTYp B aTOr€HEe3e MUACTEHUH . MbIIIeuHbIH OeI0K TUTHH
npeacTaBisieT co0oil ruranTckuii 6emnok, maccoit okono 3000 x/a, coctosmmii uz 27 000
aMUHOKHCIIOT U cocTaBisomuii 10 % mbleyHoi Maccel. BriepBbie BblesieH HE3aBUCUMO JIPYT OT
Jpyra smoHckuM 6rnoxumukom Maruyama K. (1976) u amepukanckumu yuensimu Wang K.,
McClure J., Tu A. (1979). MHOTHMH aBTOpaM# OTMEYAETCs TIOBBIIIEHWE KOHIICHTPAIIMH aHTUTEI K
TUTHHY NP MUACTeHUH 14cconnnpoBaHHOM ¢ TAMOMOH, uTo HabmonaeTcs y 80-90 % nanueHTos
Y KOHTPACTUPYET C PEIKOM UX BCTPEUAEMOCTBIO B CHIBOPOTKE MAIEHTOB C arpodueit nin
runepiazueil Tumyca . B psne uccnenoBanuil yoeAuTeNbHO MOKa3aHO MOBBIIICHUE aHTUTEI K
TUTUHY y OOJIBHBIX 3PEJIOTO U MOXKUIJIOT0 BO3pacTa, 0€3 TUMOMBI, C MO3HUM HauajoM MUACTEHUH .
B HacTosiiee BpeMsi HET TOCTOBEPHBIX TaHHBIX, O3BOJISIFOIIMX CBS3aTh HAJIMYME TUTUHA C
ITOJITUIIOM OITYXOJIEBOTO MTOPAKEHUsI BUWIOYKOBOM kele3bl. Ene ogHa BHECHHANTHYECKAas: MULIIEHb
JUIsl ayTOUMMYHHOM aTaky Ipy 15 MuacTeHMH — puaHOAMHOBBIE PELENTOPBI CapPKOILIa3MaTHIYECKOTO
petukynyma (RyR). RyR, oTHOCsmuecs: k XeMOBO30yIMMBIM KaJIbITUEBBIM KaHajgaM. OCHOBHBIM
JIMTaHJIOM PELENTOPOB SIBIISETCS IPUPOHBIN aJIKaION]l pUaHOAMH U KodenH. B HacTosiee BpeMs
obHapyxeHo 3 nmoauaa penentopos: RyR1 — Hanbonee mmpoko pacnpocTpaHEHHBIN B CKEJIETHBIX
MBIIIIAX U HEKOTOPBIX HEMpPOHAX, B YaCTHOCTH, B KieTkax [lypkunse, RyR2 — B Muokapae un mosre,
a taxke RyR3 — B magkux Mblmax pa3ingHbIX OpraHoB ¥ Mo3re. AnTuTena k RyR Obuin BiepBbie
unentuuurpoBansl A. Mygland u coast. B 1992 1. [laroreneruueckas posb aHTuTeN K RyR
3aKJII0YaeTcsl B aJUIOCTEPUUECKOM MHIMOWPOBAHUHU PELIETITOPOB C MOCIEAYIOIIUM HapyllIeHHEM



BBICBOOOJK/ICHHSI MOHOB KaJIbIMS U3 CApKOIJIa3MaTHUECKOTO PETHKYJIyMa B OTBET Ha BO30YXICHHE
capkosieMMbl. BoisiBnenus anturen k RyR couetaercs, no MHEHHIO psifa aBTOPOB, ¢ O0Jiee TAKEIbIM
TE€YEHNEM MUACTEHHH U C IUIOXUM OTBETOM Ha TPaJAMIIMOHHYIO Tepanuio. B HacTodiee BpeMs
MIPOIOJKAIOTCS. AKTUBHBIE MCCIIEIOBAHMSI 110 TIOMCKY HOBBIX aHTUT€HHBIX MUILIEHEH, B YaCTHOCTH,
npezacTaBisieT uHTepec poib anTuTen k LRP4 B popmupoBanun muacrenuu. JlanHble aHTUTENA
oOHapyXHBaroTCs y 00JbHBIX ¢ cepoHeratuBHOM k AXP u MuSK muacrenuelt, oqHako ocraercs
HESICHBIM, KaKUM 00pa3oM CoeMHEeHne aHTuTelN ¢ 6ekoM MuSK BbI3bIBaeT HapyIIeHUsS
HEPBHOMBIIIEUHOH nepenadn. Poib THMyca B maToreHe3e MUACTEHUH B ONPEACIIEHHON CTeneH!
3aBUCHT OT TUIIA Opa)keHus. Tak, Ipy runepruia3uy TUMyca XapakTepHo nosbiieHue 1gG u, B
MeHbIIel crenenu, [gM, a Taxke y3kuii criekTp BrIpabaThIBa€MbIX aHTUTEN, B OCHOBHOM 3TO
antutena k AXP. ['unepmiasus yarie BCTpedaeTcst y MosobIX (10 40 neT) )KEeHIINH, IPH 3TOM

3¢ GEKTUBHOCTh TUMAKTOMHH B 3TOU IpyTie OOIbHBIX MPUOIMKAETCS, IO JaHHBIM PAa3INYHBIX
aBTOpOB, K 100% Atpodus TUMyca CONPOBOXKIAETCA PE3KUM YMEHBIICHUEM MPOAYKIIUU
TUMUYECKUX TOPMOHOB U IOCTOBEPHBIM CHI>KEHHUEM aKTUBHOCTH T-CYIPECCOPOB C YMEHbILIEHUEM
nponykuuu [gA u IgG. 16 [{ns MmuacTeHun, cCOYeTaromencs: ¢ THAMOMOM, XapaKTePHbBIM SIBIISIETCS
BbIPa0OTKa HIMPOKOTO CIIEKTPa ayTOAHTHUTEN, HAIIPABJICHHBIX K Pa3IMUYHBIM «MHUIIECHSIM»
nepugepruyeckoro HeiipomoropHoro anmnapara. [Tomumo anTuren k MpieyHsiM AXP, BBISBISIOTCS
anTuTena Kk RyR, Mpiieqnomy Genky TUTHHY, HepoHaabHBIM 03 U a7cyObenununam AXP.
Oco0eHHO cieyeT OTMETUTb, YTO BCE 3TU aHTUTEIA BBISBIISIOTCS TOJIBKO ITPH COYETAHUHU
MHUACTEHHH C TAMOMOM U He BBISIBIIAIOTCS y OOJIbHBIX C TAMOMOW 0€3 MHACTEHUH.

Kiauanueckue IPOABJICHUA U KﬂaCCI/I(l)I/IKaIH/Iﬂ MHACTCHUN
OCHOBHOM KJIMHUYECKUI CUMITOM IpU BceX (opMax ayTOUMMYHHOM MUACTEHUH —
[aTOJOrMUYECKasi yTOMIIAEMOCTh CKEJIETHON MYCKYJATypbl, yCUIMBAIOMIAsACS Ha (OHE HUZNIECKUX
Harpy30K M yMEHBIIAIoMascs mocie otapixa . KinnmHndeckast kapruHa 3aboneBaHus KpaiiHe
BaprabesIbHa U 3aBUCUT OT CTENIEHH MTOPAKEHUs ONPEAETICHHBIX Tpynn MbIL. [IpenMyiiecTBeHHO
BOBJIEKaeTCs KpaHUOOYIb0apHasi © MUMHUYECKasi MYCKYJIaTypa, OKYJSIPHBIE U 3KCTPAOKYIIAPHBIE
MBIIIIBI, & TAKXKE MBIIILBI KOHEYHOCTEH, IIPU 3TOM BBIPAKECHHOCTD IIOPAKEHUS MOYKET
BapbUpPOBATHCA B LIMPOKUX MpeEEIax, OT OJHOCTOPOHHETO I1TO3a /10 BOBJIEUEHUS IPAKTUYECKU BCEH
CKEJIETHOW MyCKynarypbl. Ha OCHOBaHWMH KIMHUYECKOW KapTHHBI 3a00JIEBaHUS B HAIIICH CTpaHE U 3a
py0exoM pa3paboTaHbl MHOTOYHCIICHHBIE KIIaCCU(DUKAIIUK, YUUTHIBAIOIINE BBIPAKEHHOCTD
npoliecca, CKOPOCTh €ro MPOrpecCUpOBaHUs, PACIPOCTPAHEHNE MBIIIEYHOM €1ab0CTH U BO3pacTta
Hayasa 3aboneBanus. B Hameil crpane nepBast kiaccudukanus MHacTeHuH Obuta peanoxena B.C.
Jlo63unbIM B 1960 1. 11 ycoBepiieHcTBOBaHA B 1965 1. coBmecTHO ¢ A.I. [TanoBeiM u JI.B. Jlorens B
OCHOBY KJ1acCHU(HUKAIMU TOJI0KEHO OTpeielIeHHe 0COOCHHOCTEN KIIMHUYECKOM KapTHUHBI,
BBIJICJIEHUE BEYIIETO CHHPOMA C YYETOM PAaCCTPOMCTB )KM3HEHHO BaXKHBIX (DYHKIUI U CTETIEHU
TSDKECTH 3a007eBaHNs. ABTOPBI BBIIEISIOT ciieaytomue popmbl MmuacteHuu: 17 1.
['eHepanu3oBaHHYI0 (hOpMYy MUACTEHUM: a) 0€3 HapyLIEHUs ABIXaHUS U CEpACUHON 1eATENbHOCTH;
0) c HapylIEeHHEM AbIXaHUs U cepaedHol nestenbHocTH. 1. JlokansHbie hopMbl MUacTeHUN: 1.
['moro4Ho-nuIEeBYIO POpMy: - O€3 HapyLIeHUs ABIXaHUS; - C HApyIIEHUeM JbIxaHus. 2. [T1a3Hyro
dopmy. 3. CkeneTHO-MBIIICYHYIO (hopMYy: - O3 HapYIICHUS IbIXaHUS U CEPIACUHOM eSITeIbHOCTH; -
C HapyIIEHUEM JIbIXaHUS U CEPJICUHON AEATENbHOCTH. JJOCTOMHCTBOM JAaHHOW KilacCH(UKALIUK
MOXHO Ha3BaTh €€ KOMIAKTHOCTb, IEJIOCTHOCTD U yIOOCTBO ISl IPAKTUYECKOTO IIPUMEHEHUSI.
[[Inpokoe pacmpocTpaHeHHE B HAIIIEH CTpaHe Takke momydmia kinaccudukamms b.M. I'exra u H.A.
Wnbunoi, 1965, 1974 r. B Hell yunThIBaeTCs XapakTep TeUeHUs 3a00IeBaHus, CTETICHb
TeHEepaIn3alui MHaCTEHUYECKOTO MPOLECCa, TSHKECTh IBUTaTEIbHBIX PACCTPOMCTB U CTEIIEHDb UX
KOMIIeHCau Ha oHe HHrHOUTOpOB AXD. ABTOpHI NMpeIararoT CIESAYIOUIYIO KIacCu(PUKAIHIO
muacteHuu: [1o xapakrepy TeueHus OONE3HU: - MUACTEHUYECKUE SIU30/bl; - MUACTEHUYECKHE
COCTOSIHUS; - Iporpeccupytomias Gopma; - 310kauecTBeHHas popma. I1o crenenu renepanu3aniu
mpoiiecca: - JIoOKajdbHbIe (OrpaHUYCHHBIE): TIIa3HbIe, OyIbOapHbIC, TUIEBhIC, KpaHUATIBHBIC,
TYJIOBHILIHBIC; - TEHEPATN30BaHHbIE: 0e3 Oyap0apHbIX HApYyIIeHUH, ¢ OyIb0apHBIMH HAPYIICHUSIMU



Y T€HEPAIIM30BAaHHbIE C HAPYILIEHUSMU JbIXaHUs (IEPUOJNYECKUMHU JIBIXaTENbHBIMU 18 Kpu3amu).
Ilo cTenenu TSHKECTH IBUTATENbHBIX PACCTPOMCTB: - JIETKAs; - CPEAHEN TSKECTH; - Tshkenas. [1o
CTETIeHU KOMIIEHCAIIUU ABUraTeIbHbIX HapyumeHuid Ha pone AXIII: - nonHas; - foctaTouHas; -
HezocTaTouHas. B HacTosiiiee BpeMst oJJHON U3 Haubosee pacpoCTPaHEHHBIX B MUPE SBIISETCS
kiaccugukarys no K. Osserman u G. Jenkins, npunstas kak MexayHapoaHas B 1959 r. Ha BropoM
cumnosuyme no muacteHuu B Jloc-Anmkenece u mopepHusuposanHas B 1971 . Knaccuduxanus
OCHOBBIBAETCS HA UCIIOJI30BAHUU JIBYX IIPUHIIMIIOB — BO3PACTHOIO M KJIMHUYECKOro. ComtacHo
KJIacCU(pUKaUK BhIIEISIOT: [ eHepann3oBaHHasi MUAacTeHUs: - MuacTeHUs] HOBOPOXKIEHHBIX. -
Bpoxnennas muactenus. - JJoOpokauecTBeHHas ¢ 0 TalIbMONApe30M MU 0P TaIbMOIIIETHEH. -
Cewmelinas nerckas. - FOHomeckas muactenus. - [ enepanuzoBanHas MuacteHus B3pocibix (MGII).
- Jlerkas (lia). - Tsoxenas (Iib). - Octpast momauenocHas (I1I). - Tlozgusis Tsoxenas (IV). - C
pa3BuTHEM MbleuHbIX arpoduil (V). [masnas muacrenus: 19 - FOHomeckas. - B3pocnasi.
HecmoTtps Ha 3HaUMTENbHBIE HEYJ00CTBAa M HEKOTOPOE yCTapeBaHUE, CBI3aHHOE C MOCIEAHUMHU
OTKPBITHSIMH B UIMMYHOIIaTOT€HE3€ MUACTEeHUH, Kinaccudukanus Occepmana sSBIsSETCS
OOIIECTTPUHATON U UCHIOIB3YETCs MPAKTUKYIOIIMMH BpauaMH U UccienoBaressiMu. B nmocnennee
JECATUIIETHE U/IET aKTUBHOE BHEJIPEHHE HOBOM MEXAyHapOAHOH Ki1accudukanuy cTeneHei
TSDKECTH MUACTEHUH, NpeiokeHHoM Myasthenia gravis foundation of America (MGFA)
(AMepuKaHCKHUI KOMUTET M0 U3yYEHUI0 MUACTeHHH) U og00penHoit BO3 mis npoBeneHus
uccnenoBanuii o muacteHny. Kimmunueckue nposieneHust Muactenuu. Haubomnee yacro MuacteHus
nebroTupyeT B Bo3pacte ot 15 mo 60 set, B ocHOBHOM, B Bo3pacte oT 20 10 30 ner, co
3HAUYUTENIHBIM Ipeo0JialaHueM KeHILUH, CpeHee cooTHomeHne noioB 1 : 3 Knunuuecku
MHUACTEHHMSI Yallle BCETO HAYMHAETCS C IVIa3HBIX CUMITOMOB (IITO3 U JUIUIONHS ), Haubosee 4acTo
nTO3 OBIBAET ABYXCTOPOHHUM aCUMMETPUYHBIM, PEKE CHMMETPUYHBIM, B HEKOTOPBIX CIyYasix MTO3
MOYKET OBITh U OJHOCTOPOHHHUM . IHTEHCUBHOCTD I1TO3a KOJIEOIETCSl B TEUEHUE JIHS, YCUIUBAsICh K
Beuepy. C1aboCTh Hapy>KHBIX MBIIII] I1a3a MPUBOAUT K OTPAaHUYEHUIO IBHKEHUH TIIA3HBIX SIONIOK,
HUCTarMOMIHOMY MOJIEPTUBAaHUIO U PA3BUTHIO TUIUIONUU. J{uruionust npyu MUACTEHUH YCUIIMBAETCS
IpY 3pUTENBHON U (PU3NUECKOM Harpy3ke, Ha IpKOM CBETY, BO BTOPO MOJIOBUHE JTH:, Oosee
BbIpa)KeHa MPH B3IVIsI€ BAANb . [ 1a30/1BUraTeIbHble HApYILIEHUsI HEPEIKO JUIUTENbHOE BPEMsI MOTYT
OBITh €IMHCTBEHHBIM MTPU3HAKOM 3a00JIeBaHMsI, KOTOPBIN paclieHuBaeTCs Kak pa3InyHbIe

0 TaJIbMOIUIETHYECKUE CUHIPOMBI HEMUACTEHUUECKOTO XapaKTepa, a UCTUHHBIN IUarHo3
BepUDUITUPYETCS TOIBKO MOCTIe TeHepaTu3allii MUACTEHHYECKUX CUMIITOMOB. MUMHYecKast
ciabocTh OoJiee BeIpakeHa B BEpXHEH MOJOBHHE JIUIIA — KPYTOBBIX MBIIII] IJ1a3 U YCUITUBACTCS MPU
MOBTOPHOM 3aKMYPHBAHUHU, BOZMOXEH JaroTanbM. JIUIo 60NbHBIX MUACTEHUEH, KaK MTPaBUIIO,
aMUMHUYHO U MaJIOBBIpa3uTesibHO. Cl1ab0CTh KeBATEIbHBIX MBIIII] IPOSBISETCS B BUE
[aTOJIOTUYECKOTO YTOMJIEHUS IIPU JUINTENBHOM JKEBAaHUU, OTBUCAHUS HIKHEN yenmtocTu. Takue
OOJIbHBIE BO BPEMS €/1bl, KaK MPaBUIIO, MOAIEPKUBAIOT YENIFOCTh U TIOMOTAIOT ceOe MpH KEeBaHUU
PYKOH, B HEKOTOPBIX CIIydasix c1aboCThb ’KeBaTeIbHBIX MBIIII] pa3BUBAETCA 10 MOJHOTO Mapainya,
KOTJIa aKT ’K€BaHUSI CTAHOBUTCSA HEBO3MOXHBIM. OTHUMHU U3 Hanbosee JpaMaTHYHbIX U B TOXKE
BpeMs JMAarHOCTUYECKH CIIOKHBIX MPOSBICHUI MUACTEHUU SIBIIsIeTCs OyIbOapHbIC HapyIICHUS.
Bynb0apHbIl CHHAPOM MPU MUACTEHUH XapaKTepU3yeTCs HapyLIeHUSIMH [JI0OTaHus (TIONepXuBaHue,
TIOTIA1aHUE JKUAKOM MUK B HOCOBBIE XO/1bI), IUc(hOHMEH (THYCaBOCTh T0jIoca), TU3apTpHE, pexe
— OXpUIUIOCThIO ronoca. Hapymienne GyHKIMM ITIOTaHUS M pEYU OTPEAEIISIOTCS CTEIEHbIO
BBIPR)KEHHOCTH Tape3a MBIIII] IJIOTKH, MIATKOTo Heba, si3bIka U I'y0. BeipaskeHHast c1a00CTh MBI
[JIOTKH, TOPTAHU M HaJATOPTaHHUKA B HEKOTOPBIX CIydasix MPUBOIUT K HAPYILIEHUIO JbIXaHUS
(Oynmp6apHOro THIA), KOTOPOE OOYCIOBICHO 3alaJeHUEM S3bIKa, HAITOPTaHHUKA U 00Typaruei
BEPXHUX JIbIXaTeJIbHBIX MyTEH NIOTOUYHO-TpaxeaJbHbIM CEKPETOM M citoHOM . Hapsiny ¢ MbImmamu
KpPaHHUAJIBHOTO OT/IeNa, B OOJNBIIMHCTBE CIIyYyaeB MPH MUACTEHUU HAPYIIAETCS (QYHKIUS MBIIII] IIEH,
TYJIOBHIIA 1 KOHEUHOCTEH. Kpome oO01ieit reHepann3anuy yToMIeHUs B CKEJIETHON MYCKY/IaType u
KOHEUHOCTSIX ITPY MUACTEHUHN OTMEUAETCS U HEKOTOpasi N30MpaTeIbHOCTh MBIILICUHON Cl1aboCTH,
KOTOpasi XapakTepHa U noctosiHHa. Hannuue Takoit 0cOOEHHOCTH MO3BOJISIET TOBOPUTH O
XapaKTepHOM [Tl MUACTEHUH MAaTTEepPHE ABUraTelIbHbIX paccTpoiicTB. Hanbonee nopaxkaemple npu
MHUACTEHHH MBIIIEYHbIE TPYIIIBL: EJIBTOBH/IHAS MBIIIIA, TPEXIViaBasi MbIIIIIA [JIe4a, 3yoyarsle,



TPyAHbIE, HAJI- ¥ TOJOCTHBIE MBIIIIBI, YTO 3aTPYAHAET OJBEM PYK JI0 U BBIIIE TOPU30HTAIM, UX
npuBesieHue Brepes (K cpenHeit TMHuM) U 21 Hapy)KHOM poTanuu. B qucTanbHbIX oTAenax pyk
NPEUMYIIECTBEHHO MOPAXKAIOTCS pa3ruOaTeay KUCTH U NalbLEeB. B MbIIIax HIKHUX KOHEUHOCTEH
c1a00CTh pa3BUBAETCS MPEUMYIIECTBEHHO B CrH0aTeNsAX U HapYKHbIX poTaTopax 6eapa, B
0COOEHHOCTH B MOJIB3I0LITHO-TIOSICHUYHOM MbIIe. Bo3aMoXHO Taxke nosiBieHue ciaadocTu nocie
Harpy3Kku (Win yCUJIEHHE ee) B IpYIMX MBIIIEUHbIX Ipynnax. Hanbomnee TsKenbM 0CI0KHEHHEM
MHUACTEHUH SABJSIIOTCS MApOKCU3MAaJIbHbIE HAPYIIEHUS BUTAJIBHBIX (DYHKINH, Ha3bIBAEMbIe
«xpuzamm». [logoOGHbIE COCTOSIHUS, 110 TaHHBIM Pa3JIMYHbIX aBTOPOB, MOTYT HabmoAarecs y 10-
30% OonbHBIX ¢ MUacTeHHEeH. [IpHunHaMK KPU30B, KaK MPaBUIIO, SABJISIOTCS PECIUPaTOpHbIE
BHUpPYCHBIE HH(EKIINH, HApYIIEHUE CXEMBI ITpHEeMa MOAePKUBAIOIIEH Teparnuu, XUpypruieckue
BMEIIATENBCTBA, B TOM YHCJIE MOCIEONEPALMOHHBIA IEPUO TUMIKTOMUN B Hacrosiiee Bpemst
MIPUHATOE paHee pa3JeeHne Ha «MUACTEHUUECKHUID U «XOIMHEPTUYECKUI» KPU3bI IPEICTaBISIETCS
BECHbMa yCIIOBHBIM, IIOCKOJIbKY Yalll€ BCETO JAHHBIE COCTOSHUS Pa3BUBAIOTCS MapajlIeIbHO B BUIE
«CMEUIaHHOTO KpHU3a». B KIIMHUYEeCKOM TeYEeHNH CMELIaHHBIX KPU30B MOJKHO BBIJIEIUTH HATUYUE
IBYX (ha3: mepBasi — MHUACTEHUYECKast — MPOsIBIsETCS yeyryOnenuem Oyab0apHbIX U IbIXaTeIbHbIX
HapyLIEHUH, TeHepaInu3alken IBUraTeIbHbIX PACCTPOMCTB U aJIEKBATHOM peaklUel Ha MpueM
AXDOII; Bropass — XOIMHEpruyecKas — XapaKTepu3yeTcsl CIIOHOTEYEHNEM, IOAEPTMBAaHUEM
MBI, TUapeei u pe3kuM cHIkeHneM 3ppextuBHocTH AXDIII, KOTOpbIe MOTEHIUPYIOT
KJIIMHUYECKUE MPOSIBICHUS XOJUHEPTrUUYE€CKON MHTOKCUKAaun MuacteHus y aeteld. B HacTosee
BpeMs Yy JeTell BBIIETSIOT clieAyrolue GopMbl MUACTEHUH: 1) HEOHaTaJabHas MUACTEHUS: 2)
IOBEHWJIbHAS! MUACTeHUS; 3) KOHT€HUTAJbHbIE (BPOXK/IEHHbIEC) MUACTEHUYECKHE CUHIIPOMBI; 4)
ceMmeiiHas muacteHus. 22 HeonataibHas MUacTeHHs] HOBOPOXKJIEHHBIX BIepBble Oblia onncana F.L.
Stricroot u coaBT. B 1942 1. u siBAsieTCs TPaH3UTOPHBIM COCTOSIHMEM, PAa3BUBAIOIIMMCS B CPEIHEM Y
12—20% neteit, Mmatepu KOTOPHIX O0ner0T MuacTeHue. CormacHO COBPEMEHHBIM MPEICTABICHNUS,
IIPEXOAAIIEE MUACTEHUYECKOE COCTOSIHUE CBSI3aHO € TPAHCILIALICHTAPHBIM [IEPEHOCOM aHTHUTEI K
AXP ot mMatepu k peOeHKY € MOCIEIYIOIMNUM MOCTCHHANTUYECKUM Ae(PEKTOM HEPBHO-MBILIEYHOM
nepenauu [ |. lannas ¢popma 3a0oeBaHus yalle NposBIsieTCs B TIEpBbIe CYTKU MOCIE POIOB U
XapakTepu3yeTcs o0I1ei rTHNoTOHNEN, CHIKEHUEM pedaeKTopHOro ¢poHa, Cl1abbIM KPUKOM,
3aTPYHEHHBIM JbIXaHUEM, COCAaHUEM, ITIOTAHUEM, PA3BUTHEM NITO3a, AMUMUU U
[J1a30/IBUTATEIbHBIX HapylIeHUH. JleueHrne HOCUT CUMIITOMATHYECKUI XapaKTep U 3aKI04aeTcs B
Ha3HayeHuu asfekBaTHbIX 103 AXDIII. [Tporno3 3aboneBanus, Kak IpaBUiIo, OIarONPHUSITHBIMH,
CHMITOMATHKa COXpaHseTcs oT 3 10 47 Hel, B CpeiHeM 8 THEH, U 3aBEPIIAETCA MOJTHBIM
BbI3I0poBIeHHEM. FOBEeHMIIbHAS MUACTEHUS MPEJICTaBIsAET cO00M ayTOMMMYHHOE 3a00JIeBaHue,
KOTOpPOE€ XapaKTepU3yeTcs MPEXOoAsIel ciad0CThi0 U YTOMIISIEMOCTBIO OKYJISIPHBIX, JINLIEBBIX,
OynbOapHBIX TPYII MBIIII W/WIA MBI KOHEYHOCTEH, pa3BUBaBlIeecs y JeTel B Bo3pacTe oT 1- 2
1o 14 ner Ilo manaeiM Morita M. et al. (2001), cpenauii Bo3pacT HavaJla MUACTEHUH COCTABIISIET 9
net IlaToreHes FOBEHWIBHON MMACTEHUU B LIEJIOM aHAJOTUYEH TAKOBOMY Y B3pOCIBIX. AHTHTENA K
AXP npu rOBEHUIILHON MHUACTEHUH BBIABISIIOTCS B S0-90% ciydaes, pu 3TOM IS
CepOHeraTuBHON (hOpMBI MHACTEHUH HanboJiee XapakTepeH JeOI0T C IIa3HbIX CUMIITOMOB B
npenyOeprarHbiil nepuo. Knuandeckue nposBiieHnst 1e0roTa JanHoH (GOopMbI 3a00JI€BaHMS
CXOJIHBI C TAKOBBIMHU Y B3POCIIBIX: BOZHUKAIOT OMYIIEHUE OTHOTO MJIM 000UX BEK, OTKJIOHEHHE
IJIa3HOTO s0JI0Ka Yalle KHapy»Ku, ABoeHue. YacToTa BoBIeUeHUs B MaTOJOTHYECKUHN TPOIECC
OT/ETIBHBIX MBILIEYHBIX IPYII Obls1a O1M3Ka K TAKOBOM MTPU MHACTEHUH B3POCIIBIX, 3 KITMHUYECKUI
narTepH OOJIbHBIX IOBEHUJIbHOW MUACTEHHEN B LIEJIOM HE OTJIMYaeTcs OT B3pOCibIX. Tak, Mo
nmanabeM AL Cananze (2012), Hapymienue ¢pyHKuun 23 T1a30ABUTATENBHBIX MBIIII] BBISIBICHO Y
72,2% neteit, npixanus — y 30,6%, cimaboctb Mpr meu — y 75,0%, AeTbTOBUIHON MBIl — Y
100,0%, moaB310MIHOMOSICHUYHONU MBITIIBI — Y 94,4%, mbii kuctd — y 75,0% 1 MBI CTOIBI
—y 41,7%. B npyrom oteuecTBEHHOM HCCII€IOBaHUY, TpUBEACHHBIM B padote JKynesa H.M. ¢
coaBtopamu (1999 r.) ormeuaeTcs, 4To IMa30ABUraTeIbHbIe HapyleHus HabmonatoTcs B 84,8%
ClIy4aeB, HapylIeHUs JpixaHus — B 63,2%; cinabocTh nepenneit rpynmnsl Mol med — B 90,3%;
CHI)KEHHE CWIIBI B IPOKCUMAJIBHBIX OTAENaX pyK — B 93,5%; B IpOKCUMaNbHBIX OTJENaX HOT — B
83,2% ciyqaeB. [lopaxkeHne AUCTaIBHBIX OTIEIOB PyK ObLI0 oTMedeHo B 90,8 % ciyuaes,



JUCTAJIBHBIX 0TAes10B HOT — B 40,0%. BaykHpIM OTiIMUMEM OT MUACTEHUH B3POCIIbIX SBIISETCS
HaJIMYUe B HEBPOJIIOTMYECKOM CTaTyce y JAeTeil, O0JIbHBIX MUACTEHHEH, JOCTOBEPHO Yallle
BBISIBIISIEMOI'O CHMKEHUS MBILIEYHOTO TOHYCa. BpojkIeHHBIE MUACTEHUUECKHE CUHAPOMBI - TpyIa
HACJIEJICTBEHHBIX 3a00JIeBaHUH, MPOSIBIIAIONINXCSA HAPYIIEHHEM HEPBHO-MBILLIEUHON Mepeiadn
BCJIEZICTBHE MYTAIlMM T€HOB, OTBETCTBEHHBIX 32 00pa3oBaHue U (PYHKIIMOHATILHOE COCTOSHUE
AIETHIXOJIMHOBBIX PELENTOPOB, MOHHBIX KAHAJIOB U (DEpMEHTOB, 00ECIIEUNBAIOIIUX HAJIE)KHOCTh
IIPOBEICHMSI HEPBHO-MBIIIEYHOM Tepeaadyn. B HacTosmiee BpeMs B 3aBUCUMOCTH OT IIOPa)kaeMbIX
CTPYKTYp HEPBHOMBILIEYHOTO COeTMHEHUS BhIIEISIOT: [Ipecunantuueckue nedektsl (7%): o
MmuacteHnueCcKuit CHHAPOM C 1e(PUITUTOM XOMUHALETHITpaHCchepas3bl. 0 MUacTeHUYECKHM
CUH/IPOM C YMEHBIICHHEM CHHANTHUYECKUX BE3UKYN U KBAHTOBOTO OCBOOOXKIACHUS METUATOPA. O
Lambert-Eaton-nionoOusiii cuaapom. o He unentudunuponanssie aedexrsl CHHaNTHYECKUE
nedexts (13%): o MuacTeHn4YeCcKuil CHHAPOM C Ie(PUITUTOM alleTUIXOJIUHICTEPa3hI.
[Toctcunantuueckue aedextsl (80%): 24 o [lepBruuHO KMHETHYECKAs MATOIOTHS C U Oe3
nedunuTa peuentopoB AX: & CHHIPOM MEIJICHHOTO KaHaa; & CUHIPOM OBICTPOro KaHasa. O
[TepBuunbIil nedunmt perentopoB AX ¢ HEOOIBIIUM KMHETHYECKUM 1€(PEKTOM: o
MuacteHn4decKuii CHHAPOM C IePUITMTOM parnicuHa; & Dok 7-Muactenus; & MuacTeHH4eCcKui
CHHJIPOM, CBSI3aHHBIH C martojorueil Na-kaHaioB; & MuacTeHUUeCKUil CHHIPOM C 1e(DUIIITOM
IUIEKTHHA. BONBIIMHCTBO OOIBHBIX C BPOXKJACHHBIMU MHACTEHUYECKUMU CUHIPOMaMHU OCTAIOTCSI HE
BepU(DUIIUPOBAHHBIMHU, HJIM UM BBICTABIISIETCS HEMPaBWIbHBIN Auarno3. Kak npasuiio, JaHHBIN
JIMarHo3 6a3upyeTcsi Ha KIMHUKO-aHAMHECTHUECKHUX JaHHbBIX, XapaKTEPHbBIX JaHHBIX
ANEKTpOHEeHpoMHuorpaduu U HeraTUBHOTO TecTa Ha anTuTena kK AXP u MuSK. Muacrenus ¢
panHuM HadasoM. [lo nanusiM A.I. Cananze (2012), knMHUYECKHIA ATTepH OOJIBHBIX MUACTEHHEH
C paHHMM HavasioM 3a00JIeBaHUS XapaKTepU30BAaJICS YACTHIM BOBJIEUEHUEM SKCTPAOKYIISIPHOM
(80%), mumuueckoit (92%) u Oynp0apHoi (65%) MycKynaTypbl, OTHOCUTEIIBHO PEIKUM
nopakeHueM >xeBatenbHbIX (40%) u apixarenbHbix (20%) Mblin, a Takxe mbii meu (30%)
[Omm6Oka! McTouyHuK CChUTKM HE HakeH., . JJis OombInHCTBa OOMBHBIX XapaKkTepHa cl1aboCTh
MBIIII] TYJIOBHILA U KOHEYHOCTEH, IPH 3TOM OTMeUaeTcsi 6oJiee BHIPaXKEHHOE CHI)KEHUE CUIIBI B
TpéxmaBoil Meltie (60%), yem B nenbroBUAHOM (35% cinyyaeB) . MuacTeHHsl ¢ TO3IHUM HayajioM.
CoryracHO MHEHUIO OOJIBIIIMHCTBA UCCIIEA0BATENeH OHA ONpeaeNsieTcs Kak KIMHUYeCcKast
ayTOMMMYHHAsl MUACTEHUs ¢ Ae0r0TOM Tocie 60 JIeT, MOCKOIbKY COTIIACHO CYIIECTBYIOMIEH
BO3PACTHOM KJIacCU(pUKALUU, IPUHIATON eBponeiickiumu pernoHamu 6ropo BO3 (Kues, 1963), 25
BO3pacT ot 60 10 74 5eT npu3HaH NOXKUIBIM, OT 75 10 89 et — cTapueckuMm, a ot 90 JeT u crapuie
— BO3PACTOM JIoAroxuTenei st JaHHOM rpymnibl OOJIBHBIX XapaKTEpPHO paBHOMEPHOE
pacpezieneHue 1o Mnojao0BOMY IPHU3HAKY, COOTHOIIEHNE MY»K4YUH U >keHIIKH 1:1. Kak u npu npyrux
KJIMHUYECKUX (hopMax MUACTEHHUH, Beyllasi pojib B IATOr€He3¢ MUACTEHUH C MTO3IHUM Ha4ajoM
MIPUHAJUICKUT TyMOpalibHbIM aHTuTenaM K AXP, kotopsie BoisBisitoTcst y 80% 6onbHbIX. [To
MHEHHIO MHOTHX aBTOPOB y OOJIbHBIX MUACTEHUEH € MO3JHUM HayasioM, 6€3 THMOMBI, Yallle
BCTPEYAIOTCS aHTUTENA K TUTHHY, MUO3UHY, PUaHOIMHOBBIM perienitopaM KinHuueckue
IIPOSIBJIEHHUS. MUACTEHUH B 1I€JIOM HE OTIIMYAKOTCS OT TAKOBBIX B APYTUX BO3pacTHBIX rpymnmnax. I1o
JAHHBIM PsiJia aBTOPOB Cpe/id OOJIBHBIX MOKUIIOTO M CTAPUECKOT0 BO3pacTa yallle BCTPEUaroTcs
OynbOapHbIe M KpaHHAJIbHbIE CUMIITOMBI, CTA00CTH MBIIII] TYJTOBHUINA U 3a{HEH TPYIIIbI MBIILII]
nieu . Ente ogHON 0COOEHHOCTHIO MUACTEHUH € MTO3THUM HauajioM SIBJISIETCSI COUETaHUE C
COMaTUYEeCKUMHU 3a00JI€BaHUSMHU, 3HAUUTEIHFHO 3aTPYIHSIOIEe CBOCBPEMEHHYIO TMAaTHOCTUKY U
neyeHue 3aboneBanus. IMeHHO Ha TpyIny OOMbHBIX MOXKHIJIOTO BO3pACTa MPUXOIUTCS OCHOBHAS
YacTh IMarHOCTUYECKUX OIIMOOK MPHU MOCTAaHOBKE.

3HI/IIleMI/IOJIOFI/IH MHACTCHHUHU

HCCJ’ICZ[OB&HI/ISI, MOCBAIICHHBIC U3YYCHUIO SITUACMHUOJIOTHYCCKUX XapaKTECPUCTUK MUACTCHUH,
Ha4yanch ¢ 50-x TOO0B MPOMIJIOTO BCKA, OHU MMOKA3bIBAOT BBIPAKCHHBIC PA3JINIUA



pacrpoCTpaHEHHOCTH 1 32001€Ba€MOCTH B Pa3IMUHBIX PETHOHAX MUPA . AHAIUTUYECKHH 0030p
HAYYHBIX TyOIMKAIAN, TOCBAMIEHHBIX AMTUAEMUOIOTHH MuacTeHHH ¢ 1950 mo 1995, 6b11 poBeneH
L. Phillips B 1996 r. 1 mokazain poct 3a001€BaeMOCTH U paclpoCTPAaHEHHOCTH MHUACTEHUH TIPU
OTHOCHUTEIJIbHO CTa0MIIbHBIX 26 MOoKa3aTeNnsax cMepTHOCTU. [1o MHeHUIO aBTOpa, TaHHbIE U3MEHEHUS
ObLUTH 00YCIIOBIICHBI COBEPIIIEHCTBOBAHNEM JIMAarHOCTUKHM U JieueHust Muactenuu . B 2010 . Carr
AS. C coaBropamu, OrmyOJIUKOBAIH JAHHBIE METaaHaIu3a 55 paboT, MOCBAIIEHHBIX ITHIEMUOIOTHH
MHUACTEHUH, TPOBEICHHBIX B PA3TUYHBIX perHOHaX MHUpa U onyOinkoBaHHBIX ¢ 1950 mo 2007 .
CornacHo NOTy4YeHHBIM JIaHHBIM, CPEIHUHN TIOKa3aTelb paclpoOCTPAaHEHHOCTH MUACTEHUH COCTaBHUII
77.7 (ot 15 no 179) Ha 1 muH. HaceneHus, mpu 3ToM HaubomwIme (179,0) ero BeTHunHBI OBLTH
orMeuensl B Jlanuu B 2001 1., a Haumensiue (15,0) — B @dykyoke (Anonus) B 1966 1. Cpennuit
ypOBeHb 3a001eBaeMocTu coctaBui 5,3 cinydas (ot 1,7 mo 21,3) Ha 1 maH. Hacenenwus B rof. Camblit
BbIcokMi (21,3) nokaszarens O6bu1 oTMedeH B 2000 r. B bapcenone (Mcnanus), cambliit Hu3kui (1,7)
— B 1955 . B I JIuzac (BenukoOpuTtanust). ABTOpEI OTMEUAIOT YBEJIMYEHUE 3a00/1€BAEMOCTH
MuacTeHuen ¢ Hayana 80-X rooB, 4To, 10 MHEHHIO aBTOPOB, 00YCIIOBIICHO YIyUIIIEHHEM €€
JIMarHOCTUKHU TIOCJIE€ OTKPBITHA B 1976 I. aHTUTEN K allETHIIXOJIMHOBBIM PELIEITOPAM.
[TonTBepKaeHHEM 3TOMY MOT'YT ObITh IOKa3aTenu 3abosieBaeMOCTH 110 u nocie 1976 1., 3,5 u 6,5 Ha
1 MIH. HaceneHMsl, COOTBETCTBEHHO. BMecTe ¢ TeM 3TH aBTOPHI HE OTMETUIIN PA3IUdYUi MEXIY
crpanamu EBponsl, CeBepHoii n FOxxnol AMmepuku, Kanaasl 1 A3um o cpeaHeMy MoKa3aTelnto
3a00J1€Ba€MOCTH 3a BECh aHAJIM3UpYyeMbli Ieproa. B HacTosiiee BpeMst MHOTUMH HAayYHBIMU
KOJUIEKTHBAMHU MIPOBOJATCS PETYISIPHBIE SMUEMHUOIOTHYecKe uccaenoBanus. [1o MHEHHIO MHOTHX
aBTOPOB, BBISBIISIEMOCT U PAaCIPOCTPAHEHHOCTh MUACTEHHUH BBIIIE B PETHOHAX, B KOTOPBIX
MMEIOTCS CHeMAIM3UPOBAHHbIE LICHTPHI JIEUEHUS] HEPBHO-MBbIIIEUHBIX 3a00neBanuil. [1o nanubim T.
B. PomanoBoii (2012) 3a 5 et ¢ MOMEHTa OpraHu3aliiil MUAaCTeHHYeCcKoro 1eHTpa B Camapckoii
00acTy BBISIBIIEMOCTh 3a00JI€BaHMsI YBEIMUMIACh BIBOE, & CPOKH MEPBUYHOM MMOCTaHOBKU
JIMarHo3a COKpaTWIINCh B 2,5 pasa.

BonpmmHCTBO HccaenoBareneit oTMedaeT O0MBIIYI0 pacCpOCTPAaHEHHOCTh U 3a00JIEBa€MOCTh
MHUACTEHHEH Cpeiu >KEHIIIH MOJIOJIOTO U CPEeTHETO BO3pacTa (CpeiHee COOTHOUIEHHE MYKUHH U
KEHIIMH 1:3) 1 OTCYTCTBUE TeHJEPHBIX pa3iInyuil npu 28 1e010Te MUACTEHUH B MOXKHIIOM BO3pacTe
Taxoxe oOpaiaer Ha ce0si BHUMaHKHE 3HAYUTENbHO OOJIbIIasi paCIpOCTPAHEHHOCTh I€TCKOM
MUACTEHUH B A3MATCKHUX CTpaHax . [IpakThueckuii BceMH UCCIIEN0BATENSIMA OTMEYAETCSI POCT
YHCJIa JIUIL TTOYKUIJIOTO M CTapueCcKoro Bo3pacTa Kak Cpefu o01ero yncia O0oMbHBIX, TaK U CPEIn
BHOBbB BBISIBIIIEMBIX CIIy4acB. AHAJIN3 MEXIYHAPOIHBIX JINTEPATYPHBIX JAHHBIX O
pacnpoCTPaHEHHOCTH MUACTEHUH C MO3THUM Ha4yajioM 3a00JIeBaHuUs 3aTPyIHEH TEM
0OCTOSITETLCTBOM, UTO Pa3IMYHbIE aBTOPHI 110 — PA3HOMY ONPEACISIOT BO3PACTHYIO IPAaHUILY
no3nHel MmuacteHn. OTHUMHU aBTOpaMH 3a TaKOBOM pyOex mpuHuMaeTcs S0 JIeTHUH BO3pacT,
OJTHaKO OOJBIIMHCTBO aBTOPOB CTapaeTcs MpuaepKuBaThes pekomenaanuii BO3 o onpenenenuto
BO3pacTa . B HacTosiee BpemMs MpoBeIeHbl HEMHOTOYUCIIEHHBIE UCCIIEIOBaHMS 110 U3yYEHUIO
pacrpoCTpaHEHHOCTH 1 32001€Ba€MOCTH MHUACTEHUH, JUArHOCTUPOBAHHON C Y4€TOM HalU4Us
AHTHUTEN K alleTHIIXOJIMHOBBIM perientopaM, antutena k MuSKpenenropam. [To nanuasiM Boldingh
MI. C coaBtopamu (2015), pacripoctpanenHocts MuSK nosutusHo# Gpopmbl B Hopeerun
cocraBuna 0,5 Ha 1 MiTH. xKuTene, a y xutener Janun 3ToT ke nokaszarenb coctabuia 6,5 Ilo
naHHbIM Tsiamalos P ¢ coaBTopamu (2009) pacnpoctpanennocts MuSK no3utuBHON MHUacTeHUH
cpenu xureneit ['peunn coctaBnser 2,92 Ha 1 MIIH. XKUTeNel ¢ BIpa)KEHHBIM ITpeodiajaHueM
xeHIMH HecMoTps Ha To 00CTOSATENBCTBO, YTO B HAIIEH CTpaHe HET eIUHON CTaTHCTUKU O
KOJIM4eCTBE OOJIBHBIX MMACTEHUEH, J1a’kKe HA OCHOBAHUU HEMHOTOUHCIIEHHBIX SMUAEMHOIOIMUECKUX
WCCJIEJOBAHUN MOYKHO CZIE€JIaTh BBIBOJ O 3HAYUTEIBHOM pacIpOCTPAHEHHOCTH JIaHHOTO
3abosneBaHus. B oTeuecTBEHHBIX UCCIIEOBAHUAX OTMEUAIOTCS CXOKHUE C 3apyOe)KHBIMU TEHICHIIUN
K OOJIbLIeH pacpoCTpaHEeHHOCTH 3a00IeBaHNS B TOPOJaxX M KPYITHBIX aryioMepanusax. IHTepecHbIM
MPECTaBISIETCS TO, YTO 3a001€BAEMOCTh U PaCIPOCTPAHEHHOCTh MUACTEHUH BO3pACTAaeT B ropoAax
Y PETMOHAX M0CJE OTKPBITUA B 29 HUX CHENUATIN3UPOBAHHBIX MUACTEHUUECKUX LIEHTPOB U LIECHTPOB
HEPBHO-MBILIEUHOM naTonoruu. JlaHHbIN (akT, BEpOSITHO, OObICHAETCS JTydllleld JUarHOCTUKON



3a00JIeBaHUs U OpFaHHBaHHCﬁ IIOMOIIH OOJILHBIM

JInarHocTuka MMaCTEeHUH

1. COop aHamHe3a — HAJIMYUE B aHAMHE3€E 3IHU30/10B MBIIICUHON YTOMISIEMOCTH WIIH
MOCTOSTHHOW MBIIIEYHOM c1ab0CTH ycunuBaromieicst Ha GoHe Gu3ndeckux Harpy3ok. Yarie
3TO OTAENBHBIE MBIIIEYHBIE TPYIIIBI — SKCTPAOKYIIAPHbIE, MUMUYECKHE, OyIbOapHbIe, peke —
TYJIOBHIIA U KOHEYHOCTEH.

2. ComaTrnueckoe U HEBPOJOTHUECKOE 00CIIeIOBAHHE C 1IEJIbI0 UCKITFOUeHHS 3a00JIeBaHU
HPOSIBISIONIMXCS MUACTEHUYECKUMHU CHHIPOMAaMHU, O 4eM OyJeT CKa3aHO HIKE.

3. Brigienue c1ab0oCTH MONEPEYHOIONOCATON MYCKYAaTypbl: MPOObI ¢ MHOTOKPATHBIM
[IOBTOPEHUEM JIBM)KEHUH WIN JJIMTEIIBHOM CTaTUYECKOM HAIPSHKEHUU MBIIIIB! . Onrcanue
CHJIBI K KOHEYHOCTSIX — 110 OOIIETIPUHATON 5-U OalbHOM 1IKaje: 5 6aioB — MbIIIeYHAas cuiia
coxpaHeHa; 4 6ata — Jerkoe CHIKeHHE CHIIBL; 3 Oaia — yMepeHHOe CHU)KEHUE CUITBI; 2
0asta — BeIpaXkKeHHOE CHIDKEHHE CUJIbl; 1 0at — coxpaHHOCTh mieBeneHus (1 u 2 6ama —
1yOokwuii mapes); 0 6aioB — MOJTHOE OTCYTCTBUE JBIKEHUM (Tuterus). st onpenenenus
TSKECTH KIIMHUYECKUX MPOSBICHUI MHACTEHUU MOXKET OBbITh UCIIOIb30BaHA
MexayHaponHas kimHuaeckas kiaccugukanus (MGFA) (Barohn R.J, et al, 1998).
CornacHo 3Toii Ki1accu(UKaluy BbIIETSIOT 5 KJIACCOB.

4. dapmakoJIOTrHYecKHil TecT — nmpoda ¢ BBEJACHUEM IIPO3EepUHA .

DnexTpoU3U0IOTHYECKOE UCCIIeIOBAaHUE — OIIpeIeIeHHEe JeKPEMEHT TecTa —

00s13aTeNbHOE YCIOBHE JUIsl yCTAHOBJIEHUS IMArHo3a.

6. JlaboparopHsbie nccienoBaHus - OOHApYKEHUE CeU(PUUSCKUX aHTUTEN K
AIleTUXOJIMHOBBIM PELENTOPAM U JIpyTrue MPOOBI ABISIOTCS OJJHUM U3 OCHOBHBIX KPUTEPHEB
MOJATBEPKIAIOIINX AUarHO3 MHACTEHUH.

7. HccrnenoBanue CpenoCTeHUs IS BbISIBICHUS U3MEHEHUN BHIIOYKOBOM kele3bl — KT, MPT
CPEIOCTEHUS.

9]

COBpeMeHHbIe METOAbI JICUCHUA MUACTCHUHN
B Hacrosmiee BpeMs jedeHre MUACTEHUH COCTOUT M3 KOMITJIEKCA MEPOTIPUSATUH, BO3IEHCTBYIOLIUX
Ha pa3jM4HbIe 3BEHbs NTaTOreHe3a. B cBs3M ¢ CcyleCTBYIOIMMH MIPEICTABICHUSIMA O MEXaHU3MaX
pa3BUTHSI MUACTEHHH CHUCTEMA JIeUeOHBIX MEPOTIPUSATUI HallpaBiIeHa HA BOCCTAHOBJICHHE HEPBHO-
MBIILIEYHO Mepenadn, BO3AEHCTBUE HAa BUIOYKOBYIO KeJIe3y U KOPPEKLNIO Ay TOUMMYHHBIX
pacctpoiicTB. OOIIETIPUHATHIMU BUJAMH JICUEHUS SBISIFOTCS TEpAUs aHTUXOJIUHICTEPA3HBIMU
npenaparamu (AXDII), rmokokoprukoctepousamu (I'’KC), mutocrarnueckumu
MMMYHOCYTIPECCaHTaMH, BHYyTPUBEHHBIM BBEJICHHUEM UEIOBEUECKOr0 MMMYHOIITOOynHA Kiacca G
(BBUT'), nnazmadepesom (I1P) u xupyprudyeckum jiedeHueM — TUM (TUMOM) 3kTomuei (T9).
AHTHXOTUHACTEPa3HbIe npernapaTsl. CormacHo coBpeMeHHbIM npenctaBieHnsm AXOIT — naubomnee
YacThIi BUJI MEAMKAMEHTO3HOTO JICUEHUS IIPY MUACTEHUU. boJlbHbIE IPUHUMAIOT TaHHBIE
npernaparbl B TE4EHUH JECATKOB JIET, a MHOTA U NoXku3HeHHO. D dexktuBHOCTE AXDII oTMeuaercs
y 90-100% GonbHBIX MHAaCTEHHEH, OTCYTCTBHE dP(eKTa («HeTaTHBHAS JUATrHOCTHYECKast
MIPO3EPUHOBAS \KAJIMMHUHOBAS MP00ay») 3aCTaBlIsI€T yCOMHUTHCS B TMarHoze. MexaHu3m BO3IeHCTBUS
AXDII Ha HEPBHO-MBIIIIEYHBIN CUHAIC CBSA3aH C UHTHOMPOBAHNEM aKTUBHOCTH (hepMeHTa
AlETUIIXOJIMHACTEPasbl, KOTOpasi B HOpMe Tuiponu3yeT AX 10 XOJNHMHA U alleTara, ocle Yero
OosbIIasl 4aCTh XOJMHA TPAHCIIOPTUPYETCS 0OpaTHO B HEPBHOE OKOHUAHUE U BHOBb UCIIOJIB3YETCS
n1s cuaTe3a AX. Takum 00pa3om, MOBHIIIACTCS BEPOITHOCTh B3auMOACHCTBUSA AX ¢
YMEHbIIEHHBIM KonnuecTBOM AXP Ha nmocTcuHanTHYeckol MeMOpaHe, 4To MPUBOJUT K
00JIETYeHHI0 HEPBHO-MBIIIEYHOTO MPOBEICHUS U BPEMEHHOMY YITYUIIEHUIO COCTOSHUS OOIBHOTO
VYcnoBHO oniHa ctaHaapTHas Tabnetka B 60 mr nupuaocturmuna 6pomuaa (Kamumun) u 1 M 0,05%
HeocturmuHa MeTwicynbdara (I[Ipo3epun) cuurarores 1 go3oit AXDIII. ITogbop 10361 HAYMHAOT
MOCJI€ OLEHKH JUTUTeNbHOCTH AecTBuUs 1 10361 31 AXDII, nocteneHHo yBeauuuBas 103y 10



ontumansHOU. He pexoMenayercs npuMeHsTh 6osee 2 CTaHIapTHBIX 103 OTHOBPEMEHHO U Ooiiee
24 crannaptbix 1036l AXOII B cyTku. C 1ebl0 yIydIlleHUs] CHHTE3a U KCKPELUH alleTUIIXOJINHA,
peKoMeHI0BaHO coBMecTHO npumeHenne AXDII ¢ npenaparamu kaius U KajauiicOeperaionmmu
quypetukamu. [mokokoptukocteponHas tepanus. MmmynocynpeccusHoe nericteue ['KC
OCHOBAHO Ha MOJABICHUN aKTUBHOCTH Makpo(daroB 1 HEHTpoPuIIoB, a Takxke T-KIeToK,
yMEeHbIIeHUH cuHTe3a anTuTen K AXP u nnruOuposanuto crienudpudeckoit C4+TrinerouHoi
nponudeparun. [Tomumo storo, Beicokue 10361 'KC 0ka3pIBatoT HEMOCPEICTBEHHOE BIMSHUE Ha
nporuecchl BiIcBOOOkIeHNS AX U3 TepMuHaiu akcoHa [lpu neuenun muacteHuu 3pPeKTUBHOCTD
I'KC nocruraer, no otaenbHbIM AaHHBIM, 80% OpaHako, IO MHEHHUIO psJa aBTOPOB, HE BCe (POPMBI
MuacTeHuu xopoiuo nojnatrcs gedenuto I'KC. Tak, ceponeraruBasie MuSK-no3utuBHbie GopMmsl,
XapaKTepHu3yIoIIuecs paHHUM BOBJIEUEHUEM B MATOIOTHYECKUNA Tpoliecc Oyinb0apHoil u
JBIXaTeIbHOW MYCKYNIaTyphl, UMEIOT, KaK MPaBUJIO, CIa0bIi WM HEJOCTATOUHBIN APPEKT JIeUeHUs
crepousiamu Ilo MHEHHUIO APYTHX aBTOPOB, 3PPEKTUBHOCTH MPETHU30I0HA B JAHHOM IpyIie
OOJIBHBIX HE OTIIMYaeTcst OT O0NbHBIX ¢ aHTUTeNnaMu K AXP perientopy, XOTsl BO3MOKHBI OoJiee
BBICOKHE MOJJIEPKUBAIOLINE 1036l B HacTodIee BpeMs HET €IMHON TOYKU 3pEHUS 110 PEKUMY
no3upoBanus [ KC. BonbIIMHCTBOM CIIEIMATIMCTOB OTAAETCS MPEAMOYTCHUE BECHUIO OOJIBHBIX Ha
HU3KHX J03aX METWIIIPEIHNU30JI0HA, YTO OTPAKEHO B HALIMOHAJIBHBIX PYKOBOJACTBAX U
pexomeHnaanusax .B nBoitHOM cienom, mianedo koHTponupyemoM uccienoanuu EPITOME
(Efficacy of Prednisone for the Treatment of Ocular Myasthenia) mokazana 3¢()eKTHBHOCTh HU3KUX
1103 (10-20 Mr) mpeaHn30JI0Ha B JICUSHUN JIOKATBHBIX Ta3HbIX popMm mMuacTteHuu JlmurensHoe
npuMmeHneHne I'KC orpaHn4eHo pa3BUTHEM OCIOKHEHWH, TIPUBOASILNX K CHHYKEHUIO KaueCTBa
KHU3HU OOJIbHBIX, TAKUX, KaK OCTEONOPO3, AUabeT, racTpOnaThy, TUIIEPKOPTHIIN3M, MTOJI0Bast
TucyHKIMS, HHPEKIIMOHHBIE 3a00eBaHus U 32 1p., B CBA3M C YeM MPUMEHEHHUE IUTOCTAaTUYECKON
Tepanuu BeIIAIUT OoJiee mpeAnodTuTeNnbHbM LlutocTarnueckas tepanus. CoriacHo
COBPEMEHHBIM Hay4YHBIM IIPECTaBJICHUSAM, UMMYHOCYIIPECCUBHAS TEPAIUS UTOCTATUKaAMHU
cuuTaeTcs Hanbosee oNTUMaIbHBIM METOAOM MaTOreHEeTHUECKoi Tepanuu MuacteHuu. [Ipenapatom
HepBOro BEIOOpA CYMTACTCS a3aTHOIPHUH, BTOPOTO BBIOOpa — IUKIIOCTIOPUH A, METOTpEeKcar
nukinopochamua, u mukodenomaramodermwi. K coxxaneHnuro, mo O0IBITUHCTBY IIUTOCTATHIECKUX
IIPEnaparoB, IPUMEHAEMBIX IIPU MUACTEHUH, OTCYTCTBYIOT COBPEMEHHBIE KPYITHbIE
paHIOMHU3UpPOBAaHHBIE UCCIIE0BaHUS. B HacTosIIee BpeMsi akTUBHO MCCIIETYIOTCS HOBbIE
LIUTOCTAaTUYECKHUE MpenapaTsl U3 rpyNIbl MOHOKJIOHAJIBHBIX aHTUTEN, TAKHE KaK
puUTyKcuMab.A3aTHONPUH SABJIsETCS] Hanbosee N3y4eHHbIM U Hau0oJiee 4acTo MPUMEHSIEMbIM
uMMyHocynpeccopoM. Ero a¢¢dexkTHBHOCTh J10Ka3aHa B psijie HEOOIbIINX KIMHUYECKUX
WCCJIEIOBaHUM . Y TpemnapaTa OTMEYEHO OTHOCUTEIHHO HEOOJIBIIOE KOJTUIECTBO MOOOUHBIX

3 QeKToB. A3aTHONIPUH MOXKET HCIIOIb30BATHCS B KAU€CTBE MOHOTEPAINH, a TAK)KE B COUYETAHUU C
IIIOKOKOPTUKOUTHBIMHU Tipenaparami, korna aericteue ['KC sBisiercs HeadHeKTHBHBIM WK U3-32
pa3BuTHs M0OOYHBIX AP dexToB. HazHauaeTcs mpenapar nepopaibHo, €KeIHEBHO, C 1036l S0 MI B
JIEHb C MOCJIEAYIONIUM yBelndeHneM ee 10 Ha S0 Mr B Hezelro A0 cyTouHou 10361 150-200 mr. K
HEJI0OCTaTKaM JJAaHHOTO BH/Ia JICUCHHUsI OTHOCUTCS MEIICHHOE Pa3BUTHE MOJIOKUTENBHO dpdexTa — 2-
3 mecsaua. Bonpoc 00 3 peKkTUBHOCTH a3aTHONPUHA IPU CEPOHEraTUBHBIX (hOpMax MUACTEHUU
octaercs criopHbIM. L{uknocnpud A (CaHIUMMYH) YCIIEITHO HCTIONB3YETCs MPH JICUCHUH TSHKEINbIX
(dbopM MHACTEHUH, a TAKXKE B CIIy4asiX PE3UCTEHTHOCTH K APYTUM BUAAM UMMYHOCYIPECCHU.
[Tpenapart ¢ ycrexom HCIOIb3yeTcs B ICUCHUH CEPOHETaTUBHBIX (POPM MHUACTEHHUH, a TAKKE Y
OOJIBHBIX ¢ UHBa3WBHBIMHU TUMOMaMH. [IpermMyniecTBa IUKIOCIOpUHA-A 3aKIIOYAIOTCS B €10
n30Hpare’nbHOM (10 CpaBHEHHIO ¢ APYTrUMH 33 UIMMYHOCYTIpECCAaHTaMu) JeMCTBUU Ha OTAEIbHbIE
MeXaHU3Mbl HIMMYHHOTO OTBETA U OTCYTCTBHH IOJIaBJICHHUS] UMMYHHOU CUCTEMBI B LIEJIOM.
JokazatenpHast 6a3a 3¢ppekTuBHOCTH Npenapara npeacTaBieHa HEMHOTOYHCICHHBIMU
KJIMHUYECKUMU HccenoBaHusIMU. COmIacHO 3THM K€ HCCIIeI0BaHUSAM 000YHbIE AP PEKTHI
pasBuBasiuch Oosnee yeM y 30% mnarueHToB, HanboIee 4YacTo OTMeYaslach HapacTaromias moyeyHast
HE/I0CTAaTOYHOCTh BCJIEACTBUE HEPPOTOKCUYHOCTH Mpenapara. HazHauaeTcss HUKIOCTIOPUH-A
NIEPOPATIBHO, C HAYaJIbHOM /10361 3 MI Ha | Kr Maccsl Tena. 3aTeM, IpU OTCYTCTBUU TOKCUYECKUX
peakIuii, 103a mpenapara MOXeT ObITh YBeJIM4YeHa 10 5 MT Ha | Kr Beca 2 pasa B JICHb.



Knunaugeckoe ynyuiieHue orMedaeTcs y OOMbIIMHCTBA OONBbHBIX uepe3 1- 2 Mecsiia oT Havasa
Tepanuu 1 JO0CTUTaeT MakcuMyMa K 4 mecsny tepanud. [locne 1ocThkeHus CTOMKOro
HOJOXKUTENBHOTO 3(exra 1032 MUKIOCTOPUHA — A MOXKET OBITh CHUXKEHA JI0 MUHUMYMa, a
KOHTPOJIb 3(PPEKTUBHOCTHU J€UEHHS OCYILIECTBISAETCS HAa OCHOBE OLIEHKU KOHLIEHTpAllMK MpernapaTa
B IJIa3Me M COCTOSIHUS O0JILHOTO. MeTOoTpeKcaT B HU3KUX J103aX MOXKET OBbITh IpenapaToM BTOPOi
JUHHUM U CIIY)KUTb OoJiee JIeNIeBOl albTepHATUBOM a3aTHONPHUHY, YTO JI0KAa3aHO B HCCIIE0BAaHUH,
nposeneHHoM Heckmann JM. C coaBtopamu (2011). CornmacHO pekoMeHJalisiM aBTOPOB /1032
npenapara cocrasisier 17,5 Mr B Hellemnto, Torna Kak CTaHAapTHast TO3UPOBKA METOTPUKCATa IpU
ayTOMMMYHHBIX 3a00seBaHusX coctaister A0 80 mr B Hexpemto. Lukinodochamun (uuknodocdan)
UCIOJIb3yeTCs KaK B BHJI€ MOHOTEpPAIUH, TaK U B COUETAHUM C INIFOKOKOPTUKOUTHBIMHU IperapaTaMu
y TSOKETBIX OOJNBHBIX C MUACTEHHUEH, PE3UCTEHTHBIX K APYTrUM BUIaM JeyeHHus. J(P(EeKTUBHOCTh
nukiodocdana ObuTa T0Ka3aHa B PAHIOMU3HPOBAHHOM HCCIIETOBAaHUH 23 OOTBHBIX
TreHEepaJIN30BaHHON MHACTEHUEN, BO BPEMS KOTOPOIO 3HAUYNUTENBHOE YIIYUILIEHUE IBUTaTEIbHBIX
GbyHKIMI 0TMEUasioch Ipu KoHTpoJe uepe3 12 mecsues [ a.71]. B 2008 r. Drachman DB. C
COABTOPAMHU COOOIIMIIHN 00 YCIIEIIHOM HUCIOJIb30BaHUH BBICOKUX 103 LuKIopochamuaa y 12
O0NBHBIX ¢ pedpakTepHON MUacTeHuen. B pe3ynbrare geueHus NoI0KUTEIbHBIA PEe3ylbTaT
ormevaincs y 11 G0ibHBIX, YIaJIOCh BBI3BATh 34 MPOJOKUTENEHYIO PEMUCCHIO 3a00/IeBaHUS IIPU
HaAOJIOIEHNH Ha CPOKax OT 5 MecCsIIeB /10 HeCKONbKUX JeT . [Ilupokoe ncnonp3oBaHue
ukinopochamMua OrpaHIYeHO BBICOKOM 4acTOTONH MOOOUHBIX 3(P(PEeKTOB, Cper KOTOPBIX
YTHETEHUE KPOBETBOPEHUS, OCTPBIM reMOpparnyecKuii IUCTUT, ONMMOPTYHUCTUYECKHE UHPEKIIUU U
Masiurauzanus. MukogdeHosnara Mo eTH (CEUICENT) SBISETCS OTHOCUTEIHLHO HOBBIM IIPENapaToM,
MIPUMEHSEMBIM B JieueHUn MuacteHuu. [Ipenapar nqokaszan cBoio 3p(eKTUBHOCTH B IBYX JBOMHBIX,
MHOTOIIEHTPOBBIX PaHI0MHU3HUPOBAHHBIX UCCIENOBAHMAX . MuKodeHonaTta MopeTUI Ha3HAYaI0T
nepopaibHO B cymMmMapHo# fo3e 1,5-2 rpamMa B cyTku. HawanbHas no3a coctapiset 500 Mr B CyTKH
(B Teuenue 1 Henenn). [Ipu orcyTcTBHM MOOOYHBIX APHEKTOB U XOPOIIEH MEPEHOCUMOCTH 103y
Ipernapara MoCTeNeHHO YBEIUYUBAIOT 10 TEPAeBTUYECKON U MPUHUMAIOT 2 pa3a B JIEHb.
JmuTenpHOCTh Kypca COCTaBIseT He MeHee 6 MecsieB. D¢ ¢ekT npenapara pa3BUBaeTCs
OTHOCHUTEIJIbHO MEJIEHHO, IPUMEPHO COMOCTaBUMO C JACHCTBUEM a3aTuonpuHa. BaxxHbIM
PEeuMYIIeCTBOM Ipenapara MukodeHnoaara MO(ETHIT SBISIETCS Maj0e KOJIUYECTBO MOOOUHBIX

s dexToB, omHAKO 2PHEKTHBHOCTH IIpernapara MEHbIIE, YeM MPU UCITOJIb30BAaHUH a3aTHOTIPUHA.
Putykcumab npencrasiseT co0oil XuMepHble MOHOKIIOHaIbHbIe aHTHTena K CD20 antureny B —
auMmdonuToB. [lepBoHaYaIbHO Mpenapar UCIONIb30BAJICS I JeueHust B — kietounoi
HEXO/KKUHCKOM TMM(OMBI, OTHAKO B MOCIIEAHEE BPEMsl OH HaXOAUT MPUMEHEHHUE B JICUCHUN
HEKOTOPBIX ayTOUMMYHHBIX 3a0o0JieBaHu .BriepBbie MonokuTenbHbIN 3PPEKT puTykcumada y
OonpHBIX MUCTeHHEH OblT oTMedeH Gajra ¢ coaBropamu B 2004 1. B npuBeneHHOM aBTOpaMu
KJIIMHUYECKOM CITy4ae COYETaHUS HEXOKCKMHCKOHN JIMM(OMBI U pe3UCTEHTHON MUAaCTEHUU ObLI
OTMEYEH 3HAYUTEIbHBIA PErpecc MUACTEHNYECKUX CUMIITOMOB ¥ CHUKEHHE TUTpa aHTuTen kK AXP
rocJie AByX KypcoB HMMYyHHOcynpeccuu purykcumadom. [locie atoro paznuyHsiMu
UCCIIEIOBATEIbCKUMU KOJUIEKTHBAMH TaKKe OBLIIM MPHUBECHBI IPUMEPHI IPUMEHEHUS pUTYKCuMala
y OOJIbHBIX MUACTEHHEN, KOTOPBIE MTOKAa3aIl BHICOKYIO 3(h(PEeKTUBHOCTD Mpenapara npu
PE3UCTEHTHBIX (hOpMax MHUACTEHUH B OJIDKAMILIEM U OTAAJIEHHOM MEPHOJIaX, C BOBMOXKHOCTBIO
3HauntenbHoro cHmkeHus 103 ['KC u 35 ummynonenpeccantoB. Nowak ¢ coaBropamu B 2011 1.
OIyOJINKOBAJIM Pe3YNIbTAThl UCCIENOBAHUS 14 MalMeHTOB ¢ Pe3UCTEHTHON MUAcCTeHUEH,
MOJYYUBILINX TPU LIMKJIA BBEACHUS pUTyKcuMada. OAuH LUK ATWICS 4 HeJleNnu U BKITIoYall
eXeHelebHOE B/B BBEJICHHE pUTYyKcuMaba B 103¢ 375 Mr/M2, HHTEpBaIbl MEXy IUKIAMU
cocTaBwIU 6 MecsieB. B pesynabrare aBTOpbl OTMEUAIOT Y BCEX MAlIMEHTOB YCTOMYHBOE
KJIMHUYECKOE YIyUIlIeHUE, a TAKKe CHIKEHHUE /103 WM OTMEHY 0a3MCHON MMMYHOCYIIPECCUBHOM
Tepanuu. J{03a npeaHn30I0Ha YMEHBIIMIIACH B cpeaHeM Ha 65,1%, 85,7% u 93,8% nocne 1-, 2- u
3-ro HMKiIa Tepanuu PUTYKCUMAaOOM, COOTBETCTBEHHO. Takke OTMEUEHO JT0CTOBEPHOE CHM)KEHUE
TUTpPA aHTUTEJ K alleTHIIXOJIMHOBBIM pelienTopaM B cpeiHeM Ha 52,1% mnociie BTOporo mukia
Tepanuu putykcumadbom. Maddison ¢ coaBropamu (2011 1) mpuBoaUT AaHHBIE HccneaoBanus 10
OOJIBHBIX C TSKEION PE3UCTEHTHON (OPMON MUACTEHHH C BBIPaXKEHHBIMU OynbOapHBIMU



HapyleHUsIMHU 1 2 00JbHBIX ¢ cuHapoM JlamGepra-HToHa, moayunBmux purykcumad [ a.109].
Putykcumab npeacTaBisieTcs NEpCeKTUBHBIM MpenapaToM AJis JedeHus pepakTepHbIX U
3710Ka4e€CTBEHHBIX (POPM MHACTEHHUHU, OTHAKO HEOOXOIUMBI JIalbHEUIIINE UCCIIeIOBAHUS TS
orpesieNieHUs] KOHKPETHBIX NMOKa3aHUN U 1I03UpOBaHus penapara . OnepaTuBHOE JICUEHUE
muacteHuH. HecMoTps Ha MHOTOIETHUH OMBIT, 3((EKTUBHOCTH YaJIeHUE BUIIOUYKOM KeJe3bl J10
CHUX IOp OCTaeTCsl HeJJOKa3aHHBIM METOOM JIEUeHHsI MUACTEeHUH. B CBA3M ¢ COBpEMEHHBIMU
OTKPBITUSIMH HUMMYHOTIaTOI€HETHYECKON HEOTHOPOAHOCTH 3a00JI€BaHNs, BHOBb BO3HUKAIOT
BOIPOCHI O MOKAa3aHUSIX K OTIEPAaTUBHOMY JICUEHUIO U OLIEHKE €€ pe3yabTaToB B OnmKaiiieM u
OTJaJIEHHOM Ieprozax. [1o JaHHBIM pa3In4HbBIX aBTOPOB MATOJIOTUS TUMYca BeTpeyaercs y 70-90%
OOJIbHBIX MUACTEHHEN VYaneHne BUJIOYKOBOH jKele3bl yay4llaeT KIMHUYECKOe CaMOYyBCTBHE
6onpHBIX B 70-80% ciy4aeB, 4ero He OTMeuaeTcst 00JIbIle HU IPU OAHOM JIPyTrOM ayTOUMMYHHOM
3a0osieBaHNM denoBeka. 36 B HacTosee Bpems BBIICIAIOTCS HECKOJIBKO KITMHUYECKH 3HAUNMBIX
¢dbopM maToIoruy TUMyCa P MUACTEHUU: TUMOMA, TUIIepIuIa3us U arpodus Tumyca. Takxke
YUUTBIBa€TCS BO3pACT Havaja 3a0osaeBanust U Hanuuue anturen k Tutuny, AXP, MuSK, RyR u 1p .
['mnepnnasus BUIOYKOBOM JKEJIE3bl Yallle BCEro BCTPEYAETCA y JIULL )KEHCKOTo 1ojia Moioxe 40 jer.
Jnst Takux OOJIBHBIX XapaKTEPHO 3HAUNTENbHOE YBEJIMUEHHUE COJIEP>KAaHUS B CBIBOPOTKE aHTUTEN K
AXP ¢ BO3MOXHBIM UX CHIKEHHEM I10CIIE TUMAKTOMHUU [. YacToTa pemuccuii mociie onepaTuBHOIO
JICYCHUsI B TAHHOU Tpymie 00IpHBIX MOXKeT gocTurats 100% Tumoma npeactasisieTcs co00H ouH
u3 HanboJjee YacThIX HEOIIaCTUYECKUX MPOLIeCCOB nepeaHero cpeaoctenus. Cpenu
ayTOMMMYHHBIX HEOIUIACTUYECKUX CHUHIPOMOB MuacTeHus BoisBisercs ot 30% mo0 60%, Torga kak
cpeau Bcex (hopM MUACTEHUH TUMOMBI OOHAPYKUBAIOTCS TOIBKO Y 10-25% GONBHBIX .
Knaccudukanus tumom, npeanoxeHHast skcriepramu BO3, Bkitouaer B ce0s CIeIyrOINe TUIIBI:
TN A — MENYJUISIPHO-KJIETOYHAsI; TEMHOKJIETOUHAs; BEPETEHOKIIETOUHasA, THI B1 —
MPEUMYIIECTBEHHO KOPTUKAJIbHO-KJIETOYHAs; TMM(OUIHAS, OpraHouIHas, TUIl B2 — kopTHKaIbHO-
KJIETO4Has, TUN B3 — anurennanpHas; II0CKOKJIETOYHAs; aTUIINYHAS,
BbICOKOIM((epeHIIMPOBAHHBIN pak TUMYca, a Tak ke Tull AB — cMemanubie TUMOMBL. Hanbounee
J0OpOKaYeCTBEHHOE TEUECHHE OTMeUaeTcs pu THIe A, a HauboJee 3J0KauecTBeHHOe Tpu Ture B3
[To MHEHHUIO GOJBIIMHCTBA aBTOPOB, 3P GeKTUBHOCTh TD oTMeuaeTcs Kak B Onukaiiiiiem, Tak U B
OTAAJICHHOM Iepuojie 3a00eBaHts. BOIbIIMHCTBO aBTOPOB CXOATCS BO MHEHHH, YTO HAaUOObIIIast
3G GEKTUBHOCTh XUPYPTUYECKOTO JICUEHHUSI MUACTEHUU OTMEUYaeTCs pY MPOBEIACHUH OTlepalluu B
niepBBIe MECSIIBI TOCNe Hadasa 3aboneBanus. [1o nanasiM C.C. Xapnac ¢ coaBropamu (2009),
OILICHHMBABILIMMU OTAAJIEHHBIE PE3YNbTaThl XMPYPIHUUECKOTO JIEYEHUSI MUACTEHNUHU IO KPUTEPUIM
MGFA, nonst 60mpHBIX MHAacTeHUEH ¢ TUMOMOH lia cTeneHu cmycTs rof yBenuuuiach ¢ 19,3 mo
68,0%, a 1014 MaMEHTOB C BBIPAaKEHHBIMU OyIbOapHBIMU CUMIITOMAaMH (CTENEHb TAXKECTH 3b u
4b) 3HaUMTENBbHO COKpaTHiach. [lonoxurenbHas fMHaAMHUKa y OOJIBHBIX ¢ 37 rUnepIuiazueit u
TUMOMOM JIOCTOBEPHO HapacTasa 0 5 JIeT OT Hauaja 3aboJieBaHus, IO0CIIe Yero 0TMEeYasiach
cTabuIn3anus MHaCTEHMYECKOTO npolecca. BoipaXeHHbIH NON0KUTENbHBINA 3 dext T
otMeuaercs B uccienosanuu M.b. CkBopiiosa ¢ coasropamu (2012), mpu 3ToM HauOoIbIIEMY
perpeccy noJABEpIINCh )KM3HEHHO BaXKHBIE CUMIITOMBI, Yallle BCETO MOCIIE yAAJIEHUS BUIOYKOBOU
KeJIe3bl PErpecCUpyIOT HapylieHus keBanus (68,8 %), nerxanwus (62,5 %) u tnoranus (54,2 %). B
MOJIOBUHE CIy4aeB JUKBUAUPYIOTCS HApYIIEHUS PEUH, XYK€ BOCCTAHABIUBAIOTCS (DYHKIIMU MBIIIILL
BEPXHUX U HIKHUX KoHeuHocTeH (33,3 %). Pexe perpeccupyioT mia3oABUraTesbHble CUMIITOMBI,
ocobenHo nTo3 (32,4 %) K cxoxuM BbIBOJIaM MPHUXOAAT U B OOJIBIINHCTBE 3apyOeKHBIX
uccienoanuii B yactHoct Klein M ¢ coaBropamu (2009), otmeuas pemuccuto yepes 5 et y 40%
OonbHBIX U CHIDKeHUA cpeaHux 103 AXOII Ha nBe Tpetu Ilo nanusim Spillane J ¢ coaBTopamu
(2013), uccnenoaBuumu 3¢ HEeKTUBHOCTE T y 89 OOIBHBIX MUACTCHHUEH, TTOTHASI PEMHUCCHS
oTMedanack B 34% ciydaeB, a MEIMKaMEHTO3Has pemuccus emie B 33% ciayuyaeB ConnacHo
uccienoBanuo, nmposeaeHHomy Park 1.K. ¢ komeramu (2006), uepes 5 u 10 et nocne onepanuu
cTaOuiIbHAsi pEMUCCHS JOCTUTAETCS CTATUCTUUECKU Yalle y OOJIbHBIX 0€3 TUMOMBI . ATpodust
TUMYCa COMPOBOXKAAETCS] PE3KUM YMEHBIIEHUEM MPOAYKIIUHA THMHUYECKHUX TOPMOHOB U
JIOCTOBEPHBIM CHM)KEHUEM aKTUBHOCTH T-CynpeccopoB ¢ yMeHblIeHHeM npoaykiuu IgA u I1gG, a
BO3MOYKHOCTH OTIEPAaTUBHOTO JICYEHHUSI IPEICTABISAIOTCS BECbMa COMHUTEIBHBIMU MHOTHE aBTOPHI



NpUIEePKUBAIOTCS TOUKHU 3peHust o HeaddektuBHOoCcTH TO y MUuSK-1o3uTHBHBIX O0MBHBIX. JlaHHBIN
(bakT NOATBEPKAAETCA COBPEMEHHBIMH JaHHBIMU MOP(OTUCTOIOTUYECKOTO CTPOSHHS BUJIOUYKOBOM
xKeJe3bl. Y TaHHOU rpynibl OOJBHBIX B OOJIBIIMHCTBE CIyYaeB yAaJeHHAs TKaHb HE OTIIMYAETCS OT
THUMYCa 3/10pOBOT0 YE€JIOBEKA, YTO UCKIIIOUAET €€ pojlb B IaTOreHe3e 3aboneBaHus . BHyTpuBeHHOE
BBEJICHUE MpernapaToB UMMYHOIIIOOyIMHA U TepaneBTuueckuii miasmadepes (I1d) ucnonsiyrores
IPU HEOOXOTUMOCTH OBICTPOTO NOCTIIKEHUS 38 TepaneBTHUYECKOro A dekTa y OONBHBIX C KpU3aMU
U TSDKENBIM IIPOTPECCUPYIOLINM T€UEHHEM MUAcTeHUH. [loka3aHusIMHU K IPUMEHEHUIO JaHHBIX
METO/IOB SIBJISIIOTCS TSKEJIble 000CTPEHUS MUACTEHUH, KPU3bI U MIPEIKPHU30BbIE COCTOSHUSA, a TAKXKe
MOATOTOBKA K poBeeHHI0 T U HeaocTaTrouHbli 3(h(heKT npu IeueHN UMMYHOCYTIPECCaHTaMU
[Tnazmadepes siBieTCS TEXHUKOW SKCTPAKOPIIOPATILHON 0UNCTKU KpoBH. CyIleCcTBYeT B
OCHOBHBIX METOAUKHU TepaneBTrueckoro [1P, nogpasymeBaromue oTAeIEHNE TU1a3Mbl KPOBH
neHTpudyrupoBanueM i MeMOpanHoil GpunbTpanred. Tunuuneiil nporokon kypca [1® Britogaer
4-5 kpaTHy!O0 3aMeHy 2-3 JIUTPOB IJIa3Mbl KPOBU B T€UEHUE HeJeNU WU Oombiero Bpemenu. Kak
npasuiio, 3¢ ekt [1P coxpansercss y 601bIIMHCTBA MAIIMEHTOB 1-2 Mecs1ia, 4To, BEpOSTHO,
0OBSCHSETCS] BPEMEHEM PECHHTE3a COOTBETCTBYIOIMX MATOJOTHUECKUX ayTOAHTHUTEN
[Tonoxutenbublil 3¢ dext [1D o MHEHUIO pa3IUYHBIX aBTOPOB oTMedaeTcs oT 60% 1o 96%
O0NBHBIX U sBNIETCS (P (PEKTUBHBIM CpeCTBOM JieueHus B ToM yrcie MuSKno3utuBHbIX ¢popm
MuacTeHuu . B mocneaHee Bpems Bce yale NpuMeHsIoTes MoauduipoBanibie Metoabl 11D, Takue
Kak MeToJl 1BoitHOM puibrpanuu (double-filtration plasmapheresis — DFP), mpuMeneHne KoTopbIx
YMEHbILIAET BEPOSTHOCTh Pa3BUTHUS MOOOUYHBIX 3(h(dekToB. B ocHOBEe MeToAa 1BOIHOMN GuibTpanuu
JIKUT UCTIOIb30BaHUE IBYX (puibTpoB. [lepBriil GMIIBTp OTAEISET IU1a3My U3 LEIbHOW KPOBH,
BTOpOW QUIBTP OTAENSAET allbOYMUH OT 00Jiee MaCCUBHBIX MOJIEKY]I UMMYHOITIOOYJIMHOB,
MMMYHHBIX KOMIUIEKCOB U JIMIIONIPOTEMHOB. BHYTprBEeHHOE BBEIEHNE UMMYHOTIIOOYJIMHOB B
HACTOsIIee BpeMs SBISIETCS BHICOKOA((EKTUBHBIM METOJIOM JICUEHUS PE3UCTEHTHBIX (hopM
muacteHun. Habomnp1mas 3pQpeKTUBHOCTD JAHHOTO METO/Ia OTMEYAETCsl P TXKENbIX Gpopmax
reHepaIM30BaHHON MHACTEHUU U KpHU3aX, OJHAKO BOMpPocC 00 3(h(PEeKTUBHOCTH UMMYHOITIOOYIMHOB
IpY CTAOMIIBHOM XPOHUYECKOM TE€YSHHUHU 3a00JIeBaHUS OCTAeTCs AUCKYTaOCIbHBIM.
OddextuBHocTs BBUI B 1e110M cpaBHMMa ¢ 3ppexTuBHOCTHIO [1D, uTO M0Ka3aHO B psne
PaHIOMU3UPOBAHHBIX KIMHUYECKUX 39 nccnenoBaHusx . OOIENpUHATHIM PeXKUMOM Tepanuu
CUMTaIOTCA KOPOTKHE (3-5-1HEBHbIE) Kypchbl BHYyTPUBEHHOTO BBeJIeHHS npenapara B go3e 400 mr Ha
1 Kr Macchl Tena exxeTHEBHO, BBeJIeHHE Oosiee BBICOKHUX /103 He ABisieTcs 6onee 3pheKTUBHBIM.

KavecTBO XU3HHN y 00JILHBIX MUACTEHHEN.
Haubonee Touno 3HaueHne «kadecTna xxu3am» (KXK) oTpakeHO B M3BECTHOM MPUHITHUIIE,
chopmynmupoBanHoMm npodeccopom Boenno-menunmnackoi akagemuu C.I1. borkunbsiM: «Jleunts He
OonesHp, a 6onbHOrOY». B ycraBe BeemupHoii opranuzanun 3npaBooxpanenus (BO3) 3noposbe
OTIpe/IeTIsIeTCs KaK «COCTOSIHUE MOTHOTO (PU3HUECKOro, JYHIEBHOTO U COLMAIBLHOTO OJIaronomydus,
a He TOJIBKO OTCYTCTBUS Oone3Hel u puzndeckux aedexron». B amoxy nokazarenbHON MEAULITHBI
MMEHHO KaueCTBO KH3HU SIBISETCSA OJHUM U3 KJIIOUEBBIX MOHATHI, MO3BOJSIONINX aTh [TyOOKuUi
MHOTOIUIAHOBBIM aHAJIN3 OHOJIOTHYECKUX, MHIUBHIyaIbHO-IMYHOCTHBIX M COIIMAIBHBIX MPoOIeM
6onpHOTO uesnoBeka [ a.21, .20]. [lepBbie ucciemoBaHus 1O BIUSHUIO 3a00ICBaHUI Ha YETIOBEKa, a
MMEHHO Ha ero Npo¢eCCHOHANBHYIO JeSITeIbHOCTh, OBUIM MPOBEIEHBI IIPU 00CIEIOBAHUN
HaceneHus B Apctpanuu 1 Upmannuu B 1851-1891 romax. B 1947 rony npodeccop
Komymouiickoro yausepcurera CIIA D. A. Karnofsky BnepBbie npeanoxun HeHU3H0I0rn4ecKue
METO/Ibl OLIEHKH [apaMeTPOB pakKa, OH Jall OILIEHKY BIUSHUS XUMUOTEpanuu Ha Gu3nyecKue
acriektbl KK HeonepaOenbHBIX OHKOOTHYECKUX 00IbHBIX. C 3TOro Ha4anoch BCECTOPOHHEE
M3Yy4YEHHE JIMYHOCTH, CTPaJarolle coMaTuueckoil maronorueii [ a.11]. B MeaMIMHCKOM KOHTEKCTE
TEPMHUH «KauyeCTBO >KU3HW» BIIEpBBIE ObLT yroTpebiieH B 1966 rony, a UMEHHO B peIaKTOPCKOM
cratee J. R. Elkinton «Menuiinaa u Ka4ecTBO XU3HW» XypHana «Annals of Internal Mediciney,
nocesnieHHoi 40 npobinemam tpancmantonaoruu. Haunnas ¢ 80-x romoB XX Beka, pe3ko BO3pOC
Hay4HbII HHTEpeC K (yHIaMEHTAIbHOMY UCCIIEOBAHUIO KaueCcTBa KU3HU. Toraa sxe ObuH
pa3paboTaHbl OCHOBHBIE METOIOJIOTUYECKHIE IPUHITUITBI HCCIIEIOBAHUS, B OCHOBY KOTOPBIX ObLIH



MOJI0XKEHBI OLIEHKU 3MOIIMOHAILHOTO M COLIMATIBHOTO (DYHKIIMOHUPOBAHUS, TIOBCETHEBHOM
AKTUBHOCTH U MPOBEJEHUM Jlocyra. B Te ke rojapl Obun pa3paboTaHbl MHOTOUHCIICHHbBIE
NCUX0(U3NOJIOTHYECKUE IIKAIbl M OIIPOCHUKU OLIEHKU KauyecTBa *HU3HHU. B HacTosiee Bpems
BBIJIETISIIOT TPU THIIA ONIPOCHUKOB: O0IIME, YaCTHBIE, CHeHaIn3upoBaHHbIe. ONPOCHUKHU OOIIETO
THUIA MO3BOJISIIOT U3y4YaTh COCTOSIHUE 310POBbsI OOJIBHBIX B 1IeJIOM, 03 yueTa cneruduku
3aboneBanus u gedeHusi. OHU oxBaThiBalOT MHOTME KoMIoHEeHTHl KK, 1 uX MOXXHO PUMEHSTH 1S
ouenku KX kak y 310poBbIxX Jtoziell, Tak Uy 60npHBIX. Crieluanu3upoBaHHbIE OPOCHUKH
oTpaxkaromue criennuKy 3a00J€BaHUs U €T0 JICUCHUS, U HanboJiee YyBCTBUTEIHHBI TS
KOHKPETHBIX 3a00JIeBaHM, TaK KaK cojiepar crennuiyeckue 1Jisi HUX KOMIIOHEHTBI, C UX
MOMOIIIbIO OLIEHUBAETCs Kakasi-nubo onHa kareropust KK (pusndeckoe mnm ncuxuyeckoe
cocrosnue), KX npu koHkpeTHOM 3a00/1€BaHUM WIIM TP OIIPEeICHHOM BH/IE JieueHHs. YacTHbIe
ONPOCHHUKH OLIEHHWBAIOT HE COCTOSIHUE 3/I0OPOBBS B II€JIOM, a OTAeNbHbIe cocTaBstomue KK
(BBIP@XXEHHOCTb OJIBIIIKH, OOJIEBOTO CHHIpOMa, HacTpoeHue u Ap. [ a.11]. Oxnum u3 Haubonee
HIMPOKO MPUMEHSEMBIX OMIPOCHUKOB 00111ero Tuma sipisiercst 36-Item Short-Form Health Survey
(SF-36), npemoxenHsliit BOCTOHCKUM HHCTUTYTOM 370pOBbsi. MeTonuka no3possieT oneHuts KK ¢
MOMOIIIBIO 8 MIKaJI, XapaKTepU3YIOIIHX (PU3NYECKOE, ICUXOJIOTHYECKOE U COLMATbHOE
(bYHKIIMOHUpPOBaHME, IPH 3TOM Oo0Jiee BHICOKHE 3HAYSHMS IIKaJl COOTBETCTBYIOT 00JIee BEICOKOMY
ypoBHio KK [ a.163]. /laHHbIi OpOCHUK MEpEBEEH Ha PYCCKUMN S3bIK, BAIMIUPOBAH U IIUPOKO
NpUMEHSIETCS B OTEUECTBEHHBIX OMOMEAMIIMHCKUX U COLIMOJIOTHYECKHUX HccaenoBanusax . Cpeau
¢dakTopoB, HanboJee YaCTO BHICTYMAIOIIMX B POJIM ITyCKOBOTO MEXaHW3Ma MUACTEHHUH, HapsILy C
UH(EKIIMOHHBIMH 3200JI€BaHUAMU U (PU3UYECKON HArpy3KOH SIBISIOTCS MICUX0IMOLIMOHAIBHBIE
HapytuieHusa. CoOmyTCTBYIOIIME TPEBOXKHbBIE U 41 IenpecCuBHBIE pACCTPOMCTBA MOTYT BIMATH HA
0COOEHHOCTH KIIMHUYECKOro TeueHus Oone3Hu u BnusATh Ha KOK OonbHbIX. Henb3s He yunuThIBaTh
XpOHUYECKOE TICUXOTPaBMUpPYIOIllee BO3AeicTBHE 00I€3HN Ha IMYHOCTD MAI[UEHTa, BIUSHUE
NepMaHEHTHON peaibHOI BUTAIBHON yrpo3bl Ha ICUXUKY . TakuM 00pa3oM, MHACTEHHS BEAET K
YXYALIEHUIO HE TOJIBKO (PU3NUECKOT0, HO U MCUXOJIOTUYECKOTO COCTOSIHUS MAlIMEeHTa U MPUBOJIUT K
CHIDKEHMIO KauecTBa €ro KU3HU. bosibHbIe MuacTeHueil orpanuyeHsl B BbIOOpe mpodeccun,
BOKJICHUH aBTOMOOMJISI, 3a4aCTYI0 UMEIOT TPYAHOCTH B CO3/1aHUU U COXPAaHEHUH ceMbHU . B
3apyOexHOH TuTeparype yaesneHo 6onbiioe BHUManue oneHke KK y 6onbHbIX Muactenueid. B
COBPEMEHHBIX HCCIIEIOBaHUAX MoKazarenu u AuHaMuka KK sku3Hu SBISIOTCS BaXKHEUITUMU
KpUTEpHUSIMHU YPPEKTUBHOCTH PA3IUUHBIX METOJ0B Tepanuu . OJHUM U3 NEPBbIX UCCIeTOBAHUI
KoK GonpHBIX MuacTeHuel ¢ ucnonb3oBanuem mkansl SF-36 6buto mposeneno B 2001 r. Paul RH. C
coaBTOopaMu. B uccienoBannm npuHUMay ydyactue 27 NaiueHToB ¢ FeHepaIu30BaHHON
MUACTEHHEH, CpPaBHEHHE MTPOBOIMIIOCH CO 3I0POBBIMHU MallMEHTaMU. BbIjI0 BBISIBIEHO 3HAaUNMOE
CHIDKEHHE KaueCTBa XKHU3HH TOJIBKO JIUIIB 10 IIKaje «(pu3ndeckoro GpyHKIuoHupoBanus PFy»

[ a.130]. B 2010 1. Leonardi M ¢ coaBropamu onmyOIuKoBaJIM JaHHBIE CpaBHUTENbHOTO aHamn3a KoK
Y MHBAJIMTHOCTH ITpU MHacTeHuH. baiio nokasano, yto KXK cHMkaeTcs mociieoBaTesbHO C
TSKECTBIO 3a00JIEBaHMS ¥ HHBaIMAM3aIneil 00npHbIX. Hanbombiliee CHIKEHHE OTMEYAJIOCEH 1O
mkanam puznueckoro pynkumronuponanus . CHmxenue KK y 0onpHBIX MuacTeHuen
MIPOIEMOHCTPUPOBAHO B HccienoBanuu Basta [Z. C coaBropamu (2012), B uccienoBaHUH
npuHuMany yyactue 230 6onpHbIX mpokuBaromux B benrpane (Cepous). Kak ormeuaror aBTopsl,
CTaTUCTUYECKU 3HaUUMbIMU npuurHaMu yxyamenus: KK sBisitorcst Oonblas cTeneHp TsHKecTr
3aboneBanust 1o MGFA, noxxusoi 1 crapueckuii BO3pacT M HaIUYHE TPEBOKHO-AETIPECCUBHBIX
pacctpoiicTs [ a.57]. Haubomnee pa3BepHyThIe NCCIENOBaHUS Kau€CTBA KU3HU MPOBEJEHBI B IBYX 42
eBponeiickux uccienoBanuax 2010 u 2015 ronos. OneHka kayecTBa KU3HU MPOBOJIUIIACH B
HAI[MOHAJIBHBIX NOMYIAUIX 001bHBIX B ['epmanuu, Jlanuu u Hopseruu . [lo ganasim Twork S ¢
coasropamu (2010) KK GonpHbIX Muactenueli B [ epmaHun ObLITO 3aMETHO HUKE B CPABHEHHE C
MOMYJISIMOHHBIMU TaHHBIMU. Hanbosnbiliee 1 cTaTUCTHUECKH 3HAYMMOE CHUKEHHE OTMEYaeTcs 110
mkanam: «pusudeckoro pyHkiuonupoBanus PFy» - 56.1 (£30.2) y myxuuns u 61.2 (£29.3) y
KEHILUH, «POJIeBOro (YHKIIMOHUPOBAHUS CBSA3aHHOTO ¢ (uznueckumu paxkropamu RP» - 49.6
(+42.6) y myxuuH 1 46.6 (+43.4) y )KEHIIMH, «poJIeBOr0 ()YHKIIMOHUPOBAHHS CBA3aHHOTO C
sMoLMOHaANBHBIMU (pakTopamu RE» - 64.0 (£42.8) y myxuuH u 66.0 (+43.1) y >KeHIIHH.



MuacTeHus 3aMeTHO CHIYKaJa TPYI0BYIO ClIOCOOHOCTh OONBHBIX, B 1,9% ciyuaes, 3a0oieBanue
MIOBJIMSUIO Ha BBIOOP yueOHoro 3aBefieHus U B 8,1% B BeIOOpe paboTel. B 0b6mieit cioxuocTu 28,3%
NaIMEeHTOB ObUIN BBIHYXKAECHBI JOCPOYHO YBOJHMTHCS U3-3a MPOOJIEM ¢ MUacTeHHEeH, a 8,5%
MPUILIOCH CMEHUTH paboTy. CpaBHUTENBHOE HCCIEI0BAaHUE KaUeCTBA KU3HU B MOMYJIALINN
6onpHbIX Muactenueit Jlanuu u Hopeeruu nposeneno Boldingh MI ¢ coaBropamu (2015) . B
11eJI0M, KaK M B Ipyrux uccienoBanusx, KXK O0OMbHBIX ¢ aKTUBHON MHUACTEHUEH CHUKEHO, OJTHAKO Y
OONBHBIX B pEMHUCCUH HEe oTindaeTcsi, win cpaBHuMo ¢ KK B o0mieit nonyssiuu. CTaTucTuyecKku
3HAYUMOE CHIDKCHHE OTMEYAeTCs 1o mkajnaM: «pusudeckoro pyakmauonupoanus PF» - 62.2 (30.7)
B Hopseruu u 64.4 (29.8) B Jlanuu, «poseBoro pyHKIIMOHUPOBAHUS CBSI3aHHOTO € (PU3NUECKUMU
dakropamu RP» - 54.5 (44.0) B Hopeeruu u 51.8 (43.7) B Jlanuu, «o011ee COCTOSTHUE 30POBBS
GE» - 52.7 (14.0) B HopBeruu u 52.4 (15.6) B Jlanuu. bonee BrIpaskeHHOE CHUKEHHE OTMEYAETCS Y
KEHIIUH . B pyccKos3pIYHON JUTEpaType BCTPEUAIOTCS JIUIIb €IMHUYHbIE UCCIIEeI0BaHus,
nocesuieHHbie KK 6onpHbpix Muactenueit . B uccnenoBannu KX u genpeccun y 60nbHbIX
Muactenuei B pecriyonuke Komu (2011), npoBenennsix JI.A. bonnapeHko ¢ coaBTopami,
OTMeuaroTCsl BhIpakeHHOe cHIbKeHHe nokaszareseit KK mo mkanam «poneBoro (yHKIIMOHUPOBAHUS
CBSA3aHHOTO ¢ 43 dusznueckumu paxropamu RP» — 25 «poneBoro ¢pyHKIMOHUPOBAHUS CBSI3aHHOTO C
AMOIMOHAIBHBIMU (pakTopaMu RE», pu 3TOM He ObUIO BBISBIEHO 3HAUUMBIX JIEIPECCUBHBIX
pacctpoiicts [1]. ITo nanaeiM A.M. CmonuHa, B 1iesom, mokaszarenu KXK y 60apHBIX, TOBEPTIIMXCS
OIIEpPaTUBHOMY JIEUEHUIO, OBLITN BBIIIE, YEM Y MAllUEHTOB, MOyYaBIIUX TOJIBKO KOHCEPBAaTUBHYIO
Tepamnuio. ABTOpaMH YCTaHOBIIEHO, YTO OOJIbHBIE, NepeHecine TO, UMenu CTaTUCTUYECKH 3HAY MO
OoJiee BHICOKME 3HAUSHHS MTOKa3aTesel Mo mKagaM: «pu3nueckoro GyHKIuoHupoBanus — PFy» 72
(48/87) mpotus 55 (25/75), «poneBoro GyHKIIMOHUPOBAHUSI, 0OYCIOBIEHHOTO (hU3HYECKUM
coctosiaueM — RP» 65 (45;80) mpotus 47 (0/76) u «obriero coctosiHus 310poBbsi — GH» 62 (51/76)
npotuB 48 (29/64) T.B. Pomanona (2011) B cBoeit pabote ormeuaet cHmxeHne KK y 60mpHBIX
OTHOCUTEJIBHO MOMYISILIMOHHBIX AaHHBIX. [10 1aHHBIM HccienoBanus BbIsBIEHA 3aBUCUMOCTh KOK
OT TsDKECTH 3a00JIeBaHUS M BO3pacTa OOJIbHBIX, a TaKkKe HaMU4us Oy’ab0apHBIX HAPYIIECHUH .

3AK/IIOYEHHUE:
MuacteHus — XpoHHYECKOe, ayTOMMMYHHOE 3a0051eBaHue, 00yCIOBIEHHOE HAapyIlIEeHUEM HEpBHO-
MBIILIEYHO Mepe1adun B alleTHIIXOJIMHOBBIX HUKOTHHOBBIX PEIENTOpax MONepeyHOII0N0caToi
MYCKYJIaTypbl, KITMHUYECKH MPOSBISAIOLIEECS NAaTOJOTNYECKON MBIILIEYHON yToMIsieMocTho. [1o
JTAaHHBIM COBPEMEHHOM JTUTepaTypbl, 3a00JI€BaHNE BCTPEYaeTcs y mpeacTaBuTesieid 000uX MoJI0B, BO
BCEX BO3PACTHBIX IPyNIax U NPAaKTUUECKHU BO BCEX ITHUUECKUX Ipymnmnax. 3a nocieanue 60 et no
BCEMY MHpY MPOBEIEHO 0OJIbIIOE KOTMYECTBO UCCIEI0BAHUHN M0 U3YUYEHUIO AHIEMUOIOTUYECKUX
MOKa3aTesiell MUaCTeHHUH B 11€JI0M YKa3bIBAIOIIMX HA POCT PACIPOCTPAHEHHOCTH U 3a00JI€BaEMOCTH.
BonbmmHCTBO aBTOPOB CXOAATCA BO MHEHHMH, YTO HanOombiast 92 3¢hekTuBHOCTH
XUPYPrHUUECKOrO JIEUYEHUSI MUACTEHUN OTMEYAETCsl IPU MTPOBEJECHUM ONIEPALINU B IEPBBIE MECSLIBI
nociie Hayana 3aboneBanus. [lo ganueim C.C. XapHac ¢ coaBropamu (2009), olieHnBaBIINM
OTJAJIEHHBIE PE3YJbTaThl XUPYPrUUECKOro JeueHuss MuacTeHnu no kpurepusim MGFA, nons
00BHBIX MUACTEHUEH ¢ THMOMOM lia cTenenu crycTs ro yBenmuuiack ¢ 19,3 no 68,0%, a nons
NAIMEeHTOB C BBIPAXXEHHBIMU OyIb0AapHBIMU CUMIITOMaMHU (CTETeHb TsKecTH 3b 1 4b) 3HaUMTENBHO
cokparunack. [lonoxurenpHas AMHaMUKa y OOJIbHBIX C TUIIEPIUIa3ueld U THMOMOW JJOCTOBEPHO
HapacTasa J10 5 JeT oT Hayasia 3a00JieBaHMsl, TOCIIe Yero OTMeYanach CTa0MIIn3aIus
MHACTEHHUYECKOTO IMpolecca BoipaskeHHbIN MOJ0KUTENbHBIN 3(()EKT THMAIKTOMUU OTMEYaeTCs B
uccinenosanuu M.b. CkBopiioBa ¢ coaBropamu (2012) mpu 3ToM, HAHOOIBIIIEMY pPeTpeccy
MOJBEPIIINCH Harboee )KM3HEHHO BaXKHbIE CUMITTOMBI, Yallle BCETo MOCIIe yAaJIeHUs BUIOYKOBOM
JKeJe3bl TUKBUANPYIOTCS HapyleHus xeBanus (68,8 %), neixanus (62,5 %) u rmoranus (54,2 %).
B nonoBuHe ciyyaeB TMKBUAUPYIOTCS HAPYLICHUS PEUU, XYK€ BOCCTAHABIUBAIOTCS (YHKIIMU
MBIIIIL] BEPXHUX U HIDKHUX KOHeuHocTel (33,3 %). Pexe perpeccupyroT ria3oBuraresibHbIe
CUMITOMBI, 0co0eHHO NT03 (32,4 %) K cxo’uM BbIBOAAM MPUXOASAT U B OOIBIINHCTBE 3apYOEKHBIX



uccienoanuii B yactHoct Klein M ¢ coaBtopamu (2009), otmeuast pemuccuto depes 5 net y 40%
OonbHBIX U cHIDKeHUs cpeqHux 103 AXDII Ha aBe Tpetu. CoriacHO UCCIIEN0BAHUIO TPOBEIEHHOMY
Park LK. ¢ xomneramu (2006) yepes 5 u 10 net nocine onepanuu cTabuiabHas PeMUCCHS
JIOCTUTaeTCsl CTATUCTUYECKH yalle y O0JbHBIX 0e3 TUMOMBL. B coBpeMeHHOI, B OCHOBHOM
3apyOexHOM TuTeparype yaeneHo oonpiioe BHUMaHue oneHke KK y 60nbHBIX MUacTeHHEH.
BonbmmHCcTBOM HCcnenoBarenelt otMeuaercs 3HaunMoe cHbkenne KK y 6onpHBIX MUacTeHnen o
CPAaBHEHHUIO C NMOMYJIALMOHHBIMU AaHHbIMU. [lokazarenu n auHamuka KK sBistores BakHeHIIMMHU
KpuTepusaMu 3¢pGEeKTUBHOCTH pa3IUUHbIX MeTo/I0B Tepanuu. [Ipuunnoii yxynmenus KX napsany c
OCHOBHBIMU TPOSIBJICHUSIMU 3a00JI€BaHMs, SBISAETCS COMYTCTBYIOIIAsA, 93 comaTHueckas maTonorus
Y TPEBOYKHO-JICTIPECCUBHBIE PACCTPOMCTBA. B pyCCKOS3BIYHOM JIUTEPAType BCTPEUAOTCS JIUILb
€IMHUYHBIE UCCIIEIOBaHNUs, MOCBsIIeHHbIe oleHKe K)K GoNbHBIX MHacTeHUEH.
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