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Muacmenus: 4ymo Ham U3BECMHO Ce200HA?

Muacrenus (myasthenia gravis) — oTHOcuTenbHO HeuacTtoe ayToummyHHoe 3a6onesaHue. Mo AAHHbIM PA3ANUHBIX
uccnepnoBaHui, 3a6onesaemoctb cocrasnser ot 1,7 go 10,4 cnyuas Ha 100 Toic. [1], a B CLUA gocruraer 20 cnyuyaes Ha 100

TbIC. HaOCENeHus [2].

Kak u3BecTHO, rnaBHbIMM KIIMHUYECKUMMU NPOSIBNIEHUSIMU MUACTEHUM SIBASIIOTCS CNAGOCTL U NATONOrMYEcKas yTOMASeMoCTb
nonepeYyHo-NosoCcaToN MyCKynaTypbl (3KCTPUOKYASIPHOW U/UAN MYCKYATypbl KOHEYHOCTEH, FIABHBIM 06pazom
NMPOKCMMAIbHBIX OTAENOB, A TAK)XXE AbIXATenbHbIX Mbiwwy). KnuHuueckue BapmaHTbl Te4EHUSI MOTYT LUMPOKO BAPbUPOBATD —
OT CTOMKMX PEMUCCUI A0 TIKENDbIX, 3ATHKHbIX 060CTPEeHUi u gaxe cmeptu [3].
B TeueHue nocnegHUX AecaTUNETUI MPOrHO3 3a60NeBaHMUS CYLLLECTBEHHO yNy4Luuscs. 3TO CBA3AHO MABHbIM 06pazom

€ NOSIBJIEHUM HOBbIX PAPMAKOSIOTMUECKUX NPENAPATOB, HOBBIX CXEM UX MPUMEHEHUS, YCOBEPLUEHCTBOBOHUEM
Xupypruyeckoro neueHus. Cnegyer NOMHUTb, YTO CMIOHTAHHBbIE PEMUCCUU — HEXAPAKTEPHOE AN MUACTEHUM aBnieHue [4, 5].

Mlamozenes

Kak yxe roBopwioch, MUACTEHUS —
ayTOMMMYHHOe 3a0osieBaHue. Y 85% manm-
€HTOB C TeHepaIN30BaHHOI (HOPMOii B KO-
BH OOHApYXMBAIOTCSI ayTOaHTHTENIa K pe-
nenTopaM auetuiaxonnHa (AchR-Ab). Otu
PETIeTITOPHI PAcTIONaraloTcsl Ha TTOCTCHUHATI-
TUYECKON MeMOpaHe HEpBHO-MBIILIEYHOTO
cHHarca, Mo3TOMYy OUEBUIHO, YTO TpU OJI0-
KUPOBAaHUU 3TUX PELIEIITOPOB HapyIIaeTCs
HepBHO-MBbIIIIEUHad epeaada [6].

VY 15% manueHTOB ¢ TeHepaTM30BaHHOM
(opmoii AchR-Ab He oOHapyxuBaioTCs.
Panbiire a1y hopmy OoJie3HU Ha3BIBAIU Ce-
poHeraTuBHOM. OIHAKO HECKOJBKO JIET Ha-
3a1 ObLIM OOHapyXeHbl Ipyrue aHTuTesa,
KOTOpBIE CBSI3BIBAIOT C TeHEpPAIM30BaHHOMN
MMacTeHuel u ooHapyxuBaoTy 20-50% ce-
poHeratuBHbIX Mo AchR-Ab mnaiueHTOB.
DT0 — aHTUTeJa K MBIIIIEYHO-CIenduiec-
Koii Tupo3uHKrHaze (MuSK-Ab) [6].

Tak, ObL10 ycTaHoBieHO, uTo AchR-Ab
obOHapyxuBaloTcst y 85% OONBbHBIX TeHepa-
nm3oBaHHON My 50% — Tia3HOI (hopmoi
MHacTeHUU, B To BpeMst kKak MuSK-Ab 06-
HapyXMBaIOCS WCKIIOYUTELHO TIPU TeHe-
panuzoBaHHO# ¢opme [7-9]. Crenyer noa-
YepKHYTh YTO, B KJIMHUKE MHACTCHUU C
MuSK-Ab pmomuHupyloT OynbOapHbIE
CHUMIITOMBI, PEKO OOHAPYKMUBAIOTCST U3Me-
HEHUST CO CTOPOHBI TUMYCA, 3T MallUeHTHI
JAIOT TIJIOXOM OTBET Ha TPATUIIMOHHOE Jie-
YyeHMe, YacTO MPUXOIUTCS Mpruderath K Ha-
3HAYEHUIO MPETNapaToB BTOPOM TUHUM [8, 9].

Knunuueckas Kllﬂﬂ[:llll]llKﬂllllﬂ MuacmeHuu

B 2001 rony MGFA (Myasthenia Gravis
Foundation of America) Obl1a ipeaioxeHa
KIIMHUYECKast KﬂaCCl/lq)l/IKaLIl/Iﬂ MHWACTCHUMN.
B Hacrosimee Bpems Ojaromapsi CBOeMy
yI00CTBY OHA IMMPOKO WCIIOTb3YeTCs

B CeBepHoit AMepuKe 1 ctpaHax EBpomneiic-
koro Coto3a (Tab.) [4].

Neuenue

CHUMITTOMaTHYECKOE JIeICHUE — MCTIONb-
30BaHWE AHTHUXOJMHACTEPA3HBIX IIperapa-
ToB (AXOII).

AXDII npuMeHSI0TCS TIPU TJIa3HOM 1 TIpU
reHepali30BaHHON (hopMe MuacTeHMH. Mx
OTHOCAT K Hambojee MPUMEHSIEMOMY ITPH
TAHHOM 3a00JIeBAaHWM KJIacCy ITperapaToB.
MexaHu3M JeHCTBUS TIPETIapaToB CBS3aH C
0J10Kamoil (hepMeHTa XOJMHICTEepasbl B CHU-
HanTUyeckoil 1menu. B pesynasrate 3TOrO
MIPOUCXOIUT IPOJIOHTAIINS BO3ICICTBIS MO-
JICKYJTBI alleTJIXOJIMHA Ha XOJIMHOPEIIETITO-
PHbI TToCcTCUHATNTUYecKoit Mmemopansi [10, 11].

Hawnbomnee mmpoko mpuMeHsIeTcs] TTUpH-
JIOCTUTMUH B TabJETUPOBAHHON (GopMe TTo
60 mr. JleueHue oObIYHO HaumHawT ¢ 30-
60 mr kaxapie 8 4. JIo3y MOBBIIIAIOT MMOCTE-
IIEHHO, B 3aBUCUMOCTH OT COCTOSTHUSI ITaLlH-
eHTa. MakcumanbHast mo3a — 60-120 mr
Kaxnpie 4 u [4].

K Hanbosee yacTbiM MOOOYHBIM JEHCT-
BUSIM OTHOCSITCSI TaCTPOMHTECTUHAIbHbBIE
HapyleHus: — abmoMHHaIbHas O0Jb, Iua-
pest; MBIIIeYHbIe (acIuKyIsIuu. B BeICO-
KHUX I103aX TpernapaT CIIOCO0eH CIIPOBOIIN-
poBaTh XOJIMHEPTUYECKuii Kpu3s [12].

HMMyHOMOQYRUpYoWas mepanus

KopTukocteporasl — OTHOCSATCST K Tpe-
Tapatam IepBOi IMHUM NUMMYHOMOIYJIPY-
IOIINX TIpeTIapaToB IPU MUACTCHUU. DTOT
KJIaCC TIPEIapaToB IMMPOKO HCIOTB3YeTCs
BO BCEM Mupe Oyiarojgapsi BEICOKO adex-
TUBHOCTH, OTHOCUTEJILHOW [eIIeBU3HE U
Oe3omacHOCTH. MeXaHU3M MMMYHOMOJIY-
JIPYIOIIETO BIMSHUS 3TOTO Kjlacca Iperia-
paToB 10 KOHIIa He siceH [13].
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CuuraeTcst, YTO KOPTUKOCTEPOUIBI BN~
IOT Ha paclipeIesieHUe JIEMKOLIMTOB, UHIU-
OMPYIOT UX MUTPALIMIO K 0Yary BOCHaJeHMs
[14], yMeHBILIAIOT TIPOAYKLINIO U CEKPELINIO
LIUTOKMHOB U IPYIMX MMMYHOMEIUATOPOB
Makpodaramu u T-mumpounramu [15, 16].

[To6ouHBIE fEliCTBUSI KOPTUKOCTEPOUIOB
XOPOILIO U3BECTHBI U UMEIOT YETKUI 10303a-
BUCUMBII 3¢ dekT [17].

Tepanuio cinemayer HauumHath ¢ 10-25 mr
yepe3 JIeHb, MOCTETICHHO HapalluBas 103y
(o 10 Mr Ha Mpuem) 10 TOCTUKEHUS Liee-
BOi1 1036l 60-80 Mr (B omuH TpueM, dyepes
neHb). [Tpu TsKeaoM COCTOSTHUU OOJBHOTO
KOPTUKOCTEPOUIBI CIIEAYET TPUMEHSITh Cpa-
3y C BBICOKHX /103 €XEIHEBHO (Hapsiay ¢
KpaTKOCPOUYHOW Teparnueil — miaazmadepe-
30M WIM BBEACHUEM MMMYHOIJIOOYJIMHA
BHYTPUMBEHHO) [0 CTAOWJIM3AallMU COCTOsI-
Hus. [Tocne nocTzkeHus: pemuccuu (00bIU-
HO uepe3 4-16 Heaenb) 103y KOPTUKOCTEPO-
WJOB HAYMHAIOT TMOCTENMEHHO CHUXATb JI0
noanaepxupatoieit [18].

A3aTHONIPUH — MYPUHOBBIN aHAJIOT, UH-
TMOUPYIOIINI CUHTE3 HYKJIEMHOBBIX KUCJIOT
(AHK u PHK). [TepBuuHO BO31eiiCTBYET Ha
MpOoTH(EepUPYIONIUe TUMQPOLIUTEI, UHIYLIH-
pyer T- u B-numdonenuto [15, 19, 20].

[Ipenapar nmeeT Xoporuii TpouIb rme-
PEHOCUMOCTU U OTHOCHUTEJIbHO HEMHOTO
MOOOYHBIX JEUCTBUIM (MOTYT OTMEYATHCS
TOIIIHOTA, KOXHbBIE BBICHITIAHUS, LIUTOIE-
HUS1, TaHKpeaTuT u ap.) [21].

CnienyeT MOMHUTD, YTO HA4YaJlo TepareB-
TUYECKOTO 3(heKTa MOXET ObITh OTCpOUE-
HO 10 4-12 Mecs1ieB, a MaKCUMaJIbHBIN Te-
paneBTuyeckuii  3ddexT pazBuBaeTCs
00OBIYHO Yepe3 6-24 MecsiLeB. A3aTHONPUH
cleayeT MCMHOJb30BaTh KaK JOMOJHMUTEIb-
HbIIl npenapaT (K NPeIHU30JI0HY) Y Mallu-
€HTOB, KOTOpbIE UIUTEIbHOE BPEeMsl HaXo-
JIITCSI HA UMMYHOCYNPECCUBHOMN Teparuu.
DTO MO3BOJISIET HE YBEIMYMBATH 103y KOp-
TUKOCTEPOMIOB U TMOAAECPKUBaThL UX 3(]-
(bexTUBHOCTD (TaK Ha3bIBAEMbIi CLIAPPUHT-
addexr) [18].

LuknocnopuH — npemnapar co CJI0XKHbBIM
MEXaHU3MOM JEUCTBUSI, KOHEUYHBIM PE3Yiib-
TaTOM KOTOPOTO SIBJISIETCSI MTHTUOMPOBAHKE
akTUBaluu U npoaudepanu T-mumdborn-
ToB [15, 22].

PazBuTHe MOOOUYHBIX peaklil UMEET 10-
303aBUCHUMBbIN XapaKTep — rojioBHasl 00Jib,
apTepuasibHasi TUNIEPTEH3Us, TToYeyHast He-
JIOCTaTOYHOCTh, MHCOMHUSI, TPEMOpP M [Ip.
[15, 16, 23].

HukiocnopuH OpUMEHSIETCS HeyacTo.
YyuTtbiBasi CrieKTp U XapakTep NOOOUYHBIX pe-
aKIIMi, ero IpUMEHSIOT JIUILb Y MallUEeHTOB,
HEUYYBCTBUTEIbHBIX K a3aTUOIPHUHY [18].

MukodeHonara MopeTUa — COBpPEeMEH-
HBII TIperapaTt, OCHOBHBIM ME€XaHU3MOM
JIEACTBUSI KOTOPOTO SIBJISIETCSI UHTMOMpPOBa-
Hue periikauuu B- u T-mumdonuros. Oc-
HOBHbIE TOOOYHbIE NEUCTBUSI — IUapes, To-
JIOBHas1 00J1b, KOXHbIE peakiuu u np. Mc-
CJIEJIOBAHUSI MO JJOKA3aTeNbCTBY 3DPEKTUB-
HOCTM TIpUMEHEHMSI JaHHOTO Iperapara
pyY MUACTEHUU TIpoJoJKatoTes [24].

Luknodochamua — npuMeHsIeTCs B Ka-
YecTBe MMMYHOJIEIIPECCAHTa TIPU TSIKEJbIX
MMMYHOJIOTHYECKuX 3aboseBaHusix. B oc-
HOBE MeXaHW3Ma JCHCTBUS JISXKUT YTHETe-
Hue T- u B-mumdonuToB (kak u Bcex npy-
TUMX aKTUBHO NEJSIIIUXCSl KIeTOK OpraHu3-
Mma) [15].

3n0poBs” Ykpainn™

B.M. WikonbHuk

HuxnodochaMum UCTONB3YETCS PEAKO —
pu He3(PHEKTUBHOCTH COYETAHHOTO TPH-
MEHEHUST KOPTUKOCTEPOMIOB 1 a3aTHOIPH-
Ha, MeToTpeKcaTa, IMKIocropuHa [18].

MeToTpekcaT UHTMOUpYeET MPOLECC Aee-
HMSI aKTUBHO MESIIMUXCS KJIETOK (B TOM
yucie T- u B-numbouuTton). K modouHbIM
IEHCTBUSIM OTHOCSTCS MUEIOCYIIPECCHS,
MYKO3WTHI, aJIOTeINsI, IIMCTUT, TOITHOTA U
ap. [25].

MeToTpekcaT CliefyeT UCITOIb30BaTh Kak
npenapar pesepna (Impu Hea(hHEKTUBHOCTU
Tepanuu mpernapaTaMu rnepsoro psiaa) [18].

PutykcrMab — MOHOKJIOHAJIbHOE aHTH-
TEJIO C BBICOKMM CPOJCTBOM K aHTHUTECHAM
kaetok CD20. K OCHOBHBIM MOOOYHBIM
JNEUCTBUSIM OTHOCSIT JIMXOPAIKY, KOXKHBIE
BBICBITTAHUSI, TOIIHOTY, PEAKO — OpOHXO-
crasM M Ip. MHOTOLIEHTPOBBIE MCCIIeI0Ba-
HUS 3(PPEeKTUBHOCTU PUTYKCUMaba Ipu
MMACTEHUHU MpojoKaroTes [26-28].

Kpamkocpounas mepanus — nnasmathepes
U BHYMPUBEHHOE BBEfEHuUE
uMmyHo2nobynuna

B ocHoBe MexaHu3Ma NENHCTBUS MMMY-
HOMIOOY/JIMHA, BBOIAMMOTO BHYTPUBEHHO,
JIEXUT HEUTpanu3alusi aKTHBUPOBAHHOTO
KOMIUIEMEHTa, ayTOAHTUTEN, MOIYJSIIUS
MPOBOCHAJIUTENbHBIX LMTOKMHOB W Jp.
K moGouyHbIM AECTBUSIM OTHOCST: 3pUTe-
MaTO3HbIE KOXKHbIE BBICHIITAHUS, TOJIOBHYIO
60J1b, MUAIITHIO, IUXOPAAKY U 1p. [29].

B pesynbrate nposeneHus miadmadepesa
M3 TUTa3Mbl KPOBU OOJBHBIX YAAISIOTCS
ayTOAHTUTEa, WMMYHHBbIE KOMILIEKCHI,
BocHaluTeIbHbIe MeauaTopsl [30, 31].

[Tnazmadepes npu MUACTEHUU IPOBOAST
KOPOTKHUM KYPCOM — MPHU TSEKENbIX (hopMax
3a00J1eBaHMS, TIPU MTOATOTOBKE K OIEepaThB-
HOMY JIEYEHUIO, TIPU OBICTPOM TEMIIE TPO-
rpeccupoBaHus 6ose3nu [18].

BHyTprBeHHO UMMYHOIJIOOYIMH MPU MU-
ACTEHUU MCITOJIb3YIOT MO TeM Xe IMOoKa3aHU-
M, uto U riasMadepes. Cunraercs, 4To 3¢-
(peKTMBHOCTB 3TUX METOIOB OAMHaKoBasI [18].
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TuMaKTOMMST — ONIUH U3 HanboJiee YacTo
MIPUMEHSIEMbIX METOOB B JICUEHUN MUACTE-
Huu [11].

TUMBIKTOMMIO OOBIYHO ITPOBOIST IIPH 10~
Ka3aHHOM HaJIMYUU THMOMBI, a TaKXe ITa-
LIMEHTAaM C TeHEepaJIM30BaHHOM MUACTCHUEH
npu ooHapyxeHuu y HuX AchR-Ab (B Bo3-
pacte 10 50-60 siet). I1pu reHepaan3oBaH-
HOI1 (hopMe MUACTEHUHU MALUCHTaM, B KPO-
BM KOTOPbIX He 0OHapy:kuBaoTcst AchR-Ab,
Ho umerorcst MuSK-Ab, mpoBoauTh TUMAK-
TOMMIO HerlenecoobpasHo. KimmHnaeckuit
3¢ deKT mocyie TUM3KTOMUN HACTyIaeT He
cpasy, a JIuilb uepe3 6-12 mecsues [32].

AJITOPUTM JIEYEHWS] MUACTEHHUH COTJlac-
HO pekoMeHmanustM EBpomneiickoii dhemepa-
1 HeBpoJornyeckux cooduects (EFNS)
MpeACTaB/IeH Ha pUCYHKax 1 u 2.

Takum 00Opa3oM, B MOCJIEAHUE TOAbI TO-
JIY4eHO MHOTO JaHHBIX, KaCaloUIUXCsI TaTo-
reHe3a MuacTeHn. CoBpeMEHHBIC METOJIBI
VICCIIETOBAHUS TIO3BOJISIIOT HE TOJIBKO JIHa-
THOCTHPOBaTh, HO M TPOTHO3MPOBATh Xa-
pakTep TeUeHUs 3a00IeBaHMS.
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Puc. 2. JleueHune reHepanu3oBaHHON GpOpMbI MUACTEHUM

OnpeneneHre UMMYHOJIOTUYECKUX Map-
KEPOB MUACTEHUM B MOCJEIHUE HECKOJb-
KO JIET CTaJlo JAOCTYIHbBIM U B YKpauHe,
XOTSI CTOMMOCTb aHAJIU30B OTHOCUTEJIbHO
BEJIMKA.

[ToHumaHue cytu 3ab07eBaHMs, OCHOB-
HbIX 3BEHbEB €ro IMaToreHesa, 3HaHUE
CIIEKTpa COBPEMEHHBIX TepaneBTUYECKUX
Aar¢cHTOB M aJTOPUTMOB MX IIPUMCHCHMUA
TMO3BOJIAIOT YJIYUIINUTb KAa4Y€CTBO OKa3aHUA
IOMOILM OOJIbHBIM C MUACTEHUEH.
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HEBPOJIOTIA « Ornan

Nepednaama 3 Jydo—skoeo micsus!

Y korcHoMY G1odinert’ & Yicomonumus !
3a nepeonaamuumu iHoeKcamu:

3nopoBs” YkpaiHu
«MEI[I/IHHA TASETA
«3J10POB’A YKPAIHUA — XXI CTOPIYYS»

35272

TEMATUYHUIN HOMEP
«HEBPOJIOT'IS, ICUXIATPIS, ICUXOTEPAITIS»

37633

TEMATUYHU1 HOMEP
«IIYJIBMOHOJIOI'TA, AJIEPTOJIOI'TA, PUHOJIAPUHTOJIOT'IA»

37631

TEMATUYHUIN HOMEP
«KAPIIOJIOT'ISI, PEBMATOJIOTIS, KAPIIOXIPYPTISI»

37639

TEMATUYHUIN HOMEP
JITABETOJIOT IS, TUPEOIIOJIOI TS, METABOJITYHI PO3JIAI»

37632

TEMATUYHUI HOMEP
«OHKOJIOT' I, TEMATOJIOT IS, XIMIOTEPAIIIS»

37634

TEMATUYHWI1 HOMEP «TACTPOEHTEPOJIOI'IA,
T'EITATOJIOTI'IA, KOJIOITPOKTOJIOT'IA»

37635

TEMATUYHUI HOMEP
«IEJIATPISI, AKYIIIEPCTBO, TTHEKOJIOT 11 »

37638

TEMATUYHUW HOMEP
«XIPYPTIIA, OPTOIIEAISA, TPABMATOJIOIIA»

49561
HAIII CAUT:

<. 3/)0;14&’ 9 YRDAIHUY.
21 20091 PORY
9 pow:

11






