Ta'limning zamonaviy transformatsiyasi

MAKPO®AI'M KAK KJIIOYEBBIE MEJIUATOPHBI B
HATOT'EHE3E MUACTEHUU

Aboynnaesa Myoopak bekkynosna-PhD, ooyenm
Hnoamoea Cumopa Oitoexkoena- PhD, ooyenm
Typoanues Komunsrcon Maxcymanueeuu - camocmosmebHblil

couckamernw
Aboynazapoe My3zaghgpap Mupzanazaposuu - camocmosmenvHolli
couckamerw
Tawxenmckuu I'ocyoapcmeennwiit Meouyunckui Yuueepcumem

(Tawikenm, Y36exucman)

Mpuacrenus rpasuc (MI') - ayroummyHHO€E 3a00JieBaHHE HEPBHO-
MBIIIEYHON  TIEpelayd,  XapaKTepusyrlleecss  BbIpAaOOTKONW  aHTUTEN K
anetwixonuHoBoMy perentopy (AChR) m HapymeHueM mepeaadyd HMITyJIbca
MEXKy HEPBHBIM OKOHUYAHWEM U MBIIICYHBIM BOJIOKHOM. B mocnenHue rogsl Bcé
OoJpIliee BHUMAHHE YIETSETCS POJIM BPOKIEHHOTO MIMMYHHOTO 3B€HA, B YACTHOCTH
MakpodaroB, KOTOPbI€ BBICTYNAIOT BAXKHBIMM MEIUATOpPaMU BOCHAIUTEIbHBIX
peaKkuii U peryysiTopaMi aJalTUBHOIO UMMYHHOIO OTBeTa. Llenpio HacTosmiero
MCCJIEIOBAHMS ABJISUIOCH OMNpPEAENICHUE KIMHUKO-UMMYHOJIOTHUYECKOTO 3HAYEHHUS
Makpo(haroB B pa3BUTHUHU U MTPOTPECCUPOBAHNM MUACTeHHUH. B rccienoBanue ObLUn
BtoueHbl 40 manueHToB (20 myxuuH u 20 xeHmMH) B Bo3pacte 20-55 ner.
[IpoBenena oreHka TsxecTd 3adoseanus no mkaiamMm MGFA, QMG u MG-ADL,
a TaKkKe aHadu3 aKTUBHOCTH MakpoharoB W YPOBHS MPOBOCHAIATEIHHBIX
IIUTOKWHOB. Pe3ynbTarhl MOKa3anau, 4TO TMOBBIINICHHE AKTUBHOCTU Makpodaros
accolupyercss ¢ 0Ooisiee TSKENBIM TEUYCHHEM 3a00JIeBaHUSI U BBIPAXKEHHBIM
CHIKEHHEM IOBCEIHEBHON aKTUBHOCTH, YTO MO3BOJISIET pacCMaTpUBaTh UX Kak
NOTEHUNUAJIbHBIEC TEPAIIEBTUUECKUE MULLIEHU [TPU MUACTCHUU.
KitoueBble cioBa: MHMACTEHHs] TpaBUC, Makpodarv, HEPBHO-MbIIICYHAs

nepeaada, ayroummynurer, MGFA, QMG, MG-ADL.
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AKTyaqbHOCTh MuacTeHusi TrpaBUC OCTa€Tcs OJHUM U3 Hauboliee
MOKAa3aTeNIbHbIX MPUMEPOB ayTOMMMYHHOI'O 3a00JIEBaHMsS, B OCHOBE KOTOPOIO
JIKUT TATOJOTUYECKOE B3aUMOJICUCTBUE MEXAY dSJIEMEHTaMU BPOXIEHHOTO U
aJanTUBHOTO MMMyHHUTeTa. Ha mpoTsSiKEHUHM MHOTHX JIET OCHOBHOE€ BHUMAaHUE
YAEISUIOCh POJIM AHTUTEN K al€TUIXOJIMHOBOMY PELENTOpPY, OAHAKO CTAHOBUTCS
OUYEBHJIHBIM, YTO OJHHUX JHIIb aJANTHUBHBIX MEXaHU3MOB HEIOCTAaTOYHO MJis
OOBSICHEHHSI BCETO CIEKTpa KIMHUYECKUX MPOsiBICHUI Oose3Hn. BaxxHoe mecTo B
nartorenese MI' 3aHMMAalOT KIETKM BPOKIEHHOTO MMMYHHOIO OTBETA, MPEXKIE
Bcero Makpodaru. 9Ty KJIETKU HE TOJbKO 00eCIeunBaroT (GaroquTo3 U yJaleHue
KJIETOYHBIX OCTAaTKOB, HO M PETYJIUPYIOT BOCHIAJIEHUE, aHTUTCHHYIO MTPE3EHTALIUIO U
akTuBaiuio tuMdonutoB. Hapymenus B ux GyHKIIMOHUPOBAHUU MOTYT PUBOUTH
K H30BITOYHOMY BOCHAJIEHUIO U MOAJEPKAHUIO ayTOMMMYHHBIX PEaKLIUW, 4TO
CIIOCOOCTBYET XpOHUYECKOMY T€UEHHIO 3a00JeBanud. M3yuenue poau makpodaros
B (hopMHpOBaAHUM KIMHUYECKUX MPOSBICHUN MHUACTEHUU MMEET BaXKHOE 3HAUCHUE
JUIsl TIOHUMaHUsl TaToreHe3a OOJIE3HM, OINPEAENICHHs] HOBBIX MPOTHOCTUYECKHX
KpUTEpUEB U pa3pabOTKU TapreTHHIX IMOAXO0JI0B, HAIPaBJICHHBIX HAa MOIYJISLIUIO
BPOXAEHHOTO UMMYHHOTO OTBETA.

Heas  wuccaepoBanusi. Onpenenuts  KIMHUKO-UMMYHOJIOTHYECKOE
3HayeHUe Makpo(aroB B MAaTOT€HE3e MUACTEHUHM T'PAaBHUC, BBIIBUTH UX pPOJIb B
Pa3BUTHH U MPOTrPECCUPOBAHUM 3a00JIEBaHMS, @ TAK)KE YCTaHOBUTH B3aMMOCBS3b
MEXIy (QYHKIMOHAIBHONH AaKTUBHOCTBIO MakpodaroB U  BBIPAKCHHOCTHIO
KJIMHUYECKOW CUMIITOMATHKH, OLIEHUBAEMOM M0 COBPEMEHHBIM IIKajaM TSHXKECTH U
noBceaHeBHOM akTuBHOCTH (MGFA, QMG, MG-ADL).

Marepuassbl u MeToasbl. B uiccienoBanve Obun BKITIOUEHBI 40 AIMEHTOB
C JIOCTOBEPHO yCTaHOBJICHHBIM JIMarHO30M MHUACTEHHUHU I'paBuc B Bo3pacte ot 20 10
55 ner (cpemnuit Bo3pact 38,2 + 6,4 roma). Cpean y4aCTHHUKOB OBIJIO paBHOE
KOJIMYeCTBO Myx4uH M >keHIMH (20 u 20 cooTBercTBEeHHO). Bce mnanueHTsl
HAaXOJWINCh TOJl HAOJIIOJEHUEM B CHEIUAIM3UPOBAHHOM HEBPOJIOTHYECKOM
LEHTPE U MOyYald CTaHJAPTHYIO TepaIlrio, BKIOYaBUIYI0 aHTUXOJIUHAICTEpa3HbIe

rpenaparsl, TTIOKOKOPTUKOCTEPOUIBI ", npu HEO0OX0IMMOCTH,
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UMMYHOMOJIyJIUpYIolee JedeHue. TsokecTh 3a0ojeBaHus ONpeaessiach Io
knaccupukanmu  MGFA  (Myasthenia Gravis Foundation of America),
MO3BOJISIIOIEH paclpeeuTh MalMeHTOB B 3aBUCUMOCTH OT BBIPAXKEHHOCTH
cumntomMoB. KonudecTBeHHasi OLIEHKa COCTOSIHUSI MPpOBoAMJIAch no mkaine QMG
(Quantitative Myasthenia Gravis score), BKIIOUAIOIIECH TECThI JJISI OIICHKUA CHJIBI
Pa3IMYHBIX TPYMI MBI, a BIUsHUE 3a00JI€BaHUs HA TOBCEHEBHYIO )KU3Hb — 10
mkane MG-ADL (Myasthenia Gravis Activities of Daily Living).
NMMyHOOTHYECKass 9acTh WMCCICIOBAHUS BKIIOYAJIa OMpPENCICHUE aKTUBHOCTH
MakpodaroB B nepudepuyeckoit kpou (1o skcnpeccuu CD14, CD16), ananu3 ux
(daronuTapHO CIIOCOOHOCTH M YPOBHS CEKPEIMH MPOBOCTIAIUTEILHBIX ITMTOKUHOB
(IL-1pB, IL-6, TNF-a). Bce mosy4eHHbIC JaHHBIC COMOCTABIISUINCH C KITMHUYCCKUMU
XapaKTEpPUCTUKAMU W pe3yjbTaTaMu IIKajd IS BBISIBICHHUS KOPPEISIUOHHBIX
3aBUCHUMOCTEMN.

Pe3yabTarbl. BOIBIIMHCTBO NMAIMEHTOB MUMETH YMEPEHHOE I TSHKENTOE
TeueHue 3aboneBanus. Ilo wmaccupukanuu MGFA 60% o6cnenoBaHHBIX
orHocunuck kK kinaccy II, a 40% - x wmaccam III-1V, xapakrepusyronmumcs
BBIPDA)KEHHOM  MBIIIEYHOM  C€1abO0CThIO, HaApyUIEHUEM TJIOTaHHS, pEYd U
apixateabHoi pyHkuuu. Cpeanuii nokasarens no mkaie QMG cocraBun 12,4 +£2,1
Oaiyia, 4TO OTpaXKaJio HaJUYKME YMEPEHHBIX U BBIPAKECHHBIX HAPYIICHUN HEPBHO-
MblleuHou nepegauu. 1lo mkane MG-ADL cpeanuii nokaszarens paBHsiica 7,8 +
1,6 Ganna, 4TO CBUIETEIBLCTBOBAIO O CYIIECTBEHHOM CHIDKEHHHM CIIOCOOHOCTH K
BBITNOJIHEHUIO TTOBCEAHEBHBIX JIEMCTBUM.

MMMyHOJIOTMYEeCKUH aHaIU3 TIoKa3ajl, 9YTO Y MAIMEHTOB ¢ 0oJiee THKETBIM
TEYECHUEM 3a00JIEBaHMsI OTMEYaIach IIOBHIINICHHAS AKTUBHOCTH Makpodaros,
COTIPOBOK/IABIIASICS YBEIMYCHUEM TPOAYKIIUU MPOBOCHAIUTEIBHBIX TUTOKUHOB.
VYposuu IL-1p, IL-6 u TNF-a koppenupoBanu ¢ nokazarensimu QMG u MG-ADL,
oTpaxkass TPSMYI0 3aBUCUMOCTh MEXIY WHTCHCHUBHOCTHIO BOCHAJICHHUS U
BBIPAKEHHOCTHIO KIIMHUYECKUX MPOSBICHUNA. AKTHBHpPOBaHHbIE Makpodaru
BBISIBJISUTUCH HE TOJBKO B mepudepuydeckoid KpoBH, HO U B TKaHSAX THUMYCAa, YTO

CBUACTCIILCTBOBAJIO O CHUCTCMHOM XapaKTCPC BOCIAJICHUSA WM BOBJICHCHUU I3TUX
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KJIETOK B (OPMHUPOBAaHME ayTOMMMYHHOTO Iipormecca. IloBbIlIeHHE HX
(GYHKIIMOHATBHOW  aKTUBHOCTH  COIMPOBOXKIAIOCH  YCHJICHHEM aHTHTCHHOMN
IpEe3eHTAIlUN U TIOIIeP)KaHneM T-KJIIETOYHOW aKTHBAIUH.

Tabmura 1.

XapakTepucTrka o0ClIeJOBaHHBIX MAIUEHTOB

[Tokazarenu 3HaueHUs
Bo3pacr (71eT) 20-55
[Ton (My>X4HUHBI/KEHITTHBI) 20/ 20
MGFA kimacc 11 60%
MGFA xnacc -1V 40%
QMG (cpennee +0) 12,4 +£2,1
MG-ADL (cpennee +0) 7,8+ 1,6

Oo0cyxnenue. IlonmydeHHblE [aHHBIE CBUIAECTEILCTBYIOT O TOM, 4YTO
Makpodard UrpaloT 3HAYMMYIO pPOJb B MAaTOr€HE3€ MHACTEHUH, BBICTYyMas
LHEHTPAJIbHBIMUA 3BEHBSIMU MEXIY BPOXKIEHHBIM WU ANANTUBHBIM HUMMYHUTETOM.
[ToBbIllIEeHHAs] aKTUBHOCTH Makpo(aroB CocOOCTBYET Pa3BUTHIO XPOHUYECKOTO
BOCIIAJICHUS,  YCWJICHHIO  AaHTUICHHOW  IIpe3eHTauMd U HNOAACPKAHUIO
naToJiornyeckor aktuBauumu T- u B-nmumdouuntoB. MoXXHO NMpeAnogoXkuTh, YTO
Ype3MEepHOE BOCMAJICHUE, BBI3BAHHOE TUIIEPAKTUBHOCTHIO MakpodaroB, co3maéT
yCOBUSA IS NIEPCUCTUPOBAHUSA ayTOMMMYHHOI'O OTBETA, IOBPEXKIAEHUS HEPBHO-
MBILLIEYHBIX CUHAICOB U (JOPMHUPOBAHUS YCTOMUMBBIX KIMHUYECKUX CUMIITOMOB. B
TO JK€ BpEeMsl HapylIeHHWE PETYIATOPHBIX (YHKIUHA Makpo(paroB MOXKET

MMPEIATCTBOBATE PA3PCIICHHUIO BOCIIAJICHUSA, ITOAACPIKHUBAsA XPOHUYCCKOEC TCUCHHC
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3a0oneBanus. BaxkHbIM acrieKTOM SIBISIETCS U BIMSIHUE MaKpo(daroB Ha COCTOSIHUE
TUMYyCa, TJIe MPOUCXOAAT KII0YEeBbIC MPOIECCH CO3peBaHus U U dHepeHIINPOBKU
muMdonuToB. M3MeHeHHs B aKTUBHOCTH MakpogaroB MOTYT CIHOCOOCTBOBATbH
(GOpMHUPOBAHUIO TATOJIOTMYECKUX TE€PMUHATUBHBIX IEHTPOB, TJI€ MPOUCXOIUT
yCHIJIEHHAs! BBIPaOOTKA ayTOAHTHUTEIL.
Takum 006pazom, Makpodaru cienyeT paccMaTpuBaTh HE TOJIBKO KaK
[TACCUBHBIX YYaCTHHKOB BOCHAJICHMS, HO KaK aKTUBHBIX PETYJIATOPOB,
ompenensomux OamaHCc MEeXAY TOJEPAHTHOCTBIO U ayTOMMMYHHTETOM.
Moaynsituss UX aKTUBHOCTH MOJKET TMPEACTaBIATh COOOM MepCrHeKTUBHOE
HaIlpaBJCHUE TEPANHUH, CIOCOOHOE CHU3HUTH BBIPAKEHHOCTh BOCHAIMTEIHLHOIO
pouecca U yJIydlIuTh KINHUYECKOE TeUeHHE OO0JIC3HU.
3akirouenue. [IpoBenéHHOE HccIeOBaHUE MOKA3al0, YTO MHACTEHUS
IPaBUC COIMPOBOXKJAETCA TMOBBIIIEHHOW aKTUBHOCTBIO MakpodaroB, KoTopas
HalpsIMyt0 KOPPEIUPYET C TSKECTHIO KIMHUYECKUX NPOSBICHUN. BbIcokas
MPOAYKUMS NPOBOCHAIUTENBHBIX IUTOKAHOB W  YCWJICHHE AHTUTCHHOU
MPE3eHTAIlMK OMpPEACNIIIOT POJib MakpodaroB Kak KIIOUEBBIX MEIUATOPOB B
MOJI/IEP>)KaHUK Ay TOMMMYHHOTO BocTiasieHust. Makpodaru MOryT paccMaTpUBaTHCS
KAaK Ba)KHbIE MPEIUKTOPHI TSHXKECTU 3a00JI€BaHUSI U NOTCHLMAIbHBIE MUIIEHU JJIs
TapreTHoW  Tepanmuv. Moaynsauuss WX AaKTUBHOCTM W BOCCTAHOBJIEHUE
PEryJsTOPHOIO MOTEHIMaIa BPOXKAEHHOIO MMMYHHOI'O 3BEHa CIOCOOHBI CTaTh
OCHOBOM /17151 pa3paO0OTKX HOBBIX MOJXOJ0B K JICYEHUIO MUACTEHUH, HAlIPaBJIECHHBIX
HAa CHI)KEHHE BOCHAJECHUS, VYIY4YlIEHUE HEPBHO-MBIIEYHOM MEepeladyd |

ITOBBINICHUC KAa4YC€CTBA KU3HHU ITAaITUCHTOB.
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