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BBEJEHUE

HepBHo-MpbIIIeuHbIe 320071€BaHUS IPEICTABIISIOT COO0M OOJIBIIYIO TPYIITY T€TEPOTCHHBIX,
OTIIMYAIOIIUXCS TI0 OSTHOJIOTMM M TaTtoreHesy, 3abojeBaHui. CXOAHBIMH KIMHHYECKUMU
NPOSIBICHUSIMM ~ XapaKTEPHU3YIOTCS  IEPBUYHOMBIIICYHbIE  3a00JeBaHuA, IIOPAKEHUE
neprudepuyecKuX HEPBOB (pa3MyHbIEe BUBI MOHO-TIOJMHEBPOIATHH ), MOTOHEHPOHOB CIIMTHHOTO
MO3Ta (CIIMHAIBHBIC MBIIIEYHbIE aTpo(Un), TAaTOJIOT U HEPBHO-MBIIIIEYHOTO CHHATICA (MHACTCHHS
U MMACTEHUYECKUE CUHAPOMBI). OCHOBHBIMU MPOSBICHUSIMH 3TON OOJIBIION I'PYIIIbI HO30JIOTUI
SBJIIOTCA MbILIEYHasi caabocTh (JOKajdbHAs WM TEHEpPaIM30BaHHAs) U YTOMISIEMOCTb, 4YTO
00yCIIOBJIEHO CHI)KEHHEM MBIIICYHOH CHIIBI M MBIIIIEYHOTO TOHYCA.

[IpuoOpereHHass MuacTeHUs! SBISETCS HanOOJee pPacIpOCTPAaHEHHBIM 3a00JIeBaHHUEM B
rpymnmne OoJjie3HeH HEpBHO-MBIIIEYHOIO ammapara, Ha ee J1oyto npuxonutcs Ao 60% ciydaes.
Bbone3np nmeeT ci0kKHbIN NaToreHe3, 0CHOBaHHBIN Ha BBIPAOOTKE aHTUTEI K pPa3HbIM CTPYKTYpam
CHHAaIICAa. FCTepOFCHHOCTI) AHTUTEHHBIX MHUIIEHEH IIpu MHUACTCHHUU SBJIACTCA HpI/I‘II/IHOI\/'I
MHOT000pa3usl KIMHUYECKUX MPOSIBICHUN, YTO OMNpEAENseT UIMPOKUN Kpyr HO30JIOTUH s
npoBeaeHus auddepeHanbHOro 1MarHo3a, 3aTpyaHsieT CBOEBPEMEHHYIO JUAarHO CTUKY.

B ocHoBe pa3BuTHs MuacTeHUM JeXHUT BbipaboTka ayroantuten (IgGl u IgG3) k
KOMIIOHEHTaM HEpPBHO-MBIIIEYHOTO cHuHarca. CrernupuuecKkuMu sIBISIFOTCS  aHTUTENIaMHu K
CTpPYKTypaMm anetuinxoqnHoBoro pernentopa (AXP) — BeiBastores y 80-85% OOmbHBIX U
MblIlIeYHO-crienuduueckoil TtuposunkuHaze (MuSK). Kpome Toro, moryr BeIpabarbiBaThbes
aHTHTeNla K PHUAHOJMHOBBIM peELENTOpaM capkoruiazMarudeckoro perukyayma (RyR), Oenky
MBIIIIEYHOTO BOJIOKHA TUTHHY, a TAKKe K FaHNINO3U1aM MUEITMHOBOM 000JI0YKH HEPBOB U JIp.

SIIMAEMHUOJIOI' A

MpuacTtenust BCTpedaeTcss IOBCEMECTHO, 3a IOCIEOHHE JeCATUIIETHS, [0 JaHHBIM
JINTEPATYpPbl, OTMEUAETCS YBEIMYEHUE MOKa3areyel pacnpocTpaneHHOCTH 10 15-24 na 100 ThIC.
HACEJICHUsI, IPU OTHOCHUTENHLHO MOCTOSHHBIX MOKa3aTensix 3abosieBaeMocTH. C KaXabIM ToJ0M
YBEJIMYMBAIOTCS CBEJICHUSI O PACIIPOCTPAHEHHOCTH, 3a00I€BA€MOCTH MUACTEHUU 10 OTAEIbHBIM
ctpanaM. Cpeau ctpan EBponbl Hambonee H3y4eHbl SMHAEMHUOJIIOTMYECKHE OCOOEHHOCTH
muactenn B Mpnanawm, IlIBemuum, benopyccum, JlarBum, Wramuu, Cepbuwm, J[lanuu,
BenmukoOpuranuu, B Asum - Kopee, SAnonmn, Kurtae wu CIIA, rme mnoka3arenb
pacnpoctpaneHHocTH Bapbupyer 10 24 Ha 100000 Hacenenusa. IloBcemecTHO oTMeuaercs
YBEJIMYEHUE YNCICHHOCTU MAllMeHTOB C MUACTEHUECH.

[Tokazarenp 3aboneBaemMoctu muacteHuerd B PD (0,29-1,5 ma 100000 Hacenmenus)
COMOCTaBUM C MHPOBBIMU TOKa3aTelsiMU. MwuacTeHus uMeeT OHMOAANBHBIN XapakTep
pacnpocTtpaHenus. JlaHHbIE y pa3HbIX UCCIeAOBaTEeNeld OTINYAIOTCA APYr OT ApPYyra, B CPEIHEM,
nepBblid UK — 35-40 neT (CBeIeHHs BAPUPYIOT), B HEKOTOPBIX padoTax ykazaH Bo3pacT 50 jiet. C
MIEPBBIM MTUKOM CBsI3aHAa HauOOJbIIast 3200J1€Ba€MOCTh Y )KEHIIIUH, COOTHOIICHUE MEXY JTUIIaMHU
KEHCKOro U Myxckoro nona 1,9-3:1. Bropoit BozpacTHOi muk — crapuie 60 jer (Mo JaHHBIM
MI'FA). DToT mokasarenb Takke BapbUPYET, B psAe HCCIEIOBAHUN BTOPHIM MUKOM OTMEUaeTCs
nokasarenu crapiie 50 wiu crapuie 65 ner [10-16]. CooTHOLIEHNE U1 MYKCKOTO U KEHCKOTO
1oJjia pu Je0rTe MUACTEHNUH B MOKUIIOM U CTapUECKOM BO3pacTe, MpUMEpHO, paBHO 1:1.

Ha teppuropun KpacHosipckoro kpas paboTa HO CO3JaHHIO PErucTpa IMalUeHTOB C
Muactenueit Hauara B 2015 rony. [Tokazarens pacpocTpaHeHHOCTH MHUacTeHHH B KpacHospckoM
kpae k 2018 rogy cocrasun 11,51 na 100 000 nacenenus, 3aboneBaemoctu - 1,5 ma 100000
HaceleHus. DTU TOKAa3aTelu SBISIOTCS BBICOKMMH, 10 CPaBHEHHIO C JIAHHBIMH 3arajHbIX
pernonoB P®, conocraBuMbl ¢ nokazareiasiMu AMypckoit obnactu.



Baxmuo MOAYCPKHYTb, UTO BCC IMAIIUCHTHI C MHACTEHUEN HYXJAal0TCA B JTUHAMHWYCCKOM
HAOIOJICHUH,  CBOCBPEMCHHOW  KOPPEKIMH  Tepanmuu ©W  NPO(UIAKTUKE  Pa3BUTHUSA
JKU3HCYT'POKAOIIUX OCJIOKHEHHUH. HO3TOMy O4YCHb BaXXHO YBCJIIMYUTL OXBAT IMMAUCHTOB,
HaOMIoMaoIuXCs Ha 6a3e KaOMHETa HEPBHO-MBIIICYHON MATOJIOTHH



OTHUOIIATOI'EHE3

MmuacTeHusi TpaBHC CUUTACTCS THUIMYHBIM OPraHOCIEeHU(PUICCKAM ayTOMMMYHHBIM
3a00JIeBaHUEM, MTPOSBIISIOIIUMCS HAPYIICHUEM HEPBHOMBIIIICYHO TIepeIauu BCIICACTBIE CUHTE3a
AQHTUTE] K CHHANTUYECKUM CTPyKTypaM. HapyieHue mnpoBeneHHs HEPBHOTO HUMITYJIbCA OT
HEPBHOTO OKOHYAHHWS K MBIIIIE BbI3BIBACT PA3BUTHE MBIIICUHON CITA0OCTH M MATOJOTHYECKOM
yromisieMoctd. Ha  ceropHsimiHuWiA  J€Hb  YCTAHOBJICHO, 4YTO  MHACTCHHUS  SIBJISICTCS
MHOTO(AKTOPHBIM 3a0ojieBaHMeM. HecMOTpss Ha CyIIECTBOBAaHME pPa3JIMYHBIX  MOJEIICH
3abosneBanus (in vivo, in Vitro), MEXaHU3MBI CIIOCOOCTBYIOUINE Pa3BUTHIO MHACTCHHH T'PaBUC
M3y4eHBI HEJIOCTATOYHO.

BHuMaHMe yueHBIX MpPHUBJIEKAET KaK CEPOJIOrMYecKHe, HMMMYHOJOTMYECKUE, TaK U
TeHETUYECKUE OCOOEHHOCTH, SHJOTCHHBbIE M OSK30T€HHbIE (AaKTOpbl. A TakKe BO3MOXKHOE
BOBJIEYEHHE B [1ATOI€HE3 MUACTEHUH OEJKOBBIX (HAalIpUMep, CypBUBUH ), Ki1eTouHbIX (MUKpoPHK)
CTPYKTYpP, CUHAIITUYECKUX XOJIMHOPELENTOPOB, U3MEHEHUS CTPYKTYpP MOHHBIX KaHAJIOB aKCOHa,
MBIIIEYHBIX CTPYKTYP, U T.1.

BeposiTHO, MHEHHE O MPUHAAIEKHOCTH MHACTEHUU K TPYyNIE OpraHoCHenU(pUUecKux
ayTOMMMYHHBIX 3a00JIeBaHUN MOXKET W3MEHUTHCS, BBUJY IOSBICHUS HOBBIX CBEIEHUH 00
OOLIHOCTH T€eHETHYECKHUX (PaKTOPOB, yHACTBYIOUINX B Pa3BUTUU MUACTEHHUHU U JPYTUX CUCTEMHBIX
ayTOMMMYHHBIX 3a0onieBaHuii. Hampumep, Hanmuuue y TMalMeHTa C MHUACTEHUEH Jpyroit
COIYTCTBYIOILIEH MAaTOJOIMU C ayTOMMMYHHOMW 3THOJIOTHEN — PEBMAaTOMIHBIM apTPHUT, IICOpHUA3,
T y3HbIH TOKCHYECKUH 300.

B wucropum wu3ydyeHus mnaroreHe’a NPUOOPETEHHOH MUACTEHHHM YK€ JIOCTHUTHYTHI
HEKOTOpBIe ycrexu. OnpeneneHbl psaa aHTUTEN K aHTUTEHHBIM CTPYKTYpaM IIPU MUACTEHHUH, YTO
MOJKET CIY)KUTh JOTIOJHUTEIbHBIM AUATHOCTUYECKUM KPUTEPUEM 3TOTO 3a00JIE€BAHUS U SIBIATHCS
MCTOYHUKOM MH(QOPMAILINHU, TIO3BOJISIONIECH MPOTHO3UPOBATh TE€UEHHUE OOJIE3HU.

HccnenoBanre KOHIEHTPAIIMU CHIBOPOTOYHBIX MAapKEPOB SIBISETCS CTaHIAPTOM IS
TUArHOCTUKM 3aboneBaHus. B reHernke 3aboseBaHus ompeneieHsl psng reHoB HLA cuctemsi,
MOTMMOP(U3MBI KOTOPBIX, BO3MOKHO OKa3bIBAIOT BIUSHHUE HA PA3BUTHE MUACTCHUHU.

POJIb AHTUTEIJI

Metox omnpeneneHuss MapKEepHBIX AaHTUTEN HIMPOKO TMPUMEHSETCS B JAUAarHOCTHUKE
ayTOMMMYHHBIX 3ab0oneBanuii (MMDA). B nuteparype ommcaHbl pa3jMYHBIE CEPOJIOTHYECCKUE
MapKepbl, UMEIOIINE OTHOUIEHHE K Pa3BUTHUI0O MHACTEHUHU. DTO MOAYEPKUBAET MHOroobOpasue
MEXaHHU3MOB TMaToreHe3a M, BO3MOXHO, CIYKUT OOBSCHEHHUEM CYIIECTBOBAHHUS pa3ivuuil B
KIIMHUYECKUX MPOSBICHUSIX.

AHTHTENa, KOTOpPBIE OMpPENENSAIOTCS B KPOBU IMALMEHTOB C MMACTEHHMEH, OTHOCATCA K
ummyHoroOynuHaMm kinacca G (IgG). B nureparype onucansl 4 nonkinacca IgG (IgG 1, 1gG 2,
IgG 3, 1gG 4), paznuyaromuxcst MeX,1y COO0M MO CTPYKTYPE TAXKEIBIX LENeH U 10 BBIIOIHIEMbIM

GYHKIMSIM:

IgG 1 VYuactByer mpu (GOpMHPOBAHMM AHTHUTEN MPOTHB IOJUCAXapUA0B O00O0JOUKU
BHUPYCOB U KallCylbl OakTepHii; AKTUBUPYET CHCTEMY KOMIUIEMeHTa; D(PPEKTUBHO CBA3BIBAETCS C
TUMQOIUTAMU Yepe3 pelenTopsl, GOPMHUPYET ayTOAHTHUTENA.

IgG 2 OtBevaeT 3a UMMYHHBIH OTBET Ha IOJIMCAXapUIHBIE AHTUTE€HBI ITHEBMOKOKKOB,
CTpenToKOKKOB rpymnmsl A 1 Haemophilis influenzae.

IgG 3 AHTuTena ¢ BBICOKUM CpOJICTBOM K O€iIKOBbIM aHTUreHam; Camble CHIIbHBIE
aKTUBAaTOPBl KOMIUIEMEHTa; D((EKTHUBHO CBSA3BIBAIOTCA C JMMQOLUTAMH 4Yepe3 pPeLenTophl;
dopmMHUpyeT ayTOAHTUTEIA.



IgG 4 Peakuus Ha XpOHHMYECKYI0 AHTUICHHYIO CTUMY/IALMIO; VIMMyHHBIM OTBET Ha
aJUIEPIeHBbl, Jake M0CIe TUIIOCEHCUTU3auuy; biokuposanue [gE-3aBucHMBIX peakiuui

Ha cerognsmnuii 1eHp 10Ka3aHO, 4TO y ALIMEHTOB C MUACTEHUEN aHTUTENA K CTPYKTypam
AleTUIXOIMHOBOTO penentopa otHocAT K Ig Gl u 3 monkiaccam, aHTUTENa K MBIIIEYHO-
cnenupuveckoii perentopHoit TuposnHkrHaze (MuSK) x IgG4, anturena k LRP4 - Ig G1. IgGl
n 3 B3aUMOJCHICTBYIOT C CHUCTEMOM KOMIUIEMEHTa M IPUBOJAAT K aKTUBalMM MeMOpaHa -
aTaKyIIIEro KOMILIEKCA 110 KJIACCUYECKOMY ITYTH.

OCHOBHBIM PEIENTOPOM MBIIIEYHOTO BOJIOKHA, CTUMYJISIIIUS KOTOPOTO BBI3BIBAET €T0
COKpaIllCHHE, SBJISACTCS HUKOTHHOBBIM alleTUIIXOJMHOBBIN perentop. Bo BpeMs 1mocTHaTaaIbHOTO
pa3BUTHS TIOCTCHHANTHYECKas MeMOpaHa CHHanca oOpasyeT CKIaa4yarylo CTpPYKTypy, a
AIETUJIXOJIMHOBBIN PELENTOP KOHIICHTPUPYETCS Ha TpeOHsSIX 3TuX ckianok. Knactepusaius
aleTUIXOMMHOBOTO penentopa (AXP) Ha mocTcMHANTUYECKOW MeMOpaHe sBISIETCS OCHOBHBIM
coobiTieM B auddepeHnuposke cunarca. Kracrepuzamus AXP u mocrcuHanTHueckas
muddepeHIIUpoBKa PE3yNIbTAT CIOKHBIX B3aUMOJICHCTBUM MEXIAy TpeMs OelkaMH: HEeWpOTeH-
CEKpETUPYEMBIM MPOTEOTIIMKAHOM arpuHoM, kKoperentopom LRP4 u meiedHo-crnenudpudeckoit
penenTopHon Tupo3uHkuHa3o MuSK.

LRP4 u MuSK BBICTYmamT B Ka4eCTBE Kapkaca s MHOXKECTBA IApTHEPOB IO
CBSI3BIBAHUIO, YTO MPUBOJINUT K 0OPA30BAHUIO CIIOKHOUW U JMHAMUYHON CETH B3aUMO/ICHCTBYIOIINX
0enkoB, KOTOpas HeoOxoauMa Jyis kinactepusanuu AXP u ero GyHKITMOHUPOBAHHSL.

I/ICCJ'IGJIOBaTeJ'ISIMI/I BbIIBJICHA HMMMYHOTCHHOCTD OEJIKOBBIX MOJICKY]I - KOMIIOHCHTOB
Kjactepa. BHe 3aBHCUMOCTH OT TOTO, B KaKOW CTPYKType IOCTCHHANTHYECKOH MeMOpaHbI
CUHTE3UpYyIOTCs aHTuTena (B Tom yucie, k MuSK, LRP4), pe3ynsrarom sBIsieTcsi HapylieHHe
KacKaJia peakliii 3aImyCKaeMbIX alleTUIXOIMHOBBIM PELEITOPOM.

AHTHTENA, CEKPETUPYEMbIE MIPU MUACTEHUH, BBI3BIBAIOT paspylieHue cTpykryp AXP, 3a
CUET AaKTHUBAI[MM CHCTEMbl KOMIUIEMEHTa, TE€M CaMbIM CHIDKAIOT KX IUIOTHOCTh Ha
MOCTCUHANTUYECKOW MeMOpaHe, a Takxke ONOKUMPYIOT pEeLEenTophl, MpeaoTBpamias Hx
B3aUMOJICICTBHE C MOJIEKYJIOoM Memuaropa (amerunxonuHa). OmpeneneHue TUTpa aHTUTEN K
CTPYKTYpaM aleTHJIXOJIMHOBBIX pELENTOPOB BXOJUT B PAd KPUTEPUEB AUATHOCTHKHU
Ceporno3uTUBHOM MuacTteHuu. [IpeBpinienne peepeHCHbIX 3HAYSHU, M0 TaHHBIM JIUTEPaTyphl,
onpezensiercs y 80-85% OGoIbHBIX, CPEN KOTOPHIX TPE0OIaatoT NAllMeHThI ¢ TeHepaTn30BaHHON
¢dopmoit. Tutp antuten k AXP onpenensiercst y naliueHTOB )KEHCKOTO M0J1a, MOJIOIOTO BO3PacTa,
MMEIOILIUX B aHaMHE3€ TUIEePIUIa3uio BUIIOYKOBOI kKelle3bl, Y MallHeHTOB ¢ HATMYHEM THMOMBI.

Kpome cyObenuHuIl HUIKOTHHOBOTO PEIenTOpa, UMMYHOT€HHBIMU CBOMCTBaMH 0013 at0T
psao  APYyruX TOCTCHHANTUYECKUX CTPYKTYp (MYCKapWHOBBIE PELENTOPhI, JIUIOMPOTEUH
CBSI3aHHBIN peuentopHelii Oenok 4 — LRP4), a Ttaxke MblIeyHble CTPYKTYpHl (THTHH,
PUAHOMHOBBIE PELENTOPBI, APTUTHH).

ITpumepno B 70% citydasix cepoHeraTuBHOM (OPMbl MUACTEHUU BBISBISIOTCS aHTUTENA K
CTpyKTypam MyckapuHOBbIX perientopos (MuSK). [Tpuyem, MHOTHE U3 HUX UMEIOT TEHCHIIMIO K
TSDKEJIOMY TE€UEHHIO OOJIE3HHU, KOTJla IPEUMYIIECTBEHHO MOpaXaroTcs JbIxaTeabHast, Oyab0apHas
Myckynarypa. Takue ¢popmbl 3a00€BaHNs MaIo MOJAAIOTCS TOPMOHATIBHON Tepanuu U TpeOyroT
Ha3HaYeHUs. KOMOMHUPOBAHHON MMMYHOCYTIPECCUBHON TepaIruu.

AHTHTENa K TUIONPOTENH CBA3aHHOMY perentopHoMy Oenky 4 (LRP4) BeisBistorcs B 2-
27% ciy4asix y ABOMHBIX CEpPOHETAaTUBHBIX (AHTUTENA K AllETHIIXOJUHOBOMY U MYCKapUHOBOMY
peLenTopy B KPOBHU y TAKUX MALIMEHTOB He onpeAeisatorcs) nanueHTos. Cpean LRP4-no3utuBHbIX
NAIMEeHTOB MPeoOsaaloT MalUeHThl >KeHCKoro mnoja (2:1), MelmeyHas ciaboCcTh HOCHT
YMEPEHHBIN XapaKTep, PACIpPENEICHUE 110 MBIIIEUHBIM TPyIIaM CXOAHO C CEPOINO3UTHBHBIMU



ManuCeHTaMM, HO IIAATasd UX 4aCThb OIrpaHUYMBACTCsS TOJIBKO INIa3HBIMHU IIPOSABJIICHUSAMU. OHH UMEIoT
MOJ0KUTCIBLHBIA OTBET HA MHT I/I6I/ITOpLI ALCTUIIXOJIMHICTCPA3bI.

JlpyruM KOMITOHEHTOM TOCTCHHANTHYECKOW MeMOpaHbl sBIsieTCsl apruHuH. HelpoHHbiii
apTUHMH MPEJCTABISAET CO00H OEI0K B BHEKIETOYHOM MaTPHUKCE, UCIOIb3YeMbIi MOTOHEHpOHaMU
UL MHIYOUPOBAaHMS  KJIAcTepH3alMd ¥ NOCTQYHKIMOHANBHOW  auddepeHunpoBku
alleTUJIXOJIMHOBBIX perenTopoB. ApruHuH cBsizbiBaercst ¢ LRP4 ¢ oOpa3oBanuem TerpaMepHOro
KOMIUIEKCa, KOTOpBIH B3ammojeiicTByer ¢ MuSK W akTHBHpyeT €ro, 4toObl WHUIMHAPOBATH
HOCTEIYIOINE CUTHAIBHBIC IyTH. Y CEPOHEraTUBHBIX MAIlMEHTOB C MHACTEHUEH I1eTIecO00pa3HO
HCCIIEI0BAHNE aHTUTEN K CTPYKTYpaM IOIEPEYHO-TII0JI0CATHIX MBI K HUM OTHOCAT aHTUTENA
IIPOTUB KOMIIOHEHTOB IONEPEYHO-IIONIOCAThIX CKEeNeTHOM wuiu cepaeyHod wbiunsl (SH -
aHTHUTENAa) U aHTUTEJ TUTUHY U puaHoAuHOBoMY perentopy (RyR), koTopsie ucnonb3yrorcs B
JMarHOCTUKE MHACTEHHUH, MMEIOIIME CBA3b C HaJauuueM TUMOMBbI. Cpeau HHUX OIpeiesieHue
KOMOMHAIIMM CEpOJIOTUYECKUX T[OKa3areled K MblaM, OCOOEHHO MpPOTHUB THUTHHA U
PUAHOJMHOBIO PELENTOpa, JaeT MAaKCUMAJIbHYI) YYBCTBUTEIBHOCTh M CHEUU(DUYHOCTH IS
BBISIBJICHUS] TUMOMBI. OmnpezneneHre ChIBOPOTOYHBIX AHTUTEN K CTPYKTYPHBIM KOMIIOHEHTaM
HEPBHO-MBIIIEYHOIO COCIUHUEHUS SIBIIACTCS BaKHBIM MHCTPYMEHTOM, KOTOPBIA IPUMEHSETCS B
MpakTHKe Bpaydeil. MHorooOpasue cepororHueckux MapKepOB MOXKET HCIIOJIb30BaThCs s
MIPOrHO3UPOBAHUS XapaKTepa TeueHus 3a00JIeBaHusl.

POJIb TUTOKNHOB

AHTHTENA K CTPYKTYpaM aleTHIIXOJIMHOBOTO PEeLEenTopa, BeipadaTsiBaeMble T-KIeTOUHO-
3aBUCHUMBIMU B B-KJI€TOUHO-0TIOCpeIOBAaHHBIMH MEXaHU3MaMU 3ayCKaOT BOCTIAJICHHE B 00JIaCTH
HEPBHO-MBIIIEYHOTO  CHHANCa, TOCPEICTBOM AaKTHBAIlMM CHCTEMbl KOMIUIEMEHTa Ha
MO CTCHHANITUYECKOH MBIIIIEYHON MeMOpaHne. Takke MpUHUMAIOT y4acTHe B IIPOIIeCcCe BOCTAICHUS
LUUTOKUHBI, Makpodaru u T.1.

{UTOKUHBI UTPAIOT BAKHYIO POJIb B Pa3BUTHH ayTOUMMYHHBIX 3a00JI€BaHUMN, BO3IEHCTBYS
Ha UHTEHCHUBHOCTh MPOTEKAaHUs BOCIATUTENIbHBIX U3MEHEHUH B TKaHSAX, B TOM YHCIIE€ B HEPBHO-
MBIIIEYHBIX CTPYKTypax. Y4YacTBYIOT B KadeCTBE IOCPEIHUKOB, OKAa3bIBAIOIIMX BIHUSHUE Ha
pa3BUTHE U CO3pEBaHME HMMYHOKOMIIETEHTHBIX U TE€MOIOAITUYECKUX KIETOK, a TaKke B
(hOpMUPOBAHUN MEXaHHU3MOB MEKKIETOYHOTO B3aMOJICHCTBHS, JIEXKAIIUX B OCHOBE HMMYHHOTO
oreera. IlpuHumaror ywactue B JneneHUd M JTU(GEpPEHIUPOBKE KIETOK-IPEIIIECTBEHHUKOB
(GYHKIMOHATBHO aKTUBHBIX HMMYHOKOMIIETEHTHBIX KJIETOK, B U3BMEHEHUH SKCIIPECCUU aHTUTEHOB
U pa3MYHbIX MapKepOB, XEMOTAKCHUCE, MEPEKITIOUEHUN CUHTE3a UMMYHOTIIOOYIMHOB, HHTyKIIUH
IUTOTOKCUYHOCTH Yy MakpodaroB, mpoiudepalud aHTUI€H-YyBCTBUTEIbHBIX JHUM(OIUTOB,
muddepeHunpoBke B-kieToOK B HPOAYLIEHTH MMMYHOTIIOOYITWHOB, TMEPEKIIOYEHUH CHUHTE3a
MMMYHOIJIOOYJTMHOB € OJTHOTO M30THUIIA HA APYrO, 00ECTIEYeHUH CO3PEBAHMSI ITPEIIIECTBEHHUKOB
LUTOTOKCHYECKUX T-KIIeTOK 110 3penbiX 3(HEKTOPOB, a TaKkKe B UHAYKIIUU [IUTOTOKCUYHOCTH Y
MakpodaroB, pOPMHUPOBAHUH OUYara BOCIAJICHHUS.

M3MeHeHne IUTOKMHOBOIO HpO(i)I/IJ'ISI Yy HNaHUCHTOB YKAa3bIBACT POJIb 3TUX MOJICKYI B
Pa3sBUTUH MUACTCHUMU. BO3MO)KHO, BBISIBJICHHE U3MEHEHHH ITUTOKHMHOBOTO HpO(I)I/IJ'IFI y OOJIBHBIX
MHACTEHHUEH MOXKET CIIY)XUTb BaXHBIM MPOTHOCTUYCCKUM (l)aKTOpOM B JUAarHoCTHKEC, a TAKXKC
HCIIOJB30BAaTHCsA B pa3pa60TKe npenaparoB ¢ HOBBIM MEXaHHU3MOM JIEHCTBHSL.

POJIb UMM YHOKOMIIETEHTHBIX KJIETOK

I/I3BeCTHO, YTO OCHOBHOH HpI/I‘II/IHOI\/'I BBIZCJICHUSA B OpPraHHU3MeE OOJIBIIOTO KOJIMYECTBA
AYTOAHTHUTCII ABJISACTCA MMO3UTHUBHBIMN OT60p AYyTOPCAKTUBHBIX T-KJ'ICTOK, I/I36I/IpaTCJ'IBHaH yTpara
PETYISITOPHBIX T-xnerok. B cBsi3u ¢ OTUM, IPYI'UM HAIIPaBJICHUEM B UCCICIOBAHUN 0COOEHHOCTEM
MaToreHe3a MHACTCHUU TpaBUC, ABJIKICTCA HU3YUYCHUC MCXAHHU3MOB AayTOTOJICPAHTHOCTH Ha
MCKKJICTOYHOM YPOBHC.



VYdactBys B (OPMHPOBAHWM HWMMYHOJOTHUECKOW TaMATH, B Y3HABaHMM AHTUTCHA WU
HHAYKOIUU UMMYHHOI'O OTBCTA, T-KIeTKN SBISIOTCS OOHHM M3 KIIIOYCBBIX 3BCHLCB IIAaTOI'CHEC3a
ayTOMMMYHHBIX 3a0oneBaHud. T-muM@pouuTH Takxke 00JIaAaoT CIOCOOHOCTHIO PaclO3HABATh
AHTHUI'CHBI HAa MOBCPXHOCTU BCIIOMOT'ATCIIBHBIX KJICTOK (aHTHFeHHpeI[CTaBJISHOH_II/IX) B KOMIIJICKCEC
¢ COOCTBEHHBIMH aHTUT€HAMH T'MCTOCOBMECTHMOCTH.

Knerku Treg sBmsttorcst cyonomymnsiueil T-KI€TOK, KOTOpblE€ IOAABISIOT aKTHBALIMIO
JPYTMX MMMYHHBIX KJIETOK M TE€M CaMbIM MOJJIEPKHBAIOT IOMEOCTa3 MMMYHHOH CHCTEMBI.
Bnusiane T-peryiasTOpHBIX KJIETOK Ha MaroreHe3 ayTOMMMYHHBIX 3a00JI€BaHUI, B TOM YHCIIE
MHUACTCHUH, M3Yy4aeTCsi pAIOM APYyruX HCCIenoBarened u3 pasHbelx crpad. Mcciemoarenn
MPEATOIIAraoT, 4TO (P)YHKIIMOHAIBHBIN qe(UIHT KIeTOK Treg MOXKeT MPUBECTH K HECIIOCOOHOCTH
MIO/IaBUTh ayTOpeakTuBHbIE T-KiIeTkH. Bo3melcTBMe HA ATH KIETKH, IO JAHHBIM HEKOTOPBIX
HCCIIEI0BATENEe — MEPCIEKTUBHOE HAIPaBICHUE B TEpaluM ayTOMMMYHHBIX paccTpoucTs. [Io
MHEHHUIO psijia UCCIIeAOBaTeied MMEHHO PEeryinsTopHble T-TUMQOLUTHI SBIAIOTCA Haubonee
MIEPCIEKTUBHBIMU B U3yYEHUN 11aTOT€HE3a MUACTCHHH.

I/I3yquHe KJICTOYHBIX MEXaHW3MOB B pa3BUTUHU aAyTOMMMYHHOTO 3a00/1€BaHUS SABIIETCS
MEPCIIEKTUBHBIM HAIpaBJI€HUEM JJIsl TapreTHol Tepanuu. VMccienoBanue HapyleHus: (QpyHKIMH
PETYIATOPHBIX T KJICTOK, KOTOPBIC CBA3AHBI C TAXKCCTBIO 3a6OJ'IeBaHI/I5[, BBI3BIBAIOT HAMOOJIBIINI
WHTEPEC Y HAYYHOTO COOO0IIecTBa. AKTHBHO pa3padaThIBAIOTCS MOIXOBI IO YITYUYIICHHUIO, JTaxKe
HCITPABJIICHHUIO q)YHKIII/II/I T-J'H/IM(i)OHI/ITOB, YTO MOXXHO HCIIOJIB30BaTh B JICHCHUU MHACTCHUU U
Ipyrux 3a001eBaHUH.

POJIb PELIEITTOPOB 1 ®EPMEHTOB

Pe3ynbraTomM BceX B3aUMOJICHCTBUM, MPOUCXOASAIIUX HA KJIETOYHOM YPOBHE, SIBISIOTCS
XUMUYECKHE TpeBpaiieHus. PaHee m3ydeHHe Kackaja CHUTHAJIBHBIX MYyTEH MO TEXHUYECKUM
NpUYMHAM OBLIO HEMOCTYITHO, YYCHBIM OCTABAJIOCh MPEIoJiaraTh O BO3MOXKHON POJIM TEX WIIU
WHBIX OMOJIOTUYECKHUX BEIeCTB. BHenHNE aKkTOphl, BO3IEHCTBYIOIINE HA PELIETITOPHI KIETOYHON
MeMOpaHBbI, IPUBOIAT K KOH()DOPMAITMOHHBIM U3MEHEHHSIM UX CTPYKTYPBI, TEM CaAaMbIM TTPUBOJISAT
K aKTUBAIMHU (PEPMEHTATUBHBIX CUCTEM, UTPAIOIIUX POJIb BTOPUYHBIX ITOCPEAHUKOB B PeaTH3alluN
CHTHaJa

Haubomnee nepcneKTHBHBIME B U3yYCHUU SBISIOTCS T-perenTop — CBsI3aHHbIC CUTHAILHBIC
yTH, OOYCIIOBIICHHBIE B3aWMOJICHCTBUEM OCHOBHOTO pelenTopa JIUM(OIMTOB C MOJICKYIaMu
koepmenToB, a Taxke Toll - momoOHbIe perienTopHble MyTH. KOHEYHBIM MPOIYKTOM SIBIISIOTCS
TPAHCKPUIIMOHHBIE (DAKTOPBI, BEAyIIME K W3MEHCHUIO AKTHBHOCTH T'CHOB, KaK CJICICTBHE
YCUJICHUSI WIX TIOJABJICHUSI CEKPETOPHON (DYHKIIMH KJICTOK UMMYHHOW CHUCTEMBI. T-KJIETOYHBIH
peuentop (TCR) obycnaBnuBaeT (pyHKIIMOHAIBHYIO aKTUBHOCTh Kaka0ro T-mumdonura, 310
HauOosiee BaKHAsi CTPyKTypa Ha mMemOpaHe numdornura. OH MO3BOJSET PACMO3HABATH TOJIBHKO
(parMeHThl aHTUT'CHA, CBSI3aHHBIC C MOJICKYJIAMH THCTOCOBMECTHMOCTH.

[Tarosoruu B CTPYKType 3TOTO KOMILJIEKCa MOTYT MPHUBECTH K TUCHYHKUMU T-KIETOK U
Pa3sBUTHIO AyTOMMMYHHOTO 3a00JIeBaHMs, TaKUX KaK ayTOMMMYHHBIM caxapHbIi Jualer,
CHUCTeMHas KpacHas BOJYaHKA M CHUCTeMHas ckiepojepmus. [lockosibKy OONBIIMHCTBO
ayTOMMMYHHBIX 3a00JI€BaHUI CUMTAIOTCS CTIEU(PUUHBIMU K QaHTUTEHY, TO M1aTOJIOTUS B CTPYKTYpe
T — kmeTouHoro peuenTopa, WIM HapylmleHHe ero (YHKIMOHAIbHON aKTMBHOCTH WIPAIOT
pelIaroIlyto pojb B maroreHese 3aboneBaHnil. Kax bl pelenTopHbIH KOMIIJIEKC UMEET CBSI3U C
BHYTPHUKJIETOYHONH CcHCTeMOM (epMeHTOB, Haubojee BaXKHOW SBISIOTCS THPO3MHKHUHA3BI,
¢docdorazpl. OyHKIUS THUPO3UHKUHA3 3aKII04aeTcs B cyOcTpaTHOM (ochopuinupoBaHuu 10
OCTaTKy TUPO3UHA OEJIKOB-MUILEHEH, 3TO Ul UX aKTUBALIUHU U MIPOSIBICHUS (PYyHKIIUI KIETOK.



POJIb 'EHOB

Ilo COBPCMCHHBIM JAHHBIM MCXaHW3Mbl HAPYHICHUA TOJICPAHTHOCTHU K AyTOAHTHUI'CHAM
CBA3BIBAKOT C HU3MCHCHUAMU OSKCIIPECCHUU AYTOAHTHUICHOB, BbI3BAHHBIMUA BO3IICI>1CTBH€M
MOBPEXJIAIOMHKX (DAKTOPOB, a TaKKe T'€HETUYECKHMMH OCOOEHHOCTSMHU. MHOTHE T'eHEeTHYeCKue
(baxTOpBI BIUSIOT HA TPEAPACIIONOKESHHOCTh U Ha4aIo0 3a00JIeBaHuUSI.

W3BecTHO, YTO OTCYTCTBME MMMYHHOTO OTBETa Ha COOCTBEHHBIC AHTUTEHBI SIBIISCTCS
ciencTBUeM (HOPMUPOBAHHS MMMYHOJIOTHMUYECKOM TOJEPAaHTHOCTH Ha OIPENCICHHOM JTare
UHIUBUAYAbHOTO pa3BuTus. CyllleCTBYIOT KaK aKTUBHbIE, TaK M IaCCUBHBIE MEXaHU3MbI
(hopMHUPOBAHUS ayTOTOJIEPAHTHOCTH, BKIFOYAIOIIYIO MTMMHHALUIO ayTOCHeH(PUIECKIX KIOHOB,
UCIPABJIEHUE TE€HOB ayTOPELENTOPOB, HHAYKLIHUIO aHEPrUu ayToclneuu(UYecKux KJIOHOB,
10JIaBJICHHE NMMYHHOT'O OTBETA PErYISATOPHBIMH KIIETKaMHU.

bonee tpuanaru ner Hazax wuaeHtuguuupoBaHsl reHsl HLA (maBHOTO KoMIuiekca
rucrocoBmectumoct (MHC) kiacca II nokyc) — cuctemsl, KOTOpbI€ CBA3BIBAIOT C MOBBIIEHHBIM
PHUCKOM pa3BUTHS MuacTeHuu. Cpeau MccieoBaHUM, IPOBEACHHBIX B MOCIEAHEE JECATUIIETHE,
BbIJIEJICHBI TAKUE I'€HbI, KaK TeH NPOTEeMHTUPO3HUHPOCcPaTa3sl HepeuenTopHelid Tun 22 (PTPN22),
reH B3aUMOJICHCTBYIOIIUX OenKkoB 1, reH IUTOTOKCHYEeCKOro T-TMMQOLUT-aCCOLMUPOBAHHOTO
oenka 4 (CTLA4), a Takke psaj Ipyrux TeHOB. Y OOJBHBIX JIETCKOTO BO3PAcTa TAK)Ke BBISIBICHBI
B3aMOCBS3b C YKa3aHHBIMU T'€HaMU. JTOT (aKkT MOXET CTaTh apryMEHTOM B IOJIb3y TEOPHH
€/IMHBIX TEHETUYECKIUX MEXaHN3MOB (DOpMUPOBAHNS HAPYIIEHUH HEPBHO-MBIIIEYHOHN MepeIayn.

Cunraercs, 4To CBA3b MHACTEHHM C DPSJIOM APYrUX ayTOMMMYHHBIX 3a00JeBaHHM B
MOCTIE/IHEE BPEMsl CTAHOBHUTCS 0OOJiee OYEBHIHOW, y MHOTHX TMAIMEHTOB 4YacTO HMEETCS
OTSATOIICHHBIA aHAMHE3, WJIM CEMEHHBIN aHaMHE3 110 Py APYyrux 3adoseBaHui, HanuboJee 4acTo
YIIOMUHAETCSA O CBSI3M MUACTEHHHM C ayTOMMMYHHBIM THPEOJAUTOM, PEBMATOMUJIHBIM apTPUTOM,
caxapHbIM auaderom 1



KIIMHNYECKA S KITACCUOUKALIMA

I'ereporeHHOCTh KIMHUYECKOM KapTUHBI MHUACTEHHHM 3aBUCHT OT MHOTUX (PakTOpoB
(Bo3pact nelroTa, HaJMYME MATOJIOTMHM THMYCa, KOJMYECTBAa OJHOBPEMEHHO BOBICKIIMX B
MATOJIOTUYECKUN TPOIECC MBI, CEPOJIOTUYECKHE OCOOCHHOCTH). UTO SBISETCS MPUYMHOU
WCTIOJIB30BaHUS HCCIICAOBATEIISIMHU PA3IMYHBIX TIOJXO0I0B K KIIACCH(PHUKAUU O0JIC3HU.

J1st 0ObEKTUBHOW OLIEHKU TSDKECTH KIIMHUYECKUX MPOSBICHUI MUACTEHUH HCTIONB3YETCSI
konnuecTBeHHas mkaita (QMGS), oneHuBaromas BhIpaXXEeHHOCTh BoBJieueHus (B Oawiax ot 0 10
3) B TATOJOTHYECKUH TPOIECC PA3JIMYHBIX MBI (TJIa30/BUTaTeIbHBIX, OyIbOapHBIX,
MUMHYECKUX, JbIXaTeIbHbIX, MPOKCUMAIBHBIX M JUCTAIBHBIX MBI KOHEYHOCTEH, a TaKke
MbII 1eu). JIs BBINOJHEHWS WCCIENOBaHHA HEOOXOAMMO HAJIMYHME CEKyHIOMepa,
JMHAMOMETpa, CHUpPOMETpa, a Takke 1/2 crakaHa BOJbl A OObEKTHBU3ALMM HapyIIEHUIN
TIOTaHHUS.

WccnenoBanne npoBoauTcss Ha (poHE MpeaBapUTEIbHOW OTMEHBI aHTUXOJMHAICTEPA3HBIX
npenaparoB. OnpenensoT: HAIWNYUE WM OTCYTCTBHE, a TaKK€ CTENEHb BBIPAKEHHOCTH (II0
BpEMEHH MOSIBICHUS) JUIUIONUU MPHU B3MIsSLIE B CTOPOHY; HAJMYME NTO3a MpPHU B3NIAJE BBEPX;
nu3apTpuu npu cyere 10 50; c1aboCcTH AeIBTOBUAHON MBILIIBI IPH OTBEACHUU BBHITIHYTOW PYKH
Ha 90° B CTOPOHY B MOJIOKEHUU CUJIST; CIIA00CTH MBIIII] €W TTPH MObEME TOJIOBBI TTOJT yIiiom 45°
B TOJIOKEHUH JIe)Ka Ha CIIHUHE; cI1a00CTH MPOKCUMANIBHBIX MBIIII] HOT MPHU BBITATUBAHUY MPSIMOI
HOTH IOJ yIIIoM 45° B TIOJIOKEHUU JIEKa Ha CIIMHE; P ITOMOIIM JUHAMOMETPA — CHJTY MBIIII]
KHCTH B ITOJIOKEHUH CUA. IMEIOTCS HOPMBI OTZIEIBHO JUISI MY’KYUH M JUTs KeHIIUH. [Ipy momomn
CIIUPOMETpPa OMpPENeNsioT ku3HeHHylo emkocTh Jserkux (OKEJI) B mporeHTax OT HOpPMBI,
OMpEeNeIIAIOT €1a00CTh KPYroBOM MBIIIIBI [VIa3a; HAPYIIEHUE INIOTaHMUs C MCIOJb30BaHUEM 1/2
CTaKaHa BOJBIL.

O6mras oreHka B 0 6aJyTOB COOTBETCTBYET OTCYTCTBHIO TT1a30IBUTaTEIbHBIX 1 OyITbOapHBIX
HapylIeHUuH, a TaKKe MBIIICYHON CJIa00CTH M YTOMIIIEMOCTH (pemuccus); B 39 OamioB —
MaKCHMaJbHO BO3MOKHOH BBIDQKEHHOCTH HApyHMIeHHH (QYHKIHMHA  TIIA30/IBUTATEIBHBIX,
OyiIb0apHBIX ABIXaTEIbHBIX U TYJTOBHUIIHBIX PACCTPONCTB (CMEIIaHHBIA KPH3).

CymectBeHHbiM  npeumymectBoM  QMGS  saBisercss  00bEKTHMBHOCTH — OIEHKH
BBIPAKEHHOCTHU JIBUTaTeNbHBIX PACCTPOMCTB, KOTOpas HE 3aBUCHUT OT (PU3UUYECKON CHIIBI
uccnenoparens. Vcnonp30BaHuEe 3TOM IIKalbl [MO3BOJIIET OLIEHUTh OCHOBHOM KIMHUYECKUUN
CUMIITOM MHUACTEHHM — HATOJIOTHYECKYI0 MBILIICUYHYIO YTOMIIAEMOCTh. be3ycrnoBHO, OlleHKa
CJ1a00CTH MUMUYECKON MYCKYJIaTypbl U HApyLIEHUH pedr He JIUILEeHA 3JIEeMEHTOB CYObeKTUBU3MA,
TeM HE MEHee COBOKYIIHAs IIEHHOCTb IMOJy4aeMON KIMHUYECKON HH(OpMaluu I0CTaTOYHO
BBICOKA.

HenocrarkoM AaHHON HIKajibl SBISETCS HEBO3MOXKHOCTh OLCHKH MPEUMYILECTBEHHOIO
MOPAKEHUS OTAEIbHBIX MBIIIEUHBIX I'PYIN U 3HAYUTENILHO OoJiblliee Bpems, HEOOXOauMoe JUis
IIPOBE/ICHUS] PEKOMEHJyeMbIX TecToB. OJHAaKoO OTCYTCTBUE HEOOXOJUMOCTH  OLICHKH
HEBPOJIOTHYECKOTO CTaTyca OTKPBIBAET IIUPOKUE BOZMOXKHOCTH Ucnoib3oBaHuss QMGS Bpauamu
JPYruX CIEeUUANIbHOCTEH (XUPYpPIrH, peaHUuMAaToJIOTH U Ap. ).

OnHOM M3 COBpEMEHHBIX KiacCH(UKAIMil MHACTEHUM SBISIETCA KiacCH(pUKalus,
co3naHHag B Mae 1997 rona HaydyHO-MEAMLMHCKMM KOHCYIbTaTHBHBIM coBeToM (MSAB)
Amepukanckoro gonaa muacreHuu rpasuc (MGFA), mis pemierus Bornpoca 0 He0OOXOAUMOCTH
OOIIETTPUHATHIX KIacCU(UKAIMNA, CUCTEM OLEHOK M aHAJUTHUYECKHUX METOJOB JJIsl BEACHUS
MALUEHTOB, MPOXOIALINX TEPANNIO U JJIS UCIOJIb30BAHUS B TEPANEBTUUYECKUX HCCIIETOBaHUSIX.
Omna BKJTIOUaeT 5 KJIacCOB U MOJKIIACCHI, B 3aBUCUMOCTH OT HAJIMYMS JAbIXaTeIbHbBIX U OyIbOapHBIX
HapylLIEeHUH.
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Knacc [: manmeHTsl ¢ JIOKQIBHOW Tia3HOW  (opMoil, uMeromme ciabocTh
Ia30ABUTaTCIIbHBIX MBIHII] BCPXHCTO BCKA. Bo Bcex ocTaJbHBIX MBIIICYHBIX rpynmax cuja HE
CHIDKCHA.

Knace II: mamumeHThl, MMEIOLIME TE€HEPATM30BaHHYIO (POPMY MHACTEHHH C JIETKUM
CHI)KEHHUEM MBIIIEYHON CHJIBI BO BCEX MBIIIIAX, 32 UCKIIOYEHUEM IVIa30/IBUraTEIbHBIX MBIIIILI.
IIpu sTOM cnabOCTh B TJIA30/IBUTATEIILHOW MYCKYJIaType MOXET HMEThb JIOOYI0 CTETeHb
BBIPAKEHHOCTH.

Kunacc IIa: mpenMyniecTBEHHO BOBJIEYEHBI MBIIIIBI KOHEUHOCTEM, OCEBAsI MyCKYJaTypa.
Kiace IIb: mpenMyIiecTBEHHO MOPAXKAIOTCSI MBIIIIBI POTOITIOTKH, BIXaTEIbHBIE MBIIIIIBI.

Knacc III: manueHTsl, UMEONIME FeHEPATU30BaHHYI0 (POPMY MHACTEHUU C YMEPEHHBIM
CHI)KEHHEM MBIILIEYHON CHJIBI BO BCEX MBIIIIAX, 32 UCKIIOYEHUEM IJIa30/IBUraTeIbHBIX MBIIILL.
CnabocTh B I71a30JBUTaTEIbHON MYCKYJIaType MOKET UMETh JTF00YIO CTENEHb BBIPAKEHHOCTH.

Kitace IIla: mpenMyIieCTBEHHO BOBIICYEHBI MBIIIIBI KOHEYHOCTEH, OCEeBasi MyCKyJIarypa.
Knacc [1Ib: npenmyiecTBEHHO NOPaXaroTCsl MBILIIIBI POTOTIIOTKH, JbIXaTEIbHBIE MBIIIIIIBI.

Knacc IV: nanuentsl, nMerolye reHepai30BaHHy0 (pOPMY MHACTEHUU C BBIPAKEHHBIM
CHIDKEHHEM MBIIIEYHON CHJIBI BO BCEX MBIIIIAX, 32 UCKIIOUEHUEM IVIa30/IBUTaTeIbHBIX MBIIIII.
CnabocTh B I71a30JBUTATEIbHON MYCKYJIaType MOKET UMETh JIIOOYIO CTETIEHb BHIPAKEHHOCTH.

Kunacc ['Va: mpenMyniecTBEHHO BOBJIEUEHBI MBIl KOHEYHOCTEMN, OCEBasi MyCKyJaTypa.
Kiace IVb: nmpenmyIiiiecTBEHHO MOpakaeT POTOTTIOTKY, IbIXaTEIbHBIC MBIIIITHI.

Kmacc V: onpenensiercss uHTyOanue, ¢ MeXxaHM4YeCKOM BEHTWJISIIMEH Wiu Oe3 Hee, 3a
HCKIIFOUEHUEM CIIy4aeB, KOTJa HCKYCCTBEHHAsi BEHTHIISIUS JIETKUX HCIIOJIB3YETCS BO BpeMs
PYTHHHOTO TIOCJICOTIEpAIMOHHOTO JieueHus. Mcmonb3oBaHWEe TPYyOKH IS KOpMJICHUS Oe€3
WHTYOAIUM OTpenessieT nanuenTa B knace [Vb.

CoueraHHOE IIPUMEHCHUEC 00enx IIKaJI B OLICHKE ABUI'aTCIIBHBIX paCCTpOﬁCTB y 0OJIBLHBIX
MHUACTCHUEH SBIISICTCS OINTUMAJIBHBIM, IIOCKOJIBKY JacT I/IH(bOpMaI_[I/IIO O I'CHCPAJIM30BAHHOCTU U
BBIPAXKCHHOCTHU ABHUI'aTCIIBHBIX HapymeHI/Iﬁ Ha (bOHe pa3iind4HbIX METOO0B MaTOT€HETUYECKOM
TCpalinuu.

[Mocnennee pecsATwiIeTHE B KIMHUYECKOM TpaKkTHKE, Hapsy C KiacCH(HKAIUEH
MHACTEHUYeCKoro (opaa AMEpUKH HCIOJIB3YyeTCs €Ille OJHA CHCTEMaTh3alus, KOTopas
y4uThIBa€T Takue (HakTopel Kak Bo3pacT nAebrora (paHHHM [e00T, mo3AHMMA  1edroT),
CEpPOJIOTUYECKHE 0COOCHHOCTH, HAJTMUUE MATOJIOTUH BHJIOYKOBOM JKEJIe3bl:

- MuacTeHus ¢ paHHUM HadajaoM U HajaudueM anTutel kK AXP;

- MuacTeHus ¢ O3IHUM J1e0I0TOM, HalTnuueM aHTuTen K AXP;

- TumomacconmupoBaHHasi MUACTEHUS;

- MuacTteHus ¢ aHTUTENaMH K MBIIIEYHO -crieruudeckoit Tupoznnkunasze (MuSK);
- M3onupoBaHHas riia3Hasi MUACTEHUS;

- Muactenus ¢ orcyrctBueM antuted K AXP u MplieuHo crienupuueckoil THPO3MHKIHA3E
(MuSK).

Knaccugukanus no mexayHapogHoi kiaccuduxanuu 6onesneit - 10 (MKB -10)

- G70.0 Myasthenia gravis
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- G70.1 Tokcuueckre HapylIEHUsI HEPBHO-MBILLIEYHOTO CUHAIICA;
- G70.2 BpoxnenHast win npuoOpeTeHHast MUACTECHUS;
- G70.8 Ipyrue HapylieHsl HEPBHO-MBIIIEYHOTO CUHAIICA;

- G70.9 HapyieHue HEpBHO-MBILIEYHOTO CHHAIICA HEYTOYHEHHOE.

KIIMHNYECKHUE ITPOAJIEHU A

Mpuactenust npeacTaBiseT cOO0M XPOHHMYECKOE, UMEIOIIEEe PEeLUIUBUPYIOIIEE TEUEHUE
3a0onieBaHue, s KOTOPOW XapakTepHa pa3BUTHE (DIIOKTYHpYIOLEH MBIIIEYHON crnabocty,
MaToJI0OrMueckoi yrommsiemoctu. KnuHuueckue nposiBieHUs MUaCTEHUH Pa3HOOOpa3Hbl, 3aBUCAT
0T (hopMbI, XapakTepa TEUEHUS U CTETIEHU KOMIIEHCAIH 3a00JIeBaHMsL.

XapakrepHasi JMHAMHKa CHMIITOMOB TPOSIBISIETCS YCUJICHHEM clabocTH Ha ¢doHe
(M3UYECKUX HArpy30K, K KOHIy JHS W YMEHBIIEHUS TIOCJE€ OTIbIXa WIM TOCJIEe TpuemMa
AHTUXOJIMHACTEpa3HbIX npemnapatoB (AXOII).

[TaTonormueckomy npoieccy MOTryT ObITh [TOJIBEP>KEHBI [1a30/IBUTaTeIbHbIE, OyTbOapHBIE,
MUMUYECKHUE, IbIXaTeIbHbIE, MBILIIHl KOHEYHOCTEH U TYJIOBHUIIHAS MycKynaTypa. OcoOEHHOCThIO
pacrnpeneneHusl MBIIIEYHOW cIaboCTu  SABISETCS OTCYTCTBHE COOTBETCTBHUS JIOKAJTU3aLUU
MBIIIIEYHOH CJ1a00CTH 30HaM MHHEPBALlUU OTAEIbHBIX HEPBOB.

VY 060nbIIMHCTBA MAllMEHTOB TeYeHHE OOJIE3HHW XapaKTepu3yeTcsl HaJMYHeM 3IH3070B
peMuccun u 000CTpeHUs (CTaIuN).

B nauaine 3aboneBaHus CHMIITOMBI MUACTEHHHU YacTO OBIBAIOT MpEXOAAIIUMHA Y MHOI'HX
ITaIMCHTOB. HoBble cHMIITOMEI 9acTo Pa3BUBAIOTCA CIIYCTS HECACIN UJIA MECAIIBI.

OcHoBHBIMU cuMIITOMaMU MaHu(pecTanuu, Oonee yeM B 80% cityyaes, SIBISIOTCS ITO3 U
IJ1a30/(BUTaTeIbHbIC HAPYIICHHUS.

Cnabocthb MBIIIIBI, MOJHUMAIOMIEC BEPXHEC BCKO, MOXET IPUBECTH K IITO3Y, CTCIICHB
BBIPAKCHHOCTHU KOTOpOﬁ HU3MCHSACTCA B TCUCHUEC THA. OnymeHHe BC€Ka C IBYX CTOPOH BBIPAXKECHO
B pa3JII/I‘IHOI>'I CTCIICHU, YCHUJIMBACTCA IIpU (1)I/IKC3HI/II/I B30pa U INa30ABUIaTCIIBHBIX HArpy3Kax,
0COOEHHO I[J'II/ITCJ'II)HHﬁ B3I 4 BAAJIb. I[BOCHI/Ie B TJia3aX HUMCCT 6PIHOKyJ'IHpHI:II>i Xapakrep, T.C.
ABOCHHUEC MCUEC3ACT IIPU 3aKPBITHHW OJHOTO IJ1a3a. CDaKTOpaMI/I, yCUIIMBAarOMMMH ABOCHHUC B IUIa34X,
SABJIAKOTCA HpKI/Iﬁ CBCT, I71a30BUI'aTCJIbHAsA U (1)I/I3I/I‘16CK8.$I Harpyska, JInme 15% NanMcHTOB UMCIOT
HU30JIMPOBAaHHYIO MBIIICYHYTO c71a00CTh Ha MMPOTAKCHHUH MHOTHUX JICT, B 85-90% CJIy4acB B TCUCHHUC
2-3-x jIeT MPUCOCAUHAOTCA APYI'U€ CUMIITOMBI.

[Ipumepno 15% nanrienToB UMeroT Oyab0apHbIe TPOSBICHHUS (TIPU JUIUTEILHOM Pa3roBOpe
WM T[pu OpuéMe NHUINM BO3HUKACT HA30JIAMs, TMOSBISAETCA AU3APTPHs, 3aTPyAHSETCS
npousHomieHne 3ByKoB «P», «III», «C», mpu BbIpa)K€HHOM BOBJICYCHHH MBI OynbOapHOU
TPYIIBI BO3HUKAIOT MOMEPXUBAHUE, TIONIAJaHKE MUK B JIbIXaTeIbHbIC MTyTH).

Mplmeynas cnabocTh B KOHEUHOCTSX BbIpa)k€Ha MPEUMYILECTBEHHO B MPOKCUMAJIbHBIX
oT/eNax, MalueHThl 00palalT BHUIMAaHUE Ha TPYIHOCTH, BO3HUKAIOIIUE Yy HUX MPHU MOIbEME CO
CTy/a, MO JIECTHHLE, TAKKe UM TPYJHO MOJHMMAaTh PYKH BbIlIe rojioBbl. CaboCTh MBI
KOHEYHOCTEH MOXET ObITh KaK «M30JIMPOBAHHOI» (ONHCaHa TYIOBHUIIHO-KOHEYHOCTHas (opma,
MeHee 5%), TakKe MOXET COYeTaTbCsi cO caaboCThIO MBINII Apyrod Jokanmuzanuu. Hanbosee
YacTO MOPAKAIOTCS TPEXIIaBasi MbIIILA I1JIeYa, JeTbTOBUIHAS MBIIIA, TOB3/0IIHO-TIOSICHUYHAS
MBIIIIIA, a TAK)Ke BO3MOXKHO TOSBJIECHUE CIAa00CTH MOCIe HAarpy3KU B JIBYIVIaBBIX MBIIIIAX IUIeYa,
MEJIKMX MBIIIIAX KUCTEH, YeThIPeXIaBbIX MBIIIAX Oelpa, TO €CTh MOXKET MOpakaTbCs
IIPAKTUYECKH BCsS IPOU3BOJIbHAS MYCKylaTypa KoHedHOcTel. CTOMT OTMETUThb, CHU)XXEHHE
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MBIIIISYHON CHITBI MMPOUCXOAUT PABHOMCPHO BO BCCX BOBJICYHCHHBLIX B MMaTOJIOTMUYSCKUI mponece
MbIIIAax, Tak HAIpUMEpP, MOCJIC HpOGLI C JACCATBHIO MPUCCOAAHUAMU, cl1a00CTh YBCINYHUBACTCA HC
TOJIBKO B MbIIIIAX HOI, HO U PYK, YCUJIMBACTCA IITO3.

Mpbina, nogHUMAaronias HWKHIOK YENKCTh, 4acTO BOBJIEKAETCA B IATOJIOIMYECKUN
IpoLece, NpU JAJUTEIBHOM JKEBaHUM pPa3BUBAETCS €€ €l1ad0CTh, YTO NMPUBOJUT K CBUCAHHIO
4esroCTH. [1anmeHT BEIHYXIEH NPUIEPKUBATh €€ PYKO.

YacTtoe nopakeHHMe MUMHYECKUX MBIIIL, IPEUMYLIECTBEHHO MBIIIL] BEPXHEN OJIOBUHBI
JMLA, TAaKK€ XAPAaKTepHO I TIE€HEPAJIM30BAaHHOM MHMACTEHUH, COIPOBOXKIACTCA Pa3BUTHEM
runoMuMud. [IposiBIeHHAMH C1a00CTH MHMHYECKON MYCKYJIATyphl SIBISIOTCS Jarograibm,
3aTpyIHEHHUE NPU HAJAYBaHUU LIEK, NOSBIECHUE YIbIOKH «PbIYaHUSD.

Bopneuenue MbIII JbIXaHUS BBI3BIBAET pPAa3BUTHE JbIXaTEIbHOW HEIOCTATOUYHOCTH.
JlpIxaTenbHble HapYIIEHHs] MalUEeHTOB C MUACTEHHMEW XapaKTEepU3YIOTCs TPYIHOCTSAMM BJOXa,
CHIDKEHHEM KalllJIEBOTO TOJYKA, 00pa30BaHMEM U CKOIJIEHUEM I'YyCTOM U BA3KOM CIIFOHBI, KOTOPYIO
HEBO3MOYKHO CIUTIOHYTh WJIM JIaXKe MPOrIoTUTh. OCTpoe pa3BUTHUE IbIXaTEIbHBIX U OylIbOapHBIX
HapylIeHUH, MPHUBOJMAIIEE K CHIKEHHIO caTypaluu, TpeOyeT ToCHUTaNIM3allMi MalleHTOB B
OTJeJIeHuEe peaHuMali U WHTEHCUBHOM Tepamuu, JJis MPOBEIEHUs! Tepanuu, MOAKIIOYEHHUS K
anmapary uckyccrBeHHou BeHTuisinuu jgerkux (MBJI). Tak kak 3To cocTosTHUE TAIMEHTOB BhI3BAH
pa3BUBILEMCS KPU30M NP MUACTEHUU.

KIIMHUKO-CEPOJIOI'MYECKUE ITOTUIIBI

MuacTteHusi ¢ paHHUM HayajoM M Hajauuuem antutea K AXP. Bospact neGrora
3aboneBanuss <50 jer. [lpm mOMOMHUTENTHHOM OOCIIEOBAaHUM YacTO BU3YAIU3UPYETCS
runepriazus Tumyca (TalueHThl ¢ 0ObeMHBIM O00pa30BaHHEM THUMYCa HUCKIIOUEHBI M3 ATOMN
rpynimsl). COOTHOIIEHUE KEHIITMH U MY)KUYWH COCTABIISIET MpuMepHoO 3:1. DTu manueHTs Hanbosee
4acTO0 B aHaAMHE3€¢ MMEIOT COIYTCTBYIOIIYIO AyTOMMMYHHYIO TaTOJIOTHIO, B TOM YHCIE
ayTOMMMYHHOE TOpaXKeHHE NTUTOBUIHOM Kene3bl. Beicokue Tutpol antuten k AXP (IgG1, 1gG3,
KOTOPBIE CIIOCOOHBI B3aMMOJICHCTBOBAaTh C CHUCTEMON KOMIUIEMEHTa). Pa3BuTHe MuUacTEHUU
ces3aHo ¢ psgom renoB: HLA-DR3, HLA-B8 TNFAIP3 - B3aumoaeHCTBYIOIIMM OCIKOM
I(TNIP1).

MuacTeHusi ¢ MO3AHUM J1e00TOM, HAaJIn4YueM anTuTea kK AXP. Bo3pacTt B Hauane> 50
net. Ilpu Bemonnennu MCKT BoisBisercs arpodusi TumMyca, Hambojee 4acTo 3a00JIeBaroT
MYKYMHBI. TUMAKTOMHUS HE JaeT MOJIOKUTENbHbIN >PQexT. BrisBrensl cnabas B3aMMOCBSI3b
Mexay pazButuem muactenuu nocie 50 ser u Hammunem HLADR2, HLA-B7 u HLA-DRBI.

TumomaccouunpoBannas wmmacrenuss (10-15% cayuaes). Hapsny ¢ apyrumm
3a0oneBaHusIMU  (HEHPOMHOTOHUS, TMaplUMalbHAs KPAaCHOKJIETOYHAs —aruia3usi), Haludue
00BbeMHOr0 00pa30BaHMsI BUIIOYKOBOM jKeJe3bl HamOojee 4YacTO COMPOBOXKAAETCS Pa3BUTHEM
MUacTeHUH. Y Mpeodnaaaroniero OOJbIIMHCTBA MAMEHTOB C MUACTEHUEH, UMEIOIINE THMOMY,
BbIcOKHE TUTPBI aHTUTEN K AXP. Onnaxo, npumepHo y 30% naiueHToB ¢ TAMOMOM, C BBICOKUMU
3HaueHussMH TUTpa antutel K AXP B KpoBu, B aHaMHe3€ HeT MuacTeHuH. Hapsiny ¢ anTutenamu
K AXP B CbIBOpPOTKE KPOBHU OOJIBHBIX MUACTEHUEH ¢ HATMYMEM THMOMBI MOTYT OIpPENEIAThCS U
AHTUTUTHHOBBIE aHTHUTENA — BBIABIAIOTCA B 49-95% ciydaeB acCOLMMPOBAaHHBIX C THUMOMOM
MHUACTEHUH, aHTUPUAHOJUHOBBIE perienTopHble antuTena B 70-80% u antu-KV1.4 (VGKC) B 40—
70% cny4aeB. IlockonpKy HalW4he AAHHBIX aHTUTEN CBA3aHO C Ooyiee TSXKEIbIM TEUYCHHEM
3a00J1€BaHUsI MOT'YT UCIIOJIb30BATHCS B KAUECTBE MPOrHOCTHUECKUX JETePMUHAHT (Tabnuua 5).

MuacTtenusi ¢ aHTUTEJAaMH K MbIlIeYHO-cienupuyeckoii Tupo3nukunase (MuSK).
MuSK — 5T0 0en0K, 3KCIpPECCHUpYEeMbIi B MOCTCHHANTHYECKOW MBIIIIE MeMOpaH, KOTOPBIN
¢bynkumroHanbpHO cBsizal ¢ AXP u HeoOxomum i noanepxkanus Gyakiun AXP. O6HapyxuBaercs
B CBIBOPOTKE KPOBH, IPUMEPHO, Y 5% MallMeHTOB ¢ MUACTEeHUEH, HE umMerolux antutena k AXP.
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Antutena k MuSK otHOocsarcs k kiaccy IgG 4, koTopble HEe CBS3BIBAIOTCA C CUCTEMOM
koMmmiumenTa. OrmpeneneHa cBa3b ¢ reHamu u3 cucremsl HLA ¢ HLA-DQS. MuSK-
MOJIOKUTEIbHBIC MALMEHTBHI, KaK IPABHUIIO, )KECHITUHBI C TshKeNol popMoii 3a0oeBaHus, HATHINEM
MBIIIEYHBIX arpo¢uil. YacTo mopaxarorcs JulieBbie, Oyap0apHbIE U IbIXaTeIbHBIC MBIIIIBI, B TO
BpeMs Kak IVIa3Hbl€ CUMIITOMBI U [IATOJIOTHSI TAMYCA OTCYTCTBYIOT.

N3oaupoBanHas ri1a3Hasi MUACTEHHA: XapaKTePU3YyeTCsl HATMYUEM CIIa00CTH TOJBKO B
[Ia30/IBUTATEIILHON MYCKyJIaType Ha TpoTshkeHuu AByX u Ooisee jet (10-15% mnanuentoB ¢
muactenuert). Y 50% mnanueHToB omnpeaensrorcss Boicokue TUTphl antuten K AXP. TlaruenTs
3a4acTyro 4yBcTBUTENbHbI K Tepanuu AXOII. Muactenus ¢ orcyrctBueM antuten k AXP u
MBIIIIEYHO-cTiendraeckoit TuposnakuHaze (MuSK).

Mnuacrennss ¢ anturesamum k LRP4. [LRP4 (peuentop IMNONpOTENHOB HU3KOU
IJIOTHOCTH) SKCIPECCUPYETCS B MOCTCHHANTUYECKOM MBIIIEYHON MeMOpaHe; 3TO CBA3aHO C
peLenTopoM arpuHa M aKTUBUPYET MBIIIEYHO-CHEMPUUECKYI0 TUPO3UHKUHA3Y, HEOOXOAUMYIO
g noanepxkanus GyHkuuu AXP. Antutena k LRP4 6b11m oOHapykeHsl y 2—27% MalueHToB C
MHUACTEHHUEH, IPEUMYILIECTBEHHO KEHCKOTO I0J1a, Y KOTOPbIX He oOHapyxeHo aHTuTen K AXP u
MuSK. BoJbUIMHCTBO M3 3THX MAlMEHTOB HMMEIOT INAa3HYI0 WM JIETKOM CTENeHH TSKECTH
TeHEepaIM30BaHHYI0 MHMACTEHUI0, U OkoJio 20% MalKueHTOB MMEIOT TOJBKO CJIa0OCTh IVia3 Ha
MpoTsKeHUH OoJiee BYX JeT. JlpIxarenbHash HEJOCTaTOYHOCTh BCTPEYAETCS OUYEHBb PEJKO.
Kommepueckue TecTsl enie HeIOCTYIHBI JJIs TeCTUpOoBaHus Ha aHTuTena Kk LRP4, uto 3arpynHser
JUarHOCTUKY JaHHOW rpynmbl OONBHBIX. Y YacTW TMAlMeHTOB JOCTYNHBIA  METOJ
MMMYHO(EPMEHTHOTO aHaju3a HE BBISABISET TUIUYHBIX aHTUTEN B KPOBH, YTO CBS3aHO C
CYIIECTBOBaHMEM HM3KOA(PPUHHBIX aHTUTEN, UACHTU(PHUKALMS KOTOPBIX TpeOyeT KIETOUHOTO
aHaynn3a. HekoTopele manueHTs! ¢ MUaCTEHUEH, BO3MOXKHO, UMEIOT ITATOTCHHBIE AaHTUTEIIA IIPOTUB
ellle HE ONPEAETICHHBIX AaHTUT€HOB B MOCTCUHANTHYECKON MeMmOpaHe. Jlnaruos siisercs 6osee
CJIO’KHBIM Yy MALIUEHTOB, Y KOTOPhIX HUKAKUX CIIEU(PHUECKUX ayTOAHTUTEN HE OOHAPYKEHO
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TMATHOCTHKA

dapMaKoIOTHYECKUN TECT — Mpoda C BBEICHHEM AHTHUXOJMHICTEPA3HBIX IpPEnapaTos.
Hcnonp3yloT HeoCTUTMUHA MeTHIICYAbdaT (mpu Macce Tena mamuenta 50-60 xr — 1,5 mu; 60-80
kr — 2 mut; 80-100 xr — 2,5 mut 0,05 % pacTBopa) uiu nupugoCTUrMUHA OpoMu L (ITpU Macce Tena
nanuenTa 50-60 xr — 10 mr; 60-80 kr — 20 mr; 80-100 xr — 30 mr). V nmereit 103a ykazaHHBIX
npenaparoB coctasisieT 1,0 M win 5 Mr cooTBeTcTBEHHO. OLIEHKY pe3yabTaToB TECTa IPOBOJIAT
B uHTepBasie oT 40 muH a0 1,5 4 mocne BBeneHus mnpenaparta. [Ipu mosHON M HEMOJIHOU
KOMIICHCAIIUM JIBHTATEIbHBIX HApYIICHWH (YyBENWYCHHWE MBIIIEYHON CHJIBI) MPOOY CUYHUTAIOT
ITO3UTUBHOM, IPY YACTUYHOM — COMHUTEIILHOM, IIPY OTCYTCTBUM PEAKIIMU — HETAaTUBHOM.

OnvH M3 OCHOBHBIX KPUTEPUEB JIUArHOCTUKM MMACTEHUM — HapylIEHUE HEPBHO-
MBIIIIEYHOH MepeavuH, BBISIBISIEMOE MTOCPEICTBOM MIEKTpoMUOrpaduu. IIeKTpOMHUOTpaPrIecKoe
HCCIIEIOBAHNE HEPBHO-MBIILIEYHOMN Mepeaadn (AEKpPEMEHT-TECT) MPOBOAUTCS BCEM NAIlMEHTaM C
MOJIO3PEHUEM Ha MMACTEHUIO: MPOBOJIUTCS OLIEHKA aMIUIUTY[bl HEraTuBHOM (as3pl M-oTBera
(cymMMapHOTO OTEHIMaa IEHCTBHUS, BOZHUKAIOIETO B MBIIIIIE MPU AIEKTPUUECKOM pa3ipakeHun
e€ IBUTareIbHOr0 HEPBA), BEIMYMHBI IEKPEMEHTA — YMEHbIIEHUS aMIUTUTY/bl IIsiToro M-oTBeTa
[0 OTHOIIEHHIO K NEpBOMYy (B NPOIEHTaX) IpHU HHU3KOYACTOTHON (3 wuMI/c) HempsiMoi
CylpaMaKkCUMaJIbHOW cTUMYInuy m. deltoideus u BeTWYMHBI MOCTAaKTUBAIIMOHHOTO O0JIeTUYeHUS
— YBEJIMUYEHUS aMIUIUTYIbI TIepBOro M-oTBeTa mociie MaKCUMalbHOTO MPOU3BOJIBHOIO YCHIINS B
teyeHue 30 ¢ o OTHOUIEHUIO K IepBOMY M-0TBETY KOHTPOJILHOM CEpUU TPU CTUMYJISILIII MBIIIILIBI
yacTtoTol 3 umrn/c (B mpoueHTax). MccienoBanue nokasbiBaeT CHUKEHUE (IEKPEMEHT) aMILTUTY/IbI
M-otBera 6Oonee yem Ha 10%. IlpoBoguTcs uccienOBaHHME BEIMYMHBI JEKpeMeHTa (WIn
MHKpPEMEHTA) aMIUIUTYbl M-0TBeTa Npu CTUMYISIMHA MBILIIBI YacTOTOH 50 umIn/c B mpoleHTax
no otHomeHuto 150-ro M-otBeTa k 1-My («TeTaHMUYECKas CTHUMYISIHSA»), HCClIeAoBaHuEe 16
M3MEHEHHUS aMILTUTYbl M-0TBeTa CTENeH! IeKpEMEHTa IPU CTUMYJISILIMK 4YacTOTOH 3 umI/c cpazy
MOCJIe OKOHYaHUS «TETaHUYECKON CEepUn» UM MOCe MAaKCUMAJIBHOTO MPOU3BOJILHOTO ycuius (B
teueHue 10 ¢) Mo OTHOIIEHHIO K UCXOIHBIM JIaHHBIM (TI0CTTETaHMYECKOE MIIH I10CTaKTUBALMOHHOE
obneruenne — IITO, ITAO). Bo3moxkHo mnpoBeaenne mpoOsl ¢ BBeaeHueM AXDII ¢
MOCJIEYIOIUM uccaeaoBanueM OMI.

JlaGoparopHasi JMarHOCTUKAa — HWMMYHOJIOTMYECKHE HCCIe0BaHUs (UCClIeIOBaHUE
CHIBOPOTKM KPOBHM Ha YPOBEHb ayTOAHTHUTEN). Y BCeX OOJIbHBIX MHACTEHHEH HEO0OXOAMMO
IIPOBE/ICHUE HCCIIEIOBAHUS CBIBOPOTKM KPOBM HA YPOBEHb AayTOAHTUTEN K MBIIIEYHOMY
anetwixoauHoBomy perentopy (Acetylcholine Receptor Antibody, ACHR antibody), koTopsIii
CUUTAETCSA OJHUM U3 OCHOBHBIX KPUTEPHEB JUArHOCTUKHU 3a00sieBaHus. BaxHoe 3HaueHne uMmeer
JMHAMUKa 3TOT0 OKa3aresis sl OLleHKU 3G GEKTUBHOCTH aToreHeTn4eckon Tepanuu. M3ydenue
YPOBHSI ayTOAHTHUTENl K TUTUH-OeNKy (anti-titin-antibody) Hanbonee mokasareabHO y OOJIBHBIX
MHUACTEHHUEH, coueraroleiics ¢ THMOMOM (IOBBIIEHUE 3TOrO IOKa3arenss OoTMedeHo B 78%
cllydaeB), a Takke y OOJIbHBIX C TMO3JHUM HayajioM MuacTeHuu O0e3 TuMombl (84%). Ilpu
MHUACTEHUH, COUYETAIOLIeHCS ¢ TUMOMOM, BaXXHBIM II0Ka3aTeleM CUUTAIOT YBEJIUYEHHUE YPOBHS
aHTUTEJI K PUAHOJMHOBBIM PELENTOPaM CApKOIUIA3MaTUYECKOTO PETUKYIyMa (BBIABISIIOT B 35%
CllyyaeB), CBUJETEIbCTBYIOLIEE O TSDKEIOM TEUEHUHU 3a00sieBaHUsl. AYyTOAHTHTENA K MBIIIEYHO-
cneunpuyeckoit TuposunkuHaze (MUSK) o6HapyxuBatot y 40-50% G0IBHBIX C CEpOHETaTUBHOM
MuacteHueu. 17

Uccnenosanne  BumoukoBoit  kene3sl (KT, MPT, mnHeBMomenuateHorpadus,
pentrenorpadus). OOHapyKeHHe THMOMBI, THIEPIUIa3uH WU, peke, arpouu BUIOYKOBOM
JKeJe3bl TMOATBEPKIACT 3aMHTEPECOBAHHOCTH IATOJOTHYECKOIO MpoOLiecca B  MATOJOTHH
BHJIOUKOBOM Ke€Je3bl W YCWIMBAET MOKa3aHUs K OMNEpaTUBHOMY JieueHuto. OIHaKo cleayer
MMOMHHTb, YTO TOMOTpadHsI MePeTHET0 CPEAOCTEHUS HE TIOTHOCTHIO PelIaeT BOMPOC O COCTOSHUH
tumyca. OOHapy>KEHUE 30HBI MOBBIIIEHHON TIOTHOCTH €IIIe HE CBUJIETENBCTBYIOT O TUMOME HITH
TUIIEPIUIa3UU TUMYyca. Y 3I0POBBIX JIKOIEH, HE CTPANAIOLIMX MHUACTEHHEN WM HE HMEIOLINX
TUMOMBI TIpU TOMOTpaUYECKOM HCCIACTOBAaHUM YAaCTO BBISBISIETCS (OKHUPOBAs MOJYIIKA,
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HAIIOMHUHAIOILIAS. KOHTYPbl TAMOMBI. YBEJIMYEHHE BUJIOUKOBOM xene3bl no AaHHbIM KT v MPT
HE SIBJISICTCS] KPUTEPUEM JUATHOCTUKU MUACTCHUU.

Crenenn pAocToBepHOCTHM JuarHo3a — COMHMTENbHBIM: KIMHMYECKas KapTHUHA —
BeposiTHbII: KIMHUYECKas KapTUHA + MPO3E€pUHOBBIN TecT — J[oCTOBEpHBIN (HECOMHEHHBIN):
KJIIMHWYECKasi KAapTUHA + IIPO3EPHHOBBIM TECT + JEKPEMEHT-TECT + HMMMYHOJIOTMYECKHE
HCCIICAOBaHUA

OCHOBHBIE OBCJIIEAOBAHU A

- KAK, BAK (AJIT, ACT, o6mmii u npsiMmoii OunupyonH, MOYEBHUHA, KPEAaTHHUH, OOIIHIA
xonectepun, TI, JITIBII, JIITHII, rmroko3a, menounast docdoraza, I'TT, CPb, PD, mouenas
KHcIIoTa, 00uit 6enok), RW, OAM, BUY, renarutsr B u C

- KpoBb Ha aHTHTENA K allETHIXOJTUHOBOMY PELIETITOPY

- UmmyHonoruueckoe uccienoanue kpoBu Ha reprerudeckue (BII, IIMB, BOB) u
knemessle (KO, Kb) undexunn

- Uronpyaras snekrpoMuorpadus JIULIEBBIX MBI, JEKPEMEHT-TECT
- MCKT cpenocrenus

- OHMI' (uckimounTh OIOKHM MPOBENCHMS ) I UCKITIOYEHHUS MYIbTU(POKATLHON MOTOPHOM
nonunedponatun (OMBA  yn.K.Mapkca 346. ten 266-08-02 Bpau Karaconosa I'anmna
OcrtadneBHA).

JINOOEPEHIIMAJILHBIN TUATHO3

JuddepennnanbHpIii JUarH03 MHUACTEHUH CJIOKEH BBHUIY HAIMYHUS JIOCTATOYHOTO YHCTIa
3a001eBaHUM, COMPOBOXKIAIOIINXCS CHIKCHHEM CHJIBI B MBIIIIAX KOHEYHOCTEH W TYJIOBHIIA.
OrnpeneneHHble TPYIHOCTH AUATHOCTHKY BO3HUKAIOT MPHU HATMYHMH NTO3a U TJ1a30/IBUTaTEIbHBIX
pacCTpOMCTB, OCOOCHHO B ClIydae HE3HAUUTEIbHBIX KIMHUYECKUX TMPOSBICHUN WIH
OTPHIIATEIILHOM PEaKIIMU Ha BBEJICHUE MOTYT BBISBIISATHCS HE BO BCEX CIIydasX.

[Ipn ma3Hoil popmMe MUACTEHHM HUCKIIIOYAIOT CIEAYIOUIYIO IMaTOJOTHIO: 3HJIOKPUHHAS
odTaNbMOMNAaTUsi, COBOKYITHOCTh CHHAPOMOB, OMpEICNAEMbIX KaK «O0(TaTbMOIUIETHS ILIIOCH,
oKynodapuHreaibHas MbIIICYHAsI TUCTPODUs, pacCeSHHBIN CKIepo3, cuHapoM Duriepa u Jip.

OcobeHHocTH IJ1a30 ABUI'aTCIIbHBIX HapymeHI/Iﬁ, IITO3a IIpy MUACTCHUHU

Muacrenns. [Ito3, xocornaszue, mumionusa. KpaiiHe peako mopa)xaroTcsi BHYTPEHHUE
MBIIIIB 1a3a. [Ipu HEBpOJIOrHueckoM OCMOTpE INIa30[BUTaTENIbHbIE HAPYIIEHUS MOTYT HE
BBIABIIATBCS, XOTS NALMEHTHl JKaIyloTCs Ha Aumuionuioo. CuUMITOMAaruka HE IOCTOSIHHA -
YCUITUBAETCS MPHU MOBTOPHBIX MOPTAHUSAX WM MPHU MOMBITKE OOIBHOTO JOJITO CMOTPETh BBEPX
(mpo6a Cumrmcona). [IpoBomupyromue (akTopbl: YTeHHE, SPKUN CBET, MPOCMOTP TEJIEBU30DA.
Konebanust BeIpa)k€HHOCTH CUMIITOMOB, YCUJIEHHE UX K Bedepy, perpecc mocie otasixa. Ciemnyer
oOpaiate BHUIMaHHE Ha HEBO3MOXXKHOCTbH JTUTENLHOTO YAEP)KaHUS TJIa3HBIX SIOJOK B KpalHHUX
OTBEIEHUAX!

ITopa:xxenue n.oculomotorius. XapakrepHo BoBieueHue u OtcyrcTBue Kosebanuii. B
clly4ae sIEpHOTO IOPAXEHUA- HAPYKHBIX, M BHYTPEHHMX MBIIIL [J1a3a, HapyLICHUS
COOTBETCTBYIOT 30HE MHHepBauuu n. Oculom otorius BIPa)KEHHOCTH CUMITOMOB B TEUEHHE JTHS.
[TocteneHHslil perpecc CMUMNTOMOB Ha (JOHE Tepanuu abTEPHUPYIOLIAs CHMIITOMAaTHKA.
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CunapoM BepxHell NIa3HUYHON Iieau. XapakrepHo coueTaHHoe nopaxenue III, 1V,
nepBoii BeTBH V, VI nap yepenHsix HepBoB. Bo3MoxHbI 0011 B razHuiie. OTcyrcTBue Kojebanui
BBIPQ)KEHHOCTH CUMIITOMOB B TeueHue THsI. [locTenenHblii perpecc CAMITOMOB Ha ()OHE TEparvH.
Bo3MoXxHBIE TPUYKHBIL: OITYX0JIb MAJIOTO KPbLIa OCHOBHOM KOCTH, OITYXOJIM B 00JaCTH IJIa3HUII,
TpaBMaTHYECKHUE MOBPEKACHUS OPOUTHI, COCYAUCTHIE Malb(opMaIuu.

Cunapom ®Oumepa (mauonaruyeckasi NnoJTuHeBponaTus). XapakTepHbl TBYCTOPOHHSIS
Hapy)KHas M BHYTPEHHSS O(TaIbMOIUICTHsS, aTakCHsi KOHEYHOCTEH, MOCTENEeHHOE CHUKEHUE
DIyOOKUX peQIIeKCOB, peke - CHMMETPHYHBIC BSUIBIE Tape3bl WM Hapaindd KOHEYHOCTEH.
OtcyrcTBUE KOJIEOAHUN BBIPAKEHHOCTH CHUMIITOMOB B TeueHue naHA. IlocreneHHslil perpecc
CUMITOMOB Ha ()OHE Tepanuu. XOpolllee CHOHTaHHOE BoccTaHOBiIeHHE. C BBICOKOH 4acTOTOM
pazBuBaeTcss y OONBHBIX C caxapHbIM Jua0eTOM U BbICOKUM TUTpoM aHTHGQ-lb
AQHTUTaHIJIMO3UIHBIX aHTUTEN

Cunapom Tosochl XanTta (0os1e3HeHHasi odranbMoIuierus). XapakTepHbl CUIIbHBIE
0011 B MIA3HUIE, MOPAKEHHE CTPYKTYpP, MPOXOASIIMX Yepe3 BEPXHIOW INa3HUYHYIO IIENb
(TmazHuyHas apTepus M BEHA, OTBOJSIIMIA U OJOKOBBIM, IIa30JBUTAaTEIbHBIN HEPBbI, | BETBb
TPOMHMYHOTO HEpBa), M NPUJIETAIONIEr0 K HEH KaBEpHO3HOIO CHHYCa, MYIbCUPYIOIIUN
sk30(pTambM U xeMo3 OTCyTcTBUE KoeOaHWil BBIPa)KEHHOCTH CHUMIITOMOB B TEUEHHUE JIHA.
[TocTenennslit perpecc cuMnToMoB Ha (hoHe Tepanuu [luarHo3 000CHOBAH B CIIydasix BBISIBICHUS
IpaHylIeMbl Ha HApy»KHOM CTEHKE KaBEpHO3HOTO CHHYCA IPU MarHUTHOPE30HAHCHOM ToMorpaduu
(MPT) ronosnoro mo3ra nu6o npu nposeneHuu ouoncuu. [Ipu orcyrcreun uzmenenuit Ha MPT
0oJee mpaBOMOUYEH TEPMUH "CHHIPOM BepxHel TmazanyHou menn". [Tapes u 0051 mpekpanaroTcs
B TE€UECHHE 72 4 MOCIE aJIeKBaTHOTO JICUCHHS TTIIOKOKOPTUKOUIAMU

Judbdepenumanbupiii 1uarao3 Oynb0apHO# (OPMBI MUACTEHHUH TTPOBOIAT C COCYAUCTHIMHU
MU OIyXOJEBBIMHU TIOPAXEHUSMH MO3ra, O0KOoBbIM amuorpoduueckum ckiepozom (BAC), ¢
OCTPBIMH JIEMUEITMHU3UPYIOUTMMH HEBPONIATHUSIMH THUTIA cuHApoMa [ mitena-bappe u T.1.

Ocob6ennocTr Oyb0apHOTO CHHAPOMA IIPH Pa3HBIX MATOJIOTHUIX

Muacrenus. Hapacranue senenuii nucharuu, 1ucoHUN U AU3apTPUU BO BpeMs preMa
Uiy, pasropopa. Ha ¢pone Harpysku - oTBHCaHe HUYKHEH YeII0CTH, MHOTTIA U TOJIOBHI ("'CHHAPOM
CBUCAIOIIEH TOJ0BbI"), CIIOHOTEUEHHE. DTa CUMITOMATUKA MOYTH OOS3aTENbHO COUETAETCS CO
C1a0OCThIO JIMLIEBBIX, NapaopOUTANbHBIX, IVIa30[BUTATENbHbIX MbIII. CHUMITOMaTHKa He
MOCTOSIHHA - YCHJIMBAETCSl MPU pa3roBope, MpHeMe MUIIHM, OOIIeM YTOMJICHHH, YMEHBIIACTCS
MocCjie OTAbIXa. XapakTepHO COXpaHEHHWE HEOHOro M IVIOTOYHOro peduieKCoB Jaxe Mpu
BBIPOKEHHBIX HAPYIICHUSIX (BaKHBIN auddepeHIanbio -1uariocTUYecKuil mpusHak!).

Byab6apHblii CHHAPOM NPH MOPAKEHNH CTBOJIA MO3ra. XapaKTEePHbI aIbTEPHUPYIOIIHE
CHUHAPOMBI CTBOJIa MO3Ta, MPOBOJHHKOBBIC HapyIIEHUs, B TOM 4YHUCJIE YYBCTBUTEIIbHBIE.
OtcyrcTBUe KONeOaHUN BBIPAKEHHOCTH CUMITOMOB B TedeHue IHA. llocreneHHsblil perpecc
CUMITOMOB Ha (poHE Tepanuu.

IlceBno0yab0apHblii  cHHAPOM. XapakTepHbl peQiaeKchl OpajJbHOTO aBTOMATH3MA.
Jlpyrue odaroBble CHUMITOMBI IMOPAXEHHsI TOJOBHOTO MO3ra B 3aBUCUMOCTH OT IPHYMHBI
curpoma. OTcyTcTBUE KOJeOaHUH BBIPAKEHHOCTH CHMITOMOB B TedeHue JHs. [locTeneHHbIi
perpecc CUMITOMOB Ha (hOHE Teparnuu.

BoJjie3nb nBUraTeJIbHOr0 MOTOHEHPOHA. XapaKTepHO COYETAHHUE TPU3HAKOB MIOPAKECHHUS
LEHTPAIBbHOTO U Tepu(epruvIeckoro MOTOHEHpoHa, arpoduu M. OTCYTCTBHE KoJeOaHMt
BBIPDAKEHHOCTH CHMIITOMOB B TeueHHME IHA. HeykioHHOe mnporpeccMpoBaHME CHMIITOMATHK.
Hukorna He pa3BuBaroTCs NTO3 U APYrve INIa30/1BUraTeIbHbIE HAPYLICHUS

CnaboCTh MBIIIIT TYIOBHUIIA U KOHEUHOCTEH y OOJIBHBIX MUACTEHUEH TU(PepeHIIUPYIOT C
pa3nuYHBIMU (opMaMU BPOXKIEHHBIX U IPUOOPETEHHBIX MUOTIATHH.
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I[Ipu  mporpeccupyromeM  pa3BUTHU  TE€HEPATH30BAaHHOW  (OpPMBI  MUACTCHHH,
CONPOBOX/IAIONICHCS pa3BUTHEM, B TOM 4HCJIE TeTpamapes3a, TpeOyercs MpoBeIeHUe
AUXArHOCTUYCCKOI0 ajJropuTMa 1O BBIABICHUIO IIPUYMWMHBI PA3BUTHA MBIIIEYHON CJIa6OCTI/I,
pa3paboTtanHoro B HaydHOM 1ieHTpe HeBposorun PAMH (ITupamos M. A., Cynonesa H.A, 2014).
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Knuandeckue ciMITOMBI, HATOMUHAIOIITNE MUACTEHUIO, MOTYT BCTPEUYAThCS U MPU IPYTUX
dbopmax HapyIIeHUST HEPBHO-MBIIICYHONW Tepenaayn, Takux Kak cuuapoMm JlambGepra-HToHa H
oorymusMm. [lpuyuem ecnm mnsa cunapoma JlamGepra MToHa HE THUIWUYHBI AKTPAOKYISIPHBIC,
OynbOapHbIe U AbIXaTebHbIE HAPYIICHUS, TO UMEHHO OHU COCTaBJISIOT OCHOBHOE KIIMHUYECKOE
sIpo O0Tynmr3Ma.

Xapakrepusie musi cuHapoma Jlambepra-liTona cmaGoCcTh W yTOMIISIEMOCTH  MBIIIII]
TYJIOBHILA U KOHEYHOCTEH MPHU OOTYNIM3ME BBISBISIIOTCS OTHOCUTENBHO penko. [ obeux dhopm
XapakTepHa TUmo- win apeduekcus. DPQPeKT oT BBEACHUS aHTHUXOJIMHAICTEPAa3HBIX IMpernapaToB
npu cunapome Jlambepra-MtoHa — MUHUMAaNBHBINA, IpU O0TYNIHM3ME — OTCYyTCTBYeT. Hapyiienus
HEPBHO-MBIIIEYHOH Mepesaydl XapakTepU3ylTCsl CHIDKEHUEM UCXOJHOM aMIuuTynsl M-oTBeTa u
€€ CYILECTBEHHBIM YBEJIMUYEHHUEM B MPOLECCE BHICOKOYACTOTHON CTUMY/ISIMHU (MHKPEMEHT) WIIU
[10CJIe MAaKCUMaJIbHOTO POU3BOJILHOTO YCHIIUAL.

Takum 00pa3oM, IJIaBHBIM M OCHOBHBIM OTJIMYUEM, IpU AudQepeHruanuyl Bcex
KIIMHUYECKUX MPOSBICHUI MHACTEHUH OT JAPYruX (OpM MAaTOJOTHH, SBISETCS OTCYTCTBUE
JUHAMHYHOCTH CUMIITOMOB U pPEaKIIMM Ha BBEACHHUE aHTUXOJIUHAICTEPA3HBIX MPEraparosB.

Mmuacrenns. CnaboCcTh NPEUMYIIECTBEHHO MPOKCUMAIbHBIX OTJEIOB KOHEUHOCTEH IpU
JUIUTENbHBIX CTAaTMYECKUX WM JWHAMHUYECKUX Harpy3kax. bosibHble 3aMedaror, Hampumep,
c1aboCTh PyK NpH pacyecblBaHUM Bosioc. CHMITOMAaTHKa HE IMOCTOSHHA - YCHJIMBAETCS IPU
¢u3nyeckoil Harpyske, oOLIEM YTOMIJIEHHWH, YMEHbIIaeTcs nocie orasixa. boiee uem y 70%
OOJIBHBIX PYKHM MOPAXKAIOTCS Halle, 4eM HOTU. [IpenMyliecTBEHHOE MOpaKeHHWE TPeXIaBoi
MBIIILBI [JI€Ya [0 cpaBHEHMIO ¢ 1ByrIaBoil. [Ipumepno y 10% CumnTom "cBucaromei ronossr”
O0JIbHBIX (OPMUPYIOTCS HECTONKHUE aTpo(uu, OBICTPO perpeccupyromue nocie JeueHus.

Ilape3ssl mpM OCTPBIX HAPYLICHHMSX MO3IrOBOr0 KpoBOOOpameHusi (0COOCHHO
CTBOJIOBOH JIOKAIM3alMM). XapaKTepHO HAJIWYME YETKOTO CHHAPOMA OYaroBOTO IMOPaXEHUs
rosoBHoro wmosra OrtcyrcTBue KoneOaHWH BBIPQKEHHOCTH CHUMIITOMOB B TEYCHHME JIHS.
[TocrenenHslil perpecc CMMNTOMOB Ha (hOHE Tepanuu

BoJie3Hb IBUraTe/IbHOr0 MOTOHEHPOHA. XapaKTepHO COYETAaHHUE TPU3HAKOB IOPAXKEHHUS
LEHTPAIBHOTO U TepudepruIeckoro MOTOHEHpoHa, aTpoduu Mbl. OTCYTCTBHE KoJeOaHHM
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BBIPA)KCHHOCTU CHUMIITOMOB B TCYCHHC OHA. HeyKJIOHHOC MporpeCCUpOBaHUC CUMIITOMATHKHU.
HI/IKOFZ[a HC pa3BUBAIOTCA IITO3 U APYIUC IT1a30ABUTaTCIIbHBIC HAPYIICHUSA .

Muonaruu, MUOAMCTPO(PUHU. BakeH OTIIMYHBIN OT MUACTEHUU XapaKTep PACIPEACIICHNS
JIBUTATEIbHBIX PACCTPOICTB: OTCYTCTBUE (32 PEAKUM HCKIIOUEHHEM) IPU3HAKOB IOPAKEHUS
OKCTPAOKYISIPHOM U OynbOapHOM MYCKYynaTypbl, [bIXaTe€IbHBIX HapyLIEHUH, H3MEHEHUE
CYXOXWIBHBIX pe(ekcoB. XapakTepHbl MbIIIeYyHbIe arpoduu. XapakTepHO HEYKIOHHO
nporpeccupyrouiee TeueHue 3adoneBanusi. OTCyTCTBUE KOJI€OaHUI CUMIITOMATUKY B TEUEHHUE JIHS .
Bo3moskeH cemelHbli XapakTep 3a00eBaHMs.

[Ipu mepBUYHBIX OOpAIICHUSAX IMAMEHTOB C MHACTEHHEH Ha aMOylIaTOpHOM JTare
OmMOOYHO YCTaHABIMBAIOTCSA WHBIE 3a0oneBanus. Hampumep, mmemundeckuii nHCYnsT B BBb,
XpOHHMYECKas MIIEMHs MO3ra, PacCEesiHHBIM CKIIEpO3, W30JIMPOBAaHHAs HEBPONATHs 4YepenHO-
MO3TOBbIX HEpPBOB, YTO CBHJIETEIBCTBYET O CIIOXHOCTH AMArHOCTUKM MHUACTEHHMM Ha PaHHUX
CTaJUAX U CBSI3aHO, BEPOSITHEE BCETrO, C (IIOKTyallUsIMH kajdo0 OOJBHBIX U TE€TEPOr€HHOCTHIO
KIIMHUYECKUX MpOSABIEHUN MHacTeHHU. Bpems, 3arpaueHHOe Ha BepHU(UKALUIO IHarHos3a, B
OONBITMHCTBE ciy4daeB cocrapiser Ooisbiie 12 mecsneB. Jlumb 30% O0MBHBIM HMArHO3
MUACTEHHS YCTAaHABJIMBAETCA B MEPBBIN I/l 00JIE3HU.

Hapsiny ¢ runoguarHocTMKOW MHAcTeHHHM, aKTyajdbHa mpolieMa OmMOOYHONW ee
JMArHOCTUKU MPH COCTOSTHUSIX, UMUTUPYIOIIUX CUMIITOMbI MHAaCTE€HUU, HO OOYCIIOBICHHBIX HE
BOBJICYCHHEM B MATOJIOTMYECKUN MPOLECC HEPBHO-MBINIECYHBIX COEIWHEHMM, a IMOPAKEHHEM
JIPYTUX CTPYKTYp HEPBHON WM HEPBHO-MBbIIIEYHOM cucTteMbl. Hamuume cunapoma 3xano0
MMaMEHTOB HA TMOBBIIIEHHYI) YTOMJIIEMOCTh MOXET NPUBECTH K JIOKHOMY ITOJO3PEHHIO Ha
MHUACTEHUIO Cpeau OOJIBLION IpyHIbl OOJBHBIX C PA3IUYHBIMM HEBPOTUUYECKUMU HapyLIECHUSIMH,
CHHJIPOMOM XPOHHMYECKOH YCTaJIOCTH, CTpaJarollMMU 3a00JE€BAHUAMU CEPIAEUYHO-COCYAUCTON U
SHJIOKPUHHOW cHCTeM, 3a00J€BaHUSAMU OpOHXOJIErOYHOW CHCTEMBI, aHEMHUEH, XPOHHMYECKUMU
MHQEKIMOHHBIMU 3a00JIEBaHUSIMH, OHKOJIOTMYECKMMHU ITPOLIECCAMHU.

MUACTEHUYECKHUE CMH/IPOMbBI

Muacrennueckuii  cungpom  JlambGepra-Utoma  (MCJIM) —  ayrouMMmyHHOE,
MPECUHANTHYCCKOE HAPYIICHHE HEPBHO-MBIIICUYHON Tepenadn, XapaKTepu3yeTcsi MepeMEHHOU
MBIIIEYHON CIA00CThIO M HapylIeHWEM (PYHKIIMU BET€TATHBHOW HEPBHOW CHCTEMBI, HanOoJjee
9YacTO aCCOIMHUPYETCS C MENKOKIECTOYHBIM PakoM JieTkux. Kak mpaBuiio, TepBbI€ CHMIITOMBI
MPOSIBIIIOTCSL B Bo3pacte crapie 40 jieT HeCMOTpPS Ha TO, YTO 3a00JIeBaHHE MOXKET UMETh MECTO
B JIFOOOM BO3pacTe.

TunuyaeiM ~ cumnToMoM  3a0ojeBaHus  sBiIAETCS  cHabOCTh U yTOMIISIEMOCTb
IIPOKCUMAJIbHBIX OT/IEJIOB UX KOHEYHOCTEH U Ta30BOT0 NOsICa, IPUBOIANIAS K M3MEHEHHUIO XObOBI.
CnabocTh B MNPOKCUMAIBHBIX OTAEJaX BEPXHUX KOHEYHOCTEH BBIPaXKEHAa MEHBIIIE.
I'ma3zonBurarenbHble HapyIIEHUs, HApYIIEHNs NIOTAHUS M PEYM Pa3BUBAIOTCS pexe. Takke Kpome
MblIIIeYHOH crabocTu mpu cunapome Jlambepra - iToHa pa3BuBatOTCs BEreTaTUBHbIE HApYIISHUs
B BHUJE HApYIICHUs CAJMBALMU U MOTOOTAEIEHUS, BIUIOTh J0 PA3BUTHSA «CYXOTO CHHAPOMay,
BO3HHUKAET OPTOCTaTUYECKask TMIIOTEH3HUs, TAPECTE3UN, CHUKEHHUE CYXOXKHUIIBbHBIX PE(IEKCOB.

Borynusm — 310 3a00neBanue, BbI3BaHHOE oTpaBieHneM TokcuHoM Clostridium botulinum,
COTPOBOXKIAIOIIEECS MOPAKEHUEM MPECHHANTHYECKOH MeMOpaHbl mepudepruyecKux HEPBOB C
HapyIIeHHeM BBICBOOOXK/ICHUS allETUIIXOJIMHA B CHHANITUYECKYIO IIeNb, TEM CaMbIM HapyIllaeTcs
MIPOBEJICHIE HEPBHO-MBIIIICYHON TIEpEIadH.

OcHoBHBIE cUMITTOMBI 60TynmHu3Ma: CyxocTh BO pTy; HeueTkocTh 3peHus Win AUILIONHS;
I1To3; HeBusitHas peus (duzaprpust); ducharus; [lanummuispHbiid 3paukoBblil peduiekc Ha CBET
CHIDKEH MJIM yTpayeH IMOJIHOCThIO; Jucdarus MoxeT MpUBECTH K aCHUPAMOHHONW MHEBMOHMH.
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OTH HEBPOJOTHMUYECKUE TPOSBICHUS OOBIYHO JIBYCTOPOHHUE W CHMMETPHYHBIC, HAYMHAIOTCS C
MOPaKCHUSI YEPEIHbIX HEPBOB U CONPOBOXKAAIOTCA HAPACTAOLIEH CIA00CTBIO MIIM MapalndoM.
Her HHMKakMX CEHCOPHBIX HApYyLICHWH, U CO3HaHHWE OOBIYHO OCTaeTcs SICHBIM. JlpIxaTeibHbIE
MBIIIIIBI, @ TAKXKE MBIIIIBI KOHEYHOCTEH W Teja MPOTPECCHBHO OCIA0EBAIOT MO HUCXOISIICH.
JIuxopazka OTCYTCTBYET, IYJIbC OCTAETCS HOPMAIbHBIM WMJIM pa3BUBACTCS OpauKapausi, MOKa
UJET pa3BUTHE UHPEKIMH. 3arop HAUMHAETCS MOCIE MPOSABICHUS YXYILIEHUH HEBPOJIOTHYECKOTO
IJ1aHAa.

Kourenuranbuele (BpokaeHHbIE) Muactennueckue cunHapombl (KMC) — a10
reTeporeHHasi Tpynma  PeIKuX  HACJIEACTBEHHBIX  HEPBHO-MBIIICYHBIX  3a00JICBaHUM,
00YyCIIOBIICHHBIX TEHETHYCCKUMH JeeKTaMu, MPUBOMAIIMMHU K HapylmIeHUI0 oOpa3oBaHHs, a
Takxke (QYHKIIMOHUPOBAHUS TIPE- U TOCTCUHANTUYECKUX, CHHAITUYECKUX CTPYKTYP, B TOM YHUCIIE
AIETUIIXOJIMHOBBIX PEIIEITOPOB, HOHHBIX KAHAIOB U DH3UMOB, 00ECIIEUNBAIONIUX OCYIIECTBICHHUE
MPOBEICHUS BO3OYKACHHS ¢ HEPBA HA MBIIIIY. THUITHYHBIMU MPOSBICHUSMHU, KOTOPBIX SIBIISIFOTCS
TUTIOTOHUS, HapacTawmas ci1adocTh, NTO3 W odTanbmonape3. BOJTBIIMHCTBO BPOXKIECHHBIX
MHMACTEHHYECKUX CUHJIPOMOB MPOSIBISIOTCS B HEOHATAIHHOM IEPUOJIC WIIM B MJIAJICHYECTBE, HO
TaKe BO3MOXKHO Pa3BUTHE y B3pPOCHBIX. B OTIMYME OT MUACTEHWU B CTaHAAPTHI JUATHOCTUKHU
KOHT€HHUTAJIbHBIX CHHIPOMOB BXOJIUT TEHETHUYECKUI aHaJN3, a TAK)KE MTPOBEICHUE OUOTICHH.

[Ipecunantuueckue nedekTsl cCoCTaBisaoT 10 7% B cTpykrype KMC:
- MuacTeHu4eCcKuii CHHIPOM C Ae(DUIIMTOM XOJIMHAIIETUIATPpaHChepasbl.

- MI/IaCTeHI/I'-IeCKI/II\/’I CI/IH)IpOM C YMGHBI_HGHI/IeM CUHAIITUYCCKUX Be?)I/IKYJ'I U KBAHTOBOTO
OCBOOOXKICHUS MEANATOPA.

- Jlambept-UTOH-TI0TI0OHBIN CHHIPOM.

Heunentudumupopanusie neheKTH.

Cunantuueckue nedexrsl. Ha ux nomo npuxoaurces 1o 13% B crpykrype KMC.
- MuacreHndeckuii CHHIPOM C Ie(hUIUTOM aleTHIXOTUHAICTEPAasbl.
[Tocrcunantuueckue nedextsl (80%):

- IlepBuuHO KHMHETHYECKas MaToJoTus ¢ WM 06e3 nedunura perentopoB AX: CUHIPOM
MEJIEHHOTO KaHajia; CHHIPOM OBICTPOro KaHasa.

- IlepBuunsiii aeduuut perentopoB AX ¢ HEOOJBIIMM KUHETHYECKHUM ACPEKTOM:
MUACTEHUYECKH cuHApoM c aeduuuroMm pancuHa, Dok 7-muacteHus; MHUaCTEHUYECKUUN
CHUH/IPOM, CBSI3aHHBIA C matonorueil Na-kaHaloB; MUACTEHHUYECKHH CHHIPOM C Je(UIIUTOM
IJICKTHHA.
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JIEHEHUME

[Tocne Bepudukanyuu AuarHo3a HeoOX0AMMO CBOEBPEMEHHO Ha3HAYaTh TEPAIIUIO, C LIENbIO
YIY4II€HHsl Ka4eCcTBa KU3HM NauueHTOB. OCHOBHAs 1I€JIb JICUEHUS NALMEHTOB C MHACTEHUEN
3aKIIIOYAeTCs B YMEHBUICHUN BBIPA)KEHHOCTH CHMIITOMOB OOJIE3HH, MPEJOTBPALICHUE PA3BUTHUS
000YHBIX 3()(HEKTOB, TEM CaMBIM YITyUIICHWE KaueCTBa KHU3HH, pacCIIUpeHne (YHKIIMOHAIbHOM
aKTMBHOCTH TMAaIMeHTOB. J{JIs 3TOrO Tepamus J0JDKHA ObITh WHAMBHIYAIBHO MOJOOPAaHHOMN, TPH
BO3HUKHOBEHUHU HEOOXOAMMOCTH JIOJIKHA OCYILLECTBISATHCS CBOEBPEMEHHAs! KOPPEKIIMSL.

B 0CHOBY J1Ie4eHMSI MUACTEHHUH TTOJIOKEHBI CIEAYIOLNE TPUHIUIIBI:
1. DTanHoCTh JIe4eOHBIX MEPOIIPUSITUH.
2. CoyeraHue KOMIIEHCUPYIOIIEH, TaTOT€HETUYECKON U HecTIeU(PUUECKON Teparunu;

3. JleyeHne XpOHHUECKON U OCTPOM CTaIuil TeUeHUs 3a00IEBaHUS.

HEMEJIUKAMEHTO3HBIE MEPOITPUATUA

Cobmionenue nuetsl. Pexomenayercs: cBexue (QpyKThl (amelbCHHbI, OaHaHbI, aBOKAJO,
JIBIHS); CBEKHE OBOITH (0000BBIE: hacoib OOBIKHOBEHHAS, JINMA M Ye€UeBHIIA; KapTodeb, OpIOKBa,
TBIKBA, KaITyCTa, CIap)ka); Kypara, W3IOM, OpEXH, WHKUP, KEITKH SUIl, TBOPOT, CBIP, TOBSKbS
MIEYCHb, TPEIKUe OPEXH, KPyIbl (rpedka, IMEepIIOBKa, OBCSHKA). He pekoMeHyeTcs: MPOIyKTHI
PaCTUTEIBLHOTO TPOUCXOXKACHUsSI (IITTUHAT, OpoKKoiH, Oenas (aconb, HeoOpabOTaHHBIE 3JIaKH,
CyIIeHbIe a0OPUKOCHI, ©)KEBHKA, MAJTMHA, KYH)XYT); TIPOAYKTHI )KUBOTHOTO MPOUCXOXKACHUS (phiOa
kam0Oasa, KpeBETKH, KapIl, OKYHb MOPCKOM, CKyMOpHsI, TPECKa).

Koppekmust o6Opaza sku3Hu. M30erath mepeoXNakIeHUN, ICHXO3MOIIMOHATBHBIX
Meperpy30K, Pe3Koro rnepemnajaa TeMrmeparyp (ropsdas BaHHa, OaHs, TUTEIbHOE MTPEObIBaHNE Ha
conmHie u T.1.). IIpoTuBomokazana pabora, CBs3aHHAsI C JIOOBIMH (PU3MUECKUMHU Harpy3Kamw,
BBITIOJTHSIEMAs! CTOSI WIIM TpedyeMasi MOCTOSHHOTO MEePEMEIICHHs], TOUHBIX U OBICTPBIX JIBUXKEHU,
pabota B HEOIArompuATHBIX TEMIIEPATYpPHBIX YCIOBUAX (BBICOKME W HHU3KUE TEMIIEpaTyphl,
CBIPOCTbH, CKBO3HSIKH, paboTa Ha yiaulle), paboTa ¢ XUMUYECKUMHU U TOKCUYECKUMU BEUIECTBAMU.

HpenapaTH, IIPOTHBOIIOKA3aHHBIC ITPHU MUACTCHUN !

AnTHOMOTHKM: 1. aMUHOIIMKO3UABI (TEHTAMUIUH, CTPENTOMMIIMH, KaHAMHIIMH,
MOHOMMIIMH, TOOPaMHIIMH, CH30MUIIMH, aMUKAIIMH, JHI€30KCHKaHAMHUIIMH-B, HeTWIMUINH); 2.
MaKpOJIH/IbI (JIOKCHIIMKIMH, SPUTPOMHUIINH, TETPAIUKINH, a3UTPOMHUIUH); 3. (HTOPXUHOJIOHBI
(?HOKCaIH, HopdIoKcauH, nunpodaokcauH, odaokcanyH, GIepoKCaluH, JoMe(IOKCallH,
criapQIioKcaIyH). AHTUMASIPUIHBIC CPEICTBA: XUHUHBI, XJIOPOXUHHHBI.

YpocenTuku: npenaparbl HAIUIUKCOBOU KUCIOTHI (TTAJIMH)

[IpotuBocynopoxxkubie mnpenaparsl: deHutonH W kapbamaszenuH AHTUIICUXOTUYECKUE
cpenctsa Heliponentuku: ((peHOTHAZUHBI, CYIBIMUPHUI, KIO3AIHH)

IIpenapatsl, IeicTBYIOIIME Ha CEPACYHOCOCYAUCTYIO CUCTEMY: PBaipeHo0noKaTopsl (Bce,
BKJIIOYAsi TUMOJIOJI — IJIa3HBIE KaIuin) o- U 3-010KaTopbl — J1a0eTo101; 6JI0KAaTOPhI KaJIbIIMEBBIX
KaHaJIOB (BeparnaMul, HU(QpUICTIMH); aHTHApUTMUKH | Ki1acca (XUHUIUH U TPOKaMHAMU)

Canyperuku: Iunotuasugsl, QypoceMuJ, KpoOMe BEpOIINUPOHA M  JIPYrux
CIIMPOHOJIAKTOHOB

HepBHo-Mplieunsle  Onokatopsl: 1. Henemomspusyromye MuopenakcaHThl (Kypape-
noJo0HBIE Tpenaparbl — TyOOKypapuH, apiayaH); 2. Jlemonspusyronue MHOpPEIaKCaHThI
(cykumHmnxonuH), 3.  LleHTpanbHble  MHOpENTakCaHThl  (UIMTENBHO  JICHCTBYOLIUE
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OeH3o/1ma3enuubl, 0akiodeH); 4 MECTHbIE aHECTETUKU (JIUAOKaWH); OOTYIOTOKCHH (MHBEKIUU
00TOKCa)

Hpyrue cpencrBa: D-neHunmmiaMuH (KynpeHHI); o —MHTephepoH; mpenapaTbl MarHus
(MarHust cynb(ar, TaHAHTUH, acmapkaMm); HOACoIepXKallue pPaJHOKOHTPACTHBIC BEIIECTBA;
THaMa30J1 (MEpPKa30JIHIl), CTATUHBI U TabaleHTUH — C OCTOPOXKHOCTHIO

CUMIITOMATHUYECKAA TEPAIINA

Ha mnepBom orame Ha3HayaeTcs CHMIOTOMATHUYECKash Tepamus HHTHOUTOpaMU
anerunxonuHacrepasbl (AXOJII). 3onoTeiM cranmaprom cumraerca llupugocturmuna OGpomu
(Kanmmun) 60 mr. CraproBasi Tepanusi IMPUAOCTUTMUHOM BO3MOXKHA y TAI[UEHTOB ¢ MUACTEHUEN
C JIETKOM W YMEPEHHOW CTENEHbIO BBIPAXKEHHOCTH MHUACTEHHYECKON cuMnTOMaruku. Ecin
MHUACTEHHs JeOI0TUPOBaAJIa C BHIPAKEHHBIX HapyLIEeHUH, TpeOyeTcsl roCUTaaIn3alus anyueHTa B
CTaIOHAap.

Ockananus 103UPOBOK MUPUIOCTUTMHHA JTOJKHA ObITh mocteneHHou. [lepBoHavanbHas
no3upoBka - 30 mr (Y2 Tabnetku) 3-4 paza B jeHb B TeueHue 2-4 mHEW (OYCHb BaXHO HAYaTh
TEpanuio ¢ HU3KUX JO3UPOBOK MHUPUIOCTUTMHHA OPOMHU] B JICUEHUH IMOJPOCTKOB U MOXKHIIBIX
MAIMEHTOB). 3aTeM, IPU COXPAaHEHUH MPOSBIECHUN MUACTEHUH, TPEOYeTCsl YBEIUUUTh JO3UPOBKY
1o 60 mr (1 tabnetka) 3-4 pasza B JeHb B TeUeHUE 5 nHEH, ¢ mogbopoM pexknma npuema. [Ipu
HE0OXOTMMOCTH BO3MOXKHO yBelIHueHue pa3zoBoit 103bl A0 90 mr (1,5 tab). MakcumanbsHas 103a
00b14HO cocTaBisieT 120 Mr kaxple 4 yaca BO BpeMs OOAPCTBOBaHMS. BOJBIIMHCTBO B3pOCIBIX
MaIMEHTOB, KOTOPBIE OTBEYAIOT, JEIal0T 3TO B aAuarna3oHe ot 60 1o 90 mr kaxapie 4-6 4acoB BO
BpeMsi 00IPCTBOBAHUS.

Jlnisi yMEHBIICHHS XOJMHEPTHYECKUX TPOSIBIICHHH BO3MOXKHO IpUMEHEeHne MebeBeprHa,
He npoJioHTupoBaHHOTO AeicTBus (rocnaramun 135 mr), Jlonepamua (Mmoauym) u T.11.

[IpoTuBOmOKa3aHUSAMH K  NPUMEHEHHIO  [penapara  SBISIIOTCS:  MOBBIIICHHAs
YyBCTBUTEJILHOCTh K KOMIIOHEHTaM Ipernapara; oOTypallMOHHas KUILEYHAas HEMpPOXOIUMOCTH;
Cra3M >KeTYHBIX U MOUYEBBIBOSIIUX MyTeil; criactuyeckue coctosiHust opranoB JXXKT; muoronus;
SKCTpallMpaMHIHAs TaToJIOTHSA; IIOK B IOCJICONEPALUOHHOM TIEPUOJE; TUPEOTOKCUKO3;
OpoHXHanbHAasi aCTMa; XPOHUUECKHI 0OCTPYKTUBHBINA OPOHXUT.

CHUMITTOMBI NEPECAOZUPOBKU: YBCIIMYCHUE CCKPCHHUMN CJIC3HBIX, CIIOHHBIX MW ITIOTOBBIX
JKCJIC3, THIICPCMHA KOXH, PC3Kad CJ'I8.6OCTL, HapyHmIeHue 3peHHsd, MHO03, T'OJIOBOKPYXCHUC,
TOIIHOTA, PpBOTA4, HCIPOU3BOJIbHAA ,Z[e(l)eKaHI/If{ U MOUYCHUCITYCKAaHHEC, KHIICYHAasA KOJIMKa,
6pOHXOCl'I33M, OTCK JICTKHX, BBIPpAXKCHHASA HWJIM HapacTaromias MbIIICUYHAAd CJI8.6OCTB, mapajind
AbIXaTCJIbHBIX MBI, CHUKCHHC AI[, KoOJLJ1aI1C, 6pazuxn<apz[m{, mapaaokCajibHasA TaxXuKapaus,
OCTaHOBKa cepaua.

AHAJIOTU

Wnunakpus (Mnurpuke Akcamon Helipomuann) Ta0m., p-p ans uabexkuuit 20 mr 15 mr/mi.
Onuencusi, 3KCTparupaMuHble HapyIIeHUs ¢ TUIEpKUHEe3aMH, CTEHOKap/Aus, BBIPaKEHHas
Opanukapaus, OpOHXHajdbHas acTMa, CKJIOHHOCTb K BECTHOYISPHBIM pacCTpOHCTBaM,
06epeMeHHOCTh, MEPHO/ JAKTALUH, OBBIIIEHHAs! YyBCTBUTEIbHOCTh K UITUJAKPUHY

AmOeHoHMs xyopua AMOECTUIMUH XJopuja, MusypaH xjopua, Mwurenasa XJIOpHI,
Oxcaswmi tabn. 1 mr, 5 mr, 10 Mr. Dnunencus, Opagukapaus, TUIIEPKUHE3bl OpOHXHATbHAS acTMa,
CTEHOKAp/iusl, BEIPAKEHHBIN aTepoCKIEpO3.

Hucturmuna 6pomuaa (YOoperua) talm., p-p s MHBEKUIUH S5 Mr 1Mr/mi. Dnuencus,
SKCTpanMupaMHIHbIe HapyIICHUs C TMIIEPKHUHE3aMHU, CTEHOKAapAus, BhIpaKEHHAs Opaaukapius,
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OpoHXHaJbHAs aCTMa, CKJIOHHOCTb K BECTHOYISAPHBIM paccTpOHCTBaM, OEpEMEHHOCTh, IEPUO
JIAKTallH, OBBIIICHHAS] YyBCTBUTEIHHOCTD

[Ipu mnonHo¥M KoOMIleHcaluu, mnociae npuema oaHo no3bl AXDIl Her HapacTtaHus
CUMIITOMOB JI0 CIEAyIOIIero mnpueMa (Jaxke eciau 3TO BpeMs IMPEBBIIIAET CPOK
(hapMaKoJIOTHYECKOTO JCUCTBHSI IIperapara).

IIpu cpenmHeil cTemeHM KOMIIGHCAIMM JIETKOE€ HapacTaHWE MBIIIEYHOH C1aboCcTh
nosiBIsieTcs 3a 1-2 gaca 710 ClIeAyIoIero npuema.

[Ipu noxo# cTeneHn KOMIICHCAITUU UMEETCSl HE3HAYUTEIBHOE YIyUIlIEHHE MOCcIe IpruemMa
mpernapara, a yBeJIMYeHHE KOJMYECTBA CYTOYHBIX 103 He JaeT 3(dexra Wiam COmpoBOXKIACTCS
OCJIOKHEHHUSIMH.

OddexruBHOCT NAXD 3HAUNTENBHO MOBBIIIAETCS PYU COBMECTHOM IIPHEME IPENapaToB
KaJusl ¥ KanuicOeperaromumx 11ypeTuKoB.

[Ipenaparsl kanus ynydInarOT CHUHTE3 AaleTWIXOJMHA M CHHANTHYECKYHO IIepenady,
nposjoHrupytor aeiicrsue MAXD. Kanus oprorar o0bi4HO HazHayaetcs B mopouike no 1,0 3 paza
B CYTKH. HOpOIHOK pacTBOPAOT B CTAKAaHE BOJAbLI HJIM COKa W IPUHUMAIOT BO BPEMA C€bL
MepopasibHO B CyMMapHOii fo3e 3 T B cyTku. [Ipogykramu, OorarbiMu KajueMm, BJISIOTCS — TBOPOT,
redeHas KapTolllka, W3I0M, Kypara, O0aHaHbl. KOHTposib ypOBHS Kajlusi B KPOBU JOJDKEH OBITh
peryisipabiM. Heo6x01MMo MOMHUTB, YTO IPOTHUBOMOKA3aHUEM ISl KCTIOJIB30BaHUS OOJIBIINX /103
COCIMHEHUH KalWs SIBISCTCS TIOJHAS ToTiepeyHass OJOoKaga MPOBOISIIEH CHUCTEMBI Cepla,
HapyllleHHe BbIACTUTENbHON QYHKIIUU TIOYEK.

Bepommupon (CrnupoHONAKTOH) SIBISETCS AHTAarOHUCTOM  MUHEPAIKOPTUKOUIHOTO
rOpMOHa ajbJ0CTEPOHA, HEOOXOIUMOTO ISl PEry/siuu OOMEHa 3JEKTPOJIUTOB B OPraHU3ME.
CriocoOHOCTh BEpOIINUPOHA 33A€PKUBATh KaJIuil B KJIETKaX CIY)KUT OCHOBAaHUEM JIJISl IIIUPOKOTO
€ro MpUMEHEHHUs NpHu JieueHnuu Muactenud. [Ipenapar npuaumaror BHyTph B 103¢€ 0,025-0,05 r 1-
4 paza B neHb. [loka3aHueM K ero Ha3HAYEHHUIO SIBIISIETCS OTEYHOCTh, BO3HUKAIOUIAS MPU TEPaNun
I'KC. [To6ouHble sSBIEHUS: TPU UIUTEILHOM HEMPEPHIBHOM MPUEME Mperapara - B OTIEIbHBIX
Cllydasix TOIIHOTA, TOJIOBOKPY)KEHUE, COHJIMBOCTb, KOXKHBIE CBHIMHM, MAacTOMaTUs y >KEHIIHH,
obparumas opma ruHekomactuu. [IpruMeHeHue BepoIInupoHa OTHOCUTENBHO TPOTUBONIOKA3aHO
B [IEpPBBIE TPU MecAlla OepEMEHHOCTH.

NMMYHOCVYIIPECCHUBHA TEPAITA

[Ipun HemoctarouHoil 3¢pdeKTUBHOCTH MpemapaToB, UCMHOIB3YEMBIX Ha MEPBOM ITarle,
Ha3Ha4aeTcs JieueHUe TIIOKOKOPTUKOAHBIME nipenaparamu ([Ipegnuzonon, MeTuimnpeHu30I0H).
[Ipumenenne mrokokoputkoctepouoB (I'KC) B Tepanum MuacTeHHM ONpPaBIaHO OBICTPHIM
pa3BUTHEM TEPANEBTUUYECKOTO MOJIOKHUTEIBHOrO 3pdexta y 4-X U3 5 O0NbHBIX, MOITOMY OHH
HCIOJIL3YIOTCSI KaK Mpernaparhl MepBOil TMHUH MPU BEIOOPE MATOI€HETUYECKOM Teparui.

[Tokazanus k mpumenenuto [’ KC B Tepanuu MUacTeHUH BapbUPYIOT, IPUMEHSIOTCS B BUC
Pa3HBIX CXeM JUI JOCTIKEHUS ONIPEeIEHHBIX Pe3yIbTaToB. B 3aBUCHMOCTH OT CTENEHH TSHKECTU
MHUACTEHUYECKHUX MIPOSIBIICHUIA BBIOUpaeTcs cxema Tepanuu MIPETHU30JIOHOM
(METHIITIPETHU30JIOHOM ).

IIpu pa3BUTUM AbIXaTeNbHBIX U IPYOBIX OyIbOapHBIX HAPYIIEHUH MAlMEeHT JI0JDKEH ObITh
TOCIUTAIN3UPOBAH B OTACIEHUE PEaHUMAIlMU U HHTEHCUBHOW TEpaINU.

Krnaccuueckast mynbCc Tepamusi COINIACHO COBPEMEHHBIM DPEKOMEHJALMSAM B HACTOALIEE
BpEMsl HE PEKOMEHI0BaHAa K NPUMEHEHMIO Jaxke B ciydae aekomneHcauuu. Tepanuu ['KC mpu
JIEKOMITEHCAIIMHM TPOBOAUTCS CTaroHapHo u3 pacuera 1,0 mr/kr (He meHee S50Mr m He Oojee
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100mr) 1 pa3 B neHb yrpom 10 crabunu3anuu coctostaus. CtapT ¢ OONMbIINX 103 BHAYAIE MOXKET
BbI3bIBaTh yxyameHue! CHuxenue no 5 mr B Hememo no 30mr lanee Smr B 2-4 Henmenu.
[MonnepxuBatomas g03a 10Mr exxenHeBHO, 1060 20MT Yepe3 JIeHb.

B caydae wHemocrarouHoil 3((EeKTHBHOCTM CHMITOMAaTWYeCKOW Teparmuu Havajio
TOPMOHAJIBHON TEpaluu MPOBOJUTCA C HHU3KUX, MoajepxuBaroumx 103 (20 Mmr mnpu
reHepan3oBaHHON MuacteHuu, 10 mMr mpu miasHoil muactenun). Ilpuem npenapara B pexxume
yepe3 JEHb C MOCTENEHHbIM YBEIMYEHHEM JI0O3UPOBOK OAMH pa3 B 3 mpueMa Ha 10 mr mpu
TeHEPaJTM30BAaHHOW MUACTEHHH, 5 MT — ITPHU IM1a3HOH (popme 3a00neBaHus. YBEIHMUEHHE T03UPOBOK
OCYIIECTBIIATh 10 TEX MOP, KOT/a MalMEHT MPECTaHeT OLIyIaTh Pa3HUIlY MEKYy FTOPMOHAIbHBIM
1 HETOPMOHAJIBHBIM JTHEM WJIM K€ 10 JOCTHXKEHHSI MaKCUMajbHBIX 103upoBoK (100 mr wmum 1,5
MI/KT — JUIsl TeHepalin30BaHHOM MuacteHuu, S0 mr win 0,75 Mr /Kr — U1l TJIa3HOW MUACTEHUN).
[Ipu noctmxenuun s3pdexra NpoIoKUTh 1 Mecs.

CHmxeHue AO3HUPOBOK TAKIKE IMOCTCIICHHOC.

[Ipu renepanu3oBaHHON MHacTeHUU: B mepBulil Mecsl yMeHbIIEHHE J03UPOBOK 1o 10
Mr/Mecsl 10 JocTikeHus npuema 40 Mr B pexxumMe uepes eHb. Jlanee CHIKeHUe Ha 5 Mr/mecsi]
1o 20 M uepes JieHb. 3aTeM yMeHbIIaTh Ha 2,5 Mr/mecsi 1o 10 mr uepes neHb. B mocnemyromniem
IpU CTaOMJIBHOM COCTOSIHUU TAIlMeHTOB, BO3MOXKHO CHIKEHHE JT03MPOBOK MO | Mr/mecsu Ao
JNOCTHXKEHUS MOJIepKUBatoel J03UpoBKH 5-10 Mr/cyTKu.

[Ipn masHoii ¢opme muactenuu: HadarTh CHIKEHHE AO3MPOBOK Ha S5 MIr/Mecsi) A0
JNoCTIKeHus: pexxuma 20 Mr yepes JeHb. 3aTeM yMEHbIIaTh Ha 2,5 MI 4Yepe3 JeHb/Mecdll J0
noctwxkeHus: npuema 10 mr yepe3 neHb. Ilpu JOCTHXKEHUM PEMUCCHH Y TMAlMEHTOB Ha (oHE
npuema ['KC, Bo3MoxHO cHIKeHHE 1036l Tpuema A XOII.

CxeMbl (B 3aBUCUMOCTH OT TsKeCcTH cocTosinus): Yepes aenb; 100% / 50%; ExenneBHo.
[Tox mpukpeituem UIIII, npemaparoB kanus, Kaapliys, BUTaMuHa D

[Ipu nmuTEnTPHOM MpHEME TIIOKOKOPTHUKOMIHBIX TPEIapaTroB y psijia MalueHTOB MOTYT
pa3BuThcs MoOOUYHBIE 3(D(EKTH PA3IUYHON CTENEeHU BbIpaKEHHOCTH. Hambonee dyacto
BCTpEYAeTCsl MOBBIIICHUE MAacChl Teja, TUPCYTH3M, KaTapakTa, HapylICHHWE TOJEPAaHTHOCTH K
IJTFOKO3€ C Pa3BUTHEM B CMHUYHBIX CIIydasX CTEPOMIHOTO nuabera, apTepualibHasi TUIICPTCH3HS,
OCTEOTICHHUs. B penkux cirydasx MMEIOT MECTO SIBJICHHS TUIIEPKOPTULIM3MA, BIUIOThH IO PA3BUTHUS
MEIMKaMEHTO3HOTO cHHIpoMa KymmHra co BceMu ero mposiBICHUSIMH, BOSHUKHOBEHHUE TSHKEIIBIX
OakTepuanbHbIX HMH(DEKINH, JKETYTOYHBIX M KUIICYHBIX KPOBOTCUCHHH, HEIOCTAaTOYHOCTh
CEpACYHOMN NIEATEIBLHOCTH, OCTEONIOPO3 C IMepejoMaMH KOCTel (B TOM 4YHCIEe MO3BOHOYHHMKA U
TOJIOBKU OCIPEHHOM KOCTH).

B 910i1 cBs3M OoNbHBIE MUACTEHHEH, Ja)Ke NMPH aKTHBHOM OTCYTCTBHUH KasloO, TOJDKHBI
PETYISPHO MPOXOIUTH OOCIENOBAaHHE IO OpraHaM Ul HCKIIOYEHUS BO3MOXKHBIX MOOOYHBIX
NEeWCTBHH  DIIIOKOKOPTUKOMJAHBIX  mpemaparoB. [lo  mecty skurenbcTBa  HEOOXOIMMO
KOHTPOJIMPOBATh IIOKAa3aTeNy KIMHUYECKOTO aHalu3a KPOBH, OMOXMMHYECKHE IOKa3aTelH,
ANEKTPONUTHI (Kaiusi, Kanbuui, gochop u T.a.). IIpu coorBercTByromux *kamoOax MalMEHT
JIOJDKEH OBITh HampaBlIeH Ha ocTeoJeHcuToMeTpuio. 11o moka3aHusM Ha3HAYEHO KOHCYIbTAIUS
SHJIOKPUHOJIOTA, CHEMAINCTa LIEHTPa 0CTE0Nopo3a.

Ecnu npennonaraemas jurensHocTh Tepanuu ['KC mpesbimaer 3 Mecsna K Tepanuu
HeoOxoauMo 106aBuTh Butamun 1, mpenapaTsl Kaablus, IpU HEOOX0IMMOCTH Ou(pOoCHOHATHI.

B cayudasx BbIsgBIeHHS TNOOOUYHBIX 3((EKTOB 11e51eco00pa3HO  CKOPPEKTHPOBATH
BBISIBIIGHHBIE HApYLICHHUs, YMEHBIIUTH 103y mpenapara. CieayeT NOMHHTb, YTO JiCUEHHE
DTIOKOKOPTUKOUIHBIMH  IIperapaTraMu O0OYyCIIOBIEHO, B TEpPBYIO oOdYepellb, HEOOXOJMMOCThIO
BOCCTAHOBJICHUS HAPYILIEHHBIX BUTAIBHBIX (DYHKIIMI OpraHu3Ma.
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[IpoTnBONIOKA3aHUAMHU K HA3HAUEHUIO CHUCTEMHBIX IIIIOKOKOPTUKOCTEPOUIOB SBIISIOTCSA:
[Tapazurapabie U HH(PEKIMOHHBIE 3a00JE€BaHUS BUPYCHOW, TpUOKOBOW MIIM OakTepHalbHOU
npupoabl; MMmynonepunutaeie coctosinusi; 3aboneBanus JXKT (B T.u. s3BeHHas 0oJe3Hb
KETYIKa U IBEHAIATUTIEPCTHON KHIIKH, 330(DaruT, TaCTpUT, OCTPasi WM JJAaTEHTHAs MeTITHYECKast
s3Ba, HEJJABHO CO3/IaHHBIN aHACTOMO3 KHILICYHUKA, HECTICIIU(PHUECKUI S3BEHHBIH KOJIUT C yIpO30i
nepopanuu Wik abCUeAUPOBAHUS, IUBEPTUKYIUT); 3a00JICBaHUS CEPACYHO-COCYIUCTOU
CHCTEMBI, B T.4. HETABHO TIEPEHECEHHBIN HH(APKT MHOKapAa, IEKOMIICHCUPOBAaHHAS XPOHUYECKAs
cepJieyHasi HeJJ0CTaTOYHOCTh, TPY/IHO MOaroIIascsa KOMOMHUPOBAHHON IMIIOTEH3UBHOM Tepanuu
aprepuaigbHasi ~ TUIEPTEH3MUS; DOHAOKpUHHBIE  3a00JIeBaHMs:  CcaxapHBId  auader
WHCYAMHO3aBUCUMBIH, bonesnp Muenko-KymumHra, Tsokenass XpoHHYECKas TOYEYHAs W/HIH
[IEYEHOYHAsi HEI0OCTAaTOUYHOCTh; MouekameHHast 0ojie3Hb; CucTteMHBI ocTeonopos; OxupeHue
M-IV cr.; I'maykoma.

[IpumeHeHne HecTepOUTHOM IMMYHOCYIIPECCUBHOM Tepanuu (LIUTOCTAaTUKOB) B KaUECTBE
MOHOTEpanuy Moka3aHo Mpu HeBo3MoxkHOCTH NpuMeHsITh ['KC. Bo Bcex ocTainbHBIX Cilydasix
LUTOCTATUK MPUMEHsIETCA B coueTaHuu ¢ ropmoHainbHoi Tepanueid. K I'KC cnenyer no6asnsarh
LUTOCTATUK: 1) IpHU pa3BUTUHM NMOOOYHBIX 3(PPEKTOB; 2) OTCYTCTBHE OTBETa Ha MOAOOpPAHHYIO
103y; 3) 1032 KOPTUKOCTEPOUI0B HE MOXKET ObITh YMEHbIIIEHA U3-3a PELIUIUBA CUMIITOMOB.

Azaruonpus (Mmypan) o6b19H0 x0poio neperocutcs u dpdextusen y 70-90% 60mpHBIX
muactenueil. [lo cpaBHEHHWIO ¢ TPEITHU30JIOHOM, a3aTHONPHH JCHWCTBYeT Ooiee MeIeHHO,
KIMHUYECKUH 2((DEKT ero mosBasieTcs TONIBKO uepe3 2-3 Mecsila, OJHAKO y pernapara OTMEYEHO
MeEHbIIIe TOOOYHBIX dPPEKTOB. A3aTHONPHH MOXKET UCIIOJIH30BaThCS B KAYECTBE MOHOTEPAITHH, a
TaK)Ke B COUCTAHUU C TIIFOKOKOPTUKOMTHBIMHE TTperiapaTaMu, Koraa AeHCTBHE TIOCIICHUX SBIISETCS
Hed((PEKTUBHBIM, UK KOTJA M3-3a Pa3BUTHS MOOOYHBIX A(H(PEKTOB HEOOXOAMMO CHUKCHHE J03BI
[TIOKOKOPTUKOUIOB.

A3aTHOINIPUH Ha3HAYAETCS MEPOPATBHO €KETHEBHO C /1036l S0 MI' B JIEHb C MO CIEAYIONIUM
yBenuueHuem ee 1o 150-200 mr B cyrku. I[lepen mpuMeHeHHeM a3aTHOIPHHA IIEIECO00pa3HO
WCCIIEIOBAaHUE aKTHBHOCTH THOMYpHH MeTriTpancdepassl (TPMT). Ilpu HU3KOM aKTUBHOCTH —
HCIIOJIb30BaHUE a3aTHONPHUHA HEelelecoo0pasHo.

Huknocnopun A (CanaguMMmyH Heopai, DKopalsl) YCHEIIHO HNPUMEHSETCS NpU JICYCHUH
TSOKENbIX GOPM MUACTEHHUH, B CIy4assX PEe3UCTEHTHOCTH K APYTrUM BHJAaM UMMYHOKOPPEKLIHUU.
O¢ddexr mpenapara NMpakTUYECKH HE 3aBUCUT OT MPEAUISCTBYIOLIEH Teparuu, OH C YCHEXOM
UCIIOJIb3YETCS B JICUCHUH CTEPOM]I03aBUCHUMBIX MAIMEHTOB, a TaKKe y OOJIbHBIX MHACTEHUEH C
WHBa3UBHBIMU THUMOMamH. [IpeumymiectBa 3akiroyarorcss B Oosnee u30upareinbHOM (IO
CPaBHEHHMIO C JPYITMMH HMMYHOCYIPECCAaHTaMU) BO3JEHCTBUU HA OTAEIbHBIE MEXaHU3MBI
MMMYHHOT'O OTBETa, OTCYTCTBUH IOJIaBJICHHSI BCE UMMYHHON CUCTEMBI OOJIBHOTO.

]_II/IKJ'IOCHOpI/IH A HazHayaeTcs nepopajibHO, C HadaJbHOM J03bI 3 mr Ha 1 Xr Macchl Tea.
3aTCM, IIpHU OTCYTCTBUH TOKCUYICCKUX peaKHHfI, J03a Iperapara MOXCET OBITH yBEJIMYCHA N0 5 mr
Ha 1 kr Beca 2 pas3a B ACHb. yny‘lH_IGHI/IC OTMCUACTCA Y OOJIBIIMHCTBA OOJIBHBIX qcpe3 1-2 MeEciaLna
OT Ha4aJla TCpalluku U JOCTUTACT MAKCHUMyMa K 34 MmecsanaM. Ilocne mocTmkeHus CTOMKOro
TEPAINICBTUYCCKOT'O BCI)CI)CKTa J03a MOXET OBITh CHIDKEHA A0 MHHHMYM4, a KOHTPOJIb
3(1)(1)6KTI/IBHOCTI/I JICUCHUS OCYHICCTBIISICTCA Ha OCHOBC OIICHKH KIIMHHUYCECKOTO CTaryca H
KOHICHTpAlMU IIpcriapara B IJIa3MEC. Bce MalUECHTBI, MOJYYaroInue NUTOCTATUKU, NOJDKHBI Ha
BEChb IICpHUO/ ITprEMa IIPLCIapaToB NPUHUMATh I'€IATOIIPOTCKTOPLI. VYV Takux mamyeHTOB JOJKHBI
PEryisipHO KOHTPOJIMPOBATLCA HM3MCHCHHUS B IIOKA3aTCIIAX KIMHHUYCECKOIO0 H OHMOXHMHYECKOTO
AHaJIn30B.

MertoTpekcar B TEYEHHME HECKOJIBKMX JECATHIICTHUM HCIOIB30BANCA I JICYCHUS
muacrenuu. On uHrubupyer cunre3 JIHK, PHK u OenkoB u Takum 00pa3oM CHHXKAeT
nponudepanuio aUMporuToB. HecMOTpss Ha JUIMTENbHOE MCIIONB30BAHUE MeETOTpeKcara y
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IIaImMuCHTOB C MI/IaCTeHI/IeI\/JI, KOHTPOJUPYCMBIC KIIMHUYCCKUEC UCCIICIOBAaHUSA C €0 IPUMCHCHUEM 110
HOCJIEJHET0 BPEMEHH OTCYTCTBOBaiH. IIpoBeneHHOE HENABHO CPaBHUTEIILHOE MCCIIENOBAHUE
3 PEKTUBHOCTH METOTpeKcara B 7io3e 17,5 MI B HENeNI0 M a3aTHONPUHA B J103€ 2,5 MI/KI/CyT Yy
NAIlMeHTOB C TIeHEPAJM30BAHHON MHMACTECHHEH MPOJAEMOHCTPUPOBAIO TEPAEBTUYECKYIO
SKBUBAJIEHTHOCTh MCCIIEAOBAaHHBIX INpENaparoB B T€UeHUE 2 JeT JieueHWs. bmaromaps menee
BBIPAKCHHOMY BSaHMOHCﬁCTBHIO MCTOTpPEKCAara C¢ APYIrUMHU JICKAPCTBCHHBIMU CpCACTBAMU OH
MOJKET OBITH MPEIIOYTUTEIIEHEE IUKIOCTIOPUHA A y IMAIIMEHTOB CTapIleil BO3PACTHON T'PYIIIIHI C
COITYTCTBYIOIICH MaTosiorueil. B criekTp BO3MOXHBIX TOOOYHBIX AP PEKTOB METOTpEKCaTa BXOIAT
reNaTroKCUYHOCTh, SI3BEHHBIA CTOMATHUT, JICWKOTCHUS, aHeMHs, MH(PEKIHUH, TOIIHOTAa U PBOTA,
abnoMuHaIBHBIE 00JTH, OCTpasi THEBMOHMS, JIETOUHBIN (HOPO3 U MoUeuHasi HEZ0 CTATOYHOCTb.

Muxodenona moderun ucnoiab3yercs Kak CpEACTBO TepaluMu TI'€Hepali30BaHHOU
CEPOIOJIOKUTEIBHON MUAaCTEHUH, a TaKXke I1azHoi popmbl MuacteHnH B CoennuenHbix [lTarax.
Wccnenosanus no oneHke 3¢(HeKTUBHOCTH Ipenapara NpoTUBOPEUUBbl. MUKO(EHOI Ha3HAYaloT
npu ctangaptHo# mo3e 1,0 T aBa pasza B JieHb, 03y Mpernapara yBeauduBaioT 10 3,0 T B CTYKH,
€clM B TeueHue 9 MecsleB OT Hayaja Tepalnuu He OTMEYaeTcs MOJOKHUTEIbHas JUHAMHKa,
0COOEHHO y MaIMeHToB ¢ Maccolt Tena 6onee 90 kr. MukodeHnona MOQETHIT BIMSIET HA COCTaB
KpOBH, BBI3bIBAE€T pa3BUTHE JICHKONEHUHM, a TaKKe HMEETCs] TepaTOreHHBIM MOTeHIHal, U
KEHILIMHBl JIETOPOJAHOTO BO3pacTa JOJDKHBI ObITh MpouH(OpMUpOBaHBI 00 3TOM. OnucaHbl
HCCIIEIOBAHUSI, B KOTOPBIX COOOIIAETCs MOBBIIEHNE Y MAllMEHTOB, MPUHUMAIOIINX 3TO CPEJCTBO,
PUCK OHKOJIOTMYecKHX 3a0oneBaHuil, iuM@ombl. Co CTOPOHBI HEPBHOM CHCTEMBI —
MyIbTH(GOKATBHON JeikosHIIeanonatuu. Ha Tepputopuun kpas mpenapar HE HCIOJB3YeTCs B
JICUEHUU MUACTEHUU.

Huxnodocdamusn sBiIsieTcss MpenaparoM 3araca, IpUMEHSeTcs npu HedPPEKTUBHOCTH
npuMeHenust coderanuid ['KC ¢ npyrumMu 1MTOCTaTUKaMH, €ro JIEWCTBHE OOYCIOBICHO
yraeteauem nponudeparnuu T- u B-knerok. Jlo3za cocraBnser 150-200 mr BHyTph (3-5 Mr/kr
Macchl Tefia B CyTKH) Win 250 Mr/cyT. mpu BHYTPUBEHHOM BBEICHUU (C MO CIEAYIONIUM ITEPEXO0M
Ha TabnerupoBaHHble Qopmbl mpemnapara). I[lpumepno y 50% mnamueHToB OTMeuYaeTcs
MOJIOKUTENIbHASA JIMHAMUKA B TeueHHe 1-2 MecdaneB OT Havaina JjedeHus. [Ipuem mpenapara
clieyeT TNPEKPaTUTh MPU TMOSBICHUH BBIPAKEHHON IJIEHKONEHUU WIM JPYTUX CEPhE3HBIX
mo60uHbIX 3(]PdexkroB. K BO3MOKHBIM OCIOKHEHHUSM JICUEHUS TaKXKe OTHOCATCS aJloMerus,
TOIIIHOTA, PBOTA, aHOPEKCHS U MPUCOEANHEHNE UHTEPKYPPEHTHON NH(PEKINH.

TaxkponuMyc ucnosp3yercs B Tepanuu Ia3Hol (pOpMbI MUACTEHUH, JJISI CHUKEHHS JI03bI
I'KC, nan6onee yacto mpenapar npuMmensercs B Snonuu. Pekomenayemas 103upoBKa COCTABISIET
0,035 mr/kr aBa pa3za B neHb. OOmiue modouHblie 3hGEKTh — KETYI0OUHO-KUILIEUHBIN TUCKOMDOPT,
auapesi, TpeMOp W MapecTe3ud. TakpoiauMmyc HE(POTOKCHYEH U MOXKET YXYIIIMTh TEUeHUe
TUIEPTOHUYECKON OOJIE3HU M CaxapHOTO Juadera.

Putykcumalb — mpemapar XMMEpPHBIX MOHOKJIOHAQJIBHBIX AHTUTEN K IOBEPXHOCTHOMY
aHtureny B-mumdouumToB. Ilpm mumactenunn B 15-20 % ciyyaeB MHalMEHTHl OKa3bIBAIOTCA
pedpakTepHbIMU K CTaHAAPTHBIM BUJaM JeueHus. [IpenapaTr BBOISAT exXeHeleNbHO BHYTPUBEHHO
B 103€ 375 Mr /M2 , Ha mpoTsKeHuu 4 Hezenb. IIoBTOpHBIHM Kypc Bo3MOXkeH uepe3 6 mecsues. [
pacueTa MHIUBUIYaIbHOU A03bI Ucnonbdyercs dpopmyna Mocremnepa: [T (M2 ) = \ Bec(kr)x
poct(cm)+3600 , rae [T — nuomaas MOBEPXHOCTH Tena yenoBeka. [Ipemapar pa3sBoauTcs Ha
¢uznonoruueckoM pactBope, 3a 2040 MuH 10 Havana MHQY3MH HEOOXOAMMO INPOBEAECHUE
npeMeankanuu: Xuoponupamut 40 Mr BHyTpUMBILIEYHO (B/M), B KOMOMHALUK ¢ [lekcaMeTa30HOM
12 mr B/M u Ilapauneramonom 500 mr BHyTpb. [l BBeOeHHMsS pUTYKCHMaba NpUMEHSETCs
uHpy3omar. Putykcumal crenyer paccMaTpuBaTh B KaueCTBE PAHHETO TEpPareBTHUYECKOTO
BapHUaHTa y MAlMEHTOB, UMEIOIIME aHTHTENAa K MBIIIEYHO - CHenu(UYecKoll THPO3MHKHHA3E
(MuSK), ¢ Hey10BIeTBOPUTEIBHBIM OTBETOM Ha HAYaJIbHYI0 UMMYHOTEPAIHIO.
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B kadecTBe KOMIUIEKCHOW TEpamMM MOTYT MPUMEHSATHCS HEHPOMETa00INYECKHEe
IIpenaparsl ¢ IEPUOJIUYHOCTBIO 2 pa3a B TOA:

- Ta6. Nno3un+Hukotnnamua+Pubodnasun-+Surapras kucnora (Llutodnasun) o 2 Tad
2 paza B JIcHb B TeueHue | Mecsua

- Tab. Xomuna anbdocuepar 400mr mo 1 tab 2 pasa B meHs (yrpo, oben) B Teuenue 1
Mmecsa

- PactBop AxtoBerun 4% 10-20mn B/B kan Ha 200mut 0.9% NaCl B Teuenue 10 nueit, mmbo
Ta6. AxroBerun 200mr o 1 Tab 3 pasa B AeHb B TeueHue 1 mecsma

- Tab6. bendpornamun+tIlupunokcun+l{nanokodanamun (KomOumunen, Munbsramma,
Heiipo6uon, HelipomynetrBuT) 1o 1 Tabn 3 pasa B 1eHb B TeueHue 1 mecsua;

- Kanc. bendornamun-+IIupunokcun+linanokotdanamun+Xonun (Helpoypunnn) no 1
Karc yTpoM;

- Ta6. Kosmzum Q10 (Kynecan ®@opre) 30 mr 1 Tab 1 pa3 yrpom B TeueHue 6 MecsieB

BBUI, ummyHoancopbuus u miasmadepes IpUMEHSIOTCS A7 MPO(QUIaKTUKU U JIEYSHUS
MHACTEHUYECKHX KPH30B U B 0COOBIX CUTYallUsAX, TAKUX KaK HeCTaOWIbHasi MUACTEHUS BO BPeMsI
OepeMEHHOCTH U PE3UCTEHTHAs K Tepallii MUACTEHHUS.

[Tnazmodepes ucnonp3yercs Mpu JEKOMIIEHCAIMM MUACTEHUH, MPU Pa3BUTUU KPU30B.
Merton HarpaBiieH Ha OBICTPOE CHUKEHHE YPOBHS aHTHUTEN K HEPBHO-MBIILIEYHBIM CTPYKTYpam B
KpPOBU NALCHTOB.

KonrdaecTBo pekOMEHTyeMBbIX CEaHCOB OT TPEX JIO TSATH C HHTEPBAIOM He Oosiee 2-X THEH.
3a ogHy nporeaypy miazmadepesa, peKoMeHIyeMblil 00beM ynaiasieMoi miaa3Mbl He MmeHee 3540
M Ha |1 Kr Beca, u He MeHee 160 mu ma3mel Ha 1 Kr Maccel Tena Ha Kypc JiedeHus. Kaxmas
MPOLIEAYpa BBITIOIHSAETCS Yepe3 ICHb.

Yactb MAaIUMEHTOB OTMECYAIOT YIIYUIICHUA KIMHUYECKUX HpOfIBJ’IeHI/Iﬁ MHWACTCHUHU 4YEPE3 48
qaCoB, AajJI€C IOTOT BCI)CI)GKT COXpaHACTCA OT HECKOJBKHUX HEACIb OO0 HECKOJIBKHUX MCECALCB.
HOBTOpHHe ceaHChl IUIA3MOOOMEHa BO3MOXKHEI OJIMH pa3 B 6 MCCALICB. K COXXaJICHUIO,
INIPUMECHCHUEC JaHHOTO METOoAa OrpaHNn4YuBacT CTOMMOCTE. Hcnons3oBanue afraparypbl  1JIsd
IIpOBCACHUS IU1a3MOOOMeHa Ha TEPPUTOPHUU Kpasd BO3MOXKXHO B YCIOBHAX pCaHHMAIUMOHHBIX
OT,Z[eJ'IeHI/II\/II KPYIIIOCYTOYHBIX CTAIMOHAPOB.

BuyrpuBenHsle BbICOKOI03HBIE HMMYyHOrnoOymuusl (BBUI) (Okraram, buosen,
[TenTornoOun, Curapauc, [IpeBumkeH) UCHONb3yIOTCA Takke Kak IuiazMadepes mpu pa3BUTUU
KpHU3a, TpPU TPOTPECCUPYIOIIEM TEUCHHH MHACTCHUH, IUIOXOW KOMIICHCAIIMA Y IAallMEHTOB
MOJTyYaIOIUX KOMOMHUPOBAaHHYI KMMYHOCYITPECCHBHYIO TEPAITHIO.

[ToGounbIe ekt BBUT" — TOJIOBHAS 00J1b, TUIIEPTOHUS,
ajiepruyeckue/anauiakTuyeckiue peakuuu (ocobeHHo y IgA-neduuuTHBIX  OOJIBHBIX),
nepmatut, uHGeku (BMY wim BUpyCHBIH renaTuT), OTeK JeTKUX U3-3a MEPErpy3KH KUAKOCTHIO,
BBICOKOTO KOJUIOMJHOTO OHKoTHYeckoro nasieHus BBUI, BeHo3HbII TpomM0603 (HO3TOMY Yy
JeKauuX MAIMEeHTOB JIOJDKHBI OBITh MPOBEAEHBI MNPOPHUIAKTUUECKHUE MEPOIPHUITUS O
NPEIOTBPALICHUIO PA3BUTUS TPOMOOTHUYECKUX OCIOXKHEHUH), aceNTUYeCKMH MEHHMHTHT MU
reMOJIn3.

Hasznauarorcs u3 pacuera 400 mr Ha 1 kr Beca 607bHOTO, POJOIKUTETBHOCTRIO 3-5 THEH.
BBoauTcs MemieHHO, B TeueHHe 4-6 4acoB. YUMThIBask OEIKOBYIO PUPOY Mpenapara, BBeIACHUE
HEOOX0/IMMO TPOBOJUTH B YCIOBHUSX KPYIIIOCYTOYHOTO cTanuoHapa. [Ipu MOBTOPHBIX Kypcax
MH(QY3UH BO3MOKHO OCYIIECTBIIATh B YCIOBMAX JHEBHOTO cTarroHapa. Ouenka 3pQpeKTuBHOCTH
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Tepanuu IesiecooOpa3Ho MPOBOAUTH 4Yepe3 2-3 Hemelu, Mociie BBeAeHus mpemapara. BBUD
KEJIaTeIbHO He Ha3HA4YaTh MalMEHTaM C BBIPAXCHHBIMU HAPYIICHUSAMHU (PYHKIIHMU MOYECK.

NmmyHoancopOiust — Oojiee CEeNeKTHBHBIM METOM, MpeaHa3HAaYCHHBIA IS yIaJIeHUs
artuten 1gG myTeM CBSA3bIBaHUS C KOHKPETHON MaTpuleil (Hanmpumep, 6e70K A win TpunToda).
[IpeumymiectBa uMMyHOancopOIuu mepen ImiasmMadepe3oM — OTCYTCTBHE HEOOXOAMMOCTH
3aMeIIeHus1 OeJTKOB TUIa3Mbl U (DAaKTOPOB CBEPTHIBAHHUS KPOBH, BOZMOKHOCTH caHaruu B 2,0-2,5
pasa OoNpIIMX OOBEMOB IIJIa3Mbl EKEIHEBHO, MEHBIIEE YHUCIIO OCIOKHEHHH M MOOOYHBIX
¢ dexToB. B CBA3M ¢ 3TUM UMMYHOAACOPOIIMS YacTO MCIOIB3YeTCs BMECTO Intazmadepesa Kak
JUIs  JIGYEHHUsT MHUACTEHMYECKOro KpHu3a, TaKk M B Ka4eCTBE METOAa CTaHJapTHOM
MMMYHOCYIIPECCUBHOM TEPAITHH.

Tem He MmeHee mua3madepes YCHEIIHO NPUMEHSETCS JUIsl JIEYEHHS] MUACTEHHMYECKHX
KpHU30B, JOCTHKEHUS CTAOWIM3allMMd COCTOSIHMS Iepel orepanueid (B TOM 4ucie — Iepen
TUM3KTOMHEN) WIM JI0 Hayajla BbICOKOAO3MPOBaHHOM mynbe-Tepanuu ['KC B ciydasix Tspkenoi
MHACTEHHH, & TAK)KE IPU PE3UCTEHTHOCTU K KOHCEPBATUBHOM TEPAITNH.

[Ipu HemoctatouHOM HS(DPEKTUBHOCTH BO3MOXKEH OpuKUHT  (Tasmodepe3 ¢
nocneayronuM kypcom BBUT)!

Takum oOpazoMm, miazmadepe3, BBUI' ucnonb3yrorcs B KkauecTBe KpaTKOCPOUHOM
MMMYHOCYIIPECCHBHON TEPAIUH, Y MAIIEHTOB C POTPECCUPYIOIINM TEUEHUEM MHACTCHHH, TTPU
KpHu3axX, Mpu HEIPPEKTUBHOCTH IPYTUX METOJOB JICUCHHsS, TO3BOJISIIOT MOJIYYUTH OBICTPHIHA
TepaneBTuyeckuil a¢dext. Kaxnaplii U3 3THUX METOJOB COMOCTAaBUM IO IOJIYy4aeMOMY
KIMHAYECKOMY A(PQEeKTy TpU Tepanmuyl THKEJIOW CTETIeHM BBIPAXCHHOCTH MHUACTCHUH.
[Ipumenenne BBUI' He ompaBgaHO mpH JICYEHUH TJIa3HOM MUACTEHUUW W TEHEPAIM30BAHHOMN
MHACTCHHH JIETKOHM cTereHn BeIpakeHHOCTH. [Inmazmadepes Gosee rpdexTuBeH y manueHToB ¢
HaJU4YMEM aHTUTEN K MbIledHo-crenududeckoi tuposuHkuHaze (MuSK). Ilpumenenue B
Ka4yecTBe mojyiepkuBaronieit repanuu BBUI onpaBaano y manueHToB ¢ pedpakTepHBIM TeUSHUEM
00e3HN WM TEeM, KOMY HMMYHOCYNPECCHUBHAsl [OJTOCPOYHAsl TEpanusi OTHOCHTEIBHO
MIPOTUBOTIOKA3aHAa.

OIIEPATMBHOE JIEYEHHE

HaHI/IeHTBI C HaJu4heM OOBEMHOIO 06p330BaHI/I${ BUJIOYKOBOM JKEJe3hI JOJIZKHBI OBITh
HaIlpaBJICHbl HAa THMOMOAKTOMUIO IIOCJIC CTa6I/IHI/ISaHI/II/I COCTOsAHMUA. YnaneHmo HOJJIC)KUT
MOJHOCTHIO BMJIOYKOBAs »kene3a. B HacTosimiee BpCMA INPHUMCHAIOTCA OHIAOCKOIIMYCCKHEC H
pO6OTI/ISI/IpOBaHHHC MOAX0Jbl K THUMAKTOMMHU. TakTmKa manbHeHIIeHn TCpalluku 3aBUCUT OT
pe3yiibTarta THUCTOJIOTHYECKOIO HCCICAOBAHUA, W CTCICHHU XHPYPIrUYCCKOI'O0 YHOAJICHUA. He
MOJIHOCTBIO PE3CHUPOBAHHBIC TUMOMBI CICAYCT JICUUTH IIOCJIC OIICpaluu € NMOMOMIbIO queBOﬁ
TCpalluu WK XUMHUOTCpaAIIUU. Y manueHToB MOKUIIOIO BO3pacTa, UMCIOIIUX OTATOIICHHOCTDL B
MjaHe cOMaTH4ecKoi [MaTOJIOTHH, a TAaKKC HMCIOIINX HAJIWYHUC THMOMBLI C BbIPA)KCHHBIMHU
KIIMHUYCCKUMU TMPOABJICHUAMHU, HYXIAOTCIA B MNPOBCACHUU queBOﬁ TCpaIinu. Heboapmue
TUMOMBI IIpHU YCJIOBHUHU OTCYTCTBUSA POCTAa U HAJIUYUA KIIMHUYCCKHUX HpO}IBHeHI/II}'I, JOJIDKHBI
Ha6J'IIO,[[aTI>C$I nuHamu4decku. Ilo pe3yibTaTaM paHAOMU3UPOBAHHOTO UCCIICAO0OBAHUA ITPOBCACHNC
TUMB3KTOMUHN OIPaBAAHO CCPOIIOJIOKHUTCIBHBIM ITAllUCHTaAM C FeHepaJ'IPI30BaHH01>i q)OpMOP’I
MHUACTCHUH, ITaUCHTaM MOJIOAOTO BO3pacTa cpez[Heﬁ U TSDKEIOH CTENEHM TSKECTH. Y
CCPOHCTAaTUBHBIX MAUCHTOB THM3KTOMHUSA HC YIYydIIACT KIMHHUYCCKOC TCUCHUC MHACTCHHUU.
Bo3MoxkHEBIC MEXaHU3MEI OJ1ar OIIPUATHOI'O BIIUAHUA TUMOKTOMUHN HAa TCHCHNUC MUACTCHU U CBA3aHbI
C YHAAJICHUCM HCTOYHUKA QAHTUICHOB II0 OTHOLICHHIO K allCTHIIXOJUMHOBBIM PpCHCITOPAM,
O6Hapy)KeHHLIX B MHUOHJHBIX KJICTKaX THUMYCa, KOTOPLIC CITOCOOHBI MpoOBOUPOBATH BBIpa6OTKy
HUMMYHHBIX TCJI; YAAJICHUEM HCTOYHHKA AHTUTCII K allCTUIIXOJIMHOBBIM pCUCTITOpAM; YAAJICHUEM
HCTOYHHKAa HCHOPMAJIbHBIX J'II/IM(I)OI_II/ITOB.
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[TokazaHusiMM K THUMAIKTOMHM ABJISIOTCS: Hanmmume oOmyXoiau BHIIOYKOBOM KEJE3BI
(Tumoma); BomieueHrne B Tporecc KpaHHOOYIhOapHOUW Myckymarypsel; lIporpeccupytoriee
TEUYEHWE MHACTEHUH, Bo3pacT 10 45 ( mo OTHeNbHbIM JHaHHbIM) A0 60 seT. DhPeKTUBHOCTH
TUMAKTOMUU B HacTosimiee BpeMs coctaniseT 50-80%.

Pesynbsrarom onepanuu MoxeT sSBisIThes: KimHnueckoe mnoyiHoe BeI3nopoBieHue; Ctolkas
peMHCCHsS TpU 3HAYUTEIBHOM YMEHBUIEHUM JO03bl AHTUXOJMHACTEPA3HBIX IPENaApaToB;
3HAYUTENFHOE YIYYIICHHE COCTOSIHHSA Ha (DOHE MPENKHEro KOIMYEeCTBAa aHTHUXOJIUHACTEPA3HBIX
npenaparoB; OTCYyTCTBUE YIYUILIEHUS COCTOSHUS.

[IpoTHBOMOKA3aHUAMU K TUMAIKTOMHU SBISIOTCS: TSDKENbIE COMAaTHYeCKHue 3a00JIeBaHUs
narrenToB; Octpas (aza MuacTeHHH (BBIpa)KEHHBIE, HE KOMIICHCHPOBAHHBIC OyabOapHBIE
HapyIlEHUs, a TAaKkKe HaxoJieHne 00JIbHOTO B Kpu3se); [Toxunoit u nerckuii Bo3pacr.

Jlydiie Bcero TUMAKTOMHSI JAEUCTBYET Ha MOJIOJBIX KEHIIMH; mocie 60 Jer mporHo3
TUM3KTOMHH HEOJHO3Ha4Y€eH. Pe3ynprar THMAKTOMUM TEM JIy4llle, YEM paHbIIIe c/IejaHa Oneparusl.
O} PeKTUBHOCTh THUMAIKTOMHHM HpPHU TE€HEPATU30BaHHBIX (hopMax MHAcTeHHH Oblia Haubosee
BBICOKA, MIPU JJIUTEIBHOCTU OO0JIE3HM 10 2 JIET, He3HAUUTENbHbIN 3(PPEeKT 0TMEHaroT y OOJIbHBIX
crapiue 40 et ¢ 1aBHOCTHIO 3a00seBanus Oosee 4-x neT. C nenpto onpeaeneHus 3pdexTuBHOCTH
MPECTOSAIIEH onepanuy MPOBOANUTCS OUCK COOTBETCTBYIOIUX MapKEPOB.

FaMMa-Teparm;{ obmactu TUMYCa MNPHUMCHIACTCA Yy TEX IMAIMECHTOB, KOTOPBIM B CHITY
OTIpENIEIIEHHBIX 00CTOSITEIHCTB (MOKHIIIOTO U CTAPYECKOTO BO3PACTa, a TAaKXKe HATMUHUIO TSHKETON
COMATHYECKOU HaTO.]'IOFI/II/I) HCBO3MOXXHO IMPOBECTH TUMOKTOMHIO, 4 TAKXE HCIIOJB3YETCA KakK
METO/]l KOMIUIEKCHOM Teparuu, nocie yaajleHuss TAMOMBI (B CiIydasX MHQUIBTPALUU OMYXOJIu B
pacrnoyio)keHHble psfgoM opranbl). CymmapHas [103a Kypca raMma-oOaydeHHs BBIOMpPAETCS
WHIMBUIYAJIbHO B KaXJOM KOHKPETHOM Clly4ae, cOCTaBiisis, B cpenHeM, 40-60 Ipeit. JlyueBas
Tepanus y psaa OOJIbHBIX MOXKET OCIOKHSITHCS Pa3BUTHEM JIy4eBOTO AEpMaTuTa, MTHEBMOHHUTA,
pazButHeM (GUOPO3HBIX M3MEHEHHUW KJIETYATKH TEPEIHET0 CPENOCTeHHs, 4YTO TpelyeT

MpeKpaIeHus MpoLeayp.

Ha ceromns mmeercs HeOOJBIION OMBIT MPUMEHEHHS] O30HOTEpAMU B KOMILIEKCHOM
nedenuu muactenud. Tak, O.A. J{po3n u cOaBT. IPUMEHSIM BHYTPUBEHHbBIE KalleJIbHbIE HHY3UU
O30HUPOBAHHOTO (PU3UOJIOTUYECKOTO PACTBOPA, KOTOPbIA BBOAWIM MO 200 MII; KOHLEHTpalus
o3oHa cocraBmsia 2000  MKr/ia, BpeMsl  HachIeHUS  (U3UOJOTHYECKOTO  pacTBopa
030HOKHUCJIOPOIHOM cMechbio — 10 MuH; Ha Kypc JiedeHus npuxoauiock 10 mpouenyp. Ha done
MIPUMEHEHHS 030HOTEPAINIUU B KOMIUJIEKCHOM JICUEHUH MUACTEeHHH YMEHbIIAIACh YacToTa pruemMa
HNAXD, camxanuck 10361 ['KC 1 AIUTENBHOCTD UX TIPUEMA.
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MUACTEHUYECKUI KPU3

B otnenpHBIE TEpHOABI TEUEHUS MUACTCHUM MOTYT BO3HUKATh BHE3AIHBIC HAPYIICHHS
BUTAIBHBIX (DYHKIUH, Ha3bIBaeMble "Kpu3zaMu'". ITH coctosiHus HabmonatoTes y 10-15% GonbHBIX
MUAcCTeHUeH (1Mo HeKoTopsiM MaHHBIM 20%) B mepBbIe ToNbl OT jaeOroTa MuacteHuw, 2-3% y
MAIMEHTOB C MPOJOJDKUTENLHOCTBIO 3a00IeBaHus Oosee 3-X JieT.

[Ipn nexommneHcanuu MUACTEHUM pa3BUBAeTCs cIabOCTh JbIXaTeabHOM U OynbOapHOM
MYCKYJIAaTypbl C OcClIabJIeHHEeM KaluleBoro peduiekca, BCIEACTBUE YEro 3aTpyAHSCTCS CaHaIM
TPaxeoOPOHXHAIBHOTO JIepeBa, >KU3HEHHAs E€MKOCTh JIETKMX Ha (OHE HHU3KOH BEHTHIIALUU
3HAYUTENBHO MajaeT. Bo3HMKaeT pUCK pa3BUTHS aTeNeKTasa, JbIXaTeIbHON HENO0CTATOYHOCTH.
Cnaboctb OynbOapHBIX M JIBIXAaTENBHBIX MBIIII MOXET MPUBECTH K OOCTPYKIIMH BEPXHUX
JIbIXaTEeJIbHBIX MyTEH, TSKeIol Tucdaruu ¢ acnupanuei.

OTO yrposarouiee *KH3HH COCTOSTHHE, IIPU KOTOPOM pa3BUBLIAsCA €1a00CTb bIXaTeIbHON
MYCKYJaTypsl TpeOyeT uHtyOanuu. [lanueHTsl Hy)KIaloTcsl B HEMEIJIEHHOM TOCHUTAIN3alluY B
OTJICJICHUE pPEaHUMalMd WM WHTCHCUBHOM Tepanuu. [lo MexaHu3My pasBUTHS pPa3IM4arOT
MUACTEHUYECKHM, XOJIMHEpPruyecKuid M cMelmaHHbld Kpusbl. Ha mnpakrtuke npeobnanaror
MHACTEHUYECKUN M CMEIIaHHBIA TUIBI KpHu3a. HecMOTpst Ha CXOACTBO KIMHUYECKON KapTHUHBI
KpH30B IIPU MUACTEHHUH, [TATOTEHETUYECKNE MEXaHU3Mbl X Pa3BUTHS PA3JINYHBL, YTO BIMSET Ha
TAKTUKY JICYEHHS ITUX COCTOSTHUM.

MmuacTeHUUeCcKHe KPH3bI IMPOABJIAIOTCA YrHETCHHUEM CO3HAaHWUs, BBIPAXKCHHBIMU
OynbOapHBIMM HApYIICHUSIMH, HapacTalolled JbpIXaTelbHOM HEJOCTATOYHOCTHIO, Ppe3KOi
CI1abOCThIO CKEJIETHOM MycKyiarypbl. PaccTpoiicTBa JbpIXaHMsI HEYKIOHHO MPOTPECCUPYIOT Ha
IPOTSKEHUM 4acoB, MHOTAA MUHYT. BHauasne apIxaHue CTaHOBUTCS YacThIM, HOBEPXHOCTHBIM, C
BKJIFOYEHHEM BCIIOMOTaTENbHBIX MBI, 3aTe€M pEeIKUM, IHPEepbIBUCTBIM. B  nanpHeimem
pa3BUBAETCs SIBJIICHHE TUIOKCUU C TUIIEPEMHUEH JuIa, cMeHsomelcs nuaHo3oM. [lossusercs
TpeBora, Bo3OyxneHue. Pa3BuBaercsi nBUrarenpbHoe OECIOKOWCTBO, 3aTeéM MOJHAs OCTAHOBKA
IbIXaHUs, CITyTAaHHOCTh M yTpaTa CO3HAHUS.

Hapymienue cepne4HoO-COCYIUCTON JIESTEIBHOCTH B MOMEHT KpH3a BBIpaXKaeTcs
yyalieHHeM My/bca, MOBBIIICHUEM apTepUANbHOIO [AaBJICHUSA. YCWIMBAIOTCA BeEreTaTHBHbBIC
CUMITOMBI — cajuBaius, norootaeieHue. [Ipu kpaiiHeil cTenmeHH TSXKECTH MOTeps CO3HAHUS
COTMPOBOXK/IAETCSI HEMPOU3BOJIbHBIM MOUYEHCITyCKaHUEeM U Aedekanueil. Eciau npu usMepenuu B
ycinoBusix OPUT cHmxaeTcs )KU3HEHHAsl eMKOCTh JeTkuxX (MeHee 171 mim menee 10-20 mut Ha 1 kr
Beca), oTpunarenpbHas cuia Baoxa MeHee 20 cv H20 — 3710 sBisieTcs TOKa3aHHEM K
HeMmenneHHoMy nepeBony Ha MBJI. Ananu3 ra3oB aprepHanbHOM KpOBHU OOBIYHO MOKAa3bIBAET
TUIEPKAHUI0 W TUNOKCUI0. OCHOBHBIMU  (paKTOpamH, CIOCOOCTBYIOIIUMHU  Pa3BUTHUIO
MUACTEHUYECKOTO KpH3a, SBISIIOTCS (U3MYECKHEe, HSMOLMOHAIBHBIE HAarpy3kv, HH(EKIUU
JIBIXaTeJIbHBIX nyTeu U3MEHEHUE JI03bI I'KC, u T.J.

CwMerianHblii KpU3 00YCIIOBIEH HAJIMYMEM MPU3HAKOB XOJIMHEPrU4€CKOW MHTOKCHKALIUU.
CMeranHbli TUI KpHU3a Hanbosiee yacTo BCTpeyaeTcs B KIMHUYECKOH mpakTuke. TpyaIHOCTh ero
JIMAarHOCTUKM 3aKJIIOYaeTcss B TOM, 4YTO OH coyeTaeT B cebe Bce KIMHUYECKHE YepThl
MHACTEHUYECKOTO U XOJUHEPIrUUECKOTO KPU30B, ONMCAHHBIX BBIIIE. DTO CaMBbIN TSXKEIIbII BapUaHT
BUTAIbHBIX HapylmleHUH Yy OoJbHBIX MuacTeHued. I[IpenBecTHMKaMU CMEIIaHHBIX KpU30B
SIBJISTIOTCSI CKPBIThIE WJIM SIBHbIE NPU3HAKU XPOHHUYECKON XOJMHEPrH4Yeckoil MHTOKcHKanuu. B
KJIMHUYECKOM TEUEHHWU CMEUIaHHbIX KPHM30B BBLACISAIOT Hanmuuyue IByX (a3: mepBas —
MHUACTEHUYECKasi, MPOSBIAETCA ycyryOneHueM OylnbOapHBIX W JIbIXaTENIbHBIX HapYLIICHUH,
reHepali3alliel  JABUTaTeNIbHBIX pAcCTPOMCTB UM aJEKBaTHOM peakuMel Ha IpueM
AHTUXOJIMHACTEPA3HbIX  IpEnaparoB; BTOpas —  XOJMHEPruyeckas, XapaKTepHU3YyeTCs
KJIMHUYECKUMH TPOSIBICHUAMU XOJUHEPruueckoro Kpusza. OCOOEHHOCTb pacHpeneieHus
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JIBUTATEJIbHBIX PACCTPOMCTB B NEPUOJ CMEIIAHHOTO KpH3a COCTOUT B TOM, YTO MPH IOJHOMU
(YHKIIMOHATHHOU HECOCTOSTEILHOCTH KPaHUO-OylIbOapHON | JBIXaTeIbHONW MYCKYIaTyphl CHJIa
MBI PYK U HOT MOXET OBbITh CHMXEHA He3HauuTenbHO. Kpome Toro, oOpaiaer BHUMaHUE
HEOJIMHAKOBask 0OpaTUMOCTh JIBUTATEIFHBIX HAPYIICHUN B PA3IMYHBIX MBIIICYHBIX TPYMIax Ha
dboHEe TmpueMa AaHTUXOJIMHAICTEPA3HBIX IMpemaparoB. Tak, BBEIEHUE TPO3EPHUHA MOXKET
CYILLIECTBEHHO YMEHbBIIATh JIBUTATEIbHBIC HAPYIICHUS TYJOBUIIHOMN JIOKAIU3ALMHU U IPAKTUYECKU
HE BIUATH HA COCTOSIHUE KpaHUO-OylnbOapHOW U AbIXaTeIbHOM MYCKynarypbl. B ocHoBe
i depeHInaTbHON TUArHOCTUKHA 3TUX COCTOSIHUH JIGKUT TINATSIBHBIN KIMHHUYSCKUN aHaJH3,
MO3BOJISIIOIIMNA  BBISIBUTH TIEPBYIO (pa3y CMEIIAHHOTO KpHU3a, a TakkKe KIMHUYECKYI0 U
ANMEKTPOPHU3UOIOTUICCKYIO  OLEHKY  3()(QEKTHBHOCTH  BBEICHUS  AHTHUXOJIMHAICTEPA3HBIX
npenaparoB. IMEHHO 3TOT TUm Kpu3a HauOoJiee YacTO MPUBOIUT K JICTAILHOMY HUCXOAY Y
OOJBHBIX MHACTEHHUEMN.

XOoNMHEePruyecKuii Kpu3 B UUCTOM BHUJIE IPU MUACTEHHUH HE BCTPEUAETCS. ITO COCTOSHUE,
MerolIee 0COObI MEXaHU3M Pa3BUTHS, 00YCIOBIEHHOE U30BITOYHON aKTUBAIle HUKOTHUHOBBIX
U MYCKapMHOBBIX XOJMHOPELENTOPOB BCJIEACTBUE IEPEIO3UPOBKU AHTUXOJIUHECTEPA3HBIMU
npenaparamu. llpu 3ToM THIE KpH3a CHUMITOMAaTWKa pa3BUBAETCA IOCTENEHHO, Hapsay ¢
pa3BUTHEM TEHEPaIN30BaHHOW cIaboCTH MBI, (QOPMHUPYETCS BECh KOMILJIEKC MOOOYHBIX
xonuHepruyeckux 3¢ ¢dexkroB. B ocHOBe ABUraTeNbHbIX U BEr€TaTHMBHBIX PACCTPOMCTB MpHU
XOJIMHEPTUYECKOM KpHU3€ JISKUT THUIEPHONsipU3alis TMOCTCHHANTHYEeCKOM MeMOpaHbl U
JIECEHCUTHU3AIMsl  XOJIMHOPELENTOPOB,  4YTO  CBA3aHO € BBIPAKEHHOM  Osokazoi
alleTUJIXOJIMHACTEPa3bl U BBI3BAHHBIM 3TUM M30BITOYHBIM IOCTYIUICHHEM aleTHIIXOJIMHA K
XOJIMHOPELIETITOpaM TMOCTCHHAaNTH4eckoil MeMmOpaHbl. Bo Bcex ciydasx BO3HHUKHOBEHHE HX
CBSI3aHO C MEPeI03MPOBKOI aHTUXOIMHECTEPA3HBIMHU IIPENapaTamH.

B TedeHuWe CyTOK WM HECKOJBKUX JTHEW COCTOSIHME OOJIHBIX YXY/IIIASTCSs, HapacTaeT
c1aboCTh M yTOMJISIEMOCTh, OOJBHOM HE BBIJICP)KUBACT MPEKHETO WHTEPBAJIA MEKAY MTPHEMaMu
AHTHUXOJIMHACTEPA3HBIX TPEMaparoB, MOSBISIOTCS OTICIbHBIC TPU3HAKK XOJIWHEPTHUECKON
WHTOKCUKAIIMM, 3aTeM, I[IOCJIe€ OYepeNHOW WHBEKIMA WJIM  DHTEPAJHbHOTO  IpHEeMa
AQHTUXOJIMHACTEPA3HBIX TpenaparoB (Ha BHICOTE MX JIeWCTBHUS — 0ObivHO uepe3 30- 40 MuHYT),
pa3BUBACTCS KapTHHA KpU3a, CHMYIIMPYIOIIEr0 MHACTCHHYECKHE PACCTPOUCTBRA.

Crnoxunoctb auddepeHuanbHON TUarHOCTUKU XOIMHEPTUYECKOTO Kpr3a COCTOUT B TOM,
YTO BO BCEX €ro CIy4asX IPUCYTCTBYET FreHepaIn30BaHHAs MbIIIeYHAas caboCTh ¢ OyIb0apHBIMU
U JbIXaTebHBIMHU HapylEHUsMHU, HaO/loAaeMas U NP MUacTeHHYeckoM Kpuse. [lomours mpu
JMarHOCTUKE OKAa3blBa€T HAIMYME PA3JIMYHBIX XOJMHEPrHUECKUX MPOSBICHUMA, MPU3HAKU
XpPOHUYECKON  XONMHEPruYecKOd  MHTOKCHKAIlMM 1O  JaHHBIM  aHaMmHe3a. JluarHos
XOJIMHEPTUYECKOTO KPH3a OCHOBBIBAECTCS HA MapaJ0KCaIbHOM CHIDKEHUU MBIIICYHOU CHIIbI (6e3
MPEIIIECTBYIONICH MPOBOKAIMY (PU3UUECKIM YCUIHEM) B OTBET Ha OOBIYHYIO MU YBETUYCHHYIO
7103y aHTUXOJIMHACTEPA3HbIX npenapatoB. Kputepuu auddepeHunanum Kpu3oB Npu MHACTEHUU.

Juddepenunanus Kpu30B IPU MUACTEHUH Oa3upyeTcs Ha OlleHKe A(P(HEKTUBHOCTH MTPOOBI
C BBEICHUEM aJICKBaTHOM JO03bI MPO3EpUHA WU MUPUAOCTHIMHHA Opomuaa (kamumuH). [Ipu
MHUACTEHUYECKOM KpH3e Mpoda MONOXKUTENbHAs, YMEHBIIAIOTCS MposiBlIieHUs 3a0oneBanus. [lpu
XOJIMHEPTUYECKOM KpH3e Mpoba oTpullaTeNbHasl.

Mnuactennuecknii kpu3. beictpoe pasButne — yachl, MUHYTBl Mujapua3 CyxoCTh KOXH
TAJl, Taxukapnus 3anepkka Moueucnyckanus Ilapes kumeununka OTcyTcTBHE (DaCUMKYISLIHUNA
JlpIxaTenbHas HEA0CTaTOYHOCTh

XonuHepruueckuil Kpu3. MemieHHoe pa3BUTHE — CyTKU U Oosnee Muo3 ['unepruapos |
AJl, 6paaukapaus YyamieHHOEe MOYECHCITyCKaHUe YCHIICHHE MEepUCTANbTHKH, nuapess Hamndue
¢bacuukymsuii JlprxareabHast He0CTaTOYHOCTh
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JUODEPEHIIMAJIBHAA TUATHOCTUKA MUACTEHUYECKOI'O KPU3A

OcTtpas araka noppupHu - BO3SHUKAET aCUMMETPHYHAsl ¢1a00CTh B KOHEUHOCTAX. [Tocne
IIOBTOPHBIX aTaK pa3BUBAeTCs TeTpanapes (IJIerus).

Borynu3m - o0mue HeBpOJOTMYECKUE MPOSBICHUS (TOLUIHOTA U PBOTA), MPEALIECTBYIOT
pa3BUTHUIO MblIIeYHOH ciabocTu. Takke BO3HHMKAET IIOMYTHEHUE 3pEHMS, JUILIONHS,
npeobragaromas HaJl 11a30ABUraTeIbHBIMA HAPYIICHUAMU, TUCharus, Iu3apTpus, paclIupeHue
3pavKoB, CYXOCTh PTa, HApyIIeHHE JAePeKaud 1 MOYCHUCITYCKaHHUS.

OTtpaBiieHre CBHHLIOM — TPOSIBIISIETCS CJIa0OCTHIO B MBIIIIAX pa3ru0areabHON IPYIIIbL,
bacuuKyasIusIMH, OOJISIMU B KMBOTE, HApYIICHHEM (YHKIIMH Ta30BBIX OPraHOB, aHEMHYECKUM
CHUHAPOMOM, Pa3BUTUEM MMOYEYHOI HEAOCTAaTOYHOCTH.

BoxoBoii amuoTrpoduyecKuii CMHAPOM — MPOTrPECCUPYIONIAsl MBIIIEYHAsI CIabO0CTh,
COTPOBOXK/IAIOIIASICS PA3BUTUEM JIOKAJIBHBIX aMUOTPO(UiA, HhacUKyISALINMA, TPU OTHOBPEMEHHOM
MTOSIBJICHUY TUPAMUIHBIX CUMIITOMOB.

ITo1MMHO3UT — XapaKTepU3yeTCs pa3sBUTHEM IPOKCUMAIILHON CUMMETPUYHOMN MBIIIEYHON
CJ1a00CTH, MOBBIIEHUEM KPEATHHUHKNHA3.

Oxa3zaHue CKOpPOii MeIUIIMHCKOM MOMOIIM HA JOTOCIIMTAJIBLHOM JTalle.

Ecnu y manuenTa MuacTeHUEH TOSIBUIINCH, HAPACTAIOT HAPYIICHUS TIIOTAHUS/IbIXaHUS
HEOOXOAMMO BBI3BATh CKOPYIO MEIHUIIMHCKYIO TOMOIb. bpurama «ckpod TOMOIIM» J0DKHA
MPOBECTH OOMMNA U (PU3UKATBLHBIA OCMOTP TMAIMEHTA, OIEHUTH TSKECTh COCTOSIHHSI, COCTOSTHUE
KU3HEHHO Ba)KHBIX (YHKIMI: CO3HAHMS, IbIXaHUs, KpoBooOpamieHus. J(omKkHa TpOU3BOAUTHCS
BHU3yaJIbHAsl OIICHKA: TOJOXKEHHE OOJBHOrO, M3MEPEHHE YacTOThl JbIXaTeNbHBIX JABM)KEHUH,
nyibca (TaXWIIHO?, TaXUKapaus WU Opaaukapaus, HENpaBUIbHBIA PUTM). Y TAalHEHTOB C
MHUACTEHUYECKUM KPH30M BO BpEMsl ayCKyJIbTallMM OTMEYaeTCs MPUTYILJICHUE JIETOYHOTO 3BYKA.
W3mepenne remoauHaMHuUeCcKUX TMoOKas3aresneil. BblsBieHHE HEBPOJOTUYECKUX CHUMIITOMOB,
XapakTepHBIX JUIsI MUACTEHUH — JBOCHHE, IIa30[BUTaTEIbHbIC HAPYLIEHUs, HAapyIlIEHUE peuH,
[JI0TaHus, AbIXaHUs, cIA00CTh B MBIIIIAX [IEH, HEBO3MOXKHOCTh MPOU3BOJIbHBIX ABM)KEHUH.

Baxno! Kaxnplii manueHT C mpu3HaKaMd MHUACTEHHH JIOJDKEH paccMaTpuBaThCs Kak
MalUEeHT ¢ MOTEHUIUATbHO BO3MOKHOM OCTpPOH AbIXaTeNbHOM HENOCTaTOYHOCThI0. OOpamiator
BHMMaHHE Ha HApYyHICHHs 4acTOTHI, INIYOMHBI U pUTMa JIbIXaHMs, ydacTue "BcrioMorareabHOn"
MYCKYJIaTypbl, OOBIYHO HE YydyacTByIOLIeH B akTe JAbixaHusd. [lodTomy B mepByro ouepensb
OIICHUBAIOTCS CIICAYIOUINE MPHU3HAKU: OJBIIIKA; OTPAHUYEHHAS AKCKYpPCHs TPYAHOU KIETKH U
KUBOTA TIPHU BIOXE; MapaJOKCAIbHOE JABM)KEHUE TPYIHOM KIETKM NpPH JbIXaHWUU; 3araJaHue
MeXpeOepHBIX MBIIII] Ha BIOXE; MOMBITKA OMUPATHCS pPyKaMH MPH BJIOXE.

Oxa3zaHue HEOTJIOKHOM MOMOIIY Ha JIOTOCHHUTAIBHOM 3Tale MOApa3yMeBaeT MPOBEICHUE
MEPONPUATHI MO MOAJMEPKAHUIO BUTAIBHBIX (YHKUUH U CPOYHYIO JIOCTaBKY B ONMDKaWIIMn
crauuoHap. [Ipy HanuuuM JbIXaTEIbHBIX HAPYLICHUH BBIMOJIHSIOT CIEAYIOIIUE MEPOIPUSTHSL:
[Tonnepxkanue NpoOXoAMMOCTH BEPXHUX JbIXaTeIbHBIX MMyTel. Vcronbp30BaHne Macku JUlsl IOAa4u
KHCJIOPO/1a HEMPUEMIJIEMO HM3-3a N30BITOYHOM calluBalluy M HApYIIEHHOTO IoTaHus. MHTyOanus
JIOJKHA TPOBOUTHCS C OCTOPOXKHOCTHIO. [Ipn Hanuuuu nokasanuit nepeos O0onpHOro Ha MBJI.
[IpenynpexneHue OcIOXKHEHUH (acmupaiusi, TpaBMbl KOHEUYHOCTeH U cycraBoB). HapymieHnus
(GYHKIIMH CeplIeuHO-COCYAUCTON CUCTEMBI KYITUPYIOTCSI CHMIITOMaTH4eCKUMHU CPEACTBAMH.

OKcTpeHHasi Tepamus MPU MHACTEHHYECKOM KpHU3€ 3aKIII04aeTcs BO BHYTPHUBEHHOM
BBeneHuu 0,5-1,0ma 0,05% pactBopa mpo3epuHa, a 3aTeM — BHYTPUMBIIIEYHO 2-3 MJI TOTO K€
pactBopa. B mocneayromeM 4acToTa HHBEKIUI ONpeaessieTcsi COCTOSHUEM OOIBHOTO.
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[Toka3aHus K MHTYOAIIMM Ha JOTOCIUTAILHOM JTare: BhIpaKEHHBIE (POPMBI HAPYILIECHHIH
JIBIXaHUSI BHE 3aBUCHUMOCTH OT COCTOSIHHSI CO3HAHUS; TaXWIHO? cBbime 40 B MUH; OpauItHO?
MeHee 10 B MUH; HaJIM4YKe NATOJIOTHYECKUX (HOPM JIBIXaHUS.

WuTyOanusi Tpaxeu BBIMOJHACTCS TOJBKO MPHU YCIOBUU XOPOILETro BIAJCHHUS TEXHHKOU
MIPOBEACHUS MaHUIYIAUUU. HTyOalusi CHU)KAeT BEPOSITHOCTh aclUpaliy U perypruTaiuy npu
IIPOBEJCHUM KOMIUIEKCA pEaHUMAIMOHHBIX Meponpustuil. B myTtu ciiegoBaHus HEOOXO0IUMO
[IOCTOSIHHOE HAOMIOZIeHHE U KUCIopogHas nojaepxka. Annaparypa mis UBJI nomkHa HaxonuTees
B IIOCTOSHHOM TOTOBHOCTH JUIi HEMEUICHHOrO noakmroueHus. Ilpm  HegocratoyHou
3P PEKTUBHOCTH MHTYOAIIMH U CAHUPOBAHUS TPaxeoOpOHXHAIBHOTO AepeBa HaunHaroT UBJL. s
MIPOTE3UPOBaHMS (PYHKIMM JbIXaHHUA K TPYOKE IMOJKIIOYAIOT PYYHbIE WM AaBTOMATUYECKUE
nopraTuBHble anmnaparsl st UBJI, nMeronuecs Ha ocHaleHUH OpUraj «CKOpon» MOMOIIU —
Memok AMOy, [TaeBmakomm, Menymar u aip.

YacTo BeTpeyaronuecsi OIIMOKH HA JOTOCHUTAIBHOM 3Tane: OTKa3 B TOCIUTAIN3alNN
P  YMEPEHHBIX HapylleHusx (GyHKOUM jApixaHus. HeoOocHOBaHHOE — MpUMEHEHUE
MHUOPETAKCAaHTOB WJIM CPEACTB BbI3BIBAIONINX MBILIIEUHYIO C€l1a00CTh (TPaHKBUIIU3ATOPBI,
AHTUKOHBYIIbCAHTBI U Mp.) JUIsl KylupoBaHHUs 0ojeBoro cuxipoma. HemonHblil cOop aHamHesa.
[Ipumenenue nuueBoi macku npu NBJIL.

Oxa3zaHue CKOpPO MeIMUMHCKOW NOMOIIM HA TOCHUTAJBLHOM JTamne (AJropuTM
IKCTPEHHBIX MepoNnpusiTHi Npu J000M BapuaHTe Kpu3oB): KynupoBanue HapymieHui
JIBIXaHUSI: CaHALIUSI POTOIIOTKH U TPaxeoOpOHXHUAIBLHOTO JiepeBa BO U30eKaHie aclupaliMOHHOTO
TpaxeoOpoHxuTa u mHeBMOHUHU. HTYOa1us Tpaxen wim nepeos Ha UBJI — B 3aBucumoctu ot
CTENEeHU TSKECTU COCTOSIHUS OonpHOro. HazHauenue 1edanocnopuHOB MpH MEPBBIX MPU3HAKAX
MMHEBMOHHMH. AJIGKBAaTHOE OHHTEPAIbBHOE WJIM TapeHTepaibHOe TuTaHue (mpu OyabOapHBIX
HapYIICHUSX).

Oran 1: mpoBecTu mpo3eprHOBYI0 Mpoly — BBoauTcsa Sol.Proserini 0,05 % 1-3 mu n/k +
Sol. Atropini 0,1 % - 0,5 mu1, ouenka ¢ dekra yepes 30-40 MuHyT;

Ortan 2: ecnu ectb peakuus Ha AXOII. 1) Hauarh maToreHeTHYecKyro Tepamuio: Tao.
[Ipennu3onoH nepopanbHO exenHeBHO 1,0 MI/Kr Macchl Tena (BOBMOKHO MO0 METOY «Kauesei»
1-i1 nenpb Best 1034, 2-if geHb — 50 % OoT J03bI MepBOTO J1Hs); 2) Mpenaparsl Kajaus — B/B 10 3 1/cyT;
3) npu HepoctarouHol 3¢dexkruHOCTH ['KC MM mpoTHBONOKa3aHUSIM K HUM — IPOBEIICHUE
mnasMadepesa; 3) BBeeHHe IMMYyHOII0OyiHa denoBeka G B mo3e 0,4 r/kr B/B Kam. 5 qHEH.

Oran 3: eciii HET peaklMK Ha BBeACHHE npo3epuHa. 1) uarybanus u BJI npu ycioBumn
HemenneHHoit otMenbl Bcex AXDII b) uepe3 cyTku — BHOBB IIPOBECTU MPO3EPUHOBYIO MPOOyY €
nonbITKOU oTKItoueHus oT VIBJI; 2) mpu BoccTaHOBIEHUU IBIXaHUS, HE SKCTYOUPYS OOJIBHOTO, 11/K
[Ipo3epuH, mpu cTaOUIBHOM COCTOSHUM — SKCTYOMpOBaTh MAaIlMEHTa; 3) €clu OCTalTcs
JIbIXaTeNIbHAsg HEJOCTAaTOYHOCTh U HAapYIIEHUs IJIOTaHUs — BHOBb MOJKIounTh MBJI u Gonbire
AXDII He BBOANTD; 4) ecliv IbIXaHUE HE HOPMAaJIU3YeTCs yepe3 3 CyTOK — HEOOX0AUMO HaJlaIuTh
TpaxeocToMy. 5) MPOJOJDKaTh WM HayaTh MAaTOTeHETHYECKYI0 Tepamnuio. 6) ruasmadepes uiu
uMMyHOII00yauHbI G.

Bo Bpemst kpr3a npoBOAUTCS TaKXKE€ MOHUTOPUHT CEPJIEYHOM IEATENBHOCTH, BBISBICHUE U
Tepanusi HMHQPEKIMOHHOTO TMOpaXKeHHs (HepenKko TIHEBMOHUs), Mpo(puIakTuKa TpoMOO030B
TyOOKUX BEH, MPOJICKHEH, MOIepP)KUBaOIIas Tepanus (AHTHOKCUIAHThI, BATAMUHBI TPyNIbI B).
[Toxa3zana ncuxorepanus s yckopeHus oTkiarodeHus ot MBJI, BakHa pa3psicHUTEIbHAs paboTa
C MalMEeHTOM ISl TpoPUIaKTUKH niepeno3upoBku AXOIII.

Oco0GeHHOCTH UHTYOAIMK U MEXaHUYECKOM BEHTHIISIMH MAIlMeHTOB B ycinoBusiax OPUT

Pemenne o peKUMC BEHTUJIIIMOHHOM ONOAACPKKH  JOJIDKHO OCHOBBIBATLCA  Ha
KIIMHUYCCKOM CYXXICHHU. TirarenapHOE HaGHIOI[eHI/Ie U UBMCPCHUC Yy IIOCTCIIN OOJIBHOTO
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MoKazareyied JbIXaHus (PKM3HEHHAsh €MKOCTb, M3MEpPEHHE IUKOBBIX IOKa3aTeseil), 4acToThl
CCPACHHBIX COKpaH_[eHI/Iﬁ U apTCpUaJIbHOI0 AAaBJICHUA HMMCCT ICPBOCTCIICHHOC 3HAYCHUC, YCM
MIOBTOPHBI MOHUTOPHHT Ta30B KpoBU. M 1M03BONISET OOBEKTHBHO OLIEHUTh UCTUHHYIO KapTHHY
6one3nu. [Ipasumno 20/30/40 (FCV 92% umu PaO 2 > 70 MM pT. CT.

Bpouxomunaratopsl MOTYT OBITH  TIOJIE3HBI ISl TOJUICPXKAHUS  TPOXOIUMOCTH
TBIXaTeIbHBIX MyTeH W MPeooJeHus OpoHXocnazMma. Brasixaemblii umipaTponust OpOMHIT MOXKET
OBITH MPEAIOYTUTEILHBIM, IOTOMY YTO OH 0€3011aceH U MOXKET CHHXKATh CEKperuto OpoHxoB. W3-
3a HeaddexkTuBHOrO Kamuis TpeOyercs oOpamare BHHUMaHHE Ha CBOEBPEMEHHYIO CaHAILUIO
IbIXaTeabHBIX TyTel. ClienyeT NpUMEHSTh arpeCCUBHYIO (PH3HUOTEPAITHIO TEPKYCCHIO, BUOPAITUIO
TPYIHOW KJIETKM M TOCTYpPAJIbHBIM JPEHaX, OYMUCTKY IbIXaTeIbHBIX ITyTeH (peryispHble
acnHpalMOHHbIE M TeparneBTuyeckue (uOpoONTUYECKHE OPOHXOCKONUHU B TSDKEJBIX CIydasix).
BraxxHocTh BIibIXaeMoTo Ta3a J0/bKHa coCcTaBisTh okosio 80% mpu 37C.

Takxke HemManoBa)XHOE 3HAYEHWE JUIsI BOCCTAHOBIICHHs IAIIMEHTOB HMMEET AaJIeKBaTHOE
MUTaHue, YTOObl N30ekKaTh OTPULATENILHOTO SHEPIeTUYECKOTo OallaHCa U yXYAIICHHS MBIIIEYHON
cuiibl. Bee manueHTsl JOKHBI [T0JTydaTh aIeKBaTHYIO MUTATENIbHYIO MOIEPKKY (2535 kanopuit
/ KT) 4epe3 SHTepalbHbIN MMyTh, KOIJIa 3TO BO3MOXHO. VcToIeHne ypoBHS 3IEKTPOIUTOB, B TOM
yucie kanus, pocdopa, MOKET yCYyryOUTh T€UEHHE MUACTEHUYECKOTO KpH3a.

AHemusi TakkKe MOXET YyCUIMBarh cia00CTh, MOATOMY MpPU CHHKEHUU 3HAYECHUS
rematokputa Huxe 30%, psii aBTOPOB pEKOMEHIYIOT IPUMEHEHNE TepeTBaHMs KPOBU.

VY peaHnMalMOHHbBIX NAI[UEHTOB J0JKHO MPOBOAUTCS MPOoUIIaKTUKA TPOMOO3a ITyOOKHUX
BEH, KOHTPOJIb FeMOJMHAMHYECKOM CTaOMIIBHOCTH U YPOBHS IVIFOKO3bI KPOBH.

[IpexpaiieHue BEHTWISALUU JAbIXaTeNbHBIX IyTeH clleAyeT HauMHaTh TOTAA, KOorjaa y
ManyeHTa BOCCTaHOBUIIACh MBIIIEYHAs CUIIa; TOSBUJIACh TeMOAWHAMUYECKasi CTa0MIbHOCTh, HET
HapyIIEHUH 3IEKTPOIUTHOTO OanaHca, HeT TUXOPAAKH, NHMEKIHHA NI CUCTEMHBIX OCIO0KHEHU .

HewnnBazuBHas BEHTHIIALINS MOXKET UCIIOIB30BAThCA /7S TPEIOTBPAIICHUS MHTYOAINH WIIH
MOBTOPHOM MHTYOAIMU MPU MHACTEHWYeCKoM Kpu3e. JIByx(azHoe MOJIOKUTENbHOE JAaBlICHUE B
npixatenbHbIX MyTax (BiPAP) npumensiercs Bo BpeMs o0eunx ¢a3 AbIXaTebHOTO HUKJIIA, YCUINBAs
MOTOK BO37yXa, oOjeryas paboTy JIbIXaHHWs BO BpeMs BIOXa U NpeAOTBpallas KoJularc
JIBIXaTENbHBIX MTYTEeH U aTelieKTa3 BO BpeMsl BbIIOXa.

OCJ'IO)I(HGHI/IH, BO3HHUKAOMIKUEC Y p€aHNMMAaIllMOHHBIX OOJILHBIX C KpHU30M:

- anopazu(a SABJIIAETCS HauboJiee pacupoCTpaHCHHbIM OCJIO)KHCHUCM, CBA3AHHBIM C
KpU30M IIpU MUACTCHUMU.

- I/IH(beKI_[I/IOHHHC OCJIOXKHCHHS  BKJIIOYAOT ITHCBMOHMHIO, 6pOHXI/IT, I/IH(I)GKI_[I/II/I
MOYCBBIBOJAIIMX HYTCﬁ, KOJINT, 6aKTepI/IeMI/II-O H CCIICHUC.

- IlanueHTel ¢ MHACTEHUYECKMM KPH30M HamboJiee MOJBEPKEHbI K CEICUCY, TPOMOO3y
[TYOOKUX BEH M CEp/ICYHBIM OCJIOKHEHHUSIM, BKJIIOYasi 3aCTOMHYIO CEpJICUHYI0 HEJOCTaTOYHOCTb,
OCTpBIN MH(APKT MUOKAp/ia, ApUTMHUU U OCTAHOBKY Cep/ia.
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AHECTE3UOJIOI'MYECKOE ITOCOBHME ITPU MUATEHNUN

[IpenonepaunoHHass MOATOTOBKAa  BKJIIOYAET  HA3HAYEHUE  AHTUXOJMHACTEPA3ZHBIX
MpermapaToB B /103€, MO3BOJISIONIEH KyIMUPOBATh MBIIMICYHYIO C1a00CTh (KAJIMMHH, HEOCTUTMUH,
yOpeTHT), KOMIICHCAIIMIO PACCTPOUCTB IVIOTAHUsS, B TSDKEJBIX CIydasX — 30HAOBOE NHUTAHWCE,
CaHAIMI0 TPaxeoOpPOHXHAIBHOIO JIepeBa, B TOM YHCJIE U C MOMOILBIO aHTHOAKTEPUAIBLHOM
Tepanuu; CTA0MIN3AINI0 TEMOJUHAMHKY, YCTpAaHEHUE TePHUIINTA KaTbIUs, KaJIUs.

[Ipu nmpoBeneHNN aHECTE3UOIOTMYECKOTO TIOCOOUSI CTPEMSITCS UCTIOIb30BaTh MPEnaparsl,
MuauMaiibHO  yrHetaomue [IHC, Mbimeynsiii ToHyc; MPOBOAST aHTHOAKTEpUATILHYIO
MPOQHIAKTUKY, KOPPEKITUIO TUIIOBOJIEMUH, dJICKTPOIUTOB, TIIATCILHBI MOHUTOPHHT JBIXaHUS,
KpoBooOpamieHusi, ooMeHa, IBJI Bo Bpems omniepaniuu u mociie Hee 10 TOTHOTO BOCCTAaHOBIICHUS
MBIIIIEYHOTO TOHYCA.

B mocneonepanlnioHHOM TMEpHOJC AHTHXOJIMHICTEPa3HbIC TIpermaparbl HA3HAYAOTCS
MapeHTepalIbHO, J0 IOCTHKEHUS 103bl HEMEHBIIIE MPeAoNepallMOHHON. DKCTYOaIMIO POBOJIAT HE
paHee yeM mociie 2—3 9acoB aJIeKBaTHOTO CaMOCTOSATEIHLHOTO JIBIXaHHsI, CTAOMIIBLHBIX IMOKa3aTeIeh
rasooOMeHa, cTaOMILHON T€MOINHAMUKH.

YuuTeiBas TpaBMaTHYHOCTH OIEPAIMH, HEOOXOJUMO TIIaTeIhHOE 00€300JMBaHue, IS
KOTOPOTO HUCTIONB3YIOT HCHAPKOTHYECKHE aHATBT€THKHU.

JKenarenpbHO MAaKCMMalbHO paHHEE HA4YalO HYTPULMOHHOW MOJACPKKH, B TOM YHUCIE
30HJOBOE€ TMHTaHWE. YUYUThIBas CHWKEHHE HWMMYHHUTETa M BBICOKHM PHUCK Pa3BUTHUS
BOCIHAIUTEIbHBIX OPAXKEHUH OPraHOB I'PYTHOM KJIETKH, B TOM YHCIIE€ CPEIOCTEHUS, 00S3aTEIbHO
Ha3HAYHHME aHTUOAKTEPHAIIbHBIX MTPEenapaToB.

H606X0,£[I/IMO IIOMHHUTB, YTO Ppa3BUTUC MHACTCHHYCCKOI'O KpH3a BO3MOXHO MU UYEPE3
HCEKOTOPOC BpEMs IMOCIIC OI€paliiu, B CBA3U C UEM HCO6XOI[I/IMO IMOCTOAHHO HPOBOAWUTH OLICHKY
AACKBATHOCTH JbIXaHHA U MBIIICYHOI'O TOHYCA.

C TOYKM 3pE€HMsI aHECTE3MOJIOTa, MAIMEHTOB C MAaToJOTHEN BHJIOYKOBOM >KEJI€3bl MOKHO
pasnenuTh Ha 2 Tpymnmbl: 1) OONbHBIC, KOTOPBIM MPEACTOUT YIAJICHUE BHJIOYKOBOM KEJe3bl; 2)
OOJIbHBIE, Y KOTOPBIX MUACTEHUS SIBJISICTCS COMYTCTBYIOIIMM 3a00jeBaHueM. Y OOJbHBIX MEPBOM
TPYNIBl MBIIIEYHAS CHJa OOBIYHO 3HAYUTENIBHO CHUXKEHA. HampoTuB, OOJIbHBIC, KOTOPBIM
MPOBOJIATCS JIPYrye IJIAHOBBIE BMEIIATEIHCTBA, YaIlle BCEr0 HAXOMSATCSA B PEMHCCHH WM, TIO
KpallHe Mepe, B YIOBJICTBOPHUTEIbHOM cocTossHuM. C Apyroil CTOpPOHBI, ISl TPOBEACHUS
TUMAKTOMHH TAaIIMEHTHl TOCTYIAIOT TOJIBKO B CIEIUAIU3UPOBAHHBIE OTACJICHUS (TOpaKaIbHOE
WIN XUPYPTUUYECKOW SHAOKPUHOJOTHUH), a OOJbHBIM, Yy KOTOPBIX MHUACTCHHS SBISETCS
COITYTCTBYIOUIECH MAaTOJOTHe, MOXKET MOTpeOOBaTbCcs XUPYPrUYECKOE BMEIIATEIhCTBO JIOOOM
KaTeropuu CI0KHOCTH, JIFOOOTO XapaKTepa v pa3IMYHON CTEIIEHU IKCTPEHHOCTH.

Teuenue O6H_ICI‘/'I AHCECTE3UH U ITOCJIICOIICPATUOHHOIO IICPpHUOaA Y IMAIITUCHTOB C MHUaCTEHHUEH
3aBHUCUT OT Kadyc€CTBa HpeHOHepaHHOHHOﬁ KOPpCKIHWHU, HAJIUYUA OTATrOLIarOmiuXx (1)aKTOpOB.
HpI/IMeHCHI/Ie JUIA 06H_Iel"0 00e300/1MBaHuA npernaparoB KOPOTKOTI'O U YIBTPAKOPOTKOT'O HeﬁCTBHH,
OTKa3 oT HCIIOJIb30BaHUA MHOPCIAKCAaHTOB )51 MaKCHUMaJIbHO paHee IMPUMCHCHUC
AHTHUXOJIMHICTCPA3HBIX IIPCIaparoB COKpaAlldalOT NEPUOA BOCCTAHOBJIICHHA CaMOCTOATCIBHOTO
AbIXaHUA U HOPMAJIN3ALIUIO MBIIIICYHOT'O TOHYCA.

B mnane mpenonepanMoHHONM MOrOTOBKY IMMOKa3aHbl IPUMEHEHUE aHTUXOJIUHACTEPA3HBIX
MperapaToB, KOPPEKIHS UMEIOLIUXCS PACCTPONCTB, BOZMOXKHA, CAHAIUS TPAaXeOOPOHXHAITLHOTO
JepeBa.

Jlia npemenukanuy uenosb3yroT arponud 0,5-1,0 Mr U IIIOKOKOPTUKOUHBIE TOPMOHBI
(ITpenauzonon 30mr B/B).
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[Ipenaparamu BeiOOpa mpu OOIIEH BHYTPUBEHHON aHECTE3UM SIBISAIOTCSA MPONOQoa U
(dbeHTaHWI, 111 UHTATAIIMOHHON aHecTe3un — CeBodurypaH.

O6s3arensHO npoBeneHue MBJI Bo Bpems u mocie o01iel aHecTe3Hu.

C 1enpl0 CHIWKEHHUS 03 MHUOPEIAKCAHTOB MJIM TOJIHOTO OTKa3a OT HUX, MPUMEHSIOT
METO/IMKY TaK Ha3zbIBaeMou ayropenakcaruu: ormeHa AXJII 3a 8—12 yacoB 10 onepaiuu ¢ TakKum
pacueToM, 4T0ObI K Ha4ally aHECTE3MH MBIIICYHAs cIa00CTh JOCTHTaIa CBOEr0 MaKCHMYyMa.

Bo Bpems u mocne omnepanuu HEOOXOIUM TIIATEIBHBIM MOHHTOPUHT JBIXaHHS,
KpoBooOpamieHus, oOMeHa.

Bce coctosiHus, CBSi3aHHBIE € HMHQPEKIUOHHBIMH TOPAKEHUSIMH, WHTOKCHUKALIUEH,
MEeTa0O0JIMYECKUMU U BOJIHO-COJIEBBIMH PAcCTPOMCTBAMM 3HAYUTEIBHO YCYIyONsIOT TEueHUe
MHACTEHHNH, KOPPEKLIHS €€ NMPAKTUYECKH HEBO3MOXKHA JI0 ITOJIHOTO YCTPAHEHMS] MHTOKCUKALIUY U
IIEPEYHCICHHBIX HAPYILIEHNHN.
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MUACTEHUA 1 BEPEMEHHOCTD

BcnencrBue cBoeli BRICOKOU pacipoCTpaHEHHOCTH 3a00JIeBaHUS Y KEHIIMH JIETOPOTHOTO
BO3pacTa, OTCYTCTBHSI BIMSHUS Ha (EpTHIBLHOCTB, BCE Yalle B MPAKTHKE Bpadell BCTPEUAIOTCS
GGpeMeHHBIe nanucHTbI C MuacTeHuen. Brimsgame GGpeMeHHOCTI/I Ha TCUCHHUC MHACTCHHUU HC
BCCraa MNposBIACTCA OAMHAKOBO. HpaKTI/IKYIOHII/IM HECBpOJIOraM, aKyui€pamMm MW THUHCKOJIOTraM
HeO6XOZ[I/IMO 3HaTh 0COOEHHOCTH BBCACHUA TaKUX KCHIIHUH, YTO IO3BOJIMT CHU3UTL PUCKU
ocnoxkHeHud. TedeHMe MHACTEHUM OYEHb TPYAHO IIPOrHO3UPOBATH. YXYAIIEHHE COCTOSHUS
oTMevaeTcs, npumepHo, y 40% nanueHTok, Hanbosee 4acTo 3TO BO3HUKAET B MEPBBIM TpUMECTpP
O0epeMeHHOCTH M TOocie pojoB. Bo BTOPOM M TpEThbeM TPUMECTpPE, BBHUIY TOPMOHAIBHBIX
MEPEeCTPOCK COCTOSHHE MAMEHTOK YIydmaercs. Yactora BCTPEYAEMOCTH TSDKEJIOTO TEUCHUS
MHACTEHUM W BBICOKHH YPOBCHB MaTCpI/IHCKOI\/JI CMCPTHOCTU BbBIINIC B IICPBBIC JiBAa IroJa OT
MaHI/I(l)GCTaHI/II/I MHACTEHUH. JTH MOKa3aTean MHUHUMAaIbLHBI Y KCHIIWH, UMCIOIINX B AHAMHE3C
MHUACTEHUIO Ha TPOTSHKEHWH 7 Jner u Oonee. IlodToMy peKOMEHIyeTcst BO3IEpXkKaTbCs OT
ITaHUPOBAHUA 6epeMeHHOCTI/I, BBUY HGO6XOI[I/IMOCTI/I JUHaAMHUYCCKOI'O Ha6J'II-OI[€HI/I$I B IIJIaHE
OIICHKHU TAXKCCTHU U TEMIIA TCUCHU S 3a00JIeBaHus. yCTaHOBJ'IeHO, JKCHIUIWHBI, Y KOTOPBIX I0 3a4aTud
pebeHKka MUacTeHHs UMeJla PEMUCCHUI0, CTAOUIIbHO NEPEHOCAT OEPEMEHHOCTb.

OcobeHHocTH BeJieHHs] OEpeMEHHBIX NAIllUeHTOB.

e [lnmanmpoBanne pebOeHKa, IEIECO00Pa3HO CIYCTS TOJ, MOCIe THMOMAKTOMHUHU (st
CTaOUITU3alUN COCTOSTHUS).

e [lepBuuHas oOIlleHKa OEPEMEHHOW TAIMEHTKHM C MHUACTEHHWEH BKIIOYACT OIICHKY
MBIIIEYHON CHJIBI, COCTOSHUSI [JbIXaHUSI M OIpEeIeNieHue TmapaMeTpoB JAblxaHus (Hpu
HEOOXOAMMOCTH).

e Perucrparus 3neKTpoKapIuorpaMMbl OEpeMEHHON HEOOX0IMMO, B CBSI3M C HATMYHUEM Y
MalMEeHTOB ¢ MUACTCHHUEH CIIydaeB 04aroBOTO HEKpo3a MHOKapaa. Tpebyercs omeHka (yHKIIUU
IIIATOBUIHOMU JKEJIE3EI.

¢ Bce uHbekuuu, cBsi3aHHbIe ¢ OEPEMEHHOCTHIO (MMUENTOHE(MPUT, IUCTUT, SHIAOMETPUT UITU
MacCTHT), CJIEYeT JICUUTh CBOEBPEMEHHO ISl U30eKaHusi 000CTPEHUS MUACTCHHH.

¢ )KanoObl Ha OJIBIIIKY WJIHM KallleJdh TPEeOyIOT HEMEICHHON KOHCYIIbTAI[Mi HEBPOJIOTA.
e Ou3nyecKuil 1 SMOLMOHANIBHBIN CTpecc MOTYT YCYT'YOUTh TE€UeHHE MUACTCHHH.

L4 CTaHI[apTOM JICYCHUA MHACTCHUU IIpHU 6epeMeHHOCTI/I ABIACTCA ITMPHUAOCTUIMHHA
6pOMI/I,Z[. KOppCKI_II/Iﬂ J03bI MOXKET HOTpe6OBaTBC$I B pE3YJIbTATC YBCIIMYCHUS ITIOYCHHOI'O KIIMPCHCA,
YBCIINYCHUA o0beMa MaTepHHCKOﬁ KpOBH, 3aJCPKKHU OIIOPOKHCHUA KCIIyAKa U qacTou PBOTEIL.
VBenuueHue 1035l MUPUAOCTUIMHUHA CHa4daJla JOJIZKHO OBITE AOCTUTHYTO IIYTEM YMCHBIIICHUA
HUHTCEpBAJIa MIprUEMa, a 3aT€M, €CJIM CUMIITOMBI COXPAaHAKOTCA, CJICAYCT YBCIUYUTD JO3Y.

L4 Hpel{HI/ISOHOH SABJIACTCS UMMYHOACIIPECCAHTOM BBI60pa IIpu 6epeMeHHOCTI/I.

e B nononHeHue k [NIFIOKOKOPTUKOUJAAM, a3aTHOIIPUH W IHUKIOCHIOPHUH MOTYT OBITh
HCIIOJIb30BAHBI, €CJIM AHTHUXOJHWHICTCPA3bl HE MOT'YT KOHTPOJIMPOBATH TCUCHUC U 06OCTpeHI/I$I
MHACTCHUH. JTH npenaparsl ObLIH XOpoHIo M3YyUYCHBI BO BpPCM:A 6epeMeHHOCTI/I, B OCHOBHOM Yy
PEOUINIUCHTOB B TPAHCIUIAHTOJIOTUHW W MAOUCHTOB € AyTOMMMYHHBIMU 3a6OHeBaHH5{MI/I,
OTIIMYHBIMU OT MHWACTCHHU, U ObLIH IMPU3HAHBI OTHOCHUTCJIIBHO Oe3omacHeIMH. Tem He MCHCC,
CJICAYCT NIOMHHUTD, BBICOKHUC NO3bI IMUKJIOCTIOPHUHA U a3aTUOIIPHUHA CBA3aHbI C CaMOIIPOU3BOJIbBHBIM
a60pTOM, NpeKKACBPEMCHHBIMHU  pOJaMU, HHU3KHM BCCOM IIpU POXKICHHUHU, XPOMOCOMHBIMHU
MOBPCKACHUAMU U TCMATOJIOTUICCKUM IOJABJICHUCM. Onu JOJIDKHBI OBITh 3apC3CPBUPOBAHBI JJIA
6epeMeHHLIX JKCHIWH, KOTOPBIC HEC KOHTPOJIMPYIOTCA, HC MOT'YT ICPCHOCUTDH INTFOKOKOPTUKOUNIbL
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WM HUMCIOT 3HAYUTCIILHBIC COMYTCTBYIOIIHC SaGOHeBaHI/IH, KOTOpPBIC MOTYT YXyAIAaTbCA IIPU
BBCACHHHU INTFOKOKOPTHUKOUIOB.

e MukodeHonIT MOETHI U METOTPEKCAT YBEIWYHMBAIOT PUCK TEPATOTEHHOCTH U HE
JIOJDKHBI MCTIOJIb30BATHCS IIPU OEPEMEHHOCTH.

e [Ipu Hauasne Tepanuu NIFOKOKOPTUKOUIAMU CIIETYET COOJIIOAATh OCTOPOKHOCTD, TaK KaK
MOKET IPOU30MTH BPEMEHHOE YXYIIICHUE.

® [ TIOKOKOPTUKOM/IbI MOTYT TAaK)K€ BBI3bIBAaTh HENIEPEHOCUMOCTH YIIIEBOJIOB, 0COOEHHO BO
Bpemst OepeMeHHOCTH. HecMOTpst Ha TO, YTO y IIFOKOKOPTUKOMIOB HET TePaTOreHHBIX 3(h(ekToB,
OepeMeHHBIM TalMeHTaM C MHACTCHHEH, KOTOphIE IOJy4aroT Ha OSTH Iperaparbl, CIEAYeT
MOJIIEPKUBATh HAUMEHBIIIYI0 BOZMOXKHYIO J103Y.

e JKeHmmHaM C MHACTEHHEH, acCOIMUPOBaHHOW ¢ aHtutenamu MuSK, Moxer
MOTpebOBaThCS JIEUEHHE MPEIHU30JI0OHOM, OOMEH IIa3Mmbl/ MiazMadepes WIM JApyrue
MMMYHOCYIIPECCUBHBIE METO/IbI JICUEHUS.

e [Inasmadepes u BBICOKOJO3HbIE BHYTPUBEHHbIE HMMYHOIJIOOYIMHBI  JOJKHBI
WCIOJIb30BAThCSl MPH OBICTPO MPOTPECCHUPYIOIIEM TEUYEHWH MMACTEHUH, Ui TPO(UIAKTHKU
pa3BUTHSA KpH3a.

e Cynmbdar wmarHusi MPOTHBOTIOKA3aH TMAaIMeHTaM C MHUACTEHHWeW s Tepanuu
MIPEIKIAMIICUH.

e TspKeNy0 THIIEPTOHHUIO MOXKHO JICYUTh METHIIAONONW WIIM THIPaIa3MHOM, TPH STOM
cnemyet u3derath 6eTa-0I0KaTOPOB M OJIOKATOPOB KaJbIIMEBBIX KAHAJIOB.

e JleBetupaneram wiu BanbmnpoeBas KHCIIOTa MOTYT OBITh HCIHOJB30BAHBI IS
poUIAKTUKH CYI0pOT OEpEeMEHHBIX.

e [lanmeHT ¢ mpe’KIamIiCHel U MHACTEHUEW Ha BBICOKUX J03aX ITIIOKOKOPTHUKOUIOB
MOJIBEP’KEH BBICOKOMY PHCKY OTEKa JICTKMX W JOJDKEH TIIATeIbHO KOHTpOJMpoBarbes. Kpome
TOTO, Y TIAIIUEHTOB C MPEIKIAMIICHEH YacTO OOHAPYKHUBACTCSI CHHIKCHUE MOYEHCITYCKaHUS, YTO
MOJKET MOTPeOOBaTh U3MEHEHHSI JIO3UPOBKH MPEMapaToB, BO N30eKaHNE TOKCHYHOCTH.

Ha IEPBYIO CTAAUIO POJOB MUACTCHUS HE BIMACT, BBUAY BOBJICUCHUS INIAJAKUX MBIIIICYHBIX
BOJIOKOH MAaTKH, KOTOPBIC JIMIICHBI XOJUMHECPTHYECKOr'O peuerITopa. Bo BTOpOI>'I CcTaauu
COKpal[arTcad MNMPEUMYLHICCTBEHHO IIOINEPCUYHOIIONOCTAThIC MBINICYHBIC BOJIOKHA, MOXKCT
Pa3BUTHCA €1a00CTh THX MBI, MokeT BO3HHUKHYTbH ¢71a00CTh pO,Z[OBOfI ACATCIIbHOCTH. HOJ’DKHBI
OBITE MNpEANPUHATBEI COOTBECTCTBYIOIIUC IIary, YTOOBI OpCaOTBPATUTL IIOABJICHHUC MBIIIICYHOM
CJ'Ia6OCTI/I, 4TO IIOBJIUACT HA ITPOTCKAHHUC POJOB U COCTOSAHHUC pe6eHKa.

OHepaTI/IBHOG BJIaraJiImiiHoC¢  poJAOopa3spClICHUEC MOXKCET YMCHBIIHUTbL MATCPUHCKYHO
YCTAJIOCTh U CJ'I8.6OCTB, npeaorBpamaa MnmporpeCCUpoOBaHuC MHACTCHUYCCKHUX HapymeHI/HZ y
MaTrepu. Ilokazanus k onepanrn KECapeBO CCYCHUC Y MALUCHTOB C MHACTCHHUEH CO CTaOMIIBHBIM
COCTOSIHHEM HE OTJIMYAIOTCSA OT OOBIYHBIX AKYHICPCKHUX MMOKa3aHHIA.

PeKOMeH,Z[yeTCH KOHCYJIbTalus ¢ aHECTE3UOJIOIOM IEPCa pOdaMH, TOCKOJIbKY IMAIIUCHTHI C
MHaCTeHHCﬁ, nocJe 06111e171 AHCCTC3UH, MOTYT JIIOABCPrarbCd TOBBINICHHOMY PHCKY
HeO6XO,[[I/IMOCTI/I HCKYCCTBCHHOﬁ BCHTUJIALIMK JICTKUX. BLI60p METOAAa AHCCTC3HMH 3aBHCUT OT
HCCKOJIBKHUX (l)aKTOpOB. PCFI/IOHapHaH AHECTC3HA PCKOMCHAYCTCA IIPU 3a00JIeBaHUSAX JICTKOM M
cpe;[Heﬁ TSAKECTHU, KOTa 3alllITaHUPOBAHO BarmHAJIbHOC POAOPA3ZPCHICHUE, YTO IO3BOJIACT
MNpOBOAUTL aJICKBATHYIO aHCCTC3UI0, CCIIN TpeGyeTcsl INPUMCHCHUC BaKyyMa HWJIM IIUIILOB. Yro
TAKIKC MOXKCT YMCHBIIUTHL YCTAJIOCTb, CBA3aHHYIO CO BTOpOﬁ craguen POIOB. O6H.I€l$1
OHAOTpaxCajibHasA aHCCTC3HUA PCKOMCHAYCTCA IMAlUCHTaM C TAXKCIIbIM 3a00JIeBaHUEM H
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HapyUICHHBIM  PECIUpAaTOpHbIM  Wiu  OynbOapHbiM  crarycoM. Cremyer  m3berarb
HEJIETIOJISIPU3YIONIUNX MHOPEJIAKCAHTOB, IOCKOJBbKY Y TMAalMeHTOB C MUACTCHHUEH W3MEHEeHa
aKTMBHOCTB alleTWIXOJIMHACTEpa3bl. llanmmeHTsl ¢ MuacTeHWeld Ooiee YyBCTBHUTEIBHBI K
MHTJSIIIMOHHBIM aHECTETHKaM, BKIIIOYast SH(IypaH, TajloTaH U n30(aypaH.

CenaTuBHBIE CpENICTBA, OMHOMABI M TPAHKBHIM3ATOPHI MOTYT YCHJIMBaTh YrHETEHUE
JBIXaHUS B 3TOM TOMYIALMU U TPHU HMCIOJIH30BAHWU ONMHOMJIOB WU APYTUX YCIOKOUTEIBHBIX
CPEICTB JIJIsi KOHTPOJISE OOJIM PEKOMEHIyeTCs MPOBEIACHUE MYIILCOBON OKCUMETPHUH U TIPOBEICHUE
YaCTBIX OI[EHOK YaCTOTHI JIbIXaHUA.

HGCTepOI/II[HI)IG IMIPOTHBOBO CITAJIMTCIIBHBIC MIPLCIIAPAThI, TAKME KaK KETOPOJIAaK TPOMETAMUH,
TaK)K€ MOTYT OBITh MCIIOJIB30BaHbI IIPH MO CIEPOIOBON MIIM MOCIICONEPALMOHHON OOJIH.

Bo Bpems ponoB aHTMXOJMHACTEPA3HBIE MPENaparsl CIEAYET BBOAUTH NAPEHTEPAIBHO,
4TOOBI M30€XKaTh HEYCTOMYHNBOIO BCACHIBAHUS B JKEIYJOYHOKHUIIEYHOM TpakTe. [lapenTepanbHas
71032 MUPUAOCTUTMHAHA SKBUBAJICHTHA OJTHOM TPETH NEPOPAITLHOM J03bI IS MAllUEHTA.

Pecniuparopnbiii craryc wmarepu (YacToTa JIbIXaHUS, IYIbCOKCUMETPHUS) JOJIKEH
TIIATEITFHO KOHTPOJIMPOBATHCS, MOCKOJIBKY CTPECC M YCTAIOCTh, CBSI3aHHBIC C POJAaMH, MOTYT
CIIPOBOIMPOBATH 000CTPEHNE 3a00JICBAHMSL.

Hpyras mpoOiieMa 3aKiIio4aeTcsi B TOM, YTO XpOHHYECKas Teparus MTIOKOKOPTUKOUAAMHU
MOXXET TIOJJaBUTh OCh THIOTAIaMYC-THMO(PHU3-HAINOUYCYHHUKA W TIPUBECTH K HEIOCTATOYHOCTH
HAJMIOYCYHUKOB BO BpeMs pojioB. [lodTOMy IKEHIMHBI, NTPUHUMAIONIUE JTUTEIHHO
[TFOKOKOPTUKOU/TBI (IPEAHU30JI0H WIIA €r0 SKBUBAJIEHT B J103€> 7,5 Mr' / IGHb), TOJKHBI TIOTYy4aTh
TUAPOKOPTU30H B BBICOKOU J103€ B TEUEHHUE POJIOBOTO NEPHUOAA.

OcnoXHEeHHUSI — B HEKOTOPBIX HCCIENOBAHUSIX OCPEMEHHBIC YKEHIIUHBI ¢ MHACTCHHEH
HMMEIOT TIOBBIIICHHYIO YaCTOTY TIPEKIEBPEMEHHBIX POJIOB U POJIOB, XOTS 3TO HE MOATBEPIKAACTCS
JIPYTUMH UccienoBaHusAME. Bee netu ¢ marepeit 601bHBIX MUACTEHUEH TOJDKHBI HAXOUTHCS TIO]T
HaOJIOZIEHUEM B CIICIIMAIBHOM JICTCKOM Cajly B TCUCHHUE TIEPBBIX 48—72 4acoB )KU3HU HA HATTHMYHE
MPU3HAKOB CJIA0OCTH, BBI3BAHHOM TMPEXOJAIIeH HEOHaTaabHOW MHAcTeHUU. CHUMIITOMBI
JBIXaTeJIbHOW HEJI0CTATOYHOCTH, TIJIOXOTO MUTAHUS U BSJIOTO TOHYCA MOTYT MOSIBUTHCS B TCUCHUE
HECKOJIBKHX YacoB, IMOCIIE POXKJACHHS M MOTYT COXPaHATHCS JI0 TPEX MECSIICB.

I'pymHOE BCcKapMiImBaHUE — TTFOKOKOPTHKOU Bl B AXDIT MOKHO 6€30macHO UCTIONh30BaTh
B IMEpHOJ JaKTali{, HO TPYAHOE BCKApMJIMBAHME HE PEKOMEHJIyeTCs Ui MalUueHTOB C
MUACTEHHUEH, MoTyJarolife a3aTUONPUH, [IUKIOCIIOPUH U METOTPEKCAT.
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