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|. BBenenne

Muacrenus (6osesup Jpba — Tlompadmama — JKoium) — ayroMMMyHHOE HEPBHO-
MBIIIEYHOE 3a00JIeBaHKHE, KIMHUYCCKU XapaKTepPHU3YIOIIeecs MaTOJIOTHYECKON ClaboCThio U
YTOMJIIEMOCTBIO POU3BOJIBHON MYCKYJIATYPhI, U CBSI3AHHOE C IOBPEXKIECHUEM alleTHIIXOJIUHOBBIX
PELenTOPOB MOCTCHHANTUYECKOH MEMOpPaHBI MOMEPEYHO-TIOJIOCATHIX MBI CIICHH(PHIECKUMU
KOMILJIEMEHT(PUKCUPYIOIIMMM ~ aHTUTeNaMu. B HacTosiee Bpemsi  pacnpoCTpaHEHHOCTh

3aboiieBanns cocrasisaeT 10 yenosek Ha 100 000 HaceneHus.

Muacrenust - 3a0o0JieBaHHE OTHOCHUTEIBHO PEIKOEe, XOTS CYIIECTBYET JOCTaTOYHO
OCHOBAHHUH CUMTATh, YTO HAOIIOJAIOT €ro 3HAYMTEIBHO Yalle, YeM cuuTaiu paHnee. Haumboiee
MPeIpacIioyioKeHbl K 5 3aboneBanmio juma ¢ ¢enoruniom HLA-B3, HLA-B8, HLA-DWa3.
Pacnpoctpanennocte Mmuactenuu cocrasiser 0,5 — 5 ciydaeB Ha 100 ThIC. HaceneHus, OJHAKO B
HACTOSIIIEE BPEeMs UMEETCS TCHJCHIIUS K YBEIMUYCHHUIO YHcia OOJNBHBIX M cocTaBisieT 10 — 24
ciydast Ha 100 ThIC. HaceneHus1. MuacTeHuUsI MOKET AeOIOTHPOBATH B JIFOOOM BO3pacTe, HAYMHAs C
paHHero AetrcTBa (Jamie y JCBOYEK M B TOJPOCTKOBOM BO3pAcTe) W 3aKaHUMBAs TIIyOOKOM
crapocTtbio. Jletn u moapoctku 10 17 et coctaBistor 9-15% GonpHBIX MUacTeHuen. B nerckom
BO3pacTe dalle BCTpedaeTcs [oBeHWIbHas (opma muactenuu. [IpubmmsurtensHo y 5-20%
MJia/ieH1eB (10 JaHHBIM Pa3HbIX UCTOYHUKOB), POXKACHHBIX OOJHHBIMH MUACTCHHEW MaTepAMH,
pa3BUBaETCs TpaH3UTOpHAs HeoHaTanbHass muacteHus (THM), oOycrnoBieHHas mepeHoCoOM uepes
IUTAlleHTapHBIA Oapbep aHTUTEN K aleTHIXOIuHOBBIM perientopam (AXP) ot marepu. Haubosnee
BBICOKas 3a00JIEBAEMOCTh OTMEYAETCS B 2-X BO3pacCTHBIX KaTeropusx: 20-40 net (B 3TOT mepuo.a
yaiie OOJICIOT KEHIIMHBI) U 65-75 jer (B 3TOT MepHOJ MYXKYHUHBI U >KCHIIUHBI MMOPAXKAIOTCS
oarHaKOBO 4acTo). CpemHuil Bo3pacT Havaja 00JIe3HN y KSHIIHMH - 26 JeT, y MyX4uH - 31 ro.

CooTHoIIeHNE MYXKYHWH W KCHIIWH CPpEan 3a00J€eBIIKX cocTaBisgeT 1:3.

Il. ITaTromopdoaorus

[Io cOBpeMEHHBIM MpPENCTaBICHUSIM, OCHOBOM IAaTOr€HE3a MHACTEHUM SABIISAETCS
ayTOMMMYHHAasl pEaKllis, BbI3BaHHAs CBSI3bIBAHMEM AHTHTEJIAMH ALlETUIXOJMHOBBIX PELIENITOPOB
(AXP) mnocTcHMHanTHYeCKMX MeMOpaH MONEepeYHO-ToI0caToil Myckynarypsl. Yucio 3THX
PELENTOPOB 3HAYUTEIBLHO CHIYKEHO 01 BO3/IEHCTBUEM dTUX ayTOAHTUTEN. B HEKOTOPBIX ciydasx
IpU ayTOMMMYHHOHM MuacteHuu rpasuc (MI') He BbisBistorcs antutena (AT) k AXP, u Takas
dopma TmomyuuIa Ha3BaHHME cepoHeraTMBHOW wmwuacteHuu TpaBuc (CH-MI). Tepmun
«CEpOHEraTUBHASA ABJISIETCS HETOUHBIM 10 OTHOILIEHUIO K IPYIIE MAllUEHTOB, BKIOYAs JIETEH,
umeromux AT knacca IgG k mpledHoit crienuduyeckoit perentopHoii TuposuHkuHaze (MyCK).
Ota ¢opma nomyunna HazBanue MyCK-MI'. XoTs mosydeHsl yOeTuTeNnbHBIE J0Ka3aTeNIbCTBA
natoreHHocth AXP AT, mnarorenernueckas ponb MyCK AT ocraerca HesicHOW. Moryt

BBIABIATHCS U Apyrue AT, poJib KOTOPBIX HE YCTAHOBJIEHA, B TOM YHUCJIE K TATHHY, PUAHOJUHOBBIM



peuentopaM M BHYTpUKIETOYHOMY AXP-cBsi3aHHOMY NIpOTEMHY parcuHy. MexaHusM,
3amyckarouui BeIpaboTky AT, ocraeTcst Hen3BecTHbBIM. Ha posib BUIIOUKOBOM JK€JI€3bl YKa3bIBAET
coueranue AXP u numMpouTHON TUIEPIIA3UMM OIYXOJIeH TUMYyca, a Takke 3(PPEKTHUBHOCTDH
tuMdktomun. [Ipu MyCK-MI' eciu M BBISBISAIOTCS, TO JIMIIb HEOOJBIIME THCTOJIOTHYECKUE
U3MeHeHus TuMyca. Ha Hanuuume TeHeTHYecKOd NIpeapacloioKEHHOCTH — YKa3blBaeT
OTHOCHTEIIFHO YacTO HaONIoMaromuecss KIMHUYECKHe W 3iekrpomuorpaduueckue (OMI)
CUMITOMBI Y POJICTBEHHUKOB 0OJIBHOIO U YaCTO BCTPEUAIOIINECS OTJCNIbHbBIE IPYIIIbl AHTUTCHOB
TJIaBHOTO KOMIUIEKCa TKaHeBoW coBMectumoctu denoBeka (HLA). Otmeuaercsi coueraHue c
JIPYTMMH ayTOMMMYHHBIMH pPacCTpONCTBAMH, OCOOEHHO C MAaTOJIOTHEN IIUTOBUIHOMN >KEJe3bl

(Tumep- WM rTUNOTHUPEO3), PEBMATOMIHBIM apTPUTOM, KPACHOI BOJTYAHKON U 1Ha0ETOM.

. Knuanuyeckue nposiBjieHUs

JInsi MMAacTeHHHM TUIMYHO XPOHWYECKOE TEUCHHUE C TEPUOJUYECKUMU OOOCTPEHHSIMU H
PEMHUCCHUSIMU U BO3MOXKHBIM Pa3BUTHEM TSDKEIBIX COCTOSIHHM, Ha3bIBAaGMBIX KpU3aMmH. Bemymuii
KJIIMHUYECKUI CUMIITOM — CJ1a00CTh M MATOJIOTMYECKasi MBIIIEYHAs yTOMIIIEMOCTh, YCUITUBAIOIIIASICS
Ha (¢oHe (U3MUECKHX HArpy30K M YMEHbIIAIOWIAsACAd TOcie OTAblXa WM IHpuéma
AHTHXOJIMHACTEPA3HBIX MIPENapaToB

CymiecTByeT HECKOJIBKO Kiaccuukanuii muacteHnn. Hambosee pacmnpocTpaHeHa B MUPE
knaccudukanus mo Occepmany (mpuHsATa Kak MexayHapoaHas B 1959r. B Jloc-Amxkenece,
Moaupunmposana B 1971r. Occepmanom u JIDKEHKUHBIM).

['enepanu3oBaHHas MUACTEHUS:
e MuacTeHHUsT HOBOPOKICHHBIX
e BpoxaeHHas MHaCTCHUS
e JloOpokadecTBeHHas ¢ OPTATBMONIAPE30M HIIM OPTAITBMOILICTHEH
o CewmeliHas AeTCKast
e IOHomIeckass MUaCTCHUS

I'ma3Hast MuacTeHus:

e [Onomeckas
e Bspocnas

B.C. JIo63unbiM B 1960r. npeanoxeHa kiaaccuuKays MUACTEHUH 110 TEYSCHUIO AaTOJIOTUYECKOTO
npouecca:

1 — octpoe Hawano ¢ OBICTPBIM Pa3BUTHEM CHMIITOMOKOMILJIEKCA M B JallbHEHIIEM MeEIJICHHOE
IIPOrpPECCUPOBAHHUE,

2 — ocTpoe Hauaio, OoJsiee JyuTensHOE (0T 3 MecsieB 10 | roaa) pa3BUTHE CUHIPOMA, TEUEHHUE C
peMHCCUSIMH, HO HEYKJIOHHBIM porpeccupoBaHue,
3 — IOCTENEeHHOE HAavaj0, MEIJICHHOE pa3BUTHE HA MPOTSHKEHUHM HECKOJIBKUX JIET U MOCIIEAYIOIee
ME/JIEHHO IIPOrpeccUpyloliee TE4YEHHUE,



4 — HayaJyo ¢ OrpaHMYEHHOMN T'PYIIIBI MBILIL U MEUIEHHOE ITPOrPECCHPOBAHNE.

B 1965 r. AT. Ilanosev, JI.B. osrenem u B.C. JloO63uHBIM pa3paboTaHa KiaccH(pUKanus
MHUACTCHUU [0 JIOKAJIU3AIMK IaTOJIOTUYECKOro IpoIecca C Y4eTOM HAPYIICHUS BHUTAIbHBIX
GbyHKIMH (HapyIIeHUeM JbIXaHUsl U CEPICYHON eI TeTbHOCTH):

1 - renepanuzoBaHHas:

a) 0e3 HapyIIeHUs] BUTAJIBHBIX (DYHKIINH,

0) c HapyIIEHUEM JBIXaHUS U CEPICYHOH NIEATETHbHOCTH;

2 - JIOKaNbHAS:

a) nmieBast opma (riazHas, TIIOTOYHO-JIUIIEBas),

0) ckeneTHO-MbIIeYHast hopMma: 6e3 HapyIICHHS BIXaHUS ¥ C HAPYIICHUEM JIbIXaHHs.

Hawnbonee ymoOna misi mpakTHYeCcKOro Bpaya Kiaccudukarus, npeioxkenHas B 1965 r. b.M.
I'extom. B Hell yuuTbiBaeTcs Xapakrep TeueHHUs 3a00JIeBaHMS, CTENEHb TI'€HepaIu3aliu
MHACTEHUYECKOT0 MpoLecca, TSKECTh ABUTaTeIbHBIX PACCTPOMCTB U CTENEHb UX KOMIIEHCAIIMH Ha
(oHEe MHTHOMTOPOB aleTWIXOJUHACTEpa3bl (AXD), YTO MOMOraeT JOCTATOYHO IMOJIHO M TOYHO
chopMyIMpOBaTh AUATHO3.

[To xapakrepy TeyeHuUs:

1. MuacteHu4eckue SMH30/bl (OJHOKPATHBIA WM PEMUTTHPYIOIIEEC TEUYECHUE) — MPEXOSIIne
JIBUTaTeNIbHbIC HAPYIIEHUS C MOJHBIM perpeccom (10-12%).

2.  MnuacteHuueckue  COCTOSHMSL  (T.e.  CTallMOHApHOE  TeueHue) —  CTalloHapHas
Henporpeccupyoiias popma B Tedenue MHOrux jieT (13%).

3. [Iporpeccupyoliee Te4eHnEe — HEYKJIOHHOE MporpeccupoBanue 3aboneBanus (50-48%).

4. 3nokauecTBeHHas (hopMa — OCTPOE HAYANIO U OBICTPOE HApACTAHUE HAPYIICHUS ()YHKIIUU MBIIIIIL
(25%). @opMbI IepexoasT IAPYTr B ApyTa.

I1o nokammuzanuu:

— JIOKaJIbHBIC (OFpaHI/I‘ICHHHe) MpoUeCCChI: TJIa3HBIC, 6y.]'IL6apHI>IC, JIMOCBBIC, KPaHUAJIbHBIC,
TYJIOBHUIIHBIC,

— T'CHCPAIIN30BAHHBIC MMpOoHCCChI: T'CHCPAJIN30BAHHBIC 0e3 6y.]'II>6apHI>IX HapymeHI/Iﬁ,
TCHCPAJIM30BAHHBIC U I'CHCPAJIN30BAHHBIC C HAPYIICHUCM JIbIXaHUA.

[1o creneHu TsKECTH ABUTATEIBHBIX PACCTPOMCTB:
- JIeTKas

- CPEIAHEN TSKECTH

- TSDKenas

[lo cremeHu  KOMIIEHCAllMW  JBUTATENbHBIX  HApylmieHWd Ha  (HOoHE  HHTHOMTOPOB
areTHIXoauHAcTepas3sl (AXD):

- TIOJIHAA,

- IOCTaTOYHAs,



- HeJloCcTaToYHas (TU10Xast).

Knuanueckass KapTMHa MHACTEHMM pPa3HOOOpa3Ha M MOXET BKIIOYaTh B cedd
IJ1a30/IBUTaTeIbHbIE, OynbOapHble HapylieHHs, CIaboCTh IKEBATENbHBIX, OSKCTPAOKYISIPHBIX,
MUMHUYECKUX, JbIXaTEJIbHBIX MBI, CJA00CTh MBI II€H, TYJIOBHUIIA U KOHEYHOCTEH.
PacnipocTpaHeHHOCTh MAaTOJOIMUYECKOI0 IpolLecca Ha pas3IMyHble TPYIIbI MBI MOXET ObITh
BECbMa BapruadesIbHOM: OT OJJHOCTOPOHHETO NITO3a JI0 BOBJICUEHUS TPAKTUUECKH BCEX ITPOU3BOJIBHBIX

MBIIIII.

3a0osieBaHME yallle HAYWHAETCS C IVIa3HBIX CUMNTOMOB (MT03, auruionus). OcoOeHHOCThIO
SBJISIETCSA IMHAMUYHOCTh CUMIITOMOB: YTPOM IITO3 MOXKET ObITh MEHbIIIE, Y€M BEUYEPOM, ABOCHUE
MEHSETCSl TI0 BBIPAKEHHOCTU. 3aTeM dallle MPUCOEINHSAETCS C1aboCTh MPOKCUMAJIBHBIX OTIENIOB
MBI KOHEYHOCTEW (TPYAHO MOIHATHCS MO JIECTHUIE, MOJHATHCS CO CTyJa, MOJHUMATh PYKH
BBepx). [Ipu 3TOM Ha QoHe Pusznueckoil Harpy3ku caadboCcTh OTYETINBO HAPACTAET BO BCEX TPYIIAX
MbIIL (Tocie mpoOsl ¢ 10 npucenanusMu cnaboCTh YBETUYUBACTCS HE TOJIBKO B MBIIIIIAX HOT, HO U
PYK, YCUJIUBAETCS NTO3).

Moryt npucoenuHsaTbes Oyab0apHble HapylieHus (Ha (oHe ATUTENBHOTO Pa3sroBopa UM BO
BpeMsi IpuéMa NHILK TOJIOC MPUOOpETaeT THyCaBbli OTTEHOK, MOSBISETCS IU3APTPHUS, TPYIHO
BeiroBapuBaTh «Py», «ll», «Cx». Ilocne oTapixa 5Th siBaeHUs mnpoxonsar). lamee OympOapHbIe
HapYIIEHUs] MOTYT CTaTh 00Jiee BRIPAKEHHBIMU (MIOSBIISETCS HapyLIEHUE III0TaHus, TIONEPXUBaHUS,
MOTaJaHKe )KUJIKON THILU B HOC).

[ITo3 y GOJIBHBIX MHACTEHUEH XapaKTepU3yeTCs aCHMMETPHUEH, MOXKET HaOII0JaThCSA TO C
OJHOM, TO C JIPyrol CTOPOHBI B Pa3HbIC IMEPUOJbI BPEMEHU U COMPOBOXKIATHCS PETPAKIIUEH
MIPOTUBOMOJIOKHOTO BEPXHEIr0 BeKa, YCUJIMBAETCS MpH (UKCAIMU B30pa U JBUKEHUSIX TINIa3HBIMU
s10JI0KaMH B CTOPOHBI.

['mazonBurarenbHble HAPYIIEHUS! ACHMMETPUYHBI, HE YKIIabIBAIOTCs B 30HY nHHepBauu 111,
IV, VI nap yepenHo-MO3roBbIX HEPBOB. XapaKTEPEH TaK HA3bIBAEMbI MBIIICYHBIA HUCTATMOU]T —
OTKJIOHEHHUE TJIa3HBIX SIOJIOK B KpallHUX OTBEIEHUSX MpH (UKCAIMU B30pa C BO3BpAlllEHHEM Ha
MecTo. J{uIionus npu MUaCTeHUH YCUIIMBAETCS IIPU 3pUTEIHHON U GU3UYECKOM Harpy3Kke, Ha ApKOM
CBETY, BO BTOPOil MOJIOBUHE JTHS, O0Jiee BhIpayKeHa MpHU B3TJIsie BAAIH (JIBa OJMHAKOBBIX MPEAMETa
Ha yIule, pa3BOCHHE JIOPOTH, CTYIEHEK, JIBa TeNEeBU30pa, U T.1.). C1abocTh jkeBaTEIbHBIX MBIIII]
MPOSIBIIIETCS. B BUJIE YTOMJICHHS MIPU JKEBAHHUU, HHOT/IA JI0 OTBUCAHMSI HIDKHEW YeTIOCTH, O0JIbHbBIE
BO BpeMsl €]Ibl MOAJIEPIKUBAIOT YENIOCTh U IOMOTAIOT cebe MpH )KeBaHUH PYKOH.

Mumnueckast cabocTh 0oJiee BbIpakeHa B BEpXHEW MOJOBUHE JIMIIA — KPYTOBBIX MBIIII] IJ1a3,
YCUJIMBAETCSl TpPH TOBTOPHOM 3aKMYPUBAHHHU, BO3MOXKEH JsaroraibM. OTMeuaercs Takke
3aTpy/AHEHHE MTPHU HAJAyBaHUU €K, YIbIOKa «PBIYaHHS», PEXKE — «IIONEpedHas yablOKa BCIIEACTBUE
cJ1ab0CTH KPYroBOM MBIIIIBI PTa.

CnabocTh MBI KOHEYHOCTEH MOXKET OBITh «M30JIUPOBAaHHOMN (T.€. 0€3 IpyruX CUMITOMOB
MHUACTEHUH) — TaK Ha3blBaeMas TYJIOBHUIIHO-KOHEUYHOCTHAas (opma, a TakkKe COYeTaThCs CO
cJ1a00CTHIO TPOU3BOJILHON MYCKYJIaTyphl APYroi TOKaTU3auy. TUITMYHBI 17151 MUACTEHUH CIIab0CTh
MPOKCUMAJIBHBIX MBIIII] KOHEUYHOCTEH, MpeobiasaHue cinabocTu pasrudareneid Haj crudaTensiMu
(HampuMep, TpexXriaBoW Haj JABYIJaBOW MBIIIIEH IUie4a), YCHJIEHHE CIabOCTH NpH Harpyske
(HEBO3MOKHOCTh BOMTH B TPAHCIOPT Mocje ObICTPON XOJIpObI WM Oera, MajgeHue MpH IOIbITKE
noiitu ObicTpee, MOABEME IO JIECTHUIE, MpH paboTe Ha NpUycageOHOM ydacTKe U T.IL.),
CYIIECTBEHHOE YMEHbIIIEHHE C1a00CTH YTPOM U TIOCIIE OTIBIXA.



Hauboniee mopaxkaemble MBIIICUHBIE TPYNINBI: ACIBTOBUAHAS MBIIINA, TPEXTaBasl MBIIIIA
Iieya, IO/B3/IOIIHO-NOSCHUYHAS MBIIIIA, HO BO3MOXXHO TaKXe IOSBICHHE CIIa0OCTH TOCie
Harpy3ku (WIK YCUJICHHE €€) B IPYTUX MBIIICYHBIX IPYIIAX: pa3rudaTensx KUCTEH U CTOI, pexe —
B JIBYIJIaBbIX MBIIIIAX [1JIe4a, YEThIPEXIJIaBbIX MBILIIAX O€pa, MEJIKUX MBIIIIAX KUCTEH, T.€. MOKET
MOpaXaTbCsl MPAKTUYECKH BCA IPOU3BOJIbHAS MYCKyjlarypa KoHeyHocTed. CinabocTh MBI
TYJIOBUILIA U IEH YAl BCTPEYAETCs Y OOJIbHBIX MOKUIIOTO BO3PACTA U BBIPAXKAETCS B COTHYTOM 03¢
3a cueT c1ab0CTU MBIIII] CIIMHBI, CBUCAIOIIEH TOJIOBE 3a cUeT cab0CTH 3aJHEH IPYIIBI MBIIII] IICH.
Hannyme c1aboctu MBI IEH Jake B OTCYTCTBUH Oyap0apHOTO CHHAPOMA JIOJDKHO HACTOPOKHUTH
Bpaya, Tak KaKk 4acTo CJEIOM 3a 3TUM CHUMITOMOM pa3BUBAIOTCSA OyiabOapHbIE U JbIXaTENbHBIE
HapyILIEHHUs.

HBIX&TGJ'II)HBIG paCCTpOﬁCTBa npu MHUACTCHUU CBA3aHbBI C HCECKOJbKHMMU MPpHYMHAMU:
ociiabjeHueM MexXpeOepHO MYCKynaTypel, nuadparmbl, pexe ¢ 3amaJeHHeM HaJAropTaHHUKA

BCJIE/ICTBHE OCJIA0JIEHUS MBILII] TOPTAaHU.

Pecniuparopubie HapyiieHuss y OOJBHBIX MHACTEHUEH XapaKTepU3yITCS 3aTpylIHEHUEM
BJIOXa, OCJIA0JIEHHMEM KallJIeBOIO TOJYKA, CKOIUIEHHEM TyCTOW, BA3KOW CIIIOHBI, KOTOPYIO

HCBO3MOXXHO CIUIFOHYTH M, KaK IIpaBUJI0, HCBO3MOXXHO ITPOTJIOTUTE.

Buesannble HapyeHUs! BUTAIBHBIX (QYHKIIMA, Ha3bIBaeMble Kpu3aMu, Ha0OmoaaoT y 10-15%
nanueHToB. Kpussl npu MuacTeHUH ObIBAIOT MHACTEHUYECKHE, XOJIMHEPTUYECKUEe U CMEUIaHHbIE.
MuacTteHnyeckue Kpu3bl BO3HUKAIOT ITpU HepocTaTouHoM JeueHun AXOI1. XonmHeprudyeckuii Kpus
pasBuBaercs npu nepeao3upoke AXIII. CmermaHHbIi KpU3 B KIMHAYECKOW MTPaKTUKE HAOII0Iat0T
yaiie BCero.

B knaMHHMYECKOM TEYEHHMH CMEIIAHHBIX KPU30B BBIICIAIOT 2 (a3bl — MHACTEHUYECKas U
XOJIMHEPrU4ecKasi, KOTOPbIE XapaKTEPU3YIOTCA KIMHUYECKUMU MPOSBICHUAMU COOTBETCTBYIOIINX
Kpu30B. HeoOXoauMO OTMETUTh, YTO JAJIEKO HE BCE KPAaTKOBPEMEHHBIE SIU30/lbl M3MEHEHUs
COCTOSIHUSL CIIEAYeT paccMaTpuBaTh KaK KpU3, B CBSI3M C YEM YMECTHO JOIOJHUTH BBILIC
IIPUBEACHHOE  OMNPEACICHUE  CIECAYIOIUM YTOYHEHHUEM: IIO0J MMACTEHUYECKHMM  KPHU30M
M0JIpa3yMeBAETCsl COCTOSIHME OOJBHOTO C MHACTeHUeH, TpeOymollee MHTyOalMM MalueHTa
BCJIEICTBHUE IbIXAaTEIbHBIX HapymeHuil. [Ipn MMacTeHN4eCKOM KpHU3€e )KU3HEHHAsi EMKOCTb JIETKUX
nazaet 10 1 1 u MeHsbIe. B aToM ciydae nanueHTsl Hy)KJaroTcs B CPOYHOM TOCIUTAIN3aLUH B OJIOK
UHTCHCUBHOW Tepanuu [uii HaONIONEHMs, NpPOBEAEHUsS yPreHTHOM Tepamnuu, BKIIOYas
HCKYCCTBEHHYIO BeHTUsIuIo jterkux (MBJI).

IV. Inarnoctuka u auddepeHunaibHasi IMArHOCTHKA

B nonp3y MUacTeHUM CBUACTENIHCTBYIOT:

— BBIPAXXCHHBIC KOJICOAHHMSI CUMIITOMATHKH B TCUCHUE CYTOK U U30 JHA B ICHD,

— HapacTaHHe CUMITOMAaTHKH Ha (oHe Pu3nueckoi Harpy3ku (Harmpumep, ycuiieHHe Tucgarui Bo
BpeMsl efbl, a TUCOHUU — BO BpeMms Oecelpl — (PEHOMEH MaTOJIOTUYECKOM yTOMIIIEMOCTH) U
reHepau3alys MbIILIEeYHOH cabocTu (HanpuMep, MOBTOPHbBIE CKUMAHUS U Pa3KUMaHUs KHCTEH
BBI3BIBAIOT CJ1A00CTH HE TOJIHKO MBIIII IPEANJICUnii, HO M HapacTaHue NTo3a = heHoOMeH Y OoIKep);

YMCHBIICHUC BBIPAKCHHOCTU ¢1a00CTH TIOCIIC OTAbIXa.



— M30MPaTEeNIbHOCTD BOBJICYCHHUS MBIIIII (CrHOATEIH MICH YacTO OKa3bIBAKOTCS 00Jiee CIaObIMK, YeM
pasrubaren, a Ha pyKax ciiabocTh 0oJiee BRIpaKeHa B pa3ru0aTensx mperiedbs), YT0 MO3BOIISIET

OTJIMYNTHh MUACTCHUIO OT ACTCHUU WNJIK UCTCPHUHU,

— COXpaHHOCTb CYXOJKHJIbHBIX pe(bJIGKCOB, OTCYTCTBUC HapymeHI/Iﬁ YYBCTBUTCIIbHOCTHU, TAa30BbIX

paccTpoilcTB U aMUOTPOPHil.

Jis  oObekTHBM3aIMK (EHOMEHA TATOJIOTHYECKONW MBIIICYHOW YTOMIISIEMOCTH HCIIOJIB3YIOTCS

CrelHabHbIE TPOOBI.

Heo0x0amMo monpoCcuTh OOIBHOTO:

— OBICTPO OTKPBIBATh U 3aKPBIBATh POT (y 310poBoro 1o 100 nemwxkennii 3a 30 cex.);

— JIe)Ka Ha CIIMHE MPHITOAHSTH TOJIOBY U B TeUeHUE | MUHYTBI CMOTPETh Ha CBOU KHMBOT;
— TIOCTOSTH C BBITSIHYTHIMH PYKaMH 3 MUHYTHI;

— caenath 15-20 riryOoKuX mpuceaaHmii;

— naTorHoMoHHnYeH (eHoMeH M. Yoiikep: MOBTOPHBIE CXKUMAHUS M pa3KUMaHUs KUCTEH BBI3BIBAIOT

¢71a00CTh HE TOJIBKO MBIIII] npez[nnetmﬁ, HO 1 HapaCTaHHE IITO3Aa.

1. ®apmaxkosiornyeckuii Tect — 1mpoda ¢ BBEACHUEM aHTUXOJMHACTEPA3HBIX MPENapaToB.
Hcnonw3yror HeocTurmMuHa MeTuicyabdar (mpu macce Tena manuerTa 50-60 kr — 1,5 mur; 60-80 xr —
2 mi; 80-100 kr — 2,5 mi1 0,05 % pactBopa) wi NUpUIOCTUTMUHA OpoMu (TIpU Macce Tela MaueHTa
50-60 xr — 10 mr; 60-80 kr — 20 mr; 80-100 xr — 30 mr). V ngereil 103a yKa3aHHBIX IpenapaToB
cocrtainseT 1,0 Mt uinu 5 Mr cootBeTCTBEHHO. OLIEHKY pe3yJIbTaTOB TECTA MPOBOAT B UHTEPBAJE OT
40 muH 10 1,5 4 nocne BBeaeHus npenapara. [Ipu mosiHoN ¥ HEMOJHON KOMIIEHCALIMU IBUTaTEIbHbBIX
HapylieHuil (yBeTUYEHHUE MBIIIEYHOW CHIIbI) MPOOy CYUTAIOT MO3UTUBHOW, MPU YAaCTUYHOU —

COMHHTCHLHOﬁ, Ipu OTCYTCTBHUH PCAKIIUU — HETaTHUBHOM.

2. UHcTpyMeHTa/IbHBbIe HcciaenoBaHusi OIMH M3 OCHOBHBIX KpPUTEPHEB JUATHOCTUKU
MUAaCTEHUM —  HApYyUICHHWE HEPBHOMBILIEYHOM  MEpeAayd, BBIABISIEMOE  IOCPEICTBOM
anekTpoMuorpaduu.  DIeKTpoMHOrpapruecKoe HCCIIeOBaHUE HEPBHO-MBILICUYHOW Mepeaayu
(1leKpeMeHTTeCT) MPOBOAUTCS BCEM MAIUEHTaM C MT0J03PEHNEM Ha MUACTEHUIO: TPOBOIUTCS OLIEHKA
aMIUTUTYAbl HeraTMBHOHM (a3sl M-oTBeTa (CyMMapHOIrO MOTEHIMajga JEHCTBHs, BO3HHKAIOIEro B
MBIIIIE TpPU MEKTPUUECKOM pa3apaXeHUH e€ NBUTaTelIbHOIO HEpBa), BEJIMUYMHBI JICKPEMEHTa —
YMEHBIICHUSI aMIUIUTYAbl TATOro M-0TBeTa MO OTHOIIEHHIO K TepBOMY (B MpOLEHTaX) MpHU
HU3KOYaCTOTHOH (3 uMII/C) HeNpsAMOH CynpaMakCUMalIbHON cTUMYIsinuu m. deltoideus n BenruuHbI
MOCTAaKTUBAIIMOHHOTO OOJIerYeHusi — YBEJIWYEHHMS aMIUIMTYAbl TiepBoro M-oTBeTa mocie
MaKCHMaJIbHOTO TPOU3BOJBHOIO ycwinsg B TedeHHe 30 ¢ 1o OTHOLIEHHMIO K IepBoMy M-oTBeTy

KOHTPOJIFHON CEepHUU MPHU CTUMYJSIMH MBIIIIB yacToTol 3 umr/c (B mpoueHTax). MccnenoBanue



MOKa3bIBAET CHIDKEHUE (IEKPEMEHT) aMIUTUTYy Ibl M-oTBeTa 6osiee yem Ha 10%.

3. JlaGopaTopHasi AMArHOCTMKA — HMMMYHOJIOTMYECKHE HCCIEIOBaHUs (MCCIEI0BAaHHE
CBIBOPOTKH KPOBU Ha YPOBEHb ayTOAHTHTEN). Y BCeX OOJBHBIX MHACTEHHEW HEOOXOAMMO MPOBEICHUE
WCCIICIOBAaHUSI CHIBOPOTKM KPOBHM HA YPOBEHb AYTOAHTHTENI K MBIIICYHOMY AaleTHIXOJIHHOBOMY
perenitopy (Acetylcholine Receptor Antibody, ACHR antibody), KoTopelii cUHWTaeTCs OIHUM U3
OCHOBHBIX KPHUTEPHEB JMAarHOCTUKH 3abosieBaHus. BakHOe 3HAaYeHHWE WMEET JWHAMHKA JTOTO
MoKa3aTesst sl OIEHKH d(P(PEKTHBHOCTH ITATOTEHETUIECKON Tepanuu. M3yueHre ypoBHS ayTOaHTUTEN
K TUTHH-0enKy (anti-titin-antibody) Hanbosiee mokazaTenbHO Y OOJIBHBIX MHUACTEHUEH, COUCTAIOIICHCS C
TUMOMOM (TIOBBIIIEHHE 3TOTO MOKa3aTess OTMEeUeHO B 78% ciiydaeB), a Takke y OOJBHBIX C MO3IHUM
HayaJioM MuacTeHuu 0e3 TuMoMmbl (84%). Ilpum MuacTeHWH, COUYETAIOIMICHCS C TUMOMOMW, Ba)KHBIM
MOKa3aTelieM  CUUTAIOT  YBEIIMYCHHWE  YPOBHA  aHTUTEN K  PHAHOAWHOBBEIM  pEIENTOpam
CapKOTUIa3MaTUUECKOTO PETUKYTyMa (BBIABISAIOT B 35% cilydaeB), CBUACTEIBCTBYIOMICE O THKEIOM
TedyeHUH 3aboseBaHMs. AyYTOaHTUTENa K MbllleyHo-crienuduueckoit THpo3uHkuHaze (MUSK)

obHapyxuBatoT y 40-50% O0NIBHBIX C CEpOHETaTUBHON MUACTEHUEH.

4. JlyuyeBble METO/bI. HUccnenosanue BHJIOYKOBOU JKeJIe3bl (KT, MPT,
HeBMoMeanaTeHorpadus, peHrrenorpadus). OOHapy)KeHHE THMOMBI, THIEPIUIa3UN WM, PEXe,
aTpouu BHIIOYKOBOM >KeJe3bl MOATBEPKAACT 3aMHTEPECOBAHHOCTh MATOJIOTHYECKOTO TMpoIiecca B
MaTOJIOTUU BUJIOYKOBOM JKEJe3bl M YCHJIMBAET IOKa3aHUs K OMNEepaTUBHOMY JiedeHHto. OmHako
cleyeT TOMHHUTB, YTO TOMOTpadus MEepemHero CpeAOCTeHHs] HE IMOJHOCTBIO peliaeT BOIPOC O
coctossHUM TuMyca. OOHapy)KEHHE 30HBI IMOBBIIMICHHONW IIOTHOCTH €IIl€ HE CBUICTEIBCTBYIOT O
TUMOME WJIM TUIEPIUIa3UM TUMYyca. Y 3J0POBBIX JIIOJEH, HE CTPAJAIOIIMX MHUACTCHHEH WM HE
MMEIOIINX THMOMBI IIPH TOMOTPaprueCKOM MCCIICIOBAHUN YaCTO BBISIBISICTCS <OKUPOBAs MOIYIITKAY,
HAaIlOMUHAIOIIAsi KOHTYPbl THMOMBI. Y BEIMYEHHE BUIOYKOBOM kene3bl 1o JaHHbiM KT nin MPT nHe

ABJIACTCA KpUTCPUCM JHAI'HOCTUKHU MHUACTCHUMU.

I[nq)(bepeﬂunanbﬂaﬂ AHATHOCTHKA MHUACTCHHU IIPOBOAUTCA C HECKOJBKHMH TpylIiaMu

3a00JI€BaHUN:

1. IMpu Hapymenun (YHKIMH HapYXHBIX MBI [Jla3a — C MPOTPECCUPYIOUIEH HaIbsAepHOM

o TaabMOIUIErHeH, OKYyno(apuHTeaabHO I MBIILIEYHO N auctpouei, 9HIOKPUHHOU
odranbmMonaTueii, CIUHO- W OJMBOLEPEOEIUIIPHON JAEreHepalusMU, DPACCESIHHBIM CKIIEPO30M,
cunapomoM  @uiuepa, cuHapomMoM  Tosocel-XaHTa, MHUTOXOHIAPUAIBHBIMUA  LUTONATUAMU,
KOHI€HUTAJIbHBIMU MHACTEHUYECKUMMHU CUHApoMaMu U Ap. IIporpeccupyromas HagbsaepHas
oTanbMOIUIErus OTJIMYAaeTCsl OT MHACTEHHUM OTCYTCTBMEM IITO3a M CTOMKHM XapaKTepoM
OTpaHUYEHUs TNa3HbIX 070K, CrennduyeckuM MpU3HaKoM ABIsiETCS PEHOMEH «KYKOJBHBIX IiIa3».
BeisBnsrorcss  Takke NPU3HAKHM HEJOCTATOYHOCTH  (DYHKIMM SKCTpamupaMHIHOM CHCTEMBI.

MuacTeHnuecKuii CHHIPOM B BUJE CIa00OCTH M YTOMIIIEMOCTH MBIIII HEPEIKO UMEET MECTO MpH



PacCcesiHHOM CKJIEPO3€, OJTHAKO HAJIMYME MO3KEUKOBBIX U MUPAMUAHBIX CUMIITOMOB, BbIPa)KEHHOCTb
MATOJIOTMYECKUX Pe(IIEKCOB, MOPAKEHUE 3PUTEIBHOTO W JPYIMX YEPENHBIX HEPBOB, CHIDKCHHE
OpIOIIHBIX Pe(IIEeKCOB, Ta30BbIE, YYBCTBUTEIBHbBIE PACCTPONCTBA, CBOCOOPAa3HOE OTHOIICHUE K JKape
U XO0JIOAY, KOJeOJeMOCTb CHUMITOMOB, [aHHBIE JIONOJIHUTEJIBHBIX MCCIEA0BAHUN (Yy4acTKu
nemuenuuuzauuu Ha MPT, usmeHeHue Ha TJ1a3HOM JAHE W Jp.) AAOT BO3MOXKHOCTb HCKIHOUUTH

MHACTCHUIO.

2. Ilpu Hapymenun QYHKIHH 0yIb0apHBIX MBI U JIMITeBOM MyckyIaTypsl — ¢ OHMK, cTBOJIOBBIMHU

OMYXOJISIMU M SHIEPAIUTAMU, JJI1 KOTOPHIX TUIIMYHBI BbIPaKE€HHbIE OOIEMO3TOBbIE CUMIITOMBI, a
TaK)K€ OTCYTCTBME IWHAMUYHOCTH HApPYIIEHWM M peakuuu Ha BBEACHHUE aHTHUXOJIMHICTEPA3HbIX
npenapaToB. MlHOrja 3HaunTENbHBIE TPYAHOCTH BO3HUKAIOT NpU AU PepeHInanbHON 1MarHOCTUKE
MHAcTeHUH U O0KoBoro amuorpoduueckoro ckieposa (BAC), npu KOTOpOM B HEKOTOPBIX CIAydasiX
BO3MOXHBI HE TOJIbKO KJIMHUYECKHE CUMITOMbBI MUACTEHUH, HO 21 ¥ HapyIIeHHs] HEPBHO-MBILIEYHON
Iepeadyd M pPEeakUWH Ha BBEICHHE AaHTUXOJUHAICTEPA3HBIX IpenaparoB. B Takux ciaydasx
MPaBUJIBHBIN IMarHO3 MOKHO IOCTAaBUTh TOJBKO nocie npoBeaeHus OMI', Berssistoniet npu bAC
MPU3HAKK JICHEpBAllMM U PEMHHEpBAllMM, a TaKKe HaJluuue OOJBIIOr0 KOJIMYECTBA XapaKTEPHBIX

MOTEHITNAJIOB (haCIIUKYIISIITHH.

3. IIpu OpeuMylIeCTBEHHO CKEIETHOM ¢a00CTH — C Pa3IMYHBIMH MUOIIaTUAMH U MUOIIATUYCCKUMU

cuaapomamu, cuaapomoM [ mitena-bappe (CI'B), TokcnueckuMm MmopakeHHEM HEPBHO-MBIIIICYHON
nepefaun (Hampumep, AUGTEpUNHHON, MEIUKAMEHTO3HOM), OTpaBJIEHHM OOTYIMHOTOKCHHOM,
cuapomoM JlamGeprallToHa. [IpixaresnbHble PacCTpOMCTBA M KPU3bl NPH MHUACTEHUM CIEIYET
middepennnponars ¢ CI'b, 1 KoTOporo xapakrepHa apeduiekcus, HapylIeHne cocTaBa JMKBOpa,
OTCYTCTBME€  HApyLICHUH  HEPBHO-MBIIICYHOM  Iepejaud M PEakUuM Ha  BBEACHHE
aHTHUXOJIMHACTEepa3HbIX npenapaToB. Cina®oCTh MBI TYJIOBUINA M KOHEYHOCTEH Yy OOJIBHBIX
MuacteHueil aupdepeHIupyoT ¢ pa3IMyHBIME  (OpMaMU  BPOXKIEHHBIX M IPUOOPETEHHBIX
Muonatuil. MuonaTuyeckuil mpouecc, Kak IpaBUiIO, XapaKTEPU3YeTCs OTIIMYHBIM OT MUACTCHHH
XapaKkTepoOM pacHpeeseHHs ABUraTeIbHbIX PACCTPOMCTB: OTCYTCTBUEM (32 PEIKUM HCKIIOUEHHEM)
MIPU3HAKOB MOPAXKEHUS SIKCTPAOKYIIIPHON U OynbOapHON MYCKyNIaTyphl, JbIXaTeNIbHBIX HApYLICHUH;
qaiie COMPOBOXKJAETCS CHHKEHHEM MM OTCYTCTBHEM CYXOXHWIBHBIX PE(IEKCOB, pazIUuHON
CTENEHBbIO BBIPAKEHHOCTH MbIIIEYHbIX aTpoduu. KimHUYeckue CHMOTOMBI, HAlOMMHAIOIINE
MHUACTEHUIO0, BO3MOXKHBI ¥ IIPU APYrUX (hopMax HapylIeHHUs] HEPBHO-MBIILICYHOM Mepeiaun, TaKuX, KakK
cupom JlamOepra-Mrona u 6otynusm. [Ipuuém ecnu amst cunapoma Jlambepra-HiToHa He TUITHYHBI
SKCTPAOKYIApHBIE, Oyap0apHble U JAbIXaTeNbHbIE HAPYIIEHHUS, TO MIMEHHO OHU COCTaBIISIOT OCHOBHOE
KIMHUYECKoe sAapo Oorynu3ma. XapakTepHble s cuHzapoma JlambGepra-Mtona cmabocts H
YTOMJIIEMOCTB MBIIIIIL TYJIOBHUIIA U KOHEYHOCTEH MPHU OOTYIU3ME BBISBISIOT OTHOCHUTEIBHO PEIIKO.
st 06eux popm xapakTepHa rumno- uian apeduiekcus. Ihdext oT BBeIeHUS aHTUXOIMHICTEPA3HBIX

npenapatoB npu cuHapome JlamOepra-lIToHa MuUHUManbHBINA, a Mpu OOTYIU3ME OTCYTCTBYET.



Hapyienns HepBHO-MBIIEYHOM NIEPEIAYU XapaKTEPU3YIOTCs CHUPKEHUEM MCXOHOU aMILTUTY 16l M-
OTBETA U €€ CYLIECTBEHHBIM YBEJIMYEHUEM B IIPOLIECCE BBICOKOYACTOTHON CTUMYJIALIUU (MHKPEMEHT)
WM TIOCJIE MAKCHUMAJIbHOTO IPOU3BOJIBHOIO YCHIIHA. B LeaoM cienyer MoAYepKHYTh, YTO IVIABHOE
OTIIMYME MHACTEHHU OT APYruX (OpPM MATOJIOTUH — JUHAMUYHOCTH CUMITOMOB M TOJIOXKHUTEIbHAS
peakuusi Ha BBEACHUE aHTHXOJIMHACTEepa3HbIX mpemnaparoB. Ilo yreepxknenuto 3. II. Jlaiiceka,
«1:000T0 OOJIFHOTO € BapbHPYIOIIEH c1a00CThIO MBIIIL, 0COOEHHO, €CIIM OHA CBSI3aHA C TIOPaKCHUEM
MBI, WHHEPBUPYEMbIX UYEpPENHBIMM HEpPBAMM, M HE COIPOBOXKIACTCS  HapylIEHUEM
YyBCTBUTEIBHOCTH M DPEPIEKCOB, CIEAyeT paccMaTpuBaTh KaK MOTEHIHAIBHOTO OOJBHOIO
MUACTEeHUEN [0 Tex Mop, IOKa JAWar€Ho3 MHUACTEHUM He OyJeT OTBEpPrHyT BCEMHU JApPYTUMU

HUCCiIcJ10BaHUAMU

V. Jleuenue

JleyeHre MHACTEHUH MOXKHO pPa3[eUTh HAa CHUMITOMATHYECKOE M TMaTOTCHETHYECKOE.
[lepBoe HampaBieHO Ha YIydIlleHHE HEPBHO-MBIIICYHON TMepeaayd B CHHAITCE, BTOPOE — Ha
JUKBUJAIMIO ayTOUMMYHHOTO TIpOIIecca, JISXKAIIEeTro B OCHOBE MHACTCHHYECKUX HApyIIeHNH (KaK

KOHCEpPBATHBHBIM, TaK M ONEPATUBHBIM CIIOCOOAMU).
CymiecTByeT Takke HeMeIMKaMEHTO3HasT TepPaTIHs.

HewmenukamenTosHoe JiedyeHue BKJIIOYAET METO/IbI JKCTPAaKOPIOpaIbHON
MMMYHOKOppeKIHH (remocopOuus u miazmadepes). K HeMequkaMeHTO3HBIM METOJaM JICUEHUS
MO>KHO OTHECTH M TaMMa-Teparnuio Ha 006JacTh TuMyca. JlaHHBIA METO] IPUMEHSIOT Yy MallUEeHTOB,
KOTOPBIM B CHJTY T€X UJIU UHBIX OOCTOSTEIHCTB HEBO3MOYKHO MPOBECTH TUMAIKTOMHUIO, a TAKKE KaK
METO/i KOMILJIEKCHOM Tepanmuu Mocje yAaJeHUU TUMOMBI (OCOOCHHO B ciydasX MHQUIbTpaLUU
OMYXOJH B PACIOJIOKEHHBIE psAaoM opranbl). CyMMapHyIO 03y raMMma-o0iydeHus: moaOuparoT

uHauBUAyabHO (B cpeanem 40-60 ['peit).

I. CuMnToMaTHYecKasl Tepallus. yﬂy‘IH_II/ITL nepeaady B HCPBHO-MBIIICYHOM CHHAIICE

MOJKHO 3a CYUET YBEIMYEHMs KOJIMYECTBA ALETHIIXOJIMHA U YAJMHEHUS CpOKa ero npeObIBaHus B
CUHanTHYecKoM mienu. JlocTuraercss 3TO HAa3HAYEHUEM AHTUXOJIMHACTEPA3HBIX IPENAapaTOB
(AXD3II), koTopbIe OTHOCATCA K Oa3uCcHOM Tepanuu MuacteHH. OHU pa3pylaloT XOJIUHICTEpasy,
IPEMmATCTBYS pacnany aueTwixoiauHa. CranmaptHeix cxem JiedeHuss AXOIl He cymecTByer.
BaxHo mosoOpath onTUMaIbHBIN penapat U BeIpadOTaTh PEeXXKUM €ro MPUMEHEHUS (J03UPOBKY
U yactoTy mnpuema). OntumanbHOW sBiseTcss MuHUManbHas go03a AXDII, okasbiBaromias
MaKCUMaNbHBIN 3 PeKT 06e3 BhIpaKEHHBIX TOOOUHBIX peakiuil. J{ist onpeaeneHust CyTouHoM 1036l
HCHOJb3YIOT MMPO3EPHUHOBYIO U KAIMMUHOBYIO TpoObl. HaunHatoT jgeueHne ¢ caMoil Maoii 1036l
U 4acTOTHI (B 3aBUCHUMOCTHU OT JuiuTenbHOCTH JeiicTBus AXDII), mocTeneHHO yBenuunBas 103y

10 onTuManbHOM. 1 Tabnerka u 1 ammyna AXOII = 1 ctangapTHast 103a. MakcuManbHOE CYTOYHOE



kosmuecTtBO AXDII — 24 crangapTHBIX 103bl, OTHOKPATHO — 2 CTAaHAAPTHBIX JO3bI. 25

Heocmuemuna 6pomuo (Ilpozepun, npocmuemun) — AXDII1 ¢ INIATETBHOCTBIO ICHCTBHS 10
2-3 gacoB. B CBSI3M ¢ KOPOTKUM H CHJIBHBIM JCWCTBHEM WCIOJIB3YeTCS IS JTUArHOCTUKU
MHACTEHHH, KYIMUPOBAHUSA OCTPHIX CUTyallMi (MHBEKIMOHHAsh ¢opMa), peke — B KayecTBE
MOCTOSIHHOW Tepanuu (MHBEKIIMOHHAs ¥ TabnerupoBaHHas (opmbl). JleueOHas m0o3upoBKa

COOTBETCTBYET JUArHOCTHYECKOW. XOPOLIO IEHCTBYET HA KPAaHUAJIbHBIE U CKEJIETHBIE MBIIIIIBI.

Tupuoocmuemuna opomud (Karumun, mecmunon) — AXDII, Hambojee MIUPOKO
HCIO0JIb3YeMBbIH KaK B Halllel CTpaHe, Tak 1 3a pyoexoM. [ImuTenbHOCTh IeHCTBUS OT 4 /10 § 4acoB
(B cpennem 5-6 yacoB). HaunHaet neiicTBoBaTh 4epe3 60 MUHYT MOCIE ITpUEMa BHYTPb, TO3TOMY
MOCJeayIoNIas 103a npuHuMaeTcs 3a 30 MUHYT 10 OKOHYaHUs IeUCTBUS Npeapiaymeid. OCHOBHOM
npenapar i 0a3ucHOro JieueHus muacteHud. Hadampnas nosza 15-30 mr 3-4 pasza B JeHb,
MakcUMaibHasg MOXeT aocturarb 120 mr kaxaele 3 4vaca. [lanpHeilnee HapallMBaHHE 03bI
KIIMHUYEeCKoro »(Qexra He JaeT, HO 3HAYUTEIbHO YBEIMYMBAET KOJUYECTBO IMOOOYHBIX

s¢dekToB. bonee akTHBHO AeHCTBYET HAa KpaHUAbHBIE MBIIILIBI.

Ambenonus xnopuo (Oxcasun, mumenaza) — AXDII ¢ maurenpHOCTRIO aeiicTBus 5-10
yacoB W HavyayoM jaeictBus uepes 0,5-1,5 vaca mocnme mpuema BHYTpb. Ero ocoOGeHHOCTH —
MPEUMYILECTBEHHOE JIEHCTBHE HA MBIl TyJI0BHUINA. [lepBoHauanbHO NaeTcsi MUHUMAaJbHAS
71032, KOTOPYIO 3aT€M MOCTENEHHO YBEJIWYMBAIOT Ha | Mr 10 onTuMalibHOW. B Hacrtosiiee BpeMst

IIpHU MUACTCHUHU UCIIOJIB3YCTCA PEAKO.

Hetipomuoun (unudaxkpur) — o0OpaTUMBIi HHTHOMTOpP XOJMHAICTEPa3bl W OJOKATOP
KaJIMeBBIX KaHaoB. Jlo3upoBKa jaenutcs Ha 2-3 npuema. Jledenue kypcosoe (1-1,5 mecsia) Ha

¢done mpuema knaccuyeckux AXOII.

Hpenapambz Kajus yaydllarOT CHUHTE3 M OKCKPCHUIO allCTHIIXOJIMHA. OnTruMalnbHBIM
ABJIACTCA XJIOPUI KaJIMA B IIOPOIIKE 1O 1,0 r3 pas3a B ICHb,; IIOPOIIOK PACTBOPAIOT B CTAKAHC BOAbI
WX COKa U IIPUHUMAKOT BO BPEMs CIbI. HpOTI/IBOHOKaSaHI/IH JJIAA UCITIOJIb30BaHMUA OOJIBIINX 03
Kajimad — TI0JIHasd 1oIepcHHas 6.]10[(8.,[[8. HpOBO,ZLfIH.[CfI CUCTCMBbI CEpAla, HAPYHICHUC

BBIJICIUTENBHOM (DYHKIIMU TIOYEK.

Kanuiicoepecarowue Ouypemuxu BBI3BIBAIOT 33JepXKKy Kalus B OpraHusMe 3a cyer
IIO/IABJICHUSI aKTUBHOCTH ajibA0CTEPOHA. [IpUMEHSIOT CIMPOHONIAKTOH NepopaiibHO B 03¢ 0,025-

0,05 r 3-4 pa3a B 1ieHb.

Il. [TaToreneTnyeckue METOJBI JICYCHU A

1. IMMyHOCYynIpecCUBHas TEPAIINS:

— INTFOKOKOPTUKOCTCPOUIHAA



— IUTOCTAaTUYECKAsL.
2. [Inasmadepes

3. YenoBeueckuil UMMYHOTJIOOYJIMH JJ11 BHYTPUBEHHOT'O BBEJCHUS
4. Xupypruyeckoe JIe4eHUE — ONepalys TUMIKTOMHUS

Hmmynocynpeccusnass  mepanusa ~ Hambompliee  pacnpocTpaHeHHE B KayecTBE
MMMYHOPETYJSTOPOB MOJIYYMUIH KOPTUKOCTEPOUAbl. D(PPEKTUBHOCTH TINIIOKOKOPTUKOUIOB IPH
JIEYCHUU MUACTEHUU JOCTHUTaET, MO OTIAEIbHBIM JaHHBIM, 80%. M3-3a OTHOCHTENHHO OBICTPOTO
HacTynarouiero s¢¢exkra UX CUYUTAIOT IpenaparaMu BblOOpa y OOJBHBIX C BUTaJIbHBIMU
HapyILICHUSIMH, a TaKKe MpH 1e0roTe 3a00eBanus ¢ OynbOapHbIX 27 HapyIIEeHUH U MPH IIa3HON
¢bopme MuacteHun. B Hacrosimiee Bpemsi HauOoiiee ONTHUMaJbHBIM —CUUTAIOT MPUEM
TIIIOKOKOPTUKOUIOB IO CXeMe uepe3 JeHb. Jlo3y mnpenHu3osnoHa (METUIIIPEIHU30JI0OHA)
MOOMPAIOT UHANBUAYATHHO, OPUEHTUPYSACh HA TSHKECTh COCTOSIHMS 00JpHOTO. B cpennem ona
coctaBinseT 1 MI/Kr X cyt.), HO He MeHee 50 mr. [lpenapar npuHUMAIOT OAMH Pa3 B I€Hb YTPOM.
JleyeHne jkenaTteIbHO HAYMHATH B YCIOBHUSX cTanmuoHapa. Dddekr omeHuBaroT uepes 6-8
npuémMoB. B mepBble HECKOJBKO JHEM HEKOTOpbIE NAalMeHThl MOTYT OTMEYaTh 3IH30/]IbI
YXYALIEHUSI COCTOSTHUS B BUJIE HapacTaHUs MBIIIEUYHOM c1abocTu U yromisieMocTd. Bo3mMoskHo,
9TH 3MU30/Ibl CBSA3AHBI C MPSAMBIM JEHCTBHUEM IIIOKOKOPTUKOMIOB Ha MPOLECCHl OCBOOOKACHUS
CHUHANTHUYECKOTO MeauaTopa M JIECEHCUTHU3AalMeW pelentopoB. ITO  0OOCTOATEILCTBO
00ycNoBiIMBaeT HEOOXOAMMOCTh BPEMEHHOTO YMEHBILEHHUS JI03bl aHTHXOJMHACTEPA3HbIX
npernapatoB. [lo Mepe noctmkenus s¢ddexkra U yIydlmIeHUS COCTOSIHUS OOJBHBIX 03y
MPEeHNU30JI0HA MOCTENEHHO YMEHbBIIAIT 10 nojaepxkuBatomieit. [lpu mmtensHOM mnpuéme
TJIIOKOKOPTUKOUIOB Y psAda NAIleHTOB MOTYT pa3BUThCS MOOOUYHBIE 3(PQPEeKTsl pa3zaIndHOi
CTeNeHH BbIpaXKeHHOCTH. Hambonee 4acTo OTMEYAarOT MOBBIIICHHE MAcChl Tella, THMPCYTHU3M,
KaTapakTy, HapylleHHue TOJEPAHTHOCTU K TIIOKO3€e, apTepPHANbHYI0 THIEPTEH3UI0, OCTEOTICHHIO.
[Ipu pa3Butuu MOOOYHBIX (PPEKTOB, MOMHUMO CHUMITOMATHYECKON Tepamuu, Ienecoo0pa3sHo

YMCHBIIUTH N03Y IIpcriapara.

Llumocmamuxu NPUMEHSIOTCS IPH HEAOCTATOUHON 3PPEKTUBHOCTH TTIFOKOKOPTUKOUIOB,
IIPU Pa3BUTUU BbIpaXXEHHBIX MOOOUHBIX 3PdekToB oT npumenenus I'KC, a takxke npu Haau4uu
MIPOTHBOIOKAa3aHUH K MX Ha3HAYECHUIO (CTOMKas apTepualibHasi TUIEPTEH3Hs], I3BeHHast 00JIe3Hb
xKenmyaka u 12-nepcTHOM KUKy, Tskenas popma caxapHoro auadera u ap). [lpenapatom nepsoro
BbIOOpA cUMTaeTCs a3aTHOIPUH, BTOporo Beibopa — muknocnopun A (LICA), nuknodochamun,
Mukogenonara MmModerun u Apyrue. Ilo cooTHOmIeHHIO TMoKa3aTeneil >(PQPEeKTUBHOCTH H
0€30IMaCHOCTH MPEANOYTEeHHE OTAAIOT a3aTHONpHHY. [Ipu ero muTenbHOM ImpuemMe IpPUMEPHO y
76% mnanMEeHTOB yHaeTcsl NOCTHYb PEMHCCHMM M OTKa3aTbCs OT ucnoib3zoBaHus AXOIL

Henocrarkom jeyeHus a3aTHONIPUHOM SIBJISIETCS MeJUIEHHOE HacTyruieHue s¢dekra. [Ipenapars



BTOpPOIO BLIGOpa MNPUMCHAIOT IIPU TAOKCIOM MPOTPCCCUPYIONIEM TCUYCHUM MHACTCHUU U

HeZocTaToOuyHOM A (deKTe MPeTHN30JI0HA U a3aTHOIIPHHA.

Azamuonpun (umypan). HauanpHaas 103a coctaBiisieT 2,5-3 MI/KT B CYTKH, B JaJIbHEUIIIEM
— 1,5-2,5 mr/kr B cytku. DddexT HacTymaeT AOBOJILHO TMO3THO B CPOKH OT 6 10 24 MecsieB
npreMa, UMeeTcst O0JIBIIOE KOJMYECTBO CEPhE3HBIX MOOOUHBIX A(PPEKTOB: yrHETEHUE KPACHOTO H
0e710ro KpOBETBOPEHHS, MOPAKEHUE MEYCHH, MOBBIIIEHHE TEPATOTeHHOTO pUcKa. Bo3zMoxHO (y
20-30 % 00JIbHBIX) pa3BUTHE TAKMX CUMIITOMOB, KaK TOIIIHOTA, PBOTA, AMapes. YacTo Ha3HadaeTCs

B Ka4eCTBE JOMOJTHUTENBbHOTO cpeacTBa npu [ KC-tepamnumu.

Luxnocnopun A. HawanpbHasg 1o3a 5 MI/KI B CYTKH, JEIUTCS Ha JBa IpHUEMa, B
JalbHENIIIeM 3Ta Jj03a yMeHblaeTcs. B oTimune ot azatronpuHa 3¢ ekt HacTynaer ObicTpee (0T
1 mo 3-x mecsueB). OOnamgaer BBICOKOW HE(PPOTOKCHUHOCTHIO M TEPATOTE€HHOCTHIO. Hemb3st
coyeTratb C TPHEMOM HECTEPOUAHBIX MPOTHBOBOCHAIMTEIBHBIX CpencTB. ONTHMaIbHBIN

mnmpemnapart npu HEBO3MOKHOCTHU ITprueMa NpECaAHU30JI0HA.

Huknogocghamuo  UCTIONB3YIOT  MpU  OTCYTCTBUM  3ddexkra  oT  JIpYrux
MMMYHOJETIPECCAaHTOB KaK B BUJE MOHOTEpAIUH, TaK U B COYCTAHHUH C azaThuonpuHoM. [Ipenapar
BBOJSIT BHYTPUMBIIIEYHO €XeAHEBHO B A03¢ 200 mr uim yepe3 neHb B n03e 400 mr. Tepanuro
HAYMHAIOT B YCIOBHSX CTallMOHapa, W TOJIBKO YOCIMBIIKCH B XOPOIIEH TNEPEHOCHMOCTH

npernapaTa, MOKHO IEpEeBOAUTH OOJIbHBIX Ha aMOyJIaTOPHOE JIeUEHUE.

Muxoghenonama mogpemun xopoio nepenocurcs u 3pdextueH y 60-70% Oonbubix. [1o
CpaBHEHHIO C a3aTHONIPUHOM OH JICHCTBYET ObICTpee (KITMHIUYECKUI SPPEKT MosBIsIeTCs Yepes 3-
4 Hen) u oOnamaeT MEHBIIMM KOJIMYECTBOM IMOOOYHBIX 3(dekToB. B kauectBe MOHOTEepanuu
mpenapar HeIoCTaToYyHO A(PQEKTHBEH, NOITOMY €ro Ha3HAYalOT B JIOTIOJIHEHHE K
TJIIOKOKOPTUKOMJIAM B CIIydasX, KOTJa HEOOXOJMMO CHW)XEHHUE HUX J03bl. MukodeHosata
MO(ETHII Ha3HAYAIOT MEPOPATBHO €KEIHEBHO MO 2 T/CYT C MOCIEAYIOIIEH KOPPEKIMen 1036l B

3aBUCHUMOCTH OT 3(1)(1)CKTI/IBHOCTI/I JICUCHHMUA.

IInasmaghepes ¥ BHYTPUBEHHOE BBEAECHHE MMMYHOITIOOYIMHA MPUMEHSIOT s
KyIMpOBaHUsA OOOCTpPEHUS MMACTEHMH, a TaKKe IpU MHacTeHHueckoM Kpuse. Ilmasmadepes
TaKXe UCMOJb3YIT Nepe]] TUM3KToMue. Metos miasMadepe3a ocHOBaH Ha 3a0ope KpOBH U3
JIOKTEBOM WM OJHONW M3 LEHTPAIbHBIX BEH C MOCIEIYIOUMM €€ LEeHTpU(yrupoBaHUEM,
oTaeneHrueM (OpPMEHHBIX 3JEMEHTOB M 3aMEHOW MiasMbl JMOO Ha JOHOPCKYK, JHOO Ha
HCKYCCTBEHHYIO. JTa Mmpollelypa MPUBOAUT K ObICTpOMY (MHOTI/Ia B TE€YEHUE HECKOJIBKUX YacOB)
YIAYYIIEHUIO COCTOSIHUSL OOJbHBIX. BO3MOXHO MOBTOpHOE H3BJIEUEHHE ILIa3Mbl B TEUEHHE
HECKOJIbKUX JHEH Wiy 4epe3 AeHb. [IpoBoasaT 3amemenue 2-3 i maa3Mel 3 pas3a B HEJEIIO JI0
CTOMKOTO yMeHbIIeHus cnadboctu. [Tonoxxurensuelii 3¢ ekt coxpansercs 6-8 nen. [Inasmadepes

MOXXET NPUBOAMTH K BOJHO-3JIEKTPOJMTHBIM HapymieHusM, 30 paccTpoiicTBaM TIe€MOCTas3a,



THUIIOTCH3HUMU, I‘I/IHOaJIb6YMI/IHeMI/II/I.

HmmyHnoznodyiun BBOIAT BHYTPUBEHHO B T€UCHHE 2-5 JHEW B cymMMapHO# no3e 2 r/kr. B
CpeIHeM J103a UMMYHOTJIOOYIMHA JODKHA cocTaBisTh 400 MI/Kr/CyTKM B TEYEHHE S5 ITHEM.
VYnydmenue, Kak MpaBuiio, Bo3HUKaeT yepes 3-10 auel u coxpansiercs B TeueHue 1-4 mec. Meton
spdexTrBer y 78 % 601pHBIX. BBeneHre UMMYHOTIIOOYIMHA CBSA3aHO C PUCKOM HH(PUIIUPOBAHHUS
renatutoM B; u3penka BO3MOXKHO PAa3BUTHE JIMXOPAZOYHOTO COCTOSHHS, aCENTHYECKOIO
MEHUHIUTA, TPAaH3UTOPHOM JIEWKOIIEHUH, TOYeYHON HefocTatouHoCTH. [Ipu nedunure IgA moryr

BO3HHKATbh aHa(l)I/IJ'IaKTI/I‘-ICCKI/IC pcakuuu

VI. IIporuo3
HpaBI/IJ'IBHafl AWNAarHoCTKa U CBOCBPEMCHHOC HA3HAUYCHUC aJICKBATHBIX MCTOAOB JICUCHU A

MIPUBOJIAT K KOMIIEHCAIIMH JBUTATENbHBIX paccTpoiicTB 6osiee yeM y 80% OOIbHBIX MUACTEHUEH.
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