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MuacTteHusa (myasthenia gravis, 6. 9pba-l'onsadnama) —
ayTOMMMYHHOE 3aboneBaHne, KIMHNYECKN
nposiBnstoLleecs cnabocTbio 1 NaTonorM4eckon

MbILLEYHOM YTOMMSEMOCTbIO, 06YCNoBAEHHbIMA
obpasoBaHMEM ayTOaAHTUTEN K PasnnYHbIM aHTUIEHHbIM
MULLEHAM Nepudepmnyeckoro HempPoOMBbILLEYHOIo
annapara
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[eHepanun3oBaHH JlokanbHble
ble POpPMbI dopmbl

[ma3Hag

MuacteHunsa HOBOPOXOEHHbIX

BpoxgeHHast MmacTeHus: BynbbapHas
nobpokayecTBeHHas ¢
odoTanbmMonapesom unm

opTanbmonserMen, cemenHasa netckas
Jlnuesas

FOHoLeckas MmmacTeHus
KpaHuanbHas

MwnacTeHnsa B3pocnbIX: nerkasi;
TAXernas, ocTpasd MONMHMEHOCHas,
no3gHAA TaXKenas, ¢ pasBuTuem TynosuwHas

MbILLEYHbIX aTpodunn /)

o [lo nokanusauun: reHepanma3oBaHHag, nokarnbHaga (rMOTOYHO-
nuuesasd) u rnasHas

o [lo cTeneHun TskecTu: Nnerkyto, cpep,Heﬁ TAXECTU U TAXKernad




1. MnacTteHnyeckne ann3oabl (0AHOKPATHLIN UM PEMUTUPYIOLLIEE TEYEHNE)
2. MrnacteHn4yeckoe cocTosiHMe (CTaluoHapHoe Te4YeHne)
3. Mporpeccupytoliee Te4eHme

4. 3nokayecTtBeHHasi popma (bbICTpOe pa3BuUTNE C NPUCOEONHEHNEM
B6ynbbapHbIX 1 AblXaTerbHbIX PACCTPONCTB B TEYEHME NEPBLIX HEOESb

1 rpynna. Cepono3uTUBHasA MUacTEHNA (miastenia gravis) C perucTpaument Ig G -aHTuTen
AXP.

1.1. MnacteHus «monogbix» (40 40 NET), C COOTHOLLUEHMEM XKEHLLMH Y MY>XUUH 4:1,
XapakTepuaytoLasica MeaynnapHon runepnnasmen Tmmyca, 4acTbiMn accoumaumsMm ¢
HLA B8 (310 Hanbonee MHoroyMcrieHHasi noarpynnay);

1.2. MmnacTteHus ¢ No3aHNM Havdanom, B KOTOpoW NnpeobnagatoT My>KUnHbI,
rMCTONOrn4eckm - atpodmna Tumyca m cnabas accoumaums ¢ HLA B7:

1.3. bonbHble C TUMOMOM - NPUBNN3NTENBHO 10%.

2 rpynna. CepoHeraTMBHas MMACTEHUS], NPU KOTOPOW FMCTONOMMYECKN onpeaensieTcst
TUNM4Has atpodus TMMyca

Mo cTeneHn KOMNeHcauum aBuraternbHbIX HapyLleHnn Ha poHe AXIP
npenaparos:

1. NonHasa
2. [locTaTo4Has
3. HepgoctaTtouHas (nnoxas).
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cnabocTb, naTtonormyeckasi yToMmnsaeMocTb
MbILLL, KOTOpasi BO3HUKAET nocne
dom3nyecKon HarpysKu;
* naTtoniormyeckas cnabdocTb MbiLLL
KOHEYHOCTEWN, TYNoBuLLa, HEBO3MOXXHOCTb
NOOHATLCA MO CTYNEeHbKaM ropocKoro
TpaHcnopTa;
* HEBO3MOXXHOCTb YAepXXaTb rosioBy, HXKHIOK
YentCThb;
e onyLueHue BeK;
e IBOEHMeE NpeaMETOB;
* YTOMJISAIEMOCTb XXeBaTeSIbHbIX MbILLLL MPK
nepexesbiBaHUN TBEPLAOW NULLX, PA3roBOPE;
* OCUMMOCTb rofioca, «HOCOBOW» OTTEHOK
ronoca, ero «3aTtyxaHue;
* HEYETKOCTb peyn, Ha 3aTpyaHEHHOE
rmoTtaHue.
NB! [peanonoXxeHne o MMacTeEHUN OOIMKHO
BO3HMKHYTb B KaXX[1OM CIly4yae
rnasoaBuraTtenbHbIX 1 OynbbapHbIX
PacCTPOMNCTB.

AHamHe3

e HanNU4yMe B NPOLLIIOM pErpeccmpoBaBLLNX
KpaTKOBPEMEHHbIX 3MM3040B crabocTtun
e CEMENHbIV aHaMHe3, Hanu4une y
POACTBEHHUKOB HEPBHOMBbILLEYHBIX,
ayTOMMMYHHbIX M OHKOSTOMMYECKUX

aboneBaHun.




HeBponornyeckmu
cTaTyc



HapyLwieHune yHKLMmM rmasogsuraTenbHbIX MblLUL: NTO3,
Aunnonusi, orpaHN4YeHne NoaBMKHOCTU rMa3HbIX SSOMOK.
3pauKkoBble peakunn NPenMyLLECTBEHHO XMBblE, MHOrAA
BCTPEYaeTCsl aHM30KOPUS NITN UCTOLLEHME 3paYKOBbIX peakLui
BO BPEMS MOBTOPHbIX 00cneaoBaHuii u peHomeH

reHepanu3aumnmn MbllleYyHon cnabocTu (HanpuUMep ycurenune

NTO3a NOoCJ1e Harpy3kn Ha MblllLUbl pyKI/I);

k

Maximal lid closure 16 }sec Lid open ‘ - + 10 sec upward gaze




[Mpy BOBNE4YEeHUN B NaTONOrMYeCKni npoLecc
rmasoABuraTenbHbIX, MUMUYECKUX U XXeBaTelbHbIX MbILLL, NPW
BHELLHEM OCMOTpE Y nauueHTa HabnoaaeTcsa xapakTepHoe
MacKooOpa3Hoe Lo, C OTCYTCTBMEM MOPLLNH, 6eqHOM

MUMWKON, C onyLleHnem Bek. Bo Bpems yrnblbku NnogHMMaeTCs
NULWLb BEPXHSASA ryba, B TO XXe BPeEMS HUXKHSASA ryda u yribl pTa
OCTalTCA HENOABWXHBLIMU (MOnepeYvyHas ynbiOKa, yribioka
pbl4yaHus). Yalle Bcero HabnogaeTcsa cnabocTb KpyroBow
MbILLULbI PTa, YTO NPUBOANT K HEBO3MOXHOCTM MPOU3HECTU 3BYK

«P», rybHble 3BYKUN «b», «[1».




MbievHasa cnabocTb (Mpy NOBTOPEHUN CTEPEOTUMHBIX
OBWXEHNN OHAa PE3KO YCUITMBAETCHA N MOXET AOCTUYb CTEMNEHU
napesa/nonHoro napanuya), nocne otasixa oobem ABUXEHUN

yBenuumeaeTcsl. Takmum o6pasomMm MHTEHCUMBHOCTb CUMNTOMATUKN
MOXET N3MEHATLCS Ha NPOTAXKEHMUN CYTOK B 3aBUCMMOCTU OT
domanyeckom Harpyskm

NHbekuns 2 mn
0,05%
pacTBopa
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NOLOKaTb A3bIKOM.
Oucdarna - nopaxeHue OynbbapHOM rpynnbl  MbILLL,
BbI3blBAET HapylleHna  (yHKuMn Msarkoro Heba u
HagroptTaHHuka. M3-3a HapyleHuss akTa rrnotaHma MoryT
a3BMBaTbCd acnupaunmoHHas NHEBMOHUS/annMeHTapHoe

NcTouleHne
Hanbonee 4acto npum  MumacteHmn  Habnwogaetcs

NoBbIlLEHHAsA MNOTNMBOCTb, apTepuasribHas TrUNOTOHUS Ha
dooHe BeretaTMBHbLIX HApyLUEHNN

[lpy HanNUuMn reHepanusnpoBaHHbIX (POPM MUACTEHUN —
Hannyme cnaboCTb AblXaTefibHbIX MbIlWL, U cepae4vyHon
nesatensHocTn. MblwedHasa crnabocTb, KoTopas AoxoauT
MHOrga [0 COCTOSIHMA TeTpansnerny, CconpoBOXaaeTcd
Bblpa>eHHbIMN BeretaTMBHbIMA HapyLUEeHNAMM:
Taxukapguen, BAnbiM nysibCoM, MU pPUasom.




KPU3bI



Kpun3 — BHe3anHble HapyLleHNs BUTaNbHbIX (OYHKLWIA.
NB! Kaxkablh nauMeHT C Npu3HakaMmym MUacTeHUN OOIKEH
paccMmaTpmBaTbCA Kak MauneHT ¢ NoTeHUMansHO BO3MOXHOWN
OCTPOW AblXaTenbHOM He4OCTaTOYHOCTbIO.
[lepBblie CMMNTOMBI:
OAbILLKa;
OorpaHuYeHHasa 3KCKYpPCUA rpyaHON KNEeTKN N XXUBOTa Mpu
BOOXE;
napagokcanbHoe OABWMXeHWe rpyaHOWn KrneTky npu AblXaHuu;
3anagaHune mexxpebepHbIX MbiLLL, Ha BOOXE;
NOonbITKa onupaTbCsa pyKkamMu Npu BAOXeE.

MwuacTteHun4eckm XonuHeprnyeckm CMellaHHbIN
N KpU3 N Kpn3 Kpu3




Bblpa%‘(eHHaﬂ cnabocTtb I'IpOI/I3BOJ'IbHOﬂ MYCKYJ1aTypbl C HapyLleHneM AbIXaHUS, cep,u,equM
OeATENIbHOCTN, 6yﬂb68prIM CMHOPOMOM, NMCUXOMOTOPHOE BO36y)K,EI,eHVIe, HapyweHne Co3HaHuA

(conop, koma)

BbicTpoe pa3BuTUe (Yacbl, MUHYTbI)

Peakuuna Ha BBegeHne AX3IIl1 — nonoxutenbHas

Mwugpwnas

CHW)XeHue CnioHooTAeNeHs BNNoTb 40 NOSTHON
CYXOCTM BO PTY, CTyLLIEHWNE CIIHOHbI

[AvnaTtaumsa GPOHXOB CO CHUXKEHMEM KX
CEeKpPETOpHOI CrocobHOCTU

OcnabneHne nepuctansTUKkKY, BANOTb A0
aTOHUW KMLLEYHMKA, 3anopbl

CyxocCTb KOXM

Taxukapausi, apTepuanbHas rmnepTeH3ns

brnegHOCTb KOXHbIX NMOKpOBOB

MepneHHoe pa3BuTue (CyTKu u 6onee)

Peakuunsa Ha BBeaeHne AX3I — oTpuuartensHasa

Mwos3

[MnepcanunBaums, CritoHOTEYEHNE

CyxeHne BpOHXOB C yBENUYEHNEM
CEKPETOPHOM CNOCOBHOCTH

bonesHeHHble cna3mbl KULLEYHMKA, NOBbILLEHNE
nepucrtarnibtkun, anaped, peoTa, TeHE3MbI

[loBbILLEHHOE NOTOOTAENEHMNE

Bpagukapausi, aptepuansHas rmnoToHUs!

anepeMMﬂ KOXHbIX NMOKpPOBOB

[MosiBNneHne MblLEeYHbIX NOAEpPrMBaHnin
(BMOUMBbIE ddaCUMKYNALNK, MUOKUMUM,
MblLLIEYHbIE Cy4OPOrn N TpEMOop)



OcnoxHeHHoe TeYyeHue MMacTeHuu

MwnacTteHn4yeckum Kpus X0oAnHepruyeckmin/cMmeLlaHHbIn Kpua
AX3I* AXOT

; ¢

1. IBJ1 B pexume ymepexHou runepseHtunaumm 120-130%**
2. Nna3madepes 3-5 ceaHcos ¢ yaaneHmem 35-40 mn nna3mbl Ha 1 Kr BECa MW BHYT-
puBEHHbIE UMMYHHOrNOBYAnHLI 400-2000 Mr Ha 1 kr Beca, kanenbHuua Ne 3
3. MNpegHn3onoH (nynsc-tepanus) B TedexHme 3 cyt: 500-1000-1000 mr
4. XnopucTbii kanuia: 3 r cyxoro Bewectsa Ha 200 mn $pu3nonornyeckoro pacteopa,
BHYTPUBEHHO, kanatb MegneHHo (20-30 kanenb/MuH)
5. MNpeaHn30M0H (per 0S) exeaHeBHOo “no Tuny Becos”:
1) “6onbias” posa (1-1,5 mr Ha 1 kr Beca);
2) “manas” posa (30-50% ot “60nbLUoi”); C NOCTENEHHLIM YXOAOM OT “Manon”
003bl 1 aoseaeHuem “6onbion” oo 1 mr Ha 1 kr Beca
6. BepownupoH: 0,025-0,05 r 3-4 pa3a/aeHb
7. NpodunakTnka/nevyeHne NHeBMOHUM (He NPUMEHSATb aMUHOTIIMKO3UAbl)
8. CumnTomatuyeckas Tepanus
9. CneumansHbI yxo4




CMellaHHbIU KpU3 B KNMHMYECKOMW NpaKkTMKe HabntogaoT Yalle Bcero. TpyaHOCTb ero
ANarHoCTMKM 3aKniovaeTcsl B TOM, YTO OH COYeTaeT B cebe BCe KIMHUYECKNE YepThl
MMACTEHNYECKOIO U XONTMHEPTNYECKOro KPN30B, ONMMCaHHbIE BbiLe. ATO CaMbl TSHXKESbIN
BapuaHT BUTamNbHbIX HApyLLUEHUN Y BOMbHbIX MUACTEHMEN.
Oka3saHue HeOTNOXXHOM NOMOLLM Ha JorocnuTanbHOM 3Tane nogpasymeBaeT NpoBeaeHme
MEPONPUATMIA MO NoAEPXaHUKO BUTANbHbIX (PYHKLUNI N CPOYHYIO rocnnTanmnsaumio.
[Mpy HanNMuMM gblxaTenbHbIX HAPYLLEHWI BbINOSTHAIOT CrieayoLne MeponpuaTUs:
- nogaepXaHne NPoxXoauMOCTN BEPXHUX AbIXaTerbHbIX NyTEN.
- BO BpeEMSI Kpu3a cnegyet obecneynTb NPOXOANMOCTb AblXaTemnbHbIX NyTEN, yOanuTb Cln3b
N3 IMOTKN C MOMOLLIbIO OTCOCa UNu APYrMM METOO0M.
- IPY HanNM4nKn nokasanum nepesof 6onbHoro Ha VBJT.
- Ha4aTb MBJ1 ntobbiM AOCTYMHBIM METOAOM, C NOocneayrLwmMM nepesogomM 60MbHOro Ha
cTauuoHapHoe annapaTtHoe AblXaHue.
- ICMNOSIb30BaHME MacKu Ans nogadn KMucrnopoga HernpmemMnemo ns-3a n3dbITOYHOM
canvBauumn N HapyLLEHHOTO rMoTaHus.
- MHTYBauusa JomkHa NPOBOAMTBLCA C OCTOPOXHOCTbIO.
- NpeaynpexaeHne oCnoXXHEHNN (acnupauns, TpaBMbl KOHEYHOCTEN U CYCTaBOB)
- HapyLweHus PYHKLNK cepaevyHO-COCYaMCTON CUCTEMBI KYNUPYIOTCSA CUMMITOMaTUYECKUMU \
cpencreBamum.
- B KQ4YeCcTBe MMMYHoAEeNpeccaHTa HazHavyaeTcsa NPeaHN30s10H 90-120 Mr/cyT.
- CUMMTOMAaTMYecKas Tepanusi OCyLLEeCTBISETCA NO OOLLENPUHATLEIM METOAMKAM.
- NOKa3aHns K UHTYbaunmn Ha gorocnnTanbHOM aTane:
- BbIpaXXeHHble (POpPMbI HAPYLLEHWIA AbIXaHNSA BHE 3aBMCUMOCTWN OT COCTOSIHUSA CO3HaHUS;
- TaXUNHO3 — YacToTa AblXaHus CBbile 40 B MUH;
- BpagunHo3 — YacToTa AblxaHnsa meHee 10 B MUH;
- HaNM4Me NaToNorMYecKnX POpPM AbIXaHus.




I[lInarHocTuka



dusukanbHoe
obcnenoBaHue

NB! B knnHnyeckom npaktuke angd oueHKMU CTENEHU BblpaXXEHHOCTM
OBuraTenbHbIX PAaCCTPOMUCTB NCMNOMb3YHOT LKAy CUmbl MbILLILY
KOHEYHOCTeW, npeasioxXeHHyto A. Szobor (1976):

0 6ansnoB - ABMXEHNSA B MbILLLE OTCYTCTBYIOT;

1 6ann - MUMHUMarnbHbIE OBUXEHUSA B MbiLLLE, HO BEC KOHEYHOCTHU
NaUWEHT He yOep>XUBaET;

2 banna - naumeHT yaepXuBaeT BEC KOHEYHOCTU, HO COMPOTUBIIEHME,
oKa3blBaeMoe uccriegosaTesnto, MUHUMarbHO;

3 banna - naumMeHT OKasblBaeT CONPOTUBIIEHMNE YCUNUAM U3MEHNTb
NONOXEeHNe KOHEYHOCTU, HO OHO HE3HAYUTENBHO;

4 6anna - NauneHT XOPOLLO CONMPOTUBMSAETCS YCUITUAM N3MEHUTb
NONOXXEHNE KOHEYHOCTU, HO UMEETCH HEKOTOPOE CHMXEHNE CUTMbI;

5 6ansnoB - cua MblllLbl COOTBETCTBYET BO3PACTHOM U
KOHCTUTYUMOHaNbHON HOpMe 0bcrneayemMoro.




dusukanbHoe

obcnenoBaHue

[NA OObEeKTUBHOW OLIEHKN CTEMEHU TAXKECTU KITMHNYECKNX
NPOABEHNN MUACTEHUN NCNONb3YIOT KONMMYECTBEHHYIO LLKasy
(QMGS). B koTOpOWM onpeaenatoT crieayoLline nokasaTenm:

* Hann4ymne u cteneHb BblpaXXeHHOCTN AUNNOonun Npu B3rnNaae B
CTOPOHY

* [1T03 Npu B3rnsae BBepx

« [lnsapTputo npu cyete 4o 50

» Cuny gensTtoBMAHOW MbILLLLI NPY OTBEAEHNUN BLITAHYTON PYKN B
CTOPOHY B NONOXEHUN cnas

e Cuny MblLLUL, LLEW NMPU NOABEME ronoBbl Mo Yriiom 45 rp. B
NOSI0XKEHUN fieXa Ha CnnHe

e Cuny MblLLL, KUCTU (QMHAMOMETPUS)

 J)XEJ1 no gaHHbIM cnnpomeTpumn (% oT HOpPMbI)

« Cuny Kpyrosow MblllLbl rnasa

* OYHKUMIO rMoTaHMA (BO3MOXHOCTL BbINMUTL ¥ CTakaHa BOAbl)

* 1-4 6. 3a Nnokasarernb




BbipaXeHHOCTb CUMNTOMA

MNoka3sareno Ouenxa
0 (orcyreTByer) 1 (ymepenHas) 2 (cpepnns) 3 (TAaxenas) "
Aunnonus npn 60K0BOM B3rnsae 61 11-60 1-10 CnoHTaxHan 15/1
BNIEBO WNW BNPaBo, C
MTo3 (B3rnag sepx), ¢ 61 11-60 1-10 CNOHTaHHbLIA 61/0
Mbiwubl nuua (3axmypusadue rnasa) |HopmansHoe MonHoe, cnaboe, Heko- | MonHoe, 6e3 conpo- | HenonHoe 2
3aKpblBaHue TOPOE CONPOTUBNEHUE | TMBNEHUA
B03mMOXHOCTb BbINUTL 1/2 CTakaHa HopmanbsHoe MuHUManbHoe nokaw- | TKenbl Kawenb, | He MOXET rnoratb 1
BOIbI NUBAHWE WK NPOYKCT- | YAYLWILE UK HOCO-
ka ropna Bas peryprutaums
Pazrosop nocne cyeta Benyx ot 1 go | OTcyTcTByer Ha 30-49 Ha 10-29 Ha 9 351
50 (Hauano guaapTpumn)
BoitarneaHue npaeoit pyku (90° B 240 90-239 10-89 0-9 50/2
cngayem nonoXxeHun), ¢
BoiTarneaxue nesoit pyku (90° B 240 90-239 10-89 0-9 41/2
CNaaYeM NONOXEHNUN), ¢
JKEN, % HOopmbl >80 65-79 50-64 <50 83/0
JluHamomeTpua cnpasa, Kr:
o MYXX4UHbI; =45 15-44 5-14 0-4 12/2
* XKEHLLNHbI =30 10-29 5-9 0-4
[uHamomeTpua cnesa, Kr: 235 15-34 5-14 0-4 11/2
« MYXYUHbI; =25 10-24 5-9 0-4
* KEHLUMHbI
MoabemM ronosbl (B NONOXKEHWU Nexa 120 30-119 1-29 0 60/1
Ha cnuHe Ha 45°), ¢
Boitarusanue npasoi Horu (B Nono- 100 31-99 1-30 0 30/2
XKEHWW nexa Ha CnuHe Ha 45°), ¢
BbiTarneaxue neson HOru (B NONOXe- 100 31-99 1-30 0 35/1

HUW Nnexa Ha cnuHe Ha 45°), ¢

INpumeyanue. [Tocse 06cae10BaHKs B KPaiHIO 110 TOPU30HTAH SYEHKY BHOCAT KOJMYeCTBEHHBII NOKA3aTeIb M BLIPAKEHHOCTh CHMIITOMA,
HAIpUMep, JUIIONUA — 9/3 MK BHITATWBAHWE PYKH B CTOPOHY — 115/1. 3aTeM cyMMupyeTcs KaX/Iblil IOKa3aTeb BHIPaKeHHOCTH CHMITOMA
¥ NOABOAKUTCS OKOHYATENbHBIHA Hror. OOIHi KOJIHYeCTBEHHbIH MOKa3aTellb MHACTEHNH MOXeT cOCTaB/IAThb 0T 0 (OTCYTCTBHME KaKMX-1MDO0 ria-
30/IBUTaTe/bHBIX U GyIb0apHBIX HAPYIIEHHH, @ TAK)Ke MblILe4HOM cabocTu — nonHas pemuccus) 10 39 6aios (Haubonbiuas BeIpakeHHOCTh
[J1a30/ABUraTe/IbHbIX 1 OyIbOaPHBIX HapyIIEHHI, @ TaKkKe MbIIe4yHOi ¢1abocTH), B IPHUBeJIeHHOM npuMepe — 17.




Papmakonormyeck
ue TecTbl:

OgHnMm K13 Hanboree 3HaYMMbIX KPUTEPUEB [ONArHOCTUKM MUACTEHUU
cunTaoT cpapMaKkoniorm4yeckum TeCcT C BBeJEeHNEM
aHTUXOJIMHACTEPA3HbIX NpenapaTos.

MeTtoguka npobbl C BBeAEHWEM HEOCTUrMWHA MeTuncyrnbdaTta: 0.05 %
pacTBOpP HEOCTUIMUHA MeTUscyNnbgaTt 1.5 Mn BBOAAT NOLKOXHO Npu Bece
BbonbHOro 50-60 Kr, Npyn Bece 60-80 Kr 4o3a rnpenapaTta CoOOTBETCTBYET 2.0
MST U npu Bece 80-100 Kr 2.5 mn cOOTBETCTBEHHO. B getckom npaktuke

BBOaMTCA 1.0 mn npenaparta. OueHka npoBOAUTCA BO BPEMEHHOM
nHTepsane oT 40 MMHYT OO0 90 MUHYT nocrne BBeAeHUA npenaparta. B
OCHOBE OLIEHKM TecCTa NeXuT KorebaHus BblpaXXeHHOCTU KITMHUYECKUX
cumntomoB. [lpoba oueHMBaeTcA Kak MO3UTUBHAA MpPU MNOSIHOM WU
HernosIHOM KoOMMeHcaumMn KIIMHUYECKUX CUMATOMOB, COMHUTENbLHOW — Mpw
4aCTUYHOM KOMMEeHcauum W HeraTMBHOWM MpU OTCYTCTBUM KakuMxX nunbo
nameHeHun. [lpy  BO3HUKHOBEHUU MYCKapUHOBbLIX  3dopeKkToB
aHTUXONUHCTEepasHbIX NpenapaToB Mocsie OLUeHKN 3(PJPEKTUBHOCTU TecTa
BBOOAT 0.1 % pactBop arponuHa 0.2-0.5 mn.
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JTabopaTtopHble

nceclrieaoBaHunA

* MCcriedoBaHMe CbIBOPOTKMN KPOBM HA YPOBEHbL ayTOaHTUTEN K MbILLEYHOMY
aueTUnXosIMHOBOMY peLenTopy — BaXXHOe 3HayeHMe UMeeT AMHaMuKa
9TOro nokasartens Ansg OuUeHKM 3PPEKTUBHOCTU MaTOreHeTU4eCcKoun
Tepanuu;

e ornpegeneHne 3nNeKTPOSIMTOB KPOBU — CHWMKEHWEe Mokasarternien Kanus
KpOBW;

* TOPMOHbI LLUMUTOBUOHOW Xesiedbl: U TUPEOTOKCUKO3, U TMNOTUPEO3 MOryT
ycunmBaTtb cnabocTb NpU MUaCTEHWUU;




UHCTpymMeHTanbH
ble uccnegoBaHus

AneKkTpoHeupommorpacpus (AeKpeMeHT TecCT):

* NOBTOPHasa pUTMUYECcKast CTUMyNALUNA HepBa HU3KOW (3 nMmn/c) n BbICOKOW (50
MMM/C) 4YaCTOTOW C UCMOSb30BaHMEM (PYHKLMOHASbHbIX (MIOCTaKTUBALMOHHbIE
obneryeHne n NCToLEHME) N hapMaKkonornyecknx (BBegeHmne
aHTMXONMMHACTepasHbIxX Npenapatos) Npob. Npu mnacteHnn SHMI-nccneposaHue
NPOBOAUTCA UMEHHO Ha «KIMUHUYECKM MOPAKEHHON MbILLILE».

AONONHUTENbHBIN MeToa, AnarHocTnkm — AHMI ¢ ncnonb3oBaHnem
KOHLEHTPUYECKNX UronbYaThiX 3NeKTpoaoB (4114 BbIABEHUS CTeNeHn BO3MOXKHOIO
BOBMNEYeHMs MblLLEYHOro cybcTpaTa B NaTtonorm4yeckmin NpoLece, Hanpumep, ans
BbISIBNIEHUSA COMYTCTBYOLLIEro BOCMNanuUTesibHOro npowecca npuv nosimMmnosunTe).
aneKkTpoHenpomumorpadgpuyeckoe nccrieqoBaHne — Ans BbiABIEHNA HapPYLLUEHUS
HepBHO-MbILLEYHOM Nepeaayn. B mbiwuax 60nbHbIX MMACTEHUEN MPU CTUMYISLNK
yacToTamu 3 1 40 UMn/cC BbIIBNSETCSA AEKPEMEHT amnnuTyabl M-oTBeTa B cepum
nocregoBaTtesibHbIX UMMYbCOB, KOTOPbLIN onpeaensaeT cTeneHb HapyLleHns
HEepPBHO-MbILLEYHON Nepenaymn.

Bornblioe 3HadYeHne ansa AnarHoCcTUKNM nMmeeT obpaTtMMocCTb
anekTpodusnonorndecknx peHomeHoB Ha doHe AXOI1 — HapacTaHue amnnutyabl M-
OTBETA U YMEHbLLEHNE OeKPEMEHTA.

KT/MPT opraHoB cpeaoCTeHUSA: 41151 UCKINIYEHUS/NOATBEPKAEHNS NATONOru

BUINOYKOBOW Xenesbl (TMMoMa, rmnepnnasns BUS104KOBOW Xeresbl) C Lesbio

onpegeneHns ganbHeuLen TakTUKN fedYeHns




OundpdepeHumnanbH
af AuarHocTuka



O6ocHoBaHue
ans
anddepeHumnans

O6cnepoBaHudA

KpMTepMM UCKIHYeHUusa gnarHosa

MwonaTtum (MblLLEYHbIE
anctpodouum,
BPOXAEHHbIE MMONATUMK,
BOCManuTesbHble,
meTabonuyeckue,
TOKCcUYeckne MmmonaTum)

MonnHenponaTum

MwacTteHnyeckunin
cuHgpom JlambepTta-
Wtona (MCJIN) npun
OPOHXOreHHOoM
KapunHome (pexxe npu
pake npepcraTensHol
xenesbl, numdome,
nenkoae).

HOM ANarHOCTUKMU

MporpeccupytoLa
4 MblLLIeYHasda
cnabocTb

MbliLwe4Has
cnabocTb, ObicTpast
YTOMJISIEMOCTb

MbliLweyHas
cnabocCTb,
YTOM/ISIEMOCTb

MNoBbleHe akTUBHOCTU KOK
B KPOBW; BO3MOXXHO
yBenunyeHne COJ; Guoncusa
MbILLILL.

B CNMHHOMO3roBOW XMAKOCTHN
6€eNKOBO-KIETOYHAA
anccoumanms (B onpeneneHHble
CpOKW 3aboneBaHus); Npu
OHMI — npusHaku
OEMUENMHM3aummm
akcoHonaTtum.

[eTanbHbIi c60p aHaMHes3a;
KT opraHoB rpygHoii KNeTku;
cneunduyeckne oHKOMapKepbl;

MbiweyHas cnabocTb Npy MuonaTtusx donee
Bblpa)KeHa B MPOKCMMarbHbIX OTAenax n HoCUT
CYMMETPUYHbIN XapaKkTep, XapakTepHbl 3aTpyAHEHUS
npv NOAHMMaHUK pyK, BCTaBaHUM CO CTyNa, Nogbeme
Mo NecTHULE; BO3MOXHbI MblLLEYHble 6onu,
MblLLIEYHasa rMnoTpodms nnm ncesgormnepTpocdum;
MWUOTOHUYECKN hEHOMEH;

XapakTepHbl nepudepndeckmne TeTpanapessl,
apecnekcusi, HapyLleHns1 YyBCTBUTENBHOCTU MO TUMY
«HOCKOB» 1 «MepyaToK», BereTaTBHble NPOSBIEHUS.

TunnyHbiM NpusHakoMm MCJIN aBnseTcsa cnabocTb U
YTOMJISEMOCTb NPOKCUMAaSIbHbBIX OTAEI0B HOT 1
TA30BOro Nosica, B MEHbLLEN CTENEHW XapaKTEPHbI
€naboCTb B MPOKCUMANbHbIX OTAENax PyK, TakxXe pegku
rnasodBuratenbHble HapyLLIEHNs, pacCcTponcTea
rOTaHNsS U peydn. XapaKTepHO PasBUTUE «CYXOro»
CYHAPOMA B CBSI3Y C AUCHYHKLMEN aBTOHOMHOW
BereTaTuBHOW HEPBHOW CUCTEMbI (HapyLUEeHNS
canvBaumu, NOTOOTAENEHNS, OpTOoCTaTMYeCcKas
runoteHaunsl). CBoeobpasHbiM nposieneHnem MCJII
ABMNAETCHA CHVDKEHME VN OTCYTCTBUE CYXOXUITbHbIX
pedneKcoB 1 HECOOTBETCTBME >XXanob 60MbHbIX Ha
MbILLEYHYIO CTABOCTb U OTCYTCTBUSI CHUDKEHUS
MbILLEYHOW CUJlbl B UCCIeayeMbIX MbiLLLaX.



O6ocHOoBaHue
ans
anddepeHumnans

O6bcnepoBaHuA

KpuTepuu ucknoyeHus guarHosa

MwuToxoHapuanbHble
aHUedanomMmmonaTuu,
cunppom Kuphca Celipa

KoHreHuTanbHble
MmnacTeHn4eckmne
CHOPOMbI

HapyLieHrne mo3rosoro
KpoBoObOpaLLeHNs B
Bep6TEOPO-6a3MNApHON
cucteme

HOW OUarHOCTUKM

2-X CTOPOHHWI NTO3,
HapY>KHbIN
ohTanbmMonapes,
MbILLEYHas
YTOMJISEMOCTb B
MPOKCUMasIbHbIX
oTgenax
KOHEYHOCTEN

MbiLeyHas
cnabocTb

Bynbb6apHbin
CUHAOPOM,
opTanbmonerns

[NoBbiLeHNE YypoBHSA 6enka B

LCX;

OKI — aTproBEHTPUKYNSpHas
6nokaga pasfnn4yHon CTEMNEHM.

CnabocTb B OKYNISAPHbIX,
6ynb6apHbIX U TYSOBULLHbIX
MbILLILLAX MPOSBMSIOTCA B
MnageH4YecTBe UM paHHero
OETCTBA, MOMOXXUTENBHOMO
CcemeliHoro aHamHesa.
HerataTuBHbI TECT Ha
aHTUTena K aueTuIXonMHOBbIM
peLenTopam.

MPT ronoBHOro mosra, oCMOTp
rMasHoro AHa, KoHcynsTaums
TepanesBTa, MHPEKLMNOHUCTA.

3aboneBaHne 06bI4HO NMPOSABMSETCA B LETCKOM
BO3pacTe, He NosgHee 2-ro AeCATUIETUS

XKN3HW, TUMNWYHA NMUrMEHTHasi pETUHONAaTUS,
MO3>XEYKOBas aTtakCcusi, HapyLLUEHNS MPOBOOUMOCTH
cepaua. TedyeHne MedeHHO NPOrpeccrpytoLLee.

[pynna HacnenCcTBEHHbIX HEMPO-MbILLIEYHbIX
3aboneBaHuii, 06yCNoOBNEHHbIX MyTalUNen reHoB,
OTBETCTBEHHbIX 3a 06pa3oBaHne N MyHKLNOHANIBHOE
COCTOSIHME aLETUIXOIMHOBBIX PELENTOPOB, NOHHbIX
KaHanoB, 9H3MMOB, 06ecneynBaoLLnX HAAEXXHOCTb
npoBeneHns BO36Y>XAEHNSA C HEPBA Ha MbILLILLY.

- OCTPOE Hayasno, 06ycnoBieHHoe MU3NYECKUM 1/ Unin
SMOLMOHANbHBIM NepeHanpsi>XxeHnem Ha oHe
BbICOKOIO apTepranibHOro AaBneHus;

+ HanM4une npepLecTByYOLLErO COCYOUCTOrO aHaMHesa;
- Hanmyne Ha MPT-ckaHax Mpu3HakoB COCYOUCTOro
3aboneBaHVsi roI0BHOMO MO3ra

* Ha [MasHOM [He — aHronaTus CoCyooB CETHaTKNU,
rmnepemus;

- MOATBEPXXAEHNE TEPANeBTOM apTepuanbHON
rMnepTeH3nuy;

+ OTCYTCTBME AVHAMUYHOCTY ByNbO6apHbIX HAPYLLEHWA 1
peakumn Ha BBEOEHME aHTUXONMHICTEPa3HbIX
npenapaTtos



O6ocHOoBaHue
ans
anddepeHumnans

O6bcnepoBaHuA

KpuTepuu ucknoyeHus guarHosa

CtBOnoBou aHLedhanut

O6beMHbIN npoLlecc
rofIOBHOro Mo3ra

Mwnonatunmn

HOW OUarHOCTUKM

Bynbb6apHbie
NposiBieHNS,
aunnonuns

Onyxonu ronoBHOro
MO3ra CTBOJIOBOW
nokanusauum
HEKOTOPOE BpeMSI
MOTyT UMETb
NaTeHTHbIA Nepuoa
N NPOSIBNSATLCS
MbILLIEYHOW
CnaboCTbio.

CnabocCTb MbILLL]
TynoBuLLa 1
KOHEe4YHOCTeN

MarHuTHo

pe3oHaHcHasa Tomorpadus
rO/IOBHOrO MO3ra, OCMOTP
rnasHoro gHa, nccnegosaHue
nvKBopa

MarHuTHO

pe30oHaHCcHas Tomorpadus
rONIOBHOIO Mo3ra ¢
KOTpacTpuBOaHneM, OCMOTP
rnasHoro AHa, KoHcynbTaLms
Helipoxupypra.

SHMIT

- [N KNMHNYECKOro TEYEHUs1 CTBOSIOBOrO dHLedanuta
XapaKTepHO OCTPOE Havano.

- OnpenensioTcs o4aroBble HEBPONOrNYeckne
CUMMTOMbI, aNbTEPHNPYIOLLNE CUHAPOMbI

- Mpn nccnepoBaHuKM rMasHOro AHa —NpU3HaKkn
BHYTPUYEPEMNHON rMNEPTEH3MN, 3aCTOSA ANCKOB
3pUTENBHbBIX HEPBOB

- B aHanu3ax CnrMHHOMO3roBOW XXUAKOCTU —
BOCMNanMTeSIbHblE N3MEHEHNS

- MPT ronoBHOro mosra — o4aroBoe nopaxxeHue
rONOBHOIO MO3ra BOCMNa/INTENBHOro Xapakrepa

- MOJOCTPOE PasBuTME OOLLEMO3rOBOMO
Ledanrn4yeckoro cuHgpoma

- Ha MPT-ckaHax Hann4ine o6beMHOro o6pasoBaHus
rONIOBHOrO MO3ra;

- Ha rnasHoM fHe — NPU3HaK1 BHYTPMUYEPEnHOi
rMNepTeH3nn, SBIEHNSA 3aCTOMHbIX OUCKOB 3pPUTENbHbIX
HEepBOB;

- nogTBEPXXAeHNe Hann4usi 06 beMHOro o6pasoBaHuns
rOSI0OBHOIO MO3ra HENPOXMPYProMm;

+ OTCYTCTBME OMHAMUYHOCTY ByNbO6apHbIX HAPYLLEHWI 1
peakuun Ha BBeeHNEe aHTUXONIMHICTEePa3HbIX
npernaparos

- PV MMOMNATUSIX OTCYTCTBYIOT MPU3HaKN MOpPaXKeHus
SKCTPAOKYNSIPHOM U 6yb6apHO MyCKynaTypbl,
AblXaTeNbHbIX HAPYLLEHNI;

- CHUDKAKOTCH WU OTCYTCTBYIOT CYXOXWUJbHbIE
pednekchl,

- OTMEYAIOTCS PasfINYHON CTEMEHN BbIPa>KEHHOCTM
MbILLEYHbIE aTpodun

- Ha SHMTI HeT npu3HaKkoB HapyLUEHWS1 HEPBHO-
MbILLEYHOW nepena4n



O6ocHoBaHue ans

anddepeHumanbHoOn
AWNarHOCTUKKU

O6cnepnoBaHus

KpuTepum ucknioueHus guarHosa

MwuacTeHunyecknin
cuHgpom MToHa-
JlambeprTa (4alLe cBsi3aH ¢
PaKoM JIErkoro, pexe ¢
pakom npepcraresibHom
>Xenesbl, NMMMdg oMo,
TMOMOW, TENKO30M)

BokoBoi
amMnoTpoduryecknin
cknepo3s (BAC)

Mbliwe4yHas cnabocTb,
MTO3, AMNIoNus

KoHcynbtaumsa TepanesTa,
OHKoOJI0ra

[Npn3HaKn LeHTpanbLHOro
n/vinn nepndepnyecKoro
napanu4a, oTcyTcTBUE
YyBCTBUTESbHbIX U
Ta30BbIX PACCTPONCTB,
KIMUHNYECKNE CUMMTOMBI
MUACTEHMW, HAPYLLEHNS
HEPBHO-MbILLEYHOM
nepegayvn n peakumm Ha
BBEAeHMe
aHTUXOJIMHACTEPA3HbIX
npenapaTos.

ONEKTPOHENPO -
mMuorpadcus (SHMI)

* CYXOXWJbHble PedIEKChI CH/XKEHbI UAN OTCYTCTBYIOT ,
- IMEIOTCS BEereTaTuBHbIE PACCTPONCTBA (CYXOCTb BO
PTY, UMNOTEHLMS),

- MIPY PUTMUYECKOI I1EKTPOCTUMYNSLLAN
ABuraTenbHoro Hepea amnnutyga M-oTeeTa He
YMeHbLUaEeTCs, a yBenninsaetcsi (heHoMeH
BpabaTbIBaHUS).

- Npu cnHgpome NtoHa - Jllambepta
BblpabaTblBalOTCA aHTUTENa K KasibLMEBbIM KaHanam
P/Q-Tuna npecrnHanTn4ecKnx OKOHYaHNIA
ABUraTefbHbIX HEPBOB.

- OhheKkT OT BBEOEHNS aHTUXONNHSCTEPA3HbIX
npenapaToB MUHUMAIbHbIA, HO UMEEeTCS NIe4ebHbIN
OTBET Ha MMMYHOCYMPECCUIO 1 niasmodepes

- npu SHMI nccnegoBaHum

BbISIBNSAOTCA XapakTepHble ans BAC npusHaku
OEeHepBaLuM 1 PEUHHEPBAaLMX, a TaKXe Hann4me
60MbLLIOro KONMYECTBa NOTEHLMANO0B (hacuUUKynAaLnia



JleyeHuMe



TakTnka fnnevyeHmnst MmacTeHum onpenendrTcd TakKuMn HaripaBJliiEHUNAMMW:

¢ KOMMEHcaLUNsA HepPBHO-MbILLEYHOW Nepeaayn (npenapaTtbl Kanus, cuctTeMaTU4eckui
NpMeM aHTUXONMHACTEPa3HbIX NpenapaToB);

KOPPEKLUNS ayTOUMMYHHbIX HapyLLEHWUI (FNMIOKOKOPTUKONAHbLIX NpenapaTos,
LIMTOCTaTUKOB M nnadmadpepesa);

BIMSIHME Ha BUINOYKOBYHO XXeneasy.

HemeankameHTO3HOE neyeHue:

Pexum:

NPOTMBOMNOKa3aHbl Ype3MepHble PU3nYecKmne Harpyskm, MHCOMALUN.
uera:

aveta boratada kanmem (neyveHbin Kaptodoens, Kypara, 6aHaHbl 1 ap.).

MenukameHTO3HOE neyeHue: .
B ocHoBY cTpaTerum nekapcTBeHHOW Tepanun MMacTeHUU NonoxXeHbl crieayoLumne
MPUHLMNbI:

* 3TANHOCTb NNEYEOHbIX MEPONPUATUN;
* coyYeTaHUsA KOMMNEHCUPYIOLLEN, MAaTOreHeETUYEeCKOM N Hecneunduyieckon Tepanunu.
* YUéT dhasbl TeueHus 3aboneBaHust (xpoHndeckasi/octpas (Kpusbl)).

NB! lMpoTMBOMNOKa3aHbl IEKapCTBEHHbIE NPenaparbl, coaepXaline MarHni/XnHuH;
Henb3s ynoTpednaTe MMopenakcaHTbl, TPAHKBUNN3AaTOPbl, HEMPONENTUKN, MOYETOHHbIE
npenaparbl, aMUHOIMMKO3MAbl, PTOPXMHOMMHbBI, TETPALIMKINH




} KomneHcupyowasa Tepanus npegnonaraeT
Ha3Ha4YeHue criegyoLwmnx Npenaparos:

* AHTUXONMMHACTEPA3HbIe CpeaCcTBa:
NMpMOoCTUrMmMHa bpommna nepopanbHO B
MaKcumarbHoun go3se 240-360 mr. Cekpeunto AX

ynyJdLlaeT MnngakpuH B go3e 120-160 mr/cyT
nepopanbHo

* [lpenapaTtbl Kanusa (kanus Xxnopwua B NOPOLLKe)

« KanuncbeperatoLine anypeTuku, B HaCTHOCTU
CNMPOHOMNAKTOH NepopanbHo B A03€e 0,025-0,05

r.3-4 p/A.




11 9TAI

¢ JleueHune [NKOKOPTUKOMOAAMMN HAa3HaAYaEeTCA:

* MIPU HEQOCTaTOYHOMN 3APAEKTUBHOCTU NpenaparTos,
NCnosib3yeMbiX Ha NepBOM 3Tare;

AN co3aaHuga cBoeobpasHoro 3anaca Npo4YHOCTU B
KOMNeHcaum MmacteHM4YeCcKknx paccTpoucTB nepen
NoAroToBKOU K onepauun (TUM3KTOMUN);

* DONMbHLIM MUACTEHMEN C BUTAlNbHbIMU HapPyLLUEeHNAMMN,

» nebroTe 3aboneBaHnsa ¢ OynbOapHbLIX HAPYLLEHUIA.
[MpnmeHsieMblie Yalle cxembl — npuem 'KC exxeaHEBHO
nnun Yepes aeHo. [1o3y npeaHU3orioHa
(MeTNNpeaHU3onoHa) noabupatT MHAUBUAYaNbLHO,
OPUEHTUPYSCb Ha TAXKECTb COCTOSAHUA BornbHoro. B
cpefHeM OHa coCTaBndaeT 1 Mr/Kr/cyT., HO He MeHee 50




1 3TAI

} [1pn HegocTaTouHOM 9P EKTUBHOCTH
[TTIOKOKOPTUKOUO0B/pa3BUTUN BblpaXXeHHbIX MOBOYHbIX
9P EKTOB LIENIecoobpasHO Ha3HaYeHNE LMTOCTAaTUYECKUX

npenapaToB:

« A3aTUOMNPWH Ha3HavatloT nepopanbHO exegHeBHO No 50
Ml';cyT C nocneaywoLmMm yBenmyeHmem go3bl 4o 150-200
Mr/cyT

MwukodpeHonaTa MopeTmn Ha3Ha4arT nepopanbHO
eXXegHeBHO Mo 2 /cyT C nocreayouwen Koppekunen 0osbl B
3aBMCUMOCTU OT 3P PEKTUBHOCTN NIEHEHUS.

LInknocnopuH ycnewHo NPUMEHSIOT NPY NEYEHNN TSHKENbIX
dopM MMacTeHumn B criy4asx pe3aNCTEHTHOCTU K APYrUM
np/enapaTaM [MpenapaT Ha3Ha4aoT nepoparnbHo B Ao3e 3
MI/Kr

Linknodgpocdammg ncnonb3yroT npu oTCYyTCTBUU 3PdoeKkTa OT
apyrunx MmmyHouenpeccaHTOB KaK B BUe MOHOTepanuu, Tak

casaruoppudomllnenapa
BHYAIPVMBIESHOIERENHEBHOIBNT03ER2 0OIMI/ZHEPEIN EHBIB
10334 UURM|,




Opyrue Bnabl
nevyeHus

[Mpun xopoLuen adPEKTUBHOCTN NpenapaToB NEPBOro arana, HO COXPaHAKLLMXCS NErknx
BynbbapHbIX HAPYLLIEHUAX HAa POHE OTMEHbI NUPUOOCTUIMUHA DpoMmuaa nokasaHo
npoBefeHNE TUMIKTOMUMN.

[Moka3zaHUs K TUM3KTOMUK Y B3POCIbIX:

Onyxofb BUNOYKOBOW Xese3bl (TMMoMa);
BOBMNeYeHme B NpoLecc KpaHnobyns6apHom MycKynaTtypbl;

MporpeccupyolLiee Te4eHne MMacTeHNN.

MpoTuBONOKa3aHMs K TUMSKTOMUN:
TAXENble coMmaTndeckne 3aboneBaHuns;

ocTpasi pasa MMacTeHUn (BblpayKeHHble HEKOMMNEHCUPOBaHHbIE BynbbapHble
HapyLLEeHWs, a Takke HaxoxaeHue 60nbHOro B KpU3e);

NaumMeHTbl ANIMTENbHO CTPpagaroLLnX MUacTeEHNEN NMpn CTabunbHOM €€ TeyeHuu, a
TakXXe Npw rokasribHon rnasHomn popme MUacTeHUM.

NB! PesynsraTom onepauum MoryT ctaTb NOMMHOE KNUHUYECKOE Bbi3AopoBrieHne (apdexT
A), cTomnkasa pemmccus npu sHa4YNTENbHOM YMEHbLLIEHNN O03bl aHTUXONTMHACTEPA3HbIX
npenapatoB (3ddeKkT B), 3HaunTenbHoOe yny4leHmne COCTOAHMUA Ha POHE COXpaHeHUs
NOTPEOHOCTU B aHTUXONMHACTEPA3HbIX NpenapaTax (dddekt C), oTCyTCTBME YIy4dLlEeHUS

(adpdoekT D).




bnarogapum 3a
BHUMaHuUe




