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I'lepwonepau,MOHHoe BeAeHne NAUMEHTOB C HEPBHO-MbILLIEYHbIMA 3a60neBaHNUIMM

BBeaeHue

HepBHo-MbileuHble 3a6oaeBaHus (HM3) n apyrmue natoaoruue-
CKMe COCTOSIHMS, 3aTparnBaioLLme B3aMMOAENCTBME HEPBHOM CUCTEMBI
(HC) 1 nonepe4yHo-MoAoCaTon MyCcKyAaTypbl, TpebyioT crneumndurye-
CKOro MOAXOAQ K MPOBEAEHMIO aHECTe3NN B NMepuonepaLmoHHbIi ne-
proA. MHorne HM3 conpoBosxkaaioTcsl MbllliedHol caaboctbio (MC),
XPOHUYECKOM KOMMEHCUMPOBAHHOM pecrnmpaTopHOM AMCAYHKLMEN, a
MpW OCTPbIX XMPYPruueckmnx 3ab60oAeBaHMIX MOTYT Bbi3blBaTb OCTPYIO
AbIXaTEAbHYIO HEAOCTATOYHOCTb (AH), UTO 3HaUMTEAbHO YCAOXKHSeT
paboTy aHecTe3noAOra-peaHmMmaToAora. Boibop metoaa ob6e3boanBa-
HUS, HAPKOTUUYECKMX U CeAATUBHBIX CPEACTB, MMOpeAakcaHTOB (MP)
BCeraa 3aBUCUT OT TUMa HEPBHO-MbILLEYHOM NAaTOAOTMK U 3anAaHUPO-
BaHHOIO XMPYPrnYeckoro BMeLLIATeAbCTBA. [TOATBEpXKAEHHbIN  AMa-
rHO3 OCHOBHOIO 3a60AE€BaHUS 1 YeTKOoe NMoHMMaHue NaTorU3noAornm
CNoco6CTBYET ONTUMAALHOMY MEPUONepPaLlMOHHOMY BEAEHMIO TaKMX
nauueHTOoB.

O6AacTb NpUMeHeHus
HacTosme pekoMeHAaLMK pacnpoCTPaHSIIOTCS Ha OCYLLLECTBAEHUE
MEAULMHCKOM MOMOLLIM BCEM MALMEHTaM C HEPBHO-MbILLIEYHbIMU 3360-
A€BaHMSIMM B NMepUONepaLmMoHHbIi NMepuoA B YCAOBMSIX CTallMOHapa.

LleAb pa3paboTku u BHeApeHUs:
YAyullieHMe KauecTBa OKa3aHUSt MEAULIMHCKOM MNOMOLLM GOAbHbIM C
HEPBHO-MbILLIEYHbIMW 3a60AEBaAHUSIMW B MEPUONEPALIMOHHDBIA MEPUOA.

3apauun pa3paboTku M BHeApeHUs:

- COBepUJEHCTBOBaHl/Ie MEeTOAOB nepunonepaumnoHHOro BeAeHUsd
GOAbHbIX C HepPBHO-MbILLEYHbIMA 3aboAeBaHMIMN.

— O6ecneueHne AOCTYMHOCTM OKa3aHWs MEAULMHCKOM MOMOLLM
HaceAeHMio B pamkax [porpammbl rocyAapCTBEHHbIX rapaHTUi
0Ka3zaHus rpaxkAaHam.

KOHCyAbTalMe M 3KCiepTHas OueHKa
AQ@HHbIE KAMHUYECKME PEKOMEHAALIMU ABASIOTCSA PE3YAbTATOM CO-
rAACOBaHHOIO MHEHMSI 3KCMEPTOB, BblipabOTaHHOMO Ha OCHOBaHWU
aHaAM3a OnyGAMKOBAHHbIX OTEYECTBEHHbIX W 3apyBEXKHbIX MCCAEAO-
BaHMIM B 3TON 06AACTU.
[NepBOHaYaAbHbIN MPOEKT PEKOMEHAALMIA BbIA 0OCY>KAEH B pam-
kax VIl cbe3paa aHecTe3nMoAoroB M peaHmMmaToAoroB CeBepo-3anapa
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I'IepMonepcu,MOHHoe BeaeHne NauMeHToB C HEPBHO-MbILLIEYHbIMMU 3a6onesaHUIMU

(22-25 ceHTts6ps 2013 r., CankT-IleTepbypr) 1 onyOGAUMKOBaH B neva-
1 (PervoHapHasi aHecTe3usl U AeveHue octpoit 60An. — Tom VIII, N2,
2014. — c. 58-76).

Hacroduwas Bepcusi npoekTa peKOMeHAALMA COCTaBA€Ha MOCAe
oYepeAHOro OOCYXKAEHUS YAEHAMM 3KCMEPTHOM rpynnbl C YyYeTOoM
BCEX 3amMeyvyaHun 1 UCrPaBAEHUN.

AaHHble peKkoMeHAALMK Mpr3BaHbl MOMOYb BblOpaTh Bpayvy Hau-
60Aee OMNTMMAaAbHYIO CTpaTeruio U TakTUKY aHEeCTE3UOAOrMUYECKOr U
peaHVMalMOHHOM MOMOLLM MalMeHTaM C HEPBHO-MbILIEYHbIMU 3a60-
AeBaHWsIMM. B Tex cAayyagx, Koraa AaHHble peKOMeHAALMKN SBASIOTCS
HernpMMEHMMbIMK, aHECTE3UNOAOT-PEAHMMATOAOT NMOAHOMOYEH MpUMe-
HUTb aAbTEPHATUBHbBIN MOAXOA K AEYEHMIO KOHKPETHOrO nauneHTa, B
COOTBETCTBMM C KAMHUYECKON CUTyaLmen M CBOMMM BO3MOXHOCTSIMM.

YpoBeHb AOKa3aTEAbHOCTM W CUAQ PEKOMEHAALMM MPUBEAEHbDI
COrAaCHO  OOLLENPUHSTBIM  M3BECTHbIM  LIKAAaM, OMUCAHHbIM B

Tabamuax 1 um 2.
Taba. 1
Kaacc pekoMeHAauUmni

Kaacc OnpeaeAeHue
peKoMeHAauum

AoKasaTeAbHO M/I/IAVI nmeeTcs obluee MHEHME, 4TO NpPoBOAMMOE

Kaacc |
A€YEHVEe UAM NPOLIEAYPaA BbIFOAHbI, YAOOHbI 1 9htheKTUBHbI

Knacc II Pa3HOYTEHNA B AOKA3aTEABHOCTU U/UAU PACXOMKAEHNE MHEHUI
0 MOAE3HOCTUN/3PDEKTUBHOCTN A€YEHUSA NAM NPOLIEAYPbI

Knace lla Cuna AoKasaTeAbCTB M/MAM MHEHUI yKa3blBalOT Ha NMOAE3HOCTb/
3(hHEKTUBHOCTb

Kaace Iib [MoAe3HOCTb/3(h(HEKTUBHOCTb B MEHbLLEN CTENEHN YCTAHOBAEHbI

AOKa3aTeAbCTBaMn/MHEHNAMN

AoKasaTeAbHO U/UAK UMeeTcst 00LLIee MHEHME, YTO MPOBOAUMOE
Kaacc I AEYEHUE AU NPoLEeAypa He BbIrOAHbI /3P EKTUBHDI, U B
HEKOTOPbIX CAyHasiXx MOryT MPUHECTU BPEA

Taba. 2
YpoBeHb AOKa3aTeAbHOCTH

YpoBeHb AaHHble MOAyYEHbl Ha OCHOBE MHOIOLEHTPOBbIX
AOKa3aTeAbHOCTM A pPaHAOMU3MPOBAHHbIX UCCAEAOBaHWUI AU METa-aHaAU30B

AaHHble MOAYyYEHbl Ha OCHOBE OAMHOYHbIX
PaHAOMU3NPOBAHHbIX UCCAEAOBaHMUIA MAU BOABLLIMX
HepaHAOMM3MPOBAHHbIX UCCAEAOBAHMIA

YpoBeHb
AOKazaTeAbHoCTU B

KOHCeHcyc MHEHUIA 9KCNEPTOB M/MAN HEBOAbLLIMX
NCCAEAOBaHWUIA, PETPOCMEKTUBHbBIX MCCAEAOBAHWA,
perucTpoB

YpoBeHb
AOKa3aTeAbHoCTM C
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AAs naumeHToB ¢ HM3 xapakTepHbl HEKOTOpble 00LLIME CUMMTOMbI,
KOTOpble OTAMYAIOT MX OT obLecomaTuecknx 6oAbHbIX. Hanboaee ua-
cToe nposiBAeHre HM3 — cAaboCTb B pasAMUHbIX Fpymnnax CKeAeTHbIX
MbliLLL, ObICTPas YTOMASIEMOCTb MpU (hMU3NUeCcKoi Harpy3ke W KapAMO-
mMuonaTtun. Takke HaBAIOAQETCS coveTaHne AMCYHKLMU BEPXHUX Abl-
xaTeAbHbIx nyTeir (BAIT) u ymeHblueHWe abixateabHoro o6bema (AQO).
TpyAHOCTb MpY FAOTAHMM MULLM, CEKPETA CAU3UCTOM AbIXaTeAbHbIX My-
Tel, B GOAbLUMHCTBE CAYYAEB, SIBASETCS TUMUUHbIM MPOSIBAEHWEM CAa-
60CTU TAOTOUHbIX MbilL. OXPUNAOCTb MAM HOCOBOM OTTEHOK roAOCa
YKa3bIBalOT HAa BO3MO>XHble npobaembl B BAIl. DTo BeaeT kK noBbille-
HUIO pMCKa acnmpaumm U COMPSI>KEHO C TPYAHOCTSIMU MPU BEHTUASLMNA.
[ToBEPXHOCTHOE M YaCTOe AbIXaHME, y4aCTHE B AbIXaTEAbHOM aKkTe BCMo-
MOraTeAbHOM MyCKYAaTypbl — BaXKHble MPU3HaAKM CAABOCTU AMadpparmbi.

YmenblieHre AO Hanboaee BbipaXkeHo npu AMadparMasbHON CAa-
60cTh. Y nauMeHToB C Mporpeccupytower reHepaamMsoBaHHon MC
(Hanpumep, npu cuHApome luiteHa-bappe) cHuxkeHne AO HacTynaet
Nnpexae, YemM ycrieeT pa3BuTbcs caabocTb BAI. MoaaepskaHue mu-
HYTHOM BEHTUMASALIMM, U KaK CAEACTBME, apekBaTHOM akckpeuun CO,
AOCTUraeTCsl yBEAMYEHUEM YaCTOTbl AbIXaTE€AbHbIX ABWXeHUNA. [1pu
CHUYKEHUM XU3HEeHHOM eMKoCTU Aerknx (OKEA) ¢ 65 A0 30 MA/KT cAa-
6eeT cNOCOBHOCTb NaUMeHTa K OTKAWAMBAHMIO M 3BaKyalMsl cekpeTa
CTAaHOBUTCH 3aTpyAHUTEAbHOM. AaAbHenwee ymeHblieHne XKEA Ao
20-25 MA/KI AMLIAeT nauueHTa CnoCOBGHOCTM K BAOXY, YTO CNocob6-
CTBYeT pa3BUTUIO aTeAeKkTa3oB. [1pn 3TOM runokcemms SBASETCs pe-
3YAbTATOM HapYyLWEHUs BEHTUAIUMOHHO-NepdY3MOHHbIX OTHOLUEHWH,
Tak Kak Bce 6oablIag Yactb AO MCMOAb3YETCS AASI BEHTUASILIUU MepT-
BOIO MPOCTPaAHCTBA, @ AAbBEOASPHast BEHTUASILIMS CHMXKAETCS.

BeretaTnBHble HapylleHUs Tak>Ke XapaKTepHbl AAS HEKOTOpPbIX
HM3, oHM noBblIWaloT onepaumMoHHO-aHECTE3MOAOTMYECKUIA PUCK U
TpebyloT MHTEHCUMBHOW Tepanuu. Hepeako B nocaeonepalMoHHbIN
nepurop Tpebyercs NpoAAEHHAsl UCKYCCTBEHHAs BEHTUASLIUS AErKMX
(MBA), oTAyueHMe OT pecrnupaTopa M1 3KCTybaLusi NPOBOAUTCS MO MPo-
TOKOA@M, UCMOAb3YEMbIM B OTAEAEHUSX peaHnMalM1 U MHTEHCUBHOWN
Tepanum (OPUT) AAS KPUTUUECKMX MALMEHTOB.

HecmoTpst Ha TO, UTO Yy peako BCTpevalowmxca naumeHtoB ¢ HM3
(tabamnua 3) MMeeTCst BAAOCTb Pa3AMUHbIX MbILLEUHbIX FPYNn C HEOAMW-
HAaKOBOW YyBCTBUTEAbHOCTbIO K MP, MHTpaonepaumMoHHbI1 MOHUTO-
PWHI, COOTBETCTBYIOWMI [apBapACKOMY CTaHAAPTY, AOAXEH ObITb
AOMOAHEH 00913aTeAbHbIM KOHTPOAEM HEMPOMBbILLIEYHOM MPOBOAUMO-
ctn (HMIT).
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Taba. 3
3NUAEMHUOAOTUS HaCTO BCTPEUalOLMUXCSA HEPBHO-MbILLEYHbIX 3a60AeBaHUH
Koa YacTtoTa
pynnbi 3aboAeBaHus no (Ha 100 TbIC
MKB* HaceAeHus1)
Aemnerntnznpyioume PaccesiHHbIN ckaepo3 G35 10-50
3aboneBaHus
MopakeHnst ABura- BokoBoW amnoTpomyeckmi G12.2 1-7
TEeAbHbIX HEPOHOB CKAEPO3 ’
MpuobpeTeHHble
MAMONATU'ISCKUE CuHApoM MmineHa-bappe G61.0 1-4
BOCMaAUTEAbHblE
NOAMHEBpONaTUn
HacreacTBeHHblE Boreskb LLlapko-Mapu-Tyta | G60.0 10-40
NOAMHEBpoONaTUn
MblLLeYHble BpoxxaAeHHble 1
AncTpodum npuobpeTeHHble G71.0 5-15
MUOANCTPONN
MeTaboAanyeckue .
MYONaTIN CuHApoMbl KepHa-Ceipa,
MELAS, MERRF, MNGIE, G71.3 5-7
(MUTOXOHAPUMaAbHbIE
NARP
HUedharoMmnonaTnm)
MuacteHws leHepann3oBaHHas
1N MUacTeHNYeCKne P G73.1 1-5
MuacTeHns NambepTta-UToHa
CYHAPOMBI
MWOTOHUA 1 BpoxAEHHaA MMOTOHUSA
MWOTOHNYECKNE TomceHa
CUHAPOMBI BpoAEHHAs MMOTOHUS G71.1 2-13
bekkepa
BpoxxaeHHast napaMmnoTOHNUS
CHHAPOMbI HenpomMmnoToHus G71.1 Aanrble
rMNepaKkTUBHOCTH BapbupyoT
ABUraTeAbHbIX EAVHUL
3A0KayecTBeHHas ~ 2 B3POCAbIX,
788.3 o
rmnepTepmuns 7 peTen

* — MexayHapoAaHasi kaaccngmkaumm 6oresHelt, 10-4 nepecMmoTp

PaccesiHHbIM CKAEPO3

PaccegaHHbIN ckaepo3 — XpoHMUYeckoe nporpeccupytoliee HM3, ko-
TOPbIM CTPAAQET, MO AAHHbIM OTEUECTBEHHbIX U 3apy6BesXKHbIX aBTOPOB,
AO 1 MMAAMOHA YeAOBeK BO Bcem Mupe. 3aboAeBaHMe xapakTepusyeT-
€S HAAMUYMEM MHOXXECTBEHHbIX O4aroB MopaXkeHusl B LLeHTPaAAbHOM U
nepuepunueckor HC. NpeanoAO>KNTEABHO, NaTOreHHble MUKPOOpra-
HUW3Mbl, TeHeTMYecKkasl NPeApPacnoAOXEHHOCTb, ayTOMMMYHHbIE peak-
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UMM U KaHaAOMaTUKU HerpomblwedHoro coeanHerns (HMC) — ocHoBa
3TMOAOIMU U NaToreHesa 3aboAeBaHMs.

[Mape3bl 1 noTeps YyBCTBUTEAbHOCTM, HAPYLUEHUS KOOPAMHALMM,
3pUTEAbHbIE PACCTPOMNCTBA U BereTaTMBHbIE HAPYLLIEHUS — 06LIME CUM-
NMTOMbI, XapakTePHbIE AAS PACCEAHHOIO CKAEPO3a.

B nepronepauMoHHbIN NepUoA CAEAYET YUUTbIBATb, UTO MaLMEHTbI
MOIyT MOAyYaTb KOPTUKOCTEPOUAbBI, MMMYHOCYNPEeCcCcopbl, aHTUKOH-
BYAbCAHTbl M aHTUAEMpPECCaHTbl — MpenapaTtbl, BAUSIOWME HA Teue-
HWe aHecTe3uu. B TeueHue Bcero neprmoaa HabAAEHUS HEOOXOAUMO
obecrneunTb aAEKBATHYIO BOAEMUYUECKYIO Harpy3Ky, TLIATEAbHbINA Tem-
nepaTypHbIA KOHTPOAb, HE AOMYCKaTb Ype3MePHOI KPOBOMNOTEPH, Bbl-
COKMX NMoKa3aTeAel NUKOBOro AaBAeHust BOo Bpemsa MBA. 3ameueHo,
4YTO MaUMEeHTbl C BereTaTMBHOM AMCPYHKLMEN UYBCTBUTEAbHbI K A€li-
CTBMIO O-CMMMNAaTOMUMETUKOB.

HeT HMKakMx NpoOTUBOMOKa3aHWM K MPOBEAEHUIO BHYTPUBEHHOM
WUAN MHraAsdUMoHHOM aHecTe3nu. CnunHaabHas (CA) 1 anuaypasbHas
(DA) aHecTe3us npoTekaeT C BGAArONMOAYYHbIM MCXOAOM Y BGOAbHbIX
paccesiHHbIM CKAEPO30M, OAHaKO, MO HEeKOTOpPbIM COOOLLEHUSM, TU-
nepTepmMust 1 BBEAEHUE KOHLIEHTPUPOBAHHbIX PACTBOPOB MECTHbIX
aHecTeTMKoB (MA) MoryT Bbi3BaTb peunaMB 3aboaeBaHus. Tak, ya-
CTOTa PeUrMAMBOB MpU UcCnoAb3oBaHuu 0,5%-pacTBopa GynvBakamHa
60AblLIE, YemM MPU MHTpaTeKaAbHOM BBeaeHuun 0,25%-pacTBopa npe-
naparta. [ToBbiWweHHas 4yBCTBUTEAbHOCTb K MP MoxeT mpuBectn K
PasBUTUIO FMNEPKAAMEMUM TIPU BBEAEHUM AEMOAIPUYIOLLMX Mpena-
paToB, MPOAOAKUTEABHOCTb HEAEMOASIPU3YIOLLErO HEMPOMBILLIEYHOTO
6A0ka (HMB) MoxkeT 6bITb 60AEE AAUTEABHOM.

bokoBoOI amMOTPOdIMUECKMIT CKAEPO3

bokoBoi ammMoTpouueckmii CKAepo3 — GoAbLLas rpyrnna 3aboae-
BaHMI ABUraTEAbHbIX HEMPOHOB C MPOrPECCMBHON AereHepaumen,
KOTOpas NPUBOAUT K HapyLUeHMIO (DYHKUMI BEPXHUX U HUXKHUX ABU-
raTeAbHbIX MOTOHEMPOHOB C COXPAHEHMEM KOFHUTMBHOW M YyBCTBU-
TeAbHOWM cepbl.

KAMHMUeckas KapTMHa AOBOAbHO pa3Hoobpa3Ha: mapesbl, aTtpo-
hum 1 hacuMKyAaUMM M30AMPOBAHHbBIX TPYMI MbIWWL — MPW Nopaxe-
HUK neprndepruyecknx MOTOHEMPOHOB, CnacTUYecKue napesbl, rmno- n
runeppedAekcms, naTtoAormyeckme nupammaHble 3HaKnM — Npu nopa-
>KEHMU LEHTPAAbHbBIX MOTOHEMPOHOB.

[Mpn Ha3zHauyeHMM NpemMeAauKauun CAEAYET YUMUTbIBATb, YTO B pam-
Kax AEYEeHUs OCHOBHOrO 3abOAEBaHUS MaLMEHTbI MOTYT MOCTOSIHHO
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NPUHUMATb CEAAQTUBHbIE Npenaparbl, a TaKXKe MMeeTCs BbICOKMI PUCK
peryprutaumMm 1 acnmpaumm B CBS3M C BO3MOXKHbIMW HapyLUEHUSIMMN
akTa raotaHus. OTMevaeTCcsl H13Kas CBA3bIBaeMOCTb MpenapaToB AAS
aHecTe3nn 6eAkaMu KPOBU B CBSA3M C ruronpoTterHemmeit, 06ycAOB-
AEHHOM KaxeKcuen U HepAOCTaTOUHbIM NuTaHueM. Y nauueHToB ¢ 6o-
KOBbIM aMUOTPO(PUUECKMM CKAEPO30M PEKOMEHAYETCS MPUMEHEHME
pernoHapHbix MeToAO0B aHecTe3mn (PA), B yacTtHocTH, DA. [Npn aTom
BaXKHO MOAUYEPKHYTb, UTO AOGOM GOABHOM C MCXOAHBIM HEBPOAOTU-
YeckMM AeULMTOM, AaXKe IKCTPEHHbIM, AOAXKEH ObITb OCMOTPEH C
TUwaTeAbHeNLen, AOTOLHOM (puKcaumen MCXOAHOIO YPOBHS 3TOro Ae-
urumTa B UCTOpUn 6OAE3HM.

AAS NaUMEHTOB C NOPAKEHMSAMN MOTOPHbIX HEMPOHOB XapakKTepPHO
pa3BuUTUE TUNEePKAAMEMUN MOCAE BBEAEHWS CYKLUMHUAXOAMHA U AAU-
TeAbHbIN Heaenoasipmsytowmii HMbB B CBSI3M € MOBbILLEHHOW YyBCTBU-
TEABHOCTBIO K HEAEMOASPU3YIoWwmMM MP.

ToTaabHasi BHyTpuBeHHas aHecTe3us (TBA) 6e3 npumererus MP y
nauMeHToB C GOKOBbIM aMMOTPOMUUECKMM CKAEPO30oM obecneunBa-
€T MUHUMAaAbHbIN PUCK Pa3BUTUS NocAeonepaumoHHon MC 1 Apyrux
IPO3HbIX OCAOXHEHWUN.

CAaboCTb  AbIXaTEAbHbIX MblLiL, HU3KUIA AbIXaTEAbHbIA pe3eps,
TPOM6O03bl TAYOGOKMX BEH HUXXHWUX KOHEUHOCTEN U, KaK CAEACTBUE, Ae-
FOYHbIE OCAOXKHEHUS YBEAMUMBAIOT PUCK AETAAbHOIO MCXOAQ.

CuHapom IniteHa-bappe

CuHapom uiieHa-bappe, oCTpbIit MAMONATUYECKUIA MOAMHEBPMUT,
OTHOCUTCS K MOAMHEBPOMNATUSIM — reTepOreHHoN rpymnmne npuobpeTeH-
HbiX HM3, xapakTepu3ylowmMcs CUCTEMHbIM MopaxXkeHnem nepude-
puyecknx HepBoB. CMHAPOM, KakK CUMTAETCs, SIBAJETCS COouYeTaHWem
pa3HOO6pPa3HbIX PACCTPONCTB C HECKOAbKMMU KAMHUYECKUMU op-
Mamu. BnepBble onvcaH Kak CMHAPOM CMMMETPUYECKOro, ObICTPO
pa3BMBalOLLEroCcs BIAOrO napaanya u apedaekcun. [pu cuHApome
[wreHa-bappe pa3BuBaeTCs AeMMEAMHM3ALMS HEPBHbIX CTBOAOB C
OAHOBPEMEHHbIM Pa3BUTUMEM KaHaAOMaTUM, UTO, B UTOre, MPUBOAUT
K AbIXaTe€AbHbIM MAM BeretaTMBHbIM HapyLUEHUSIM C A€TaAbHbIM MCXO-
AOM.

bakTepuaAbHble aHTUrEHbI, MOSBASIOLLMECS MOCAE MH(EKLIMOHHBIX
3ab6oAeBaHUM, CNOCOOHbI K MHULMALLMM UMMYHHOIO OTBETa C BO3AEN-
CTBMEM Ha HEPBHblE CTBOAbI U BAOKAAE NMPECUHANTUYECKMX MOTEHLM-
aAn3aBMcuMbIX Ca* *-kaHaAOB M nocTcuHanTuyeckmx ALLX-peuentopos,
Takum o6pa3om, NpuUBoAs K pazsutuio MC. Takue nalueHTbl YyBCTBY-
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0T YAYYLUEHME MOCAE MPOBEAEHUS HECKOAbKMX CEaHCOB MAa3macde-
pesa.

AmcpyHkums BeretatuBHoit HC oTMmeuvaeTcs npubBAM3UTEABHO Yy
60% naumeHToB. OnMcaHbl CAyYan BO3HUKHOBEHUS aCUCTOAUM MOCAE
HaAABAMBAHMS Ha rAa3Hoe I6A0OKO, MaccaXka KapoTMAHOMO CMHyCa U
caHaUMM Tpaxeu, CTOMKMX MOCTYPaAbHbIX M3MEHEHUIA (CHUXKEHWE NAU
YBEAMYEHNEe BEHO3HOrO BO3Bparta B CAyyae rnepemMeHbl MOAOXKEHUS
TeAa). Bo Bpems aHecTesnun oco6oe BHUMaHME HEOH6XOAMMO 06PaTUTbL
Ha obecrneyeHne aAeKBATHOM BOAEMMUECKOMN NMpeAHarpy3ku, KOHTPO-
A9 TeMnepaTypbl TEAA 1 MapamMeTPOB PecrnmMpaTopHO NOAAEPIKKM, He
ponyckatb notepu OLLIK. [MauneHTbl ¢ HapylleHUSIMU AEITEAbHOCTU
BeretatnBHoM HC MMEIOT NOBbIWEHHY YyBCTBUTEABHOCTb K O-CUM-
NaTOMMMETMKAM.

HanmeHbLInin pucK nocAeonepaLoHHbIX OCAOXKHEHUIA OTMeYaeT-
cs npu npoeeaeHnn TBA. OpaHako, reMoAMHaMUUECKMe HapyLleHus C
HEO6XOAUMOCTbIO MHOTPOMHOM MOAAEP>KKM BO3MOXKHbI MOCAE UHAYK-
uMn aHecTe3uu. MNauneHTbl ¢ cMHAPOMOM [uiieHa-bappe 6oaee uyB-
CTBUTEAbHbI K MA, ueM 0OblUHble MauMeHTbl, Ha oHe MMeloLLercs
6A0KaAbl MOHHbIX KaHaAoB B HMC. OaHako, PA He npoT1BONokKasaHa,
NPeAnoUYTUTEABHO NMPOBEAEHME 3MUAYPAALHOIO BAOKA.

AKCOHaAbHash AEMMEAMHM3ALNS MPUBOANT K PYHKLMOHAABHON Ae-
HepBaLMK MbILL, U HapyLlleHUIo AedaTeAbHOCTM ALLX-peuentopoB Ha
nocTcuHanTuyeckon MembpaHe. CYKUMHUMAXOAMH MPOTMBOMOKA3aH
B CBS3M C BbICOKMM PUCKOM Pa3BUTUS FMMEPKaAMEMMM U OCTAHOBKM
kpoBoobpaleHus. [MoBblleHHas YyBCTBUTEABHOCTb K HEAEMOASIPU3Y-
lowmm MP y 3TUX MauMeHTOB MPOUCXOAMT M3-3a MOTEPU MOTOPHbIX
eAMHUL 1 6AOKaAbl MOHHbIX KAHAAOB B CUHarCe.

boae3nb LLlapko-Mapu-TyTta

boaesHb Lllapko-Mapu-TyTa — HacAeACTBEHHast ABUrateAbHas u
CEHCOpPHas AeMUEAMHU3UPYIoLWas NMOAMHEBPONATMS, HAYMHAIOLLAACS
C MbILLL, UHHEPBUPYIOWUXCS MAaA0OOEpPLIOBbIM HEPBOM, U MOCTENEHHO
pacnpoCTpaHAoLWascs Ha MbllLlbl BEPXHEro naeyeBoro nosca. [pum
6ore3Hn LLapko-Mapu-TyTa, nepeaaBaemoit Mo HaCAEACTBY, HabAtO-
AAIOTCS pa3HoobpasHble reHeTUUYeckue HapyLLIEHUS! U pPa3Hble KAUHU-
yeckue NMposIBAEHMS.

CuHanTnyeckue kaHaabl B HC urpatoT CyuecTBeHHYI0 pOAb B pac-
NPOCTPaHeHWM NMOTEHLIMAAOB AEMCTBUS, B GbICTPOM OOMEHE MOHAMM U
HyTpueHTamu. HapyuieHve paboTbl CMHANCOB BEAET K MOBPEXAEHMIO
PYHKLUMM LUBAHHOBCKUX KAETOK M AEMUEAMHU3ALMKN HEPBHbIX CTBOAOB.
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Hanboaee yacToe KAMHUYECKOe MposiBAeHUE 6oAe3HN — aTpohus
MaAOGEpPLIOBOro HEPBa, COMPOBOXAAETCS Pa3BUTUEM MOTOPHOM CAa-
60CTM B NepeAHUX M AaTepPaAbHbIX FPyMaxX MblllLl C COXPaHEHMEM YYB-
CTBUTEAbHOCTU. B AMTepaType onmncaHo pa3Butme xpoHnueckon AH 'y
naumeHToB ¢ 6oAe3Hbio Lllapko-Mapu-TyTa. Npn 6epemeHHOCTH Npo-
aBAEHUS GOAE3HM MOTYT YCMAMBATBLCS, BEPOSITHO, M3-3a FOPMOHaAb-
HbIX M3MEHEHUMN.

Xupypruuyeckme BMeLLATEAbLCTBA PEKOMEHAYETCS MPOBOAMTb MOA
TBA. OTMeueHo, 4YTo NauMeHTbl YyBCTBUTEAbHbI K AEACTBUIO TUOTMEH-
TaAa, NpPeAnoyYTUTEAbHO MNpuMeHeHue rnponodgoaa. MHraAauMoHHble
aHecTeTukn (MA), B TOM UMCAE U 3aKMCb a30Ta, U CYKLIMHUAXOAMH MO-
ryT Bbl3BaTb 3A0OKAQYECTBEHHYIO FMMepTeEPMMIO, MOITOMY YKEAATEAbHO
3TM npenapartbl He UCrNoAb3oBaTb. Ob6AeryeHne UHTy6GaLMM Tpaxeu U
NMOAAEP>KMBAIOLLYIO MUOMAErUIO CAeAYET MPOBOAUTb HEAEMOAIPU3Y-
owmnmMn MP. M3 oCcAOXKHEHWI B AMTepaType onucaHo pa3sutue AH,
napesa roAOCOBbIX CKAAAOK M HapylleHWs CepAEYHOro pMTMa 1 npo-
BOAMMOCTMH.

MbieyHbie AuctTpocpum

MblweuHble aAnCTpodUM — pasHoobpasHas rpymnna reHeTUYecku
00YCAOBAEHHbIX 3a00AEBaHUI CKEAETHbIX MbILLL U, B HEKOTOPbIX CAY-
yasix, CepAeYHOM MbllLbl. OHM XapakTepU3yoTCS HEKPO30M MblLLEY-
HbIX BOAOKOH W nporpeccupytowern MC. MyTaumm 4eAoBeuyecKkoro
reHa, OTBEYaloWEero 3a KOMMAEKC MbllleyHoro 6eaka aAuctpoduHa u
FAMKOMPOTEMHA CAapPKOAEMMbI, MPUBOAST K MbIWEYHON AUCTpOun.
Komnaekc amMctpodurHa M rAMKONpoTenHa 9BASETCS OAHMM U3 3Be-
HbEB B MOAAEP>KaHUM (DYHKLMOHAABHOM LIEAOCTHOCTU CApPKOAEMMDI.
[MopaxkeHHble MblillLbl 60AEE BOCMPUUMUUBBI K MEXaHUUYECKUM MO-
BPEXKAEHMAM, UTO MPOSIBASIETCS MOBTOPHbIM HEKPO3OM WM HEMOAHOM
pereHepatmen MbilleuHbIX UOPUAA.

B nmaToreHese kapAMOMMONaTWIA Yy MAUMEHTOB C BPOXKAEHHbIMU
MbILLEYHbIMU ANCTPOMUAMM peLuatoLlee 3Ha4YeHNe MMeeT NoTeps AMC-
TpohMHa, HapyulleHe MeTaboAn3Ma HUTPOKCUA-CUHTA3bI, UrpatoLLeit
Tak>XXe KAIOUYEBYIO POAb B PEryASILIMM TOHYCa COCYAOB U apTepuaAbHO-
ro AaBAeHus (AA).

MbiweyHas anctpodmsa AloweHa — 0OAHO M3 YaCTbIX FEHETUYECKMX
HM3, xapaktepusyioweecs npokcumasbHot MC € paHHero AeTcTBa
M NPOrpeccupyloLwen KapaAnomMmonaTmei, HapyLleHMemM KOrHUTUBHbIX
dyHKkumn. CMepTb HacTynaeT B Bo3pacTe A0 30 AeT B pe3yAbTaTe Abl-
XaTeAbHOM U/MAN CepAEUYHON HEAOCTATOYHOCTU.
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MblweuHas auctpodusi bekkepa — 6oaee peakoe HM3, BcTpeua-
eTCs NPENUMYLLIECTBEHHO Y AWML, MY>KCKOrO noaAa. Ecan npu mbiweyHom
AncTpodun AlolieHa AUCTPOPUH 0ObIYHO OTCYTCTBYET, TO NMPW Mbl-
weyHon anctpodun bekkepa 6eAOK NMPUCYTCTBYET, HO KaYeCTBEHHO
M KOAMYECTBEHHO M3MeHEH. KapanommonaTus Bctpedaetca y 15% na-
LIMEHTOB MOAOXe 16 AeT Uy 75% cTapuue 40 aeT.

MbiweuHas amctpodus Imepu-Aperidyca xapakrepusyetca pas-
BUTUEM PaHHWUX KOHTPAKTYP MAEYEBOro nosica, CAAGOCTU B NMAeUEBbIX
M MaA06epLIOBbIX MbILLLLAX Y AMLL MY>KCKOTO noaa. [NporpeccrupoBaHue
KapAMOMMOMNAaTMK C HapyLLUEeHWEeM NPOBOAMMOCTU MPUBOANT, B UTOTE,
K A€TaAbHOMY UCXOAY.

[NAaeye-AronaTouHo-AMLEBAS AMCTPODUS — PEAKMIA BapuaHT Mbl-
LeYHOoM AUCTPOUM, MPOSIBASIETCS B MO3AHEM AETCTBE Kak AMLieBas n
naeyensonatouHas MC 6e3 cepaeUHON HEAOCTAaTOUYHOCTU. Y BGOAbHbIX
MOXeT HabAIAATHCS PETMHOAHTMOMaTUS U HEeMPOCEHCOPHast TYroy-
XOCTb. AUCTPOMUS MbiLLLL FAA3HOrO 96A0KA U TAOTKM — TaKXKe peakas
pPa3HOBUAHOCTb MbILLIEYHON AMCTPOUK, XapakTepu3yeTcs nporpec-
CUBHOM AmMcdarment 1 NTo30M.

AAS GOAbLLIMHCTBA NALMEHTOB C MbILLIEYHbIMU AUCTPOMDUIMM Xapak-
TepHa KaparomMuonaTtms. XpoHudeckast CAabOCTb AbIXaTEAbHbIX MblLLLI,
3aTpyAHEHMS NMpu OTKALWAMBAHWN MOKPOTbI MPUBOAST K MOTEPE Aeroy-
HOro pe3epBa, HAaKOMAEHMIO CeKpeTa U Pa3BUTUIO PeLMAMBUPYIOLLE
NHEeBMOHUW. AH 4acTo ocTaeTcs CKpbITOM, TaK KakK MOAHasi akTWB-
HOCTb orpaHuueHa. 1o mMepe nporpeccMpoBaHns 60OAE3HU CUHAPOM
«COHHOrO anHo3»» N KMMPOCKOAMO3 BHOCUT CBOWM BKAAA B PECTPUKTUB-
HYIO MaTOAOTMIO AErKuX.

[NoaroTtoBka K aHeCcTe3nm AOAXKHA YYUTbIBATb MOBbILLEHHYIO NPOHU-
LIaeMOCTb MeMbpaH CKEAETHbIX MbILLL, U CHUXXEHHbIN CEPAEYHO-AErOY-
Hbli pe3epB. [MMNOKMHE3US >XEAYAOUYHO-KMULIEYHOro TpakTa MOXKeT
3aAEPXKUBaTb XKEAYAOUHYIO CEKpeLMIO 1, NMPY CHUXXEHWW FOPTaHHbIX
pedAeKCOB, YBEAMUMBAETCS PUCK AErOUYHOM acnupauuu. [Npemeanka-
LMs AOAXKHA ObITb OCTOPOXKHOM, C Y4ETOM MOBbILLEHHOW YYBCTBUTEAb-
HOCTU K CEAATUBHbIM MpenapaTam, PUCKOM COHHOMO anHoa.

PA 1 TBA nponodoAoM, onMomaamm 1 Heaenoasipmsytowmmm MP —
6e3onacHble 1 3PHEKTUBHbIE METOABI QHECTE3UM Y MALIMEHTOB C Mbl-
wevHorn amctpodment. KombrMHUpoOBaHHAs aHeCTe3uns HernpepbiBHOM
MHPy3men nponodora, PeHTaHWAa, aTpakypuyma Ha (poHe 3akmcm
a3oTa Mo3BoAsieT M36exaTb FeMOAMHAMUUECKOW HecTabWMAbHOCTHU.
Prck no60ouHbIX 3h(PEKTOB Ha BHYTPUBEHHbIE aHECTETUKM BO3pacTa-
€T C TSKECTbIO TeUeHUs: 3a00AeBaHUS.
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B nopaxkeHHbIX MbilWLax NPUCYTCTBYIOT 3pEAble M He3peAble M-
GpUoHaAbHble NocTcuHanTuyeckmne ALIX-peuentopbl. IMEpHUOHaAbHbIE
peLenTopbl HE XapaKTepHbl AAS AAQHHOW AMCTPOM MM, HO 9BALIOTCS
NMOCAEACTBMEM MblIlIEYHOM pereHepaumn. [NpoBeaeHMe BBOAHOM W
NOAAEP>KMBAIOLLENA MMOMAErMU MPEANOYTUTEABHO BBEAEHWEM HeAe-
noagpusyowmx MP. CyKUMHUAXOAMH MPOTMBOMOKA3aH M3-3a pucka
rMnepkaAMemMmyeckmnini 0CTaHOBKM KpoBoobpalleHnss 1 pabAOMMOAN-
3a. be3 cyKUMHUAXOAMHA PaBAOMMOAM3 MOXKET PasBUTLCS M MPU UC-
noAb3oBaHumn KMA, UTo orpaHMumMBaeT MX NPUMEHeHMe Yy MauMeHTOB
C BPOXAEHHOM AncTpodumen. [Npy 3TOM BO3MOXKHa PEe3UCTEHTHOCTb
K AEACTBUIO HEAEMOASIPUIYIOLLMX MPENnapaToB BCAEACTBUE CHUXKEHMS
UYYBCTBUTEABHOCTM 3MOPUOHAABHBIX PELENTOPOB K KOHKYPEHTHbIM
aHTaroHuctam. OAHaKo, B MpakTMKe HABAIOAQETCS MPOTMBOMOAOXK-
Has KapTMHa — MOBbILIEHWNE YYBCTBUTEABHOCTM K HEAEMOASIPU3YIOLLIMM
MP 1, Kak cAeACTBUE, MPOAOAKUTEAbHBIA HeaenoAapuyowmin HMB,
4YTO, BO3MOXKHO, CBSI3@aHO CO CHM>XEHMEM MbILLIEYHOM MaCCbl N YMEHb-
LIEHMEM CMOCOBHOCTU MbILLLbI K COKPALLEHMIO,

MbilweyHbIA OTBET NaLUMEHTOB C MUOTOHUYECKON AMCTpOdMEN Ha
BBEAEHMEe aHTUXOAMHACTepa3Hbix npenapaToB (AXI1) Henpeackasyem.
[MonbITKM AMKBUAMPOBATb OCTAaTOUHbIE SIBAEHUS HEAEMOASPU3YIOLLEN
6AOKaAbl APOOHbIM BBEAEHMEM HEOCTUrMMHA B A03e 1,5 Mr moryT
npuBecTn K o6paTHomMy acpdpekTy — aanteabHo MC. XKeaaTteAbHo umc-
NMOAb30BaTb HeAernoAspusyiolime MP KOpoTKOro AencTBust, nsberatb
BBeAeHus AXIT n KoHTpoAmpoBatb HMIT A0 moAHOro BOoCCTaHOBAe-
HMS METOAOM aklieaepomMuorpachmm (BCTpevaetTcs TEPMUH «akKLIEAepO-
METPUS»).

B nepuonepaumoHHbIi nepros 0cob6oe BHUMaHUE CAEAYET YAEAUTb
npodurAakTUKE MAaCCMBHOM KPOBOMOTEPM, TaK Kak Yy AQHHOWM rpynmbl
nauueHToB HabAIOAAETCS HapyLleHUe TOHYCca COCYAOB U AUCPYHKLMS
TPOMOOLUMTOB, CUHAPOMY MHCYAMHOBOM PE3UCTEHTHOCTU, YTO, BEPO-
SATHO, SIBASIETCSI PE3YAbTAaTOM HEAOCTATKa MHCYAMHOBBIX PeLienTopoB
B MeMOpaHe MbILLEeYHOro BOAOKHA. Bo3MoykHa nocaeonepalmoHHas
AerovHas AMcyHkumMs, Tpebylowas oKcureHoTepanmm M aaekBaTHoOM
caHauuu TpaxeobpoHxmasbHoro aepesa. OTcpoueHHas AH mMoxkeT Ha-
6AI0AQTLCS B TeueHre 36 4 MocAe onepauumu Aaxke npu yCAOBUK, UTO
ypoBeHb HMI1 BoccTaHaBAMBaeTCS A0 MCXOAHOro npeaonepalmoH-
HOrO COCTOSIHUSI.
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MuToxoHApHaAbHbIE MHUONATUM

MUTOXOHAPUAAbHBIE MMOMATUU — KAMHUYECKM 1 BUOXUMMYECKU re-
TeporeHHas rpynna 3ab0AeBaHui, B OCHOBE KOTOPbIX AEXAT MyTaLuu
reHoB, OTBEYAIOLWMX 32 MUTOXOHAPUAaAbHYIO MAK saepHyio AHK. Aaq
AaHHbIX 3a60AEBaHUIN XapaKTEPHO YBEAMUYEHNE YUMCAQ MUTOXOHAPUI B
MbILLEYHOM BOAOKHE, C MOCAEAYIOLLMM HAPYLLIEHMEM SHEPreTUYeckoro
MeTaboAM3Ma B MbllLax. [ockoAbky HanboAbLLEE KOAMUYECTBO MUTO-
XOHAPUIM COAEPXKUTCS B KAETKAX OPraHoB C MHTEHCUBHbIM OOGMEHOM
BeLLeCTB, MUTOXOHAPUMAAbHbIE MMOMNATUKM 3aTparMBalT AeITeAbHOCTb
He TOAbKO CKEAETHbIX MbILLLL, HO Tak>Ke MO3ra 1 neyvyeHu.

CumnTomMaTMKa MMOMaTUii 3HAYMTEAbHO BapuabeAbHa, HO TUMKUY-
Hble KAMHWUYECKUE NMPOSBAEHUSI BKAIOUAIOT B Ccebsi NPorpeccupyioLLyto
Hapy>kKHY10 0(PTAAbMOMAErUIO, CAAGOCTb U TUNOTPOUIO MbiLLILL KOHEY-
HocTen. Pazanyuaiot cnHapom KepHa-Cerpa (Kearns-Sayre) (TrmeHTHas
AereHepalmsa ceTyatku, KapAMOMMONATMS, MO3XKEUYKOBbIA CUHAPOM),
cuHapoM MELAS  (MHCyAbTONMOAOGHbIE 3MM30AbI, 3HUEedaronaTms,
AAKTOALMAO3, HEAOCTATOYHOCTb FOPMOHA POCTa, CaxapHbIi AMaber),
cnHapoM MERRF (Mronatmsi, MMOKAOHYC-3MMAENCcUs, MO3>kKeuKoBas
aTakcusl, peXke — HEeMpOCEeHCOpHas FAyxoTa, nepudepuyeckas rnoAu-
Heliponartus, aTpodusi 3pUTEAbHbIX HEPBOB, CracTMYeckas MAerus,
AEMEHLIMN, HEAOCTAaTOYHOCTb FrOpMOHa pocTa), cuHApoM MNGIE (Mu-
onaTtusl, Hapy>kHas oTaAbMONAerms, HemMponaTus M >KEAYAOUYHO-KU-
WweyHas sHuedasonatms), cnHapom NARP (HerponaTtus, MC aTakcus,
M MUIMEHTHas AereHepauus cetyaTku). [MprobpeTeHHbI BapuaHT
MUTOXOHAPWAAbHOM MMoOMaTUM, TakK Has3biBaemas 3MAOBYAMHOBAS
MUOMaTKs, pa3BMBAETCS NMpu ynotTpebAeHUn 3UAOBYAMHA — aHTUpe-
TPOBMPYCHOro npenaparta, yMeHbllalowero coAep>kaHMe MWTOXOH-
ApvanbHot AHK B Mbiibax.

Y nauMeHToB C MUTOXOHAPUMAABHOM MMOMATHUEN MOXET Pa3BUTbCS
AQKTOAUMAO3 MPU OTCYTCTBMM TMNOKCUKW U Cemncuca, nocae pusnye-
CKMX Harpy3oK 1 FrOAOAAHMS; BbICOK PUCK BO3HMKHOBEHUSI CaxapHOro
Amabeta. KatexoraMuHbl, TEOPUAAMH, HUTPOMPYCCUA HATPUS U UH-
dy3ms nponodora yBeAMUMBAIOT KOHLEHTPALMIO MOAOYHOM KUCAOTDI
B OpraHv3me, Bbi3blBasi TPAH3UTOpPHblE HapyLUEHUS OKUCAMTEAbHOrO
docthopmnApoBaHUs.

[Npu npeaonepaLmMoHHOM OCMOTPE cAeAyeT obpaTuTb BHMMaHUe
Ha BO3MOXXHOE HaAMUYME CMHAPOMA COHHOrO anHo3, runeptpoduye-
CKOWM KapAMOMMONaTUM, HapyLLUEeHN cepAeYHON MPOBOAMMOCTH, apTe-
pUYaAbHOW rMNepTeH3uK, napasnya 6yAb6apHOM MyCcKyAaTypbl.
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Cuunraetcsa, uto CA 1 A — Hanboaee Ge3onacHblie criocobbl obe-
360AMBaHMS Yy NMALMEHTOB C MUTOXOHAPUAAbHBIMU MUoNaTusaMu. [pu
PA cHW>aeTcs MbllleyHbIi MeTaboAn3M 1 MOTpebAeHEe KMCAOPOAA.
CyKUMHMAXOAMH U VA npoTuBoMnokasaHbl, Tak Kak MHOTMMU aBTopa-
MW B AUTEpaType yKka3blBaeTCs Ha BO3MOXHYIO B3aMMOCBSI3b 3A0Kaue-
CTBEHHOW runepTepMmMm U MMTOXOHAPUAAbHOM Muonatum. HecmoTps
Ha To, UTo HM3 He 3aTparnBaeT cuHanc, nauMeHTbl AEMOHCTPUPYIOT
NOBbILIEHHYIO UYYBCTBUTEABHOCTb K AEMCTBMIO PA3AMUHBIX HeAerno-
Aspusytowmnx MP, aanteabHoe BoccTaHoBAeHMe HMI1. MoHUTOpWHT
HMB nossoasieT 6e3onacHoO NPoBeCcTU NPoLeAYpPbl MHTYGaLMK U 3K-
cTyb6aummn Tpaxeu, nsbexartb nepeAo3vpoBkn MP, nocaeonepaumoH-
HbIX AbIXaTeAbHbIX OCAOXHEHUIA.

B nepuonepaunoHHbIf Neproa HEOOXOAMM TLIATEAbHbIA KOHTPOAb
KUCAOTHO-OCHOBHOro coctosiHmng (KOC) ¢ koppekumein BO3MOXHbIX
caABUroB. AH BO3HMKaeT M3-3a OCAAOAEHUSI AbIXaTEABHOrO OTBETa Ha
rMNepKanHuio M rmnokcuio, cAaboCTU AbIXaTeAbHbIX MbILLLL, NapaAnya
Amadparmbl. Bo Bpems onepaumm nopaepkaHue HOpMOTEPMMU U HOP-
MOFAMKEMMIM — 3aA0T HEOCAOXKHEHHOI O MOCAEO0NePaLMOHHOrO NEPUOAA.

leHepaAM30BaHHasi MMACTEHUSI U MMACTEHUYECKME CUHAPOMDI

[eHepaAM30BaHHag MuacTeHUs — ayToOMMMyHHoe HM3, KAMHK-
yeckn nposieasiowteecs B BuAe MC M NaTOAOrMYEeCcKOM MblLLEeYHOMN
YTOMASIEMOCTH, OOYCAOBAEHHbIMW 06pa3oBaHMEM ayTOAHTUTEA K
pa3AMYHbIM aHTUIFEHHbIM MULLEHSM MepUdepnIEecKoro MbllLEYHOro
annapara. AHTUTeAa NopaXkatoT CTPYKTYPbl MOCTCUHANTUYECKON MEM-
6paHbl: ALLX-peuientop, MbilieuHo-creumMUUeckyo TMPO3MHKMHAZY,
pPUAHOAMHOBbBIM PeLenTop U Ap.

AHTUTeAa K ALIX-peuentTopam o6GHapyXMBatoTCs MPUOBAU3UTEABHO
y 80% naumeHToB C mMuacteHuen. Y ocTtanbHbix 20%, Tak Ha3biBae-
MbIX CEpPOHeraTMBHbIX MauMeHTOB, aHTuTeA K ALLX-peuentopam Hert.
OaHako, y 70% AWML, OTHOCSLLMXCS K CEPOHEraTUBHbBIM, BbISIBASIOTCS
aHTUTEeAa K MblLLEYHO-CNeUnpnIeckon TUPO3NHKMHA3E.

[MyckoBoOM MexaHM3M AAS UMMYHHOIO OTBETa MpW MUACTEHUW He-
n3BecTeH. Y 60AbLIMHCTBA NaLMEHTOB MMeeTCs runeprnaasus Aumdo-
MAHBIX (DOAAMKYAOB TMMYyCa M TMMOMA, CMHTE3MpYloLas aHTUTeAd K
ALIX-peuenTtopam. NoaAaraioT, 4TO aHTUTEAA K BbllleyKa3aHHbIM pe-
LuenTopam NPOAYLMPYIOTCS M B APDYTUX MeCTax, Tak Kak TMM3KTOMMS He
M3AeUMBaET MALMEHTOB U He 3allMLLAeT OT BO3HUKHOBEHMs 3a60oAeBa-
HUS. B HEKOTOPbIX CAyYasX BbISBAEHO, YTO aHTUTEAQ, MPOAYLIMPYEMbIE
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B OTBET Ha MMKPOOHbIE aHTUMEHbI, BbI3bIBAIOT FrEHEPAAM30BAHHYIO MU-
acTeHuIo.

MwuacteHnueckmnin cuHapom AambepTa-MToHa — npuobpeTeHHas
(MMMyHOOMOCpeAOBaHHas) KaHaaonaTust. [1posBAsSeTCS CHUXKEHHbIM
BbiGpocoM ALLX B pe3yAbTate MpULIEABHOTO BO3AEMCTBUS ayTOaH-
TUTEA Ha npecuHanTuyeckme noTeHuMasdaBucumble Ca**-kaHaAbl U
TPaHCMNOPTHbIN 6eAOK cvHanToTarMMH. boAee MOAOBMHBI NaLMEHTOB
CTPaAalOT MEAKOKAETOYHBIM PakOM AErkoro.

HecmoTpst Ha TO, UTO reHepaAn30BaHHAas MUACTEHUS U MUACTEHU-
yeckuit cuHapom AambepTa-MToHa — ayToMMMYHHble HM3, oHU 1me-
IOT HECKOABKO pa3AMyMiA:

a) LeAb ayTOaHTUTEA MpU FreHepaAu30BaHHOM MMACTEHMM — MOCT-
cuHanTuyeckue ALIX-peuenTtopsbl, npu cMHapome AambepTa-MToHa —
npecuHanTuuyeckne Ca**-kaHaAbl U 6EAOK CMHANTOTarMuH;

6) pacctporictBa BeretatuBHo HC oTMeualoTCsl TOAbKO Yy naum-
eHTOB C cMHApOMOM AambepTa-MUToHa; (XOT9 MpyM MMacTeHUM MOryT
BCTpeYaTbCs CXOAHbIE PAacCCTPOMCTBA, CBS3aHHble C aHTUXOAMH3CTe-
pa3HoM Tepanuen);

B) B OTAMUME OT reHepaAM30BaHHOM MWMACTEHUU, MPU CUHAPOME
AambepTa-UToHa AXIT mmeloT HeGOAbLIYIO TeparneBTUUYECKYIO LeH-
HOCTb;

) YBEAMYEHUE MbILLIEYHON CUABI MPOUCXOAMUT MpPU CUHAPOMe Aam-
6epTa-MUToHa nocae hu3nUeckon Harpy3ku B pe3yAbTaTe yBEAUUEHUS
Bbibpoca ALIX, npu reHepaAM30BaHHOIM MMACTEHUM BOCCTAHOBAEHME
MbILLEYHOM CUABI MPOUCXOANT TOABKO MOCAE OTAbIXQ;

A) TouHas AudpepeHumalms 3a60AeBaHMIN BO3MOXKHA SAEKTPOMM-
orpapmnyecknm 1 BUOXUMUUYECKMMU METOAAMMU.

AAS MAUMEHTOB C reHepaAM30BaHHOM MMACTEHMEN U CUHAPOMOM
AambepTa-MToHa XapakTepHbl CAABGOCTb M YTOMASIEMOCTb 3KCTPao-
KYASIPHOM, MMMUYECKOM 1 ByAbGApHOM MYCKYAaTypbl, pexke — >keBa-
TEeAbHbIX, AbIXaTEAbHbIX WM LLIEMHbIX MbILLLL, @ TakXXe MbIlL, TYAOBMLLA
M KOHeuyHocTel. Y nauMeHTOB MOryT BO3HMKHYTb MMAaCTEHUYECKMUHA,
XOAMHEPIrMYECKU 1 CMeLlaHHbIM KPU3bl, COMPOBOXAAIOLLMECS Hapy-
LLIEHMEM BUTAAbHbIX (PYHKLMIA U Tpebylolme HeMeAAEHHOM MHOIOKOM-
MOHEHTHOM peaHUMaLMOHHOMN NMOMOLUM.

TUM3KTOMMS,  3KCTpakoprnopaAbHasi MMMYHOKOPPEKLMS, Mpu-
MeHeHne AXI1, TAIOKOKOPTUMKOMAHAg W UMTOCTaTUUecKast Tepa-
MM — OCHOBHblE METOAbl AEYEeHMUS, OAHaKO, MPUHOCSLLIME AMLLb
HENPOAOAXUTEAbHbIN 3 dekT.
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TwaTeAbHas npeaonepaLyoHHas MOAFOTOBKA MauMeHTa 3aMeTHO
CHM>XKAEeT 4aCTOTy MOCAeOonepaurMoHHbIX OCAOXHeHMIA. OHa BKAlOYa-
eT B ce6s 06513aTeAbHYI0 KOHCYAbTALMIO HEBPOMATOAOra AAS OLIEHKM
TIKECTU COCTOSHUS U TeueHust GOAe3HM, UCCAeAOBaHWe (YHKLMU
AbIXaTeAbHbIX U GyAbOapHbIX Mbiuil,. YMeHblueHne XXEA n ancdyHk-
LMs GYAbOAPHbBIX MbILLLL YKa3biBalOT Ha BbICOKYIO BEPOSTHOCTb MPOA-
AeHHo MBA B nocaeonepaumoHHbii neproa. OueHb BakKHO, UTOObI
aHecTe3noAOr ObIA OCBEAOMAEH O COYETaHWUM MUACTEHUU C APYTUMM
ayTOMMMYHHbIMW COCTOSIHUSIMM, OCOOEHHO C 3ab0AE€BaHUSAMM LLUTO-
BUAHOM >XXeAe3bl.

MNepea onepauueint HEOOXOAUMO MPOAOAXKEHME AHTUXOAUHICTE-
pa3HoM (Hanpumep, NUPUAOCTUIMMHOBOM) U MMMYHOCYNPECCOPHOM
Tepanuu, NpoBeaeHue (Mpu Heo6XoAMMOCTH) NAa3madepesa, NPorHo-
31MPOBaHUSI U MUHUMM3ALIMK MOCAEONEPALMOHHOM NpoaAeHHON MBA.

[NpemeankaLms AOMYCKAETCsl, eCAM Yy MauMeHTa aAekBaTHbIN Abl-
XaTeAbHbIN pe3epB. YTPOM nepea XMpypruyeckum BMeLlaTeAbCTBOM
oT™MeHsitoT npuem AXI, Tak Kak OHW BAUSIIOT Ha MeTaBoAU3M Aero-
ASIpU3YIOLMX U HeaenoAadpu3ytowmx MP. TMaumeHTam, noaAyyarowmm
KOPTUKOCTEPOUADI, NEPEA MHAYKLIMEN aHECTE3UN HEOBXOAMMO BBEAE-
HWe MAAQHOBOW AO3bl CTEPOMAHbBIX NPenaparos.

[MpoBeaeHWe XMPYPruyeckmMx BMELLIATEAbCTB Y MaLUMEHTOB C MUa-
CTeHWel BO3MOXKHO B YCAOBUSX MHIAASLUMOHHOM, BHYTPUBEHHOM U pe-
rMoHapHoOM aHecTe3uu. HecMoTps Ha TO, UTO MUONAErUst MOXKET ObliTb
obecneveHa molHbIMU MA 6e3 MP, BoccTtaHoBAeHWe HMIT npu aah-
HOWM TexHWKe aHecTe3nn ObiBaeT AAUTEAbHbIM. [NaumeHTbl Hanboaee
UYBCTBUTEAbHbI K AENCTBUIO raAnoTaHa U udodatopaHa. TBA ¢ npono-
(hOoAOM 1 ONMoMAAMM — ONMTUMaAbHAY aAbTepHaTMBa WMHIMAAILMOHHOM
aHecTe3nn. CouyeTaHuMe BHYTPUBEHHOM U 3MUAYPAAbHOMN aHeCcTe3uu
No3BoAseT obecrneunTb HanboAbLLYio 6e30MacCHOCTbL BOALHOIO B Nepu-
onepaumoHHbI neproa. PA ycrnewHo npuMeHseTcs AA9 aHaAbre3uu B
poAax M Npu KeCapeBOM CeYeHUN.

Mmetowasics pe3anCTEHTHOCTb K CYKLUMHWAXOAMHY 0OyCAOBAEHa
yMeHblleHneM koAmnvecTBa ALIX-peuenTtopoB B cuHance. [Nocae naas-
Madepesa B NpeAoOnepaLMoOHHbIA Mepuos akTUBHOCTb TMCEBAOXO-
AMH3CTEpPasbl YMEHbLLAETCS, YTO BAEYeT 3a coboi MoTeHLMpoBaHMe
AEVCTBUS MUBaKypUyMa U CYKLUMHUAXOAMHA C pa3BUTUEM «ABOMHOrO
6A0Ka». Takxke nMpu MUPUAOCTUIMMHOBOM Tepanuu U3MEHSIETCS Mbl-
WweYHbl oTBeT Ha AencTBue MP. INpoaseBaeTcs ahdekT CyKUMHUA-
XOAMHa U MUBAKYpWyMa, YYBCTBUTEAbLHOCTb K HEAEMOASPU3YIOLLUM
npenaparam yMeHbLIaeTcs.
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[aumeHTbl C reHepaAn3o0BaHHOM MMACTEHUE OUYEHb YYyBCTBUTEAb-
Hbl K HeaenoAspm3sylowmum MP, a npu cuHapome AambepTa-MToHa no-
BbllLEHHasi YYBCTBUTEAbHOCTb OTMEYaeTCs M K AEMOASPU3YIOWUM U
HeaenoAsipmsylowmmM MP, UTO He 9BASETCS NPOTMBOMNOKa3aHMeM K MX
npumeHeHuio. py OCTOPOXXHOM TUTPOBAHUM U SAEKTPODU3NOAOTU-
yeckom KoHTpore HMIT Heaenoasipusylolime npenapaTbl MOryT obe-
CreyvynTb YNpaBASIEMYIO MUOMAETUIO.

AAS HeaenoAspusylolmx MP xapakTepHo 60oAee GbICTpoOe HaYaAo
AENCTBUS U AAUTEAbHAS MPOAOAXKUTEABHOCTb AENCTBUS. Heobxoau-
Mas AO3a 3aBMUCUT OT CPOACTBa MoAekyAbl MP k ALLX-peuentopy u
CTeneHu TSKEeCTU MmracTeHnn. MHTybaumio Tpaxem MOXKHO NMPOBECTH
6€e3 UCNoAb30BaHMSt MP, HO eCAM OHU MPUMEHSIOTCS, HEOOXOAMM TLLA-
TEeAbHbIN KOHTPOAb HMI.

MP AAnTEABHOrO AENCTBUS NPOTUBOMOKAa3aHbl, a Npenapartbl CPeA-
HEM MPOAOAKMUTEABHOCTU AEUCTBUS — aTpakypuym M LmMcaTpakypu-
YM — LeAecoobpa3Ho BBOAMTb B HWM3KMX A03ax (Hanpumep, 10-20%
OT UHTY6aLMOHHOM A03bl) noa AKLI-koHTpoaem. CoueTaHue pokypo-
HMyMa 6pOMMAA C CEAEKTUBHbBIM @aHTUAOTOM CYraMMaAEKCOM MO3BOAS-
€T KOHTPOAMPOBATb HEMPOMBILLIEYHYIO (DYHKLMIO NaLMeHTa Aaxe rpu
MUACTEHNYECKOM KpuU3e.

[Nocae xmvpypruyeckmx BMeLIaTeAbCTB BCE MaUMeHTbl C reHepaAu-
30BaHHOM MMACTEHWMEN U MMACTEHNMUYECKMMU CUHAPOMAMM AOAXHDI
HaxoanTcst B OPUT ¢ 0693aTeAbHbIM HEAPOMBILLEUYHBIM KOHTPOAEM.
B nocaeonepauuoHHbiii nepros MC Heob6xoamMo  AnddepeHum-
poBaTb C OCTaTOYHbIM AeMCTBMEM MP, aHaAbreTMKOB, CeAaTUBHbIX
CPEACTB U HEKOTOPbIX MpernapaToB, BAMsOWMX Ha HMI (tabanua 4).

Taba. 4
MpenapaTbl, NOTEHUMPYIOLLME MbILLEYHYIO CAABOCTb
npy reHepaAu3oBaHHOM MUACTEHUM

MwuopenakcaHTbl

AHTUOMOTMKM (AMUHOTAMKO3MABI, MOAUMUKCUH, LMMPOMAOKCALIMH)

MpeAHN30A0H

XAOPOXUH (MPOTUBOMPOTO30MHOE, NPOTUBOMAASPUIAHOE CPEACTBO)

[B-aApeHepruyeckne aHTaroHUCTbI

Mpenapatbl MarHus

AHTaroHUCTbl KaAbLIMEBbIX KAHAAOB

BHYTpMBEHHbIE NOACOAEPXKALLNE KOHTPACTHbIE BeELLEeCTBa
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B nocaeonepalMoHHbIN NeproA YacTo HabAIoAaeTCs cAabOoCTb OpPO-
hapuHreaAbHbIX MbILLL, COXPAHSIETCS PUCK YrHETEHMUS AbIXaTeAbHOM
DYHKLMM, acrnpaumm >KEAYAOUHOrO COAEPXKMMOrO B AbIXaTEAbHble
NyTU C MOCAEAYIOWMM BO3HMKHOBEHMEM TSXKEAOW acnmpalmMoHHOM
NMHEBMOHUM.

MmnacTteHnyeckne CMHAPOMBI, Bbi3blBaeMble A€KAPCTBEHHbIMK TMpe-
rnapartamu, HepeAku B KAMHUYECKOM npakTuke (Tabauua 5). Mpu aeueHnmn
TEeTPALMKAMHOM, MOAMMMKCUMHOM, aMMHOTAMKO3UAAMU U HEKOTOPbIMU
APYTUMM  aHTUOAKTEPUAAbHBIMK MpenapaTtamn, aHTUAPUTMUUYECKMMU

Taba. 5

Fpynna lMpenapatbl, ycuAuBaroe Be3onacHble
A€KapCTBEHHbIX ’

MbILLIEYHYIO cAaBOCTb npenaparbl
npenapaTos

LlechanocnopuHebl,

AMWHOIAMKO3UAbI, MOAUMUKCUH B, AEBOMULIETUH,

KOAVCTUH, TeTPaLMKAVH, AMHKOMULMH nchamMnuumnH
AHTUMUKPOOHbIE ! pau ’ LMH, | puc LMH,

KAMHA@MULWH, NEHULIMAAVH, HUTPOMYypaHsbl,
npenapatbl

AMIMULUUAAVH, UMNPOMAOKCALINH, XUAOHbI / (hTOPXMHOAOHbI

CyAbPaHMAGMUABI, XAOPOXMH (HaAnamnkcoBas

KUCAOTA), NU30HNA3MA
AHTU- TpuMeTuH, AndennH, 6apbuTypaTsl, Mpenapartbl
anuAenTuYeckne | kapbamasenuH, 6eH30Ana3EeNmnHbI BaAbMPOEBOWN KUCAOTbI,
npenapatbl B BbICOKOW AO3€e rekcamMMAMH
. TuopnaasuH

HenpoaenTukm (ammHasuH,
McuxoTpornHble o (coHanakc),

6eH30AMa3€eNNHbI B BbICOKOW AO3€,
npenapatbl 6eH30AMa3eNNHbI

npenaparbl AUTUS), aMUTPUNTUAVH
B MaAblX A03aXx

KopTukocTepouabl, npenapatbl
[opMOHaAbHbIe AKTT, opaAbHble KOHTpaUenTuBhbl,

npenaparbl OKCUTOLIMH, TOPMOHbI LLIUTOBUAHOM
»KeAesbl
B-aapeHOBAOKATOPbI, XMHWUAWH, AVTOKCUH, pe3epniH,
Kapanonormye- AVAOKaVH, HOBOKauUHaMuA, MeTuaaona,
CKue npenapaTbl | aHTaroHWCTbl KaAbLUS, CMUPOHOAAKTOH,
raHrAMBAOKaTOPbI, ryaHeTUANH TpramTepeH
ALEeTUACaAULIMAOBAS
AHaAbreTUKM, KUCAOTa, HECTEPOUA-
NpPOTUBOCNAAW- Mpon3BOAHbIE MOPMMHA, XUHWH, Hble NPOTUBOBOCMAAM-
TeAbHble Npena- | NEHULIMAAAMUH TeAbHble Npenapartbl,
paTbl NeHTa30LMH, COAU
30A0Ta

MuopeAakcaHThbl, Mpenaparbl MarHus,
Apyrve MOACOAEPIKALLME KOHTPaCTUPYoLLME

npenaparbl CPEACTBA, aHTaLUWAbI, CAAOUTEAbHbIE,
BHYTPUBEHHbIE TOKOAUTUKM
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cpeACTBaMM (HOBOKaMHaMMA, XMHUAMH), B-aapeHoOAOKaTopamn (aHa-
MPUAMH, 3CMOAOA), (heHOTMa3MHOM, TpumeTadaHoM, npenaparammu
AUTUS, MarHMs U APYTMMU CPEACTBAMU CHUXKaeTcs 6e30macHbIi nopor
HMI1. MMMyHOAenpeccaHT MeHWUMAAAMUMH  BbI3bIBAeT ayTOMMMYH-
HYIO MMACTEHUIO Y HEOOABLLOMO UMCAA MALMEHTOB, MOAYYAIOWMX 3TOT
npenapar rno rnoBoAy APYrmx ayTOUMMYHHbIX 3a6oAeBaHui. Ecaun npe-
KpaTuTb MpUMEHEeHWe npenapaTa, NPM3HAKM MUACTEHWW MOCTENEeHHO
ncuesalor.

lNMpumeHeHue AeKapCTBEHHbIX CPEACTB NMPU MUACTEHNUYECKHUX
CMHAPOMaX MUOTOHMYECKHe pacCcTpoiCTBa

MwnoToHUM — rpynna HaCAEACTBEHHbIX KaHaAOMaTWii, MPOSBASIO-
LMXCS 3aMEeAAEHHbIM paccaabaeHreM Mbiwwl. Hanboaee pacnpoctpa-
HeHbl CAeayiole (PopMbl MUOTOHMI: AMCTpoMUeckas MMOTOHMS,
MUOTOHUM TomceHa 1 bekkepa, MMOTOHMM MOHHbBIX KaHAaAOB, HEKOTO-
pble Apyrve peAKoO BCTpeyvaloLmecs HapyLLeHms.

Auctpodmnueckas MMOTOHMS — 4acTo BCTpevarouagacs dopma
MbILLEYHON AMCTPOMUN B3POCAbIX. [1POIBASETCS MMOTOHMEN, MpPo-
rPeCCUBHON MMOMATUEN, MHCYAMHOPE3UCTEHTHOCTBIO, HapyLleHUsIM
CepAEYHOM MPOBOAMMOCTU, HEMPOMNCUXUYECKMMU HAPYLUEHUIMHN, Ka-
TapakTon, atpodmen auyek. Y MauUMEHTOB BbICOKMIA PUCK Pa3BUTUS
AbIXaTeAbHbIX OCAOXKHEHWIN BCAEACTBME YaCTbIX acnupauuii B Tpaxeo-
OpOHXMaAbHOE AEPEBO, TaKXKe HAPYLLUEHUI CEPAEYHON AESITEAbHOCTU.
AAg ANCTPOhHYECKMX MALUMEHTOB XapaKTepHbl rnnepTpodus g3bika,
3aA€p>XKKa OMOPOXXHEHUS >KEAYAKA C PUCKOM acnmpaumm U MHEBMO-
HUWM, KOHTPAKTYpbl, Aepopmaumm No3BOHOUHUKA. B npeaonepaumnor-
HbI Meproa HEOOXOAMMO TLLATEAbHOE MCCAEAOBAHWME AbIXaTEAbHOM U
CEPAEYHO-COCY AUCTON CUCTEM.

MwnotoHnn TomceHa 1 bekkepa — cxoxue No KAMHUYECKOW Kap-
TUHe POPMbI BPOXKAEHHON MUOTOHMU. 3a60AEeBaHMS BO3HMKAIOT Mpw
MyTalMsIX FeHa, OTBevalolero 3a noteHuuassasmcumble Cl-kaHaabl B
nornepeyvyHo-MoAOCaTbIX MblliLax. HapylaeTcs npoBOAMMOCTb MOHOB
Cl- B KAeTKy, UTO BeAeT K MOBbIWEHHON BO3OYAMMOCTU MbllLEYHOM
Mem6paHbl U MbILLIEYHON PUTMAHOCTU. MA U aHTUapUTMUYECKME CPEA-
CTBQ, IBASISICb 6AOKaTOpaMun Na*-KaHaAOB U yMeHbllas BO30YAUMOCTb
MembpaHbl KAETKM, CMOCOBCTBYIOT Pa3BUTUIO MbILLEUYHO PUTMAHOCTH.

MnoToHMS xapakTepm3yeTcs MeAAEeHHbIM HauyaAOM  ABMXKEHMUS
MbILILL U OTCPOYEHHbIM paccAabAEHMEM MOCAE NMPOU3BOABHOIO COKpa-
WeHus. YAyJlleHre COCTOSHUSI HabAIDAQeTCs NMPW MOCTOSHHOWN (hU3u-
YeCcKoM aKTUBHOCTU ((heHOMEH PasMUHKM).
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Peunauns u ycyrybaeHve MMOTOHMU MOTYT ObiTb Bbl3BaHbl XOAO-
AOM, APOXbIO, AMaTepMMEN, B pe3yAbTaTe BBEAEHUS CYKUMHUAXO-
AnHa 1 AXI1, B OTBET Ha MpsMoe XMpypruyeckoe BMELLATEAbLCTBO Ha
MblllLax, npu 6epemeHHOCTU. [pu 3TOM, HeaenoAspuaytolme MP He
3 PEKTUBHBI B CHUXXEHUMN MUMOTOHMYECKOro oteeTta. CumTaercs, Uuto
€CTb PUCK Pa3BUTUS 3AOKQUECTBEHHOM rmrnepTepMuun y naumeHToB C
MUOTOHMel. [1o3ToMy, BO Bpems aHecTe3uu caepyeT usberatb npu-
MEHEHUS CYKLIMHUAXOAMHA U UA, npu 3ToM DA gBAaseTcs 6e3omnacHom
aAbTepHaTUBOM 06LLEeMy 06e360AMBaHMIO.

MyTaumm B noTteHumnas3aBMCUMbIX Na*-KaHaAax CKEAETHbIX MbILL
OTBETCTBEHHbI 3a Pa3BUTUE FUNEePKAAMEMUYECKOTrO NepPUoAMUYECKOro
napaAuya, BPOXXAEHHOM MapamMMOTOHUM DHAeHOYpra, KaAMit-OTsro-
LLIEHHOM MMOTOHUM, CXOXKMX MO KAMHWMYECKOW KapTuHe. MyTaHTHble
KaHaAbl MOAAEP>KMBAIOT MOCTOSIHHbIA MOTOK MOHOB Na*, NpuBoAS K
AAUTEABHOM AEMOASPU3aLMM MeMBpaHbl, ee AeCeHCUBUAM3aLNK (MAU
WMHaKTMBaLMM) N MapaAnyy.

3aboAeBaHUs XapakTepuayloTcs anu3osamu MC, cBs3aHHOW C
rurnepkaAmemMment, ¢ NPoSIBAEHUIMU MUOTOHUU B MEPUOA PEMMUCCUM.
3amMeueHo, UYTO AbIXaTeAbHblE U CEPAEYHAs MbIlLbl HE BOBAEKAIOTCH
B MPOLECC, BEPOSTHO, M3-3a OTAMUMTEAbHbIX ocobeHHocTeln Na*-ka-
HaAOB 3TUX MbIwwL. [TpMUCTynbl napaAnya SIBASIOTCS YacTbIMU U KpaT-
KMMM, BO3HMKAIOT NPU OTAbIXE NMOCAe (PU3MUYECKMX Harpy30K, nprema
NULLEBBIX MPOAYKTOB C BbICOKMM coAepyKaHmem K* nan npu BBeaeHnn
npenapatoB KaAms. Hu3kas Temnepatypa OKpy>kaloLen Cpeabl, 3MO-
LIMOHaAbHOE HanpsikeHne, 6epeMeHHOCTb MPOBOLIMPYIOT BO3HUKHOBE-
HMe U yCyrybAsIIOT TeueHue NpUCTynoB. YpoBeHb coaepkaHus K* B
CbIBOPOTKE KPOBU MOXET BO3pacTaTh A0 5—6 MMOAb/A.

B npeaonepauroHHblin nepuos HEOOXOAMMO AOBUTLCS CHUMKEHUS
ypoBHS K* B KpoBWU. DPdeKkT AOCTUraetcs BBEAEHWEM TAIOKO3bI,
6e3KaAneBbIX MH(Y3MOHHbIX PaCTBOPOB, NMOAAEP>KAHWMEM HOPMOTep-
MUK, AaHHble Mepbl CYLLECTBEHHO OOAEryaloT aHeCcTe3MOAOTMUYECKOE
BeAeHWe naumMeHToB. Takke AMypeTnyeckast Tepanusi yMeHbluaet
YaCTOTY M TSXKECTb MPUCTYNOB. AeveHue runepkasMeMmm BKAOYAeT
B cebs pecnupatopHylo MOAAEPXKKY B PeEXMME TMMEePBEHTUASLMM,
BHYTPMBEHHOE BBEAEHME XAOPMAQ KaAblLMg, Gukap6GoHaTa HaTpwus,
KOHLIEHTPUPOBAHHbIX PACTBOPOB FAIOKO3bl C UHCYAMHOM. [pu Heob-
XOAMMOCTW MPOBEAEHUS MHTPAONEePaLMOHHON reMoTpaHcdy3um ad-
heKTUBHO 1 6e30MacHO NepeArBaHNe OTMbITbIX SPUTPOLIMTOB.

PekomeHayetcs TBA ¢ nponogoAoM, KOTOpPbIN AEACTBYET Ha HOp-
MaAbHble M MyTaHTHble MOTeHUMaA3aBMCUMble Nat-kaHaAbl, a Takxke
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CA. CykunHuaxoauH n AXI'T npoTrBonoka3aHbl B CBSI3W C PUCKOM M-
nepkaAMeMmMm 1 pasBuTUS MUOTOHMYECKOM peakLmn, MrMopeAakcalms
AOCTUrAeTCs BBEAEHUEM HEAEMOAIPU3YIOLLMX NPenapaTos.

B TeueHne Bcero nepnonepaLmMOHHOro NeEpPUoAa BCe YCUAUS AOAXK-
Hbl OblTb HaMpaBAEHbl Ha MOAAEP>KAHME HOPMAAbHOM TemrepaTypbl
TeAa, IAeKTPoAnTHOro 6asarHca 1 KOC nauueHTa.

[MnokaAnemMnyecknini NeEpUOAMYECKMiA NapaAny — pe3yAbTaT MyTa-
UMM B reHax noteHumassdaBucmmbix Ca**- 1 Na*-kaHaAOB CKeAeTHbIX
MbILL,. XapakTepu3yetcs anunsoanyeckort MC 1 runokaavemumen npu
npuctynax, o6yCAOBAEHHOV nepepacnpeaseseHeMm K* 13 BHeKAETOU-
HOrO NMPOCTPaHCTBA BO BHYTPUKAETOUHOE.

B oTAMuUMeE OT rMnepkaAMeMmnyeckoro BapmaHTa, Npu runokaAmemMm-
UYeckoM MapaAuye MMOTOHUSI He HabAlopaeTcs. Bo3MoXHO pa3BuTtue
JKEAYAOUKOBbIX apuUTMWIA BO BpPemsl MPUCTYNOB, KOTOPble MPOBOLM-
PYIOTCS TUNOTEPMUEN, MPUEMOM YIAEBOAHOWM MULLM, TUNEPUHCYAU-
Hemuelt, aKTMBHOM (OU3MUYECKON Harpy3kon. AaHHble HapylleHus
KYNUpyloTCS BBEAEHMEM NPenapaToB KaAns.

B npemeaukaumMm C UeAblO KyNMMPOBaHMS MPeAONeEPaALMOHHOrO
cTpecca pekOMeHAYeTCs MPUMEHEHWEe CeAaTUBHbIX CPEACTB, Hanpu-
Mep, 6eH30AMA3ENUHOB B MPUHSATHIX hapMakonerHbix ao3ax. Heipo-
aKCHaAbHag aHecTe3nn — 6e3onacHasl aAbTepHaT1Ba obLLelt aHecTe3un
Y AQHHOIMO KOHTMHreHTa naumMeHTOB. Takxke OTMeyaeTcsi, 4Tto npwu
NPOBOAHMKOBOW aHeCcTe3un (MoamMblleyHas, MexpebepHas 6A0KaAbl)
CHU>XaeTcst ypoBeHb K* B KpoBU, B cpeaHeM, Ha 0,3-0,7 MMoAb/A. Bo
Bpems o6Ler aHecTe3nn MUonAerus 06ecneunBaeTcs BBEAEHUEM Ae-
MOASPU3YIOLLMX N HEAENOASIpM3YIoWMX MP, y naumeHTOB oTMeuaeTcs
HOPMaAbHbIA OTBET Ha CYKLUMHUAXOAMH. Kak 1 npu Bcex kaHaAonaTu-
gX, B NMepuonepaumoHHbIA Nepruoa obs3aTeAeH NepUoANUECcKUin KOH-
TPOAb BOAHO-3AEKTPOAUTHOrO 6araHca u KOC.

CHHAPOMDI TMMEPAKTUBHOCTU ABUraTEAbHbIX € AMHML,

[MprobpeTeHHast HEMPOMMOTOHUS (CMHAPOM Mcaakca) — CMHAPOM
AANTEAbHOM aKTUBHOCTM MblILLEYHbIX BOAOKOH, peAKOe pacCTPOMCTBO
nepudepruyeckmx ABUraTeAbHblIX HelpoHOB. B ocHoBe natocu3su-
OAOIMU HEMPOMUOTOHMM, KAaK U MPU MMACTEHUYECKMX CUMHAPOMAX M
MMaCTEHUU, AEXKUT UMMYHOOMNOCPEeAOBAHHag kaHaaonatus. [Npeano-
AaraeTcs, UTo NpU HEMPOMMOTOHMU LIEAbIO ayTOAHTUTEA SIBASIOTCA
npecuHanTnyeckne noTeHumas3aBnucumble K+-kaHaAbl.

B otAMume oT MC 1 yTOMASIEMOCTH, XapakTEPHbIX AAS MUACTEHUM,
NnpY HEMPOMUOTOHMM OTMedaeTcs noBblleHne akTMBHoCTM B HMC.
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3TO NPUBOAUT K MbILLIEYHbIM CyAOpPOraM, PUrMAHOCTH, cAabocTn u
MUOKMMUK. HekoTopble nauMeHTbl MPeAbSBASIOT >KaAobbl Ha 6Gec-
COHHULYY, HEOOOCHOBaHHbIE MepeMeHbl HACTPOEHMS, FaAAIOLMHALMN.
Y TpeTu NauMeHTOB C HEMPOMMOTOHUEN 0OHAPYXKMBAIOTCS MEAKOKAE-
TOYHbIA paK UAM TMMOMA, HapyLUEHWS YyBCTBUTEABHOCTW M pa3AMu-
Hble HerponaTuu.

OCHOBHble MNPUHUMMbI AeYeHUS HENPOMMOTOHUWN: (DEHUTOUH —
npenapat, GAOKMPYOLMIA TpaHCMeMOpaHHbI TOK Na* B HepBHOM
CTBOAE U MUoOUMTaX; NMAa3macpepes, obecrneumBaloLMii KAMHUYECKOE
N 3AEKTPOMMOrpamnyeckoe yAyUllleHNEe COCTOSIHME MaUMeHTa; UMMY-
HOCYMNpeccUBHas Tepanus a3aTUONPUHOM (MMypaH ®) Mpu TSXKEAOM Te-
yeHun 3a60AeBaHUS.

CA u DA, a Takke TBA ¢ Muonaeruveit CyKUMHUAXOAMHOM M HEAEMO-
Asipu3sytowmmu MP adhdhekTMBHO MOAABASIIOT CaMOMPOM3BOAbHbIE Mbl-
LevHble cokpaileHus. OAHAKO, MOXeT HabAIAATbCS PE3UCTEHTHOCTb
K HeaenoAspu3ytowmnm MP 13-3a noBblweHHOro Bbibpoca ALLX.

3A0KauecTBeHHas rmnepTepMusl — HACAEACTBEHHOE NMOTEHLIMAABHO
chaTaAbHOE ayTOCOMHO-AOMUHAHTHOE 3a60AeBaHME CKEAETHbIX MbILLIL,
NPOSIBASIOLLEECS  XapaKTepHOM runepMetTaboAMyeckon peakumen
BCAEACTBME HEKOHTPOAMPYEMOrO YBEAMYEHWS YPOBHS BHYTPUKAETOY-
Horo Ca** B Mblwue. Pa3BMBaeTCcs y BOCMPUMMUMBDBIX K HEN AWML, BO
BPEMS UAM MOCAE aHeCTe3Mn C UCMOAb30BAHUEM MHIAASILMOHHbIX aHe-
CTETUKOB M CYKLUMHUAXOAMHA.

M3BecTHbl 2 aAedeKTHbIX yyacTka B MblllLe: pUaHOAMHOBbIE U
ANTUAPONUPUAMHOBBIE pelenTopbl. [1puM 3A0KauecTBEHHONM runep-
TepMMU HapyuaeTcs obMeH Ca**, MOHHbIe KaHaAbl OCTaAlOTCS AOArO
OTKPbITbIMK, YBEAMUMBAETCS OTTOK MOHOB Ca** B capkomnAasmy, ya-
AMHSIETCS BPEMS B3aUMOAENCTBMS aKTWMHA M MMO3MHA, MOBbILIAETCS
06MeH BeLeCcTB B MbilLLIE.

B KAMHWYECKOM KapTMHE BbIAEASIOT PaHHUE CUMMTOMbI, MOSIBASIO-
LLMEeCs y)ke BO BpPeMs aHeCcTe3mu: TaxmKapAMs, TaxXUMHO3, apuTMmumg,
MbILLEYHas PUrMAHOCTb, FUNepKanHus; NO3AHWE CUMIMTOMbI, MOSIBAS-
lolWMecs B TOT e AeHb U MOATBepXKAaloLIMe rpo3Hoe 3aboAeBaHue:
MOBbILLEHWE TeMMepaTypbl, M3MEHEHWe LIBETa KOXKM, MMOTAOBUHYPUS,
rmnepkaAmemMmns, MnoBblilleHWe KpeaTUHMOCHOKMHA3bI, CMeLLaHHbIN
auMA03.

P1ck BO3HMKHOBEHMS 3A0KAaUeCTBEHHOM rMnepTepMmMmM NoBbILLaeT-
€S NPY HAAMYMK Y MALMEHTA MAM Y YUAEHOB €ro CeMbU NMOAO3PUTEAbHBIX
M CXOXMX CAyYaeB B aHaMHe3e, BHe3arnHol CMepTW MAM OCTAHOBKM
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cepAalla BO Bpems onepauuu y poACTBEHHMKOB. [1o3ToMy mepea, Ato-
6011 aHecTe3nel HEOOXOAMM TLIATEAbHbIN C6OP M aHAAU3 aHaMHe3a.

[MpoduraakTrka 3a60AEBAHUSI — UCKAIOUEHME MpernapaToB-TpUrre-
POB M3 MPOrpammbl aHECTE3MMN, BCECTOPOHHUIN MOHUTOPUHI NaLUMeHTa
B MepuvonepalroHHbIi NeproAa, UCNOAb30BaHMe 6e30MmacHbIX npena-
paTtoB: 6eH30AMa3enMHOB, OMUMOMAOB, MpornodoAa, KeTammHa, 3To-
Muaarta, 6apbutypatoB, MA, 3akMcK a3oTa, HeaenoAapusylowmx MP.
Hapko3Hbii annapaTt A0AXeH 6biTb C HOBbIM OAHOPA30BbIM AbIXaTeAb-
HbIM KOHTYPOM M HOBbIM aBCOPOEHTOM YrAEKMCAOrO ra3a. Mcnaputeam
AOAXHbBI ObiTb OTKAKOYEHbI, a annapart MpPoAYT BO3AYLIHO-KUCAOPOA-
HOM cmecbio 10 A/MUH B TeueHue 20 MUH. [podUAaKTUKA AAHTPOAE-
HOM B MHTPaAOMepPaLMOHHbIN MEPUOA HE PEKOMEHAYETCS.

[pn pa3BUTUM 3A0KAUECTBEHHOW rMNEPTEPMUM A€UEHME BKAIOYAET
B cebsl caeayloLIME MEPONPUATUS:

npekpaweHve BBeAeHWs npenapaToB pucka (MA, CyKuMHMAXO-
AVH);

— runepBeHTUAILMNS 100%-M KMCAOPOAOM;
— BBEAEHWE AAQHTPOAEHQ;

— KOHTPOAb ra30B M IAEKTPOAUTOB apTepPUMaAbHOM KPOBU, YPOBHSI
KpeaTuH-tpocokmHa3zbl;

— yCTpaHeHue aluA03a rMAPoKapboHaTOM HaTpuS;
— yCTpaHeHue runepkaAMemMmm rAloko30M U MHCYAUHOM;
— hopcupoBaHHbIn Anype3 PypoCceEMUAOM AU MAHHUTOM;

— yCTpaHeHue runepTepMumn U3NUEeCcKUMM MeToAaMU — 0BKAaAKA
AbAOM TYAOBMLLA, MPOMbIBAHWE PAaHEBON 0OAACTM M MOAOCTEN
OXAQXKAEHHbIM (PM3UOAOTMUECKMM PACTBOPOM;

— MNOAAEP>XAHME AESTEAbHOCTU CEPAEUYHO-COCYAUCTOM U AblXa-
TEAbHOW CUCTEM.

AQHTPOAEH — MbllEYHbIA peAakcaHT, OCHOBHOM npenapart AAS Ae-
YeHWS, CHUXKaeT AeTaAbHOCTb A0 4—7%. B Poccuu B HacToslLee Bpems
AQHTPOAEH He 3aperMcTpupoBaH, 1, TakMm o0pasoM, crieuuduryeckas
Tepanus 3A0KaYeCTBEHHOW rMnepTepMmnn I0pUAMYECKM HEBO3MOXKHA.
B aTOM cAyuyae BO3MOXKHas aAbTepHaTMBa AQHTPOAEHY — Mpenaparbl
Mg*+, aBasiowmecs npsiMbiMmn aHTaroHnctamm Ca**. MHdy3umio pac-
TBOpa MgSO, 13 pacuera 4-16 mr/krxd nan 100-400 Mr/krxCyT noA
KOHTPOAEM MoKa3aTeAel LIEHTPAaAbHOM FEeMOAMHAMUKM CAEAYeT Ha-
YMHaTb Kak MOXHO paHblie. [Npn KAy6ouKoBOM (DUAbTPALIMM MeHee
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60 MA/MMH BBOAMMYIO A03y MgSO, caeayeT yMeHbLIMTb B ABa pasa
(2 Mr/krx4 nAn 50 Mr/KrxcyT).

Bce naumeHTbl nocAe anmn3oaa rMNepTeEPMUU AOAXKHbI HAXOAUTHCS
B OPUTe He MeHee 24 u. EcAM nocAe AAUTEAbHOIO BEAEHUS AQHTPOAE-
Ha COCTOSIHME MaLMeHTa He MeHsieTcsl, Heobxoanmo AnddepeHUMpo-
BaTb AMArHO3 C MOBEPXHOCTHOM aHecTe3uen, MH(PeKUUEN, CENCUCOM,
TUPEOTOKCUKO30M, HENPOAENTUUYECKMM 3A0KAUYECTBEHHbIM CUHAPO-
MOM, (PEOXPOMOLIMTOMOM, AEMCTBUEM NPENAPATOB-CTUMYASTOPOB, Te-
MAOBbIM YAQPOM.

KAtoueBble MyHKTbl pEKOMEHAALLMIA U NPUAOXKEHHUE MO NMPOBEAEHUIO
aHecTe3uu, MMOTNAETMU U MHTEHCUBHONM Tepanuu nauMeHTam

1.

2.

&

HM3 aeAdTcs Ha yeTbipe rpynnbl: 3a60AeBaHUsi MOTOHENPOHOB,
nepucepurueckmne Herponatnm, HapyweHus HMIT n mmonaTtum.

AAs naumeHToB ¢ HM3 XxapakTepHbl CAeAyloME KAMHUYECKUE
MPOSIBAEHUS — MbllleyHass CAabOCTb, Pa3BUTUE OCTPON W/MAK
060CTpeHne XPOHUUECKOM AbIXaTeAbHOM HEAOCTaTOUYHOCTH,
cAabocTb 6YyAbOAPHBLIX M AbIXaTEAbHbIX MbILL C HapylleHUem
aKTa rAOTaHMSI, acnupaLmmn MUY U XKEAYAOUYHOTO COAEPXKUMO-
ro B AbIXaTe€AbHble MyTW, HapyleHUS BOAHO-3AEKTPOAUTHOIO
6aAaHca, KUCAOTHO-OCHOBHOIO COCTOSIHUS, AUCDYHKLNS BereTa-
TMBHOWM HEPBHOM CUCTEMbI, YCUAMBAIOLLASCS BO BPEMS U MOCAE
aHecTe3uu, a Takxke KapAMOMMOMaTUM.

Y naumeHToB ¢ HM3 3HauMTeAbHO NOBbIWAETCS ONepaunoHHO-
AHEeCTeCTe3MOAOTMYECKMIA PUCK Pa3BUTUS OCAOXHEHWM, Hau-
6oAee vacTble M3 KOTOPbIX — HAPYLUEHUS HEPBHO-MbILLEYHOM
DYHKUNN, AESITEABHOCTU CEPAEUYHO-COCYANCTON U AbIXaTeAbHOM
cucTem, pabAOMUMOAM3, TUMEPKAAMEMUSs, 3AOKaUYeCTBEHHas rv-
neprepmMus.

B npeaonepaumoHHoM o6caepoBaHMM nauueHToB ¢ HM3, no-
MMMO OCMOTpA aHecTe3MOAOra-peaHMMaToAora, HeOoOXOAUMbI
KOHCYAbTaLIMN KAPAMOAOra, HEBPOAOTa U1, MO BO3MOXXHOCTHU, MyAb-
MoHoAora. O693aTeAbHO MPOBEAEHUE DAEKTPOKApAMOrpadum,
axokapauvorpacdum, cnmporpacdpum, peHTreHorpaduu rpyAHoOMN
KAETKM M aHaAM3a ra3oB apTePUAAbHOM KPOBM (MO BO3MOXXHOCTH).
O611as U MecTHasi aHecTe3us, nepuronepaLmoHHas MHTeHCUBHAs
Tepanus u Apyrue AedebHble NpoLeAypbl AOAXKHbI MPOBOAUTCS
C MMHUMAAbHbBIM PUCKOM AASI MALIMEHTA U MCKAIOUYEHUEM MOAU-
nparmMasmu.
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6. [Mpenapatbl, yrHeTaloLlMe HeHMPOMbILEYHYIO MPOBOAMMOCTD

10

11
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(Hanp., aHTMOMOTUKM U B-6A0KATOPbI), YCUAMBAIOT MbILLEYHYIO
cAaboCTb, MO3TOMY CAeAYET u3beraTb X NMPUMEHEHMSI.

B npemMeAnKalumn He AOAXKHbI MCMTOAb30BaTbCA A€KapPCTBEHHbIE
CpeACTBa, YrHeTatlouime AblXaHUe.

[Mpn npoeeaeHnn TBA A03bl TMMTHOTMKOB, AaHECTETUKOB, OMUO-
MAOB AOAXKHbI ObITb MAKCUMAAbHO CHUXKEHbI C YYETOM UX OTPU-
LaTeAbHoro nHotponHoro adgdekrta. Mo cpaBHeHUIO ¢ obLuen
aHecTe3Men, pervMoHapHble MEeTOAbl aHecTe3uu MpPeAnoUTU-
TeAbHee, 0CO6EeHHO Y MalUMEeHTOB C AbIXaTeAbHbIMU U CEpAEY-
HbIMW HapyLLIEHUSIMU.

[MprMeHeHWe MHopeAakcaHToB y NauneHToB ¢ HM3 Hexena-
TEAbHO, NMPU HEOBXOAUMOCTH — HEAEMOASPU3YIOLLIME Mpenapa-
Tbl KOPOTKOM U CpeAHer NMPOAOAXKUTEABHOCTU AEUCTBUA MOA
akueAaepoMmorpamryeckMm KOHTPOAEM HENPOMBILLEYHOMN MPOo-
BOAMMOCTHU. [1prUMeHeHMe AENOASPU3YIOLLErO MMO-peAakcaHTa
CYKLUMHUAXOAMHA M FaAOreHCOAEPXKALMX MHIaASLUMOHHBIX aHe-
CTeTUKOB (0COOGEHHO B COYETaHMM) MPOTUBOMOKA3aHO B CBSI3M
C PUCKOM PasBUTUS PaTaAbHbIX OCAOXKHEHWI.

HaAnune y naumeHta B aHamHe3de HM3 — abcoaloTHoe no-
KasaHWe AAS MOHOMMOMAErMU POKYPOHUYMOM OpoMMad C
MOCAEAYIOLIMM  3aBEpLIEHMEM  HEMPOMbILIEYHON  OAOKAAbI
AHTMAOTOM CyraMMapeKkcoMm, 3KCTyGaumu Tpaxeu Ha (hoHe
akueAepoMmorpamrueckoro MOHMTOPUHIa, CaHaUMOHHOM hu-
6P0-6POHXOCKOMUMN.

B nocaeonepaulmoHHbIi nepuoa nepeBoa naumeHta ¢ HM3 B
OPUT ob6sizateaeH. Ocoboe BHMMaAHUE AOAXKHO ObiTb yAeAe-
HO MOAAEP>KAHUIO HOPMAAbHOWM TemrepaTypbl TeAa, obGbema
LMPKYAUPYIOLLIEN KPOBU, (PU3MOAOTMYECKOrO YPOBHS SAEKTPO-
AVUTOB U KUCAOTHO-OCHOBHOIO COCTOSIHWS, paHHEMY HauaAy Hy-
TPUTUBHOM NOAAEP>KKM U (hU3MOTEpaneBTUUYECKMX MPOLIEAYP,
NPOgUAAKTUKE CTPECC-NIOBPEXKAEHUIA JKEAYAOUHO-KULLIEYHOTO
TpakTa M TPOM603a rAyGOKMX BEH HUXKHUX KOHEUYHOCTEN.,
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