®I'bOY BIIO
«KpacHosipckuii ToCyIapCTBEHHbI MEIUIMHCKUMA yHUBEpcUTeT uM.npodeccopa B.D.Boiino -
Scenenkoro» MuHHCTEpCTBa 3ApaBooxpanenus Poccuiickoit dpenepannu
Kadenpa anecreznonornn u peanumanuu UI1O

PedepaT Ha Temy:
NEPMONEPALMOHHOE BEAEHWNE
NAUMEHTOB C HEPBHO-MbILWEYHbIMW 3AEO/TEBAHUAMM

Beimonauna: Lpiarynosa b.b.,

Knun. Opaunatop 2 roaa

r.Kpacnospck

2019r



MnaaH

1.1. OnpegeneHune

1.2. 3Tnonorua n natoreHes

1.3. Onnaemunonorua

1.4. KogmnposaHue no MKB 10

1.5. Knaccuoumkauma

2. lnarHocTuKka

2.1 ¥anobbl U aHamHe3

2.2. dusmkanbHoe obcnegoBaHme

2.3. NabopaTopHasa AMarHOCTMKa

2.4. IHCTpYMEeHTaibHaA AMarHOCTUKa

2.5. NHas gmarHoctuka

3. JleyeHune

3.1. KoHcepBaTUBHOE fleyeHune

3.1.1. MpeponepaumnoHHoe BegeHUe naumeHTos ¢ HM3

3.1.2. O6wme NPUHLMMbI MHTPAOMNEepPaLMOHHOTO BegeHUs nauneHtTos ¢ HM3

3.1.2.1 NHTpaonepaunoHHOe BeAeHMe NaLneHToB ¢ HekoTopbimn HM3

3.1.2.1.1 BokoBOW aMMOTPODUYECKUI CKIEPO3

3.1.2.1.2 bonesHb LWapKko-Mapu-TyTa

3.1.2.1.3 MblweyHble guctpodun

3.1.2.1.4 MuToxoHAapuanbHble 3HUedanommonaTnum

3.1.2.1.5 l'eHepann3oBaHHaA MUacTeHUs / MMacTeHUYeCcKMe CMHAPOMbI

3.1.2.1.6 MNMOTOHMA N MMOTOHUYECKNE CUHOPOMbI

3.1.2.1.7 NMepuoanyeckmin napanmy

3.1.2.1.8 3n0KayecTBeHHaA rmnepTepmma

3.1.3 lNMocneonepaunoHHOe BeAeHMe nauneHTos c HM3

4. Peabunutauus

5.MpodurnakTmka




1.1. OnpeaeneHue

HepBHO-MbiWweyHble 3abonesaHuna (HM3) — mHoroumcneHHas rpynna HacneacTBEHHbIX WU
npuobpeteHHbIx 3aboneBaHM ¢ 06WUMK Kanobamm N GU3NYECKUMM CUMNTOMAMN B BUAE UCTOLLEHUA
M cnaboctn ckeneTHbIX Mmbiwy, [1]. Y XMpypruyecknx naumeHTos ¢ conyTcTayowmmmn HM3 3HauntebHO
BO Bpems U nocne obuweit aHecteaum (OA) nosblwaeTca onepauMoHHO-aHeCTe3MO0I0TMYECKUI PUCK B
CBA3M C BbICOKOW CTEMNeHbI0 BEPOATHOCTU Pa3BUTUA HAPYLUEHMI HEPBHOMbIWEYHON PyHKLUMK (HMP) B
BMAE MblweyHoi cnaboctn (MC), NOKanbHbIX U reHepaan30BaHHbIX MbIWEYHbIX CMAa3MOB, HapPYLUEHWA
OEeATeNbHOCTU CepaeyHO-CoCyauCTOM U AbixaTeNbHOM cucTem, pabgomuonunsa, runeprkaanemmm,
3/10KQYEeCTBEHHON TUNEPTEPMUN U TUNOTEPMUU. Y [AaHHbIX MNALMEHTOB MOBbIWEH PUCK PAHHUX WU
OTAANIEHHbIX MOC/IE0NEPALNOHHbBIX PECMMPATOPHbIX OC/IOXKHEHWUI (aTENEKTAa3MpPOBaHUE B JIETKUX, OCTpas
AblxaTeNbHasA HegocTaTouyHocTb (AH), Ho3oKOMManbHble NHGEKLMN, OOCTPYKUNA BEPXHUX AblXaTeNbHbIX
nyTen, rMNOBEHTUNALUMA, 3aTPYAHEHHAA 3BaKyaUMsa CEKpeTa AbIXaTe/bHbIX NyTen), KpaliHe BbICOK PUCK
ONUTENIbHON MPUHYAUTENIbHOM PECnNpPaTOPHON NOAAEPXKKWU, 3aTAHYBLIEMCA 3SKCTybauuu Tpaxeu W
TpaxeoTomuu [2].
1.2. 3tnonorua n natoreHes

BokoBon ammoTpodMYECKMIA CKNepo3 — nporpeccupylollee HenpogereHepatusHoe HMS3,
obycnosneHHoe wu3bupaTeNbHbIM MopaXKkeHnem nepudepmuyeckmx MOTOHEWPOHOB MepeaHUX Poros
CNWHHOFO MO3ra W ABWUIATeNIbHbIX ALEP MO3rOBOrO CTBOJA, @ TaKMKe LEeHTPasibHbIX MOTOHENPOHOB
(bonesnb Jly Oxexpura) [1, 2, 3]. Bo3mMOXHble mMexaHU3Mbl TMBenn ABUraTeNbHbIX HENPOHOB —
OKUC/IUTENIbHbIN CTpecc, NOBpPeXKAEHUe HEMPOPUNAMEHTOB, MUTOXOHAPWUAbHbIE HAPYLUEeHUSA, FyTamar-
BbI3BaHHAA BHEKNETOYHAA TOKCUYHOCTD.

BonesHb Llapko-Mapu-TyTa — rpynna HacneaCcTBEHHbIX MOTOPHO-CEHCOPHbIX Helponatuii ¢
pa3/IMUHbIM TUMOM Hac/iegoBaHuA. | TUN, AeMUENUHUSUPYIOWNIA BapUAHT — HapyLLEHUA, Bbi3BaHHbIE
reHeTUYecKMM aedeKTOM CUHTE3a nepudepuyeckoro MmesiMHa, NpoAasBafeTca cnabocTbio nepegHUx U
NlaTepanbHbIX FPYNn MbIlL, BCieacTBMe aTpodumM ManobepLoBoro Hepsa, COBCTBEHHbIX MbILLL, KUCTU C
HapyLleHMEeM BCEX BUAOB YyBCTBUTE/IbHOCTU, CHUXKEHUEM NPOBeAeHUA BO36YKAeHUA nNo HepBaM. |l Tmn,
HENPOHA/IbHbIN BapMaHT — AKCOHA/IbHAA AereHepaums U BTOPUYHAA AeMUEeNMHU3aLMA, KIMHUYECKU
cxodeH c | TMnom, Ho 6e3 CHUMKEHMA CKOPOCTU NpPOBeAeHUs BO3OYyKAEHWA Mo nepudepuyeckum
HepBam. [laToreHeTUYECKUI MexaHM3M — pa3HOoObpasHble reHeTuyeckne aAedeKTbl CUHANTUYECKUX
MOHHbIX KaHa/M0B C HapyLlweHnem paboTbl CMHANCOB, BeAyLWME K NOBPEKAEHNIO PYHKUNN LUBAHHOBCKUX
KNEeTOK U aemuenmuHusauum [4, 5, 6].

MbiweyHble anctpodum (MblwedyHble aguctpodum [AoweHa, mepu-Apelidyca, nneve-
IONaToYHO-IMLEeBan ANCTPOPUA) — KNIMHMUYECKM U FTeHEeTUYECKN pa3HoobpasHasn rpynna HacneacTBEHHbIX
HapyLEeHU CTPYKTYpbl NONepeyHononocaTon MycKynaTypbl, B T. Y. CEPAEYHOMN, XapaKTepusyrLmxca
nporpeccupytower MC u uctoweHmem. Mopdonornyeckme M3MeHeHUA, CBOMUCTBEHHbIE Bcem dopmam
MbllWeYyHol auctpodun, npeacrTasnaoTcs B Buae 6ecnopagovyHO PacnonoXKeHHbIX HOPMasbHbIX UK
rMnepTpodUPOBAHHbBIX MbILLIEYHbIX BOJNIOKOH, HEKPOTUUYECKMX U HEKPOTU3UPYIOLIMXCA BOJIOKOH,
WMHTEPCTULMANbHOTO HaKOMNIEHUSA }KUPOBOK N GUOBPO3HOI TKAHU NPU OTCYTCTBUM NEPBUYHOMN NaTONOTMUU
MoOTOHelpoHa [1, 2].

MutoxoHApHuanbHblie sHuedanommonatum (cuHapombl KepHa-Celipa, MELAS, MERRF, MNGIE,
NARP) — KNMHUYECKM N BUOXMMUYECKM reTeporeHHas rpynna 3abosieBaHUii, B OCHOBE KOTOPbIX JexKaT
MyTaLMW FeHOB, OTBEYAIOLMX 328 MUTOXOHAPUaNbHYO unu saepHyto OHK. Ona gaHHbIx 3aboneBaHui
XapaKTepPHO yBe/NNYEeHUEe Ynuc/la MUTOXOHAPUIA B MbILLEYHOM BOJIOKHE, C NOCAEAYIOWMUM HapyLLIeHUEM
aHepreTnyeckoro metabosmama B Mblwyax. MOCKOAbKY Hambonbllee KOAMYeCTBO MUTOXOHAOPUI
COLEPKMTCA B KNETKAX OPraHOB C MHTEHCMBHbIM OOMEHOM BELLECTB, MUTOXOHAPWA/bHbIE MWOMNATUK
3aTparnBaloT AeATeNbHOCTb HE TO/IbKO CKENeTHbIX MbILLLL, HO TaKKe Mo3ra K neyeHu [7].



leHepann3oBaHHAA MMUACTEHUA — aAHTUTENO-MeAMATOPHOEe ayTOMMMyHHoe 3abonesaHue,
nopaxatouliee o-CybbeauHULbl  aueTUNxonnHosbix  (ALX) peuenTopoB B  CMHAMce, 4uCno
bYHKUMOHaNbHbIX ALLX-peLenTtopoB CHUXKAETCSA B pe3y/ibTaTe COEAUHEHUA AaHTUTEN C peLenTopamu 1
nAmsuca ¢okanbHOM MembpaHbl, YTO MNPMBOAUT K MblllevyHon cnaboctm u ytomasemoctn [1, 2].
MaToreHe3 MMACTEHUM 3aAKAIOYAETCA B YMEHbLUEHUMM PELLENTOPHON MNAOTHOCTM W AMAAUTYAbI
6M03N1EKTPUYECKUX NOTEHLMANOB B MOCTCMHANTUYECKOM 061aCTU U CAYKUT NPUYMHON HECMOCOOBHOCTU K
BO30YKAEHMIO MbILUEYHOTO COKpalleHUA. Korga aTo nponcxoamt BO MHOMMX CMHaNcax (reHepanvsaums),
NOABNAKTCA OCHOBHbIE CMMMTOMbI [8].

HecmoTps Ha npoBeAeHHble UCCNEAO0BAHMA, MPOUCXONKAEHWUE MPOLLECCa OCTAETCA HEACHbLIM.
Tumyc (BMNIOYKOBAA XKesie3a) — BO3MOMKHbIN reHepaTop 60ne3HM, OHa M3MeHeHa y 75% nauueHToB (13
HUx y 85% — runepnnasusa, y 15% — tumoma) [9].

MwuacteHnyeckuii cuHgpom Jlambepta-UToHa — npuobpeTeHHaa MMMYHOONOCPeAOBaHHanA
KaHanonatua ¢ BO3HMKHOBEHMEM ayTOAHTUTEN Ha MPeCMHANTUYeCcKue 3neKTpo3aBncumble Ca™-KaHanbl
N, BO3MOXHO, Ha Apyrve npecuHanTUYyeckme KOMNOHEHTbl, B TOM Yncne 6enoK cmHantotarmumH [1, 2].
CMHANTOTAarMWH — BHEK/IETOYHbIN KaNbUMEBDLIV PELLENTOP, UrPAOLWMI KAOYEBYIO PO/ib B NPOABUMKEHUN
ny3blpbKa K cuHancy u bbicTpom Bbibpoce ALX. Mpu cuHapome JlambepTta-UToHa BbIOpOC MeguaTopa
CHWXKeH. AHTUTena Ha npecuHanTudeckne Ca**-KaHanbl o6OHapy»xuBatTca y 85 % naumeHTOB
(cepono3nTMBHbIE MNauMeHTbl). Y CepoHeraTMBHbIX NALMEHTOB B CbIBOPOTKE KPOBM OMNpeaensatoTca
aHTUCMHANTOTAarMMHOBbIE aHTUTena. MpubaunsutenoHo 60 % nNaUMEHTOB CTPaAZAlOT OMYXOJ/IEBbIMM
3200/1€BaHNAMMN, Yallle BCEro MEJIKOK/IETOYHON KapLUMHOMOW Nerkux, y OcCTasibHbiXx npeobnagator
ayTOMMMYyHHble HapyweHua [10].

MMWOTOHUYECKME CUHAPOMbI (ayTOCOMHO-AOMWHAHTHAA BPOXKAEHHAsA MMOTOHMA TomceHa,
Thomsen; ayTOCOMHO-peLLeCCUBHAA BPOXKAEHHAA MUOTOHUA BeKkKepa; Kanui-ocNoXHEHHAs MUOTOHMUS;
BPOXKAEHHAA MAPaMUOTOHUA; NEPUOANYECKMA Napanuy) — ¢deHOMEeHbl 3amMeasIeHHON penakcauuu
MblWUbl nocie ee cokpaweHusa [1, 2]. MaToreHe3s — NaTO/NIOMMA MOHHbLIX KaHa/i0B M HEeCcTabuabHOCTb
MeMbBpPaHbl MbILLEYHOTO BOMIOKHA, YTO MPUBOAUT K NOABAEHMIO MOBTOPSIOLMXCA Pa3pAL0B COKpaLLEeHUS
MbILLLbl BCAEZ, 338 O4MHOYHbIM CTUMY/JIOM WM KOPOTKMM NEepMoaoM COKpalleHuA. FeHes BPOXKAEeHHOM
MWOTOHUM TomceHa n Bekkepa — MyTaLMW reHOB, OTBEYAOWMX 33 QYHKUMIO 31eKTpo3aBucumblx Cl™-
KaHanos [11]. Cl™-KaHanbl OTBETCTBEHHbI 3a BOCCTAHOB/AEHME MeMOpaHHOro noTeHuMana Ao
HOPMa/IbHbIX 3HAaYEHWNIN, HO MYTALMM YMEHbLLAIOT NPOXOAMMOCTb MOHOB CI™ B KNETKY U, TaKum obpasom,
BeAyT K MOBbIWEHUIO BO3OYAMMOCTM MbIWEYHOW MeMOpaHbl M MbieYHON purngHocTu. leHes
MMOTOHUYECKMX  CMHAPOMOB  (NEPUOAMNYECKUA  TUNEPKAaNMEMUYECKMI  MNapanuy, BPOXKAEHHan
NapammnOTOHMUSA, KANIMA-OCNOXKHEHHAsA MUOTOHWUSA) — MyTaLLlMK FreHOB, OTBEYAOLWMX 33 3/1IEKTPO3aBUCUMbIE
Na*-KaHanbl CKeNeTHbIX MblLL, KOTOpble B HOPMe OTBETCTBEHHbI 3a YBE/IMYEHUE U PaACcnpoCTpaHeHue
NOTEHUMANOB AENCTBUA NO MblLLEYHbIM MemMbpaHam. MyTaHTHble KaHabl NOAAEPHKUBAIOT NOCTOAHHbIN
notok Na*, Beaylimit K 41MTeNbHOM Aenonapusaummn membpaHbl. B pesynbtaTe pasBnBaeTca MUMOTOHUA
W Napanuy, conpoBoXaaemble membpaHHOM MHaKTUBaumein [12, 13]. KnMHuyeckme npoasaeHma AaHHbIX
KaHa/sonaTuiA CXo4Hbl, NO3TOMY NPeAnoAaraeTcs, YTo 3TU PACcCTPOMCTBA MOTYT ObiTb ansieNbHbIMMU, T. €.
€0VNHCTBEHHbIN reHeTUYEeCKUIA AedeKT OTBETCTBEH 3a HapyLUEHMUS.

MNpuobpeteHHas HelpomMunoToHMA (cMHApom WMcaakca) — CMHOPOM AUTENbHOM aKTUBHOCTM
MbILLIEYHbIX BOJIOKOH — pPeaKoe PacCTPOMCTBO NMepudepuyeckux ABuraTesibHbIX HEMPOHOB, B reHese
KOTOpOro nprMobpeTeHHas (MMMyHOOMOCPeAOBaHHAA) KaHAI0MaTUA C NOPAXKEHMEM NPECUHANTUYECKUX
aneKkTposaBucuMbIx K*-kaHanos [14, 15]. MexaHW3M KaHa/i0MaTMM BbipaxKaeTca B yrHeTeHMM npoLlecca
penonspusaumm, yBesandeHnn Bolbpoca meamaTopa, YTo NPUBOAUT K NOBbILLEHHOW BO3OYAMMOCTM.

3n0KavecTBEHHasA rMneptTepmusa — 6ecCMMNTOMHAA MMONATUA CO 3HAUUTEIbHOM FeHETUYECKOM
HeoAHOPOAHOCTbIO (onucaHo Ao 30 reHHbIX MyTaLuit), NPOABAAIOLLANACA reHepaM30BaHHOW MbllLEYHOW
pUrngHocTblo. Pa3BMBaeTca y BOCMPUUMMUMBBLIX K HEW nuL, BO Bpems MAM Mociae aHecTesuu C



NCNO/Ib30BaHMEM JIETYYMX aHEeCTETUKOB M CyKUMHWAxonuHa [16, 17, 18]. B ocHoBe 3aboseBaHua —
HapyleHMe NpoLLecCOB COKpalweHMa W paccnabneHns CKeneTHOM Mblilwubl B pe3ynbTate gedekTa
OUTUAPONUPUANHOBBIX MAM  PUAHOAMHOBBLIX peuentopoB. [pu  3/10KAYeCTBEHHOW rUnepTepmum
HapylwaeTca obMeH KasbLma: pPUaHOANHOBbIE peLenTopbl OCTAalOTCA A0/T0 OTKPbITbIMM, YBE/INYMBAETCA
OTTOK MoHoB Ca*™ B mmonnasmy, yanHAETCA BPems B3aUMOAENCTBUA aKTUHA U MMO3UHa (NpoasaaeTcs
KOHTPaKTYypoi), NoBblWaeTcA 0OMeH BEeLLeCcTB B MbllLe, 3aMyCKaeTca Lenb NaTo/I0rMYeckmx peakumin B
OpraHusme.

1.3. dnupemuonorus

BokoBon ammnoTpoduyeckmin cknepos. [daHHble 0 3a60/1€BaeMOCTU U PACNPOCTPAHEHHOCTU B
Poccuiickoin ®epepaumm otcytcteytoT [1]. 3aboneBaemocTb B Mupe B cpegHem cocTaBaseT 1-2,6 ciyyas
Ha 100000 HaceneHua B rod, pacnpocTpaHéHHocTb — 6 Ha 100000 HaceneHnus [19]. CooTHOlIEHMe
MYXUYMH U KeHWMH cpean 3aboneswmnx npu Bcex ¢opmax coctasaseT 1,5:1, nocne 65 ner oHo
BbipaBHUBaeTcsa. B 90% cnyyaes 3abosieBaHWe ABAAETCA cCNopaguMyeckMm: ¢ OynbbapHbim gebroTom
BblABAAoT B 10-28%, c weiHbim — B 20-44%, c rpyaHbim — B 2-3,5%, ¢ auddysHbim — B 1-9% cnyyaes. B
10% 60KOBOW aMMOTPOPUUECKMIA CKNepo3 ABAAETCA cemelHbIM (npu Hanuumm 6onee Yyem OAHOrO
C/ly4as B paMKax 0HOM ceMbW) NN HacNeACTBEHHbIM (€ AMHCTBEHHbIA YCTaHOBAEHHbIW ClyYald B ceMbe
NPV HAIMYUK Y NaLMEHTa Kay3aTUBHOW MyTauumn).

BonesHb Lapko-Mapu-Tyta. lMonuHenponatm BbIABAAIOTCA NpubansutensHo y 2,4%, a B
CTapWwmMx BO3PACTHbIX Trpynnax — noyTm y 8% HaceneHua. BcTpeyaemocTb HacneacTBEHHOM
nonnHenponatum Lapko-Mapu-Tyta moxKeT cocTaBnatb 10-30 Ha 100000 HaceneHua [1], No gaHHbIM
3apyberkHbix aBTopoB — 1 Ha 2500 [20].

MblweyHble auctpodumn. Cpean HaceneHus pacnpocTpaHeHbl auctpodua [rooweHHa (0,3-5
cnyyaeB Ha 100000 HaceneHun), bBekkepa (2,4 Ha 100000), dmepu-Apeiidyca (1-2 Ha 100000),
auctanbHble muonatum  (1,3-3,3 Ha 100000). Mporpeccupyrowmmu  Gopmamu  MUoaUCTPOGUU
(AtoweHHa, bekkepa, Imepu-Apeidyca) 601e0T TONBKO ANLA MYKCKOrO Nosia. KOHEYHOCTHO-MOACHbIE
$OopMbl 04MHAKOBO YacTo HabAOAAOT KaK Y MYXKUMH, TaK U Y XKeHWuH [1, 2].

MutoxoHapuanbHble  3sHUedanommonatmn. Mo AaHHbIM  3apybexkHolr  AuTepaTypbl
BCTpeYaeMocTb peaKoro 3abosieBaHMA — 4o 7 cnydaes Ha 100000 HaceneHma [20].

FeHepann3oBaHHaAA MUACTeHMA. PacnpocTpaHEHHOCTb OTHOCMTENbHO peakoro HM3 - 0,25 -2,0
Ha 100000 yenosek [20], no apyrum gaHHbIM — 10-24 Ha 100 000 HaceneHus [1]. MuacTeHUs moxKeT
AeboTnpoBaTtb B t0OOM BO3pacTe, HAUMHAA C PAHHEro AEeTCTBA M 3aKaHuMBan raybOKoW CTapocTbio.
CpeaHuin BO3pacT Hayana 601e3HN Y XKeHWUH — 26 neT, y My*KUnH — 31 rog. COOTHOLEHNE MY¥KUYUH U
KEHLWMH cpeamn 3abonesmx coctasaseT 1:3 [1, 2].

MuacteHndYeckuii  cuHgpom  JlambepTa-UToHa.  AKTyanbHbIX  AOCTOBEPHbIX AaHHbIX O
pacnpocTpaHeHHOCTM 3ab0neBaHMA HET, HO CYUTAETCS, YTO BCTPeYaemocTb cuHapoma B 100 pas perke
Mo CpaBHEHMIO C MMACTEHMEN U oueHUBaeTcs Kak 1 K 250000 — 1 kK 300000 no scemy mupy [20].

MuoToHMYecKMe  cUHAPOMbI.  BcTpeyaemocTb  BPOMKAEHHbLIX  ayTOCOMHO-AOMWMHAHTHOM
munotoHnn TomceHa — 1 cnyyait Ha 50000 HaceneHusa, ayTOCOMHO-PeLECCUBHOM MUOTOHMN beKkepa — 1
Ha 23000 [20]. Peakune BPOKAEHHbIE CMHAPOMbI, KaK KanuA-OCNOXKHEHHAA MWOTOHWSA; BPOXKAEHHan
NapamuoTOHMA; MNEPUOAMYECKMI  TUNEPKaIMEMUMYECKMI Napannd, a TakXe npuobpeTeHHas
HelpomMmmnoToHma Ncaakca perncTpmpyrotca He Yaule 1 caydas Ha 100000 HaceneHus [1, 20].

3n0KavecTBEHHas runeptTepmus. TOYHaA YacToTa BOSHUKHOBEHMA 3a60neBaHNA Heu3BeCTHa, U3
pa3HbIX NCTOYHMKOB OLEHMBAETCA B nNpegenax ot 1 caydas Ha 5000 aHecTe3nit 4o 1 cnyyaa Ha 50000-
100000 ob6uwwux aHectesun [21], npepgnonaraemas reHeTUYEcKasa pPaAcnpPOCTPaHEHHOCTb MOXKET
coctasnatb Ao 1 cnyyaa Ha 2000-3000 HaceneHuma.



1.4. KoguposaHue no MKb 10

G12.2 bokoBOM aMMOTPODUYECKNIN CKNepo3

G60.0  bonesHb WWapko-Mapu-TyTa

G70.0 TleHepannsoBaHHAA MUACTEHUA

G71.0 BpoxaeHHble U NPUoOBpeTeHHble MULLIEYHbIE AUCTPOdGUN

G71.1 MwuOTOHMYECKMNE pacCcTpoincTBa (MMOTOHUM TomceHa, Bekkepa, BpoXKaeHHas
napammMoTOHMA, HEMPOMUOTOHMA)

G71.2 Bpo)KAeHHble MMonaTun

G71.3 MuTtoxoHapuanbHble MnonaTum (cuHapombl KepHa-Cepa, MELAS, MERRF, MNGIE, NARP)

G72.3 [lepuoguyecknin napanmd

G73.1 CuHpgpom JlambepTta-UToHa

T88.3 3n0KayecTBeHHaA rMnepTepmma

1.5. Knaccuodpukauma

HM3 MO)HO YCNOBHO pas3genvTb MO YPOBHIO MOpaKeHus: 3abosieBaHWA MOTOHEMPOHOB,
nepudepuyeckne HelponaTun, HapyLeHUs HepBHOMbIWEYHOM npoBoaumoct (HMM) u muonatun. B
Tabnuue 1 oTpaxkeHbl Hanbosee KAMHUYECKN 3HaYnmMble HM3, Tpebylowwme cneumdpuyeckoro nogxoaa B
nepuvonepaymoHHbI Nepuoa.

Tabnuua 1
Knaccudukauma Hanbonee yacto

BCTPEeYaoLLUXCA HEPBHO-MbILLIEYHbIX 3a60n1eBaHuit
Mpynnbl 3abonesaHusa
MopaxeHuna aBuUraTenbHbIX HEMPOHOB BoKkoBOWM amMOTPOPUUECKUIA CKIEPO3
HacnepcrseHHble noanMHeBponaTnm bonesHb Wapko-Mapu-TyTa
MblweyHble AgncTpodpum BpoxkaeHHble M NpuobpeTeHHble muoaucTpodun
MeTabonnueckmne mmonaTmu CuHapombl KepHa-Celipa, MELAS, MERRF, MNGIE,
(MUTOXOHApPMANbHbIE SHLEdaoMMoNaTUN) NARP

leHepann3oBaHHaA MMAcTeHUA
MwuacTteHna n mmacTteHn4YecKkme CMHAPOMbI
CuHgpom SlambepTa-UToHa

BpoxaéHHaa MMOTOHMA TomceHa
MWOTOHUA N MMOTOHMYECKNE CUHAPOMBI BpoxaéHHaa mnmotoHma bekkepa
BpoxkaeHHasa napaMmnoToHmA

CMH,EI,pOMbI rTMNepakTUMBHOCTU ABUTATENIbHbIX HempOMMOTOHMﬂ
eagunHunL, 3n0KayecTBeHHasA rmneprepmumA

2. IMarHoCcTukKa

2.1.XKano6bl 1 aHamHe3
Onsa naumeHToB ¢ HM3 xapakTepHbl HeKoTopble obwmMe CMMNTOMbI, KOTOpble OTAMYALOT MX OT
obuiecomaTmyecknx nauneHtTos. Hanbonee yactoe npossneHne HM3 — cnabocTb B pas/iMUHbIX rpynnax



CKeNeTHbIX MbiLL, BbiCTpan yTomaaemocTb Npu ¢pusnmyeckom Harpyske. Takke HabaogaeTca coyeTaHme
AUCOYHKLUMM BEpPXHUX ApbixaTenbHbix nyteirt (BAM) M ymeHblweHWe ApbixaTenbHoro obbema (A0).
TpyAHOCTb NPWU  [NOTAHUM MNULLKM, OTXAPKMBAHMUWU CEKPETa C/IM3UCTOM AplXaTeNbHbIX NyTel, B
6ONbLINHCTBE C/ly4aeB, ABAAETCA TUMUYHbIM NpoABaeHnem cnabocTn rNoTOYHbIX Mblwy,. OXpUnAoCTb
WM HOCOBOW OTTEHOK r0/10Ca YKa3blBalOT HA BO3MOXHble npobaembl B BAIN. NoBepxHOCTHOE U YacToe
AblXaHWe, yyacTuMe B AblXaTe/IbHOM aKTe BCMOMOraTe/lbHOM MYCKyNaTypbl — BaXKHble NPU3HaKK cnaboctu
anadparmbl [22, 23]. YmeHbweHne OO Hambosnee BblparkeHo npu aunadparmanbHoi cnaboctu. Y
NnauMeHTOB C MPOrpeccupylollen reHepannsoBaHHoOW cnabocTn mblwl, (Hanpumep, npu 6okoBom
ammoTpodryeckom cknepose) cHukeHne 0O HacTynaeT npexae, Yem ycrneeT pasBuTbea cnaboctb BAIM.
MopfeprkaHMe MUHYTHOM BEHTUAAUMM, W KaK CNepcTBue, afeKBAaTHOWM 3SKCKPeLMW YrNeKUCNoTbl
OOCTUFaeTcs yBeAMYEHMEM YACTOTbl AbIXaTeNbHbIX ABWUMKEHWUN. PN CHUMKEHUM KUSHEHHON EMKOCTU
nerkux (MEM) ¢ 65 go 30 mn/kr cnabeeT cnocobHOCTb NauUMeHTa K OTKaLIMBaHWIO M 3BaKyauusa
TPaxeobpPOHXMANbHOTO CEKPeTa CTAHOBUTCA 3aTpyaHUTeNbHON. JanbHelwee ymeHblueHne XKEJT go 20-
25 MA/Kr AnlaeT naymeHTa cnocobHOCTU K BAOXY, YTO CNOCO6CTBYET pa3BMTUIO aTenektasos. Mpu sTom
rMMNOKCEMUA ABNAETCA PE3yNbTaTOM HAPYLUEHUA BEHTUAALMOHHO-NEPPY3MOHHbBIX OTHOLWIEHUI, TaK KaK
Bce 6onbwaa yacte OO ucnonb3yeTca ANA BEHTUAALMM MEPTBOro NPOCTPAHCTBA, a aNbBeoAApHan
BEHTUIAUMA CHUXKaeTcA [22, 23].

KnuHnyeckasa KapTuHa 60KoBOro ammoTpodMUEcKoro Cckiepos3a [A0BOJIbHO pa3HoobpasHa:
napesbl, aTPodGMM U GACUUKYNALUN M30AMPOBAHHDBIX TPYMN MbIWL, — NPU NOPaXKEHUM NepudepuyecKmx
MOTOHEMPOHOB, CNAacTUYecKMe napesbl, MMNo- 1 runeppedaeKkcus, NaToNorMieckne NMPammaHble 3HaKu
Nnpu NopaxKeHumn LeHTpPabHbIX MOTOHENPOHOB [1, 2, 24].

bonesHb LWapko-Mapwu-Tyta - HacneaCcTBEHHAA ABuraTenbHas 7 CeHcopHas
AeMUEeNMHU3NPYIOLWAA NOIMHEBPONATMA, HAYMHAKOLWAACA C MbIWL, MHHEPBUPYIOWMXCA ManobepLoBbiM
HEepPBOM, M NOCTENEHHO PaACNPOCTPAHAIOWAACA HAa MbIWLbl BEPXHEro nsieyeBoro nosca. Mpu 6onesHu
Lapko-Mapu-TyTa, nepegaBaemol MO Hacneactsy, HabaogaroTcA pa3sHOOOpasHble reHeTUYeckue
HapylWeHUss W pasHble KAMHWYecKMe npossiaeHus [6, 25, 26]. Hanmbonee 4yacToe KAMHUYECKOE
nposeneHne 6onesHn — atpodma manobepuUOBOro Hepsa, COMNPOBOXKAAETCA Pa3BUTUEM MOTOPHOIM
cnaboct B nepeaHUX U natepanbHbIX FPYnnax MbilL, C COXPaHEHMEM YYBCTBUTENbHOCTU. B nnuTepaTtype
OMMCaAHO Pa3BUTUE XPOHWYECKOMN AObIXaTeNbHOW HeAOCTaTOYHOCTM Yy NaumeHToB ¢ 6onesHbio Lapko-
Mapu-Tyta. Mpu 6GepemeHHOCTU NpPoABAEHMA 6GONE3HWU MOryT YCUAMBATbCA, BEPOATHO, W3-3a
rOPMOHa/IbHbIX U3MeHeHU [27].

MbiweyHble AncTpodum — pasHoobpasHana rpynna reHeTM4eckn obycnoBneHHbIX 3abonesaHui
CKEeNEeTHbIX MbIWL, WU, B HEKOTOPbIX C/Ay4Yasx, CepAedyHOM Mblwubl. OHU XapaKTepU3YyHTCA HEKPO30M
MbILWEYHbIX BOJIOKOH W nporpeccupytowen MC. MblweyHaa guctpodus [ioweHa — O4HO M3 YacTbIX
reHeTnyeckmnx HM3, xapaktepusytoweecs npokcnmanbHo MC ¢ paHHero AeTcTBa M NPOrpeccupyroLe
KapAnomuonaTuen, HapylweHnem KOFHUTUBHbIX GyHKUMI. CMepTb HacTynaeT B Bo3pacte go 30 net B
pesyibTaTe AbIXaTeNbHOoMN U/nnmn cepaeyHon HegocTatouHocTH [28].

MbiweyHas guctpodus Bekkepa — 6onee pegkoe HM3, BCcTpeyaeTcs NPemmyLLECTBEHHO Y /UL,
MYKCKoro nona. Ecavm npu mbiweyHomn anctpodum [ioweHa 6en1oK guctpoduH 0bbIMHO OTCYTCTBYET, TO
npw MbilweYyHol ancTpodum bekkepa oH NPUCYTCTBYET, HO KAYECTBEHHO M KOJIMYECTBEHHO M3MEHEH [29].
KapanomuonaTtua sctpedaetca y 15% nauymeHtoB mosioxke 16 net ny 75% crapwe 40 net. MblweyHan
anctpodua dmepu-Lpeiidyca xapakTepusyeTca pasBUTUEM PaAHHUX KOHTPaAKTyp NAe4YyeBOro nosca,
CNaboct B nJeYeBbIX M MaNOBEpUOBbIX MbIWLAX Y AWML, MYyXKCKOro nona. [lporpeccuposaHue
KapAMOMMONATUN C HapyLUeHWeM NPOBOAUMOCTU NPUBOAUT, B UTOre, K neTanbHomMy ucxogy [30]. Mneve-
JIONATOYHO-/IMLEBAA ANCTPODUA — peaKUi BapuaHT MblLIEYHON AUCTPOdUN, NPOABAAETCA B NO3AHEM
JeTcTBe KaK anuesaa u naedenonatoyHas MC 6e3 cepaeyHoit HeAOCTaTOMHOCTU. Y NALMEHTOB MOXKET



Habo[aTbCcA PETUHOAHIMONATUA U HEMPOCEHCOPHAA TYroyxoCTb. JUCTPodUA MbILL, F1a3HOro abaoka u
FNOTKU - TaKKe peaKas pPasHOBUAHOCTb MbIlLIEYHON AUCTPODUN, XapaKTepusyeTcs MNporpecCcMBHOM
ancoarven n ntozom [28, 31]. Ana 60nblIMHCTBA NALMEHTOB C MbILLEYHbIMU ANCTPODUAMM XapaKTePHa
KapanomumonaTua. XpoHuYecKas C€nabocCTb AbiXaTesbHbIX MbllL, 3aTPYAHEHWS MPU OTKALLIMBAHUM
MOKPOTbI MPMBOAAT K NOTEPE JIEFOYHOrO pe3epBa, HAaKOMEHUIO CEKPEeTa M Pa3BUTUIO peunansmpytowen
nHeBMOHMU. Mo mepe nporpeccupoBaHMa 601I€3HU CUHAPOM KCOHHOIO anHo3» U KUMPOCKOANO3 BHOCUT
CBOW BKNa4, B PECTPUKTUBHYIO NaTONOMNIO nerknx [32].

MuToxoHApUanbHble aHUedaoMNONATUN — KIMHUYECKN FeTeporeHHas rpynna 3abosieBaHui,
CMMMTOMATMKA KOTOPbIX 3HAuYMTENbHO BapuabesbHa, HO TUMWUYHbIE KAUHUYECKME MNPOABAEHUA
BK/IIOYAIOT B cebs Mporpeccupytowyto HapyxHyto odTtasbmonsernto, cnaboctb M rMnoTPopUIo MblLL,
KoHeuHocTen [7]. PasnuuaoT cuHapom KepHa-Celipa (Kearns-Sayre) (nurmeHTHaa JaereHepaums
CeTYaTKK, KaPANOMMONATUSA, MO3XKEUKOBbLIN cUHAPOM), cuHapom MELAS (MHcynbTOonoao6HbIe ann3oapl,
sHuedanonaTus, NakToaumaos, HeAOCTaTOYHOCTb FOPMOHA POCTa, caxapHblii gnabert), cuHgpom MERRF
(MMonaTMA, MUOKNOHYC-3NMAENCUS, MO3XEYKOBaa aTaKCUA, peke — HelpoCeHCopHaa T[NyxoTa,
nepudepunyeckaa noanMHeBponaTus, atpodua 3pUTesIbHbIX HEPBOB, CMACTUYECKasa MNAerns, AemMeHUuUu,
HefOoCTaTOYHOCTb FOpMOHa pocTa), cuHgpom MNGIE (muonaTtva, HapyxHasa odTanbmonnerus,
HenponaTusa N XenyaovyHo-KuleyHas sHuedanonatus), cuHapom NARP (HeliponaTtua, MC, atakcus, u
NUrMeHTHaa JAdereHepauus cetyaTkn) [1, 2, 33]. MpuobpeTeHHbIA BapUaHT MUTOXOHAPWANbHOM
MWONATMM, TaK HasblBaeMas 3MA0BYANMHOBAA MMONATUSA, pa3BMBaeTCA Npu ynotpebieHnn sauaosyamHa —
aHTUPETPOBMPYCHOTO NpenapaTa, YMeHbLUIAOLWEro coaepyKaHne MnutoxoHapuanoHon JHK B mbiwuax.

Y MaumMeHToB C MWUTOXOHAPWUANbHOW MMOMATMEN MOXMET Pa3BMTbCA /1aKTOaLMAo3 npu
OTCYTCTBMM TUMOKCMM W Ccencuca, nocie GU3MYECKUX Harpysok M roNo4aHusA; BbICOK  PUCK
BO3HWKHOBEHMA caxapHoro AuabeTa. KatexonamuHbl, TeOOUANIMH, HUTPOMPYCCUA HATpUA UM UHPY3MA
nponodona yBean4nmBaloT KOHLEHTPALMIO MOJIOYHON KMCAOTbl B OpraHM3me, Bbi3blBas TPaH3UTOPHbIE
HapyLweHus okncantenbHoro docopunmnposanma [34, 35].

Ona  naumMeHToB C reHepasM30BaHHOW MUacTeHWEN W cUHZpPoMom JlambepTa-UToHa
XapaKTepHbl cNabocTb U YTOMAAEMOCTb IKCTPAOKYASPHON, MUMUYECKON M BynbbapHOM MyCKynaTypbl,
perke — ¥KeBaTe/bHbIX, AbIXaTeNbHbIX M LWEMWHbIX MbILL, a TaK}Xe MbIlWL, TYJI0BMLA N KOHeYyHocTel [1, 2].
Y NauMeHToB MOTYT BO3HUKHYTb MWACTEHUYECKUN, XONMHEPTUYECKUA U  CMELUAHHbIN  Kpu3bl,
COMPOBOXAAOWMECH  HApyLUeHMEM  BUTaAbHbIX  GYHKUMI U Tpebywolme  HemeaNeHHOM
MHOTOKOMMNOHEHTHOW peaHNMaLMOHHOM MOMOLLM.

Ouctpoduyeckaas MMOTOHMA — 4acTo BcTpevarowasca ¢opma  MmblweyHon auctpodum
B3poc/bIX. [poABAAETCA MWOTOHWEW, MPOrPECcCUBHOM  MMUONATUEN, WHCYJIMHOPEINUCTEHTHOCTDLIO,
HapyLeHMAM cepaeyvHoin NpoBoANMOCTU, HEMPONCUXMYECKUMMN HapYLIEHUAMM, KaTapaKToM, aTpodueit
AnYek. Y NauMeHTOB BbICOKMA PUCK Pa3BUTUA ObIXaTeNbHbIX OCNOMHEHWUWA BCNEACTBME 4YacTbIX
acnupaumM B TpaxeobpOHXMANbHOE [OEePeBO, TAKKe HApyLeHU cepaevyHor AesTenbHocTu. [ns
ONCTPOPUYECKUX MALMEHTOB XapaKTepHbl rmnepTpodusa A3blka, 3a4epKKa OMOPOXKHEHMA KenyaKa,
KOHTPaKTypbl, AedopMaummn No3BOHOUYHUKA. B npegonepaumoHHbIi nepruos HeobxoauMmMo TwaTeNbHoe
nccnenoBaHuMe abixaTelbHOM U cepaevyHo-cocyancTon cuctem [36, 37].

MuoToHUN TomceHa U BeKkKkepa — CXOXMe MO KAMHUYECKOMN KapTuHe GOopMbl BPOXKAEHHOM
MWOTOHUK. 3a60neBaHNA BO3HUKAIOT NPU MyTaLMAX reHa, OTBEYaloWero 3a noteHuuansasncumole Cl-
KaHa/bl B nonepeyYyHo-nosocaTbiX MbllLax. HapywaeTtca nposoaMmocTb MoHOB Cl” B KeTKy, UTo BedeT K
NOBbILEHHOM BO36YAMMOCTM MbileYHOW MembpaHbl M MblledyHon purnaHoctn [11, 38]. MecTHble
aHecteTMKM (MA) n aHTMapuUTMUYecKMe cpeacTBa, ABAAACL bnokatopamm Na*-KaHafnoB M ymeHbluas



BO3OyAMMOCTb MeMbpaHbl KAETKM, CrocobOCTBYIOT PasBUTUIO MbILWEYHON pUrnaHocTn. MuoToHuA
XapaKTepusyeTcs MeJIEHHbIM Haya/ioM ABUMKEHMA MbIll, M OTCPOYEHHbIM paccnabneHnem nocne
NMPOU3BOJIbHOTO COKpaLLeHUA. YydlleHMe COCTOAHMA Habntoaaetrca npu MOCTOAHHOM (U3MYECKon
aKTUBHOCTU (beHomeH pasmuHKK) [39, 40]. 3aboneBaHunAa xapaKTepusyoTca annsogamm MC, cBA3aHHOI
C runepKanMemmein. 3amedyeHo, YTo AbixaTe/ibHble U cepaeyvyHas Mbllllbl HE BOBAEKAOTCS B NpoLlecc,
BEPOATHO, M3-3a OT/INYMTENbHbIX ocobeHHocTe Na*-KaHanoB 3TUX Mbiwl. [pucTynbl napanvya
ABNAIOTCA YacTbiIMM WM KPaTKMMW, BO3HMKAIOT MPU OTAbIxe nocsie ¢GU3MYECKMX HarpysoKk, npuema
NULLEBbIX NMPOAYKTOB C BbICOKMM coaeprkaHmem K* mnau npu BBeaeHWM npenapaToB Kanua. HusKas
TeMnepaTypa OKpy)Kalowen cpendbl, 3SMOUMOHANbHOE HanpsaXKeHue, GepeMeHHOCTb MPOBOLMPYHOT
BO3HMKHOBEHME N YCYrybnsatoT Te4eHme NpucTynoBs. YpoBeHb cogepaHua K* B CbIBOPOTKE KPOBU MOXKET
BO3pacrTatb A0 5-6 mmonb/n [41, 42].

FMNoOKaAMeMMUYECKMIt  NEePUOAMYECKMIA  napanuMy —  pe3ynbTaT MyTauuuM B reHax
noteHumansasnucumbix Ca**- n Na*-KaHanoB cKefleTHbIX MbllL, XapakTepusyeTca anusoguyeckon MC u
rMnoKannemuein npu npuctynax, obycnosneHHoi nepepacnpegeneHnem K° un3  BHeEKJeTOYHOro
NMPOCTPAHCTBA BO BHYTpPUKAeTOYHoe [43]. B oTanumMe OT rMnepKaMeMUYecKkoro BapuaHTa, npu
rMNoKasMeMMYECKOM MapannMye MUOTOHUS He HabntoaaetcA. BO3MOMKHO pasBUTUE KeNYyAO0UYKOBbIX
apuUTMKUA BO BpPemsa Mnpuctynos [44], KOTOpble NMPOBOLMPYIOTCA TUNOTEPMMUEN, NMPUEMOM YI1EeBOAHOM
MULLN, TUNEPUHCYIMHEMUEN, aKTUBHOWN PU3NYECKOM HarpysKkoh. CMMNToMbl 3aboneBaHNA KynupyoTca
BBEAEHMEM NpenapaTos Kanus [45].

B otanume oT MC M yTOMNAEMOCTM, XapaKTEPHbIX ANA MWACTEHUKM, NPU NPUOBpPeTeHHOoM
HenpoMmnoToHUKN (cMHApPOM Mcaakca) oTmevaeTcAa NosbilieHUe akTuBHocTM B HMC. 3To npuBoauT K
MbILLIEYHbIM CyAoporam, PUrMaHoOCTU, cabocTh U MUOKMMUKU. HekoTopble nauneHTbl NPeabABAlT
»Kanobbl Ha 6eccoHHMLY, HeOBOCHOBaHHbIE MepeMeHbl HaCTPOEHUA, raanouMHaUmMn. Y TpeTu NauneHTos
C HEeMpOMUOTOHMEN OOHapPYXKMBAKOTCA  MEJIKOKNETOYHbIA pPakK WAWM  TUMOMA, HapyLUEHUs
YYBCTBMTE/IbHOCTM U pas3inyHble Hellponatum [46]. HeKoTopble NaumeHTbl KanyklTca Ha 6eccoHHuuy,
HeobOCHOBaHHbIM NepemMeHam HacTPOEeHUS, raintounHaumm [14].

3n10Ka4YecTBEHHAA rMNepTepMUA Pa3BUBAETCA Y BOCMPUMMUMBBIX K HEW NUL, BO BpPeMA WU
nocsne aHecTesum C WCMONb30BAHMEM WHTANAUMOHHbIX aHecTeTukoB (MA) M cyKumHuAxonvHa. B
KNMHUYECKON KapTWUHE BbIAENAIOT pPaHHME CUMMNTOMbI, MOABAAIOWMECA YyXKe BO BpPeEMA aHecTesuu:
TaxXMKapamA, TaxUMHO3, aAPUTMMKA, MbIWEYHAA PUTMAHOCTb, TMMEPKanHUA; NO34HWE CUMMTOMDI,
NnosiBAAOWMECA B TOT e AeHb U NOATBEPKAAtOWMe rpo3Hoe 3abosieBaHMe: NOBbIWEHWE TEMMNEPaTypbl,
NU3MEHEHME LBETA KOXWU, MUOTNOBMHYPUA, TMNepKaanemms, nosblleHMe KPeaTUHKMHA3bI, CMELLaHHbIN
aumpos [16,17, 18, 47].

2.2.dusnKanbHoe obcnegoBaHue
e PekomeHpauua: MaumeHtam ¢ HM3 pekomeHpayeTcAa TLLATENbHAA AUMHAMMYECKAA OLLEeHKa

HEeBPOJIOrMUYECKOro cTaTyca B nepuonepaumoHHblii nepuog, (cteneHb 1C).

KommeHTapuu: TouHblii anMarHo3 HM3 ouyeHb BarKeH A4 OLEHKM aHecTesnon0rMyecko-
OMNepaLMOHHOr0 pUCKa, MNO3TOMY MNPeAoNnepaLyoHHbI  OCMOTP  AOJ/KEH  BK/IOYATb  OLEHKY
HEeBPOJIOFMYECKOro cTaTyca, onpefesieHne CTeneHW nporpeccupoBaHus 3abonesaHus [48]. OgHako,
AMarHOCTMKa y pAafa NauMeHTOB MOXKeT 6biTb 3aTpyAHWUTeNbHAa, OCOBEHHO eciv MMEITCA TOJIbKO
MWHUMasbHble npossaeHus HM3. PesynbTaTbl $pM3MKanbHOTO 06CNeA0BaHUA 3aBUCAT OT KOHKPETHOTO
3a6071eBaHMA U TAXKECTU COCTOAHMA NaumeHTa. Mpu HaanuMm yxe m3sectHoro HM3 y xmpypruyeckoro



nauneHtTa wuam npoAaBaeHunn HEBDOI]OI'I/I‘-IGCKOﬁ CMMNTOMATUKN B I'IepVIOﬂepaLl,VIOHHbIﬁ nepuon
HeO6XOLI,VIMa TWaTtenbHaa AMHaMn4eCKaa oueHKa HEBPOOIrnM4eCKoro ctatyca Cc y4actmem HeBpoora.

2.3./1abopaTtopHan ANArHOCTUKaA

O6Wmnin aHaNM3 KpoBK, obLWMIA aHaNM3 MOUYU, BUOXUMUYECKMIA aHANIM3 KPOBW, Fpynna 1 pesyc-
$aKTOp KPOBM, KUCIOTHO-OCHOBHOW cocTas (KOC) BeHO3HOM U apTepranbHOMN KPOBU.

2.4. UHCcTpyMeHTaNbHAA AMArHOCTUKA
o PekomeHpgauums: MaumeHtam ¢ HM3 pekomeHayeTtca npeaonepauMoHas OLEeHKa AbiXxaTe/IbHOM

$yHKUMM ana onpepeneHNA pUCKa BO3SHMKHOBEHUA PECNUPATOPHbIX OCNOXKHEHUM (cTeneHb 1 C).

KommeHTapuu: Y nayuMeHTOB CO CHUMKEHHOM AbiXaTe/ibHOMW PYHKUMEN aHEeCTETUKN MOTyT elle
60nblle CHMMKATb CUY PECnMPATOPHOM MYCKyNaTypbl, yCyrybaas rMNOBEHTUAAUMIO, OTXapKMBaAHWE
CeKpeTa AbIXaTeNbHbIX MyTel, acCNUpaLmio, 06CTPYKTUBHbIE U LLEHTPA/IbHbIE anHO3. 3TN COCTOAHUA MOTYT
NPUBOAMTL K HO30KOMMaAbHbIM MHOEKLMAM, ANUTENbHON UCKYCTBEHHHOM BeHTUAAuMKn nerkux (UBN),
TpaxeoToMMn U B pAage caydaeB — cmepTu. OueHKa gbixaTeNibHON (YHKUMW [A0JXKHA BKAKOYATb
NnoapobHbIi aHamHe3 W OU3MKANbHbBIA  OCMOTP, PeEHTreHorpadulo TPYAHOM  KNETKMU, OLLEHKY
pecnnpaTopHoi YHKUMU U 3DDEKTUBHOCTM Kalid, a TaKXKe Ha npeameT pPacCTPOMCTB AblXaHus,
accouMmMpoBaHHbIX co cHom [48, 49]. OueHka AabixaTenbHoOM ¢GYHKUMM BKAoYaeT uamepeHue XKES,
OHeBHYIO nynbcoKcumeTpuio (Sp02). SpO. meHee 95% Ha aTmochepHOM BO3AyXe ONpenenseTcs Kak
KAMHMYECKN 3HAYMMOE MaTO/I0rMYeCcKoe 3HaYeHue, Tpebytowee fONOAHUTENIbHO OLEHKM NapLuyManbHOro
HaNpPAXEHUA YrNeKUCNOro rasa.

o PekomeHgauua: NaumeHTtbl ¢ HM3 gonKHbl NogBepraTbCA TWATE/IbHOW OUEHKe cepAeyHoi
$YHKUMM 1 ONTUMKM3aLMK KapaMOTPONHOM Tepanuu nepea aHectTesuei uam cegaumeii (crenetn 1 C).

KommeHTtapum: Kapgmomunonatua Habnwopaerca mHorux HM3, 4to HeobxoaMmo yuuTbIBaTb
npyv NAaHUPOBaHUM W npoBeseHUn obuiei aHectesun [48, 49]. Mpu muoguctpodusax [ioweHHa u
Bekkepa gedeKT M HeOCTaTOK ANCTPODUHA MMEIOTCA B CKENIETHOM U cepaeyvHoi mbiwuax. HapyweHue
aeAatenbHocT cepaua (rmneptpoduma MMoKkapaa, apuTMUK, pasfndHble 6a0Kaabl nposoaumoctm) u AH
— y4acTble NPUYMHBbI CMepPTU Npu muoamcTpoduax [oweHHa U bekkepa. Mpu KOHEYHOCTHO-MOACHOM
muoanctpoomm 3pba-Pota HabntogaeTca AunaTalMOHHAA Kap4aMOMMOMATMA BCAEACTBME HApyLUEHUs
OeATEeNbHOCTU  CapKOT/IMKAHOBbIX KOMMNEKCOB B cepAevyHor mbiwue. [pu  MMOTOHUYECKOWM
MUOOUCTPODUN HaPYLLUEHUA CepaedYHON MPOBOAUMOCTU (MONHbIA aTPUOBEHTPUKYASAPHbLIA 610K) —
YyacTaa MpuYMHa BHe3anHon cmepTu. Mpu BPOXKAEHHON MUOTOHMYECKONW MUOAUCTPOPUM HapylueHue
COKPAaTMMOCTM MMOKapAa BeLeT K SIEBOXKENYA0YKOBOW HefoCTaTouHOCTU. Mpu mroguctpodumn dmepu-
Opendyca BbICOK pUCK pa3BUTMA Bpaanaputmunii 1 Tpomb60amboInmM NeroyHom apTepum B MOOLOM
Bo3pacte.  MWUTOXOHAPUANbHbIE ~ MWMOMATUM  YACTO  COMPOBOXAATCA  rMNepTpodUYecKoit
KapAMOMMONATUEN, HapYLUEHNEM CePAEYHON MPOBOANMOCTM U apTePUAIbHON rMNepTEH3MEN.

. PeKomeHpgauua: Y Bcex NauUEHTOB C TAMeNoi ceppevHoi anchdyHKumein Bo Bpems obuieit
aHecTe3sMM M B NOCNeONepaLMoOHHbIA nepuos, uUenecoobpaseH WMHBA3MBHbIX  MOHWUTOPUHT

apTepuanbHoro gasneHus (creneHb 2C).

KommeHTapun: HekoTtopble HM3  npoaBaalTcA  KapguosorMyeckon  amchyHKkumen
(kapavomunonaTm, NaToorns NPOBOAALLEN CUCTEMBI, TabAMLA 2), paHHEMY BbISIBJIEHUIO U KOPPEKLUK



KOTOPOVI CI'IOCO6CTByeT WMHBa3UBHbIM MOHUTOPUHT TEMOONHAMUKN [50] Tem He MmeHee, KANHUYECKMe
npoAasaeHnA cepp,equVl HeAOCTaTOYHOCTU YaCTO OCTaloTCA HEepPacno3HaHHbIMKX BMJ1IOTb A0 O4YeHb

no3gHMX CPOKOB.

Bce naumeHTbl CO 3HAYMMOW KapamanbHOW AUCOHYHKLMEN MMEIOT OrpaHNYEHHY0 CNOCOBHOCTb
K YBE/IMYEHUIO cepaeyHoro Bblibpoca B OTBeT Ha cTpecc. CnepoBaTesibHO, OHM HaXOoAsATCA B rpynmne
BbICOKOrO pUCKa MepuonepauymoHHbix noboyHbix 3¢dEeKToB CcO CTOPOHbI cepaua BcaeacTeue
OTPULATENbHOTO WMHOTPONHOrO 3ddeKTa MHraNAUMOHHbBIX U/UAM  BHYTPUBEHHbLIX aHECTETUKOB,
BEHTUIALUMN C MONOMKMUTENbHbIM AaBAEHNMEM, TUMOKCEMUM U OCTpoir aHemum [48]. MA TakxKe moryT
MHOYUMPOBATb apuUTMUM BCaeacTBMEe ceHCMbunumsaumm cepgua K KaTtexonammHam U U3-3a CBOEro
MHIMOMPYIOWEro BAWAHMA Ha noTeHuMan-3aBucumble K*-KaHanbl. HaKoHeu, naumeHtsl ¢ HM3 ¢
BOBJIEYUEHNEM PECMNPATOPHONA CUCTEMDBI, MNPUBOAALLMM K HOYHON TUMNOKCEMWM,  MOFYT MMETb
M3MEHEHMA CO CTOPOHbI MNPaBOro Kesyao4yKa BCAeACTBUE JIErOYHOM rmnepTeH3mn [51].

e PeKkomeHpaauua: Y Bcex NaLMeHTOB nepes aHecTe3nei unm ceaaumnein [oMxKHbI 6bITb NpoBeaeHbl
anekTpoKkapguorpadpua n axokapguorpadus, ecim oHU He 6blIM 3aperucTpUpoBaHbl B TeyeHue
npeawecteyowmx 12 mecaues (creneHb 1C).

KommeHTapumn: B 4yacTHOCTM, 3/1eKTpokapauorpadus p[onkHa 6biTb npoBedeHa Yy Bcex
NauMeHTOB C NEPUOANYECKMM MapaMyoM ANA UCKAoUYeHUs yannHeHns QT[52]. Bonee Toro, NpuUsHaku
WAX  CMMMOTOMblI  apUTMUMA  [A0/KHbI  ObITb  AE€TafbHO M3Yy4YeHbl C MOMOLLBID  XONTEPOBCKOIo
MOHUTOPUPOBaHMA. TaKKe naumeHTam c AB-610Kagoit MoXKeT noTpeboBaTbCA MMNAAHTALUSA
Kapguoctumynatopa nepeg OA [52].

Y naumeHtoB ¢ HM3 6e3 nepBMYHON MMOKApAMANBbHON AUCHYHKUMM, pPacLIMpPeHHas
npesonepaLoHHan OLEHKA CepAevYHON AeATe/IbHOCTU PEKOMEHAYETCA TOJIbKO B C/yYae MoA03peHUs
Ha NerovHyto runepTeHsuio [52].

Tabnnya 2
KapguanbHasa guchyHKuuA
nNpu HepBHOMbILLEYHbIX 3aboneBaHuax [48]

3aboneBaHue KapananbHble NpossieHnn

BereTaTMBHan AeHepBaLMA MOKET Bbi3blBaTb reMogMHaMUYECKNe
HacnepacteeHHble HeBponaTUK
HapyLweHus

[dnnatayMoHHan KapguommonaTtus (o4eHb 4acTo; BapnabenbHasa no
OnctpodunHonatnm TAXECTH, BNNOTb AN1A TAKENON cepAeYHON HeAOCTaTOYHOCTH);
apPUTMUK U HapyLIEeHUs NPoOBOAMMOCTM (<10% naumeHToB)

APUTMUU N HapYLLEHMA NPOBOAMMOCTU (4acTo); AnNaTaLnoHHas
MuoTOHUYECKNe gUcTpodum
KapguomuonaTtusa (pegKo)




MblweyHasa guctpodua Imepn- | ApUTMMUU U HapYLLEHMA NPOBOAMMOCTM (4acTo); AMNaTaUMOHHasA
Opendycca KapguomuonaTums

ApUTMUKN N HapyLLEHMA NPOBOANMOCTU; AMNATALMOHHAA
HacnepctBeHHble MMONaTMM

KapAvommonaTtus
MuTOXOHAPUANbHbIE APUTMUMN N HAPYLIEHMA NPOBOAMMOCTU; ANNATALNOHHAA
sHuedanonaTum KapAvommonaTtus
Mepuoanyeckuii napanny ApuUtmuu

e PekomeHgauua: Mpu UCNoNb30BaHUM MMOPENAKCAHTOB Yy nauneHToB ¢ HM3 B ycnosuax obueit
aHecTe3Un Heo6X0AMM MOHUTOPUHI HEPBHOMbILWEYHOU PyHKLMM (cTeneHb 1C).

KommeHTapuu: MNMpu HM3 y naunmeHToB 4acTo MMeeTCA BANOCTb Pa3/INUHbIX MbILWEYHbIX Fpynn C
HEOAMHAKOBOW YyBCTBUTE/NIBHOCTBIO K MuopenakcaHTam (MP), nosTtomy MHTpaonepaumoHHbIi
MOHWTOPWUHI, COOTBETCTBYIOWMI apBapACKOMy CcTaHAApTy, AoO/XKeH ObiTb AonosiHeH 06A3aTeNbHbIM
KoHTponem HMNM [53]. HeobbluHOCTb GapMaAKOKMHETUYECKUX XapaKTepUCTUK MP, ncnosib3yembix npu
OA n muonneruun y naumeHtTos ¢ HM3, TpebyeT KAMHNYECKOTO U 31eKTPODU3NONOTMYECKOTO KOHTPOA
HMI meTogom akuenepommorpadum.

Akuenepommorpadua (AKL) — meTon oueHkM coctosHua HMI B ycnosuAax muonnernn [54],
OCHOBaHHbIN Ha  nonayyeHun uHbopmauum 0  COCTOAHUMU HM®  yenoBeka nytem
3NeKTpoHenpocTUMynALMKU. B oTnnume ot snektpomuorpadpum m mexaHomuorpadum, AKL, Hawna
LWIMPOKOE MNPUMEHEHME B aHecTesnosormm 6narogaps CBOeM NpocToTe, AOCTYNHOCTM M BbICOKOWM
MHGOPMATMBHOCTU. MPMHLMN MeToAa OCHOBaH Ha M3MEPEHUM YCKOPEHWA, BO3HMKAIOLWWLETO B pe3y/ibTaTte
COKpALLEHMA MbIlWLbl B OTBET Ha CTUMYAAUMIO Nepudepuyeckoro ABUraTeIbHOr0 HepBa COMNacHo
BTOPOMY 3aKOHY HbtOTOHA (€c/iM Macca HEM3MEHHA, TO YCKOPeHWe NPAMO NPONopLMOHanbHo cune) [54].

BoamorkHocT AKL, WKpoKKU: onpeaeneHrMe ONTUMAIbHOrO MOMEHTa WMHTY6auMm Tpaxeu U
HaCTyNAeHUA XUpypruyeckoro 6/10Ka, KOHTPO/Ab r/ybOKOro HepBHOMbIWeYHoro 6no0ka (HMB),
onpeaeneHne BPeMeHW BBELAEHMA [OMNOAHUTENbHOM A03bl MP W aHTWMAOTa, BpeMeHW 3KcTybauuu
Tpaxeu, BblABNEHME OCTAaTOYHON Kypapu3aummn M «ABOMHOro 6/10Ka», a TakKe MOMOLLb B NpoBeAeHUMU
pervoHapHoi aHectesmu (PA). HecmoTps Ha To, YTO B OLEeHKe TybuHbl 6/10Ka anekTpomuorpadums
ToyHee u yyscTBuTeNbHee AKLL, nocneaHsas 6onee adpdeKTMBHA B NOBCEAHEBHOMN NPaKTMKe Haarogaps
CBOEM NpocToTe M NoMexoycTonymsocTn [55].

lMocKkonbKy Ha pasHbix 3Tanax muonnerun HMI mMmeeT HeOAMHAKOBYIO CTeNeHb YrHeTeHwus,
cylLecTByeT Heckonbko AKLL-pexxnmoB HerpocTumynsauum [56]:

— OANHOYHaA cTumynaumna ST;

—yeTblpexnakeTHaa ctumynauma TOF;

— MOCTTeTaHUYeCcKan CTMmynaLma c nogcyetom orsetos PTC;
— AByxpaspagHaa ctumynaumna DBS.

Pexkum ST (Single Twitch) — oauMHOYHas cTUMynsaLMA nepudepuyeckoro Hepea CTUMYNAMMU
cynpamakcumanbHoi amnamtyabl (50-60 mA) c vactotoi 0,1 u 1,0 Ty, oamMHakosol ¢opmbl U




ANNTEeNbHOCTU. PeKomeHayeTca BO BpemMs BBOAHOM aHecTe3uu C MCMo/b30BaHMEM AenONApU3YHOLLMNX
MP, 1. K. nossonser HMC B npome)KyTKax MexKay CTUMY/laMM BOCCTAaHOBUTb CBOK OYHKUUIO U
UCKNtoYaeT pas3Butve deHOomeHa yracaHuA. YposeHb HMbB oueHuBaeTcA No cTeneHW yMeHblueHuA
MbILLEYHOro OTBETa, OAHAKO pexum ST ManoyyBCTBUTENEH, T. K. He OTpaxaeT coctoaHume HMI
OTHOCUTE/IbHO MCXOAHOTO YPOBHA.

MocTTeTaHMyeckaa ctumynsuma ¢ nogcyetom otsetoB PTC (Post Tetanic Count) — pexum
onpegeneHua rnybuHol HMB nytem noacyeTa nNOCTTETaHUYECKMX OTBETOB Ha 15-ceKyHaHyko ST-
CTUMYANAUMIO ¢ Yactotol 1 'u, KoTopas ocywecTBaAeTca cnycta 3 ¢ nocne 5-ceKyHAHOM TeTaHMYecKomn
CTUMYAALMK € YacToTon 50 Ty, Perknm npumeHseTca Bo Bpemsi MHTeHcuBHoro HMBE 1 npu oTcyTCTBUM
MbILEYHbIX OTK/IMKOB HA Apyrne BUAbl pasgpaxeHus nepudepuyeckmx HEPBOB C LLe/Ibio NOATBEPAMUTD
rapaHTMPOBAHHYO TOTaNbHYLO M FyboKyto muonnernto. Yem 6osblie OTBETOB Ha MOCTTETAaHMYECKYHO
cTumynaymio, Tem 6onblue rnyéuHa HMB.

OByxpaspsagHasa ctumynsauma DBS (Double Burst Stimulation) — pexxum ctumynauumn B Buge Ayx
paspAazos no 50 u, cocToAWwmMX U3 Tpex TeTaHUYECKUX CTUMYIOB C MHTepBaaom 1 cek. UHTepnpeTauua
pe3ynbTaTOB  OCYLLECTBAAETCA  BM3yaJibHbIM  WAM  TaKTUAbHbIM  cnocobom. [lpu  OTCyTCTBMM
MUOpPENIaKCaLlMN PEeaKLUMA Ha CTUMYIALMIO MPOABAAETCA B BMAE ABYX OAMHAKOBLIX MO aMnauTyae
COKpalLeHM MblwL, 60abWOro Majsbla KUCTU. Bo Bpems BBOAHON muonnernn ocnabneHue uau
OTCYTCTBME BTOPOrO MbIWEYHOrO OTBeTa rOBOPAT O HACTYNAEeHMW ONTUMANbHOTO MOMEHTa AnA
MHTYbauumn Tpaxeun. B ycnosuAx ocrtaToyHoro 6s10Kka npu DBS-cTumynsaumm oTmevaeTtcs ysBagaHue
AMMNANTYAbl BTOPOrO MbILWEYHOTO COKPALLEHUA, HAaIMYME PABHbIX MO CUIEe OTBETOB CBMAETENLCTBYET O
BoccTtaHoBAeHUM HMIT K ncxo4HOMY YPOBHIO.

2.5. UHaa pnarHocTuka

B nepuonepauMoHHbIA Nepuos peKomMeHAOBaHa AMHAMUYECKAA KOHCYNbTAaTMBHAA, KAWMHUKO-
NnabopatopHas W MHCTPYMEHTA/ibHAA OUEHKa COCTOSIHUA XUPYpPruyeckoro naupeHta ¢ HMS3.
MpuBnevyeHne K OKasaHWIO MNomowM naumeHty ¢ HM3, nommmo HeBponora M Kapguonaora, no
BO3MOXHOCTW, MNy/JbMOHONOra W ¢uU3MoTepaneBTa CNocobCTBYET YAy4YLWEHWIO KayecTBa J/leyeHus,
YMEHbLUEHWIO CPOKOB NPebbiBaHWA B OTAENEHUN peaHMMaL N U UHTEHCUBHOM Tepanun (OPUT).

3. JleyeHune
3.1 KoHcepBaTUBHOE NeyeHne
3.1.1 NpeponepaymnoHHoe BegeHne nayueHtTos ¢ HM3

HM3 1 apyrue natonorMyeckme cocTonaHuUA, 3aTparnsaoLme ssaumogaericteme HC n nonepeyHo-
NnosocaTo  MYCKy/naTypbl, TpebyloT BbICOKOKBAaAMPUUMPOBAHHOIO NPOBELEHMA aHecTesun B
nepuonepaumoHHbii nepuog. MHorne HM3 conposoxxgatotca MC, XpOHUYECKOI KOMMNEHCUMPOBAHHOM
pecnnpaTopHOn ANCHYHKUMEN, @ NPU OCTPbIX XMPYPrUYECKMUX 3ab0neBaHUAX MOFYT Bbl3blBaTb OCTPYHO
OH, 4TO 3HauuTenbHO YCNOXHAET paboTy aHecTesMosiora-peaHumaTtonora. Bbibop meToaa
06e36011MBaHMA, HAaPKOTUYECKMX M CeAaTUBHbIX CPeaCcTB, MUOPENIAaKCAHTOB C Pa3HbiM MeXaHU3MOM
OEeNCcTBUS BCerga 3aBMCcUT OT TUMa HEPBHOMbILEYHOW NaTON0MKN U 3an1aHUPOBAHHOIO XMPYPrMYecKkoro
BMelLaTenbcTBa. [oaTBep:KAeHHbIN OWarHo3 OCHOBHOro 3abosieBaHMA W 4YeTKoe MNOHMMaHKue
naTopuU3nMoa0rMm cnocobCcTByeT ONTUMaIbHOMY BEAEHUIO TaKUX NaLMEHTOB.
e PekomeHpgauua: lMNepeg onepauueii obasatenbHa 6ecega € NALUEHTOM WMAM €ro 3aKOHHbIM

npeacraBUTeNem o CTeNeHN aHecTe3no/1I0rMYecKo-onepaLnoHHOro pucka (ctenenn 1C).

KON\N\EHTapI/IVIZ O4YeHb  Ba*XHbIM  ACNEKTOM I'Ipe,CI,OI'IepaLI,MOHHOﬁ OLUEHKU ABNAETCA
onpeageneHune Toro, NpesbIWAET I NMNOJZIb3a XUPYPrn4eCKoro BmellaTesibCtBa PUCK aHECTeE3NU, a TaKXKe
O6CV)‘KLI,€HM€ PUCKa N NO/1b3bl XNPYPIrnM4eCKOro BMeLlate1ibCrtea C NallMeHTamum I/I/I/II'IVI nx ceMmbamu [57].



e PekomeHgauusa: [MauMeHTaM CO CHUMMKEHHbIM PecnuMpaTopHbIM pe3epBoM LUenecoobpasHo
npoeegeHne MNepuMonepaLuoHHO Tepanuu B BUAE HEWHBA3MBHOW BEHTUAAUMUM  NErKux,
NPUMEHEHUA PYYHDBIX U MHCTPYMEHTA/IbHbIX METOA0B CTUMYNALUN U 06aeryeHMA OTKALWANBAHUA
(cteneHb 1B).

KommeHTapumn: KpaitHe Ba)KHO OMNTUMWM3MPOBATb AbIXaTeNbHYI0 PYHKLMIO MauMeHTa nepes
onepaumei. Koraa nokasatenm OTANYAIOTCA OT HOPMbI, MOKa3aHbl HEMHBA3MBHAA BEHTUAALMA NETKUX
(HBN1), py4YHble, WHCTPYMEHTaNbHbIE TEXHONOIMU CTUMYAALMM W OBNeryeHua OTKALLIMBAHMA,
NPOGUNAKTUKN aKTeNeKTasnpoBaHUA nerkmx [58]. 3ddeKTMBHOCTb AaHHbIX MEPOMNPUATUIA BbICOKA He
TO/IbKO A0 onepauuu, HO U nocne Hee. Tak, Hanpumep, npoeeaeHne HBJ1 nauyeHTam C MbILLEYHOM
auctpodpmen [oweHHa c npegonepaumoHHoi MEN<K50% OT [O0NKHOrO 3HayeHMA 3HAYMTENbHO
YMEHbLUAET pPUCK $paTasbHbIX OCNOXKHEHUN [59].

e PeKkomeHpaauua: HyTpuTuBHbINK cTatyc y nauueHtoB ¢ HM3 goskeH 6biTb ONTMMU3UPOBAH Nepep,

onepauumeii (cteneHb 2C).

KommeHTapuu: MaumeHTbl ¢ HM3 3a4acTyto MOryT UMeTb HU3KMIM MHAEKC macchl Tena. B cnydyae
MMEIOLWENCA HYTPUTUBHON HEAOCTaTOYHOCTM 3aXKMB/IEHME MOC/AEOMNepPaLMoHHON paHbl  MOXKeT
3aTArnBaTbcs; MC moXKeT 6biTb 3HaYMMOM, YTO MOXKET HeraTMBHO CKa3aTbCA Ha ero cnocobHOCTU K
NPOAYKTMBHOMY KalMO W  OTXapKMBAHWIO CeKpeTa  ApblxaTe/lbHblIX MNyTeM W afeKkBaTHOM
CaMOCTOATE/IbHOM [AbIXaHUW. TaKue nauueHTbl MOTYT HYXAaTbCA B Ne4ebHOM MUTAHUU C LE/bio
KoppeKuun 6eNKoBo-3HepreTMYecKol HeAo0CTaTOYHOCTU M YIyYLWEeHUA HyTPUTUBHOIO cTaTyca [60].

e PekomeHgauua: Cnegyer npuaepXuBaTbCA OCTOPOXHOrO HasHauyeHua nauymeHtam ¢ HMS3

NIeKapCcTBEHHbIX NpenapaTtos Ana npemeaukauum (cteneHb 2C).

KommeHTapumn: B npesonepauyoHHbIiii nepmMoa Npu HasHAYeHUU NpemegmKaLmn y NaumeHToB
¢ HM3 cneayet 06patuTb BHMMAHME Ha MNOBbIWEHHYIO YYBCTBUTENbHOCTb K Mpenapatam Ans
npemeamkaumu, KOTOpble MOryT BbI3BaTb AEMNPECCUO AblXaHWUA W TMNOBEHTUAAUMIO BMIOTb A0
OCTaHOBKM AbixaHua [61].

e PekomeHgaumA: Y NauMeHTOB, PeryaapHO NONYyYalLWMUX CUCTEMHbIe TNIOKOKOPTUKOCTepoupabl,

cneayeT paccMOTpPETb UX NPUMEHEHUe BO Bpema onepauum (cteneHb 2C).

KommeHTapumn: [NIOKOKOPTUKOCTEPOMAHAA Tepanua noAasBaseT runoTtasamo-runodusapHo-
aApeHanoByo CBA3b 1, B TedeHne $asbl CTPecca, KOTOPOW ABAAETCA onepaLma, HaANOYEYHUKM MOTYT He
pearMpoBaTb afleKBAaTHO. BepeHue XMpypruyeckmx NauMEHTOB, MOCTOAHHO MNOJYYAKOLMX CUCTEMHYIO
Tepanuio KOpPTUKOCTEpOMAAMM, NpeacTaBAfeT coboi KpaliHe CNOXKHYKO 3adady, uTo 3aciy»KuBaeT
OTAE/NbHOIo BHUMaHUA [62].

e PekomeHgauma: UHTy6auma Tpaxem y naymeHtos ¢ HM3 goakHa NpoBoOAUTLCA NO CYLLECTBYIOLWMUM

M aKTya/ibHbIM ANA KNIMHUKKU NPOTOKO/1aM MO TPYAHbIM AbIXaTeNbHbIM NyTAM (cTeneHb 1C).

KommeHTapuu: MpenonepaumoHHbIi OCMOTP TaKXKe AO0/IKEH BK/YaTb OLLEHKY BO3MOMKHOW
TPYAHOW NapWHIOCKOMMM, MacO4YHOW BEHTUAALMM WM MHTYbALMM Tpaxeu, CBA3AHHbIX C aHKM/I030M
HUKHEN dentocTn, aTtpoduelt 6O/bLION KeBaTe/lbHOW  MbIWLbl  WM/UAN  APYroh  sKeBaTesibHOW
MYCKYNaTypbl, MaKporioccMen WUaM OrpaHWYeHHOW MOABWMMKHOCTbIO LIEWHOro OTAeNa MO3BOHOYHMKA.
Mpy Hannuum N6Oro U3 3TUX COCTOSHMM, UHTYBaUMA Tpaxen A0JIKHA NPOBOAUTLCA B COOTBETCTBMM C
PEKOMEeHAALMAMM NO TPYLAHbIM AbIXaTe/IbHbIM MyTAM Y B3POC/bIX UK aeTei [61].

e PekomeHgauma: Y naumeHtoB ¢ HM3 obecneyeHne WHPY3MOHHOro cocyaucToro Aocryna

YKenareNbHO OCYLLECTBNATb NOA Y/IbTPA3BYKOBOW HaBurauuei (cteneHb 1C).



KommeHTapun: Y [aHHbIX NAUMEHTOB MOMKET ObITb 3aTpygHUTENbHbIM obecneyeHue
afleKBaTHOro BeHO3HOro aoctyna. [na obnerdyeHus KateTepusaumm nepudepunyeckoint BeHbl MOXKeT
MCNO/b30BaTbCA YAbTPasByKoBas HaBurauma. CUMTAETCs 4TO, 3XO-KOHTPO/AMpyemas BeHemnyHKUus
ABNAETCA «30/10TbIM CTAaHZAPTOM» Y N06Oro NaumeHTa, HyKaatoweroca B obecneyeHmMn LEHTPaNbHOMO
cocyamctoro poctyna. LeHTpanbHbIt BeHO3HbIA KaTeTep, YCTAHAaBAMBAEMbIN nNepudepuveckum
CNocobom B laTepasibHY0 AU MeAMabHYIO NMOAKOMXKHYIO BEHY M1eya nog yAbTpa3ByKoBOW HaBuraumen,
MOXET CNYKUTb 6e30nacHoM afibTepHaTUBOM 3TOMY CTaHZapTHOMY noaxoay [63, 64].

e PekomeHgauma: Y naymeHtos ¢ HM3 B nepuonepauuoHHbIii nepuog HeobxoaMmo nogaepkaHue

HOpMa/sibHOW TemnepaTtypbl Tena (creneHb 2C).

KommeHTtapum: Maumentol ¢ HM3 npeapacnonoKeHbl K runoTepmumn BCAEACTBUE CHUMKEHMSA
npoAyKuMu Tenna Ha GoHe atpodumn mam anctpodum cKeneTtHom Myckynatypbl. HeratnsHble addeKThbl
rmnoTepmMmum  Moryt 6biTb NpefoTBpalLeHbl MYTEM COFPEBAHMA KOMHOMO MNOKPOBA C MOMOLbIO
anekTpooaenan unm obayBaHUs ropavnMm Bosayxom [57].

3.1.2 O6wme NpPUHLUNbI UHTPAoNEepPaLUOHHOrO BegeHua naymentTos ¢ HM3

Y naupneHToB ¢ HM3 co cHUKeHHOW pecnupaTtopHoi dyHKUMei, cneayeT nsberatb NnpoBeaeHmn
OA c BblK/AlOYEHMEM CO3HaAHMA, OTAABaA, NO-BO3MOXHOCTW, npegnoyvteHne metogam PA. Ecam OA
HensberkHa, TO MCNONb3YIOTCA NpenapaTtbl YAbTPaKOPOTKOro Aeicteusa (Hanpumep, nponodon wu
deHTaHun). MpumeHeHne aenonapusytowmx MP (cyKumHunxonuH) u UA npn mHorux HM3 cumtaetcs
0CO6EHHO PUCKOBAHHbIM B OTHOLLIEHUW KU3HEYTPOXKAIOLLUX OCNOXHEHUI (Tabnumua 3).

Tabnnua 3
OcobeHHOCTU NpoBegeHUs aHeCTe3nmn
Npu HepBHOMDbILIEYHbIX 3a6oneBaHuaAx [48]
HepBHOMbILWeEYHbIE Onwnowu
PA nA Cykuy, HMP Apyrve acnekTbl
3abonesaHua il
BokoBom
. OCTOpOXKHOE NpUMeHeHne
ammnoTpoduryeckui aa aa HeT JV+m %
npenapaToBs Aaa NnpemeauKaumm
CKNiepo3
bonesHb MoBblWeHHaA YYBCTBUTENBHOCTb K
na HeT HeT V+M N2
Wapko-Mapu-TyTa rmorneHTany
BeBoauntb AXIT 0CTOpPOXKHO.
PaccmoTpeTb ncnosnb3oBaHue
leHepann3oBaHHan
aa aa N JV+m cyrammagekca. M3beratb pakTopos,
MHacTeHunA
CNOCOBHbIX yCMAnBaThb
HepBHOMbILWEYHYIo 610Kaay
MN3beratb pakTOpPOB, CNOCOOHDIX
CuHpgpom
aa aa NZ JV+m % YyCWAMBaTb HEPBHOMbILLEYHYIO

NambepTa-NToHa
6n1okaay

Mbiwe4Han

uctpodua JroweHHa
Avnctpous MN36eratb BBeaeHus AXI.

n bekkepa n gpyrmne

aa HeT HeT V+Mm N2 PaccmoTpeTb ucnosib3oBaHue
nporpeccupytoLime
cyrammagekca
MblLLIEYHble
anctpodum
- MNoBblWEHHan YYBCTBUTENBHOCTb K
MwuoToHUYecKas rmoneHTany v nponogony
na YRS HeT N %
anctpodus - NpepgoTepaleHe MUOTOHUN

nytem oTkasa ot AXI, runotepmun,




3N1EKTPUYECKUX CKaNbrnenen,
nponpaHonona
BpoXaeHHble
na HeT HeT V+M N7
MuonaTum
BpoXaeHHble
MblLLIEYHbIE Aa YRS HET N N%
auctpooumn
- TnoneHTan n nponodon BANAOT
Ha MUTOXOHAPWANbHYIO GYHKUUIO
- U3beratb NpoAOrMPOBAHHOIO
MwuToxoHgpuranbHasa
aa aa HeT JV+Mm N2 ncnonb3osaHma nponodona.
MuonaTma
MN3beraTb naktaT-auMao3a nytem
npeAoTBPALLEHMA TUMOTIMKEMUN,
TMNOKCUM, TMMOTEH3UN

[OA — Bcersa Ao/MKHa UCNONbL30BaTLCA UAKM NpuMeHATbea; HET — npoTtusonokasaHo; ¥ — Tpebyetca cHuKeHue
Jo3bl; N — TpebyeTca noBblleHWe [03bl; <> — JaHHble MPOTUBOPeuYMBbl; M — [AO/KEH MCMO/b30BaThCA
MOHUTOPUHT Mmuonsermn; AXM — aHTUXONMHICTEpasHble npenapatbl; PA — pervoHapHas aHecTesus; UA —
WHFAaNALUMOHHbIEe aHecTeTUKK; CyKL, — CYKUMHUAXONUH; HMP — HeenonapusytoLwue MMopenakcaHTbl

e PekomeHpauua: MMpu HaaMuMM nNPOTMBONOKa3aHU K WHranALMOHHOW aHecTe3un, obuiee
obe3bonnBaHne moxKeT 6biTb NPOBEAEHO B BUAe TOTa/IbHOM BHYTPUBEHHOW aHecTe3uu (cTeneHb
1C).

KommeHTapuu: Y nauyentos ¢ HM3 ToTanbHan BHyTpuBeHHasA aHecTe3na (TBA), no cpaBHeHMUIO
C WHransiuMoHHOW, MMeeT 3HauuTeNbHble npeumyliectsa [61]. YuuTbiBas, 4YTO BHYTPUBEHHblE
aHeCcTeTUKM M onvouabl MOTyT Bbi3BaTb LENPECCUI0 AblXaHUA U CepaeyvyHOM AeATenbHOCTWU, [03a
npenapaTtoB AO/KHA TWATENbHO TUTPOBATLCA 40 3PPEeKTUBHOMW. XOTA NPEUMYLLECTBO MHPY3UK
nponodona no UeneBol KOHUEHTPALUM MO CPABHEHWUIO C UHOY3MEN, KOHTPOIMPYEMOKN BPYUHYIO, He
[OKa3aHO HU y B3POCAbIX, HU Y AeTel, psag aBTOPOB COOOLLAET, YTO TOYHOE TUTPOBaHWe nponodona no
LeneBoi KOHUEHTpaLumMM no3sonseT n3bexaTb nepeso3MpoBKM npenapata [65]. Kpome Toro, HecmoTps
Ha CBOE M3BECTHOE OrpaHUYeHMe K MNPUMEHEHUIO Yy AeTel, WCNo/Ab30BaHME MOHUTOPUHIa
6MCNEeKTPanbHOro MHAEKCA MOXKET NPefoTBaTUTb NpeaeBpeMeHHOe NPobyKAeHUe U CHUMKATb PUCK
nepefo3snpPoOBKN aHECTETMKOB Y NaumeHTos ¢ HM3 [66].
o PekomeHpgauuA: PermoHapHaa aHecTe3suA A0/KHA NPUMEHATbLCA BO BCEX BO3MOMHbIX cayvasx

(ctenenb 1C), BKAOYAA NALUEHTOB C UMelOWMMUCA 3a6oneBaHMAMU nepudepudecKoint HepBHOIA
cuctembl (creneHb 2C)

KommeHTapuu: CyLiecTBYIOT MOTEHLMANbHbIe PUCKKM, CBA3aHHble ¢ PA, y nauueHToB C
nmelowmmmca 3abosieaHuamMu nepudepuyeckoir HC. HekoTopble aBTOPbI OTMEYAOT, 4YTO ecau
MauneHTbl UCMbITbIBAOT BTOPUYHbIE MOBPEXAEHUA (TPaBMbl UFNAMMU MW KaTeTepamu, ULLemMUYecKoe
noBpexaeHne Ha ¢poHe NPUMEHEHUA Ba3OMPECCOPOB, TOKCUMYHOCTb MA), BEPOATHOCTb HEMPOHANBLHOIO
noBpexaeHus Bo3spactaeT [67]. C apyroi cTopoHbl, PA MMeeT CywecTBEHHOEe MpeumMyLLecTBo Mo
cpaBHeHMto ¢ OA B OTHOWEHMM 4YacTOTbl BO3HMKHOBEHMA MOCAENEPaLMOHHbIX PecnMpaToOpHbIX
OC/IOKHEHU y Bcex naumeHToB ¢ HM3, B 0cob6eHHOCTH, Yy NALMEHTOB CO CHUMEHHOMW NerovyHomn
dyHKuMen [68]. Mpy MCNONb30BaHUK YIbTPa3BYKa WM CTUMYNATOPA Nepudepuyecknx HePBOB AN UX
naeHTMOMKaLMM, BO3MOXKHO CyllecTBEHHOe ymeHblieHne Tpebyemoro KonuyectBa MA. Bonee Toro,
MCMO/Ib30BaHWE Y/bTPA3BYKa, BO3MOXKHO, CYLWECTBEHHO YMeHblUaeT 4Yactoty GOpMMPOBaAHMUSA




NOCTNYHKUMOHHbIX remaTom. Mostomy PA f0/KHA NPUMEHATLCA BO BCEX BO3MOMXKHbIX caydanx [69, 70],
BK/1t0Man NaLUMEeHTOB C NpeacyLwecTsyowmmmn 3abonesaHnamm nepudepumdeckon HC [71, 72].
e PekomeHpauua: Y nauueHToB C 3a60s1eBaHUAMU MOTOHElMipOHAa M HEepPBHOMbILIEYHOrO

coegMHEHUA AO0NYCTMMO MCMNOJIb30BaHUe ranoreHcogeprawmx UA 6e3 aenonsapusyowmx MP
(crenennb 1C).

KommeHTapum: CumtaetcA, 4TO AuWb HekoTopble HM3 [0CTOBEPHO accoumMmMpoBaHbl CO
3HAaUMMbIM PUCKOM BO3HMKHOBEHMA 3/I0KAYEeCTBEHHOW TMMNepTEPMMUU, KaK, Hanpumep, mMuMonatum c
MyTaLMel KanbUMeBbIX KaHa/oB WM C MOPaXKeHWem CepALEeBUHbl MbILLEYHbIX BOJIOKOH, OZHaKo,
cnegyet MOMHUTb, BCE MNAUMEHTbl C MblWeYHbIMU 3a60/1eBaHMAMKU NpU  UCNoNb3oBaHUKM WA u
CYKLUMHUAXO/IMHA MMEIOT PUCK pa3Butmua pabagommonusa [57, 69, 73].
¢ PeKomeHpauusa: LlenecoobpasHo papmaKonoruueckoe npepbiBaHue HEPBHOMbILLEYHOM 610KaabI

M YCTpaHEeHME OCTATOUYHbIX ABNEHUI MUONAErMu nocne BBeAEHUA Hegenonapusylwmx MP
(cteneHb 2C).

KommeHTapum: Y Bcex nauneHtoB ¢ HM3 npumeHeHune Hegenonapusyowmux MP, B Tom ynucne
KOPOTKOM U cpeaHel NPOoAO/IKUTE/IbHOCTU AENCTBUSA, MOXKET NPpUBOAMTL K yajnHeHutio HMB. B tom
cny4vae, Korga MP Heobxoaumebl, 4033 WX OO/MKHA ObiTb YMeHblleHa, nopaepaHue mMuonnernu
OONIKHO  COMPOBOXAATbCA  3NEKTPOPU3NONOTMYECKUM  MOHUTOPUHIOM,  Hanpumep, MeToa0oM
akuenepommorpadum [60, 61]. HexkenateNbHO NpUMEHEHME aHTUXONMHICTEPa3HbIX npenapaTos (AXM),
NMOCKONbKY OHWM MOTYT BbI3BaTb runepcanueaumio [57]. Y nauyentos c HM3 ana obecneyeHuns nHTyb6auum
Tpaxen W nocneayrowen MUONAErMU, Ha CEerogHAWHUA AeHb, Npuemsema MOHOMMOpenaums
npenapaTom POKYpoHWyma Bpomuaa, ycTpaHeHWe KOTOPOM BO3MOMKHO crneumdUyeckMm aHTUA0TOM —
cyrammagekcom [74, 75].

e PekomeHpgauuma: Npu nogo3peHnn Ha Haanume HM3 y xupypruyeckoro naumeHTa peKomeHayerca

BbINO/NHEHUE, NO BO3MOXHOCTM, PErMoHapHOW aHecTe3uuM WAM TOTa/ibHOW BHYTPUBEHHOW
aHecTe3Mn ¢ paspaboTKoi NAaHa MO MMHMMMU3ALMU PUCKA KUSHEYIPOXKaIoOWMX OC/NO0XKHEHWU
aHecrte3uu (creneHsb 1C).

BeccMmnToMHOE NOBbIWEHME YPOBHA KpeaTMHKMHA3bl B NpeaonepauMoHHbIA Nepruos MoXKeT
KOCBEHHO YKa3blBaTb Ha Haau4yue y naumeHta HM3, ABnAACb eANHCTBEHHbIM MPU3HAKOM MbIWEYHOro
3aboneBaHuA (HanNp, PaHHAA CTaAMA MbILLEYHbIX ANCTPODUIA, BPOKAEHHbBIX MUONATUIA, METabONNYECKUX
N npuobpeTeHHbIXx muonaTuii [76]. JByKpaTHoe MOBbIlEHWE YPOBHA KpeaTUHKUHAa3bl [77], kanobbl Ha
Ha/sMuMe MblweyHo cnaboctm B TeyeHMe [AJUTENbHOrO BPEMEHM, CKOIMO3a M HapylleHua
NOABMMKHOCTU CYCTaBOB, OTAMOLLEHHbIN CEMEMNHbIM aHaMHEe3 — MPU3HAKKU CYOKAMHUYECKON MMOMATUM,
Tpebylowue HeBPOSOTMYECKOro OCMOTPa Nepes onepawmen.

JloKko-pervoHapHas aHecTe3nsa — ONTUMabHbIA BapuMaHT aHecTe3noormyeckoro obecneyeHums
onepaumn npu nogospeHun Ha HM3 [78], npu HeobxoammocTu nposeaeHua TBA cnepyet msberatb
npMMeHeHua ranoreHcogepxawmx NA n cykUMHUNXONMHA. MNpu NoAo3peHnn, Hanpumep, Ha Haanuune y
XMPYPruyeckoro nauMeHTa MWUTOXOHAPWANbHOM MMOMATUM (BBICOKMA YPOBEHb JIAaKTaT B KPOBW,
MY/NbTUOPTraHHOCTb NPOABEHWIM), NPonodon AOKEH UCNONb30BaTLCA TONBKO A1 MHAYKUMU aHecTe3nmn
[73, 78].

3.1.2.1 UHTpaonepauMOHHOE BegeHue NaumueHToB ¢ Hekotopbimu HM3

3.1.2.1.1 boKoBoi amuoTpoduryecKnii cknepos



e PekomeHgauma: Y nauueHToB ¢ 60KOBbIM aMMUOTPOPMUECKUM CKAEPO3OM PEKOMEHAOBAHO
OCTOPOXKHOE Ha3HaueHue cefaTUBHbIX NpenapaTos B npemeAaunKauunm (cteneHb 2C).

KommeHTapun: Mpn HasHauyeHUM npemeamKaumm cieayer y4uTbiBaTb, YTO B pamKax JieyeHus
OCHOBHOro 3aboseBaHMA NaLUMEHTbl MOTYT MOCTOAHHO MPUHMMATb CEeAATUBHbIE NpenapaTtbl, a TaKXKe
MMeeTCA BbICOKUN PUCK peryprutaumm M acnmpaumm B CBA3U C BO3MOMKHbIMM HapyLIEHUMAMW aKTa
rNOTaHUA.

Y naumeHToB C HOKOBbIM aMUOTPOPUUECKMM CKIEPO3OM PEKOMEHAYETCA, NPENUMYLLECTBEHHO,
npumeHeHne metofoB PA, B YaCcTHOCTK, annaypasbHOro cnocoba 06e3b6onnBaHuMA, NPU HEBO3MOMKHOCTU
— npoBeAeHMe ToTa/IbHOM BHYTPUBEHHOM aHecTe3nn [79-81]. CneayeT OTMETUTb, YTO Y TaKUX NaLNeHToB
MOXKEeT OTMeYaeTbCA HU3Kan CBA3bIBAEMOCTb MPEenapaToB A1A aHecTe3aun 6enkamum KpoBW B CBSI3U C
rMnonpoTemMHemMmnen, obycsioBNeHHON KaxeKCcMel N HegoCTaToOuYHbIM NuTaHmem [82]. Jlioboit naumeHT ¢
MCXOAHbIM  HEBPOSOTUYECKMM  AePUUMTOM, Jake ISKCTPEHHbIW, A[0/KeH OblTb OCMOTPEH C
TWaTeNbHeNLWwen, A0TOLWHON GUKCaLMEN UCXOAHOTO YPOBHSA 3Toro aedpuumTa B uctopmum b6onesnu [83].

TBA 6e3 npumeHeHMa MP y naumeHTOB ¢ OOKOBbIM aMMOTPODUYECKMM CKAEPO3OM
obecneynBaeT MMHUMA/bHBIMA PUCK Pa3BUTUS NocaeonepaumoHHon MC 1 gpyrMx rpO3HbIX OCNOXKHEHUNA.
Ons NaumMeHToB C NOpPaXKEHUAMU MOTOPHbIX HEMPOHOB XapaKTEPHO pasBUTUE TMNepKannemum nocne
BBEAEHUA CYKUMHWUAXONMHA W AAUTENbHbIM Hepgenonapusyowmii HMB B cBA3M C NOBbIWEHHOMN
YyBCTBUTE/ILHOCTbIO K Heaenonapusywowmm MP [84, 85]. CnabocTb ApIXaTesibHbIX MblllL, HU3KUIN
OblXaTeNIbHbIA pe3epB, TPOMO03bl FTYOOKUX BEH HUMKHUX KOHEYHOCTEM W, KaK CAeacTBUe, NIero4vHble
OC/IO}KHEHUSA YBEIMYMBAIOT PUCK JIETaJIbHOTro ncxoda [86-88].

3.1.2.1.2 bonesHb LLapKko-Mapu-TyTa
e PekomeHgauua: MNpu 6onesnu Lapko-Mapu-Tyta peKomeHgoBaHO npoBegeHne TBA ¢

npumeHeHuem Hegenonasapusylowmnx VP (cteneHb 2C).

KommeHTapum: O6LIMPHbIE XMPYPrUYecKkmMe BMeLLaTebCTBa, NPU HAaIMYMKM NPOTUBOMOKA3aHNUM K
PA, pekomeHayeTca NpoBoAguTb B ycnoBuAx TBA, ogHaKoO, OTMEYEHO, YTO MauMeHTbl YyBCTBUTE/bHbI K
OEeWCTBUIO TMONEHTana, NpeanovYTUTeNbHO npumeHeHwe nponodona. MA, ocobeHHO B couyeTaHun ¢
CYKUMHWUAXOMHOM, MOFYT BbI3BaTb 3/I0KAYECTBEHHYIO TMMEPTEPMMUIO, MOSTOMY >KenaTesibHO 3TU
npenapatbl He WcNosb3oBaTb. ObseryeHne MHTYHALMM Tpaxen U MNOAAEPHKMBAIOWYO MUOMAETUIO
cnegyet nNposBoauTb Hegenonapuyowmnmm MP. U3 ocnoXKHeHU B nuTepaType onvcaHo pa3sutue [H,
napesa ronoCcoBbIX CKAAL0K M HAapyLLIEeHUA cepaevyHoro putma n nposoammocty [82, 89-91].

3.1.2.1.3 MbiweyHble gucrpodpumn

Y NayMeHToB € MbilEYHON gucTpoduein peKoMmeHL0BaHO OCTOPOXKHOE HasHAaYeHe cefaTUBHbIX
npenapaTos, OCTOPOXKHOW C y4eTOM MOBbIWEHHOMN YyYBCTBUTEILHOCTU K NpenapaTam 414 npemeguKkaumm
M PUCKOM COHHOro anHo3. PekomeHaoBaHO nposegeHne TBA, a Takke PA. [oarotoska K aHecTesuu
AO/IKHA  YYWUTbIBaTb MOBBIWEHHYIO MPOHULAEMOCTb MeMbBpaH CKeNeTHbIX MbIWL, W CHUMKEHHbIN
CepaeYHO-NEroYHbIN  pe3epB. [MNOKMHE3UA KeNyAOYHO-KMLIEYHOrO TpaKTa MOXKET 33aJepXuBaTb
KENYAOUYHYIO CEKPeLMIO U, MPU CHUXKEHWUWU TOPTaHHbIX pedaeKcoB, YBENUUYMBAETCA PUCK JIEFOYHOWM
acnupaumu.

PA n TBA (nponodon B coyeTaHum ¢ onnonaammn u Hegenonspusywolwmmmn MP) — 6esonacHble U
3¢ PeKTMBHbIE MeToAbl aHecTesunm y MNauMeHTOB C MbleyHol pguctpoduen. KombBUHMpoBaHHan
aHecTe3na HenpepbiBHOW WMHOy3Melt nponodona, deHTaHWNa, aTpakypuyma Ha ¢oHe 3aKkucu as3oTa
nossosifer wusbexaTb remoaMHaMMYecKol HecTabuabHOCTU. PucK nobo4yHbix 3¢dPeKToB Ha
BHYTPMBEHHbIE AHECTETUKM BO3PACTAET C TAXKECTbIO TeueHMA 3aboneBaHma [92-95].



B nopaeHHbIX  MblWLAX MPUCYTCTBYIOT 3pesble U Hespesble  3MBPUMOHanbHbIE
noctcuHantTnyeckne ALX-peuentopbl. IMOpPUOHaANbHbIE pPeELLENTOPbl He XapaKTepHbl Ana AaHHOMU
anctpoduun, Ho ABNAKOTCA NOCNEACTBMEM MblIEYHON pereHepaumn. [poBeaeHMe BBOAHOW MU
noagepuBawLwen  MUoNAerMn  nNpeanodvTUTENIbHO  BBeAeHWeM  Hedenonspusyowmx  MP.
CYKUMHUNXO/IMH NPOTMBOMNOKAa3aH M3-3a PUCKa TMMEpPKaIMeEMUYECKUN OCTaHOBKU KpoBoobpalleHus u
pabgommnonnsa. bes CyKUMHUAX0NMHA PabaomMMOIM3 MOMKET PasBUTbCA U NPU UCNONb30BaHUK UA, yTo
OrpaHMYMBAET MX MPUMEHEHMEe Yy NALMEHTOB C BPOXAEHHOM aucTtpoduen. Mpu 3TOM BO3MOKHA
PE3UCTEHTHOCTb K  AENCTBMIO  HeaenonapusylolWmMx  NpenapaTtoB  BCAeACTBME  CHUMKEHUS
YYBCTBUTE/IbHOCTM 3SMOBPUOHANBbHbIX PELLENTOPOB K KOHKYPEHTHbIM aHTaroHuctam. O4HaKo, B NpakTUKe
HabntoaaeTcs NPOTUBOMNO/IOXKHASA KapPTMHA — NOBbIWEHWE YYBCTBUTE/IBHOCTU K Heagenonapusyowmm MP
W, Kak cneactsve, MNPOAOIKUTE/NIbHbIN Hedenonapusyowmin HMB, 4To, BO3MOXHO, CBA3aHO CO
CHUXEHMEM MbILLEYHOM MaCCbl M YMEHbLUEHMEM CMOCOBHOCTU MbILLLbI K COKpaLLeHuto [82, 94, 96-100].
e PekomeHgaumAa: Y nauueHTOB C MUOTOHMYECKOW ¢opmoii mbiwevyHoi guctpodum B uenax

AeKypapu3auum npumeHeHUe aHTUXOIMHICTEPA3HbIX NPenapaToB HexenaTeNbHo (cteneHb 2C).

KommeHTapumm: MbiweyHbli OTBET NALMEHTOB C MMOTOHMYECKOM anctpodumelt Ha BeegeHne AXI
Henpeackasyem. [lONbITKM JIMKBUAMPOBATL OCTAaTOYHbIE ABMEHUS Hedenonspusyloweln 6aokaapl
ApO6HbIM BBEAEHMEM HEOCTUTMMUHA B A03€e 1,5 Mr MmoryT npmMBecTy K obpaTtHoMy 3pdeKTy — AnnTenbHoM
MC [101]. *enatenbHo ucnosb3oBaTb Hegenonapusywouwme MP KopoTKkoro/cpegHero aencrsma B
COYETaHMM C AHTUZOTOM (POKYPOHUYMA BpomMa M cyrammagekc) u KoHTpoanposate HMIM po noaHoro
BOCCTaHoBAeHMA meTogom AKL,. B nepuonepaumoHHbin nepmon ocoboe BHMMaAHWE cleanyeT yaenuTb
NPodMNaAKTUKE MACCMBHOW KPOBOMOTEPM, TaK KaK Yy [AaHHOM rpynnbl NauneHToB Habawopaetca
HapyLleHMe ToHyca cocyaoB U ANCOHYHKUMA TPOMOOLMTOB, CUHAPOMY MHCYIMHOBOM PE3UCTEHTHOCTH,
4TO, BEPOATHO, ABNAETCA Pe3y/IbTAaTOM HEeL0CTaTKa MHCY/IMHOBBIX PELLENTOPOB B MEMOpPaHe MbILLEYHOrO
BOJIOKHAa. Bo3moXHa nocseonepaumoHHan nerovHaa AnchyHKumsa, Tpebyowan OKcUreHoTepanuu u
afleKBaTHOWM caHauuMu TpaxeobpoHxmanbHoro aepesa. OTcpoyeHHan H morkeT Habato4aTbCA B Te4eHMe
CyTok n bonee nocne onepaumm p[arke npu ycnosuu, 4to yposeHb HMI BocctaHaBavBaeTca Ao
MCXO4HOro NpegonepaunoHHoro coctosHua [102, 103].

3.1.2.1.4 MutoxoHApuanbHble 3HULedanommonaTumn
e PekomeHpgaumAa: Y MNauyueHTOB C MUTOXOHAPHANbHbIMU 3HUedaNOMUONATUAMU BO3MOMKHO

npoeeaeHUe PErMoHapPHON aHecTe3un, B yCNoBUAX 06LLeil aHecTe3un NpeanoYTUTE/IbHO NPUMEHEHUeE
KeTaMMHa, BO3MOXHO OrFpaHUYEHHOE WCNOJ/Ib30BaHUE raNOreHCoAepPKaWmuxX WHraNALUOHHDBIX
aHecTeTUKOB (cTeneHb 2C).

KommeHTapum: CywiectByeT MHEHME, YTO B CUTyaUUW C TPYAHbIM BEHO3HbIM AOCTYNOM Y
NaLMeHTOB C MMTOXOHAPUANbHOM MMONATUEN, BO3MOXKHO KpaTKOBpPeMeHHOe npumeHeHne WA, ogHakKo,
B AaHHbIX 0bBCTOATENbCTBAX MPennoyvTUTENbHO MUCMOJIb30BaHMe KeTamuHa [73]. Torga Kak KeTamuH
MOMET BBOAUTLCA BHYTPMMbILWEYHO Y B3POC/bIX NALMEHTOB, Y AeTei npennouTUTeNeH nepopasibHbii
WAWN peKTasbHbIM NYTb BBEAEHWNA BO M3bekaHne HeHYKHOro 601eBOro CMHAPOMA U cTpecca y pebeHKa u
ero cembu [48].

CnegyetT nomHuTb, 4to nponodon obnagaetr nogasnaoWmMm 3OGEKTOM B OTHOLLIEHWUU
MWTOXOHOPUMA, @ TaKX¥e BbI3blBAaET Pa3BUTME JaKTaT-aumAaosa. [aHHbid nNobouyHbli 3ddeKT ecTb vy
THMoneHTana, mugasonama, MA n MA. OgHaKo, 3TK e nNpenapaTtbl yCNewWwHo NPUMEHSAIOTCA Y NALMEHTOB
C MUTOXOHZPWANBbHBIMX MWOMNATUAMMK, YTO MO3BOJIAET NPEANOSIOXUTL 06 OTCYTCTBMM OCHOBAHUW ANS
OTKa3a OT MCMO/Ib30BAaHWUS KOHKPETHbIX aHecTeTuKos [73, 78].



Cuutaetcs, uto CA 1 3A — Hambonee 6e3onacHble cnocobbl 06e3601MBaHMA Y NALNEHTOB C
MUTOXOHAPUANbHbIMKM  Muonatuamm [104-107]. Mpu PA CHUXKAETCA MbIWeYHbI MeTabonnsm u
notpebneHne Kucnopoaa. CyKUMHUAXONMH M MA npoTMBOMOKa3aHbl, TaK KaK MHOIMMK aBTOpaMu B
AnTtepaType  YKasbiBaeTCA Ha BO3MOXHYIO B3aMMOCBA3b  3/IOKQYECTBEHHOW TUnepTrepmMmn U
MUTOXOHAPUANbHOMW MMonaTuM. HecmoTtpa Ha To, uyto HM3 He 3atparvMBaeT cuHanc, naumeHTbl
OEMOHCTPUPYIOT MOBbIWEHHY0 YyBCTBUTENbHOCTb K AEWCTBUIO PasUYHbIX Heaenonspusyowmx MP,
anvtenbHoe BoccTaHoBsieHne HMI. MoHutopuHr HMB nossonsetr 6e3onacHO NpoBecTu npoueaypsbl
MHTYBaUMK M 3KCTybaumn Tpaxeun, nsbexxatb nepeno3mposkn MP, nocieonepaumMoHHbIX AblXaTeNbHbIX
OCNOXKHEHUI. B nepuonepalMoHHbIA Nepuog Heobxoaum TwatesnbHbl KOHTpob KOC ¢ Koppekuuei
BO3MOMHbIX casuroB. [JH BO3HMKaeT M3-3a ocnabneHna AbixaTe/bHOro OTBETA Ha TUMNEepKanHui u
rMMOKCUIO, CNAabOCTN AbIXaTeNbHbIX Mbill, Napanavya anadparmoel. Bo Bpema onepaunun nogaeprkaHue
HOPMOTEPMUU U HOPMOT/IMKEMUU, CTAaBUNBHOW reMOANHAMUKU U afeKBaTHOro rasoobmeHa — 3anor
HEeOCN0XKHEHHOro nocaeonepaymMoHHoro nepmoaa [107-110].

e PekomeHgauua: Y NauMeHTOB C MUTOXOHAPUANbHbIMU 3HUE(PANOMMONATUAMU PEKOMEHAYeTCA

BBEAEHUE PacTBOPOB I/I0KO3bl B NepuonepaLMoHHbii nepuos (creneHb 2C).

KommeHTapun: [aHHble MauMeHTbl MMEIT MOBbIWEHHbIM YpPOBEHb JlaKTaTa BO Bpems
dun3mnonornyeckoro cTpecca U nepmog npesonepaLmMoHHOro rolo4aHNsa MOXKET ObITb 418 HUX 0coBeHHO
onacHbiM. [OnA noadep)KaHUA  HOPMOI/IMKEMUM  PEKOMEHAOBAHO BHYTPUBEHHOE BBeAeHUe
rNIOKO30CoAepKalMxX pacTBOPOB (Hanpumep, pactBop 5% rnoKo3oi) ¢ Havyana ronogaHus, NOCKO/bKY
N36bITOYHOE [/IMKOAUTUYECKOE OKUC/AEHWE CMOCOBHO MPMBOAUTL K MOBBIWEHWIO YPOBHA J1aKTaTa B
Kposu [111].

3.1.2.1.5 leHepann3oBaHHaa muacTeHmsa / MMacTeHMYeCKue CUHAPOMbI
e PekomeHgauma: Y nauMeHToOB C reHepaan3oBaHHOK mMmuUacTeHuel / MMacTeHUYeCKMM CUHAPOMOM

[O0MKHa 6bITb oNTUMMU3NpoBaHa Tepanua HM3 (cteneHnb 1C).

KommeHTapum: Ecnv y naumeHTa uMmeetca peumams 3aboneBaHuAa, TO emMy, BO3MOXKHO,
Heobxo4MMO NpoBeAeHWE NpefonepalMOHHOrO Kypca nsiasmadepesa WUAM BHYTPMBEHHasa MHy3ua
MMMyHornobynuHos [112]. Bmecte ¢ Tem, B iMTepaType HeLOCTaTOMHO A0Ka3aTesbCTB B MOALEPHKKY
OAHHOM CTpaTermm B OTHOLUEHUMM CHUMKEHMA 4YacTOTbl OC/NOMHEHMN aHecTe3uu. [lepopanbHble AXI
OOJIKHbI MPUMEHATLCA HA MPOTAXKEHMM BCEro npesonepaLnoHHOro Nepnuoaa, 3a UCKIYEHNEM yTpa B
OeHb onepauuu, MNOCKOJIbKY OHM MOryT B3ammogeicteoBaTtb ¢ MP u ycuamBatb OpPOHXMANbHYIO
cekpeumto. B cnyyae ecnn nepopanbHbiA Npuem 3aTpygHeH, AO/IKHO 6biTb HayaTo BBeAeHMe
3KBMBAJIEHTHON [03bl BHYTPUBEHHOIO HEOCTUITMMHA, U €ro NPUMEHEeHUe caeayeT NPoAoKaTb 4O Tex
nop, NOKa NaumeHT He byaeT cnocobeH npuHumatb AXIM nepopanbHo [113-116].

MpoBeaeHMe XMPYPruyeckMx BMellaTenbCTB Yy MaUMeHTOB C MMAacTeHuen / mMuacTeHUYeCcKMMm
CUHAPOMOM BO3MOXKHO B YC/IOBUSX 0OLLEN N perMoHapHOM aHecTe3nn. HecmoTps Ha To, YTO muonaerns
MoXKeT ObITb obecneyeHa MmouwHbiMM WA 6e3 MP, BocctaHoBneHne HMI npu AaHHOW TexHUKe
aHecTe3un 6biBaeT AAUTENbHbIM. [laUMeHTbl OYeHb YYBCTBUTE/NbHbl K AEWCTBUIO ranoTaHa MU
nsodntopaHa. TBA ¢ nponodosom M onvongamm — ONTUMaANbHAA afbTePHATMBA MHrANALMOHHOM
aHecte3aun. CoueTaHMe BHYTPUBEHHOW W 3NMAypasbHOW aHecTesunm nossonseT obecneunTb
Hanbonbluyto 6e3onacHOCTb NalMeHTa B NepuonepalmoHHbIi nepmod. PA ycnewHo npumeHseTca ans
aHanbresuu B pofax v npu Kecapesom ceveHnn [117-120].

e PekomeHgauma: Y nauMeHToB C muacteHuel / mmacTeHMYeCKUM CMHApPOMOM cneayeT usberaTtb

Bo3geicTBuA  (GaKTOpPOB, YCUAMBAKOWMX HEpPBHOMbBIWEYHYIO 6a0Kagy -— runorepmum,

runoKananemuu, runodpocdparemun u BBegeHUA paga NekapcTBeHHbIX NnpenapaTos (cteneHb 1C).



KommeHTapum: Cnegyetr nomMHuUTb, 4To MA moryT 610KMpoBaTb HEPBHOMbILLEYHYIO Mepeaady,
CA 1 DA 0onXHbI NPOBOAUTHLCA C UCMONb30BAHMEM CHUMKEHHbIX 403 U, NPeANnoYTUTENbHO, NpenapaTtamm
M3 rpynnbl amnaoB — 6ynuBaKamH U ponuBaKauH. M3ObITOYHAnA aHTUXOAMHICTEpPasHaa Tepanua Yy
NauMeHTOB C MMUACTEHMEN MOMKET MPUBECTU K XONMHEPTMYECKOMY KPU3Y, MbIWEYHON cnaboctm u
adpodeKTy pacwmpeHus 3padkos, AXI B nocneonepaunmoHHOM nepuoae caenyeT BBOAUTb MeAJIEHHO U C
OCTOPOXKHOCTbIO B TeyeHMe nepBbix 48 4yacoB. Kpome TOro, BaXHO B LUeNAX NPOPUNAKTUKMK
Noc/aeonepaunNoOHHbIX IEFOYHbIX OCNIOXKHEHUI OCYLLECTBAATL TLLATE/bHbIN TyaseT BEPXHUX AbIXaTeNbHbIX
nyTen, ocobeHHo ¢ yyetom Toro, 4to AXI ycunmeaoT cannBaLmio U 6poHxopeto.

Mpy BBOAHOWN U NOAAEPKMBAIOWEN MUOMNETUN Y NALMEHTOB C MMacTeHMel / MMacTeEHUYECKMM
CMHOPOMOM LenecoobpaseH KoHTposb HMIT metogom AKL. Wmelowanca pesnCTEHTHOCTb K
CYKUMHMAXONUHY obycnoBneHa ymeHblleHMeM KoandectBa AlX-peuentopos B cuHance. [locne
nnasmadepesa B npegonepaLmoHHbIN Nepuos akTUBHOCTb MCEBAOXONMHICTEPAsbl YMEHbLUAETCs, YTo
B/1I€YEeT 33 060 NOTEHLMPOBAHNE AENCTBMA MUBAKYPUYMA U CYKLUMHUNXOANHA C Pa3BUTUEM «ABOMHOIO
6n10Ka». Takke Npy NUPULOCTUTMUHOBOM TepanuM M3MEHAETCA MblleYHbld oTBeT Ha genctene MP.
MpoanesBaetca 3PpPEKT CYKUMHUNXOIMHA U MUBAKYpPUYMa, YyBCTBUTENBHOCTb K HEAENONAPU3YIOLWMM
npenapatam ymeHblwaetca [121, 122]. [MauMeHTbl C reHepanM3oBaHHOW MWACTEHUEN O4YeHb
YyBCTBUTE/IbHbI K Hegenonapusyowmm MP, a npu cuHgpome Jlambepta-UToHa noBbIWEHHAA
YyBCTBUTE/NIbBHOCTb OTMEYAEeTCA M K AenonapusyoWwmMm 1M Hegenonapusywowum MP, 4To He aBnsertca
NPOTMBONOKAa3aHUEM K MX MPUMEHEHUIO. [TpU OCTOPOKHOM TUTPOBAHUN U INEKTPOPU3NOAOTNMYECKOM
KoHTpose HMI Hegenonspusylowme npenapatbl MoryT obecneynTb ynpasasemyo muonaeruio [123-
126]. Ana Hepenonspusyowmx MP xapakTepHo 6onee 6biCTpoe Hayano AeNCTBUS U ANUTeNbHan
NPOAOXKUTENBHOCTL AeicTBus. Heobxoauman nosa 3aBUCUT OT CPOACTBa MoJiekyabl MP K ALX-
peuenTopy M CTENeHU TAXKECTU MUacTeHUn. NHTyBaumMIo Tpaxem MOXKHO NpoBecTn 6e3 Mcnonb3oBaHUA
MP, HO ecnuM OHM NPUMEHAITCA, HeobxoAMM TWaATeNbHbIM KoHTponb HMIM [121, 123, 124]. MP
O/IMTENbHOrO AeNCTBUA MPOTMBOMOKA3aHbl, a NpenapaTbl cpefHel NPOoAO/IKUTENbHOCTU AEUCTBUA —
aTpakypuym W umcaTpakypuym - LenecoobpasHo BBOAWTb B HU3KUX Ao3ax (Hanpumep, 10-20% ot
MHTy6aUMOHHOM a03bl) noa KoHTponem AKL, [113, 114]. CoueTaHue pOKypoHMyma 6pomuaa c
QHTUAOTOM CYramMmmMageKCOM MO3BOAET KOHTPOoMpoBaTb HM® naumeHTa garke npu mmacTEHUYECKOM
Kpuse.

B paHHMI nocneonepauMoOHHbIA nepuod npusHaku MC Heobxogumo auddepeHuMpoBaTb C
OCTaTOYHbIM aelictBuem MP, aHanbreTMKoB, cefaTUBHbIX CPeACTB U HEKOTOPbIX NPENapPaToB, BAUSIOLWLMX
Ha HMNM [20]. B nocneonepauuvoHHbI nepuod, Yacto Habnwopaetca cnabocTb opodapuHreanbHbiX
MbILLLL, COXPAHAETCA PUCK YTHETEHUA AbIXaTeIbHOM PYHKLUMN, acNMpaLLUmn XKenyao4HOro COAEPKUMOTO B
AblXaTesibHble NYTU C NOCNeAYOWMM BOSHUKHOBEHNEM TAMXKENOM aCNUPALNOHHOM NHEBMOHUU. [aHHble
CUMNTOMbI CO CHUXeHuem b6e3sonacHoro nopora HMIM BO3MOXHbI NpU ANUTENBHOM MPUMEHEHUU UK
nepeao3vpoBKe TeTPAUMKAMHA, NOJAMMMKCUHA, aMMHOIIMKO3UAOB, AHTUAPUTMUYECKUX CPeacTs
(HoBOKaMHamma, XuMHUAMH), P-agpeHobnokaTopoB  (aHanpwuauH, TUmonon), ¢GeHOTUA3UHOB,
TpumeTadaHa, NpenapaTos AUTUA, MarHmua U apyrux cpeacts (Tabanua 4). 31 Xe npenapaTbl HE TONbKO
noTeHUMpyoT Aeictene MP, npu sTom elle U ycyrybaatoT Uan NPoABAAIOT CKPbITYIO NPeLecTBY LY
HepBHOMbILWeEYHY0 natonornto [127, 128]. Hanpumep, NEHUUUANAMWH BbI3bIBAaE€T ayTOMMMYHHYHO
MMWACTEHUIO Y HebOoNbLIOro uMcNa NauMeHTOB, MOAy4YaloWMX 3TOT MNpenapat no noBoAy Apyrux
ayTOMMMYHHbIX  3abosieBaHMiA.  Hanpumep, WMMyHOAENPeCcCaHT NEeHUUMANaMUH  Bbi3blBaeT
ayTOMMMYHHYIO MMACTEHMUIO Y HEBONbLIOrO YMCNa NALMEHTOB, NOJyYatoWMX 3TOT NpenapaT no nosoay
ApYrMx ayTOMMMYHHbIX 3a6oseBaHuin. Ecan npekpaTuUTb NpUMeHeHWe npenaparta, NPU3HakKu MUacTeHUN
NOCTENEHHO UCYE3atoT.

Tabnvua 4
MpumeHeHUe NeKapcTBEHHDbIX CPeACTB



npu MUMaCTeHNn4YeCKUX CMHApPomax

Mpynna fiekapcTBeHHbIX

MpenapaTsl,
YyCUNMBaOLWUE MbllLEYHYIO

be3onacHbie

6eH3041a3enmnHbl B BbICOKOM A03e

npenaparos npenaparbl
cnaboctb
AMUWHOIAMKO3UAbl, MOAMMUKCUH B, LUedanocnopuHbil,
KOJINCTUH, TETPALLMKMH, NeBOMMUUETUH, pUbaMMNULMH,
AHTUMUKPODOHbIE JIMHKOMULUWH, KINHAAMULUMH, HUTPOdYpaHbI,
npenaparbl NEHNUUMNANH, aMOULUANNH, XUNOHbI/PTOPXMHONOHDI
uMNpPodNOKCaAUMH, (Hannaukcosana KMcnoTa),
cynbdaHnnaMuabl, XJA0POXMH M30HWa3na
TpumeTrH, andeHuH, .
AHTU3NUNENTUYECKNE MpenapaTbl Ba/IbNPOEBOW
6apbuTtypatsbl, KapbamasenuH,
npenaparbl KWCNOTbI, reKcamMuanH

McunxoTponHble npenapaTsl

HeliponenTnkun (aMmmHasuH,
6eH304Ma3enmnHbl B BbICOKOM A03e,
npenaparbl INTUA), aMUTPUNTUANH

TuopnaasuH (coHanakc),
6eH304Ma3enuHbl B Mabix
[03ax

[opmOHanbHble NnpenapaTbl

KopTuKkocTtepouabl, npenapatbl
AKTT, opanbHble KOHTpaLENTUBbI,
OKCUTOUMH, TOPMOHbI LMTOBUAHOM
Kenesbl

B-appeHob10KaTOPbI, XMHUAMH,

JANrokcuH, pesepnuH,

npoTMBocnannTesibHble
npenaparbl

MpounssoaHble MOPPUHA, XUHUH,
NeHNUMANAMUH

Kapguonoruuyeckue NMA0KaWH, HOBOKanHamma,
MEeTMAZ0Na, CMMPOHOAKTOH,
npenapartbl QHTAroOHMCTbI Kanbums,
TpuamTepeH
raHrnMbaokaTopsbl, ryaHeTUAMH
AueTnncanuumnoBas KMCIoTa,
AHanNbreTukuy, HecTepouaHble

npoTnBoBOCNaanUTeIbHbIE
npenapartbl, NeHTa3ouunH, Conun
30/10Ta

Opyrue npenapaTbl

MuopenakcaHTbl, npenaparsbl
MarHusa, nogcoaepsKawme
KOHTpacTupyoLime cpeacTsa,
aHTaumapl, cnabutenbHble,
BHYTPUBEHHbIE TOKONUTUKM

3.1.2.1.6 MMOTOHMA U MMOTOHUYECKUE CUHAPOMDbI

e PekomeHaauma: DA — metom Bblbopa npu aHecTtesnosnoruuyeckom obecneyeHUM 60NbHLIX C
MUOTOHMEH U MMOTOHUUYECKMMU CMHAPOMamu (cTeneHb 2C).

KommeHTapum: Peumnams n ycyrybneHne MMOTOHUM MOTYT BbiTb Bbi3BaHbl 06LLEN U IOKaNbHOM
rMNOTEPMUEN, APOXKbIO, AMaTePMMEN, TMNepPKaanemuen, BeeaeHUEM CYKUUHUAXoAMHa 1 AXT, B oTeeT

Ha npAamoe Xupyprmyeckoe BMELWIATENBCTBO Ha MblWLUAX, 3NEKTPUYHECKYIO CTUMYNAUUIO, MNpu

6epemeHHocTH [45, 101]. Mpn BOBAEUYEHUN MbILL, FOPTAHWU UAWN AbIXaTeNbHbIX MbIlWL, MHTY6aUMA Tpaxeu
MOXeT ObiTb TpyAHOM WAW [axe HeBO3MOXHoOW [96]. Hegenonspusywowme MP  moryT 6biTb
HeapdEKTUBHbI B CHUMKEHMM MMUOTOHMYecKoro oTeeTa [40], ycTpaHeHMe  MbIWEeYHON PUrMAHOCTU
BO3MOXHO C MomoLllbio muaasonama [129]. CumTaeTcs, YTO €CTb PUCK PA3BUTUA 3/10KAaYECTBEHHOM

rmneprtepmunn 'y naunueHTos C MMWOTOHUEN. MNosatomy, BO BpemA aHecTesunm caeayet nsberatb



NPUMeHeHNa cyKkumMHuaxonnHa n WA, npu atom IA sasnserca 6e3onacHoW anbTepHaTMBOMN obliemy
obesbonmnsaHutio [130, 131].
e PekomeHgauma: Y NnaumMeHToB C MMOTOHUYECKUMM PacCTPOMCTBAMM B TEX C/IydasnX, Korga nokasaHo

nposeaeHue obueii aHectesnn, uenecoobpasHo ucnonb3osaHme nponodona (creneHb 2C).

KommeHTapum: Bo Bpema BBOAHOM aHECTE3NN B LeNsAX NPOOUNAKTUKM AENPECCUMU AbIXaHUA U
reMoOAMHAMMKN  PEKOMEHAYETCA WCNONb30BaHME HebOMblIMX [03 aHecTeTUKOB M NpoBeAeHue
NHTYBauun Tpaxen 6e3 MP. N3BeCTHO O NOBbILWEHHOW YyBCTBMTE/IbHOCTM MALMEHTOB K TMOMEHTaNy U
nponodony [132-135]. [lna BBOAHOW aHecTe3nM npegnodtTuTeneH nponodos, Tak Kak garke Hebonblume
[03bl TUOMNEHTaNa MOFYT Bbi3BaTb Aenpeccuio AbixaHusa. Mponodoa MoXKeT ycnewHo UCNob30BaTbCA U
ANa nogaeprkaHuA aHecTe3nm Npu ycaoBMM TLLATEIbHOTO TUTPOBAHMA A03bl.

B nepuonepauMoHHbIi nepnos HeobxoAMMO TLLATE/IbHbIN KAapAMOMOHUTOPUHI B CBS3M C
BbICOKMM PUCKOM Pa3BUTUA apUTMMIA, CNOCOBHbIX NPUBECTU K NeTaIbHOMY Mcxoay B Atobom Bo3pacrte.
[aHHble nauMeHTbl MMET MNpPeApacrnoiOKEHHOCTb K PasBUTUIO runepravkemun, aucdarum wm
ractpoasodareanbHoro pedatokca.

3.1.2.1.7 Nepuoaunyeckuii napanumy
e PeKomeHgauua: Hopmanusaumsa M nepuonepalyMoHHbI KOHTPOJ/Ib YPOBHA KaAuA B KPOBU —

Ba)KHOe ycnoBue 6e30nacHoro TedeHus obwieil U perMoHapHO aHeCTe3nM y NaLMeHTOB C runo- M
runepKasMeMMyeckMm nepumogmuueckum napaamyom (crenexnb 2C).

KommeHTapumn: B nepuonepaumoHHOM BedeHUM BONbHbIX C  TMNOKAAMEMUYECKUM
nepmogMyYeckKMM napajndyom C Le/blo KynupoBaHWA MNpefonepauyoHHOro cTpecca peKkomeHayeTcs
NpUMeHeHMe ceaaTUBHbIX CPeACTB, Hanpumep, 6eH304Ma3eNMHOB B NPUHATLIX papMaKonenHbIX A03axX.
HelpoaKkcnanbHasa aHecTesnss — 6e3onacHaa a/JibTepHaTUBa ObLEeN aHecTe3nn y AaHHOTO KOHTUHIEeHTa
naumeHToB [136, 137]. Mpu NpoOBOAHMKOBOM aHecTeauu (noAmbllieyHas, mexpebepHasa 610Kagbl)
BO3MOXHO CHUXeHue ypoBHA K* B Kposu, B cpegHem, Ha 0,3-0,7 mmonb/n [138]. Ecamn nposeaeHne OA
Heobxo4Mmo, TO muonserns obecneynmBaeTcs BBEAEHWEM AENONAPM3YIOWMX U HeaenosApUsyoLwmnx
MP, y nauMeHTOB OTMEYAEeTCA HOPMA/bHbIM OTBET Ha CYKUMHUAXONMH [139].

Mpn runepkanMemMmyeckom MNepuoanyYeckom napanauye pekomeHgyetca TBA ¢ nponodosiom,
KOTOPbIA MOXKeT AeWCTBOBaTb Ha HOPMajbHble M MYTAHTHble 31eKTpo3aBucumble Na*-KkaHanbl [132,
133], cnMHanbHaA aHecTe3ana BO3MOXKHA B KayecTBe asibTepHaTWBbl B 3TOW rpynne naumeHTos [134].
MpumeHeHne cyKkuuHuaxonmHa w AXIM cnepyeT um3beratb € y4eTOM pPUCKa TUMNEpKaMeEMUU U
BO3HWKHOBEHMA  MWOTOHWMYECKolM  peakuum  [136], MmuonnerMa  gocTuraeTca  BBeAeHUEM
Hegenonapusyowmx MP [41].

B TeueHMe Bcero nepuonepaLMoHHOro nepmoaa ocoboe BHMMaHWE A0MKHO OblTb HanpaBaeHO
Ha noaAepKaHMe HopManbHOM TemnepaTypbl Tena, SNeKTPoaMTHoro 6anaHca n KOC naupeHTa.

TwaTtenbHaa npegonepauyoHHas MOAroTOBKA MAUMEHTOB C NPUOBpPEeTeHHOW HEeVpPOMUTOHMEN
Mcaakca ¢ NnpumeHeHMEM NpPOTMBOCYAOPOXKHbIX NpenapaTtoB obecneymBaeT 6e3onacHoe nposefeHue
aHectesnn. OCHOBHble MPUHLMMbI IeHEHUA HEMPOMUOTOHUN: AUEHUAMMUAIZONMANH — NpenaparT,
6NOKUPYIOWNI  TpaHCMeMbBpaHHbIi TOK Na* B HepBHOM CcTBO/ME W mMuoumuTax; niasmacdepes,
obecneunBalolWmMii  KAMHUYECKOE U 31eKTpoMuorpaduyeckoe yaydlleHne COCTOIHME MaUMEHTa;
MMMYHOCYNPECcCMBHAA Tepanua asaTUONPUHOM MPU TAXKENOM TedyeHun 3abonesaHua [140, 141]. CA wu
3A, a TakKe TBA Cc muonaerMem CyKUMHUAXOJIMHOM W Heaenonapusywowmmm MP adpdeKTMBHO
NnoAasAsftoT CaMOMpPOM3BOJIbHbIE MbllleYHble COoKpaweHua [142-144]. OpgHako, MOXKeT HabnwogaTbes
Pe3nNCTEHTHOCTb K Heaenonspusylwmm MP 13-3a noBbilweHHOro Bbibpoca ALX.



3.1.2.1.8 3noKayecTBeHHaA runepTepmusa

BbicTpaa AMArHoCTMKa M /leyeHue 3/10KaYeCTBEHHOM TUMepTepmMmMM NoMoratoT msbexaTb
pa3BuUTUE MOTEHUMANbHbIX OCNOXHEHUA.  py Pa3BUTUM 310KAYECTBEHHOM TUMNEPTEPMUN NedeHue
BK/toYaeT B ceba cneayowme meponpuatma [18, 48, 145]:
— TnpeKpalleHne BBeAeHMA NpenapaTtoB pucka (UA, CyKLMHWUAXONNH);

— runepseHTUNALMA 100%-m Kucnopoaom;

— BBeAEeHWe JAHTPOJIEH];

— KOHTPO/Ib FAa30B U 3/IEKTPOINTOB apTEPMa/IbHOM KPOBU, YPOBHS KPEATUHKUHA3bI;

— YCTpaHeHMe aumpo3a rmapokapboHaToM HaTpus;

— YCTpPaHeHMWe rmnepKasueMmm rnioKo3on U UHCYNIMHOM;

— ¢dopcmpoBaHHbIN anypes Gypocemnaom Uanm MaHHUTOM;

— YCTpaHeHMEe runepTepmmm GpU3NYECKUMM MeTodamu — obKnafaka NbgomM Ty/NOBULLA, MNPOMbIBaHUE
paHeBoW 06/1aCTM M NONOCTEN OXNaXKAEHHbIM GM3MONOTMYECKMM PACTBOPOM;

— noagepraHue AeATeNbHOCTU CeEPAEYHO-COCYANCTOM U AbIXaTe/NbHOM CUCTEM.

JaHTponeH — MbIWeYHbI penakcaHT, OCHOBHOW npenapat ANA JieYeHWA 3/10Ka4eCTBEHHOM
runeptepmun. JaHTpPoONEH, HeE3amegAUTeNbHOEe BBEAEHNE KOTOPOro CHUXKAET seTaNbHOCTb A0 4-7 %, B
Poccum B HacToAlwee Bpemsa He 3apernctpupoBaH, crneuyduyeckas Tepanua 3/10Ka4eCcTBEHHOM
rMnepTepMmnmn IOPUANYECKM HEBO3MOXKHA. B 3TOM cnyyae BO3MOXKHaA anbTepHaTMBa AAHTPOJIEHY —
npenapatbl Mg**, asnatowmecs npambimu aHTaroHnctammn Ca**. MHoysuio pactsopa MgSO4 13 pacyeta
4-16 mr/krx4y uam 100-400 mr/KrxcyT nog KOHTPOAEM MoKasaTesel LeHTPaNbHON reMoAMHaMUKK
cnegyeT HauMHaTb KaK MOXKHO paHblue. Mpn KnyboukoBon ¢dunbTpauum meHee 60 ma/MMH BBOAMMYIO
003y MgS0, cneayeTt ymeHblUUTb B ABa pa3a (2 mr/krxy nam 50 mr/krxeyT) [47].

Bce naumeHTbl nocne anm3oaa runepTrepmum AosXKHbl HaxoanTtbca B OPUTe He meHee 24 u.
Echan nocne AAWTENbHOrO BeAEHUA [AAHTPOSIEHA COCTOSHME NauMeHTa He MeHseTcA, Heobxoammo
anddepeHLMpoBaTb ANArHO3 C NOBEPXHOCTHOM aHecTe3nel, MHPeKUnen, CencmMcom, TMPEOTOKCUKO30M,
HEeNpPONENTUYECKUM 3/10KaYECTBEHHbIM CUHAPOMOM, (GEOXPOMOLMTOMON, AENCTBUEM NpenapaTos-
CTUMYJIATOPOB, TENI0BbIM yaapom [18, 145].

3.1.3 NocneonepaunoHHoOe BegeHue nayneHtos ¢ HMVI3

e PekomeHgauma: Bce naymeHTbl ¢ HM3 He3aBUCMMO OT 06bema XMpypruyeckoro BMeLlaTeIbcTBa U
ANMTENbHOCTU aHeCTe3nM B NOC/IeONEPaLLMOHHbI Nepuoa A0NXKHbl Habaaatbca B OPUT
(cteneHnb 1C).

KommeHTapuu: Mepesog B OPUT nocne onepauuu LOJIKEH paccMmaTpuBaTtbca y atoboro
NnauMeHTa C PUCKOM PECNUPATOPHBIX OCOMKHEHWI, C HU3KMUM WMAM clabbiM KawneBbiM pedriekcom,
TAXeno 6ynbbapHoU, KapananbHon AnchyHKUMEN, nocne Aaxke oAHOKpaTHoro BeegeHua MP uau
mopourHa [60]. BoamoxkHocT OPUT nossonsatoT obecneyntb MOAHOLEHHbIN CepaevYHO-COCYaUCTbIN U
pecnupaTopHbIi MOHUTOPWUHT, NPOBOAUTb MHOFOKOMMOHEHTHYIO Tepanuto, BkAtoyYaa HBJ1, npumeHeHue
YCTPOWCTB A1 0bnerdyeHmsa OTKaLLIMBAHUS UAW aCMpPaLLMM CEKPETA AbIXaTeNbHbIX NyTeN.

PekomeHpgauua: AgekBaTtHoe 06e3601nBaHMe — BaXKHeLWNIA KOMMNOHEHT iedyeHna nauueHtos ¢ HM3

B nocneonepauuoHHbIit nepuog (cteneHb 1C).



KommeHTapum: CBoeBpemMeHHOE npeaynpexaeHne W KynupoBaHMe 60/SEeBOr0 CUHAPOMA
npeaynpexnaerT pasBUTUE BTOPUMYHOW TMMOBEHTUAAUMKM BCAEACTBME PUTMOHOCTM  MbIWL, nocie
TOpaKa/bHbIX ONepauuii, onepauuii Ha BepXHEM 3TarKe OPIOLWHOM NOAOCTU WA NO3BOHOYHMKe [146].
[03a BBOAMMbIX ONMOMAOB A0MKHA 0becnevymBaTb af,eKBATHYO aHabresnto, HO NPU 3STOM He yrHeTaTb
KalwieBoi pedieKc U CaMoCTOATE/IbHOE AbIXaHue.

MocneonepaumoHHoe obe3bonnBaHMe HamnyywmMm obpasom JOCTUrAETCA MYJAbTUMOLANbHOM
aHanbresnen. 3amevyeHo, YTO NepPopPasbHbIM NPUEM KAOHMAMHA HAKaHYHe nepeg, onepauumen, CHUKaeT
NnoTpebHOCTb B NOCAENEPALMOHHON aHanbresann. Kpome Toro, MOHOaHabresma NapaLeTamosiom Uan B
COYETAaHMU C HEeCTepoUAHbIMM MPOTUBOBOCMANUTENbHBIMM MPEnapaTamu ymeHbLlaeT noTpebHOCTb B
onvouaax [147, 148].

B cnyyae pasBuTUA YrHETEHUA AblXaHWMA NOCAEe BBEAEHMA ONMOMA0B, afEeKBATHAA BEHTUNALNA
MOXKeT BbITb 4OCTUIHYTA ¢ NomMoLLbio HBJ1 nam oTcpoukm skcTybaumnmn Tpaxen Ha 24-48 yacos.

e PekomeHgauua: dpdeKTuBHaA u 6esonacHan 610Kaaa nepudepruyecKnx HepBoB [OCTUTaeTca Npu
NOMOLLM METOAOB YNbTPa3BYKOBOI HaBUraLMK U HepBHOI cTumynaumuK (cteneHb 1C).

KommeHTapun: dddeKkTMBHA npoasieHHas 3nuaypasbHas aHanbresusi, Kotopas Mno3BonseT
OOCTUFHYTb KOHTPO/b Hag 60/4bl0 NPU  MUHMMANIBHOM PUCKE YrHETEeHWUA AplXxaHuA. HakoHeu,
MHOMABTPAUMA paHbl pacteopom MA, npogneHHaa MHdy3sus pacteopos MA B KaTeTep ana 6nokazbl
nepudepmnyeckmx HepBoB — besonacHas anbTepHaTMBa onMomnaam B NOC/eonepaunoHHbIn nepuog [51].
OtmeyaeTca, 4Yto 6/10Kkaga nepndeprnyeckmx HepBOB, BbIMOJIHEHHAA NOJ, Y/1bTPA3BYKOBOM HaBUrauumen,
obecneynBaeT NOCAENEPALMOHHYIO aHaAbresnto, COMOCTaBMMYHD C TAKOBOW MpW 3NMAypasbHOM
aHanbresum, HO C MEHbLLMM KOAMYEeCTBOM NobouHbIX addeKkTos [149, 150].

e PekomeHgauma: OTayyeHue OT pecnupatopa U 3KCTybauua Tpaxeu AO0MKHbI NPOBOAUTCA NO

NPOTOKONAM, MCMOJIb3yeMbiM B OTAENEeHMAX peaHUMauuM U MWHTEHCUMBHOK Tepanuu pgnAa
KPUTHYECKUX NauueHToB c 06a3atenbHbiMm KoTponem CO; (cteneHb 2C)

KommeHTapuu: [ns NOBbILEHUA BEPOATHOCTU AOCTUMKEHMA ycnexa, sKCTybauuio Tpaxen y
nauneHToB ¢ HM3 pekomeHAayeTcA OTNOKMTb A0 MOJIHOTO KOHTPO/A Hag 6poHXManbHOM cekpeumen u
OOCTUKEHMA HOPMAJIbHBIX MW NOrPaHUYHbIX 3HaYeHu SpO; Ha aTmocdepHom Bo3ayxe [151, 152].

e PekomeHgauma: LienecoobpasHo npu BbICOKOM pUCKe pecrnMpaToOpHbIX OCAOXKHEHUIA NPpUMeHeHue
NPOTOKONA, OCHOBAaHHOIO0 Ha KOMOWHAaUUW HEUHBA3UBHOW NErOYHOW BEHTUAALMM C MeTog4aMU
AKTUBHOrO CTUMYAALMM KALLAA, YAydLWEHUA ApeHa)a 6pPOHXOB, OTXOXAEeHUA MOKPOTbI nocne
3KcTy6auum y naunentos ¢ HM3 (cteneHnb 1C).

MocnenepaunoHHoe BeAeHME MaUMeHTa onpenesnsaeTcs ero AblXxaTe/ibHOW QyHKUuMen nepes
XUPYPIrMYECKMM BMELIATeNbCTBOM, [AJIUTENbHOCTbIO, O0ObEMOM M  TPAaBMATUYHOCTbIO oOMepauuu.
MauneHTbl ¢ HM3, ¢ HOpMmasbHbIM Kalnesbim pedsieKCOM U OTHOCUTE/IbHO COXPaHHOM AblXaTe/IbHOM
dYHKLMEN, TEM HE MEHEE OCTAlOTCA B rPynne pucka pasBUTMA NOC/IeoNepPaLMOHHbIX OC/I0KHEHWA.

MNposeaeHne HBJ1 cpasy nocne aKkcTybauum Tpaxem peKOMeEHA0BAHO Y NaLMEHTOB C UCXOLHOM
HEN <50% oT ncxogHbix 3HayeHul [153]. NocnenepaunoHHoe NPUMEHEHME METOA0B U YCTPOMCTB ANs
CTUMYNALUMM  eCTECTBEHHONO OTXOXAEHMA W yAa/IeHUs  MOKPOTbl, BK/AOYAs NOCTypa/ibHbIN,
NepKYCCUOHHbIN, BUOPALMOHHBIA U BaKyyMHbIA MacCak, flaBaXK JNerkMx W OTcacblBaHWME MOKPOTHI,
OO/MKHO paccmaTtpuBaTtbca Yy wboro naumeHta ¢ HM3. Hanuume B KAMHUMKE NPOTOKOAA
nocneonepaunmoHHOro BeaeHus naumeHTos (B Tom uncne u ¢ HM3) nossonseT cylleCcTBEHHO CHU3UTb



PUCK MOBTOPHOM WHTYHaLMKU Tpaxen Uamn TPaxeoTOMUM, COKpallaeT Bpemsa npebbiBaHna B OPUT [154,
155].

Kncnopog y nauyeHtoB ¢ HM3 pomKeH NPUMEHATCA C OCTOPOXKHOCTbIO, MOCKOJIbKY €ero
NPUMEHEHNE MOXKET YCTPaHATb rUNokcemuio 6e3 BO3ZENCTBMA Ha MNEPBOMPUYMHBLI, TaKMe Kak
rmnepKkanHua, obTypauns BPOHXOB CEKPETOM M aTeseKTasupoBaHue. Ona obecneyeHma HGesonacHoro
NCMNOo/1Ib30BaHMNS KNCA0POAa, PEKOMEHAYETCA MOHUTOPUHT KOHUeHTpaunm CO, [153].

B nepuonepaunoHHbI nepmnos HeobXoAMMO BaXKHO He ynycTUTb pasBuTME pabaomunonusa.
Pabgommnonns — aTo NaToO/IOTMYECKUIA CUHAPOM, B OCHOBE KOTOPOro AECTPYKLMA MbILWEYHOM TKaHM,
XapaKTePU3YIOWNINCA paspyLUEHNMEM KNETOK MbIWEYHOM TKaHW, Pe3KMM MOBbILEHWEM YPOBHA
KpeaTUHKMHA3bI, Kaana n MMornobumHa B Kposu. MpuHUKUNbl feveHna pabgommonnsa cheayowme [48]:

— leyeHune rmnepkanmeMmnn (NPoToKON eYeHUs 310Ka4eCcTBEHHON rMnepTepmmmn);
— npeaoTBpalleHMe NoBpeXKAeHUA NOYEK MUOTN0BUHOM;

— paHHAA NHOY3NOHHAaA Tepanuna N30TOHNMYECKMM PaCcTBOPOM HaTPUA XNopuaa ANs NoadepKaHua Temna
anypesa 6onee 1 ma/Kr/y;

— NPUMEHeHUe NeTNEBbIX ANYPETUKOB Y NALMEHTOB, MMEIOWMX MeperpysKy *KUAKOCTbIO B pesyabTaTte
N36bITOYHON MHPY3UK;

— oleNnavyMBaHMe MOYUN: BBEAEHME LLLEJIOYHbIX PAacTBOPOB AA noaaep*kaHus pH moun 6onee 6,5;

— Jle4YeHWe OCTPOro MOBPENKAEHUA MOYEK: AMANM3 [NA KOHTPOAA KOPPEKUUM TFUNepKanmeMmm,
runepruapartaumu.

4. Peabunutauyums
MpoBoauTcA No obLWMmM NPUHUMNAM NOoC/eonepPaLMoHHOM peabuanTtaumm am peabunntaymm
noc/sie KPUTUYECKUX COCTOAHWUI C yYETOM XMPYPrMyeckoro BMeLlaTe1bCTBa, conyTcTeyowero HM3.

5. NpodumnakrTuka

e PekomeHpauumsa: Mpodunaktuueckme meponpuaTtua y 60NbHbIX, noaseprarowmmcsa
XUpypruyeCcKum BmewlatenbCrBam, 3aKNHOYAOTCA B MUHUMMU3ALUU BO3AeﬁCTBMﬂ n, no
BO3MOXHOCTH, YCTPaHEeHUU PAKTOPOB, NPOBOLUPYIOWUX PELUAUNB U OCNOXKHEHHOe TeyeHne HVI3
(cteneHb 2C).

KommeHTapum: IDPPeKkTMBHbI cnegytowime Mepbl: MNOCTOAHHOE COrpeBaHWEe MauUMeHTa,
HeAONyLWEHNE CHUXKEHUA TeMNepaTypbl TeNa; paHHee Ha4yas0 CMELaHHON HYTPUTUBHOW NOALAEPIKKMY;
npodunakTMka Tpomb03a rnyboKMX BEH HUMKHUX KOHEYHOCTEN U TPOMBOIMBOIMM NEeroYHON apTepuu;
paHHAA  $u3MyecKaa aKTMBM3aUMA C  MNPUBNEYEHUEM CMEUMANUCTOB NledebHoW  DUIKYNbTYpPbI;
TWaTeNbHbIA KOHTPOIb KOC 1 ranMkemmnyeckoro npoduan ¢ KoppekLmen BO3MOXKHbIX casuros [47, 146,
156, 157].



