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3JI0KAYECTBEHHAA TMIIEPTEPMHUA

C.H. NoHoB, M.B. LLlapaBuHa, K0.C. MaxHbiyeBa
MOCKOBCKWIA MeOULIMHCKUIM YHNBEPCUTET «PeaBm3», Mockea

Pe3tome. 310ka4eCTBEHHAA MMNepTeEPMUA NPEACTaBNAET COOON COCTOSIHUE BHE3AMHO BO3HWKAKOLLETO rMnepmeTa-
BonramMa Nonepe4YHoNoI0caTon MyCKynaTypbl, CIPOBOLMPOBAHHOE BBEAEHNEM NHIaNSALIMOHHBIX aHECTETUKOB U CYK-
LUMHUIXONMHA BO BPeMs OBLLE aHacTe3nn. 3NoKa4eCTBEHHaA MMnepTeEPMUS COMPOBOXAAETCS MOBLILLEHNEM KOH-
ueHTpaummn CO2 B BbiApIXaeMOM BO34yXe M TeMna, HaKoMieHnem nakraTa 1 pocToM NoTpebneHns K1cnopoaa opra-
HU3MOM. Kpun3 310Ka4eCTBEHHOW MMNEPTEPMUM ABIAETCHA NMOTEHLMANBHO NNETANIbHBIM OCIIOMXHEHMEM OOLLIEN aHeCcTe-
31K 1 TPebyeT BbICTPOro paspeLleHnst B MUHUMaIIbHbIE CPOKN. EQMHCTBEHHbIN Npenapar, KOTOPbIN CMOCOBeH Kyrnn-
pOBaTb OCTPOE COCTOSHME 3/TIOKAYECTBEHHON rUNepTEPMUN, — AAHTPOMEH. Ha AaHHbIN MOMEHT, COrlaCHO 3aKOHO-
natensctey P® O0aHTPOMEH 3anpeLLeH K BBO3Y U HE NerannsoBaH. JledeHre 1 amarHoCcTuka 310KaveCTBEHHON M-
nepTepMUM ABNSETCA HEMPOCTOM 3adadver 015 POCCUMCKUX aHECTE3NOSIONOB, a Takke NPeACTaBNsaeT yrpo3y AN
JFOAEN C FEHETUHECKOW MPeapacnofioXEHHOCTBIO K BOSHUKHOBEHMIO AAHHOrO CUHAPOMA.
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MALIGNANT HYPERTHERMIA
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Abstract. Malignant hyperthermia manifests as hypermetabolism of striated voluntary muscle. Generally, this condi-
tion occurs during general anesthesia when inhalational anesthetics and succinylcholine are used. During the malig-
nant hyperthermia attack, the oxygen consumption increases, lactate accumulates, the production of CO2 grows and
excessive heat is generated. The crisis of malignant hyperthermia is a dangerous and potentially terminal complication
of general anesthesia that requires rapid resolution in the shortest possible time. The only drug that can stop the acute
state of malignant hyperthermia — dantrolen, is currently prohibited for import in Russia and is not legalized. Treatment
of malignant hyperthermia is extremely difficult for all anesthesiologists in Russia and a great danger for patients with
this condition.
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BBepeHue

3nokadecTtBeHHaa runeptepmus (31N npen-
CTaBNsieT cOBOM COCTOSAHME OCTPOro rmnepMeTa-
60mM3Ma KNETOK MOMNEepPEeYHOMNONOCATON MYCKY-
naTtypbl,  CMPOBOLUMPOBAHHOIO  HapyLLEHUEM
TpaHcnopTa NOHOB KanbLIa U3 capKonia3mMaTum-
4eckoro petukynyma. 3  XapakTepusyeTcs
HaKOMMEeHNEM NaKTaTa, YBENNYEHNEM NPON3BOA-
CTBa Ternna, Yrnekucnoro rasa u notpebneHus
MbILILAMK K1cnopoda. [posouypyowmm ak-
TOPOM MPW BO3HUKHOBEHUM 3Ty MaLWEHTOB C
NpPeapacnoioXKEHHOCTBIO  ABMSAETCHA  MpUMEHE-
HMe OOLLEN aHeCTe3MM BO BPEMS XMPyprude-
CKOro BmeLlarenscraa [1].

[aHHoe COCTOsIHME YpeBaTO THXKENMbIMM MO-
CNeAcTBMAMM 0N BCex cuctem opraHmama. Ca-
MbIM Cepbe3HbIM nocneactenem 3l sSBRsAeTcs
neTanbHbIM UCXOMO, BO3HUKAOWWMM Kak cneg-
CTBME MPOrPECCUPOBaHNA SKTOMNYECKOW XKesy-
[0YKOBOW apuUTMUK. [laTonornyeckmne CUMMNTOMbI
BKJIIOYAIOT MUOTIOBMHEMMIO, OCTPOE ANCCEMU-
HUPOBAHHOE BHYTPUCOCYOMUCTOE CBEPTbIBaHWE
KPOBW, OTEK NIEMKMX, OTEK MO3ra, P1bpUAIALMIO.

3TOT reHeTUHeCKU CUHOPOM HOCUT ayTo-
COMHO-AOMWHAHTHBIA XapakTep U 0bycnoBneH
NPENMYLLIECTBEHHO MyTaUMAMN B FeHax puaHo-
anHosoro peuentopa (RYR), 4to conpoBoXxgaeT
HapyLleHVs1 MOTEeHLUMAaN-3aBUCMMOro  KanbLme-
Boro kaHana L-tuna (CACNA1S) n STAT3 (kogu-
pyeT STAT-akTMBaTOP TRAHCKPUMLMK U CUMHASTb-
HbI 6enoK) [2].

BriepBble reHeTudeckast OETEPMUHNPOBAH-
HocTb 3 Obina yCTaHOBNEHA B UCCReagoBaHuu,
onybMKoOBaHHOM B BbIrycke »XypHana “Lancet”
1960-ro roga. OnncaHne ykasaHHOW naTtoaornm
ObINO cAenaHo Ha OCHOBE cllydasi mocneonepa-
LIMOHHOW rUNepTepMun Y MOJSIOAOrO MY>KHMHbI.
AHamHes nokaszan, 4to y 10 13 24 KpOBHbIX POa-
CTBEHHVKOB MPOSIBUIMCE CMATOMBbI 317, MpuBea-
e K netansHoMy 1cxogny [3].

3 aBnseTCsA O4OCTAaTOYHO PedkuMm Hacnen-
CTBEHHO-0BYCNOBMAEHHbIM  CMHAPOMOM.  [pwu
MPUMEHEHUN CYKUMHUAXONMHA B KadeCcTBe 0O-
Lero aHecTeTVKa daHHasa natjiornsa nposiBng-
eTCsl B 0gHOM cnydae Ha 60 000 naumeHToB. [pun

[=p)

NCMNOBb30BAHUN NETYYUX WHFANAUMOHHBIX aHe-
CTETMKOB HabnogaeTcs oguH cny4am Ha 220 000
JYenoeek. [1pn yMEPEHHON CTENEHWN aHEeCTe3unn
OblN1 OTMeYeH oamH cnydan Ha 4 500 nauneHToB
[1]. MNMo4vt 50 % BCeX peakuuin MPUXOOANTCS Ha
neten mnaglle 5 net. Ctatnctuka TakKe OeMOH-
CTPUPYET, 4TO 3/4 BCEX 3aperUCTPUPOBaHHBIX
NeTanbHbIX NCXOO0B MPUXOOUTCS Ha NpeacTaBn-
Tenen My>KCKoro rnona (B ToMm 41cne u geten) [4].

B CBS3K C BbICOKUM PUCKOM fleTaslbHOMO 1C-
xoda U ObICTPbIM, PYNbMUHAHTHLIM TEYEHUEM,
npen aHecTesnosioraMy BCTaeT 3afada CBOe-
BPEMEHHOIO  OMPEeAeneHus K1aCCU4YECKOMN
POPMbl  MOJIHUEHOCHOIO  aMn3oda  3/oKade-
CTBEHHOW runepTepMumn. Kno4veBbiM CTaHOBUTCS
OmnarHocTka cuHapoma OO0 NPOSBAEHUS Mof-
HOrO CheKTpa Knaccuyeckmx npusHakos 3I7, no-
CKOJIbKY BPeMsi MOCTAHOBKW AMarHo3a Koppeam-
PYET C 3MEKTUBHOCTBLIO NeYEHVISI.

MNaTtocusnonorus cuHgpoma 3I

JNokannaaums BNOXUMMHECKNX PeaKkLUi, xa-
pakTepHbIx ana 3 HabNOaeTCa B MOMepeYHo-
nosiocaTton MyckynaType 1 oT4acTi B CUCTEME
remonoasa. OgHako nNocneayoLLme natonornye-
CKNE U3MEHEHUS BO3OENCTBYIOT Ha COCTOSAHME
BCEX CUCTEM OpraHmaMa. B peaynbTare reHeTu-
HeCKOW MyTaumm B PUAHOOMHOBBLIX peLenTopax
RYR v nog BO3OENCTBMEM YKa3aHHbIX BblLLE
TPUITEPOB B OpPraHnaMe naymeHTta nponcxoouT
HapyLLeHVe OeaTeNbHOCTU KalbLMEBBIX KaHa10B
B capkonjia3MatudeckoM peTukynyme. B pe-
3ynbTaTe KOHLEHTpaums noHmanposaHHoro Ca+
BO3pacTaeT [0 BOCbMW, OTHOCUTENIbHO HOp-
ManbHoM [3].

B npouecce HakonneHus Ca®* npoucxoauT
€ro cuernneHre ¢ TPOMOHMHOM, Ybs (YHKLIMS CO-
CTOUT B MPENATCTBOBaHNM COKPAaLLEHNO CKeNeT-
HOW MyCKynatypbl. B pesynbTtare gaHHoro naroso-
MAYECKOro MPOoLIECCa TPOMOHWH MepeCTaeT BbIMOJI1-
HATb CBOW (PyHKLIMN, a B OpraHmame popMmpyeTcs
CTabUNbHBIM aKTUH-MUO3MHOBBIN KOoMMeke. [aH-
HbI XUMWYECKMIA MPOLIECC NPUBOOUT K NaTonorv-
HECKOMY COKPALLIEHMIO CKENETHOW MYCKYNaTypb! 1
HapacTatoLLEN MbILLEYHOM PUrMOHOCTA.
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HaneHenwasn uenHasa peakumsi BeOeT K na-
TOSIOMMHECKMM U3MEHEHNSM B paboTe APYrnx cu-
CTEM OpraHmama. B cBsA3M C HEBOSMOXHOCTbLIO
MbILLEYHOrO paccnabneHvs sHeprst ATO pacxo-
OYyeTCa B 3HA4MTENbHbIX O6bemax, KOoTopble
ObICTPO nctowaroTes. OpraHMam MbITaeTCA KOM-
neHcupoBaTb aeuumt ATD Npm NOMOLLM aKTy-
BaLWV MNKOreHesa 1 pocdopmnaTtkHasHoOM cu-
cTeMbl. B pesynbtate yasaHHbIX TpaHcdhopma-
LN B OpraHM3Me aHaspObHbleE MeXaHV3MbI Npn-
XOOSAT Ha CMEHY adpPObHbIM, BbI3biBast TEM CaMbiM
MOBbILLEHVE KOHLIEHTpaLUMM Niaktata 1 Hapylle-
HNE KNCIIOTHO-OCHOBHOIO PaBHOBECUS.

OTek CKeneTHOM MyCKynaTypbl MPOBOLM-
pyeT paspylueHne MemMOpaHbl MbIlLEYHbIX Kile-
TOK. [aHHbIM NPOLIECC BbI3bIBAET TaKME SABMEHNSA
Kak runepkamvemMusi, rmnepkanbLUMeMns, MUOo-
rNOBUHYPUS, a TakkKe MOBbILIEHNE KOHLEHTPa-
L KpeaTnHOOCOKMHA3b! B KPOBU. B €BA3K C
NaToNOrMHECKUMN U3MEHEHNSAMI, 3aTparmsato-
LMW BCE CUCTEMbI OpraHn3ma, B nepByto ove-
pedb CTpafatoT CEPALLE 1 FONOBHOM MOST.

MuornobrHypUs MOXXET MPUBECTM K OCTPOM
MOYEeYHOW HeOoCTaTOYHOCTU.  [OonoNHUTEbHbIE
onacHble [ONS >XXU3HWM  OCIOXHEHUST BKJIHOHAKOT
OBC-cnHapom, 3acTOVHYIO cepaeYHyto HegocTa-
TOYHOCTb, ULLEMMIO KULLEYHMKA N KOMMaPTMEHT-
CUHOPOM KOHevHoCTen. Korga TeMnepaTtypa tena
npesbiwaeT npumepHo 41 °C, IBC-cuHapom aB-
JISIETCA YaCTOWN NPUHNHOM CMepTH [5].

MyTauun B reHome

3a nocnegHve TPWU OECATUNETUA CTano
SICHO, YTO CKJIOHHOCTb K BO3HWKHOBEHWUIO CUH-
OpomMa  3/10Ka4eCTBEHHOM runepTepMun  0by-
CnoBfeHa MyTauvsaMm B Tpex reHax: RYR1,
CACNA1S 1 STAC3 [2, 5].

RYR1 — 370 praHOOMHOBBIN PeLenTop, B CO-
CTaBe KOTOPOro HacymtbiBaeTca 5,032 aMuHoO-
KncnoT. MoHbl Ca?t BbIcCBOGOXKAAKOTCS 13 CapKo-
nnasmatudeckoro petukynyma (CP) nocpea-
ctBoM RYR1, BbINONHAOLLErO posb kaHana. [pu
OTCYTCTBUW MyTaLMA PUaHOOMHOBbLIA PELENTOP
akTmempyetca AT®, ranotaHoM, KOMENHOM,
MUKPOMOSISPHBINMW KOHLEHTPALMAMN KasbLms,

HU3KMMWN KOHLUEHTPALMSMU praHogmHa. VIHakTu-
BaLMA KaHana NpovCXOauT BCNeacTBUE BO3AEN-
CTBUSI MUMITMMOSISIPHBIX KOHLEHTPALWI KanbLums
N BbICOKMX KOHLIEHTPaUMIA praHogmMHa.

ViccnepgosaHua 3T mpoBOAMNOCL Ha MNpu-
MEepe CBUHEN, Y KOTOPbIX Takke HabnogaeTcs
nogobHasa natonorvs. bbifo BbISCHEHO, YTO XXn-
BOTHbIE MEKOT CXOXXWN reH, OTBEYaroLLIMIA 3a pa-
o1y RYR1. ['eHeTn4ecKnn 0edeKT y NOparkeH-
HbIX O0coben Bbll OBHAPYXKEH MpK aHanmn3e Co-
cTaBa IMMAdounToB KpoBU [6]. B pesynsTare mc-
CNEefoBaHNA BbICHUOCH, YTO CBWHbW, CKJIOH-
Hble K MposiBNeHnsaM 37, UMEIOT MyTaLMIO B HyK-
neotyoe 1843, B KOTOPOM LUMUTO3WH 3aHUMaEeT
MECTO TUMWHA, MPUCYTCTBYIOLLErO Y 300POBbIX
ocobeln. 3ameHa aMMHOKUCOTbI, Kak cnef-
CTBWe, NpUBOAUT K ToMy, 4TO B RYR1 B HykJeo-
TMage 615 BMECTo apruHvHa OBHaPY>XKMBAETCS
LINCTENH.

llccnenoBaHns reHeTUHEeCKOro Koda toden,
CKJTOHHBIX K 3[ MoKasasno, YTO OHW TaKXXe UMEKOT
MyTaLMiO B pUaHoMHOBOM pelenTope. [NaTono-
FMYECKNE NSMEHEHVA MPOSBUIUCE B HECKOBKIMX
reHax 19 xpomMoCcoMbl B noauumm 13.1.

['eHeTn4eckas AeTepMUHMPOBaHHOCTL 3l Y
4YenoBeKa OObACHSETCA 60/1ee CNOXKHBIMU MeXa-
HU3MaMK, YeM B Crydae Mnonyndumm cBuHen. B
NepBytO O4epenp, B Crydae CBMHEN MyTauum B
RYR1 nepenatoTcsa No peueccrBHOMY TUMy. YTo
Ke KacaeTcs nofen, USMEHEHUS B puaHoOMHO-
BOM PELENTOPE HOCAT ayTOCOMHO-A0OMUHAHTHbIN
xapakTep. ['lpy 3TOM NnLLb ABE CEMbU N3 U3Y4eH-
HbIX CTa UMEKOT CXOXKYKO CO CBUHBAMU MyTaumto
B reHomMe. Kpome Toro, y nogen cumntombl 310
KOMOPOUOHbI 1 MPOSABAATCS C UHbIM HapyLLIE-
HUAMK B paboTe (DYHKLUMN MbILLEYHOW TKaHu. B
TO K€ BPEMS, FEHETUHECKN TakMe HapyLleHUs
0BYCNoBMEeHbl B MyTaUsIX MEHOB, YAAEHHbIX OT
TOro y4acTka reHeTU4eCKoro Koaa, KOTopbI OT-
BeyaeT 3a BocnpoussoacTtso RYR1 [1].

VIHbIMM  CioBaMK, MOXKHO  3aKJTHOHUTb, YTO
nposBnenne 3 y MIaen UMEET Psid, BO3MOXKHbIX
npr4nH. C MOMEHTa COOBLLIEHNST O MEPBOM Yeso-
Bedeckom BapuaHTe RYR1, ceazanHom ¢ 3l
COTHW NpoBaHaoB 317 U ThICA4N YNEHOB UX CEeMEN
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OblNM MPOBEPEHBI HA HANMHME aCCOLMNPOBAHHBIX C
3l BaprantoB RYR1. AccoummpoBaHHbie ¢ 3 Ba-
pUaHTbI Bbl1 OBHaPY>KEHbI 60NEE YEM B MOSIOBNHE
N3YYEHHBIX CEMENCTB 13 Pa3HbIX MOMYNSALMNA.

Ho HebosbLLIOE YNCO BOCAPUNMHMBLIX K 3
CEMENCTB HEecyT MyTauuilo BO BTOPOM reHe —
CACNA1S, kogupytowem cybbegnHuily a-1S
Benka Ca,1.1 (kanbumeBbln KaHan L-tvna).

OyHKUMOHANbHBIA  aHann3 accoLMmpoBaH-
Hbix ¢ 3l BapunaHToB CACNA1S nokasan, 4to ux
B/IVSIHME HA CBS3b BO3DYXXAEHMSA 1 COKPAaLLEHVS
CKENETHOM MyCKynaTtypbl 6bi10 aHaNOrm4HO My-
Taunam B RYR1 [2, 6].

FromosuroTHast mytaumsa STACS, BbIABIEH-
Has C MMOMaTMEN Y KOPEHHBbIX aMepuKaHLEB,
npuBoanT K BocnpunmymBocTn 3IT. CuntaeTcy,
4YTO HOopMasbHOE DYHKLMOHUPOBaHNE Oenka
Stac3, kogmpyemoro STACS, HeobxooumMo Ons
3PPHEKTMBHOIO COBMECTHOIO  PACMONOXKEHMS
OMrnaoponMpuanHoBbIX peuentopos 1 RYR1 [6].

AHanna 6a3 gaHHbIX BapuaLmin CEKBEHMPO-
BaHNSA CNEayoLLMX MOKONEHUA MOATBEPAN Bbl-
COKUA YPOBEHb aslfieflbHOM reTEPOreHHOCTN B
RYR1 1 CACNA1S no cpaBHEHUO C Opyrumm re-
HamMu reHomMa, TO eCTb 0ba 3TUX reHa MEIOT Bbli-
COKWA YPOBEHb ECTECTBEHHOM V3MEHYMBOCTW.
9T nccnepoBaHVst Mnokasanu, YT1o  B6onbluas
YacTb BapuaHtoB RYR1, HanmgeHHbix B Gagax
OaHHbIX, Oblnn pegkumMu, ¢ dactotom 0,00001
NN MeHbLLe [2].

HedekTbl MeTabonmama Na* kaHanos 1 nu-
raHa-3aB1UCUMOro KanbLeBoro kaHana IP3 (MHo-
suton-1,4,5-Tpucocara) genarot Bkiag B 13-
ObITo4HOE HakonneHve Ca?t, KOTOopbIM, B CBOMO
odepenp, ABNAETCS KIMOYEBbIM KOMMOHEHTOM B
Lenoyke (akTopoB, MPMBOOALLMX K MPOsiBe-
Huam 3 [1].

TpurrepHbolie chbakTopbl

XUMMYECKME BELLIECTBA, a Takxke hakTopbl,
CMOCO6HbIEe BbI3biBaTb 3I7, HA3LIBAKOTCA TPUIMEP-
HbIMW areHTamu.

Jtogn ¢ onncaHHbIMK Bblllie MyTaUMsIMK B
reHoOMe MPOoSBNAT NpuaHaky 3l nocne Beege-
HUST B OPraHuM3M CKENETHbIX MWOPENakCaHTOB
(CyKUMHMUNXOMMHA Xnopuaa, OEKaMETOHWS, ran-
namuHa, d-TybokKypapuHa) 1 BCeX MHransiLyoH-
HbIX aHECTETUKOB, KPOME 3aKMCK a3oTa (Becens-
L rag) [4].

YHaue Bcero 3l BbI3bIBAET CYKLIMHUIXOSIVH.
OTOT Npenapar NPOTVBOMOKa3aH AETAM, Tak Kak
BbI3bIBAET MNEPKANIMEMUNIO C HEAMArHOCTUPO-
BaHHOWM MuonaTuen.

B XX Beke 6biNo pacnpoCcTpaHEHO MHEHWE,
4YTO CTEPOUOHbIE MUNOPENAKCAHTbI (BEKYPOHUIA 1
NaHKypoHW) He Bbi3biBatoT 3. OgHako vccne-
noBaHusa 1990-x . onpoBeprnn aty uaeto. Ha
HaCTOALMA MOMEHT NLLb MECTHbIE SCTETUKMU
(BKtOYast amnaHblE N SPUPHBIE) CHUTAKOTCA MNOJI-
HOCTBIO 6e30MnacHbIMK [2].

HeobxogMo OTMETUTb, YTO MOMMMO HEMO-
CPEOCTBEHHO TPUITEPHbIX MPEenapaToB UMEETCs
PAO BELLECTB, KOTOPble YCyrybrsatoT cuMniToMa-
TUKy 3, XOTS OHM HE MPOBOLMPYIOT BOSHUKHO-
BEHME HaYaNbHOW peakumm (tabn. 1).

MOMMMO MEPEUNCEHHBIX MpenapaToB Mo-
TEHUMANBHO TPUITEPHBbIM (HaKTOPOM MPU BO3-
HUKHOBEHUM 3I7 SBNSIETCA NCMONB30BAHME VHra-
NALMOHHbBIX CeaaTyBHbIX YCTPOWCTB B MOCNeone-
PaLMOHHOM NEPUOAE B OTAENEHUN NHTEHCUBHOM
Tepanun (OUT) npu pasnnydHbix NaToNOrNHeCKmNX
cocTosHMSAX. [NaumeHTbl, BocnpumMmymBble K 3l
TakxKe HaxoOsaLMECHA B OTAENEHUN UHTEHCUBHOM
TepanuM, MOMyT MNOoABepratbCsl PUCKY Takoro
BO3encTBuA. BBedeHne ceBodiypaHa naumeH-
TaMm C mMoMoLLbto ycTponctBa AnaConDa® (The
Anaesthetic Conserving Device (ACD) — MuHua-
TIOPHBIM UCMapUTeNb ANS MPOBEOEHUs UHrans-
LIMOHHOM cedaLumm) 6bino NpuaHaHO 6e30MnacHbIM
ONs MEOVLIMHCKIX PabOTHUKOB C OFrOBOPKOW, YTO
cucTteMa rasooTBedeHuss OO/KHa OblTb  UC-
npasHa [5].
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Tabnuua 1. NepeqeHsb 6e30macHbIX Y MOTEHLMATBHO TPUIMEPHbIX MPENapaToB, MPVMEHAEMbIX 019 VHFANSALVIOHHON aHECTE3UN
Table 1. List of safe and potentially trigger drugs used for inhalation anesthesia

[NoTeHUmanbHO onacHble npenaparbl

[NpenapaThbl, He BbI3blBaKOLLIME CUMATOMOB 3™
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2. TanotaH

3.  [esdnopaH
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V3o ntopaH
[aHKypoHuiA
CesodhntopaH
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SHNopaH 9.
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Bapbutypartsl

BeHsoavazenuHbl

Bce MeCTHble aHeCTeTUKN

3akuncb azoTa

KeTamuH

HecTepouaHble HegenonspuaytoLme
MbILLEYHbIE PEeNaKCaHTbI

Onuouvgpl

Mponodon

STommpar

Y naumeHTa, MoCTynMBLUEro B OTAeNeHve
WHTEHCVBHOW Tepanuu no noBogdy aoMbanrin,
Obin 3apernctpuposaH cnydvar 37, BbI3BaHHbIM
BBedeHMEM ceBOd/lypaHa C MOMOLLbIO YCTPON-
ctBa AnaConDa®. BocnpunmymsocTb K 3I7 6bina
noaTBep>xaeHa No3)e, HYTO NoaYepKMBaET BaK-
HOCTb AnddhepeHumaneHOM guarHoCTukn 3y
NaLUMEeHTOB WMHTEHCWBHOW Tepanuu, rocnntann-
3MPOBaHHbIX MO MOBOAY APYrMX COCTOSHUI MpW
NCMOb30BaHUM 3TUX CEAATVBHbIX YCTPOWCTB [5].

Mo OaHHbIM COBPEMEHHbBIX 1CCNeqoBaHn
HekoTopble crnyydan 3 UMEKT NcuxocomaTnye-
CKyto npupoay. CUMATOMbI MOIMyT ObITb BbI3BaHb!
HeraTVBHbIMU MEPEXNBAHNSAMMK, CBA3AHHbIMU C
ornepaTviBHbIM BMELLIATENBCTBOM: MOBbILLIEHHbIM
YPOBHEM TPEBOM, OEMPECCUBHBIMUA COCTOSAHM-
amn. B 1966 rogy crHOpOM cTpecca y uaydae-
MbIX CBUHEWN ObIN NOEHTUMONLMPOBAH Kak «60ap-
cTeytolmin» anmson 31 (“awake” MH episode).
CTpeccoBble COCTOSAHMA BbI3bIBAIOT ObICTPYHO
CMepPTb Y 3TUX XKMBOTHbIX.

dr3nyecKne Harpyskm M TEennoBoW yaap
(“heat-stroke”), Kak noOTeHUMaNbHbIE TPUITEPDI
ons 3l npogomkatoT obcykaaTecd. Gronert 1
Denborough coobupnm o naumeHTax ¢ «6oap-
CTByOLLMMN» hopmamm 3I7, naumeHTax ¢ Tenno-
BOW HarpyskoW, BbI3BAHHOW  PU3NYECKMM
YMP&KHEHNAMM, KOTOPbIE OTBETUM HA OAHTPO-
neH. BoaMoxxHo, Hanbonee yoeanTenbHbI, XOTS
1N HeygadHbIM ann3og 3, BbI3BaHHbLIN PU3NYHe-
CKUMU YMIPaXKHEHNSAMIN, Obin onucaH Tobin ¢ co-
aBTOpaMK: CMepTEeSbHbIN ciydan y 13-neTHero

MaJibYvKa, KOTOPbIN NEePEXns KIIMHUYECKUIN 3Min-
304, 3, HacTynMBLUMIA MOCNE TPEHUPOBKN He-
CKOJIbKO MECSLIEB CMYCTH. Y HEro 1 apyrmx yne-
HOB cemMbM Bbina obHapy»xeHa myTauna RYR1 [7].
lilccnepoBaHs Ha MbilLax ¢ MyTaumen Y5225
B reHe RYR1 ykasbiBatOT Ha MX aHOMAaJTbHYHO YyB-
CTBUTENBHOCTb K MOBBILIEHHBIM  TEMMEPATYPaM
OKpY>KatoLLLE cpebl, YTO MPMBOOMSIO K aHOMaSlb-
HbIM BbICBOOOXaeHUAM Ca?t. OpgHako 3TOT pe-
3yfbTaT CleayeT paccMatpvBarb C HEKOTOPOW
OCTOPOXXHOCTHIO, TaK Kak roOMO3UroTHas MyTaLns
Y522S y MbILLEN SBNAETCA NETANIbHON Ha PaHHWX
cTagusix aMOproHaNbHOro PasBuUTUS. 3TO OTK-
4aeT UX OT PeHOTMNa, HabIKOOAEMOro C roMO3K-
roTHoM myTaumen R615C y cBUHEN 1 HEOOMNbLLIVMM
KOMMYECTBOM MOMO3UIrOTHbIX BapuaHToB RYR1 y
nmogen. OpHako paHHee ObINO MOKasaHo, YTO
MbILLIK, FETEPO3UrOTHbIE MO MyTauun Y522S, npo-
ABNANMM  OCNAbNeHHy0  TEMIOBYIO  HyBCTBUTESb-
HOCTb MOC/IE SKCLEHTPUHECKNX YPaPKHEHUN [5].

B opyrom mnccnemoBaHun coOOOLLIAETCH, HTO
reTeposnroTHasi no mytauumn R163C Mbllb SBNsS-
eTca bonee penpeseHTaTMBHOM ONs heHoTrna
4YenoBeKa U, TakMM 00pa3oM, MOXXET CIYy>XUTb
Ba)KHOW MOOENBHOM CUCTEMOW ONs OanbHemn-
wero msyyeHnst 3I, BbI3BAHHOW (OUNHECKUMM
Harpyskamu. TernnoBom CTPECC TakKe Bbi3biBaeT
dyNbMUHAHTHBIM ann3oa 31Ty MblLLen, aKcnpec-
CUPYIOLLIMX  KPOMMHYMIA  SKBMBaNEHT  MyTaumm
T4826I yenose4veckoro reHa RYR1.

Brown ¢ coaBTopammn coobulan 0 BO3MOX-
HOM BUPYCHOM Tpurrepe [8].
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3aboneBaHusi, NOBbILIAKOLWME PUCK pa3-

BUTUSA 310Ka4eCTBEHHOW runeptTepmuu:

e LieHTposiaepHasa Mmuonatus [9);

e 0OonesHb JioLLeHHa;

e MbllLeYHas auctpodus Tmna Pykysama;

e cuHapoMm KnHra — [JeHbpoxa;

e cuHapoMm Llsapua — OJambena [3].

TpeTtbero nwoHs 2019 roga ameprikaHcKoe
obLecTBO aHecTeanonoros (ASA) onybnmko-
BaNio MPOTOKOST KOHMEPEHLMN, MPOBEOEHHOW
Accoupaupen 310KaYeCTBEHHOM TUNepTepMnn
CoenuHenHbix LLTaToB. o pe3dynbtatam KoHde-
PEHLMM HEeT JOCTaTOuYHbIX AaHHbIX AJs MPOrHO-
3MPOBaHVS MOBbILLEHHOW Harpysku 31y nauu-
€eHTa C Ha/lm4veM B aHamHese pabaomMmnonnsa,
CBA3AHHOIO C XKapow nnm ynpavkHeHnamu. Naup-
eHTbl ¢ 3[, He CBA3aHHOM C aHecTesven B
aHamHe3e, OO/MKHbI paccMaTpUBaTbCA B MHANBU-
OyanbHOM MOPSOKE C MOMOLLBIO OaHHbIX KOH-
TPaKTypPHOM BUOMNCUM UM TEHETUYECKOIO TECTU-
poBaHus [10].

MpoO6bl Ha NpeapacnoNoXXeHHOCTb K 3I

B HacToslee BpemMsi «30M0TbiM CTaHOap-
TOM» ONA AMarHOCTUKN 3l aBNAETCA in vitro TecT
KoHTpakTypbl (IVCT), KOTOpbIM OCHOBaH Ha KOH-
TPaKTYPE MbILLEYHBIX BOMIOKOH B MPUCYTCTBUM
ranoTtaHa unn KogeunHa.

Buontar OepeTcsa M3 YeTbIPEXrIaBown
MblLLLBI 6eapa (MOryT Mcnofb3oBaTees biceps
brachii, mm. quadriceps femoris, vastus lateralis
n vastus medialis [11]). Bo Bpemsa 6uoncum
CTPYKTYpPa MbILLEYHBIX BOJIOKOH [O/DKHA OcTa-
BaTbCA COXPaHHOW, He cnegyeT NpousBOOUT
HaTshKeHne pparMeHTa. DNeKTpoKoarynsaumo He
MNPUMEHSIIOT 00 OKOHYaTENBHOrO UCCEeYEeHNsT Bn-
onTata [11].

BuonTtaTr pasgensertcs Ha BOJSIOKHA, KOTO-
pble 3aTeM MPOTArMBAOTCS MEXY 31EKTPOAAMN
B pacTtBope PuHrepa — Jlokka. [anee MbiLLeyHbIin
obpasel, NoaBeprarT BO3OEUCTBUIO CyrnepMaK-
cumanbHoro Toka. CokpalleHust MMOLIMTOB aHa-
nmaunpytoTed. [anee 4acTb BOSIOKOH nofsepra-
€TCA BO3AEWUCTBUIO ranoTaHa, K APYromy nyyky
MbILLIEYHbIX BOIOKOH 006aBnstoT kodhenH [13].
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BbInn n3yyeHsl ABe LUIMPOKO UCTONB3YEMbIX
dopmbl IVCT: ogHa esponenickon rpynnon 3
(EMHG), ppyras - ceBepoaMepuKaHCKOM
(NAMHG), npumeHanu ranoTtaH-KoenHoBbIN
KOHTpakTypHbI TecT — CHCT. Vcnonb3ysa npo-
Tokon EMHG, 4enoeeka cuutaroT BOCIPUMMYM-
BbiM K 3" (MHS), ecnn pesynbTathl 1 KOPENHO-
BOIO W rajJloTaHOBOrO TeCTa NOOXKUTEbHbI.

icnonb3ysa npotokon NAMHG, venosek am-
arHocTupyetcs kak MHS, korga nnm ranotaHo-
BbliA, IV KOMENHOBBIN TECTbI NOSIOXKUTENBHbI, U
MNH, korga oba Tecta oTpuuartensHbl. [poTo-
kon EMHG aBnsieTca 6onee 4yBCTBUTENBHBIM,
TakK Kak OH YMEHbLLUAET YMCO JIOXHOMOMNOXKMN-
TeNbHbIX 1 OTpULATENBHBIX PE3YNBTATOB.

IVCT aBnsgeTcs 4oporocTosLLMM AnarHoCTu-
YeCKUM METOAOM. Ero npumMeHeHve orpaHmnyu-
BaeT HeobXxoOMMOCTb  CrneumanMsMpoBaHHbIX
LIEHTPOB, XMPYPrM4eckon npoLueadypbl nog aHe-
CTe3Ven, HEeHaOeXXHOCTb PEe3YNbTaToB (IOXKHO-
MONOXUTENBHbIE NN TOXKHOOTPULATENBHbIE pe-
3ynbTaThl). B Moandmkaumm npoTokoia UCrosb-
3yOT PTOPUPOBaHHbIN adup cesodnypara. Vc-
MbITAHUA C 3TUM areHTOM He MNPUBENN K OA4HO-
3Ha4YHbIM OTBETaM, COrflacylolLMMCa C ranota-
HOM [5].

AnbTepHaTtmeon IVCT BbICTynaeT reHeTnye-
CKUM aHanm3. Hambonee pacnpocTpaHeHHbIM
METOO0M aHHOW ONArHOCTUKN ABNSETCS CEKBE-
HUPOBAHME N MYNBTUMNEKCHas amnnndukaums
mragHo cesadaHHbIX Npob (MLPA). MLPA 6asu-
pyeTcs Ha aMnavdrkaumy y4acTkoB reHOMy Ha
OCHOBE OJHOM Napbl NpanmepoB. daHHbIn MeTof,
cumTaeTcs Havbonee npeanoYTUTENbHBIM B
CB$I3M C ero 3KOHOMUYHOCTBLIO M MPOCTOTOW B Pe-
anmsauunn. Cneumdmka NprUMeHeHns Metoaa ae-
NAeT ero MeHee YyBCTBUTESbHbIM, MOCKOMbKY B
ero pamkax finillb HECKOJIbKO MasleHbKIMX y4acT-
koB OHK noasepratoTca OeTanbHOMY aHanuay.
CyLLecTByeT 60/1e€ HYyBCTBUTESbHbIN, XOTHA TOXE
OOCTaTO4YHO 3KOHOMUYHBI METO[, KOTOPbIN MOo-
JY4M Ha3BaHMEe BbICOKOTOYHbINM aHaIM3 KPUBbIX
nnasnenns (HRM).

Ecnn myTaumsi BbisiBNieHa B reHoMe nauu-
eHTa ¢ cumnTomMamm 3I7, UCCReaoBaHME KPOBHbBIX
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POACTBEHHUKOB SBNISIETCHA OOCTATOYHO MPOCTOWN
npoLeaypon, Tak Kak MonCK BEAETCS TOMbKO B
HanpaBfeHUN OOHOW KOHKPETHO OMpeaeneHHom
MyTaLn.

B page cnydaeB 6GuonTar nogBepraeTcs
OUOXUMUNYECKM U TUCTOSIONMHECKMM METOAAM
aHanmn3a, KOTopble MO3BOSAT TOYHEE onpeae-
JUTb NaTOOU3NONOTNIO  3/T0KAYECTBEHHOMN  TN-
NepTeEPMUN B KaXKOOM KOHKPETHOM crydae [11].

Lpyrvne BuoxmmMmyeckmne, remaTonormieckme
N PU3NHECKME TECTbl MEHee YyBCTBUTESbHbI U
cneungmyHbl Ang qMarHOCTUHECKOro UCMOSb30-
BaHug. Elle ogHMM HeOoCTaTkoM AuarHOCTUYe-
CKMX TEeCTOB 4ABMSETCS TO, 4YTO pesy/bTaTbl
TPYOHO VHTEPNPETUPOBATL Yy MaumeHTa, KOTOo-
Pbl CTPAJaeT OT Apyrux Mmuonatuni. Hanpumep
MblLLeYHas anctTpodusa Duschenne, roe KOHUEH-
Tpauus BHyTpukneTodHoro Ca’* mosbilleHa Ha
6a30BOM YPOBHE [5].

B HekoTOpbIX CTpaHax BMECTO reHeTu4e-
CKMX METO0B aHanM3a NpeanoyTeHne OTaaeTCs
ranoTaH-KOMENHOBOMY KOHTPaKTYPHOMY TeCTy
(TKKT), koTOpbIi MNPOBOAUTCS Y HECKONBKUX
POACTBEHHMKOB WOEHTUMULIMPOBAHHOIO MaLy-
eHTa. [NprymHa Takoro Bblibopa COCTOUT B TOM,
YTO OTpULIATENbHbIE MOKA3aTeN reHETUHECKOro
aHanmM3a He rapaHTUpPYyOT OTCYTCTBUA mpegpac-
nonoxxeHHoctn K 3, B To Bpems Kak [KKT ra-
paHTMpyeT 60/1ee TOYHBIN pe3ybTaT.

CBoeBpeMeHHoe BbisBneHne 31 B Poccum
COMPSPKEHO C PsigoM CNOXKHOCTeW. B nepsyto
odepenp CToUT NpobneMa HegoCTaTOYHOW Tex-
HU4YECKOWM OCHALLLEHHOCTU BOMBbHWLL, B YACTHOCT
OTCYTCTBME KanHorpados, KOTOpblE Oal0T BO3-
MOXXHOCTb MPOBEAEHMST CPOYHOWN OMArHOCTUKMN.
Kpome TOro, B CTpaHe He UMEETCH HW OOHOro
LueHTpa, raoe seinonHaetca 'KKT, v cywlecTtsyeT
e0VHCTBEHHas nabopaTopusi, B KOTOPOW NPOBO-
OUTCH reHeTundeckas amarHoctuka 3l

PaboTa no NpeoaoneHno ykasaHHbIX CIOX-
HOCTE aKTUBHO BEAETCA KOMUTETOM MO Mpo-
6neme 3I7, co3paHHbiM B 2012 1. YneHbl coobLue-
CTBa 3aeCTBOBaHbI B CO34aHNM psiga KOHCYb-
TaTUBHO-ONArHOCTUHECKUX LIEHTPOB Ha TEPPUTO-
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pun Poccun. Tepsas nabtopatopust Geina co-
3p0aHa Ha 6a3e KnunHudeckoro rocnvtans MCY
MBL, Poccum B CankT-lNeTepbypre. Kpome Toro,
BecemupHas denepaumsa obLuLecTs aHeCTe3mnosno-
roB (WFSA) npegoctaBuna poOCCUNCKUM Konne-
ram rpaHT Ha oby4eHre cneumanmcTa No TeXHO-
norvm KKT [11].

KnuHnyeckast kKaptuHa 3I

Kak npasuno gebtot 311 npoucxoanT cpasy
nocne VMHOYyUMpPOBaHWS OOHOrO 13 MpenapaTos,
YKa3aHHbIX B Tabnuue 1, nnm B paHHUiA NocTone-
PaLMOHHBIN Nepurom. VIMeeTca onmncaHme crny4as
BO3HNKHOBEHUSA CUMNTOMOB 3[ Ha BTOPOW AeHb
nocne onepaTyBHOMO BMELLATENLCTBA, CMPOBO-
LUMpOBaHHbIX ycTponcteom AnaConDa®.

PaHHMM npusHakoM 3[, cornacHo coBpe-
MEHHbIM MCCNEeNOBaHNSAM, CHUTAETCS MOBbILLIE-
HMe KoHLUeHTpaumm CO2 B BblObIXaEMOM BO30yXE
(ETCOy). Npn 3TOM pOCT 3TOroO NoKasaTens gaxe
Ha 5 MM PT. CT. BblLLE HOPMbI IBNSIETCS CUrHANIOM
Onst bonee BHUMATENbHOrO HabMOAEHMS 3a CO-
cToaHeM naumenTa [1]. o aTon npuydnHe Kar-
Horpadus, Kak oavH M3 KOMMOHEHTOB aHecTe-
3NONOMMHECKOrO MOHUTOPWHIE, MNPEeOcTaBnsieT
0c0o60€e 3Ha4eHme B OMarHoCTKe nartofaormm 3.

Taknm 0Bpa3oM MMEKOTCA OBa CaMblx Mep-
BbIX 1 MNaBHbIX AMArHOCTUHECKMX MPU3HAaKa, KO-
TOpble CredyeT MCNob30BaTb aHECTE3MOI0ram
01151 COBPEMEHHOTIO BbIsiBNeHUs 37

1) pocT KoHLUeHTpaumm ETCOy;

2) NOBbILLEHVE TEMMNEPATYpPb! TeNa U MOBbI-
LLIEHVE HYaCTOTbl CEPAEHHbBIX COKPALLEHNN.

HeobxoanmMo OTMETUTb, YTO MMEKOTCSA pas-
NNYHbIE MPUHMHBI MOBbILIEHNSA  KOHLEHTpaumm
ETCO., cBA3aHHble Kak ¢ Npobnemamu B anna-
paType (HU3KOMOTOYHAas aHeCTe3ust; HapyLLeHne
NHOVBUOYaTbHOrO PEXMMA BEHTUNALIMN; OLLMOKN
B aHECTE3MONOMMHECKOM MOHUTOPUHIE, Yriy6o-
NIEHNE aHEeCcTe3nn y NaLyeHToB Ha CMOHTAHHOM
ObIXaHuK), Tak U C UHbIMU MaTONOTMVSIMXA CUCTEM
opraHnama [11].

Y70 >Ke KacaeTca pocTa TemMrneparypbl 1 Ta-
XYKapau1, aTU CUMMTOMbI TakxKe TpebytoT BHU-



Physiology

Bulletin of the Medical Institute “REAVIZ”. 2022. N° 1

MaTeSlbHOr0 MOHUTOPWHIA W MOCNeayoLLen gma-
THOCTVKM 37 AU MHbBIX OTKIIOHEHWM B COCTOSAHMM
naumeHTa.

Otyer CeBepoaMepPUKaHCKOro perncrtpa
3nokadecteeHHon runeptepmunn (NAMHR), Ac-
coupmaumn 3K CLUA (MHAUS) (cospaHa B Coeau-
HeHHbIX LLTatax B 1981 r.) nokasan, 4To pyTuH-
HO€E 1CMOb30BaHME MOHUTOPWHIA TEMNepaTypbl
Tena MEEeT BaXKHOE 3Ha4YeHNE AN MUHUMN3ALAN
3abonesaeMoctn 1 cmeptHocT ot 3l [14].
Larach 1 konnern nokasanu, 4To Npu aHannae
cvepTtHocT oT 3l y 8 n3 84 nmauneHToB PUCK
CMEepTU OblN MPUMEPHO B 14 paga Bbille y Tex na-
LIMEHTOB, Y KOTOPbIX MOHUTOPUHI TeMrepaTypb!
He ncnonb3oBancd, U B 9,7 pasa Bbllle, Korga
MPUMEHSINCS TONMBKO MOHUTOPUHI TeMnepartypbl
KOXW. [aHHble TakxKe rnokasanu, 4TO BEepOsAT-
HOCTb KakuX-MbO OCNOXXHEHUM YBEMNYMIACH B
2,9 pasa npw noBbILLEHUM TemMnepaTypbl Ha 2 °C
1 B 1,6 paza Ha 30-MUHYTHYIO 3a0ePXXKY NpW 1C-
MoNb30BaHUKW JaHTPOeHa [5].

CnoXHOCTb AnarHOCTUKK 37 Bbi3BaHa TeM,
YTO MaUMEHTbI, HAXOOALWMECH BO BPEMS onepa-
LN HA CAMOCTOSITETbHOM [bIXaHUW, HE UCCneny-
lOTCSt C TOYKN 3peHnst KoHueHTpaumn ETCO.. B
Cny4ae OTCYTCTBUS KanHorpadum gmarHoCTVKa
3" OCYLLECTBSETCA HA OCHOBE HAaNMYMS N COoYe-
TaHWs TakMX MPU3HAKOB KaK reHepan3oBaHHas
MblLLIEYHAsS PUMMOHOCTb, NTMNEPTEPMUS, TaxmKap-
s, TaxunHod, umaHo3d. CambiMM 3HAYMMbIMU
npr3HaKamm BO3MOXKHOIo NposieneHns 30 sBns-
OTCS1 YMEHbLLEHME KOHLIeHTpauun PaO. npu po-
cte PaCOg, runepkanMemMusi, MMOrnobnHeMmns u
CMeLlaHHbIM aumaos [1].

IMeHHO noBblweHe PaCOz B coudeTaHun
CUMMNAaTUYECKOn  CTUMYSIAUMEN  MPOBOLIMPYET
BO3HMKHOBEHME apuUTMUK Yy nauweHtoB ¢ 3I.
CxemMa TUMMYHOro PasBUTUSA OaHHOrO CUMMTOMA
CTPOUTCA MO cnegytoLlemy anroputmy. CHavana
NPOSABNAETCS Taxmkapansa 1 akcTpacuctonms. C
PasBUTUEM  MATOSIOMMYECKOM  CUMMTOMATUKM
NeEPBUYHBbIE MPU3HAKM apUTMUM MEPEXOOAT B
Opaxvkaponto, U B KOHEYHOM UTOre NPONCXOOUNT
ocTaHoBKa cepaua. OcTaHOBKa cepagyHon aesi-
TENBHOCTM B [OaHHOM Cly4ae MpOBOLMPYETCSH
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PESKOW rmnepKaiMeMMEN, Pas3BMBaIOLLENCS B CO-
YeTaHU C MEeTabOIMHECKNMI PACCTPONCTBAMM
1 oOLLEeN MMMOoKCHen.

BospactaHne cuMnatu4eckoro TOHyca B
X0O€e pas3BuTUAa nMpu3HakoB 3l MpvBOOUT CHa-
Yana K nogbemy apTepuanbHOro AaBneHuns, a
BMNOCNEACTBMN K €ro Pe3kOMy CHDKEHWIO MO
MPUYMHE BTOPUYHOIO YrHETEHNA Mnokapda. [3].

CyKUMHUXONMH-UHOYLMPOBAHHBIN — TPU3M
»xeBarenbHbiX Mbiwl, (MMR) BCcTpedaeTca y oa-
Horo 13 100 geten nNpu aHecTe3nn rajloTaHoOM r
CYKUWHWUIIXOSIMHOM. [WMNEpTOHYC 1 PUrMAHOCTb
»KeBATENbHOWM MYCKyNaTypbl MOXET ObITb KINHU-
YEeCKMM BapVaHTOM Kak OTBET Ha BBEAEHVE CyK-
UMHUIXOSIMHA, Kak NPEeABECTHUK OCTPOM 3roKa-
YEeCTBEHHOM MNepTepMnn, W/ CBs3aHa ¢ Kin-
HUYECKW 3HAYMMbIM PabaoMMOnN3omMm [3].

Korga pasBMBAETCHA BbIpaXKeHHas purna-
HOCTb >XeBaTeSlbHbIX MbILLL, OCOBEHHO eCnn He
NPUMEHANCA  CYKUMHWUMXOMNH, TO HeobxoOumo
HeMe[OIeHHO MPEKPaTUTbL BBEAEHMNE TPUITEPHOIO
npenapara 1 NPOBOANTE MOHUTOPUHI NaupseHTa
Ha OOMONHUTENbHbIE MPU3HAKKM OCTPOWN 3noKaYe-
CTBEHHOW TUNepTEPMUM, OTIOXKWUTb MIaHOBbIE
npouenypbl 0O MNOSHOMO aHaNM3a KIIMHUYECKOW
cutyauum [10].

B KpUTUYECKOM Cllydae aHecTe3ns MOXKET
NPOOOIKUTLECA «Hanbosiee akkypaTHbIMU» Mpe-
napatamu. I'ocne MMR naumeHToB Hy>KHO nepe-
BECTU B OTOENEHME WHTEHCMBHOW Teparnun wu
npoBepuTb Ha NpusHaky 3. PabaomMnonms npo-
NCXOOUT haKTUHECKM Y BCEX MALMEHTOB, MCMbI-
ThiBatoLLMX MMR 1 NOBbILLEHNE KpeaTUHKNHA3bI
(CK), mosTtomy aHanm3bl OOSKHbI MPOBEPATLCS
peryngpHo [5].

LLIkana KnnHn4eckom oLeHku (CGS) — Habop
KITMHUYECKMX, ANArHOCTUYECKUX KPUTEPWEB ANA
3" — LWMPOKO 1 SPDEKTUBHO NCMONB3YETCH A1
PaHXMPOBaHUS MOOOYHBIX PeakLMn Ha aHecTe-
TVKM OT «ManoBepoaATHOn 3IM» OO «Mo4TU onpe-
neneHHon 3lM». TeM He MeHee, MPUCBOEHHbIN
paHr CGS MOXeT HedoOoLeHBaTb BEPOSTHOCTb
3l ans «bonee MArknx» Cry4aeB, Korga aHecTe-
TUK, Bbi3biBaroLWin 37, Bblf BbIBEAEH HA PaHHEN
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CTagun peakumn, a Takke Ona cnydaeB 0es
afeKBaTHOro MOHUTOPUHIa [2].

AnddepeHumnanbHbiii guarHo3

Mpwn nogo3pennn Ha 3T HeoOXOAMMO NPOBO-
OVTb anddepeHUmanbHyo OMarHOCTUKY CO 3M0-
Ka4eCTBEHHbIM HEPOENTUHECKVM CUHOPOMOM
(BHC). Bo-nepsbix, knaccuyeckun annson 3l
NPOSABNAETCS MOCNE Havana aHecTesun U B
KOHLe ornepauun, B TO BpemMs kak 3HC moxeT
NPOSABUTLCS B TeYeHWe Donee NPOTSXEHHOrO OT-
peska BpemeHn. Bo-BTopblx, 37 — 3TO reHeTn4e-
CKOE pacCTPOMCTBO, a Yy 3/10Ka4eCTBEHHOIO
HemponenTyeckoro cuHgpoma (3HC) HeT cne-
LUMOVHECKOM  TEHETUYECKOW — COCTaBNSAOLLEN.
TeM He MeHee, 3Ta 3TMONOMMYECKasi OCODEH-
HOCTb HEe HeCeT KJIMHWYECKOM Monb3bl. B-Tpe-
Tbux, 3HC, nHayLMpoBaHHbIN HENPOIENTUKaMW,
He NPOSABNSAETCS B ClyHasx C naymeHTamm, npo-
ABVBLUMMUK cMiTOMbI 3[7. Y nayneHToB co 3/10-
Ka4eCTBEHHOW mMnepTepMueln He BbINo CUMMTO-
MoB 3HC. Mpu Hann4mMmM NPeaPacnoNOXXEHHOCTH
K 3 MpUMEHEeHne HeMpoNenTUYeCcKoro aHanre-
31N UMEET MONOXUTESNbHbIE pe3ynbTaTel. B To
Bpemst kak npu 3HC Takmne MrnopenakcaHThbl, Kak
Kypape 1 MaHKyPOHUM, MPUBOAST K CHUKEHWIO
MbILLEYHOro TOHyca U Banoctu, npu 3 Takue
CUMMTOMbI He HabroJatoTes [4].

Bo Bpems auddepeHumansHOM  avarHo-
CTUKW CredyeT OTCeYb UHbIE BO3MOXHbIE OCHO-
BaHWNS A58 BO3HMKHOBEHMS Taxmkapamy. B vacT-
HOCTW [aHHbIN CUMMTOM MOXXET MPOSBUTLCS NPn
MNPUMEHEHUM  aHTUXONIMHEPIMHECKNX  CPEOCTB
1N cnabom HapKo3e, MMMOBOSIEMUN, TUMOBEHT-
ALK, TUNOKCEMUN, TUPEOTOKCUHECKOM KpU3e.
Kpome Toro, CrHycoBasi Taxnkapamst MOXXeT BO3-
HUKHYTb MpWY HanM4MmM B aHamMHe3e nopdupum v
Hepacno3HaHHOM (heOXPOMOLINTOMBI.

JleyeHue

JleveHure, Kak 1 guarHoCTUKa, AOMKHO BbITb
ObICTPbIM, B TEHEHME MEPBbIX HECKOJbKIMX YacoB,
00 PasBUTNSA OCNOXHEHUI B BUOE OpraHHbIX pac-
CTPOWCTB.
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B 1993 r. MHAUS paspaboTtana psg peko-
MeHOaUMiA, NPU3BaHHbIX CHU3WUTb NEeTalbHOCTb
3l. B pesynbtaTe NepemeH B KIMHUYECKMX Mofd-
X0[ax K natosioriu, a Takxe N3MeHEHNIA B aaMu-
HUCTPaTMBHOW cdepe, yaanocb OOOUTLCS CHU-
XeHua cmepTHocTn ¢ 80 % B 1990-e rr. oo
10-20 % k 2014 T.

[anee npennaraetcs BapuvaHT MPOTOKOMa
paboTbl C MALMEHTOM, HaxXOOALWMMCS B OCTPOW
daze 3I. [JaHHbIN NPOTOKON OCHOBAH Ha PEeKo-
MeHgaumax MHAUS u Hanbonee akTyanbHbIX
POCCUNCKNX 1 3apyBEXHbIX MCCNea0BaHNSIX:

1. MNpekpatnTb  BBedeHVe npenapaTos-
TpUrrepoB. HemeneHHO OCTaHOBUTL OrnepaLmio
N NPUCTYMNUTb K SKCTPEHHBIM MEpam.

2. [MponsBecT MNEPBEHTUNALIMIO JIETKINX
KMCIIOPOOOM B MakCHMMasIbHOW KOHLEHTpaLMN.

3. HemepnneHHO BBeCTUN 2—-3 MI/Kr OaHTpO-
JleHa BHYTPWBEHHO. [onyCTMO NpUMeHeHWe 0O
10 Mr/kr 1 bonee Npenapara Bo BpeMs MOcNeay-
toLLMX BBEOEHUN. [Tpoao»kaTb BBEAEHE OAHTPO-
neHa no 1,0 MI/kr 4Yepes3 kaxable 6 4acoB Ha
NPOTSHKEHUM CneayroLmx 24-48 yacos [11].

4. BOCCTaHOBUTL KUCIOTHO-OCHOBHOE paB-
HoBecure nyTem BBefdeHuss 1-3 MOke/kr HCO®-
BHYTPVIBEHHO.

5. TonoxuTts Neq, Ha rofoey, Max 1 LWeto.
BBeCcTV oxfiaxkaeHHbIM U3N0NOornyecknin pac-
TBOPa Mo 15 Mn/Kr Yepes kaxxaple 10 MUHYT TpO-
eKpaTHo.

6. YcTpaHutb rmneprivkemmio. B nepsyto
ovepedb BBeCcTM pactBop 0,5 r/Kr rmokosbl C
0,15 EQ/Kr nHCYnnHOM. BTOpbIM LLarom sBns-
eTca BHyTpuBeHHoe BeegeHne CaCly, 2-5 Mr/kr.

7. BBectn HoBokanHamug, (1 Mr/Kr/MuH. 0o
15 Mr/kr) nnu nupokavH (1 Mr/kr) gnsg nedeHns
apuUTMnN.

8. Beectn manHuTONa 0,5 r/Kr unu dypoce-
muaga 0,5-1,0 Mr/Kr BHYTPMBEHHO ONS noaaep-
XKaHng  afeksaTHoOro  auypesa (He  MeHee
1 mn/kr/yac). Kak npaBmio B KaxkoM (DriakoHe
OaHTposieHa y>ke nmeetcd 150 Mr MaHHUTONA.

9. lNpons3eecT YCTaHOBKY YpPETPaSIbHOMO
KaTeTepa, KareTepusmpoBaTb  LEHTpasibHYHO
BEHY 1 apTepuio.
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10. NponsBoanUTbL HEMPEPbIBHbLIA MOHUTO-
PUHF KOHLIEHTPALMM CbIBOPOTOYHbBIX S1EKTPOMN-
ToB (Ca, Cl, K, Na, P), rasos kKpoBK, KNCNOTHO-
OCHOBHOrO cTaTyca OpraHuama, YPOBHA Kpea-
TUHHOCHOKMHA3BI, a TakKe CneanTb 3a O0LLM
COCTOSIHMEM FOMEOCTasa.

11. lNpoBoouTe  KoaryJAUMOHHBIE  TECThI
KaxxOple 6 4acoB 0O HOpManM3aumy COCTOAHNS,
KOPPEKTMPOBAaTL Koarynonatuio B cllydae BO3-
HUKHOBEHWS.

12. Mo 3aBepweHnn octpon dasel 3l na-
LMEHT AO/MKeH BbITb NepeBeneH B OTAeNeHNE WH-
TEHCUBHOM Tepanmn Kak MMHUMYM Ha 24 4aca.

13. TlocTosHHO cneanTb 3a Temneparypom
nauveHTa.

14. MNpoecTn becengy ¢ cemMbeln naumeHTa
No 3aBepLUeHUMN JfeHeHusi, YTOObl OMOBECTUTH
POACTBEHHMKOB O HEOBXOOMMOCTU MPEBEHTVB-
HOW OMarHOCTUKK CKNoHHOCTW K 3 [1].

YKagaHHbI NMPOTOKOJ ABMAETCS anpobupo-
BaHHbIM 1 Hanbonee ahPEKTUBHBLIM MOAXOA0M K
NIEYEHMIO OCTPbIX NMposiBeHun 3. TeM He Me-
Hee, OTAENbHbIE MEPbI MOMYT KOPPREKTMPOBATLCA
B Cllydae Kak4oro nauyeHTa, yuuTsiBas UHOMBN-
OyasibHble 0CODEHHOCTU opraHnamMa. HecmoTtps
Ha TO, YTO PAL UCCNELOBaHUA PEKOMEHOYET 3a-
MEeHy HapKO3HOro arnapara BMECTO MOJIHOW
OCTaHOBKW OMnepaTvBHOMO BMeLLATeNbCTBa, AaH-
Hbl NOOX0n, He ABNAETCA OnpasAaHHbIMK, Mo-
CKOJIbKY MOXXET MPUBECTU K YCYryBIEHNIO CUMIT-
TOMOB 1 BO3MOXXHOMY NIETalIbHOMY UCXOY.

Oco6GeHHOCTU faHTpoJsieHa

Kak OCHOBHOro npenapara npotus 3I

HaHTponeH sBNAeTCA eOuHCTBEHHbIM Mpe-
napartom, obecrnevmBatoLM 3DDEKTVBHOE Ne-
deHre 3I. MexaHn3M BVSIHME BELLLECTBA Ha Op-
raHN3M B TOYHOCTW HE OMpPedenieH. TemM He Me-
Hee, MocnegHue NccnegoBaHUs MPOOEMOHCTPU-
pOBaK, YTO KKoYeBbIM (hakTOPOM B 1eHEOHOM
BO3OENCTBUM JaHTPOIEHA SBNSETCA NPAMOE UK
KOCBEHHOE NHIMMOMPOBaHME pPeLIenTopa paaHo-
OVHa, CBSA3aHHOro C MPOLIECCOM BbICBOBOXAE-
Hus Ca?*. MNpenapaT Takxke ahDEeKTUBEH B Nleve-
HM H3C, a TakKe cracTU4eCcKOm 1 SKCTa31HOM
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NHTOKCUKALWW. [ TaBHOW CNOXXHOCTBIO B UCMOSb-
30BaHUK JaHTPOJIEHA SBNSETCA Moxas pacTBo-
PUMOCTb MpenapaTa B BOAe, KOTOpas Bbi3biBaeT
3a0EPXKKY B MPOLECCe MOArOTOBKWN BHYTPUBEH-
HbIX pacTBOpPOB [16].

Ha naHHbIn MOMEHT OaHTpOos1IeH B Poccum He
3aperncTpmpoBaH, 1 B bavpkanllee BpeMst BPsL,
v BygeT BO3MOXHa ero neranns3aums. PaHee
npenapat  apMaLeBTUYECKOM  Kopropaumm
Johnson & Johnson 6bin 3apernctprpoBaH U
YCMELLHO NCMONb30BaCs COBETCKMMM Bpadamu.
3ateM KOMMaHusi npodana CBOW MpaBa Ha
OaHTPONEH, U3-3a 3TOro perucTpaumst npena-
parta Ha Tepputopun PO yTpaTnna CBo topuan-
deckyto cuny. OduumanbHO pPerncTpaumio He
BO306OHOBUNM MO MPUHYMHE 3KOHOMUYECKOW He-
LienecoobpasHocTh B 1997 roay [16].

OTeyTCTBME perucTpauun gaHTponeHa He
NO3BOJIAET MPUHATL pekomMeHaaunn AP (depe-
paumsi aHecTe3NONOroB U PEeaHMMaTOosNoroB) no
BeAEHWIO maumeHToB ¢ kKpuaom 3I 1 MN3[ Ha Tep-
putopun P®, nogrotoeneHHsle .I. [Npokonbe-
BbiM 1 K.M. JlebeanHCKnuM 1 0BCYyXAEHHbIE Ha
KOHhepeHLn B ['enengykmke etle B Mae 2012 1,
XOTA MHOMOYMCIEHHbIE MOMbITKX Bpadamu npeq-
NPUHUMaNCBb.

OduumansHO  3aperncTpUpOBaHbl — Ciyyam
YCMELLHOro MPUMEHEHNSA MpenapaTta, B TOM Y1Ce
y pebeHka A.M., 4 neT (Npegnonaraembii kKpn3 31
B KB Ne 122 ®MBA P®, mapT 2013 r.). [NpumeHe-
Hve npenapata ObI0 OOPMIIEHO [OOKYMEH-
TalbHO B MCTOPWUM BONE3HK, C yHacTem Npodec-
copoB K.M. JlebeanHckoro n KO.C. AnekcaHapo-
BMYa, KaK JeNCTBUS B CUTyaLMK KparHen HeObX0-
OVMOCTU, Korga HapylleHve OSNCTBYHOLLUMX Mmpa-
BOBbIX HOPM OblfI0 €OMHCTBEHHbLIM CNOCOOOM
NPenoTBPaTUTb HACTYMNEHNE TSPKKUX Mocnen-
CTBUN — CMepTu pebeHka [17].

B cBA3K C BEPOATHOCTBIO BOSHUKHOBEHWSA
3l gavke npuv MpUMeHeHM 6e3onacHbIX npena-
paToB (CM. Tabn. 1), BOSMOXHO NpoduiakTnde-
CKOE NpumMeHeHne gaHTponeHa. OgHako Heobxo-
ONMO MOMHUTB, YTO Mpenapar BbI3bIBAET LUMPO-
KU CnekTp NoBo4HbIX 3hdEKTOB, BKOYas cna-
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O0CTb MbILLL, 1 X NOPaXKEHME B HEKOTOPbIX CIly-
4Yasix, COHMMBOCTb, TOLLUHOTY U PBOTY, hnedunThbi.
Takke nMeeTcs psag NPOTHUBONOKasaHnin npu 6e-
PEMEHHOCTU, MOCKOSbKY OAHTPONEH OKa3biBaeT
BIIMSIHWE Ha TOHYC MaTKM 1 COCTOAHME Moda.

Taknm 06pa3om, B BUAY YKa3aHHbIX No6ou-
HbIX 3PdeKTOB NPOMUNAKTUHECKOE UCMOSIB30-
BaHVe OaHTpOsieHa PeKOMEHOYETCA ec/iv naum-
EHT y>Ke nepexunn octpyto 3 Ha doHe cTpecca.
[peBeHTVBHOE BBEAEHME Npenapara Takxe OCy-
LLECTBMSETCA MpU eveHnn naumeHToB ¢ 31 n
COMyTCTBYIOLLMM 3a60/1eBaHNSAMM CepaLa, no4ex
VN ObIXaTenbHOW CUCTEMBI. [TpodrnakTnyeckas
[o3a jpaHTponeHa cocTaBnseT 2,5 MI/kr u
OO/KHA BBOOUTLCS Nepeq aHECTESMEN.

Hy>XKHO OTMTUTb, YTO OOHOBPEMEHHOE MPU-
MEHEHNEe C BepanamuiioMm npoBOLMPYeT runep-
KanMeMuio 1 Koianc cepaevHo-cocyaucTon cu-
CcTeMbl. B codeTaHnm ¢ aunTrnasemMomM 1 METOMPO-
IONIOM O@HTPONEH CrocobeH BbI3BaTb acUCTO-
MO (OTMeYeHa Npu NCCnegoBaHM Ha CBUHBbSX),
BO3HUMKAIOLLLYIO BCIIEACTBUE MMNepKanmemMmm.

BbIno BbICKasaHo NpeanonoXeHne, YTo cTa-
TUHbI MOIMYT BNNSATb HA MbILLEYHbIE PeaKLn Y Nto-
nen ¢ puckom passutia 31 [18], NOCKOMbKY Mno-
JIOXKUTENBbHbIE PE3YSbTaTbl KOHTPaKTYpPbl C WUC-
noJsib30BaHWeM NpoToko1a EBponeinckom rpynmbl
3" Habntoganncb y HEKOTOPbLIX MaLMEHTOB, MO-
NyydaBLIMX Tepanuto ctatuHamu, Viadutiu 1 gp.
nccnegoBanm 197 4enoBek C TSHKENOW CTaTUHO-
BOW M1OMNATUEN 1 CPABHWAW Ipynny C ABYMS OpY-
MMM rpynnamm: 163 naudmeHTa ¢ 1erkom cratu-
HOBOW Muonatuen 1 122 naumeHTa B rpynne, To-
nepaHTHon K cTatuHam. Bapuantbl RYR1 6binn
NOEHTUMOUUMPOBAHLI B TPEX Clydasax TSXKesiomn
CTaTVUHOBOW MMOMaThK, Yy OOHOro nauveHta C
JIETKOW Muonartren, y BOCbMU MauUneHTOB C He-
MEONKaMEHTO3HOM MNONATUEN, N HUKAKMX Bapu-
AHTOB He 6bINo B KOHTPONE [19].
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BbiBOAbI

3M10Ka4eCTBEHHAA TUNEPTEPMUS SIBNSETCS
FEHETUYECKMM 3a00/1EBAHNEM CKENETHBIX Mbl-
LLIEYHbIX KNETOK, BANSAIOLLMX HA FOMEOCTa3 MUO-
nnasMmnyeckoro kKanblys. 30 ocTaeTcs cepbes-
HbIM (PaKTOPOM pUCKa ANst BOCAPUUMHMBbIX JtO-
Oen, NpoxoasLLmx ObLLYHO aHECTE3NIO C UCMOSb-
30BaHMEM JIETYHNX TPUIMMEPHBIX MPEnapaToB Un
noaBeprnxca OencTBMO ApYrnX, Heapmako-
NOrnM4ecKmx hakTopoB. XOTA MyTaLmm B OBYX re-
Hax C BbICOKMM YPOBHEM asnefbHOM reTepOoreH-
HOCTM OAHO3HA4YHO CBA3aHbl C MEXaHVU3MOM Pas-
BUTUS 3I, HeNb3s copackiBaTb CO CHETOB BO3-
MO>XHOCTb Y4aCTUsA Opyrx reHoB. 3a nocnegHme
30 neT cMepTHOCTL OT 3IT CHM3MNACh, HO B TO XXe
BPEMST PaCnpOCTPaHEHHOCTb MEHETUYECKNX Ba-
PUAaHTOB B OBLLEN NONyNaLMM, NO OLEHKAM 3KC-
nepToB, HaMHOro BbILLE, Y4eM MepBOHa4YaIbHO
cYMTanocCh.

3" BbI3bIBAET MMNepMETAbONNYECKYIO PeaK-
LMK, KOTOpas MOXET BbITb haTanbHOM, ecnv ne-
4YeHMe, B TOM 4UCNEe BBEOEHWE OaHTPONEHa
HaTPWs, He OCYLLIECTBNAETCA OnepaTuBHO. bbICT-
pasi OLEHKa 1 0TKa3 OT aNbTEPHATVBHbIX AMarHO-
30B MOXET MPUBECTM K MPaBU/IbHOW OMarHo-
CTUKE W NEYEHUI0 W, CNegoBaTesbHO, 3Ha4YM-
TENBHO CHU3UT OCNOXHEHWA, BKOYas noded-
HYO HEOOCTAaTOYHOCTb, CEepasyHYyrd AUCHYHK-
LMK,  PacCrpOCTPaHEHHYHO  BHYTPUCOCYOUCTYHO
Koarynaumio 1 cmepTb. locne peakuwn naumy-
€HTbl JOMKHbI HADMKAATLCS B TEHEHME KaK MU-
HUMYM 24 4acoB N3-3a BOSMOXXHOCTU PeEPYOEC-
LeHUMn. [oCKOMbKY 3TO reHeTNYeCKOe 3abone-
BaHWE, Y1EeHbl CEMeN TakMX MaLUMeHTOBOOMKHbI
OblTb HampaBneHbl B  CheuManM3vpoBaHHbIN
ueHTp 3 Ons ganbHenLWero TeCTUPOBaHUS U
KOHCYNbTUPOBAHUS.
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