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HEH MOKCK 1 aHAJIN3 JINTEPATYPHBIX JAHHBIX 110 3JI0KaUeCTBEHHON TUIEPTEPMUY B MEAUITMHCKIX nH(OopMaImoHHbix cucremax PubMed, Cochrane
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3UsT», «CYKI[MHIJIXOJNMH>, <UHTAJSIMOHHBIE aHeCTETUKN». KpuTepusim noucka yaosaersopsiiu 96 mybaukanuii. B 1ormosHeHne K 9ToMY, CChLIKU
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The objective — to summarize the current literature data on the etiology, pathogenesis, diagnosis and treatment of malignant hyperthermia. The
search and analysis of literature data on malignant hyperthermia in the medical information systems PubMed, Cochrane library, Cyberleninka
for the last 10 years was performed with using the keywords: «malignant hyperthermia», «dantrolene», «general anesthesia», «succinylcholine»,
«inhalation anesthetics». The search criteria were met by 96 publications.

In addition, references to selected articles were manually checked for applicable articles including recent reports of malignant hyperthermia, in
addition to works of historical significance. It was shown that malignant hyperthermia develops in susceptible individuals during or after general
anesthesia with the use of trigger agents — inhaled halogen-containing anesthetics and succinylcholine. Until recently, the problem of treatment in
Russia remained unresolved, since specific therapy for this syndrome was not available.

In connection with the official registration of Dantrolene in the Russian Federation, this problem no longer has a life-threatening potential. Doctors
should recognize the symptoms of this disease as early as possible in order to quickly begin the pathogenetic treatment of malignant hyperthermia
in order to prevent fatal complications.

The material is intended for a wide audience of anesthesiologists, resuscitators and surgeons who may encounter this pathology in clinical practice.
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Beenenne JIeduTh OBICTPO, YTOOBI M30EKATD JIeTaIbHOTO Mexoza [6].

HecMmoTpst Ha peikoCTb 3JI0KaueCTBEHHOM THTIEPTEPMHUH,
3uokavyectBennas runeprepmust (310) sBisgercsa oT-  MeIUITMHCKUE YIPEXKIEHUST, UCTTOb3YIOTIE U3BECTHbIE
HOCUTEJIBHO PEIKUM, HO MOTEHIMATbHO JIETAJIbHBIM  TPUTTEPHBIE AaT€HTHI, JOJIKHBI OBITH TOJTHOCTHIO TOTOBBI
reHeTHYeCKIM 3a00JIeBaHIeM, KOTOPOE XapakTepusyer- K ee JiedeHuto [7]. JlocTynHbie METOBI JIEYEHUS COCTOSIT
Cs1 TUIIEPMeTab0IMYeCKIM OTBETOM CKEJIETHBIX MBI, B OCHOBHOM M3 (hapMaKOTeparuu, CHMIITOMATHYECKOTO
BBI3BAHHBIM BO3/IEHICTBUEM TPUITEPHBIX AreHTOB, HA-  JiedeHUsI U MOHUTOPUHTA JKM3HEHHO BAJKHBIX Iapame-
pUMep, TAJIOTeHCOMEPKAIINX JIETYUUX AHECTETUKOB  TPOB. JlaHTpPOJIEH cUnTAeTCsT €INHCTBEHHBIM Clielndu-
U/UIH JIENOJIIPUBYIONX MHUOpeJakcanToB [21]. Y deckuM aHTHIOTOM W SIBJISIETCS TIPENapaToM TepBOro
HaIMEeHTOB, TIPEIPACIIONOKEHHBIX K 3JI0Ka4ecTBeHHOW  BbiGopa npu nedenun 31 [21]. 3agepskka ¢ paHHUM pac-
TUTIEPTEPMUU, PUAHOIUHOBBIE PEIIENTOPHI B CKEJIETHBIX  TTO3HABAHUEM U A/IEKBATHBIM CBOEBPEMEHHBIM JIeUeHITEM
MBIIIITAX AHOMAJILHbI U BBI3bIBAIOT HAKOTJIEHUE KAJIBIIS  MOJKET IIPUBECTH K TAKHM OCJIOKHEHUSIM, KAK OCTAaHOBKA
B CKeJIETHBIX MBIIIIIAX, YTO TIPUBOJIUT K MACCUBHON Me-  Cep/IeUHO e TebHOCTH, TIOUeUHAsT HEJJOCTATOUHOCTD,
TabOJIMIECKOI PEAKIIUY ITPU BO3IEHCTBUY TPUTTEPHBIX  JIMCCEMUHUPOBAHHOE BHY TPUCOCYANCTOE CBEPThIBAHUE
areHTOB. 3JI0KAYeCTBEHHYIO TUTIEPTEPMUIO HEOOXOMMO — KPOBH, OTEK TOJIOBHOTO MO3ra u cMepTH [12].
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[IpoBeeH MOMCK JINTEPATYPHBIX KCTOYUHUKOB B Mé-
JAUIUHCKUX WH(POPMAIMOHHBIX cucteMax PubMed,
Cochrane library, Cyberleninka, ResearchGate ¢ uc-
MOJIb30BAHIEM KJTIOUEBBIX CJIOB «3JI0KAYECTBEHHAS TH-
HEPTEPMUST>, «JTAHTPOJIEH» € OTPAHUYEHUSIMU TIO KJTH-
HUYECKUM CJIydasm 1 o63opam 3a mocseanue 10 set.
Jlureparypa 6bL1a 0TOOpaHa Ha OCHOBE YUTATEIBCKOIT
AyZUTOPUH TI0 OOIIEH MEAUIIMHE W TIPHOPUTETHBIX
PYKOBOJICTB IO KJIMHUYECKOH MPaKTUKE, CUCTEMATH-
4ecKUX 0030POB U OTYETOB O KIMHUYECKUX CITydasiX.
Beero 6110 npoanannsnposato 96 myb mkaruii.

Onpeoenenue. 3710KkavuecTBEHHAS TUTIEPTEPMUST SIB-
JigeTcsd pelKuM, HO OMAcCHBIM SKM3HEYTPOKAIONNM
COCTOSTHUEM, KOTOPOE BO3HHMKAET y TeHEeTUYeCKn
MIPEIPACTIONOKEHHBIX TAIMEHTOB, MOIBEPTAIOIIXCS
BO3/ICHCTBUIO CIIEIU(PUIECKUX TPUTTEPHBIX areHTOB,
TaKMX Kak JieTydyhe aHecTe3UpYyIolire ra3bl (Hampu-
Mep, ceBohrypat, ndodrypan uin aecarypan) /i
JIETIOJISIPU3YIONIEr0 MUOPETaKCaAHTA CYKITMHIIXOJINHA
[12]. 3T mposBisieTcst COCTOSTHIEM OCTPOTO TUTIEPMe-
TaboJIN3Ma CKEJIETHOI MYCKYJIaTyPbI C TIOBBIIIEHHBIM
noTpebIeHneM KHUCIOPO/a, HAKOIIEHHEM JlaKTaTa U
npozykiueit 6obinoro xommdectsa CO, u Tera [6].

Imuonoeus. Ilpenpacnonoxenrocts k 31" mepemaet-
CsI TI0 Ay TOCOMHO-/TOMUHAHTHOMY THUITY HAaCJIeI0BAHWS
C HU3KOI1 CTETEHbIO MEHETPAHTHOCTH U BaprabenbHO
aKcIpeccuBHOCTHIO [ 15]. Huskast neHeTpaHTHOCTD IO/~
pasymeBaer, uTo 3ab0JIeBaHIe HACIIELYETCSI MEHBITUM
KOJIMYECTBOM TIOTOMKOB, YeM ITPU TUTTUYHOM JIOMAHAHT-
HOM THTIe HacjefoBanus. lIpu3nano, 4To oTCyTCTBUE
MEHEeTPAHTHOCTH KaMHIYeckoro deHotuna 317 MmoskeT
OBbITh CBSI3aHO C HETEHETHYECKMMH MPUYMHAMH, I0-
CKOJIbKY M3BECTHO, YTO HEKOTOPBIE JIIOJH, Y KOTOPbIX
pasBuBaetrcst 3, paHee IMOABEPrayNCh BO3/EHCTBUIO
TPUITEPHBIX aHECTETUKOB 0e3 KaKUX-JMO0 SBHBIX MTPO-
6iem. BapumabGesibHasi 9KCIIPECCUBHOCTh O3HAYAeT He-
OJIMTHAKOBYIO BOCTIPUMMYMBOCTD TIPU3HAKA B PA3TMIHBIX
CeMbSIX IIPU CXO/THON BOCIIPUMMYUBOCTH B TIPE/IEIax O/
HOIT ceMbu. [pyTa TeHoB, y4acTBYIONINX B Pa3BUTHH
JTAHHOM T1aTOJIOTHH, pactiosioskeHa B 19 mape xpomocom,
MIPeoToKuTeIbHO Ha yuacTke q13.1 [20]. HazBamsrit
YYaCTOK OTBEYAEeT 32 CTPYKTYPY U (DYHKITIH PUAHOIUHO-
BOTO PEIENTOPA, ABIAIONIETOCH BAKHBIM KOMIIOHEHTOM
KJIBIIMEBBIX KAHAJIOB CAPKOTIIA3MATHIECKOTO PETUKY-
JlyMa MUOIINTOB cKeseTHbIX MbIil [20]. B nactosiiee
BpeMs YUYeHbIe CUNTAIOT, YTO TPEPACIIONOKEHHOCTD K
3I' Bo3HMKaeT n3-3a ocHOBHBIX aHoManii B RYR1 (pu-
anonuHoBbI pertenitop 1 Ha xpomocome 19) CACNALS
(pettentop cyObEAMHUIIBI S CyOBEANHUIIBI KaIbI[EBO-
TO TMIOTEHINAT-3aBUCUMOTO Kanasna al Ha xpomocome 1)
u/viu STAC3 (SH3 u 60orarhiil IICTENHOM PELENTOP)
[22]. Texymue uccaemoBaHusI MOKAa3bIBAIOT, YTO Bapu-
antel RYR1, cBs3annbie ¢ BOCIpUMMYNBOCTBIO K 31
IPEICTABISIOT CO00i MHUCCEHC-U3MEHEHMsI, KOTOPbIE
M3MEHSIOT PUAHOIMTHOBBIN PEIENITOP. TH My TAI[IH yBe-
JIMYUBAIOT BBICBOOOKICHUE KAJIbIHsI U3 CAPKOTLIIa3Ma-
TUYECKOTO PETUKYJIyMa CKEJIETHBIX MBIIII] B IIUTOTLIA3-
Mmy. Bapmantet CACNA1S momaBasioT peryassTopHbIi
ahderT KaTbIMEBOTO TTOTEHIINAI3aBUCUMOTO KaHaja
Ha RYR1, anasornanbivM 06pa3oM BBI3bIBAsT YBETNUEHIE
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TOTOKa KasbIust uepe3 pertentop [10]. berku-mamepo-
Hbl STAC3 HeoOX0AMMBI JIJIsI TPAaBUIIbHOI JIOKaJI13a-
WU KaJbIIMEBOTO MOTEHINAJI-3aBUCUMOTO PeTIenTopa
B KaHajie CKeJeTHBIX MbINMI [14]. MyTupoBanmbie pe-
nentopbl STAC3 yBeTmunBaioT KOJUIECTBO KaJIBITHS,
BBICBOOOJKIaeMOT0 B 0TBeT Ha Kodent (aroruct RYR1),
1 YBEJIMYMBAIOT KOJTMUYECTBO KAJIBITNS, XPAHAIETOC B
capKoTIa3MaTHIeCKOM peTukyayme |14, 18].

Ilamoeenes. buoxummveckue M3MeHEHUs, BO3HMU-
Katorre npu pa3BuTuu 31, IPOMCXOAAT B CKETETHBIX
MBIIIITAX U cUCcTeMe ToMeocTasa. ViMeHHo T n3mene-
HUS BIUSIOT HAa (QYHKIINIO MHOTUX OPTaHOB 1 cUCTeM. B
pes3yJbraTe BO3/IeiCTBHS TPUTTEPHBIX arT€HTOB yTHETA-
eTcst QYHKINSA KaTbIIMEeBBIX KAHAJIOB CApPKOTLIa3MaTH-
YeCKOTO PETUKYJIYMa C HapyIIeHeM BbICBOOOKIEHUS
1 06paTHOTO 3aXBaTa UM MOHM3UPOBAHHOTO KaJIbIIU,
YTO TPUBOAUT K €r0 MACCHBHOMY BBIOPOCY B CapKo-
TJ1a3MY MBITIIEYHOTO BOJIOKHA. BHyTpukierounsrii Ca?*
aKTUBUPYET aKTUH-MUO3WHOBBIN KOMIIeKC. Pe3yirb-
TATOM HAPYIIEHWS MPOIlecca MBIIEYHON peslakcariii
CTAaHOBUTCS KIMHUYECKH BBIPAsKEHHAS MBITIICYHAS PH-
TUAHOCTD. [lTUTeIbHOE MBIIIIEYHOE COKpalieHue Tpedy-
€T MOBBIIIEHHOTO OTPEOICHUS SHEPTUH, 3aKTIOYEHHOIM
B AT®. /lepuriut ATD akTuBU3UPYET IIIMKOTE€HOJIN3
u dochoprraTkuHaznyio cuctemy. Bospocime meta-
6osryeckue MOTPeGHOCTH TPUBOAAT K YBEJIMUYCHUTO
norpebenus kuciopona u obpazosanns CO, u ren-
sa. Vicronenne aapoOHOTO MyTH MOJTyYEHUsT SHEPTUH
3aIrycKaeT aHadsPOOHBIN TJIMKOJIHM3, KOTOPBIH COMPOBO-
JKIIAETCsT HAKOTIJICHUEM JIaKTaTa M BBI3bIBaeT MeTabo-
JIYecKkuii anmao3. Pesysbratom HabyxaHust U OTEKa
MBITIEYHON TKAHU SIBJISIETCS TIOBPEXKIEHE MEMOPAHbI
MUOIIUTA U OOIIUPHBII PabIOMUOJII3, YTO TPUBOJINT K
TUTIEPKaIMEeMUH, THITEPKAIbIINEMU I, MUOTTIOOMHY PUT
1 TIOBBITIIEHUIO YPOBHA KpeaTnH(hOoCchHOKNHAZEI B KPO-
Bu. [Iperunurarust MUOTJIOOMHA B TIPOCBETE TOYEYHBIX
KaHaJbIIeB BBI3BIBAET OCTPYIO TIOYEYHYIO HEOCTATOYU-
HOCTh. Peskue MeTaboJMyecKre W 3JIEKTPOJUTHBIE
HapylieHus: TPUBOJAT K YTHETEHUIO CEPIeYHO-COCY-
JIICTON CUCTEMBI, OTEKY TOJIOBHOTO MO3Ta W JIPYTUM
OpraHHbBIM paccTpoiicTBam [2, 6, 8, 12].

Anuodemuonozus. Tounasi 4acTOTa BOSHUKHOBEHMSI
CUH/IPOMA 3JI0KAaYeCTBEHHON TUTIEPTEPMUN HEU3BECT-
Ha, U3 PAa3HBIX UCTOYHWKOB y JIETell OHA COCTABJISIET
1 cayyaii ma 15000 o6mux anecresuii [4], a y B3poc-
Jbix nanuentos 1 caygaii na 50000—100000 o6uux
anecre3uii [11], mpenmosaraemasi reHeTHYeCKast pac-
MPOCTPAHEHHOCTh MOXKET COCTaBJAATH /0 1 ciyuas
Ha 2000—-3000 nacenenus [11, 24]. Y aui MysKcKOTO
nosta 3T Habuo1aeTcst IpUGIMBUTEBHO B 4 pasa vallle,
TakKe HanboJiee 4acTo BCTPEYAETCs y JeTeil 1 MOJIO-
JIBIX JTIOZIENT co cpenrnnM Bo3pacToM 18,3 roma [23, 24].
BospacTtHoe pacripe/iesienue crydaes TPeICTaBICHO Ha
puc. 1. Onucannt cirydan 31y gereit 5- 1 6-MecsTIHOTO
Boapacta [19]. Haubosiee Ts:Kemast ¢ BBICOKOI BEPOSIT-
HOCTBIO HEGJIATOMPUSTHOTO UCXo/a (yIbMIUHAHTHAS
dbopma 31 Bcrpeuaercs B 1 caydae Ha 25000 aHecresmit
[3, 16]. Yposenb cmepTHOCTH OT 31" Pe3KO CHUBMIICS
¢ 70-80% no 10% 1ocie BBeneHUsI B KJIMHUYECKYIO
npakTuky «/lanrponenas [11].
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Puc. 1. Bospacmuoe pacnpedenenue ciyuaes 310Ka-
yecmeennou eunepmepmuu [7 |: uepnvitl — MymHccKoul;
cepoitl — HCeHCKULL

Fig. 1. Age distribution of cases of malignant hyperthermia [7 ]:
black — male; grey — female

Kaunuueckas xapmuna. B ximmHn4YecKoil KapTuHe
BBIJIEJISTIOT PAHHUE CUMIMOMbL, TTOSIBIISIONTIECST BO Bpe-
MS$T AHECTE3UU: TUTIEPKAITHUS, TAXUKAP/IUST, APUTMUU, Ta-
XUTTHO?, MbIIIEYHAS PUTHIHOCTD; NO30HUE CUMNIMOMDL,
HOSIBJISTIONIMECS] B TOT K€ JIEHb U TOATBEP:KIAIONINE
rpo3Hoe 3a00JIeBaHNE: TIOBBIIIIEHUE TEMIIEPATY Pb, H3Me-
HEHMeE 1[BeTa KOKI, MUOTJIOOUHYPHS, THITEPKATEMUST,
MOBBIIITEHNEe KPeATUHKUHA3BI, CMENTaHHblid aru/o3 |1,
2]. Yacrota nanbosiee pacpoCTpaHeHHBIX CUMITTOMOB,
BeTpevarormuxces npu 31, mpeacrasaena B Tadu. 1 [7].

Yacreivu ocsioxuerusiMu 317 SIBISIOTCST M3MeHe e
ypoBHsi cozHanus/koma (9,8%), cepreunast auchyHk-
st (9,4%), otek Jierkux (8,4%), moyedHast auchyHKIHs

(97,3%), mucceMUHUPOBAHHOE BHYTPUCOCYIUCTOE CBEP-
thiBanue (7,2%) u edenounas auchynkims (5,6%) [11].

JMMuaenocmurxa. /lnarnos 31 ocHOBbIBaeTCsT Ha KJIN-
HUYECKUX MPOSIBJIEHUSIX U JTaOOPATOPHBIX TTOKa3aTe-
sigx. OCHOBHBIMU IMarHOCTUYECKUMHU TTpru3Hakamu 310
ABJISIOTCS HEOOBSICHUMOE TIOBBITIIEHIE KOHIIEHTPAI[HH
ETCO,, Mblnednast puriiHocThb (<«CTalbHast YETI0CTh>
TTocJie BBE/ICHUS CYKITMHUJIXOJTMHA ), TAXUKAP/VS, allH-
103, TUIIepTepMuUst U runiepkaaemus [1]. B 6osbumm-
CTBE COBPEMEHHBIX NCTOYHUKOB CAMBIM PaHHUM TPH-
anakoMm 3I' HasbiBaloT ObICTPHIT pocT ypousa CO, B
BbIIbIXaeMOM Bozayxe [1]. BapuabenbHOCTD TIOpsi/iKa
1 BPEMEHU TTOSIBJIEHUS TTPU3HAKOB YaCTO 3aTPYAHSIET
KITMHUYECKYIO TUArHOCTHUKY.

«30JIOTHIM  CTaHAAPTOM» JITAOOPATOPHON HArHO-
ctukn 31 B HacTos1Iee BpeMs SABJSETCS TECT Ha KOH-
TPaKTypPY in Vitro, KOTOPBII OCHOBAH HA KOHTPAKType
MBIIIIEYHBIX BOJIOKOH B TPUCYTCTBUU TaJOTaHA WJIH
kodenna [6, 25].

AJBTEpHATUBON SABJSAETCS TEHETUYECKOE HMCCIE0-
Banue [22]. Ha ceromusiinuumii gens okosio 70% mpej-
pacnooxkennocty K 31 cBsa3anbl ¢ RYR1, n B aTom
rete unentTudunrposano 60see 700 BapraHTOB, acco-
nurpoBauHeix ¢ 31 [16]. [amoTan-kohenHoOBbBIN TECT
PEKOMEH/IyeTCs YJIeHaM ceMeH JINTI ¢ TIOATBEP KAEHHOM
npeapacnorokeHHocThio kK 31. Kodeun-rasoranoBsrit
TECT ABJAETCA CIEIU(PUIECKIM aHATN30M, BBISBJISIO-
MMM CKJIOHHOCTH K BOSHUKHOBEHUIO MBITIIEYHOI KOH-
TpakTypbl. B X0/1€ TecTa GHOTITAT MBIIIIIBI TIOMEIIAIOT
B €MKOCTb, 3aIIOJTHEHHYIO TPUTTEPHBIMU PACTBOPAMH.
[Ipu mammumm npempacmnonokeHHOCTH K 317 MbIiey-
Has TKaHb COKPAIIaeTcs, BO3HNKAET KOHTpakTypa. Tect

Ta6auua 1. Yactora BCTPEYaAIOIUXCSA CUMIITOMOB TIPH 3JI0Ka4€CTBEHHOH runeprepmuu [7]

Table 1. Frequency of occurring symptoms in malignant hyperthermia [7]

MpusHak YacroTta (n = 92)
YBesn4eHune KoHueHTpauuun CO, B KOHUE Bbloxa 31 (33,7%)
CuHycoBas TaxmKapamna 23 (25%)
BbICTpo noBbiwanLas Temneparypa 18 (19,6%)
Cnasm ¥eBaTesIbHOM MyCKynaTypbl (CTaslbHble YEeHCTH) 10 (10,9%)
CHUKEHWe HacbILeHWs Kucopoaa 4 (4,3%)
CHUKEHWe apTepuanbHOro AaBneHns 4 (4,3%)
Cypoporu 3(3,3%)
[oBbIWeHWe apTeprasbHOro AaBNeHNsA 3(3,3%)
MblWweyHan purugHoCTb 3(3,3%)
Huskasa appeKTMBHOCTb MbILLEYHOM penakcaumnm 3(3,3%)
TeMHo-KpacHas KpoBb B onepaumvoHHOM none 2 (2,2%)
MoTooTaenexve 2 (2,2%)
MoBbILLEHWE CONPOTUBEHUA AbIXaTENbHbIX MyTEN 2(2,2%)
PurngHocTb (CTanbHble Y4emtocTH) 2(2,2%)
MpuavB KPOBM K nLy 1(1,1%)
LinaHo3 HOrTeBbIX 10X 1(1,1%)
CHUKEHMWE YaCTOTbl CEPAEYHBIX COKpaLLEHUI 1(1,1%)
[Jenpeccua cermenTa ST Ha OKI 1(1,1%)
MoTemHeHWe LuBeTa Mo4m 1(1,1%)
HpoBoTeyeHne 1(1,1%)
MbiLeYHbIV Tpemop 1(1,1%)
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Tabnuya 2. OCHOBHDBIE COCTABISIONIME TEPANUHU 3J0KAYECTBEHHOI THIIEPTEPMUN
Table 2. Main components of the therapy of malignant hyperthermia

MeToppl

MpumevaHne

MpeKpaTTb BBEEHME BCEX TPUITEPHBIX NPENApaToB
[4,6,11,12]

Hauatb runepseHTuaAumio nerknx 100% KMcaopogom ¢
BbICOKMM NOTOKOM rasa (> 10 n/muH) [4, 6, 9, 11, 12]

BcTaBuTb QUALTPLI C aKTMBMPOBAHHLIM YIJIEM Ha MHCMMPATOPHOM W 3KCMMPATOPHOM
natpy6Kax KoHTypa [9]

BeecTu B/B [laHTponeH B fo3e 1 Mr/Kr [26]

B MHCTPYKLUMM MO NPUMEHEHUIO YKa3aHa HadasibHaa Aosa 1 Mr/Kr u makcumasnbHaa fosa
10 Mr/Kr, 0aHaKO camble NocieAHNE PEKOMEHAALMM M 0630Pbl MO 3TOMY BOMPOCY PEKOMEH-|
AYI0T 60/1e€ BbICOKYI0 Ha4aibHYH0 03y U OTCYTCTBME KYMYIATUBHOIO NOTO/IKA [26]. M0 pexo-
meHgaumam MHAUS, HavanbHasA ao3a gaHTponeHa coctaensaeT 2-2,5 mr/Kr. [1o3y noBTopsAtoT
Kawgple 10 M1HYT Ao perpeccuun npuaHakos 31 [4, 8, 12, 17]. B cnayyae, Korga nocne BBe-,
AeHnA 10 MI/KT KJIMHUYECKUI 3 hEKT He HACTYnaeT, HEO6XOANMO NEPECMOTPETb AMArHo3
[11, 12]. PekomeHayembIMK LienAMM iedeHns ABA0TCA CHueHne ETCO, ao meHee 6 KlMa
npyv HOPManbHOM MUHYTHOW BEHTUAALMM M Temnepatype Tena < 38,5°C. Horga atn uenu
[OCTUMHYTbI, BBEAEHWE AaHTPOIeHa CaeayeT NPUOCTaHOBUTL, MOMHSA O TOM, YTO MOTYT NoTpe-
60BaTbCA JOMNOIHUTENbHbIE A03bI B C/lyYae pe3Koro nosbilweHna ETCO2 n temnepatypbl [9]

BeecTu B/B rugpokapboHaT HaTpusa B fo3e 1-4 MOKB/KM
[4,8,9,11]

Ecnu B aHanM3e ra3oB KPOBW BbIABEH METAB0IMYECKUIA auMa03 € AePULUMTOM OCHOBaHMWI
60onee 8 Mmosb/n M ecnn pH < 7,2, To cnefyeT BHYyTPUBEHHO BBECTU r’MAPOKapboHaT HaTpus
B fo3e 1-4 mOKB/Kr [4, 8, 11]

AKTWBHOE OxnamaeHue naumenTa [4, 6, 8, 9, 11]

Ecnu ueHTpanbHasa Temneparypa Tena naumeHTta npesbickna 39,0 °C, Heo6xoAMMO HavaTb
oxNawaeHue naumeHTa. lNpu CHUXKEHUK LieHTpanbHOM Temnepartypbl Ao 38,5 °C oxnamaeHve
MOHO NpeKpaThTb. AKTMBHOE OXJlarAeHWe naumMeHTa JOIHO NPOBOANUTLCA C UCMO/Ib30Ba-,
HWEM BCEro KOMMJIEKCa UMEIOLLMXCA B HAJIMHYMU CPELCTB, BK/0YAs B/B BBEAEHWE OX/TarKAEH-
HOro hU3MONOrMYECKOro pacTBopa, laBax NoJIoCTeN Tena XoNo4HbIMM pacTBopamu, e Ha
ronosy, LWeto, B 06nacTb naxa [6, 8, 11]; yuntbiBas pasnnyums B aTMonaToreHe3e runeptepmMmm
N INXOpaiKu, aponoHuKaloLwme CpeacTBa He PeKOMEHAYTCA ANA leveHna Kpuaa 310

HoppeKuusa runepkanvemun [4, 8, 9, 11]

Ecnu cbiBOPOTOYHBIV YPOBEHb KasusA Bbille 5,9 MMOB/A (MM HUKE, HO C rMNepKaanemMu-
YECKMMM M3MeHeHMaMM Ha SHI), Heo6xoaMMO MPOBOAUTL Tepanuio, Hanpas/IeHHYI0 Ha
CHW}EHWe CbIBOPOTOYHOIO YPOBHA KasuA. [iNA CHUKEHWUA CbIBOPOTOYHOrO YPOBHA Kanus
ncnonb3ayerca: AekcTposa: 50%, 50 ma ¢ 50 ME nHcynuHa (ao3a ans B3pocnbix) [8]. Ana aetewn
nosa: 0,1 ME uHcynuHa + fexkcTposa Ha 0,5 r/kr [4]. B/ BeesieHue p-pa CaCl,: 0,1 Mmonib/Kr
[8]. OpHaKo cnefyeT NOMHWUTD, YTO, XOTA KaslbLMIM 06bIYHO ABNAETCA Tepanuein NnepBom IMHUA
Npv rMnepKaaMeMmnm, aTo He OTHoCUTCA K 3I7, MOCKO/IbKY €CTb HEKOTOPbIE JoKa3aTeNbcTea
TOr0, YTO MPUTOK BHEKJIETOYHOTO KasibLIMA CNIOCOGCTBYET NEPErpy3Ke MUOMNIasMbl KanbLuem
[9]. B cnyyae pepaKTepHOI runepKaneMnm caegyet pacCMOTPETb BONPOC O NPOBEAEHUM
avanusa [8]

JleyeHue HapyLieHnin puTma cepaua [8, 11]

Mpy BOBHMKHOBEHMW apUTMMUK COCPEAOTOUUTLCA HA YCTPAHEHWUN ee MPUYMH (CMeLlaHHbIN
auMAa03, BOAHO-3/IEKTPO/IUTHBIE PACCTPOMCTBA, TMNepKaIMeEMUs), NP1 HEOBXOANMMOCTU NPO-
BeAEeHUA CTaHAAPTHOMO aHTUAPUTMUYECKOrO JIeYeHUs NpenapaTom Bbibopa ABNAETCA ammo-
napoH [8, 11]. Mocne BBeAeHUA fJaHTpoNeHa u3beratb BBeAEHUA 6/10KaTOPOB KaslbLMEBbIX
KaHanoB, TaK KaK MOryT pasBUTLCA TAMXE/ble OCIOHEHUA UX COHETaHHOro NPUMEHEHUS,
BM/10Tb 10 OCTAHOBKM cepaua [4, 11]

MoppepiaHue poctatoyHoro anypesa [4, 6, 8, 11]

[na NnpodunakTUKKM OCTPOM NOYEYHOM HeJOCTaTOYHOCTU Ha (POHE MacCUBHOMO PabaoMMO-
JIM3a NoKasaHo NpoBeAeHue hopcrpoBaHHoro avypesa[8, 11]. Lienesasa ckopocTb anypesa
He MeHee 2 MA/KI/M [4, 6, 8]. NMopaepuBaTh afeKBaTHbIM AMypes MOXHO B/B BBEAEHWEM
MaHHuTona 0,5 r/Kr (Bo h1akoHe C AaHTPOIEHOM COZIEPHMUTCA MaHHUTON B KonnyecTse 150 Mr
Ha KaMablil Mr gaHtposneHa) wam dypocemunaa (0,5-1,0 Mr/Kr). YCTaHOBUTL ypeTpasibHbIi
Katetep [4]. Pypocemug, NOMUMO MPAMOro BAUAHUA Ha AMypes, NO3BONAET NOBLICUTb 3/N-
MUHALMIO Kainsa ¢ MOYOW. [Mpu HelocTaToHHOM 3D HEKTUBHOCTU ANYPETUKOB AOMNONHUTENBHO
NPOBOAMTD OLLEeNaYnBaHe Moumn MHby3uen GrkapboHaTa co CKopocThbio 1 MAKB/Kr/4ac [9]

Koppekuusa koarynonatuu [9]

YunTbiBasA BbICOKWI PUCK PaA3BUTUA HapyLLEHWIA CBEPTLIBAIOLLEN CUCTEMbI KPOBU, HEOGXO-|
ZMMO AMHAMWUYECKM OLIeHMBATb ee QYHKLMIO U MPU HEOBXOAMMOCTU MPOBOANUTL KOPPEKLIMIO.
PeKomeHA0BaHO le4eHre C MCNO/Ib30BaHMEM TPOMOOLIMTOB, CBEHE3AMOPOKEHHOM M1asmbl
1 KpuonpeuumnuTaTa. TpaHeKcamoBas KMCI0Ta B 3TOM CUTyaluK He noKkasaHa [9]

HareTepusaums LeHTpasibHOM BEHbI U KaTeTepu3auns
aptepuu [4, 11]

[ns obecrneyveHns JOCTaTOHHON BOIEMUYECKOM M MHOTPOMNHOW NOAAEPHKKM NMoKa3aHa KaTeTe-
puy3auys LeHTPasIbHOM BeHbl. [/ 06ecneyeHns MHBa3WBHOrO MOHUTOPUHIA apTepUasbHOro
[aB/eHNs M aHaM3a apTepuanbHOM KpoBW NoKasaHa KateTepusauus aptepum [11]

O6ecneyeHne MOHUTOPUHra [4, 8]

[na obecneveHna MOHUTOPUHIa HEOGXOAMMO OLEHMBATb CNeAYIOLLME NMOKA3aTeNn C UHTep-|
BasIoM 15 MUHYT: BHYTPEHHARA 1 nepudepuyeckas Temneparypa; ETCO,; SpO,; SHTI; LB/,
KOC, FBC (remaToKpuT/TpoMGOLMTbI), Koarynorpamma [4].

ITPOBOIMTCS TOJIBKO MAIUEHTAM, BXOISIIIUM B TPYIIITY
PHCKa, MOCKOJIbKY Mpoleaypa 3abopa Guomareprasa
OTJTMYAETCS TPABMATUIHOCTHIO [6].

Jeuenue. dpHeKTUBHOCTD JIeUeHNS 3aBUCUT OT Bpe-
MEHH, TIPOTIEJIIEr0 C MOMEHTA PA3BUTHUSI TIPUCTYTIA /IO
HAayaJIa peaHMMAIMOHHBIX MepONpusaATHil. B ycimoBusx
OIEPAIMOHHOI TIOMOIIb OOJIBHOMY OKa3bIBAIOT HA Me-
CcTe, IpepBaB ornepanuio. Eciv kpus passusics B naJia-
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Te TI0CJIe OTEPaIiH, AIHEHTa HEOOXOANMO IKCTPEHHO
tpamncrnoptupoBath B OPUT. Jleuenue 3akovyaeTcs B
WCIIOTb30BAHUN ATUOTPOITHBIX U HECTeINMOUIecKIX
(hapmakosiornYecKuX METO/I0B, TPUMEHEHNH (hr3nde-
CKHUX CITOCOOOB TUTIOTEPMHUH.

OcHOBHbBIE MEPOTIPUSATHS TIPUBE/IEHBI B TAOJ. 2.

bricTpasg amarnocTrKa JaHHO MATOJIOTUN U BBEJIE-
HI€ IaHTPOJIeHa B HanboJiee KOPOTKIE CPOKH OT Hauasia
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HoU eunepmepmuu [23 ]

Fig. 2. Correlation between the increase in the time of administration
of dantrolene (interval between the first clinical sign and the first dose
of dantrolene), and the increase in the percentage of complications

of malignant hyperthermia [23]

Pa3BUTHSI CUMIITOMOB [TO3BOJISIFOT CHU3UTD KOJIMYECTBO
ocyoxkHenuit. Ha puc. 2 mpejictaBjiena 3aBUCUMOCTh
MEK/IY YBeJTMueHneM BpeMeH! BBeJIEH s JIaHTPOJIeHa
(MHTEPBAJ MEXK/TY TIEPBBIM KJINHUYECKUM TIPU3HAKOM
U TIEPBOH /10301 IAHTPOJIEHA ), U3BMEPEHHBIM B MUHYTAX
1o ocH «X», U YBeJIMYEHUEM MTPOIEHTA OCJIOKHEH I
3JI0KAYeCTBEHHON TurieprepMuu mmo ocu Y y 16 maiu-
€HTOB.

JlaHTpOJIEH, CEJIEKTHBHBII GJIOKATOP PHAHOMHOBBIX
pettentopoB niepsoro Tuma RyR1, sBisiercss muopeak-
CaHTOM C HEKYPaperogoOHbIM MEXaHU3MOM JIEHCTBHSL.
Mexanuam JieficTBUS TAHTPOJIEHA COCTOUT B TOM, YTO
oH 3amesieT BbicBoOOkmeHe Ca’’ u3 capkorias-
MaTHYECKOTO PETUKYJIYMA, CHYZKAsl, TAKMM 0OPasoM,
KOHIIEHTPAIIMIO KAJIBIUS B IIUTOTLIa3Me. B pesysbrare
ATOTO YIHETAETCSI COKPATUMOCTh MBITTIEYHbBIX BOJOKOH
U KYIUPYETCS TUIIEPMETA00IM3M MBIIIECYHON KIETKU
[3-5, 11]. Eciu Ge3 ucnoab3oBaHus JaHTpoOJIeHA Jie-
tasbHocTh npu pazputun 31 mocturana 90%, BKIIIO-
YeHue ero B TePanuio U MpoPUIAKTUKY MTO3BOJINIIO
CHU3UTD JIETAILHOCTH ITPY PA3BUTUU YKA3AHHOTO CHUH-
apoma 1o 12—20% (110 ogHUM JaHHBIM ) ¥ 110 4—7% — 110
npyrum [3].

JlanTpoJieH MPOTUBOTIOKA3aH B CJIydae TUIEPUyB-
CTBUTEJILHOCTU K OCHOBHOMY BEIIECTBY UJIU OJIHOMY
U3 aJbIOBAHTOB (TUAPOKCUY HATPUST UJIU MAHHHUTO-
ay). JlaHTpoJieH SIBJISIETCST MBIIIIEYHBIM PETAKCAHTOM
IPSIMOTO JIEVCTBUSI U MOJKET BbI3bIBATH MbIIIEUHYIO
c1aboCTh ¢ HEOOXOANMOCTBIO B TIPOJIEHHOM BEHTHISA-
1uu terkux [4]. Ilocsie B/B BBeieHUST HATPUEBO COJIN
nanTpoJsiena apdexrt Hactymnaer crycts 6—20 MUHYT.
JlocTatounasi KOHIIEHTPAIMS B TJIa3Me COXPAHSIETCS
B Teuenune 5—6 vacos. J[aHTposieH mojBepraeTcs: Me-
TaboJIM3MY B IIEYEHH U BBIBOJIMTCS U3 OPraHu3Ma Io-
yeuHbIM myTeM. [laHTposieH obsazaer aHTHapuTMuyde-
CKUM JIeiicTBUEM, YIS pedpakTepHbiii iepro. On
CHU)KAeT COKPATUMOCTh MUOKAp/Ia U, KaK CJe/ICTBUE,
cepleuHbIil nHAeKC. [[aHTPOJIeH MOKET MOBBIIIATh 06-
II[ee COCYTUCTOE COMTPOTUBJIEHIE, HE BIIHIS HA CPeJIHee
aprepuanbHoe gasienue. K ynciy mobounbix addex-
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TOB ATOTO MPerapara MOKHO OTHECTH TOJIOBOKPYIKEHHE,
roOJIOBHYIO G0JIb, TOIIHOTY, PBOTY, BbIPA)KEHHYIO COH-
JuBOCTD, hebutsr [5]. TIpu apdeKTUBHOM JIeueHNN
JaHTPOJIEHOM TPpeOyeTCst UHTEHCUBHOE HAOTIOIEH e 32
MaleHToOM B TeueHue CyToK [9].

Ilocneonepauuonnoe 6edenue alieHTOB, TIEPEHEC-
mmx anuzon 31, Bcee marumenTs! mocsie anm3oma 3710-
KauecTBEHHOW THUTIEPTEPMUU JOJKHBI HAXOIUTHCS B
OPUT ne menee 24 yacos |6, 13]. Hy:xHo mpomoJkaTh
BBOJIUTH BHYTPUBEHHO AAHTPOJIEH 110 1 MT /KT KasK/Ible
6 gacoB B Teuenne 24—48 yacos [17]. Ecu mocie nu-
TEJIbHOTO BeJICHU IaHTPOJIEHA COCTOSHYE TTAIIUEHTA He
MeHsieTcs1, HeoOX0auMO AnddepeHInnpoBaTh ANarHo3
C TTOBEPXHOCTHON aHecTe3neli, UH(MEKITUEH, CETTICHCOM,
THPEOTOKCUKO30M, HEHPOIENITHIECKIM 37I0KaUeCTBEH-
HBIM CHHJIPOMOM, (DEOXPOMOITUTOMOH, eHCTBUEM
MIpenapaToB-CTUMYJISITOPOB, TEIJIOBBIM yaapoMm [2].
B OPUT npomosskaTh MHTEHCUBHOE HAOIIOAEHIE 3a
TeMTIepaTypol Tesa, BOTHO-3JIEKTPOJUTHBIM U KUCJIOT-
HO-OCHOBHBIM OajiaHcoM, oreHnBaTh yposenb KDK,
MTPOBOZUTH MPOMDUITAKTUKY U JedeHNe OCTPOI 1Movey-
HOH HEZI0CTATOYHOCTH, TIPH HEOOXOMMOCTH — IIPUME-
HSATH 9KCTPAKOPIIOPAIbHBIE METOBI Tepanuu. OTieHKa
KOAryJISIIMOHHBIX CBOMCTB KPOBM Kayk/(ble 6 4acoB 710
X HOpMaau3aiuu [6].

Ipopunaxmuxa. s npoduiakKTUKU Pa3BUTHS
3JI0KaYeCTBEHHON TUTIEPTEPMUHN Y TIAIIUEHTOB C TIO/I0-
3pEeHUEM WJIN JIOCTOBEPHO YCTAHOBJIEHHOW Ipeapac-
TTOJIOKEHHOCTBIO K 3JIOKAUYECTBEHHOU THIEPTEPMUHN
[IPU TIPOBeIEHNH OOIIEll aHeCcTe3nn HEOOXOAUMO OT-
Ka3aThCd OT MPUMEHEHUS TPUTTEPHBIX TIpenapaToB [6,
14, 25]. Bcem nareHTam ¢ IpeapaciooKeHHOCTIO K
3JIOKQUECTBEHHOI TUTIEPTEPMIH HEOOXONMa aJIeKBaT-
Hasg IpeMeInKaIns [ TPeyTIpesKAeHns BEPOATHOTO
AMOITMOHAJLHOTO cTpecca [4, 14]. Y neteii mpeamodTu-
TeJIEH OPaJIbHBIA, MHTPAHA3ATBHBIN MW PEKTATbHBIIH
yTh BBeZIeHust Tiperapatos [4 ]. B xone anecre3uu j10J1-
JKEH MCIIOJIb30BaThCs careaytonuit MonnTopunr: JDKI,
HEWHBA3WBHOE apTEpPHAJIbHOE [IaBJICHUE, ITyJIbCOBAsS
OKCUMETPHS, KartHoTpadus, TepMoMeTpusi. MosxeT 110-
TpebOBAThCS KAaTeTEPU3AIHsl apTEPUH JIJIsT MHOTOKpAT-
HOTO 3a00pa apTepuabHOM KPOBHU JIJIST aHAJIM3a Ta30B
KPOBH, KICJIOTHO-OCHOBHOTO U BOJTHO-3JIEKTPOJTMTHOTO
coctaBa KpoBH [6]. B oneparinorHoii 1o/IKeH HaXOIUTh-
Csl CTaHAAPTHBIA HAOOp TPeOyeMbIX [IsT ajleKBaTHOI
tepanuu 31 JTekapcTBEeHHBIX MTPENapaToB U PACXOHbBIX
MaTepuasoB. OXIaxkAaIoNNe TTAKEeThI KTy TCS PIIOM
C OTIepaITMOHHBIM CTOJIOM. B HapKO3HOM armapare He
JIOJZKHO OBITH CJIEZIOB MHTAISAIIMOHHBIX aHECTETUKOB.
MOJKHO HCTIOJTB30BATh JINOO AITTapaT, KOTOPBIH HUKOT/A
He 3KCIUTYaTUPOBAJICS C WHTAIAIIMOHHBIMU aHECTETH-
KaMu, 6O MpeIBAPUTEIBHO OYMIIEHHBIIT HAPKO3HBIN
armapart. [lofroToBka HapKO3HOTO arapaTa COCTOUT B
3aMeHe KOHTYpa HapKO3HOTO amnmnapaTa U CHATHH HcTa-
putesieii. Yepes cucteMy BEHTUIISAIUN U CUCTEMY ITHP-
KyJISIIUU HeOOXOMMO TIPOITYCTUTD YHUCThI KUCTOPOJT
co ckopocTeio 10 1/MuH B Teuenie MUHUMYM 10 MUHYT.
Ecym mimanr moavun cBeKero raza He MOKeT ObITh 3aMe-
HEH, TO KKCJIOPO/] HEOOXOMMO TIPOIYCKATh B T€YEHHE
muanmyM 20 MmunyT [4, 6, 13, 14, 24].
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370KauecTBEHHAS TUTIEPTEPMUS — peIKoe, HO

omacHoe IS JKM3HU (papMaKkoreHeTnyeckoe 3aboie-
BaHWe MBINII], XapaKTePU3YyIONleecss aHOMAaTbHBIMU
runepMeTaboIMueCKMI PeAKI[USMU 1 BhI3bIBAEMOE Y
BOCIIPUUMYHNBBIX JTIIOJIEH JTETYUYUMU TaJOTeHCOIePKa-
UMY aHECTETUKAMU UM CYKIIMHUIXOJTUHOM. XOTSI
amm3onabl 31 caydaloTcs penko, 3HAHWS aHeCTE3MO-
J10T0B 0 3T OJKHBI TTOCTOSIHHO 0OHOBAATLCA. Has-

JIeKamias TMOATOTOBKA MEIUIIMHCKUX YUYPEKICHUH,
a TakKe aHeCTe3MOJIOTOB-PEAHNMATOJIOTOB obectie-
YMBaeT 3HAUYUTEJIBHOE CHIKeHUEe cMepTHOCTH OT 31
CTOJKHYBIINCH CO 3JI0KAYECTBEHHBIM THTIEpPTEPMUYE-
CKUM KPU3UCOM, HATTUYHE JIOCTYIA K I0CTATOUHOMY
KOJIMYECTBY IAHTPOJIEHA UMEET BaKHOE 3HAYEHUE JIJIS
NMOCTVKEHVST HAWJTYUIIeTo Pe3yJsibTara /ijid MmaieHTa.
Perucrpanus pantposiena B Poccum, 6e3ycioBHO,
MTOMO’KET TOBBICUTH d(ppekTUBHOCTD Jeyenus 31 B
Haleil cTpase.
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