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3710Ka4eCTBEHHAsA TUIIEPTEPMHs — PEIKOe, HO YPE3BBIYAMHO OMAcHOE OCIOKHEHHE, KOTOPOE MOKET BO3-
HUKHYTh Ha (JOHE NMPHMEHEHHs ONpPE/IENICHHBIX aHECTE3UPYIOIIMX CPEACTB U MHOpeiakcaHToB. OHa Xapakre-
pu3yeTcs HapyIICHHEM TEpMOPETYISINHN, THIEPMETaboIH3MOM, MOBHIIIEHHEM TEMIIEpPaTyphl TeNld, PacraoM
MBIIIEUHBIX BOJIOKOH, allH1030M 1 MHOTHMH JPYTUMH TsKEIbIMU HapymeHuAMH. OCHOBHOII IpuunHOii ABnsAeTCA
TFeHEeTUYEeCKas IIPEeIPacIONoKEHHOCTh, 00YCIOBICHHAsI MyTalUsAMH B reHax, B yactHoctd RYRI1 u CACNALS,
KOJIMPYIOIIHX KaJbIIMEeBbIE KAHAIIBI B CKEJICTHOH MyCKyNIaType, 4To HapyliaeT HOPMaJbHYIO KalbIIHEBYIO IIUPKY-
JIALMIO B MBIIICYHBIX KJIETKaX. B kauecTBe TPUITEPOB MOTYT BBICTYNATh JIETY4HE aHECTETUKHU, TAKHE KaK TajJoTaH
1 n30(IypaH, a TAKXKe JCHOISIPU3YIOIINEe MUOPEIIAKCAHTBI, HAIPUMEP CYKIIMHWIXOIHH U MHOTHe apyrue. Llens
HCCIIeJOBAHNS — CHCTEMATH3alis COBPEMEHHBIX JTaHHBIX O 3I0OKAYeCTBEHHOW THIIEPTEPMHH C aKIIEHTOM Ha ee
MaToreHes3, FeHeTHYECKUE MEXaHU3Mbl, TPHITEPBI, IMarHOCTUKY M JieueHne. Marepuasbl ¥ METO/BI HCCIIEI0Ba-
HUs: 0030p stuTepatypsbl B ieproz ¢ 1960 mo 2025 . 310KadecTBEHHAs THIIEPTEPMHUS — PEJIKOE HACIIECTBEHHOE
3a0o0seBaHne, BBI3BIBAEMOE HAPYIICHHEM PabOThl KAIBIMEBBIX KAHAIOB B MBIIIIAX ¥ TPOBOIHPYEMOE aHECTe-
tukamu. OTcyTcTBHE JanTponeHa B KazaxcTaHe CyIIeCTBEHHO OTPaHMYMBACT TEPANeBTHYECCKHE BO3SMOXKHOCTH,
410 TpeOyeT HEMEUICHHOTO PEIICHHs BOIPOCA €ro PEerdCTPAlMH, a TAKKe BHEIPEHHs I'€HEeTHYECKOW JHarHo-
CTHKHM W TIOBBIIIECHHS OCBEIOMICHHOCTH MEINIIMHCKOTO COO0MmEecTBa. 310KaueCTBEHHAs THIIEPTEPMHUS — PEKOe
HACJIEJICTBEHHOE COCTOSHUE, YTPOKAIOIIEE KH3HH NPU aHEeCTe3n . B cTaThe moauepkuBaeTcs BaKHOCTh paHHEH
JIMarHOCTHKH, JIOCTYNA K JCUCHHIO U BHEJPEHUS COBPEMEHHBIX METO/IOB BBISBICHHS PHUCKA.

KiioueBble cjI0Ba: 3JI0Ka4eCTBEHHAST TUNEPTEPMHUHA, HHTAIANHUOHHBIC AHECTCTUKH, paﬁ[lOMI/IOJIl/B, TaxuKapaus,
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Malignant hyperthermia is a rare but extremely dangerous complication that can occur against the back-
ground of the use of certain anesthetic agents and myorelaxants. It is characterized by impaired thermoregu-
lation, hypermetabolism, increased body temperature, breakdown of muscle fibers, acidosis and many other
severe disorders. The main cause is genetic predisposition due to mutations in genes, in particular RYR1 and
CACNALS, encoding calcium channels in skeletal muscle, which disrupts normal calcium circulation in mus-
cle cells. Volatile anesthetics, such as halothane and isoflurane, as well as depolarizing myorelaxants, such as
succinylcholine and many others, can act as triggers. The issue of studying is to systematize current data on
malignant hyperthermia, focusing on its pathogenesis, genetic mechanisms, triggers, diagnosis, and treatment.
Materials and methods of the study: a review of the literature from 1960 to 2025. Malignant hyperthermia is
a rare hereditary disorder caused by dysfunction of calcium channels in muscle tissue and triggered by an-
esthetic agents. The absence of dantrolene in Kazakhstan severely limits treatment options, highlighting the
urgent need for its registration, the implementation of genetic testing, and increased awareness among medical
professionals. Malignant hyperthermia is a rare hereditary condition that poses a life-threatening risk during
anesthesia. This article highlights the importance of early diagnosis, access to treatment, and the implementa-
tion of modern risk detection methods.

Keywords: malignant hyperthermia, inhalation anesthetics, rhabdomyolysis, tachycardia, hypercalcemia, halothane,

sevoflurane, succinylcholine

BBenenune

3nokadectBenHas runeprepmust (317) mpex-
CTaBISET COOOM OCTPBIN JKU3HEYTPOXKAIOIITHI
(hapmaxKoreHeTHUECKUH HacIeICTBEHHBIN CHH-
JIpOM, KOIJia B OTBET HA IPUMEHEHHUE OIpelie-
JICHHBIX MHTAISILMOHHBIX AHECTETHKOB U JE-
MOJISIPU3YIOIIUX MUOPEJIAKCAHTOB BO3HUKAET
KaJIbIMil-3aBUCHMasl KOHTPAKTypa U TUIIEpMe-
Ta0OJIM3M CKEJIETHBIX MBIIII, YTO B JaJTbHEH-
IeM MOKET MPHUBECTH K PaOJOMHOJIN3Y H TIO-
JMOPraHHON HeocTaroyHocTH [1].

HecMotpss Ha 3HauMTENBHBIM Mporpecc
B MMOHMMAaHWU TIaTOTeHe3a W TUarHOCTHKH 31,

mpoOiieMa OCTaeTcs aKTyaJIbHOW, OCOOCHHO
B CTpaHax, TJe OTpaHWYeH JIOCTYT K criennhu-
yeckoi tepanuu. B Kazaxcrane, Hampumep,
3aperuCTPUPOBAHBI CITydal TO3IHEH AHarHo-
ctuku 3I, 9TO CBsI3aHO C OTCYTCTBHEM JOJIK-
HOTO YPOBHSI OCBEIOMIIEHHOCTH CPEIH MeIlu-
[IUHCKUX PaOOTHUKOB M OTPAaHUYEHUSIMHU Ha
BBO3 W HWCIIONF30BaHUE JAaHTPOJICHA — €IWH-
CTBEHHOTO 3(P(GEKTUBHOTO TIpemapara sl Jie-
YeHUS JAaHHOTO COCTOSTHUS [2].

IIpoGmema Takke OCIOXKHIETCS OTCYT-
CTBHEM HAI[MOHAIBHBIX MPOTPAMM CKPHHHUH-
ra u npodunaktuku 3. B MupoBoii mpaktu-
K€ BHCAPCHHUC MOJICKYIIAPHO-TCHETUYCCKOTO
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TECTHPOBAHMS, TaKOTO KaK aHallM3 MyTalui
RYR1 u CACNALS, a Taxke (QyHKIHOHAIIb-
HBIX TECTOB, JIOKa3ajo CBOI 3(PPEeKTHBHOCTH
B paHHeM BbIsBieHUHU pucka 31" [3]. OTu noa-
XONbl, OJHAKO, TPAKTHYECKH HEIOCTYITHbI
B Kazaxcrane, 4yTo ycyryOnser cCUTyanuio.

BaXHOCTb NOBBIIEHNS YPOBHS 3HAHUM
MenuuuHCKuX padotHukoB o 317 B Kazaxcra-
He HeocmopuMa. BBeneHue oOydaronux mpo-
rpaMM, HamNpaBlICHHBIX Ha paclo3HaBaHUE
panHux mpuszHakoB 3, a Takxke paspaboTka
NPOTOKOJIOB JKCTPEHHON TIOMOIIM, BKIOUAs
QITOPUTMBI HCIIOJIb30BAHUS aJbTEPHATUBHBIX
IpenaparoB, CIOCOOHBI 3HAYUTEIBHO YIIyd-
IIUTH IPOTHO3 3a00neBanus. Takxke TpeOyercs
IepecMOTp HaIHOHAIBHBIX (papmareBTHIe-
CKUX perymsinuii ans oOecredeHws TOoCTyma
K JIaHTPOJICHY W JPYTUM KM3HEHHO BaXKHBIM
JIEKapCTBEHHBIM CPEZICTBAM.

BriepBole nanHoe coctosiHue ObUIO OmuUca-
HO B 1960 1. TepaneBramu M.A. Denborough
n R.R. Lovell B xypname Lancet [4], rme
MIPUBOAMJICS TPUMEP HHTPAOIICPAIIMOHHON
THIIEPTEPMHUH Y MOJIOJIOTO MYX4HHBL. OH yT-
Bepkaal, 4to 10 ero poacTBEHHUKOB (U3 24)
yMEpJIH BO BpeMsi HJIH [0CTIe IPOBEICHNUS aHe-
cTe3uu. B xoe onepaTuBHOTO BMENIATEeIhCTBA
y JAaHHOTO NauueHTa yxe uepes 10 Mun nociue
Hauaja aHeCTe3WH TaJOTaHOM TeMIieparypa
Tena CTpeMUTeNnbHO yBenuumiack a0 41°C,
C Pa3BUTHEM KETYJ0YKOBOH TaXUKapAUU H ap-
TepuasnibHON TunoTtoHuH. [logoOHbIi ciyuait
ITO3BOJIMJI aBCTPAIMUCKAM YYEHBIM J0Ka3aTh
ayTOCOMHO-JIOMUHAHTHBIN THI HaCIlIeTOBaHU
31" mpy MOMOINM TEeHeaJOrHYecKoro aHaIn3a
POIOCIOBHON MYKUUHBI.

[Tocne my6nukanuu 3toro ciayyas B 1960 1.
CTaJIM Yallle PErHCTPUPOBATHCS SMU30/bI, O/
TBepKaarone Haamuue 3I, a Takke ciydam
MIPEIPACTIONOKEHHOCTH K HEMY, YTO OBLIO OT-
MedeHo B crpaHax EBpormbl, CeBepHOUl AMe-
pukr u ABcrpanuu. VccnenoBanusi mpoje-
MOHCTpHUpoOBaiu, yto 4actora 3I° Bapbupyer
ot 1:10000 o 1:250000 HapK030B B 3aBUCUMO-
CTH OT TIOMYJISAIINH, STHIIECKUX 0COOEHHOCTEH
U TEHETUYECKOU MpeapacnoiokeHHOCTH [1].

OCHOBHOM MPOPHIB B H3yUECHUHN TATODU3H-
onoruu 3I" ObLT cenan Garogaps ucciaenaoBa-
HUSIM, CBSI3aHHBIM C MOJICKYJSIpHO-TEHEeTHYe-
ckuMmu Mexanuzmamu. B 1990-x rr. myrtanuun
B reie RYRI, konupyromem puaHOAMHOBBIN
penenrtop 1-ro Tuma, ObUTH BIEPBHIE CBSI3aHBI
¢ 3I. DToT pernenTop y4yacTBYeT B PETYIISIITHH
BBICBOOOXK/ICHHSI MOHOB KaJbIUSI W3 CapKo-
IUIa3MaTHYEeCKOTO PETUKYITyMa B MBIIICYHBIX
KJIeTKax. MyTaluu B JaHHOM T'€HE MPHBOIST
K HapyIIeHUIO (PYHKIIMU KaJbIIMEBOTO KaHAIa,
YTO BBI3BIBAET XapaKTEPHBIH THIIEPMETado-
JU3M MBITIEYHON TKaHH| [5].

CoBpeMeHHBIE HCCIEOBAHUS  TIPOJIOII-
KAIOT YTOYHITH MexaHw3Mmbl 3I° u  uueHTu-

¢unmpoBars HOBble MyTauun B reHax RYRI
nu CACNALIS. Taxxe pa3pabaTbIBaroTCs Me-
TOABI MOJIEKYJSIPHOH JMAarHOCTHKH, TaKUe
KaK CEKBEHHPOBAHHE HOBOI'O IOKOJEHUS, KO-
TOpbIE 00ECHEUNBAIOT TOYHOE OIPEAEIICHUE
TeHETHYECKOM TMpenpacroiioKeHHOCTH K 3TO-
MY COCTOSTHHIO.

3" ocraercss penkuM, HO IOTEHIMAJb-
HO CMEPTEJIbHBIM COCTOSIHUEM, €CJIM CBOEBpE-
MEHHO He OyzneT Ha3zHauyeHa Tepanus. [lo gaH-
HbIM H. Rosenberg, N. Pollock, A. Schiemann,
T. Bulger, K. Stowel [1], pacnpocTpaHeHHOCTb
JIETAJIbHBIX MCXOJIOB 3HAYMTEIHHO CHU3MJIACH
C BBEJICHMEM B KIMHUYECKYIO MPAKTUKY JaH-
TpOJICHa, Iperapara, HarpaBJIeHHOTO Ha BOC-
CTaHOBJICHHE OajlaHCa KaJbLHUs B MUOLUTAX.
OpnHnako B pspe crpad, Bkirouyass Kaszaxcraw,
JIOCTYMTHOCTh 3TOTO Tpernapara OrpaHHWYeHa,
YTO MOJYEPKUBACT aKTyaJbHOCTh H3yUYeHUS
3" U co3maHus HaAIMOHAIBHBIX INPOTOKOJIOB
JUISL €T0 AUATHOCTHUKHU U JICYCHUSI.

Leab Mccjel0BaHUsl 3aKII0YACTCS B CH-
CTeMaTH3alu1 COBPEMEHHBIX JJaHHBIX O 3JI0Ka-
YEeCTBEHHOI T'HIEepPTepMHUH C aKIIEHTOM Ha ee
MaToreHe3, reHeTUYeCKUe MEeXaHU3Mbl, TPHTI-
repsbl, AMATHOCTUKY U JIEUEHHE.

MaTepuaﬂu U METOAbI UCCJICAOBAHUA

Tun uccnenoBaHusi — 0030p JUTepary-
pbl. [lara mpoBeaeHuUsT UCCIENOBAHUS: allpeiib
2024 1. lTlomck wWccnaemoBaHWUN TIPOBOTUICS
B TpEX AJIEKTPOHHBIX 0a3zax naHHbix (PubMed,
Web of Science, Google Scholar), BxiroueH-
HBIX B iepuo ¢ 2007 o 2024 r. Marepuanamu
WCCIIEIOBAaHUsI CIIY>KWJIM CTaTbd, HailleHHbIE
10 KJIF0YeBbIM citoBaM malignant hyperthermia,
malignant hyperthermia and anesthesia.

Pesyabrarsl HcciiefoBaHus
H UX 00Cy:K/IeHue

Omuonozus u namoeenes

IIpenpacnonoxkennocts k 37 mepemaercs
M0 ayTOCOMHO-JAOMHHAHTHOMY THILy Hacle-
JIOBaHUS C HU3KOH CTENEHbIO INEHETPAHTHO-
CTH M BapHaOelbHOH SKCIIPECCUBHOCTHIO [6].
Cunraercs, 9To Yalle BCETO MaTOJOTHs Mmopa-
xkaeT 19-1t0 mapy xpomocom, gomen ql3.1, or-
BEYAIOIINI 32 PUAHUIWHOBBIA perentop 1-ro
tuna RyR1. JlanHblil penenrtop sBIsSETCS CO-
CTaBHBIM KOMIIOHEHTOM KaJIbIIUEBBIX KaHAJIOB
B CapKOILUIa3MaTHYECKOM PETUKYIyME CKeJeT-
HO-MBIIIEYHBIX MUONHTOB. Ha ceromHsimrHuit
JleHb M3BeCTHO o Oojee 200 mMyTammsix, CTo-
COOHBIX BBI3BIBATh 3JIOKAYECTBEHHYIO THIIEP-
Tepmuto [7].

IlepBoHauanbHbIC W3MEHEHHUS, BO3HUKA-
IOIME TIPU BIMSHUM TPUTTEPHOTO areHTa Ha
MYTHPOBAaHHYI0 XPOMOCOMY, 3aKIIOYar0TCs
B 3alyCKe W30BITOYHOTO BBICBOOOXKICHUS
MOHOB KallbIIUs M3 CapKOILUIa3MaTH4YeCKOTO
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petukynyma. B panpHellieM MNpOUCXOIUT
MOPaKEHUE KaJIbIIMEBOTO KaHajla CapKoIlia3-
MaTH4YEeCKOTO PETHKYITyMa, KOTOPHIA Terephb
HaxOJWUTCS B IIEPMAHEHTOM OTKPBITOM COCTO-
saand. [10CKOMbKY 3aKpBITHS KaJTbIIMEBOTO Ka-
Hajla He TIPOUCXOIUT, XPAHCHUE MOHOB KaJlb-
oA CTAaHOBUTCSA HEBO3MOXHBIM, OTUEIO OTH
HWOHBI B JIOCTATOYHO OOJIBIIIOM KOJUYECTBE
BBIXOJISIT B CapKOILJIa3My MBIIICUYHBIX BOJIO-
KOH. Pe3ynbpraroM IMOBBHIIIEHHUS] MOHOB Kallb-
oysg B CapKoIIa3Me CTAHOBHUTCS aKTHBAIIH
AKTHH-MHO3UHOBOTO KOMIUIEKCA, YTO BIICUET
3a c00O0M MOsIBJIEHNE HENPEPBHIBHOIO MBIIIEY-
HOro cokpaiuenus [8]. MpllieyHas KOHTpaK-
Typa PHEpreTHYeCKH OYeHb 3aTpaTHa, IMOATO-
My HIEeT TOBBIMIEHHOEe moTpednenne ATO,
ne(UIAT KOTOPOTO MPHUBOAWT K aKTHUBAIIUU
rIuKoreHoin3a u (hochoprIIaTKMHA3ZHOW CHU-
cTteMbl. Bo3HuKIIME MeTabOJIMYeCKHUe I10-
TPEOHOCTH MPUBOJIAT K TOMY, YTO yBEJIMYUBA-
eTcsl moTpediieHrne KUCIopo/ia U 00pa3oBaHue
YIIIEKUCIIOTO Ta3a W Teruia. Knmaudgecku 31o
MPOSABIACTCS PE3KUM IIOABEMOM TeMIlepa-
Typsl Tena. B KOHIlE KOHIIOB BO3MO>XHOCTH
a’pOOHOTO MYTH IMOJIYYCHHS] YHEPTUU 3aKaH-
YUBAIOTCS U MOJKIIFOYACTCS aHA3POOHBIN IIn-
KOIIN3, KOTOPHI B CBOIO OYepeab IMOBICYET
3a coOOl HaKOIJIEHHE JIaKTaTa M MeTadoIn-
geckui anumos [9].

ITocrosiHHOE COKpallleHue MBI, OTEK
MBIIICYHOMN TKaHW, HApYUWCHHUE MbIIICYHOT'O
KPOBOTOKA IMPHBOAUT K WIIEMUU MBIIICUYHBIX
BOJIOKOH, 4TO B JalIbHEHIIIEM IOBJIEYET 32 CO-
00 padIOMHONIN3 KaK Pe3ylbTaT MHTEHCUBHOM
JNECTPYKIIUU TTOTIEPEUHOIIONIOCATON  MBbIIIed-
HOM TKaHU C BBICBOOOXKJIEHHEM B KPOBEHOC-
HOE pycJIo IPOAYKTOB ee pacnazaa. [lociennuii
BBI3BIBACT TAKHUE IMPOIECCHI, KaK THIIePKaIHe-
MU, THTIEPKAIBIIMEMUS, MEOTIIOOMHEMHUS, TI0-
BeiieHne KOK. Dt n3meHenns meradbonusma
OIACHBI TAKUMM OCJOXKHEeHUsMH, Kak [IBC,
OCTpasi IoYeUHass HeIOCTAaTOYHOCTh, HApyIIIe-
HUE CEPJIEYHO-COCYIUCTON CUCTEMBI, OTEK TO-
JIOBHOTO MO3ra U MHoroe apyroe [10].

Tpuezepnvie acenmoi

[IpunsITO CYUTATh, YTO MpeNapaTaMu, CIo-
COOHBIMU TIPOBOIUPOBATH 3JI0KaYE€CTBEHHYIO
TUIEPTEPMHIO, SBIAIOTCA  CyKITUHIUTXOIUH
U TaJIOTeHCOJIepIKalllie MHTAJSIIIMOHHbIC aHe-
cTeTuku — ceBodaypan, uzodiypas, GprTopo-
TaH, ne3dmopan, sHdmopan [11]. Kpome Toro,
B TOCJEIHUE TOJAbl K TPUITEPHBIM areHTam
MIPUYUCIAIOT KOGEUH W IUITWIOBBIA d(up
[12]. I'amoTaH crtocoOCTBYET pa3BUTHIO 310K~
YeCTBEHHON THIEPTEPMHU Topas3io ObicTpee,
Hexenn ceBoduiypan (B cpenHeM Ha 40 MuH)
[13]. Takum oOpa3oM, BCE MECTHBIC aHECTe-
TUKW, HEACTIONSPU3YIONINE MHUOPEIAKCAHTHI,
B IIEJIOM BC€ aHECTETUKH ISl BHYTPHUBEHHOTO
BBEJICHUS HE CIIOCOOHBI MPOBOIMPOBATH pa3-

BUTHE 3JI0KAYECTBEHHOUN rumneprepmun [14].
ITomnHblii crincok 0e30acHbIX U HeOe30MacHbIX
MperaparoB omyOnMkoBaH Ha caiite Malignant
Hyperthermia Association of the United States
(MHAUS) [15].

IIpomomxkaeT 00CYKIaThCS TEOPHs BIIHS-
HUSl QU3NYECKUX HAarpy30K M TEIJIOBBIX ya-
POB Ha BO3HMKHOBEHME IPEAPACIIONONKEHHO-
ctu k 31" [13].

Juaenocmuka 3noxauecmeennou
unepmepmuy

B nacrosimee Bpemsi IPHUHATO TOApaszie-
asath 317 Ha JBe IpyNIbl MO TEUYCHHUIO: (YIlb-
MUHAHTHYIO U a0OpTHBHYI0. B epBoM cityuae
CUMITOMBI HApaCTAIOT OYCHb OBICTPO U YyiKE
B TEYCHHE HECKOJIbKUX MUHYT MOTYT IIPUBECTH
K JKU3HEYTPOXKAIOIIEMY COCTOSHHIO. AOOp-
THBHOE K€ TEYEeHHE MOpa3yMeBaeT HESIPKO
BBIPAXCHHYIO CHMIITOMATHKY, 0€3 BHIUMBIX
KIIMHUYECKHUX MTPU3HAKOB, B TOM YHUCIIC MOXKET
U CaMOCTOSITEIILHO MPEKPATUThCS 0€3 IeNIeHa-
MIPABICHHOTO JICUEHHUS.

B mepBble MHHYTHI JEHCTBUS TpHUITEp-
HBIX areHTOB MOXET BO3HUKHYTh TaXHKap-
JIds, MBIIIEYHAS] PUTHIHOCTh, TAXUITHOD, T10-
BBIIICHHAsT Temneparypa teia [16]. Ocoboe
BHUMAaHHUE CTOUT Y/CIHUTh MOBBIIICHUIO KOH-
[EHTpaIMi YIJIEKUCIOr0 ra3a B BbIJbIXae-
moM Bozayxe — ETCO,: cuuraercs, 4to poct
JIAHHOTO TIOKa3aTells Ha paHHUX dTanax Jaxe
Ha 5 MM PT. CT. BBIIIIC HOPMBI CIY)KHUT CUTHA-
JoM 715t 6ojiee BHUMATEIBHOTO HAOMIONEHUS
3a mamuenToMm [17].

HaunGonee BaXHBIMH IHATHOCTUYECKUMHU
KPUTEPUSMHU, TIO3BOJIAIOIIMMH  3aI0J03PUTh
3JIOKQYECTBEHHYIO THIEPTEPMHUIO, SBISIOT-
¢ poct konuentpauuu ETCO,, nosbinienue
Temneparypsl Tena, noseimenne YCC [18].
Hus 3I° xapakTepHO MOJHHEHOCHOE IOBBI-
IICHHE TEeMIIepaTyphl Tejla OT HOPMAalbHBIX
BesuunH 10 41-42°C u Beiue [19]. Temme-
parypa HapacTaeT CcO CKOpPOCTBIO, KOTOpas
MOKET ObITh OosbInei, yem 0,5°C 3a Kakbie
15 muH. [Ipu MOJIHUEHOCHO# (OpME CKOPOCTH
MOBBIIIICHUS TEMIIEPATyPhI TEJIa MOXET JOCTH-
rare 1°C 3a 5 muH u Bbime. CTOUT OTMETHTD,
YTO y MalMeHTOB, HAXOASIIUXCS Ha CAMOCTO-
ATEIHHOM JIBIXaHUH BO BpEMs OMEPaTHBHOTO
BMEIIATENIbCTBA, HET BO3MOXXHOCTH HCCIIEIO0-
Batb ETCO,, a moromy B Takux ciy4asx 00-
palaeM BHMMaHUE HA HaJUYWE M COYCTAHUC
OCTAJIBHBIX  BBINIENEPEYUCICHHBIX CHMIITO-
MOB, a TaK)X€ Ha YMEHBIIEHHE KOHIEHTpa-
muu PaO, mpu yBemWYeHHWH KOHIIEHTPAIUU
PaCO, [20].

CTOUT TaKke OTMETUTh, YTO Y 0C000 BOC-
MPUUMYHUBBIX TTAIIMEHTOB BO3MOXKHBI U JPyTUe
MIPOSIBJICHUST 3JIOKAUECTBEHHOW THUIEPTEPMUU
B MHTpaOINepaIioHHbId iepuoy. B HopMme pe-
aKIys Ha CyKCAMETOHHWU J0 HACTYTIICHHS Ta-
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payinya BKJIIOYAeT MbIIICUHbIE (PacUKyISIHH,
HO TakKXe JAHHOE BEIIECTBO MOYKET BbHI3bIBATH
[IePBOHAYAIBHOE TIIOBBIIMICHHE MBIIIEYHOTO
TOHyCa B MBIIIIAX 4YeNOCcTH. KimmHu4ecKn
9T0 OyleT HaOMIOMaThCsA KaK COMPOTHBICHUE
OTKPBITHIO PTa Ha MPOTSHKEHUHM TEPBBIX 60—
90 ¢ mocne BBeneHus cykcametonus [21].

OTHOCHUTENBHO TO3JHUMH CHMIITOMaMH
MIPUHSATO CYNTATh U3MEHEHHE JIa0OPaTOPHBIX
JAHHBIX — MUOTIIOOWHYPHIO, THITEPKAINEMHUIO,
TUMEPKAIbIIMEMUI0, THIIEPMarHUEMHIO, 3Ha-
yureibHoe moBbieHne KOK. Penko mMoxxHO
OOHApYKUTh HM3MEHEHHUs Ha DJIEKTPOKapIHO-
rpamme — 3aocTpeHHblil 3yoen T u pacmupe-
Hue komuiekca QRS, Bo3HuKaromue B pe3yib-
Tare runepkajinemMuu [22].

,ZZMLZZHOCWZUKCZ npedpacnozzoofceHHocmu
K 310KA4eCmMEeHHOll cunepmepmuu

AnaMHeCcTHYECKHE JaHHBIE 00 MMEIOIINX-
Cs paHee cilydasX BO3HHKHOBEHHsS 3JI0Kaue-
CTBEHHOH THIEPTEPMHUH SIBISIOTCS IJIABHBIM
MOKa3aHUeM I IPOBEICHUS IeHETHYECKON
JMUArHOCTHKH. B Hacrosiee Bpems NCTIOIb3Y-
rorcs Takue tecthbl, Kak MLPA u IVCT.

MLPA — Multiplex Ligation-dependent
Probe Amplification — 310 MeTOHn, OCHOBaH-
HBII HA UCHOJB30BAHUU MYIBTUILICKCHON
ammmnduranun 1 auruposanus JIHK-mpo6
C TIOCIIEAYIONINM aHaau30M. MeToJl 1mo3BoJIs-
€T OJHOBPEMEHHO WCCIIEIOBaTh MHOKECTBO
Y4aCTKOB T€HOMa, UCTIONb3YS BCETO OJHY Mapy
npaiMepoB. OH MPUMEHSAETCS IS BhISBICHHUS
MYTalUi U KOMUMHBIX U3MEHEHUH T€HOB, CBSI-
3aHHBIX C HACJECACTBEHHBIMU MATOJOTUSIMU,
BKIIIOYAst 3JIOKAYECTBEHHYIO THIIEPTEPMHIO.
HccnenoBanne mpoBOIWTCS HAa OCHOBE He-
oompmoro kommdectBa JIHK, BeImeneHHOM
u3 JeiikouuToB mnanueHra. MLPA oGnanmaer
BBICOKOI 4yBCTBHUTEILHOCTBIO H CTICU(PHYHO-
CTBIO, YTO JIEJIA€T €r0 BaXKHBIM UHCTPYMEHTOM
B auarHoctuke 3" 1 Apyrux reHeTHYecKux 3a-
OosneBaHUi. DTOT METO HAIIE ITUPOKOE TIPH-
MEHEHHUE B MOJICKYIISIPHOM MeuInHe Onaroa-
Pl BOSMOXXHOCTH OBICTPOTO aHaiu3a 0OJbIINX
00bEeMOB JIaHHBIX. B yacTHOCTH, OH TIO3BOJISIET
ONPENCNNUTh JEJICUU U IYIUIMKAIlUU TEHOB,
KOTOpBIE HE BCET/a MOTYT OBITh OOHAPYKEHBI
TPaIUITMOHHBIMHA METOJIaMU CEKBEHHPOBAHUSI.
Jlanubie, moydeHHBIE ¢ TOMOIIbI0 MLPA,
AKTUBHO HCIIOJIB3YIOTCA IS MpeoTepaloH-
HOM OIIEHKH MallMeHTOB C Mojio3peHneM Ha 31,
YTO cHocoOCcTByeT Oojiee TOUYHOH M CBOEBpE-
MEHHOM nuarHoctuke [23].

IVCT (ramoran-kodennoBsiit Tect, ' KT) —
in vitro T€CT KOHTPAKTypPbl C UCIIOJIb30BAHUEM
Ouomnrara, B3STOr0 U3 YETHIPEXIVIABOI MBILIIIBI
oeapa. [lo mporokony EBpomelickoil rpymiisl
o 3nokadectBeHHoil runeprepmun (EMHG),
OmonTar pasJeNsroT Ha BOJIOKHA, KOTOPBIE 3a-
TEM IIPOTATHUBAIOT MEXKAY JIEKTPOIaMH B THITE-

POKCUTEHHPOBAHHOM pacTBOpe PuHrepa u Bo3-
JICHCTBYIOT TOKOM, MOCJIE YEro aHaIU3UPYIOT
COKpAIIeHUsI MHOITUTOB. 3aTeM Ha OJHY YacTh
BOJIOKOH JIEMCTBYIOT TaJOTaHOM, Ha JAPYTYIO —
kodenHoM. Pe3ympraToM maHHOTO TecTa OyaeT
SABIATBCA IOPOroBas BCJIMYMHA TPUTTCPHBIX
AréHToB, I'I€ B CjJIydyaC BO3HUKHOBCHHSA MbI-
IICYHOW KOHTPAKTYphl HA MUHHMAJILHBINA T10-
pOT TIPEPaCIIONOKEHHOCTh K 3JI0KaYeCTBEH-
Ho¥i runieprepmun Oynet Beicokoit. [IVCT ocra-
€TCs KITFOYeBBIM HHCTPYMEHTOM THAarHOCTHKH,
oOecrieunBasi TOYHBIE PE3YNbTaThl MPHU MPO-
BC€ACHUHN B ClIICIUAIM3UPOBAHHBIX na6opaTo-
pusix. DTOT TecT OCOOCHHO IOJIE3CH IS TIOJI-
TBEPKJCHUS TEHETUIECKOH MPepacioioKeH-
HOCTH K 31, BBISIBICHHON IPYrUMU METOJAMU,
TaKUMU Kak cekBeHnpoBaHue wm MLPA [24].
[Ipenmourenue otmaercs MLPA, mockoibky
I[aHHI)II\/'I METOJ HAMHOI'O 5KOHOMHWYHEC U 6I)I-
crpee. B PecniyOnuke Kazaxcran Ha cerogasiii-
HUU JIeHb UMEETCSI BOZMOXXHOCTh TPOBEICHUS
JUATHOCTHKY HACJIEICTBEHHOHN TaTOJIOTHH Me-
tonom MLPA.

T'eneTndeckas mpupoma JaHHOTO 3a0oJe-
BaHUsl TOBOPUT O TOM, YTO OJVDKadIIMe POJI-
CTBEHHHMKHU TaKHUX MAI[MCHTOB JOJDKHBI OBITh
HaTpaBJICHbl Ha KOHCYIIBTAIMIO K Bpady-TeHe-
TUKY C JNaJbHEWIINM TIpOBeIeHHEeM Jabopa-
TOPHBIX TeCTOB [25].

Jleuenue znoxauecmeennoi cunepmepmuu

B 1994 . MHAUS (Malignant Hyper-
thermia Association of the United States)
OIyOJIMKOBAIA PsiJI PEKOMEHJIAIUI Kacareb-
HO Tepamuu 3JI0KAaUeCTBEHHOW Trumeprep-
MHH, Ha KOTOPBIX OCHOBaHBI OOJBIIUHCTBO
COBPEMEHHBIX IMPOTOKOJIOB BEIECHHUS TaKUX
maruenToB [15]:

1. HemenyenHnoe mpekpalieHne BBeICHUS
MIpEenapaToB-TPUITEPOB U OCTAHOBKA OIepa-
TUBHOIO BMewarenbcTBa. Ilpu stom, eciu
oTIepaIyio HeoOXOAUMO MPOIOIKHUTh, aHEeCTe-
3l TIONZICPKUBAETCS BHYTPUBEHHBIMH aHe-
cretukaMu. Hapko3Hblil anmapar, yepe3 KoTo-
pbili ObUI [MOJIaH WHTAJSIUOHHBIA aHECTETHUK,
CIIPOBOIIMPOBABIINI MaHU(ECTAIUIO 3I0Kaue-
CTBEHHOHW THIIEPTEPMUU, HEOOXOJAUMO B JalTb-
HEHIlIeM MPOBEHTHIIMPOBATH ITOTOKOM CBEXKEH
BO3AYIIHO-KUCIOPOTHONW CMECH CO CKOPOCTHIO
10 i/mun. [TosHast 3aMeHa HAPKO3HOTO 000PY-
JIOBaHUS HE PEKOMEHYeTCs, TaK KaK 3TO MOJ-
pasymeBaeT 1oj; co00ii TOTEpPIo BPEMEHH.

2. TunepBentunsiuus aerkux 100% kuc-
JIOpoZioM co ckopocThto 10 m/MuH. DTO TIO-
3BOJIUT TIOCTaTOYHO OBICTPO BBHIBECTH JIETYydHE
AHECTETUKH, a TAKKE YBEIMYUTH MHUHYTHBII
00beM BEHTWISAIUHU, YTO MPUBEACT K CHIDKE-
auto ETCO,.

3. BBenenue nanrtponeHa B 103¢ 2,5 MI/KD
BHYTpUBeHHO OomrocHo. [lo HeoOxommmocTu
MOYKHO TIOBTOPSITH BBEJICHHE Tperapara Kax-

MEXXIYHAPOJHBIN KYPHAJI TTIPUKJIA THBIX
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Ible 5 MUH, o0Inas 103a He JO0JDKHA TPEBbI-
matbk 10 Mr/kr. JlantposieH npeacrasisieT co-
0Ol CeNEeKTUBHBIN OJOKATOp PHAHOAWHOBBIX
peuentopoB 1-ro tuna RyR1. [lanHbli npe-
mmapar CIOoCOOCTBYET 3aKPBITHIO KaJbI[UEBBIX
KaHaJIOB CapKOIIa3MaTHYECKOTO PETHKYIyMa,
4yro OyleT CHIXATh KOHIEHTPALMUIO HOHOB
KallbIlUsl B capkoruiazMme. Pesynbrarom paeii-
CTBUSI JAHTpOJeHa OyleT INpeKpamieHne Mbl-
[IeYHOW KOHTPAKTYypbl W THIepMeTadomu3Ma
MHOITUTOB [26]. KoHIIeHTpaIus mpemapara co-
XpaHsieTcs B IJ1a3Me B TCUCHUE 5—6 4, TIOATOMY
10 UCTEYEHUH ITOTO BPEMEHU PEKOMEH]TYETCs
MIOBTOPHOE BBEICHHE IAaHTPOJIEHA VI IPO-
(bMITaKTHKY TIOBTOPHOTO BO3HUKHOBEHHS 3J10-
KauyecTBeHHOM runeprepmuu. COBpeMEHHbIE
PEKOMEHAINH TIAcsIT O TOM, YTO B OIEpaIn-
OHHOI HE0OX0J MO UMETh 36 (hJIAKOHOB JIaH-
TpoJieHa JUIst JieueHHs: PyTbMUHAHTHON (hOPMBI
31" y cpeanero nanuenta ¢ secom 70 kr [27].

[IpoGnema naHHBIX peKOMEHAANNIN 3aKITI0-
yaeTcs B ToM, uTo B Kazaxcrane naHHbIA mpe-
rapar He CepTH(QHUIMPOBAH, a TOTOMY €T0 IIPH-
MEHEHHUE HE CUMTACTCS BO3MOYKHBIM.

4. BBenenue ruapokapOoHaTa HaTpHsl MO-
Clle MOHHTOpHMHIA IOKa3areyieil ra3oBoro co-
CTaBa KPOBU JUIS OMpEICNICHUS CTEIEeHH Me-
Tabonmyeckoro anuao3a. CTOWT OTMETHTH,
YTO THAPOKapOOHAT HATPUS MOXKET MPUBECTH
x nosbimennio PaCO,, a Takke K HM30BITKY
HaTpHUsi B OpraHu3Me, MO3TOMY HEOOXOIMMO
MIPO0JDKATh KOHTPOJIMPOBaTh KHCJIOTHO-IIIE-
JIOYHOE COCTOSTHIE OPTaHN3Ma, a TAKIKE BOJTHO-
JNEKTPONHUTHBIN Oananc [28].

5. ®@u3nyecKUue METOMbl OXJIAXKACHUS Ia-
rueHTta. [Ipy HaIW4YMKM TUIEPTEPMHUM CBBIIIC
39 °C HeoOX0aMMO PUMEHSITH BHYTPUBEHHOE
BBEJICHUE OXJIAXK/ICHHBIX PACTBOPOB, HAJIOXKE-
HUE JIbJ[a Ha TOJIOBY, IS0 U MTAXOBYIO 00IACTh,
OpOIIIEHHE TIOIOCTEH Tella XOJIOMHBIMU PacTBO-
pamu. OxJakaeHne HeoOXOIUMO TPEKPATUTh
MIPU CHIDKEHUH TeMIeparypsl Tena 10 < 38 °C.

6. [lpy HanmuumMu THIEpKAaIUEMHUH Mapa-
METpOoM > 5,9 MMOJIB/I HCHOJIB30BATh XJIO-
pun xampnus 10 mr/kr (MakcuMamnbHasi 1032
2000 mr) nm TrokoHatT Kamenus 10—-50 mr/kr
(makcumanpHas go3a 3000 mr). IIpu ypoBHE
6 MMOJIB/JTT ¥ BBIIIIE TIOKA3aHO BHYTPUBEHHOE
BBE/ICHHE PAcTBOPOB IJIIOKO3bI C HWHCYJMHOM
u3 pacuera 0,5 r Ha 1 Kr Macchl Tena IIHOKO-
361 1 0,1 Ex ma 1 xr Maccel Tena OOBIYHOTO
WHCYIIMHA C TOCTOSHHBIM KOHTPOJEM YpPOBHS
mmukeMun. Ilpu pedpakrepHOl THIEpKamne-
MHUH PEKOMEH/IYEeTCSl IPUHUMATh ajlb0yTepod
(umu ppyroii GeTa-aroHMCT), TPOBOAUTH AHA-
mu3 it OKMO.

7. OOmUpPHBIH MOHUTOPHUHT CIETYIOLIMX
roKa3aTeneil — MyJIbCOKCHMETPHsS, KaItHO-
rpadus, OKI, Temmeparypa tenma, AJl, rasse
U KHCIIOTHO-OCHOBHOE COCTOSTHHE apTephallb-
HOW KPOBH, YPOBHH IeMaTOKpHUTa U TPOMOOLIHU-

TOB, KoaryjaorpaMmmy, nuypes, ypoBeHb KOK
Y MUOTJIOOMHYPHH.

CwMmeprenbHbIi Hcxof 0e3 CBOEBPEMEHHOM
Y KaueCTBEHHO NMPOBOIMMOI Tepanuu cocTas-
nset 70% [29], moaTomMy HEOOXOIMMO BOBpE-
Msl AMarHOCTUPOBATh JJAHHYIO MaTOJIOTHIO.

Kputepun crabunmzanuu COCTOSHHS Tia-
LUEHTA [10CJIE IPOBEIEHHON TepaIuu:

1. CHMKeHUE WM TOJHAs HOpMAaJIH3alus
nokasaress ETCO,.

2. Crabmm3zanus YCC.

3. YcrpaHeHue TUIIepPTEPMHUHN.

4.1IpekpaitieHue MpIIIEYHOW KOHTPAKTYPHI.

3akiaouenue

3nmoKa4ecTBeHHasl TUIEPTEPMUS — ATO Ce-
pbEe3HOE TeHeTHYecKoe 3aboyieBaHue, IOpa-
JKaIoIlee MBIIIEYHBI KOMIIOHEHT OpraHu3Ma
YeJI0BEKa, INIaBHBIM 00pa3oM uepe3 BIMSHUE
Ha KaJlbI[MeBble KaHaubl. B ocoOoli Tpyrmme
pHUCKa MaIUEHTHI, MOJIBEPKEHHBIE BBEICHUIO
MHTAJISIIUOHHBIX aHECTETUKOB M IPYTHX TPHT-
TepHBIX areHTOB, OCOOCHHO €CIIM B aHaMHE3e
(B TOM 4nciie CEMEHHOM) yKe€ UMEJIHMCh I0[-
TBepxkacHHBIE ciaydan 3I. be3 cBoeBpeMeH-
HOTO W HAaJUIeKAIIEro JICYSHHs JIeTaJIbHBIN
ucxon Hactynaer B 70% ciydaeB, 4TO IMOJI-
YepKUBAaET BAKHOCTb pPAaHHEH IUArHOCTHKHU
9TOM MaTOJOTHH.

Bompoc n3yuenus BOSHUKHOBEHUS 3II0Ka-
YECTBECHHON TMIIEPTEPMHH H €€ TUarHOCTHKHU
Ha CETOAHSIIHUI JI€Hb OCTAETCS aKTyaJTbHBIM
1 TpeOyeT 3HaUNTEIHLHOTO BHUMAHHMS JUIS pa3-
paboTku 6omnee 3P PEKTUBHBIX TOJXOIO0B K MPO-
(GUIaKTUKE W JICYCHHIO JAHHOTO COCTOSHHSL.
Hecmotpst Ha mocTurHyThIl mporpecc B 00-
JIACTH TEHETHYECKHUX MCCIEIOBAHUN, KOTOPBIE
MOMOTAIOT ~ OTPENENNUTh  MPEAPACTIOTOKEH-
HOCTh K 3I, MHOTME acleKThl OCTAIOTCS HEAO-
CTaTOYHO M3y4eHHBIMU. ONHON M3 KITIOYEBBIX
npoOieM ocTaeTcs OTCYyTCTBUE CePTUHHULIMPO-
BAaHHOTO Ipernapara AaHTpojeHa B PeciryOnuke
KazaxcraH, 4TO CyIIECTBEHHO OTPaHUYUBACT
BO3MOXHOCTH JIeUeHHs. Takxke clemyer pe-
11aTh BOIIPOC O JIMLEH3WPOBAHUH JaHTPOJIEHA
U JalbHENIIEN ero 3akynke. BoaMoxHo, nMe-
€T CMBICII CO3JaTh 3aIac ONpPENENIEHHOTO KO-
JIMYECTBA JTAHHOTO Tpernapara B KPYIHBIX Me-
JUIUHCKUX OPTaHU3alUsAX C BO3MOKHOCTBIO
TPAHCTIOPTUPOBKH B MOZAPA3/ICIICHUS.

BBenenne MHHOBALIMOHHBIX METO/IOB JIMa-
THOCTHKH, TaKUX KaK F€HETUYECKOE TECTHPO-
BaHHE U HCIOJIb30BAaHUE COBPEMEHHBIX OHO-
MapKepoB, OTKPBIBAET MEPCIEKTUBBI AJIS pPaH-
HETO BBIABIICHMS MALIMEHTOB C BBICOKMM pH-
ckom pazsutus 3I. bornee toro, BHempeHue
00pa30BaTeNbHBIX TMPOTpPaMM ISl MEAMULIMH-
CKUX paOOTHUKOB, HAIIPABJICHHBIX HA TOBBILIIC-
HUE OCBEJIOMJICHHOCTH O JaHHOM IaTOJIOTHH,
MOXET CIIOCOOCTBOBATh CHUIKEHUIO YHCTIa JIe-
TaJIbHBIX HCXOJOB.
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HeoOxoauMocTh  MEXKAYHApOIHOTO  CO-
TPY[IHUYECTBa, OOMEHA OIBITOM U aJarTa-
UM YCHEUIHBIX MHUPOBBIX MPAKTUK OCTACTCS
BAKHBIM HaIlpaBICHHEM I JaJIbHEHUIIEro
pa3BuTHS B 00JAacTH IHATHOCTHKU W JIede-
Hus 31 B ycnoBusix orpaHMYeHHOTO JIOCTyIa
K CHeNUalIN3MPOBaHHBIM TIpernaparam U 000-
pyZOBaHHIO 0c0o00e 3Ha4YeHHUEe NpuoOpeTaeT
HCIIOJIb30BAHUE HEUMHBA3UBHBIX METOIIOB MO-
HUTOPHHIA, a TAKXKE COBEPIICHCTBOBAHUE Ha-
LIMOHAJIBHBIX IPOTOKOJIOB AHECTE3UH U UHTEH-
CUBHOH Teparuu.

Takum 00pa3oM, KOMIUICKCHBIM IOIXO],
BKJIIOUAIOIINNA TECHETUYECKUE HCCICIOBAHUSA,
BHEJIPEHUE COBPEMEHHBIX TEXHOIIOTHH 1 00pa-
30BaTeNbHbIE WHUIIMATUBBI, CIIOCOOCH 3HAYH-
TEJIbHO YJIYYIUUTh IPOTHO3bI I MalUEHTOB
Y MUHUMHU3UPOBATh PUCK THKEINIBIX OCJIOKHE-
HUU OpH 3710KaY€CTBEHHOW TUIIEPTEPMUHU.
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