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SUCCESSFUL MANAGEMENT OF MALIGNANT HYPERTHERMIA AVOIDING THE USE OF DANTROLENE
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The article describes the clinical case when malignant hyperthermia was diagnosed in the patients during the cardiac surgery. The patient had
anesthesia with desflurane. The state of the patient was stabilized due to timely diagnostics and aggressive therapy with non-specific agents and
cardiopulmonary bypass. The article presents different variants of clinical manifestations of this complication, ways of diagnostics and specific therapy.
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3JI0KavYeCTBEeHHAS TUTIEPTEPMUST TIPEJICTABISET co-  NIyHTHpoBaHUs. OTiepaTHBHOE BMENIATENbCTBO IJIa-
6ol peIkoe JKU3HEYTPOsKAIOIIee HaCIe[CTBeHHOe (hap-  HUPOBAJIU BBITIOJTHUTL (€3 MCKYCCTBEHHOTO KPOBO-
MaKOTEHETUYECKOe PACCTPOICTBO, CBS3aHHOE C MaTo-  obOpatieHust. BoIbHON MoJydar aHTUTHITEPTEH3UBHY O
JIOTHEl CKeJIETHOUW MYCKYJIATYPBI U TPOSIBJISIONIEECsT  Tepanuio (HOJUIIPET 5 MT, OUCOTIPOJION 5 MT, Huude-
pasBUTHEM THIIEPMETad0IMUecKoro cuuapoMa. Itot  aunue 10 mr). Panee oneparuBHbIe BMeIIaTeIbCTBA B
CUH/IPOM WHUIUUPYETCS MHTASIIMOHHBIMUA aHECTe-  YCIOBHSIX OOIIeit aHeCTe3UH TAI[HEHTY He TIPOBOIMIH.
TUKaMH, CYKIIMHUIXOJMHOM, TsiKeIoi husudeckoit  Kpome Toro, He ObLIO HUKAKKUX TaHHBIX 00 OCI0KHEHM!-
HArpy3KOil U TleperpeBaHneM y IPeIpPaCoNoKEeHHBIX  SIX, CBI3aHHBIX € OOIIEH aHecTe3ueld, y POJICTBEHHUKOB
K 3JI0KQUeCTBEHHO! rutiepTepMun manueHToB. Crienu- — manueHTa.
dudeckoe neyerune (TaHTPOJIEH) B IOCTATOUHOMN CTeTe- B nens oneparusHoro BMeniateabcTBa 3a 30 MITH 10
HU 2(pdeKTUBHO, OJIHAKO [I7Is1 Bpaveli B HAIlIEl CTpaHe  TIOCTYIIJIEHUsI B OTIEPAITHOHHYIO MAITMEHTY C IIENTbIO TIpe-
MPAaKTUYECKU HEAOCTYMHO. B ¢Bsi3au ¢ atum 0cobyio  MeAuKaiuu BBeieHo 2 MJ1 pacTBopa anaszenama (10 mr)
AKTYaJbHOCTh TPUOOPETAIOT MAKCHMATHHO PAHHSIST  BHYTPUMBIIIEYHO. TeMIepaTypa B IOMBIIIEYHO BIia-
JIMarHOCTUKA 3JI0KAYeCTBEHHOW TUTIEPTEPMUU ¥ TIO-  JIMHE YTPOM B JIeHb orepaiin coctaBuia 36,4 C.
HUMaHUe TOT0, KAKUMU HeCTTeITU(UIeCKUMI METOIaMU B omneparmoHHoii 1oJi MECTHOI aHecTe3Well BbITIOJI-
MOJKHO TIOTIBITAThCS €€ KYITUPOBATh. HUJIW TIYHKITUIO W KaTeTePU3aIHIo TIPaBOil JTy4eBOi

Onucanue KJIMHHYECKOTO ciayyas. BompHoit B.  aprepwm, Hamaanam MHBa3NBHOE M3MepEHUE apTepH-
(71 ron) mocTynu B KIWHUKY YHUBEPCUTETA C MA-  aJbHOTO AaBjaeHUs. /g WHAYKIINU aHeCTe3U! WC-
THO30M: aT€POCKJIEPO3 KOPOHAPHEIX apTepuil. Mmemu- — mosb3osann tTrotnientaa Hatpust (500 mr), dpeHTaHmT
deckast 60se3ub cepana. Crenokapaust nanpsukenusi, (0,3 mr), unexyponust 6pomus (8 mr). Murybanus
IT pyukmonambHbI KTace. [unepronndyeckast Goe3Hb  Tpaxen BbIoJHeHa TPyOKoit Ne 8 6e3 ocobenHocTel
3-1i cTamuu, 4-9 CTeNleHb PUCKA CEPIEYHO-COCYIUCTBIX W OCJOKHEHWH. VIcKyccTBEHHAS BEHTHIISIINS JIETKUX
OCJIOKHEHWIT; XpoHndeckas ceppedras Hegoctatod- (MBJI) — B pesknMe 0ObeMHON BEHTUIIAIUN: IbIXa-
HOCTb, [T hyHKIMOHANBHBIN Kaacc. BoisBieHbl IOKa-  TeJIbHBIN 06beM — 550 MJI, yacToTa Abixanus — 12/MuH,
3aHUsI K BBITIOJTHEHHIO OIIEPATHBHOTO BMEIIATEIbCTBA —  TTOJIOKUTETHHOE IABJIEHIE B KOHIIE BBIZIOXA — 5 CM BOI.
O6UMaMMapHOTO M ayToapTepuajbHOr0 KopoHapHoro  ct., FiO2 — 0,5, morok cBeskero rasza — 0,5 ji/muH. [loz-
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Jlep’KaHre aHecTe3Un OCYTIeCTBISIN AechrypaHoM
6 00. %, hentanmaom — 2 Mxr/(kr - ut). Ilocae wH-
NYKITUU JIJIs1 TIOJIZIEP/KaHUs 1leJIeBbIX 3HAYeHU ap-
TEPUATHHOTO JABJEHUS HCII0Jb30BATU UHOY3UIO
Hopazpenanuna B no3e 0,03—0,05 mkr/(xr - munt).
Yepes 50 MuH 1mocsie Havaia OCyIIeCcTBIEeH KOHTPOJIb
KUCJIOTHO-OCHOBHOTO, TA30BOTO U 3JIEKTPOJIUTHOTO
cocTtaBa aprepuaabHoit kposu: pH — 7,57, pCO2 —
29 MM pT. cT., pO2 — 254 MM pT. cT., Na* — 132 MmoJTB/ 171,
K* - 3,2 mMmoab /a1, naktat — 1,3 MMOJIB/JI, TEMATO-
kput — 38%, BE = +4,6 mmouns /1. IIpoBoanan kop-
PEKIIMIO TUTIOKAITHUK U TUTIOKaJueMuu. TemmepaTtypa
tesia (B numesone) — 37,4°C. Yepes 60 Mun ocyiect-
BJIEH TIOBTOPHBIN KOHTPOJIb TAa30BOTO COCTABA U AJEK-
TpoauToB aprepuanbHoit Kpou: pH — 7,42, pCO2 —
36 MM pT. cT., pO2 — 176 MM pT. cT., Na™ — 133 mmos1b /71,
K™ — 4,6 mmonb /1, maktaT — 4,0 MMOJTB/JT, TEMATOKPUT —
33%, BE = -1,1 mMouib /1. IIpubIM3UTEIBHO B 9TO Ke
BpEMsI OTMETHIIU MO/IHEM TEMIIEPATYPHI B IIUIIEBOJIE JI0
37,8°C. CorpeBanue namnueHnTa (¢ IIOMOIIbIO MaTpaca)
OBLIIO OCTAaHOBJIEHO. B TedyeH e creyioniero yaca TeM-
mepaTypa TeJia (B MUIIEBO/IE ) TPOI0JIKAAa TTOBBITIATh-
cs u nocruraa 39°C. B aHanmse aprepuajibHON KPOBH:
pH -7,31, pCO2 — 40 m™m pr. cT., pO2 — 227 MM PT. CT.,
Na" — 136 mmomn/a, K* — 4,5 Mmmounb /7, jaktat —
4,5 MMOJIb /1, TeMaTOKpuUT — 32%, BE = -6,2 MMoJ1b /1.

Jlist KOppeKIuy MeTaboJnIeCKOr0O aIlna103a M-
M0JTb30BaH 5%-HBIN PACTBOP HATPUS THAPOKapOOHATa
(150 mun); At moepsKaHust HOPMAJTbHOTO 3HAYEHST
CO:2 yBennuen o06beM MUHYTHOI BeHTHI s, Of1-
HAKO COCTOsTHUE OOJIBHOTO MPOIOJIKAIO YXYAIIATh-
csl, OTMEY€HA YeTKas TEeHJEHIN K TUIoTeH3uu. s
MO/IIEP;KAHUS TleJIeBbIX 3HAUYEHWH apTepuajbHOTO
NaBJIeHUsT TTOTPeOGOBATIOCH TTOBBINIEHNE J03bI HOPa-
npenasmna 10 0,3 mxr/(xr - mun). Kpome Toro, ms
ycTpaHenud rurnepkanuuu (noseimenne ETCO2 no
35 MM PT. €T.) 06beM MUHYTHON BEHTUJISAIUU OBLI
yBeanueH yxke m0 15 n/mun. 3aduKCUpPOBaHO TMO-
SIBJIEHWE YACTBIX KEJYJOUKOBBIX IKCTPACUCTOJL.
B anasmse aprepuanbhoii kpopu: pH — 7,27, pCO2 —
54 MM pT. cT., pO2 — 276 MM pT. cT., Na* — 140 Mmmoutb/11,
K* — 4,6 Mmmoutn /1, TakTat — 5,3 MMOJTD /7T, TEMATOKPHT —
33%, BE = -2,1 mmoun/i1. TemmepaTypa B MHIIEBO/E
nocrurmia 39,5°C.

OtepaTHBHOE BMEIIATETHCTBO OBLIIO OCTAHOBIIEHO.
Vxyaiienue cocTosiHusT GOJTBHOTO CBSI3AN ¢ PA3BUTH-
eM 3JI0KaYeCTBeHHOI runeprepmui. Jlecdirypan 6oL
OTKJIIOUEH, 3aMeHEeHA HATPOHHAS U3BECTh, IPOJIOJIKEHA
NBJI ¢ motokom cBexero raza 9 n/mun. [unmaoTnye-
CKUIT KOMITOHEHT aHECTe3NH 00eCIIeTnBAIIN TajIee BBe-
nenuem nporodosta. [TpoBoauim oxaxkiaeHne 60Jb-
HOTO C TIOMOIITBIO BOJTHOTO MAaTpPaca, TPOMbIBAHUEM
JKeJIyJIKa XOJIOHOM BOIOI 1 OOKJIaJibIBAHUEM TeJla B
006JIaCTH MaruCTPATBHBIX COCYIOB U TOJOBBI JIBIOM.
Yposenb MuoriobmHa coctaBit 498,4 Hr /M.

Kemaemoro acdexTa OT BBITOTHEHHBIX MEPOTIPH-
SATUU, OJIHAKO, TOCTUTHYTh He yaanoch. Hecmorps
Ha MPOBOJUMYI0 CUMIITOMAaTHYECKYIO TEpPANUuio CH-
Tyalus IpojosKaia yxyamarbes. OTMedeHo mpo-
rpeccupoBaHye THMOTEH3UU, YTO OOYCTOBUIO He-
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00XOMMOCTD YBEJIUYEHUST 103bl HOPaJAPEHATUHA 10
0,9 mxr/(xr - mua!'). [losiBUsIMCH TOTUMOpdHBIE Ke-
JIYZIOUKOBbIE 9KCTPACUCTOJIbI, PE3UCTEHTHBIE K MeJ[U-
KaMeHTO3HOH Tepamun (mumokand 1,5 mr/kr). Kpome
TOTO, TI0 TAHHBIM KAITHOMETPUU OTMEUEHO HapacTaHue
pCO2 10 92—94 MM PT. CT. IPU MUHYTHON BEHTUISIIIAN
6ousiee 17 j1/Mun. Temnieparypa B IIHIIEBO/IE JOCTHUTIIA
snauyenusi 41,8°C. B anaymse aprepuasibHoii kposu: pH —
7,19, pCO2 — 71 MM pT. cT., pO2 — 203 MM pT. cT., Na* —
142 mmoun /1, K — 4,8 MMOJIB /71, JTaKTAT — 5,2 MMOJIB /J1,
reMatokput — 35%, BE = -1,1 mmoun/n. C yueTom
CJIOJKUBIITUXCST OOCTOSATENBCTB PEIIEHO MOAKIIOYNTh
napaJiie/ibHoe CKYCCTBEHHOE KPOBOOOpaIieHue ¢ ¥c-
M0JIb30BAaHUEM YMEPEHHOI TUIIOTEPMUU U 3aBEPIIUTD
3aIJIAHMPOBAHHOE OllEPATUBHOE BMelaTebcTBo. Ha
(hoHe poBeIeHUsT UCKYCCTBEHHOTO KPOBOOOPAIIECHMUST
TeMIepaTypy Tena (B muiieBoze) B Teuenne 30 MuH
yaanoch cHU3uUTh 10 35°C; mocTeneHHo HOPMaJIM30-
BaJIOCh KMUCJIOTHO-OCHOBHOE cocTtosinue: pH — 7,36,
pCO2 — 38 mm pr. cT. [a3000MeH 1 yPOBEHb OCHOBHBIX
3JIEKTPOJINTOB OCTABAJIUCH B IIpe/iesiax pedepeHCHbIX
gHavernii: pO2 — 272 mm pr. c1., Na™ — 138 Mmoib /7,
K* — 5,5 mmosn /a1, maktar — 10,0 MMOJIb /7T, TeMaTo-
kput — 29%, BE = -3,9 mmouib /1. [Tocie BbITIoTHEHMST
OCHOBHOTO 3Talla OI€PaTUBHOTO BMEIIATELCTBA UCKYC-
CTBEHHOE KPOBooOpalienue ObLIo mpekpamieno. Josa
HOPaJIPEHAJINHA [OCJIE€ OTKJIIOUEHUsI UCKYCCTBEHHOTO
KpoBoobparienust coctasisiia 0,05 Mxr/(Kr - Mun™").

[MocneonepaiuOHHBIN TEPUOA TTPOTEKAT OTHOCHU-
TEeJbHO TJIAJIKO, coXpaHsjach HopMoTtepmus, NBJI
npeKkpalleHa 4epe3 4 4 TOCJe Oomepamnuu, OJHAKO
OBLIM OTMEYEHBI TIPU3HAKKA OCTPOTO TOYEYHOTO TI0-
Bpexkaenus (kpeatrurauH 0,174 MMoJIb/J, MOUEBU-
Ha -14,2 mmoub /). [loyedro-3aMeCTUTENBHYIO Tepa-
IO HE ITPOBO/IUIIH, Ha 3-€ CyT O0JIbHOIT ObLI IepeBeieH
B TPOGUIBHOE OT/IETIEHNE.

[Tpy reHeTHYECKOM MCCIIE0BAHUN B JTaDOPaTOPUU
HAYYHO-METOIMYECKOTO IIEHTPa 110 MOJIEKYJISIPHO Me-
JWIMHE YHUBEPCUTETA Y MalieHTa 0OHapy/KeHa MUC-
cenc-mytaiust 24354 C>CA(616N>NK) Brene RYR1.

O6cyxaenne

Y mamnmeHTOB O 3/I0KaUYeCTBEHHOH TUmepTepMuei
MMeET MeCTO HapyIeHrne MeTaboIm3Ma KaJbIisl B BO-
JIOKHaX CKeJIETHBIX MBIIIII, BbI3BAHHOE MYTAIlUAMU B
re"e puaHognHosoro perentopa (RYR1). Puanonn-
HOBBII PELENTOP MPEeACTABAIET COOOM KaabI[UEBbII
KaHaJ capkomsazMarudeckoro putukyiayma (CP),
YUYACTBYIOIIHIA B BBICBOOOK/IEHUN JIAHHBIX HOHOB U3
nerto CP mpu memonsapu3aiuy MbIIIIEYHOTO BOJIOKHA.
ITatorennsie myTtanuu B reHe RYR1 yBemuuuaior
YyBCTBUTEIHHOCTH KaJbleBbIX KaHamoB CP k akTu-
BaIlM¥ 9K30T€HHLIMHU 1 9H/IOTEHHBIMH areHTaMHu, YTO
BBI3BIBAET HEKOHTPOJIUPYEMbIH BBIOPOC nOoHOB 13 CP
B IUTOILIA3My KiaeTok [13, 14].

[Toswienue kouieHTpanun Ca™ B 1uToriazme
MHUOITUTOB BBI3BIBAET COKpAIlleHNe MBIIIEYHBIX BOJIO-
KOH, THIIEPCTUMYJIUPYET aHadPOOHBINH U aspOOHBIN
TJIUKOJTUTHYECKUN MeTabOIM3M, U4TO MPOSIBIISETCS
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PECIIPATOPHBIM 1 MeTabOJUYECKUM AIMI030M, PH-
TUAHOCTHIO MBI, TUTIEPKAJINeMuell, THepTepMuei,
HOBBIIIEHHBIM TTIOTPeOJIEHNEM KUCIOPO/ia U YBeInde-
HUEeM KOHIIEHTPAIIUH yTJAEKUCI0TO Ta3a B KpoBH [3, 17].
Ncromenne sHepreTHYeCKUX 3a11acOB B KOHIE KOHIOB
MPUBOJUT K THOEJN KIETKH.

370Ka4eCTBEHHAs TUTEPTEPMUS TIPeJCTaBISAET
co6oii 3aboJieBaHNe ¢ ayTOCOMHO-JOMUHAHTHBIM TH-
1IOM HacJie/[0BaHusI, TO ecTh umeeTcst 50%-Hblil PUCK
3abosieBaHusl y MOTOMKOB. MyTaliu B JAHHOM T€He,
MOMUMO 3JI0KQU€CTBEHHOI THITEPTEPMUH, MOTYT OBITH
MIPUYIHON CJEAYIONUX TATOJOTUIECKNX COCTOSHUIM:
60JIE3HU TIEHTPAITBHOTO CTEPIKHSI, IIEHTPOHYKJIeapHOI
MUOIIATHH, MAOTIATUHN C IUCIIPOIIOPITUEH MBITIIEYHBIX
BOJIOKOH. MyTaruu B reie RYR1 oGHapyskuBaroTes y
70—80% MaIeHToB €O 3JI0Ka4YeCTBEHHON! THTIePTEPMU-
efi. Ha mannpiit MomenT uzBectHo okosro 300 maTosorn-
YecKMX BapuaHToB [4]. BoapmmHcTBO 13 HUX ABIAIOT-
Cs1 TaK HA3bIBAEMBIMH «ITPUBATHBIMUY> MYTAIVSIMHU, T. €.
o6HapyKUBAEMBIMHU TOJBKO B O/IHO#T ceMbe. [TpakTirde-
CKY BCe MYTallH, ACCOIIMMPOBAHHBIE CO 3JI0KAYECTBEH-
HOI1 TUTIEpTEPMUEN, SIBJISTIOTCST MECCEHC-abepPausiMi,
T. €. IPUBOJAIINMHA K 3aMeHe aMMHOKHUCAOT. [Tommmo
MATOJOTHYECKUX MYyTaluii, TPA CKAaHUPOBAHUN TeHA
RYR1 B nmonynstiiuu 6b111 0OHAPY/KEHBI TaK Ha3bIBae-
Mble I00POKa4eCTBEHHbIE BADUAHTDI, KOTOPBIE HE TIPH-
BO/IAT K Pa3BUTHIO 3JI0KAYECTBEHHOW THTIEPTEPMUH [4].

EBporeiickoii acconuarueii mo pabore co 3710Ka-
YeCTBEHHON TUIEepPTePMUEil ObLIT BBIMYIIEH CIHUCOK
myTtarmuii B rene RYR1 ¢ moxasammoit matoreHHo-
cTbio [4]. HecmoTpst HA TO 4TO TAaHHBIHN CITHCOK BKJTIO-
vaeT 35 abeppaluii, OTCYyTCTBUE JAHHBIX MYTAI[Uil ¥
ManyeHTa ¢ MOJ03peHNeM Ha 37I0KaYeCTBEHHYIO TH-
MIEPTEPMUIO HE NCKITIOYAET TTOCTAHOBKY TaKOTO TUATHO-
3a. ITO CBSI3AHO € GOJIBIITMM KOJIMYECTBOM «JaCTHBIX»
MYTAaIUi, He BKIIOYEHHBIX B ODUINATBHBIN CIIHCOK.
Takum 06pa3oM, reHeTHYECKUE NCCITIEI0BAHNSI B HACTO-
srIee BpeMs IMeToT OTPAaHNIEHHYIO 3HAYUMOCTD U3-32
HU3KOU 4yBCTBUTEILHOCTH BCJIE/ICTBIE PA3HOOOPA3HST
MyTalWii U TeHOB.

Y 06cyskmaeMoro marpenTa B 1abopaTopun Hayd-
HO-METOANYECKOTO IEHTPa 10 MOJEKYIAPHON MeIn-
IIHE TIPY TTIoucKe MyTaruii B reie RYR1 o6Hapy kena
muccerc-myTains 24354 C>CA(616N>NK). [larHas
MyTaIlisT He COIEPKUTCS B Oa3e JaHHBIX M3BECTHBIX
[1aTOJIOTMYECKUX MYTallMid 3JI0Ka4eCTBEHHOH rumep-
TEPMUM, HO B TO K€ BPEMs OTCYTCTBYeT B TlepeyHe
NO06pOKaYeCTBEHHBIX TOMMMOpPhu3MoB B reHe RYR1
Y TPUBOJINT K U3MEHEHWI0O aMUHOKHUCJIOTHON TIOoCIe-
JIOBATETHHOCTH OeJIKa.

BcrpedaemocTs ciryyaeB 3710KaueCTBEHHON THTIEP-
TEPMUH B KOHKPETHOM MTOMYJISIINH 3aBUCHT OT PaCIpo-
CTPaHEHHOCTH JIIO/IEH C TTPeIPaCTIONOKEHHOCTDIO K Hell
1 OT 9aCTOTBI MCITOJIb30BAHUS TPUTTEPHBIX ITPETIapaToB
17T aHecTe3un (TIpeskie BCETO NHTAMATIMOHHBIX aHeCTe-
THUKOB U CYKIIMHUJIXOJIMHA). HacToTa 3710Ka4eCTBEHHOH
runeptepmun coctanisiet npuMepHo 1:100 000 anecTe-
3UH, IPU 3TOM Y MY’KUNH €€ PEeTUCTPUPYIOT B 2 pasa
vaiie, yeM y skeruun [10]. Cpean omy6aMKoBaHHBIX
CJIy4aeB OCHOBHAS /IO TIPUIILIACH HA TAIIUEHTOB 10
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19 ner (ot 45 10 52%) [10, 15]. [IpubarsuTENLHO Y
[TOJIOBUHBI TIAIIMEHTOB, Y KOTOPBIX 3a(UKCUPOBAHO Pa3-
BUTHE 3/I0KAY€CTBEHHOI MMIePTePMUU, OBLIT OH UJIH
JIBa SIIN30/1a BO3JEHCTBUS TPUTTEPHOTO arenTa [15].

Hudpsl, oTpaxkaoliie 4acTOTy Pa3BUTHUS 3TOTO
OCJIOKHEHMSI, HaBEPHOe, TOJIKHBI ObITh GOJIbIIIE, 110-
CKOJIBKY B CBSI3M € BapuaOe/bHOU IeHeTPaTHOCThIO
3JI0KaYECTBEHHOU THIIEPTEPMHUHU BO3MOIKHBI JIETKHE,
HEPACIIO3HAHHbIE U ATUITUYHbIE PEAKI[UN, KOTOPbIE HE
PETUCTPUPYIOT KaK 3JI0KAYECTBEHHYO TMIIEPTEPMHUIO.

[TarueHTHI, IPEAPACIIONIOKEHHBIE K PA3BUTHIO 3JI0-
KaueCcTBEHHOM TUIIEPTEPMUU, MOTYT CTPAZiaTh OT pas-
JIMYHBIX HelpomblieyHbix 3a6oseBanuii [8]. Cemeii-
HBII aHaMHe3, CBUJIETEIbCTBYIONUN 0 (haKTe TaKOro
OCJIOKHEHUS y POAICTBEHHUKOB MIEPBO JIMHWH, SIBJIS-
eTCS YEeTKUM WHUKATOPOM IPEeAPACIION0KEHHOCTH
K 370KauecTBeHHON runeprepmun [10, 18]. [lanmsrit
HAIMEeHT He MMeJ HelpOMBINIeYHbIX 3a60/IeBaHui,
npu MOAPOOHOM paccrpoce MmocJje orepanuu ObLIo
MO/ITBEPIKIEHO, YTO €T0 POACTBEHHUKHU YCIIENTHO TIe-
pEHOCUJIN PAa3JTUYHbBIE OTIEPATUBHBIE BMEIIATETHCTBA
oJ ob1Ieit anecTe3uei.

B npencraBnenHoOM cydyae [uaranos 3J10Ka4eCcTBEH-
HOU rureprepMun OBLT TOCTAaBJIEH UCKIIOYUTETBHO
Ha OCHOBAaHWM KJIMHUYECKUX MPU3HAKOB. B cooTBeT-
CTBHUH €O MIKAJIOH, mpeanoxkentoit M. G. Larach et al.
B 1994 ., AMaTHO3 37I0KaYeCTBEHHOM THIIEPTEPMUN OBLIT
«OY€eHb BeposiTeH» (KOJMYeCTBO GaIoB — 43, paHr —
«0Y€eHb BEPOSITHO», TabJ1. 1), XOTS OTCYTCTBOBAJ TAKOM
MAaTOTHOMOHUWYHBIN MTPU3HAK, KaK TeHepaTM30BaHHAS
MbIIIEYHAsT PUTUHOCTD, U He ObLI0 3ahUKCUPOBAHO
MTPU3HAKOB MBITIIEYHOTO MIOBPEXKIEHIS (HE OTIPeIesAIn
ypoBeHb kpearnHbochokunassr — KOK) [11].

Taonuua 1. 3apukcupoBaHHbIe KIMHUYECKUE IPU3HAKH Y
nanuenra B., ucnosb30BaHHbIE i1 pacU€Ta BEPOSTHOCTHOI
OILIEHKU Pa3BUTHS 3JI0KAUECTBEHHON TUIEPTEPMHH 110 NIKAJIE
M. G. Larach et al. (1994) [11]

Table 1. Documented clinical signs in Patient V. which were used to predict
malignant hyperthermia susceptibility by calculation of clinical grading
scale by M.G. Larach et al. (1994) [11]

Mpouecc [MoKkasartenb Bannbl
ApTepuabHbIn
1 PecnupatopHbii PaCO, > 60 mm pT.CT. 15
aunpo3s npu NpaBwWIbHO NOA0GPaHHbIX
napameTpax BeHTUNALMU
HeobbAacHWMOe 6bicTpoe
noBbILLEHWE TeMNepaTypbl Tena
2 MoBbiweHWe i 15
Temnepartypbl HEO6BACHNUMOE NOBbILLEHWE
Temnepartypbl Tena Bbille
38,8°C
3 | BoBneuenue cepgua HeobbacHWMas Taxukapaus 3
[pyrve npusHaky,
KOTOpbIE HE ABNAIOTCA
4 P pH <725 10
4acTbio eJMHOro
npouecca

Knunnueckue IIpOABJIEHUA 3JI0Ka4YeCTBEHHOU T'H-
neprepMmnun MOryT BapbupoBaThb, HO, KaK IIpaBUJIO, €€
PaHHUMU IIPpHU3HaKaMU ABJIAIOTCA TUII€EpKallHUA, CHU-
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HycOBas TaXuKap/usd, Clas3M JKeBaTeJbHON MYCKyJa-
TYPBI WU TeHEePATN30BaHHAS MBITIIEYHAS PUTHIHOCTD

(tabu. 2) [2].

Taoauua 2. 3HayeHne NPeIBAPUTEIBHON OLEHKH
BEPOSITHOCTH Pa3BUTHUs 3JI0KAUE€CTBEHHOI THIIEPTEPMHUH H €€
paur B coorBeTcTBHH c0 mKkanoi M. G. Larach et al. [11]

Table 2. Conclusion of preliminary prediction of malignant hyperthermia
susceptibility and its rank according to clinical grading scale
by M.G. Larach et al. [11]

MpepsapuTenbHan | PaHr BepoATHOCTH Onucaxune
oLeHKa passutuna 3l BEPOATHOCTH
0 1 Moyt HUKOrga
3-9 2 HesepoaTHO
10-19 3 HecKonbKo MeHblLLe,
4eM BEpPOATHO
20-34 4 HecKonbko Gosblue,
4yem BEepOATHO
35-49 OuyeHb BepoATHO
50+ 6 MouTn onpepeneHHo

Pannune kniuanYeckre Npu3HAKM OTPAKAIOT MeTa-
6OJIMYECKYTO TOTPEOHOCTD, HarboIee BasKHbIE 3 HIX —
cMerranubii anuo3 u yeeandenne ETCO2. Haubomee
YaCcTBIM Ha4aIbHBIM IIPU3HAKOM 3JI0KaUYeCTBEHHOW TH-
nepTepMun SaBJiseTcs BHe3anHoe noBbinieHne ETCOz,
KOTOpOE TPYAIHO KyITMPOBATD TOBHIIEHNEM MIUHYTHOM
BerTwamuu. McmonpzoBanne morutopunara ETCOz n
TEMIIEPATYPbI BO BPEMST AHECTE3UH TTO3BOJISIET OBICTPO
JIMATHOCTUPOBATDH Pa3BUTHE 3JI0KAYeCTBEHHOH THTIEp-
TepMuu, a OBICTPAsT IETEKINS 1 arPECCUBHOE MOIED-
JKUBaloIIee JiedeHrne MOTYT CHACTH JKU3Hb MaI[MeHTa
1 He OMYCTUTDb Pa3BUTUS CEPbE3HBIX OCTOXKHEHUM.
lenepanmm3oBanHas MBITIIEYHAS PUTUIHOCTH Ha (QOHE
HEHPOMBITIIEYHO 6I0Ka/Ibl (HaKTUUECKU SIBJISIETCST ee
MATOTHOMOHWYHBIM MPU3HAKOM TP HATUYHIH JAPYTHX
npusHakoB. OIHOBpeMEHHO BCe MPU3HAKU 3JI0Kaye-
CTBEHHOU THIIEPTEPMUN Y MHOTUX GOJBHBIX HE pa3-
BHUBAIOTCS.

[lannble UTEpaTypel CBUAETENBCTBYIOT, 9YTO, KaK
MPABUJIO, HAGIIOMAIOTCS CJIEYIONINe CIleHapUH TIPO-
SIBJICHUSI 3JI0Ka4eCTBeHHON runeprepmui [ 1, 5, 12]:

1) cpasy nocse mHAYKIINY aHecTe3nH (KakK MPaBUJIo,
TPU3M KeBaTeJbHON MYyCKYJIaTypHl);

2) B X0jI€ OTIEPATUBHOTO BMEMIATETHCTBA HA JTIOOO0M
daze ncmonp3oBaHM aHecTeTUKA (KaK MPaBUJIO, TI0-
CTeTIeHHOe yXy/IIIeHNe COCTOSHUSA 32 CUeT HapaCTaHUs
TUTIEPKATHIN, TAXUKAP/IAU, METAOOTMYECKOTO aIi/I03a
Y WHOT/IA TeHEPATM30BAHHOU MBITIIETHON PUTUIHOCTH );

3) mocJie mpeKpaleHus NCT0Ib30BAHUS MHTAAIIN-
OHHBIX aHECTETHUKOB;

4) mocJie onepary (M30IMPOBAHHBIN PAGIOMIOJII3
Ha (¢oHE OTCYTCTBUS IPYTUX TPU3HAKOB);

5) 1mocJe yCIenHoro KyIupoBaHusl BO3MOKEH pe-
IIUIUB, 0OCOOEHHO Yy MAI[MEHTOB C MOBBIMIEHHONW MbI-
HIEYHON MacCCOi.

B nannoMm ciydae HabIOaIN BTOPOIl ClleHAPUI
Pa3BUTHS 3JI0KQUECTBEHHOU IMIIEPTEPMUU, KOTOPbI,
HO-BUAUMOMY, SIBJISIETCST HAUOOJIee YACTBIM.
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Cy1ecTByeT pacipocTpaHeHHOe MHEHYe, UTO 3J10-
KaueCTBEHHAsI THTIEPTEPMUST HAUMHAETCST 00sI3aTEIHHO
¢ runeprepmuy. OHAKO TUTIEPTEPMUS SBJISIETCS ee
TO3IHIM TIPH3HAKOM 1 OOBIYHO OTCYTCTBYET B MOMEHT,
KOT/Ia TOSIBJISIIOTCS TIepBble og03peHud. [pyrumu
MO3IHUMHU TIPU3HAKAMU 3JI0Ka4eCTBEHHOI TUTIEPTEP-
MUH, KPOME TIOBBITIIEHHUST TEMIEPATYPHI, SBISIOTCS:
runepragnemus (B Tom unciae JKI-mpusnakm), sxe-
JIyIOUKOBAsT 9KCTPACUCTOUS, XKeTYJOUKOBAs TaXM-
Kap/Iusi, TTOBBIIIEHNE YPOBHS MUOTJIOOWHA B TITa3Me
U MOYe, HapyIIeHusI KoaryJisiiui. B 60JbIioil rpyiie
13 2 555 ManueHToB Co 3I0KAYeCTBEHHOW THTIEPTEp-
Mueit GbICTPOE MOBBIIIEHIE WJIM BBICOKAs TeMIepa-
Typa B KauecTBe TIePBOTO MPU3HAKA 3a(DUKCUPOBAHBI
Jimib y 8,3% narueHToB. EQUHCTBEHHBIM TPU3HAKOM
JIAaHHOTO OCJIOKHEHUsSI TUTIEPTEPMUsT ObLIA TOJBKO Y
3,2% MalMeHTOoB, B YKCJIO TPEX IIPU3HAKOB OHA BXO/IMJIA
y 60% manueHToB O CpeTHUM 3HAYEHHEM TeMIepaTy-
pot 39,1°C [10]. B mamem ciryyae BeIpaskeHHAs TUTIEP-
KaIHK, He KYyNUPYIOIascs YBeJTndeHneM MUHYTHO-
ro 00beMa BEHTUJISIIIMN JIETKUX, OKa3aJach TJIaBHBIM
MPU3HAKOM HA/IBUTAIONIETOCS KPU3UCA, TIOBBIIIIEHTE
TEMIIEPATYPbI OTMEUEHO MTO3KE.

CuuTaercs, 4TO BBICOKUE 3HAUEHUST TEMITEPATYPHI
TeJIa KOPPEJTMPYIOT € BBICOKON BEPOSATHOCTBIO HebJra-
TOMPUSATHOTO MCXoza. B 6oubiioii rpymie coOpaHHbIX
caydaeB OBLIO TIOKA3aHO, YTO PUCK PA3BUTUSI CMEPTH
IPY UCTIOJIh30BAHUY MOHUTOPUHTA BHYTPEHHEN TeM-
nepaTypbl CHUXKAJCS BJBOE MO CPABHEHUIO C TEMU
CJIy4astMH, KOT/Ia MOHUTOPHHT TEMIIEPATYPhI HE MPO-
Boguau [9]. CormacHo pekoMeHIAIIUAM ACCOTHAIIAN
3nokadectBennoi runeprepmuu CIIIA, TemmepaTtyp-
HbIiT MOHUTOPHHT JIOJIKEH UCTIOJIb30BAThCS TPU OOIIel
aHeCTe3un MPOAOJIKUTETbHOCTBIO Gosiee 30 muH [6].
Hau6osee adekTrnBeH MOHUTOPUHT TEMIIEPATYPBI
sazapa tesa. TeopeTHuecKu MOCTOSTHHBI MOHUTOPUHT
TeMIIEPATyPBI TeJia MO3BOJISIET O0JIee GBICTPO MOCTABUTH
JIMATHO3 3JI0KaYeCTBEHHON TUIIEpTEPMUH, ObICTpee Ha-
YaTh TEPaNnio, YMEHBITUThH MUKOBYIO TEMIEPATYPY U
MPOJIOJKUTENBHOCTD TTepuo/ia TutieprepMun. B onn-
CaHHOM CJIy4ae MCIOJb30BATH MOCTOSHHBI MOHUTO-
PUHT TeMIIEPaTyPHI A1pa Tesa (MUNIEBOIHBIHN TaTUNK ),
4TO TO3BOJIMJIO I0OBOJILHO OBICTPO 3a(UKCHPOBATD 13-
MEHEHHE TEMTIEPAaTyPHOTO PEKUMA.

[lns mocTaHOBKM TIpeBAPUTEIbHOTO IUATHO-
3a 3JI0KaYeCTBEHHOW TI'MIIepTepMUK J1abopaTopHble
ucciaenoBanusi He Tpebyercs. TecTbl, KOTOpbIE MO-
TYT JIUIITb OTYACTH MOAJEPKATh BEPCUIO O PA3BUTUM
3JI0KaYeCTBEHHON TUmNepTepMuu, BkJodaioT: pH
apTepuayibHOI KpoBu < 7,25, 1eUIIUT OCHOBAaHUN —
8 mmoub/; K > 6 MMoub/J1; KpeaTuH(pOCHOKNHA3A
(KDK) > 10,000 Ex (6e3 ucIoab30BaHUs CYKIIMHUI-
xosmHa); KDOK > 20,000 (¢ ucrnob30BaHUEM CYKIIH-
HUJIXOJIMHA ); MUOTJIOONH T1a3Mbl > 170 MKr/J1; MHO-
ro6uH Moun > 60 MKr /1.

Kodenn-ramoraHoBblii TeCT Ha MBIIIEYHYIO KOH-
TPaKTYPY pacCMaTPUBAETCS KaK 30JI0TOM CTAaHAAPT IS
JINarHOCTUKY 3JI0KaUYeCTBEHHOU rutneprepmun. /s
€0 BBITIOJTHEHUST HEOOXOIMMO MOJIYYUTh OMOTICHITHBII
obpaser; mbireunoil Tkanu (2 r). K coxkanenio, B Ha-
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11ei cTpaHe B pyTHHHOM ITPaKTHUKeE 3TOT TECT HEJIOCTY-
IeH /i1 Bpadell. YCTaHOBJIEHO, YTO BEICOKUN GaLI 110
mkase M. G. Larach et al. [11] cusibHo KOoppesupyer ¢
pe3yabTaTamMu KodenH-TasoTanoBoro Tecta [19].

Knmnnueckas cuMnToMaTrKa, XapakTepHas s
3JI0KAYECTBEHHOU TUTIePTepMUN (TUTIEPKATTHUS, Ta-
XUKaP/I¥sl, MBIIIEYHAST PUTHTHOCTD, PAGIOMUOJII3, TH-
HepTEePMUS U apPUTMHES ), HecTielupuuHa U MOKET ObITh
00y CTOBJIEHA IPYTUMHE IPHYMHAME. B 1iepByio ouepesib
HEOOXOIMMO MCKJIOYUTH (DaKTOPbI, CBSI3AHHBIE C aHe-
CTe3Well W OlepaTUBHBIM BMENIATENbCTBOM (HeaeK-
BaTHAsT BEHTUJISIINSI, UCTOIIeHUe afcopbepa, HapyIire-
Hiie pabOThI HKCIUPATOPHOTO KJIATIAHA, TIOBBIIIEHHOE
noctymieare CO2 mpu TamapoCcKONMMYeCKUX OMepaIu-
ax u 1ip.). Jlpyrue MequItnHCKIe TPUIUHBI 9TON KITMHU-
YeCKOI CUMIITOMATHKH IOCTATOYHO MHOTOUHCIEHHBI U,
KpOMe TOTO, BCTPEYAIOTCS Yallle, YeM 37I0KadyecTBeHHAs
runeprepmus (aHabumrakcus, Tpanchy3noOHHbIE peak-
IIUW, HEUPOJENTUIECKIH 37I0KaUeCTBEHHBIN CUHIPOM,
CEPOTOHNHOBBIA CHHIPOM, (DEOXPOMOITUTOMA, THPe-
OTOKCUYECKUN KPU3, HEPOMBIIIEUHbIE 3a00I€BAHYS,
cericuc u 1p.). [Ipotecc nuddepennmanpHOi TarHO-
CTUKU MOKET MOTPebOBATh OMPENETEHHOTO BPEMEHH,
MO3TOMY MOKa KJIUHUIKCT He YOeKIEeH B aJbTepHa-
TUBHOM JIMaTHO3€, CJeflyeT NHUIUUPOBATD TEPATTHIO
3JI0KQYeCTBEHHOU TUIIEPTEPMUN.

[Ipemaparom BBIGOPA /IS KYMUPOBAHUS 3JI0KaUe-
CTBEHHOW TUTIEPTEPMUH SABJIsieTCS AanTposieH. OH cB4-
3piBaeT RYR1-pertenrtop u mHTHOMPyeET 0CBOOOKIEHTE
kampims n3 CP, Tem caMbiM TTpekpaiiast HeKOHTPOJIN-
pyembie Mbitiieunbie cokpamnienns [20]. CmepTHOCTD
[IPU 3JI0KAYEeCTBEHHOU TUTIEPTEPMUHT 1TOCTIE BHEIPEHUS
B KJIMHUYECKYIO MTPAKTUKY JAHTPOJIEHA U COBPEMEHHO-
ro MouuTOopuHra ciusuiaach ¢ 80 1o 10% [16]. pyrue
6JIOKATOPBI KAJIBITUS [TPU PAa3BUTUU 3JI0KAYECTBEHHON
runeprepmun Headextusnbl. bosee Toro, onm mpo-
THBOTIOKA3aHbI B CBSI3U € BOBMOKHOCTBIO YCYTYOICHST
TUITOTEH3WH U TUTIEPKATUEMHU.

HanTtponen B Poccuu He 3aperucTpupoBaH M Ipak-
TUYEeCKHU HEOCTYIIEH, TOATOMY, TIPEICTABIISIS IAHHOE

HabJTr0/IeHNe, Mbl XOTEJTH aKIIeTHPOBATh BHUMaHMe Ha
TOM, UTO B TaKOH CJIOKHOHN CUTYallUM U APYTUe MePhI
MoryT ObiTh 3 dexTuBabiMU. CBOEBpEMEHHAsS IHa-
THOCTHKA M OBICTPBIE, [ajKe TIe-TO «arpPeCCUBHBIEY,
CUMIITOMATUYECKNE AEUCTBUS MOTYT MPUBECTU K
ycrexy. [ToMmumo HazHaueHUS TAHTPOJIEHA, OCHOBHBI-
MU HAIPABJIEHUSIMU HAYATHHOU TEPAITUY SBJISTIOTCSI:
1) mpexpartienne mojaun aHECTETHUKA, TTO BO3MOKHOCTH
HCTI0Th30BaHNE YTOTbHBIX (DUIBTPOB; 2) ONTUMHU3A-
[[UsI OKCUTEHAIINY U BEHTUJIATIUY (TUTIEPBEHTUIISIINS
100%-HbIM KUCJIOPOZOM); 3) MOHUTOPUHT U KOPPEK-
IS YPOBHS Kasivst (TIperapaThl KaJibInst, ONKapOOHar,
TJTIOK03a C MHCYJTUHOM ); 4) MOHUTOPUHT U KOPPEKITHS
anu03a; 5) npopUIaKTHKa MUOTTOOUH-UHIYIHPO-
BAHHOU TTOYEYHON HEJIOCTATOUHOCTHU (TUPATAITNS, [TH-
ypetuku, bukapbonar); 6) jedeHnne HAPyIIEHII PUT-
Ma; 7) MOHUTOPUHT U KOPPEKIIUS TeMIIepaTypPhI Sapa
TeJia (TTUATEBOAHBIN, PEKTATBHBIN WX YITHON AaTUU-
KH); TAIIMeHTOB ¢ BHYTPeHHel Temnepatypoit > 39°C
HEOOX0IMMO OXJIasKAaTh (MHQY3US XOJI0AHOTO hU3N-
OJIOTUYECKOTO pacTBOpa, OOKJIaJAbIBAHUE JIBIOM, BO-
NITHOI MaTpac  T. /I.) JIO TeX TIop, TTOKa TeMIiepaTypa
He camsured 10 38,5°C. Ilpu pedpakTepHOIl 3710Kaue-
CTBEHHOU TUIIEPTEPMUU BO3MOXKHO MCIIOJIb30BaHUE
HKCTPAKOPIIOPaTbHON MeMOpaHHOI oKcureHaruu [7].
B nanaOM ciydae, yauThIBas XapaKTep OMepPaTUBHOTO
BMeIaTeIbCTBA, UMEJIACh BO3MOXKHOCTD AKCTPEHHOTO
MOJIKJTIOYEH NS alapaTa KCKyCCTBEHHOTO KPOBOOOpa-
mieHus. [IpAMbIM TTOKa3aHWEM IS UCIIOIb30BAHUS
y GOJIBHOTO 9TOT0 MeTO/ia OBIJIO TIPOTPECCUPOBAHNE
OCTPOH CepAeYHO-COCYIUCTON HemrocTaTouHocTu. Jlo-
MTOJTHUTEJIPHO B PyKaX aHeCTe3MO0JI0Ta OKA3aJCs Ipes-
BbIYAitHO 3((HEKTUBHBIN CIIOCOO KOHTPOJISI TEMITEpa-
TYpBI TeJia.

C mamreit TOUKU 3peHUs, CBOEBPEMEHHAS AUATHO-
CTUKA 3JI0KAYeCTBEHHOU TUTIEPTEPMUHU, MUCIIOIb30BA-
HIUe BCETO KOMILTEKCa BO3MOKHBIX HecIlenmiecKux
Mep, BKJTIOUast 9KCTPEHHBIH TIepexo/ Ha UCKYCCTBEHHOE
KPOBOOGpaIlleHIe, TTO3BOJIUIIH YCIIEITHO CIIPABUTHCSI C
BO3HUKIIINM OCJIOKHEHUEM.
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