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SUCCESSFUL MANAGEMENT OF MALIGNANT HYPERTHERMIA AVOIDING THE USE OF DANTROLENE
(a clinical case)
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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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3JI0KaUeCTBEeHHAS TUIIePTEPMUS IIPe/ICTaBIbdeT co-  MYHTHpoRaHus. OepaTuBHOE BMeIlaTe IbCTBO I1J1a-
60ii peikoe KU3HEYTPOsKAoIee HACIeICTBEHHOE (hap-  HUPOBATHU BHITIOJTHUTH 6€3 MCKYCCTBEHHOTO KPOBO-
MaKOTeHETHUECKOE PACCTPOMCTBO, CBSI3aHHOE ¢ T1aTo-  obpalierust. BoabHOM Moyyan aHTUTHITEPTEH3UBHY IO
JoTHell CKeeTHON MyCKYJIaTyphl U TIPOSIBJISIIONIeecs:  Tepainio (HOJTUIPET 5 MT, GUCOTIPOJION 5 MT, Hu(e-
PasBUTHEM THIIEPMETA00TMUECKOTO cHHApoMa. DToT  aunuh 10 MT). Panee oniepariBHbIE BMEITATETbCTBA B
CHUH/IDOM WHUITMUPYETCS] MHTAISIIMOHHBIMI aHeCTe-  YCIOBHUSX OOIIell aHeCTe3NH MAIlMEHTY He TPOBOINIIN.
TUKaMH, CYKITUHUJIXOJTMHOM, TsDKeJIol dusudeckoit  Kpome Toro, He 6bIIT0 HUKAKUX AaHHBIX 00 OCTOKHEHN-
Harpys3KoW U IeperpeBaHueM y MPeIpaciooRKeHHBIX  sIX, CBSI3aHHBIX ¢ 001l aHecTe3rel, y po/ICTBEHHUKOB
K 3JI0KQUECTBeHHOU TUIIePTEPMUX NAlUeHTOB, Cliellu-  NallheHTa.
(uueckoe ieueHue (JIAHTPOJIEH ) B IOCTATOUHOM cTelle- B nenb oniepaTrBHOTO BMelaTebeTBa 3a 30 MUH /10
HU 3 DeKTUBHO, OTHAKO /7T Bpauell B Hamlell cTpage  TIOCTYTUIEHUS B OTIEPAITMOHHY IO TTAITTUEHTY C TIEJTBIO TIpe-
PaKTHYECKH HETOCTYIHO. B ¢Bs3M ¢ 9TUM 0cobyI0  MeANKaIlMK BBe/IeHO 2 MJT pacTBopa arasenama (10 mr)
aKTyalbHOCTh MPUOOPETAIOT MAKCUMAaJIBHO PaHHSsS  BHYTPUMBIIIEUHO. TeMmepaTypa B HOAMBIIIEYHON BIla-
JIMATHOCTHKA 3JI0KaUeCTBEHHOH TMIIepTEPMUN U MO-  JIMHE YTPOM B JIeHb ollepaliny coctapuia 36,4°C.
HUMAaHWe TOTO, KAKUMY HECTIETTH(DUIECKUM U METOTAMT B omeparmonnoii oz MecTHOM aHecTe3neli BBHITION-
MOKHO TOIBITAThCS €€ KYITUPOBATh. HUWJIM IIYHKIIAIO W KaTeTepusalliio Npapoil Jyderoil

Onucanue kauHuveckoro caydasi. bospHolt B.  aprepum, Halauiv UHBA3UBHOE U3MEPEHUE apTepHu-
(71 ron) mocTynwJI B KIUHUKY YHUBEPCUTETA C IUA-  aJbHOTO JaBJjeHus. J[J1g9 WHAYKIIUU aHECTE3UH HC-
THO30M: aTEPOCKIIEPO3 KOPOHAPHBIX apTepuil. MeMu-  mosib3oBanu THoneHTan Harpus (500 Mr), dperTanmn
yeckast 6osestb cepana. Crenokapaus nanpsukerus, (0,3 mr), nunekyponus 6pomu (8 mMr). aTy6amms
IT byHKIIMOHATBHBIHN KiTace. [MepToHnueckas 60€3Hb  Tpaxed BhINOJTHeHAa TPpyOKo# Ne 8 Ge3 ocobenHnocTeit
3-# crapyy, 4-5 CTelleHb PUCKA CEPIEYHO-COCY/IUCTBIX U OCJAOKHEHU . VICKyCcCTReHHAS BEHTUIISIIIMS JIETKUX
OCJIOJKHEHU T, XpoHHUUecKast cepaednas Hepoctatou- (MBJI) — B pexkume 0ObeMHOM BEHTUISIIMM: [IbIXa-
HoCTh, 11 (byHKITMOHANBHBIN KiIacc. BhIsSIBJIEHDb TTOKA-  TeJbHBIH 00beM — 550 MJT, yacToTa Abixanus — 12/MuH,
3aHWS K BBITIOJHEHWIO OMIEPATHBHOTO BMEITATENBCTBA —  TIOJIOKHUTETHHOE aBJeH e B KOHITE BRIIOXA — 5 CM BOJI,
6UMaMMapHOTO U ayToapTepuaibHOro KopoHapHoro  ct., FiO2 — 0,5, motok ceesxkero rasa — 0,5 ji/muH. Tlos-
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7epsRaHie aHecTe3NH OCYNIECTBASAN AechIypPaHoM
6 06. %, dentanuiom — 2 Mxr/(kr - ut). ITocie un-
AYKITUU 77151 TIOZlePsKaHus 1leJIeBbIX 3HAUEeHUH ap-
TepUANBHOTO MABJEHUSI WCIOJAB30BANN WHDYIUIO
HopaapeHasuna B fose 0,03—0,05 mxr/(kr - Munt),
Yepes 50 MUH TIocse HAaUama OCYIIECTBIEH KOHTPOJIh
KUCTIOTHO-OCHOBHOTO, TA30BOTO U 3JIEKTPOJTUTHOTO
cocTapa aprepuaibHoil kposu: pH — 7,57, pCO2 —
29 MuM prT. cT., pO2 — 254 MM pT. cT., Na* — 132 MMOTTB /71,
K* — 3,2 mMmouab/7, gaktar — 1,3 MMOJIb/JI, reMaTo-
kputT — 38%, BE = +4,6 mmons/n1. [IpoBogmrin Kop-
PEKIIATO TUTIOKATTHAN U THIOKaTHeMuH. TemmepaTypa
tesa (B numesoze) — 37,4°C. Uepes 60 MuH ocyIiecT-
BJIEH TIOBTOPHBIY KOHTPOJb FA30BOTO COCTABA U BJIEK-
TPOJUTOR apTepuanbHoil kpoeu: pH — 7,42, pCO2 —
36 MM pT. cT., pO2 — 176 MM PT. cT., Na* — 133 MMOJIB/ 11,
K* — 4,6 MMosb/a1, 1akTat — 4,0 MMOJIb /J1, TEMAaTOKPUT —
33%, BE = -1,1 MMouib/J1. IIpuGIU3UTENBHO B BTO Ke
BpEMsI OTMETHJIN TIOHEM TEMIIEPATYPHI B MTUTIIEBO/IE /IO
37,8°C. Corpepanue namuenTa (¢ moMoIIbio MaTpaca)
OBLIIO OCTAHOBJIEHO. B TeueHMe ciie/IyfoIero yaca TeM-
nepatypa Tesa (B MUIEBO/IE ) TIPOIOKAIA TOBBIIATH-
cst 1 toctrria 39°C. B anamse aprepranbHO# KPOBH:
pH—-731,pCO2—- 40 mm pr. cT., pO2 — 227 MM PT. CT.,
Na® — 136 mmouab/1, K* — 4,5 MMoJb/J1, JakTar —
4,5 MMOJIb/J1, reMatokput — 32%, BE = -6,2 MMoJib /1.

JIst KOppeKInu MeTaboJnUeCKOTO allu03a HMC-
OJTb30BaH 5%-HbIH pacTBOp HATPHUS MHApoKapboHaTa
(150 mu1); A HoAmep KaHKUS] HOPMAJIbHOIO 3HAYEHUSI
CO2 ypenuueH o6beM MHUHYTHOH Bentmasaiuu, Of-
HAKO COCTOsIHKE GOJBHOTO MPOAOJIKAIO YXY/IIATh-
cs, OTMeUeHa YeTKas TeHAeHINA K THoTen3uu. /s
MOJ/IepKaHUs TeJIeBhIX 3HAUeHUI apTepuaIbHOTO
MapJieHus: moTpebGOBaNOCh TMOBBIINEHNE 03Bl HOpa-
napenanuna ao 0,3 Mxr/(kr - munt), Kpome Toro, ams
ycTpaHeHus runepkanuuu (nossinieane ETCO2 no
55 MM PT. cT.) 06beM MUHYTHON BEHTHISIINN ObLI
yBeJquueH yxke o 15 ji/MuH. 3adUKcHpOBaHO TO-
SBJIE€HWE UYACTHIX JKEJIYAOUKOBBIX SKCTPACHUCTO.
B ananuze aprepuanbsHoil kporu: pH — 7,27, pCO2 —
54 MM pT. cT., pO2 — 276 MM pT. cT., Na* — 140 MMOITB /11,
K* — 4,6 mMoJib/J1, J1akTar — 5,3 MMOJIb /J1, FeMaTOKPUT —
33%, BE = -2,1 mmoub/i1. Temnieparypa B MUIIEBO/E
nocruraa 39,5°C.

OrnepaTuBHOE BMEIATETBCTBO OBLIIO OCTAHOBJIEHO.
VXyieHre COCTOSIHUS OOJTBHOTO CBSI3AIH C Pa3BUTH-
eM 3JI0KauecTBeHHO runeprepmun. lecdiypan 6bia
OTKJTIOUEH, 3aMeHeHA HATPOHHAS M3BECTh, TPO/I0JIKEHA
WBJI ¢ mortokoM ceeskero rasa 9 j/MuH. [MimHoTHYE-
CKHI KOMITOHEHT aHECTE3NN 0OeCTIeUNBAIIHN lajlee BBe-
nenneM npornododa. Tporoauan oxiaxkaeHue 60Jb-
HOTO € TIOMOIITHIO BOASHOTO MaTpaca, TPOMbIBAHUEM
JKEJIYIIKA XOJOHOM BOMOH U 0OKIafibiBaHUEM TeJa B
00J1acTH MarucTpaibHbIX COCYIOB W TOJOBBI JIbOM.
YpoBeHb MHOTIIOONHA cOCTaBUIT 498,4 HT/MJI.

Kenaemoro addekTa or BHIIOJTHEHHBIX MEPOIIPHU-
ATUH, OHAKO, JOCTUTHYTH He yaanochk. Hecmorps
Ha MPOBOIUMYIO CUMITOMATUUYECKYTIO TEPANNIO CHU-
Tyanus Tpojosikana yxyamarbes., OTMeueHo Tpo-
IPECCUPOBAHUE THIOTEH3UH, UTO OOYCIOBUIO He-
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00XOIUMOCTH YBEJUYEHHUST T03bI HOpaJPeHATUHA [0
0,9 mxr/(xr - Mmun). [logeunuck noruMopdHbIE Ke-
JIYIOUKOBbIE DKCTPACUCTOJIBI, PE3UCTEHTHDBIE K MeTH-
KaMeHTo3Ho# Tepanmuu (Jingokand 1,5 Mr/kr). Kpome
TOTO, IO IAHHBIM KAaTHOMETPUN OTMEUEHO HApacTaAHNe
pCO2 10 92—94 MM PT. CT. IPU MUHYTHOIN BEHTUISITAN
6osiee 17 si/mMuH. TeMiiepaTypa B MUIMEBO/IE TOCTUTIIA
snauenusi 41,8°C. B ananuse aprepuaibHoii kposu: pH —
7,19, pCO2 — 71 MM pT. cT., pO2 — 203 MM pT. cT., Na™ —
142 mmob /1, KT — 4,8 MMOJIB /71, JTaKTAT — 5,2 MMOJIB/J1,
rematokput — 35%, BE = -1,1 MmMonb/ia. C yueToMm
CTIOKHUBIITUXCST OOCTOSITENBCTE PENIEHO TOAKIIOUUT
mapaiebHOe HCKYCCTBEHHOE KPOBOOGpaIieHHE ¢ 1C-
MOJB30BAHNEM YMEPEHHOU THTTOTEPMUN U 3aBEPIITUTD
3aITAaHUPOBAHHOE OTIEPATUBHOE BMeTaTeabcTBo. Ha
(hoHe MPOBEEHNST HCKYCCTBEHHOTO KPOBOOOPAIIEHHUS
TeMmIleparypy Teaa (B nuineroze) B TeuerHne 30 MUH
yIan0Cch CHU3UTD /10 35°C; mocTeneHHo HOPMATH30-
BaJloCh KMCJIOTHO-OCHOBHOE cocTogHue: pH — 7,36,
pCO2 — 38 MM pr. cT. [A3000M€eH U YPOBEHb OCHOBHBIX
BIEKTPOTUTOR OCTABANNCH B TIpeZiesiax pedepeHCHBIX
3HaueHui: pO2 — 272 mm pT. cr., Na* — 138 MMOJIb/J1,
K+ — 5,5 mmonb/i, nakrar — 10,0 MMOJIB/J1, TEMATO-
kput — 29%, BE = -3,9 MmMmoun /7. [Tocyie BRITIOMHERN S
OCHOBHOTO 3Tala OTlepaTUBHOTO BMEIMATETbCTBA HCKYC-
CTBEHHOE KpOoBoOOpalieHre ObLIo TpekparieHo. /losa
HOpa/ipeHaTHHA TOCJIe OTKAIOUEHHUS UCKYCCTREHHOTO
KpoBooOparerus cocrapisiia 0,05 Mxr/(kr - MuH™).

[locneonepaltnoHHbBIN TEPUO TPOTEKAT OTHOCH-
TeJbHO TJaJKo, coxXpaHsiaach HopMoTepMus, MBJI
MpeKpaleHa yepe3 4 4 Mocjie OMeparny, 0HAKO
OB OTMeUEeHBl IPU3HAKKW OCTPOTO TIOYEUHOTO TO-
ppexkaenus (kpeatunun 0,174 MMoJb/J, MOUEBHU-
Ha -14,2 MMoab/). [ToueuHo-3aMecTUTENBHYIO Tepa-
IO HE TTPOBOJIMIIN, Ha 3-€ CYT 60JIbHOM ObLI TIEpeBeIEH
B TpoUABHOE OT/IETIEHIIE,

[Ipy reHETUYECKOM MCCIIEOBAHUN B JTabOPaTOpUn
HAYYHO-METOAMUECKOTO TIEHTPA IO MOJIEKYIIIPHOM Me-
NHIHHEe YHUBEPCHUTETA Y MalleHTa oGHApyKeHa MHC-
cerc-mytanus 24354 C>CA(616N>NK) s rene RYR1.,

O6cy:xenne

Y marnueHToB co 370KaUeCTBEHHOU TUTIepTEpMUeit
HNMEET MECTO HapylieHHe MeTaboIn3Ma KalbIlis B BO-
JIOKHAX CKEJIETHBIX MBIIIII, BHI3BAHHOE MYTAIIUSIMH B
rede puanoguHororo petientopa (RYR1). Puanogu-
HOBBIH PEIENTOP TpecTaBasieT cob60i KaabIIUeBbIil
KaHaJ capkolljasMaruueckoro putukyayma (CP),
YUACTBYIOIIHH B BbICBOOOKIEHUH JTaHHBIX MOHOB 13
Jeno CP 1pu Jenossipusaiii MBIIIEeYHOTO BOJOKHA.
ITaTorenHble myTaiiuu B reie RYR1 yBennumnpator
YYBCTBUTEIHHOCTD KaAbIIMERHIX KananioB CP K akTu-
BallUX HK30TEHHBIMU U BHOTEHHBIMU areHTaMU, UTO
BBI3BIBAET HEKOHTPOJIUPYEMbIi BhIGpoC noHoB 13 CP
B IIUTONIasMy KJjeTok [ 13, 14].

[lorwimenne xounerTpanuu Ca™ B 1uTonIasMe
MUOITUTOB BRI3BLIBAET COKPAIIEHNE MBITIETHRIX BOJIO-
KOH, TMIIEPCTUMYJIUPYET aHadpOOHBINH U adpoOHBIN
TJIMKOJUTHYECKUH MeTaboJIN3M, UTO TIPOSBJSIETCS
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pecnupatopHbIM 1 MeTaboNnYeckKum aumgo3om, pu-
TMOHOCTBIO MbIWL, TUMEPKaIMEMUERA, TUNIEPTEPMUEN,
NOBbILEHHbIM MOTPebNeHNEM KMCNOPOAA W yBennye-
HUeM KOHLLeHTpaLuu yriekKucnoro rasa s kposu [3, 17].
NcTolweHre aHepreTMyeckmx 3anacos B KOHLE KOHL0B
NPUBOAUT K TMOENN KNETKN.

3710KavecTBeHHas runepTepMus npegcTaBnseT
coboli 3a6oneBaHMe ¢ ayTOCOMHO-AOMWHAHTHbLIM TW-
NMOM HacnefoBaHUs, TO ecTb nmeetca 50%-Hblil pucK
3a60n1eBaHUs y NOTOMKOB. MyTauumn B JaHHOM TeHe,
NMOMMMO 3/10Ka4eCTBEHHOW rmnepTepmMmmn, MoryT 6biTb
NPUYUHON CNeayLLMX NaTONOrNYeCKNX COCTOAHWIA;
60/1€3HM LEHTPaNbHOIO CTEPXHSA, LEHTPOHYKJ/IEapHO
MMonaTtmMm, MMONaTUM ¢ AUCNPONOPLMEN MbILEYHbIX
BOJIOKOH. MyTaumu B reHe RYR1 o6HapyxuBalTCca y
70-80% naumneHTOB CO 3/T0KA4YECTBEHHOI rMnepTepmMu-
eil. Ha gaHHbI/i MOMEHT M3BECTHO 0Kono 300 natonoru-
YeCKMX BapnaHToB [4]. BONBWMHCTBO U3 HUX ABNAOT-
CSl TaK Ha3blBAEMbIMUW «MPUBATHbLIMU» MYTaLUsaMK, T. €.
06Hapy>XnBaeMbIMU TO/IbKO B OfHOI cembe. MpakTuye-
CKMW BCe MyTaL K, acCOLNNPOBAHHbIE CO 3/10KA4YECTBEH-
HOIi runepTepMuei, ABAAKOTCA MUCCEHC-abeppaLmsamu,
T. €. NPUBOAAWLMMY K 3aMeHe aMUHOKMCNOT. MomMumo
NaToNornYyecKMx mMyTauuid, Npyu CKaHNUPOBAHUMN reHa
RYR1 B nonynsuumn 6b1an o6HapyXeHbl Tak HasbiBae-
Mble LOOpOKayYeCTBEHHbIE BapMaHTbl, KOTOPbIE He Npu-
BOAAT K pa3BMTUIO 3/I0KAYECTBEHHON runeptepmum [4].

EBponeiickoii accoynaymein no pabote co 3/10Ka-
YEeCTBEHHOW runepTepMuein 6bi1 BbIMyLLEH CANCOK
myTauuin B reHe RYR1 ¢ fOKa3aHHOW MaTOreHHo-
CTbio [4]. HecmoTpsa Ha TO YTO LaHHbIW CAMCOK BKIO-
yaeT 35 abeppayumii, OTCYTCTBME fAHHbIX MyTauuii y
nauueHTa ¢ NOAO3PEHMEM Ha 3/10KAYECTBEHHYH IHU-
nepTepMUIO He UCK/OYAET MOCTAHOBKY Takoro AnarHo-
3a. OTO CBA3AHO C 60/IbLUMM KOMMYECTBOM «4aCTHbIX»
MyTauuii, He BKIHOYEHHbIX B OULUANbHBIA CNUCOK.
Takum 06pa3oM, reHeTUYecKune nccnesoBaHUs B HaCcTO-
flllee BPeMA UMEKT OrpaHUYeHHYH 3Ha4MMOCTb 13-3a
HU3KOWN YyBCTBUTEILHOCTM BCNELCTBUE pa3HOO6pa3us
MyTaumnii U reHos.

Y obcyxpaemoro nayueHta B nabopatopum Hayu-
HO-METOAMYECKOTO LeHTpa N0 MONEKYNAPHON Mean-
LMHEe Npu noucke myTtaunin B reHe RYR1 o6Hapy>eHa
mMucceHc-myTaumnsa 24354 C>CA(616N>NK). MaHHas
MyTaLmna He COfepXnTcs B 6a3e AaHHbIX W3BECTHbIX
NaToN0rMYeCKMX MyTaLmnii 3/10KA4eCTBEHHOW runep-
TEPMUMK, HO B TO XX€ BPEMSA OTCYTCTBYET B MepeyHe
[06pOKaYeCTBEHHbIX MoMMophn3moB B reHe RYR1
M NPUBOLAUT K U3MEHEHWNIO aMUHOKUCNOTHOI nocne-
[l0BaTeNbHOCTM GenkKa.

BcTpeyaeMoCTb CnyyaeB 3/10KaYECTBEHHON runep-
TEPMUUN B KOHKPETHON NONYNALMMW 3aBUCUAT OT pacnpo-
CTPaHEeHHOCTU N0 e C NPeApacnoOXeHHOCTbIO K Hel
M OT YaCTOTbl UCNO/b30BAHWUA TPUTTEPHBIX NPenapaTos
[N5 aHecTe3nm (Mpex e BCEero MHransLMoHHbIX aHecTe-
TUKOB U CYKLMHUIXONMHA). YacToTa 3/10Ka4eCTBEHHOA
rmneptepmun coctasnset npumepHo 1:100 000 aHecTe-
3uiA, NPU 3TOM Y MY>XUUH ee PerncTpupytoT B 2 pasa
yauie, 4yem y xeHwmH [10]. Cpegmn ony61MKOBaHHbIX
Cny4yaeB OCHOBHasa [0S NPULUNACh Ha NaLuMeHTOB [0

19 net (o1 45 po 52%) [10, 15]. MpubAn3nTENLHO Y
MOMIOBMHbI MNaLMEHTOB, Y KOTOPbIX 3a)MKCMPOBAHO pas-
BMTUE 3/10KAYECTBEHHON runepTepmun, 6bin O4UH UK
[iBa 3N1304a BO3JeCTBMA TPUITEPHOro areHTta [15].

Linthpbl, oTpaxatouime 4acToTy pasBuTuA 3TOrO
OC/IOXXHEHWS, HABEPHOe, AO0/KHbI 6bITb 6oMbLIE, NO-
CKO/bKY B CBSi3W C BapuabenbHON NeHEeTPaTHOCTbIO
3/10KAYECTBEHHOW rMNepTepMun BO3MOXHbI Nerkue,
Hepacno3HaHHble U aTUNUYHbIE PeakLun, KOTopble He
PerncTpupyroT KakK 3/10Ka4eCTBEHHYHO TMNepTEPMUIO.

MauneHTbl, NpespacnoNOXKeHHble K PasBUTUIO 3/10-
KauyeCTBEHHOW runepTepMum, MOryT CTpagarb OT pas-
NINYHbIX HEMpOMbIWeYHbIX 3aboneBaHnin [8]. Cemei-
Hbl/i aHaMHe3, CBUAETEeNbCTBYHOLWMIA 0 hakTe Takoro
OC/IOXXHEHMWA Y POACTBEHHWKOB NEPBOWA NUHUN, ABNA-
eTCAa YeTKUM WHAMKATOPOM NpPeapacnonoXXeHHOCTH
K 3710Ka4YecTBeHHOW runeptepmun [10, 18]. [aHHbIl
nayuMeHT He MMes HeMpOMbIWeYHbIX 3a60neBaHNi,
npu nogpobHOM paccrnpoce nocne onepauuu 6b110
NOATBEPXKAEHO, YTO ero POACTBEHHUKM YCMELHO ne-
PEHOCUNIN pa3finyHble onepaTuBHbIe BMELIATEIbCTBA
noja o6 et aHecTe3mnei.

B npefctaBneHHOM Cnyyae gMAarHo3 3/10Ka4eCTBEH-
HOW runepTepMun 6bi MOCTAB/IEH UCKIIOUYNTENBHO
Ha OCHOBaHWM KAMHWYECKUX MPU3HAKOB. B cooTBeT-
CTBWW CO LLIKaNOW, NpegnoxeHHon M. G. Larach et al.
B 1994 r., AnarHo3 3/10Ka4eCTBEHHON rmnepTepMunmn 6bin
«0YeHb BepoATeH» (KONNYecTBO 6annos - 43, paHr -
«04Y€eHb BEpOATHO», Tabn. 1), XOTA OTCYTCTBOBAN TaKoW
NaTOrHOMOHMWYHbIV MPU3HaK, Kak reHepann3oBaHHas
MblleYHas PUrMAHOCTb, 1 He 6biN0 3aMKCMpOBaHO
MPM3HaKOB MbILLEYHOT0 NOBPEXAEHNS (He onpeaenanm
YypoOBeHb KpeaTuHpocthokmHasbl - K®K) [11].

Tabmmua 1. 3acukcnpoBaHHbie KNUHUYECKNE NPU3HAKM Y
nayneHta B., ncnonb3oBaHHble A4NA pacyeTa BEPOATHOCTHOM’
OLEeHKN pa3BUTNA 3/10Ka4YeCTBEHHOW rmnepTepMunmn no wkane
M. G. Larach etal. (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 ~. Larach et al. (1994) [11]

Mpouecc Mokaszatenb Bannbi
ApTepuranbHblii
1 PecnupaTopHblii PaCO2> 60 mMm pT. CT. 15
aunaos npu NpaBuIbHO NOJO6PaHHBIX
napameTtpax BEHTUNALUN
Heob6bsicHMMmoe 6bicTpoe
NnoBbILEHNE TeMMepaTypbl Tena
2 MosbiWweHne nwm 15
Temneparypbl Heo6bACHNMOE NOoBbILEHNE
Temneparypbl Tena Bbille
38,8°C
3 BosrneyeHune cepgua HeobbsicHMMas Taxmkapans 3
Apyrvue npusHaku,
KOTOpblE He ABNAITCA
P pH < 7,25 10

UacTblo eAnHOro
npouecca

KAnHWYeckne NposiBNEHUN 3/10KAYECTBEHHOMN -
nepTepMMn MOTYT BapbUpoBaTh, HO, KakK MpaBuo, ee
PaHHUMWU NPU3HAKAMU SABAAKOTCA TUNEpKanHus, Cu-



HycOBas TaxMKapAus, cnasm XeaTeNbHOW MyCKyna-
TYpbl MW FeHepannM30BaHHas MbllleyHas pUrngHocTb
(tabn. 2) [2].

Tabnuua 2. 3HaueHune npegBapuTensHON oLeHKM
BEpPOATHOCTW pPa3BUTUA 3/10KAYECTBEHHOW runeptepmunmn un ee
paHr B COOTBETCTBUM cO WKanoin M. G. Larach etal. [11]

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

MpepsaputensHaa  PaHr BEpOSATHOCTU OnucaHune
oLeHKa passutna 3I BEpPOATHOCTHU
0 1 Moyt HUKorga
3-9 2 HeBeposTHO
10-19 3 HecKonbKO MeHblle,
yeM BEPOATHO
20-34 4 HeckonbKo 6osblue,
yeM BEPOATHO
35-49 5 OueHb BEPOATHO
50+ 6 MouTn onpegeneHHo

PaHHMe KNMHWYECKUE MPU3HAaKW OTPaxXarT MeTa-
601mMyecKyto NOTPe6HOCTb, Hanbosee BaXKHbIE N3 HUX -
CMeLlaHHbIM aungos n ysennueHne ETCO2. Hanbonee
4acTbIM Haya/ibHbIM NPU3HAKOM 3/10Ka4eCTBEHHON u-
neprepMunmn ABnsieTca BHesanHoe nosbiweHne ETCOz2,
KOTOpOe TPYAHO KYNMPOBaTb NOBbILLIEHWEM MUHYTHO
BeHTUNAUMKN. Micnonb3oBaHne MOHUTOPUHIAETCO2n
TemnepaTypbl BO BPEMSA aHECTe3UMN N03B0NAeT 6bICTPO
OMarHoCTUPOBaTb pasBMUTUE 3/10KAYECTBEHHONW runep-
Tepmuu, a 6bicTpas AeTekunus v arpeccuBHoe noagep-
XUBaKoLLee neveHMe MOryT CNacTu XMU3Hb nauneHTa
N He JONYCTUTb Pa3BUTUA Cepbe3HbIX OCMOXHEHWIA.
eHepann3oBaHHas MbllleyHas pUrngHoOCTb Ha PoHe
HelpomMbIWeYyHON 6/10Kaabl (haKTUYECKN SIBNSETCA ee
NMaTorHOMOHUYHbLIM MPU3HAKOM MPU HANUYUK SPYTUX
npusHakoB. OAHOBPEMEHHO BCe NMPU3HAKKM 3/10Kave-
CTBEHHOWN FMNEPTEPMUM Y MHOTUX OOMbHbLIX He pas-
BMBAIOTCH.

[aHHble nuTepaTypbl CBUAETENbCTBYIOT, UYTO, Kak
npaeunno, HabngawTCca cnefytowme cueHapuu npo-
ABNEHUSA 3/10KAYECTBEHHOW runeptepmum [1, 5, 12]:

1) cpa3y nocne MHAYKLMY aHecTe3nn (Kak npasuno,
TPU3M XeBaTe/IbHOl MYCKynaTypbl);

2) B XOfie ONepaTMBHOr0O BMeLaTenbCTBa Ha Nt06oi
(hase Mcnonb3oBaHUA aHecTeTMKa (Kak npasuno, no-
CTeneHHOe yXyALleHne COCTOAHMSA 3a CYET HapacTaHus
rmnepkanHumn, Taxmkapanu, Metabonnyeckoro aumgosa
1 UHOT A FeHepan30BaHHOW MblLLIEYHOI PUTULHOCTK);

3) nocne npekpawieHsa NCNONb30BaHWUA UHTANALN-
OHHbIX aHEeCTETUKOB;

4) nocne onepauunu (M301MPOBaHHbLIN pabgoMnonuns
Ha POHEe OTCYTCTBMA APYTNX NPU3HAKOB);

5) nocne ycnewHoro KynmpoBaHWA BO3MOXEH pe-
LManB, 0COGEHHO Yy NayMeHTOB C MOBbILEHHON Mbl-
LLIeYHOW MacCcoil.

B paHHOM cnyyae Habnwoganu BTOPON cueHapwuii
pa3BMTUSA 3/10KAYECTBEHHON rMNEpPTEPMUN, KOTOPBIN,
no-BUAMMOMY, AB/IAETCA Hanbonee 4acTbIM.

66

BecTHUK aHecTe3nonornn u peaHnmaronoruu, Tom 15, Ne 1, 2018

CyluecTByeT pacnpocTpaHeHHOe MHeHue, 4To 3/10-
KayeCTBEHHas rnunepTepMmns HauMHaeTcs 0693aTeslbHO
c runeptepmmn. OfHAKO runepTepmMus SBNSAETCA ee
NO34HUM NPU3HAKOM 1 06bIYHO OTCYTCTBYET B MOMEHT,
Korga nosiBNAKTCSA NepBble NOAO3PeHUs. Apyrumu
NO34HUMMW NPU3HAKAMMW 3/10KAYEeCTBEHHON runeprep-
MWK, KPOMe MOBbIWEHWNA TeMMNepaTypbl, ABAAKOTCA:
runepkannemua (8 Tom yucne SKI-npusHakum), xe-
NYyA0YKOBAsA 3KCTPACUCTONUSA, XENYJ0UYKOBAA Taxu-
KapAus, NoBbllWeHNe YPOBHA MUOrnobuHa B nnasme
M MOYe, HapylWweHunsa Koarynauun. B 6onblwoii rpynne
13 2 555 nayneHTOB CO 3/10KAYECTBEHHON runepTep-
Muei 6bICTPOE NOBbLIWEHWE WU BbICOKas Temmnepa-
Typa B KayecTBe NepBOro npu3Haka 3anKCcMpoBaHbl
nnuwb y 8,3% naumeHToB. EANHCTBEHHbLIM NPU3HAKOM
[LAHHOT0 OCNOXHEHWA runepTepMus 6biia TONbKO Y
3,2% naumeHTOB, B YMCNO0 TPEX MPU3HAKOB OHa BXoanna
y 60% naumeHTOB CO CPefHUM 3HayeHUeM TemneparTy-
pbl 39,1°C [10]. B HaweM c/iyyae BblpaXXeHHas runep-
KanHusa, He Kynupylowasacs yBeNMYeHNeM MUHYTHO-
ro o6bema BEHTUNALMUN NErknx, okasanacb rfiaBHbIM
NPM3HaKOM HafBUrarLLErocs Kpu3uca, noBblleHNe
TeMnepaTypbl OTMEYEHO NO3XKE.

CumnTaeTcs, YTO BbICOKME 3HAYEHUA TeMnepaTypbl
Tefla KOPPENMPYHT C BbICOKOI BEPOATHOCTbIO Hebna-
ronpuATHOIrO Ucxoga. B 60nblwoli rpynne cobpaHHbIX
cny4yaeB 6blI0 NOKa3aHO, YTO PUCK Pa3BUTUA CMePTU
NpW UCNOJSIb30BAHUWM MOHUTOPUHTA BHYTPEHHEN TeM-
nepaTypbl CHMXaNCA BABOE MO CPAaBHEHUIO C TEMU
cnyvasmum, KOrja MOHUTOPUHI TemMnepaTypbl He Npo-
Bogunu [9]. CornacHo pekomeHgauunam Accounanmmu
370Ka4ecTBeHHON runeptepmun CLUA, TemnepaTyp-
HbIi MOHUTOPUWHT LO/DKEH MCMONb30BaTLCA NPY 06LL el
aHecTe3nn NPoLOMKNTENbHOCTLI0 60nee 30 MuH [6].
Hanbonee apekTBEH MOHUTOPUHT TemMnepaTypbl
A4pa Tena. TeopeTUYecKn NOCTOAHHbIA MOHUTOPUHT
TeMnepaTypbl Tefla N03B0/AeT 60see 6bICTPO NOCTaBUTb
LMarHo3 3/10Ka4ecTBEHHON runeptTepmmu, 6bicTpee Ha-
yaTb Tepanuio, YMeHbLNTb MUKOBYIO TEMMEPaTypy u
NPOAOMKUTENBHOCTL Nepuoga runeptepmun. B onu-
CaHHOM c/flyyae MCNOAb30BaAN NOCTOAHHbIA MOHUTO-
PUHT TeMnepaTypbl A4pa Tena (MUWeBOLHbIA 4aTUNK),
4TO NO3BOANO LOBOMbHO 6bICTPO 3aMKCMPOBATL U3-
MeHeHue TEMMepaTypHOro pexuma.

[Ans nocTaHOBKM NpeABapuUTENIbHOT0 AWarHo-
3a 3/I0Ka4YeCTBEHHON runepTepMun nabopaTopHble
nccnefosaHna He Tpebyetca. TecTbl, KOTOpble MO-
ryT Wb OTHACTW MOAAepXaTb BEPCUI0 O pasBUTUM
3/10Ka4YeCTBEHHOW runepTepmuun, BKAO4awT: pH
apTepuanbHoOi KpoBu < 7,25, 4eMLMT OCHOBAHWUIA -
8 MMonb/n; K > 6 mmonb/n; KpeaTUHMOCHOKMHa3a
(K®K) > 10,000 Ep (6e3 ucnonb3osaHus CyKLUHUN-
xonuHa); K®K > 20,000 (c ncnonb3oBaHMEM CYKLU-
HUMXO0NNHA); MUOTI06UH niasmbl > 170 MKr/n; mMuo-
rnobuH mMoum > 60 MKr/n.

KothenH-ranoTaHOBbIA TECT Ha MbILLEYHYIO KOH-
TPaKTypy paccmaTpmBaeTCs Kak 3010TOM cTaHAapT ANs
OVNarHOCTUKW 310Ka4YeCTBEHHON runeptepmun. Ana
€ro BbINOJIHEHNA HEOHX0AUMO NONYUNTL GUONCUIAHBIT
obpaseL, MblLLIeYHON TKaHW (2 r). K coxaneHuto, B Ha-
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el cTpaHe B PYTUHHON MpaKTUKe 3TOT TECT HefoCTy-
MeH 4718 Bpayeil. Y CTAHOBMEHO, YTO BbICOKMIA 6ann no
wkane M. G. Larach et al. [11] cunbHO KOppenupyert ¢
pe3ynbTaTaMu KogenH-ranotaHoBoro tecrta [19].

KnnHnyeckasa cuMmnromaTuKa, XxapakrepHasa And

3/10KAYECTBEHHON runepTepmMuu (runepkanHus, Ta-
XUKapAus, MbllleYyHas purngHocTb, pabLomMmonuns, ru-
nepTepMmna N apuTmus), HecneLnugprnyHa n MoXeT 6biTb
obycnosneHa pyrumm npuumHamu. B nepsyto ouepesb
Heo6X04MMO UCKNHUYUTL (PAKTOPbI, CBA3AHHbIE C aHe-
cTe3neil u onepaTUBHLIM BMeLLaTeNbCTBOM (Heajek-
BaTHas BEHTMAALMA, UCTOLWEeHNe agcopbepa, HapyLle-
Hve paboTbl IKCMMPATOPHOIO KfianaHa, NoBblleHHOe
noctynneHne CO2 npu nanapocKonunmyeckux onepaym-
ax u gp.). Apyrve MegnUNHCKME NPUYUHBI 3TOR KNUHU-
YeCKOl CMMMNTOMATUKM LOCTaTOYHO MHOTOUYUCIEHHbI 1,
KpOMe TOro, BCTPEYarTCS Yallle, YeM 310KayeCTBeHHas
runeptepmusa (aHaumnakcus, TpaHCcy3MOHHbIE peak-
UWW, HEMPOIENTUYECKUIA 3/T0KAYECTBEHHbIA CUHAPOM,
CEPOTOHWHOBLIV CUHAPOM, (heoxpomoLuuMTOoMa, Tupe-
OTOKCUYECKWIA KPW3, HEMPOMbILEYHbIe 3a601eBaHN,
cencuc u np.). MNpouecc gnddepeHyansHoR gUarHo-
CTUKM MOXeT NnoTpeboBaTb OMpeAesIeHHOro BPeEMEHH!,
NO3TOMY MOKa KAWHULWUCT He ybBexaeH B anbTepHa-
TUBHOM [MarHose, cnefyeT MHULUMPOBATb Tepanuio
3/10KaYeCTBEHHOI runepTepmum.

MpenapaToM BbIGOpa A4S KYNUPOBaHWSA 3710Kave-

CTBEHHOW runepTepMun SBnseTca gaHTposieH. OH cBA-
3biBaeT RYR1-peuentop n nHrMbupyeT 0CBO6OXAEHNE
Kanbumsa ns CP, TeM caMmblM Npekpallas HeKOHTPONU-
pyemble MbileyHble cokpalleHna [20]. CMepTHOCTb
Npu 310KaYeCTBEHHOM rMNepTePMUN NOCe BHEAPEHNS
B KIMHWYECKYH0 NPAKTUKY AaHTPO/IeHa N COBPEMEHHO-
ro MOHMTOPUHra cHu3unack ¢ 80 go 10% [16]. Apyrue
6710KaTOPbI KanbLWs NpyY pa3BUTUMN 3/10KAYECTBEHHO
runeptepmMmuu HespdekTUBHbLI. Bonee Toro, OHKU Npo-
TMBOMNOKA3aHbl B CBA3M C BO3MOXHOCTbIO yCYry6ieHmns
rMNOTEH3UN U TUNepKanneMnm.

JaHTponeH B Poccum He 3apernctpupoBaH u npak-
TUYECKWN HeAOCTYNEeH, NO3TOMY, NPeACTaBNAs AaHHOe

HabnAeHre, Mbl XOTENN aKLEeTUPOBATb BHUMAHMWE Ha
TOM, YTO B TaKOI C/IOXHOW CMTyauumn v gpyrne mepsbi
MOTyT 6bITb 3peKTUBHbIMKN. CBOEBPEMEHHAs LMa-
FHOCTUKA 1 6bICTPbIe, faXe rhe-To0 «arpecCuBHbIe»,
cMMNTOMaTMYeCcKMe AeWCTBMA MOTYT MPUBECTM K
ycrexy. NMOMUMO HasHauyeHWs LaHTPO/IEHA, OCHOBHbI-
MW HanpaBfeHUSMU HavyaNbHOW Tepanuu ABNSIOTCA:
1) npeKkpalleHne Nogayun aHeCTeTUKa, N0 BO3IMOXXHOCTH
MCNONb30BaHME YIOMNbHbIX (DUNBTPOB; 2) ONTUMU3A-
LUMS OKCUTEHAL MW N BEHTUNALUYK (TMNepBeHTUNALMNA
100%-HbIM KMCNOPOAOM); 3) MOHUTOPUHT U KOPPEK-
LMS YPOBHSA Kanma (npenapatbl Kanbuus, 6ukap6boHaT,
rN0KO03a C UHCYNIMHOM); 4) MOHUTOPUHT U KOPpPeKL s
aungosa; 5) npounakTuka MUoriobuH-MHAYLMpPO-
BaHHOM NOYeYHOI HegoCTaToOMHOCTU (TngpaTaymsa, ou-
ypeTuku, 6ukapboHar); 6) nevyeHne HapyLIeHnii puT-
Ma; 7) MOHWTOPUHT U KOPPeKuns TeMmnepaTypbl aapa
Tena (MULWEBOLHbIN, PeKTaNbHbIA UIN YIWHON faTumn-
KW); NaLMeHTOB C BHYTPEHHENR TemnepaTypoii > 39°C
Heob6xo4MMO oxnaxaatb (MHGY3NA X0N0LHOTO (un3n-
0M10TMYECKOro pacteopa, o6knajbiBaHMe NbaoM, BO-
OAHOM maTpac 1 T. 4.) 40 Tex nop, noka Temneparypa
He cHu3uTca fo 38,5°C. Mpwu pedpakTepHOR 3n10Kave-
CTBEHHON rMnepTepMun BO3MOXHO MCMO/Ib30BaHNe
3KCTpakopnopanbHoii MeMbpaHHO oKkcureHauunm [7].
B naHHOM cnyyae, yuMTbiBas XapakTep OnepaTuBHOI0
BMELLIATe/IbCTBa, MMeNlaCb BO3MOXHOCTb 3KCTPEHHOI 0
NOAK/OYeHUs annapaTa UCKYCCTBEHHOTO KpoBoo6pa-
weHuns. MpaMbIM NOKa3aHWeM A8 UCMOMb30BAHUA
y 60/71bHOT0 3TOr0 MeToAa 6bI10 MPOrpeccupoBaHmne
OCTPOWi CepLeYHO-COCYANCTON HegocTatoyHocTu. [o-
MONHUTENbHO B PyKax aHecTe3non0ra okasancs ypes-
BblYaHO 3P(EKTMBHLIA CNOCO6 KOHTPONA Temnepa-
Typbl Tena.

C Hawein TOYKM 3peHUs, CBOEBPEMEHHAA AMarHo-

CTMKA 3/10KaYeCTBEHHON rUNepTepMun, UCMoab3oBa-
HWe BCEro KOMMJ/IEKCa BO3MOXHbIX HECTIELN(NYECKNX
Mep, BK/I0Uasi 3KCTPEHHbIW Nepexos] Ha UCKYCCTBEHHOE
KpoBoOGpaLLeHVe, NO3BONAN YCNELWHO CNPaBUTbCS C
BO3HWKLUUM OC/TIOXXHEHUEM.

KoH nukT nHTepecos. ABTOPbI 3aBASAKOT 06 OTCYTCTBMM Y HUX KOH(TMKTa MHTEPECOB.
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