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Pesiome

B ctaTbe npepcTaBneH 0630p COBpeMeHHOW NMTepaTypbl MO BECbMa Pefiko BCTpeyaloLLe-
MyCA B aHeCTe31OosIorMyeckom NPakTuKe, HO, Kak MPaBuno, TAXeNOo npoTeKaloLlemy Ha-
CNneacTBEHHOMY CMHAPOMY 3/10KayecTBeHHOM runeptepmun (3I), onncaHHomy B 1960 r.,
B OCHOBE Pa3BUTUA KOTOPOTrO NEXWT OCTPbI reHepann3oBaHHbIA runepmetabonnsm
CKeneTHbIX MbILUL} C MbILLEYHOW PUTMAHOCTbIO, KOHTPAKTYPOW 1 rmnepnpoayKumen Tenna
(MakcmanbHasA TemnepaTtypa 3aperucTpupoBaHa Ha oTmeTke 44,4 °C), pabgomrnonnsom,
NONNOPraHHOM HeOCTaTOYHOCTbIO 1 KpaliHe BbICOKOW neTanbHOCTbio 6e3 crneundurye-
ckoro neyeHus. O6bIYHO cuHApoM 3[ BCTpeyaeTca BO BPeMA UKW MOCJe BbINOMHEHUA
PasfiMUHbIX XMPYPIrMyecKnx BMeLLATENbCTB (pexe — B MHbIX Cly4vanx), NPoBefeHHbIX C
npumMeHeHneM paga CpeacTs ANA UHraNALMOHHOIMO HapKo3a M HEKOTOPbIX MUOpenak-
CaHTOB (TpurrepHble cpeacTBa). B ocHoe pa3smTuA 3I nexaTt MyTauuy reHoB, Koavpy-
IOLWMX CTPYKTYPY M GYHKUMM KanbLMeBbIX KaHanoB capkoneMmbl (MmembpaH T-Tpybouek)
1 MeMbpaH capKomnia3MaTyeckoro peTukysyma pabgommoLmMToB, NpUBOAALLME K U30bl-
TOYHOMY HaKOMJIEHNIO MOHOB KanbLMA B cCapKkonfasme C pa3BuUTMEM COOTBETCTBYIOLLEN
cmmnToMaTMKKU. OnmcaHbl NOAXOAbI K AUArHOCTUKE 3TOr0 CUHAPOMA 1 NeYeHUIo NauuneH-
ToB C 3I, BKNovawLwme meanKaMeHTO3HYI0 Tepanuio 1 cnocobbl GUsnyeckoro oxnakae-
HuA opraHusma. lNocne BHeapeHua B 1979 r. B Tepanuio nauueHTos ¢ 3 cneunduyeckoro
MUOpeNiakcaHTa AaHTposieHa netanbHocTb Npu 31 cHM3unack ¢ 80% o 5% (0-18,2%).
Heobxoanmbl fanbHewwie NCCnefoBaHWA 3TOr0 CUHAPOMA C LieNblo pacliMpeHnsa BO3-
MOXHOCTeN paHHen anarHocTmkm 3[, ynpaeneHna npoueccamm perynauumn TensoBoro
6anaHca opraHvM3ma 1 KOppeKLMn HapyLeHWI KU3HefeATeNbHOCTU MPK ero pasBuTun
dapmaKkoTepaneBTMUYECKNMY CpeCTBaMMU.

KnioueBble cnoBa: 3n10KayeCcTBEHHaA rmnepTepmuna, NekapcTBeHHbIe TPUITepHble cpea-
CTBa, MyTaLV FEHOB KanbLMeBbIX KaHalioB PabaoMMOLUTOB, MblLLEYHAsA PUTMLHOCTD 1
KOHTpaKTypa, pabaommonus, faHTposneH
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Abstract

The article presents a review of the current literature on a very rare in anesthesiology
practice, but, as a rule, severe hereditary syndrome of malignant hyperthermia (MH),
described in 1960, which is determined by acute generalized hypermetabolism of
skeletal muscles with muscle rigidity, contracture and heat hyperproduction (maximum
temperature recorded is 44.4 °C), rhabdomyolysis, multiorgan failure and extremely
high mortality rates in the absence of specific treatment. As a rule, VH syndrome occurs
during or after various surgical interventions (less frequently otherwise), performed
with certain inhalation anesthesia agents and some myorelaxants (trigger agents). MH
onset is based on mutations in genes encoding the structure and functions of calcium
channels of the sarcolemma (T-tubule membranes) and membranes of the sarcoplasmic
reticulum of rhabdomyocytes, leading to excessive accumulation of calcium ions in the
sarcoplasm with subsequent corresponding symptoms. Approaches to diagnostics of this
syndrome and treatment of patients with MH, including drug therapy and methods of
physical cooling of the organism, are described. After the specific myorelaxant dantrolene
was introduced into the therapy of MH patients in 1979, mortality rates in MH decreased
from 80% to 5% (0-18.2%). Further studies of this syndrome are required to expand the
possibilities of early diagnosis of MH, to manage body thermal balance regulation and to
correct vital activity disorders in MH by pharmacotherapeutic means.

Keywords: malignant hyperthermia, drug triggers, rhabdomyocyte calcium channel
gene mutations, muscle stiffness and contracture, rhabdomyolysis, dantrolene

3nokauectBeHHas runeptepmus (3, cuHapom 3[, Kpu3 3[, 3nokavecTBeHHasA rmnepnu-
peKcna, 3NoKaueCTBEHHbIN rMnepMeTabonnuecknin CUHAPOM, CTPECC-CUHAPOM MOJHYe-
HocHo runeptepmmm, 3l, Bbi3BaHHaA aHecTe3neln) — Ype3BblUaiHO PefKo BCTpeYatoLwmnin-
CA B KIIMHNYECKOW NPaKTUKE, HO, KaK MPaBWo, TAXKENO NPOoTEKaoLWUN TemnepaTypHbI
CUHAPOM, B OCHOBE Pa3BUTUA KOTOPOTO JIEXKUT OCTPbIV reHepasi30BaHHbIN rnnepmera-
60113M CKENETHBIX MbILIL, C MbILUEYHOWN PUFMOHOCTBIO, KOHTPAKTYPOM U rMneprnpoayK-
uven Tenna, pabgoMMONN30OM, NMOMAMOPraHHON HEAOCTaTOYHOCTbIO U KpalHe BbICOKOM
neTanbHOCTbIO 6e3 cneyndurueckoro neyexms [1, 2].
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B HacTofALLEee BpeMA XOPOLLIO U3BECTHO, UYTO NogasnstoLlee 60NbINMHCTBO ciyyaes 31
CBA3AHO C BbINOJIHEHMEM XUPYPrUYecKMX onepaunii, a pakTopamu, NPoBOLMPYIOLWNMUI
pa3BuTUE TaKoW peakuun, ABAAIOTCA TPUITepHble MeAnKaMeHTbl (3anycKatowme passu-
e 3I): cpeacTBa ANA MHranALMOHHOIO Hapko3a (bTopoTaH, ceBodnypaH, aechnypaH,
3HnypaH, nsodbnypaH, AN3TUNOBLIN 3PNpP), AenoNApM3yoLLe MUOPENaKCaHTbl (ncTe-
HOH, ieKaMeTOHNI) U HeKoTopble HeaenonAapusylowme (ctepongHble) MUOpPenakcaHTbl
(BeKypoHWMIA, NaHKypoHuin). KpaitHe peako pa3suTue 3 MoryT CnpoBOLMPOBaTh KeTaMnH
1 HOBOKaWH. XapaKTep onepaTMBHOro BMeLLaTeNnbCcTBa 0ObIYHO He MMeeT 3HayeHuA ann
BO3HUKHOBeHUA 3[, a cpeam cpefcTs ANA HapKo3a Yalle BCero npoBouupyeT pasButue
3l ¢TopoTaH (ranoTaH), NprMyem ero NPUMeHeH1e B COYETaHUN C M1OpPeNilakcaHTaMm elle
6onblue yBenuumsaeT puck passutna 3l [3-7].

3ameueHo, UTO NoBbIWEHHadA YacToTa pa3suTnA 3[ BCTpeyaeTca nNpu pasHoobpasHol
BPOXXAEHHOW NaToNIOrMmn — KOCOrnasnm, KpUnTopxmsme, paclienmHe BepxHen rybbl, Teep-
[0ro 1 MArkoro Héba, naTonornyeckom noppose, kKudpose, pacllenseHnn MbiLlL, CUHAPO-
me KuHra - leH60po (aHOManum KocTen 1 CKeNeTHbIX MbILULL, HA3KOPOCIOCTb, 3aeprKKa
YMCTBEHHOrO pa3BuUTUA), MMonaTnm JioweHHa, MMOTOHNM, CUHAPOME HECOBEPLUEHHOIO
octeoreHe3a 1 ap. OnvcaHbl pedkne cilyyan BO3HUKHOBeHUA 3I Npu UHQEKLMOHHbIX
3aboneBaHWAX, TOKCMKO3aX, ANUTENbHOWN MblleYHOW paboTe B YCIIOBUAX MOBbILIEHHOM
BHELUHel TemnepaTtypbl U BAaXHOCTN, MeXaHUYECKMX TpaBMax, CTpaxe nepeq onepawu-
eil, SNeKTPOCYAoPOXKHOM Tepanun 1 ap. Mpu 3Tom cnegyeT UMeTb B BUAY, YTO CMMNTOMa-
TUKa, NOX0oXKaa Ha cMHAPOM 3, HO MMeloLLaA MHOWM NaToreHes, MOXeT Pa3BUBaTbCA U NPU
NCNonb30BaHUK ApYyrux ¢apmakonornyeckmx CpefCcTs, HanpuUMep, HeMPoNenTUUYECKUA 1
CEPOTOHMNHOBbIN cMHAPOMbI [5, 7-10].

Takum obpasom, 3l B Lienom ABNAETCA NOANSTUONOMMYHBIM CUHAPOMOM, KOTOPbIV C
Hanbonblueln YaCcTOTON BCTPeYaeTCA NPU BbIMOMHEHNN XUPYPTrUYecKmX onepauuii C npu-
MEeHeHneM ranoreHcogepallymx CpeacTs Aj1a MHranAUMOHHOro HapKo3a 1 Aenonapusy-
IOLLIMX MNOPENaKCaHTOB.

B naHHoM 0630pe 0600LLeHbl OCHOBHbIE NnTepaTypHble cBefileHnsa o 3I, BbI3BaHHOMN
aHecTe3ven (cuHapom KnaccnduumposaH no MKB-10 - T88.3, no MKB-11 — 8C78). [inAa pe-
weHua npobnembl 3l co3aaHbl EBponeiickan rpynna no 3fi0kayecTBeHHOW rmnepTepmuu,
Accouvaumsa 3nokavectseHHon runeptepmmn CLUA, HaumoHanbHaa cuctema yganeHHom
SKCTPEeHHOW NOMOLLM NPU 3N10KavyecTBeHHON runeptepmmnn B Kntae n ap. B page ctpaH
eCTb cneyunanbHble LeHTPbl MO M3yyeHuto 3Toro cuHgpoma [1, 8, 111.

CuHpgpom 3l BcTpevaeTca NpakTuyecky B ntobom Bospacte. OnucaHHble B nnTepaType
Cny4Yam oxBaTblBalOT AMana3oH OT NepuoAa HOBOPOXAEeHHOCTM Ao 79 neT. OgHako valye
Bcero 3 pa3BuBaeTca y geten 1 MONOAbIX N0AeN, NPUYEM Y My>XUMH 3TOT NoKasaTesb B
2-4 pa3a Bbllle, YeM Y XKeHLUWH, a y AeTel — B 5 pa3 valle, uem y B3pocnbix [7, 12-14].

BbigenaioT ase dopmbl KnHMYeckoro TeueHus 3l — GynbMUHAHTHYIO (MOSTHUEHOCHY!HO)
1 abopTmBHYt0. Mpr GynbMUHAHTHOM popMe CUMNTOMATHKa Pa3BrBaeTCA OYeHb ObICTPO
N Yepes HeCKOJIbKO JeCATKOB MUHYT YenoBeK MOXET NornbHyTb. B ciyyae abopTmBHOM
bopmbl cMMNTOMaTMKa CTepTasa U CUHAPOM MOXET CaMOMNPOK3BOJIbHO NpeKpaTuTbea 6e3
cneyundumyeckoro neyeHua. Yactota BO3HUKHOBEHUA MOSHUEHOCHOW dopmbl 3[, npo-
BOLIMPYEMOI HapKO30M, CUJIbHO BapbupyeT MU COCTaBAAET, MO UMEIOWUMCA CBEAEHNAM,
ot 1: 6000 cnyuyaeB aHecTe3un B AnoHun go 1 : 250 000 — B BennkobputaHuu. B gpyrmx
CTpaHax 3TOT NoKa3saTtenb Konebnetca obbiuHO oT 1 : 10 000 go 1 : 70 000. YmMepeHHO
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Bblpa)keHHble (abopTuBHblE) $opMbl 3 BCTPEYaATCA C 4YacTOTON MNPUGAN3UTENBHO
1:4500 cnyyaeB aHecTe3un. Yactota BcTpevaemoctu 3l y geten coctaBnset ot 1: 3000
fo 1:15 000 aHecte3un [1, 2, 10, 14, 15]. NletanbHOCTb npw 3[, BbI3BaHHOW aHecTe3unen,
BapbupyeT B Agmana3oHe 0-18,2% [14], B AnoHnwn, Hanpumep, — 8,8% 3a nepuog c 2000
no 2020 r. [16]. be3 cneuunduryeckoro neyeHmna neTanbHOCTb gocTurana 80% v Bbiwe [17].

Brnepsble cuHgpom 3l 6bin onurcaH B 1960 I. Kak cnyyaii UHTpaonepaLuoHHOM runep-
TepMun y Mosiogoro yenoseka, 10 poACTBEHHNKOB KOTOPOro (13 24) ymepnu BO Bpems
unn nocrne nposefaeHnA obuien aHectesnn [1, 3].

B 1929 r. dpaHLy3CKUM AeTCKUM Xupyprom u optonegom Jlyn OmbpegaHom Bnepsble
6b110 COO6LLEHO O CllyyadAx Pe3KOro MoBbILEeHNA TemrnepaTypbl TeNla C JieTanbHbIM MC-
XOAOM Y HOBOPOXAEHHbIX M rPyAHbIX AeTel nocsie onepaTvBHbIX BMeLaTeNbCTB. Takoe
COCTOAAHME MONYUNIIO Ha3BaHMe «cuHapom OmbpenaHar, N cUHgpom «bnegHow runep-
TepMuUmn». ITOT CUHAPOM ABNAETCA OfHON 13 pa3dHoBuaHocTen 3l OH pa3BuBaeTca Yepes
HeCKOJIbKO YacoB Moc/le onepauun 1 xapaktepmnsyeTca BHe3anHbIM 6bICTPbIM NOBbILEHN-
em Temnepatypbl Tena go 41-42 °C v Bbille, pe3Kon 611eAHOCTbIO U CYXOCTbIO KOXN, Lina-
HO30M BOKPYT ry6 1 rnas, NoBepXHOCTHbIM TaXUMHO3, TaxnKapamnew, Mporpeccupyowmm
CHUXeHuem apTepuanbHoro aasneHus (AL), onurypueii, 6eCnoKoincTBoMm, notepen co-
3HaHWA, Pa3BUTMEM CYAOPOXKHOIO CUHAPOMA U CMepPTENbHbIM UCXOAO0M (neTanbHOCTb 6e3
afleKBaTHbIX TepaneBTUYECKMX MeponpuATMiA goctmuraeT 95%) vawe Bcero yepes 15-20 u.
nocne onepauwnu [1, 18].

WccneposaHma cungpoma 3 nokasanu, UTo pa3BMBaloOLLAACcA BO BpemMsA onepaunin n
B nocneonepaynoHHom nepuoge 3 nMeeT, 3a ManblM UCKNIOYEHNEM, HanpuMep, CUH-
npoma OmbpepnaHa, reHeTMUeCcKn 06YCNOBNIEHHYI0 NPUPOAY N HacnefyeTca npenmyLle-
CTBEHHO NO ayTOCOMHO-AOMUHAHTHOMY TUMY C HA3KOWN CTEMEHbIO MeHeTPaHTHOCTY (Mpo-
LeHTa NposABNeHNA NPpU3HaKa) U BapuabenbHOM 3KCNPECCUBHOCTBIO (Pa3HOW CTeneHbio
NPOABEHNA B Pa3/INUYHbIX CEMbAX — HOCUTENAX COOTBETCTBYOLUX reHoB). PaKkTnuecku
3l — 3To naTonornA CKeneTHbIX MbIWL, CBA3aHHAA Npexae BCero C HapylueHnem CTpyK-
Typbl 1 GYHKUNIA KanbLUMeBbIX KaHanoB MeMbpaH MbllleUHbIX BOIOKOH [2, 18, 19]. [eHbl,
oTBeualoLLMe 3a 3TW KaHasbl, PacnosioXKeHHble B MemOpaHax capkonnasmaTtnyeckoro pe-
TUKYNlyMa 1 capkonemme pabaoMrnoLuToB, nokanmnsosaHbl B 17-i 1 19-i napax Xpomo-
com. Kpome a1ux fedekToB, y niogel ¢ NpeapacnonoXeHHocTbio K 3 obHapyxmBatoTca
nedeKTbl HaTPUEBbIX KaHaloB 1 HapylleHe MeTabonn3ma HEKOTOPbIX XUPHbIX KUCOT
[20-22]. CnepyeT OTMETUTDb, YTO reHeTUYeCKyo NPMpoay C AOMUHAHTHBIM TUMOM Hacneao-
BaHWA nMeloT 1 ciyyan 3l y XKMBOTHbIX, B YaCTHOCTK cBMHeW. OfHaKo Y CBMHEN pa3BuTue
3l oTmeueHo npu rpybom obpalleHnn ¢ HAMU, NePeBO3Ke, a TaKKe BbICOKOW BHELLIHEN
Temnepatype [23-25].

B HacToALWee BpeMa 13BECTHbI TP reHa, oTBevatowme 3a pa3sutume 3l RYR1, CACNA1S
1 SNAC3. OcHosHo reH — RYR1, KogumpytoLwmin puaHoauHoBblin peuenTop 1-ro Tvna (RyR1-
peLenTop) CKeNeTHbIX MbILIL, KOTOPbI/ CBA3aH C KaHaloM BbICBOGOXAEHUA KanbLmsA 13
CapKomniasamaTMyeckoro peTukynyma. 3ToT reH 6bin cekBeHNpoBaH B 1988 roay, a ero my-
TaluK, C KOTOPbIMU CBA3AHO HapyLUEeHNe romeocTasa KanbLma 1 CKIIOHHOCTb K Pa3BUTUIO
3[, 6binn BnepBble aeHTMOULMpPOBaHbI B 1991 rogy. K HacTosLlemMy BpemeHW BbiABIe-
Ho cBbiwe 250 myTaumi reHa RyR1, oTBeTCTBEHHbIX 3a pa3suTune 3l y yenoseka, npuyem
MyTaLMM MOTYT 6bITb TOYEUHbIMM, KacaloLWUMNCA 3aMeHbl TOJIbKO OHOW aMUHOKUCTOTbI
B peuentope RyR1, HO 3TOro 4OCTaTOYHO A1 BO3SHUKHOBEHMA MAaTONIOrMUYeCKon yTeukn
Ca?" uepes kaHan. C mytaumamm reHa RYR1 accoummpoBaHbl Takxke muonatum (RYR1-RM),
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NPy KOTOPbIX MOTYT HabnogaTbCA 3aiepPXKN B Pa3BUTMM MOTOPUKM, KOHTPAKTYPbI, CKO-
nnos, opTanbmonnerns 1 abixatesibHas HegocTaTouHoCTb [19, 20, 22, 26-30].

K HacTosAwemy BpemeHU ob6HapyeHbl Tpy M30hopMbl PrUaHOAUHOBbLIX PeLenTopoB
(RyR1, RyR2, RyR3) B ckenleTHbIX MbIWLaX, CepALe 1 HEPBHOWN TKaHW, KOgMpyemble Tpems
pa3HbiMu reHamn. HassaHme RyR cBA3aHO ¢ pacTUTeNbHbIM ankanonaom praHogMHOM, K
KOTOPOMY OHU BbICOKOUYYBCTBUTESIbHbI 1 KOTOPbIM MOAYNNPYET MX NPOMYCKHYI0 CNoco6-
HOCTb MO OTHOLLIEHMIO K TOKY MOHOB KanbLumA. 3TU peLenTopbl, KOTOpble Tak»Ke Ha3blBaloT
pPVaHOAUH-YYBCTBUTENbHBIMU KanbLMeBbIMWA KaHanamu, B MOMepeyHonosiocaTtbiX Mbl-
LeYHbIX KneTkax (pabaomumoLmTax) BbINOMHAOT BarkHENLWYo GYHKLMNIO CONPAXEHNA BO3-
6y>KaeHus (NoTeHUMana AeNcTBYA) C MblLUEYHbIM COKpaLLeHNeM (3neKTpomMexaHnyeckoe
conpskeHue) [23, 31]. B perynaummn dyHKUMOHaNbHOM akTMBHOCTU peLienTopoB RyR yua-
ctBytoT Ca®*, Ca?*-cA3blBaoLWuin 6enok KanbmogynuH, ATO n kanbuuHeBpyH. PelenTopbl
RyR1 dochopunupyiotca Ca**-kanbmogynuH-3aBUCMMON NpoTenHknHasom Il (uto npuso-
OUT K aKTUBaLuK peLenTopoB), a gedochopnnupytoTca (MHIMbupyoTca) KanbLuHeBpu-
HoM. B ckeneTHbix mbiwuax RyR1 pacnonoxeHbl B MembpaHax LUCTEPH capKonnasmaTtu-
yeckoro petukynyma (CMP; neno Ca?*), a ux ANUHHbIE LUTOMIa3MaTUYeCKue «XBOCTbI» (Tak
Ha3blBaeMble HOXKM) conpurKacatTca ¢ cybbegnHmuammu Cavl.lT gurngponnpuanHoBbix
peuenTtopos (DHPR; noTeHumMan3aBmcMmMble KanbLyeBble KaHanbl L-Tuna u gatumkn snek-
TPUYECKOTO HaMpsXeHNA, KOHTponupyowre BbicBoboxaeHre Ca*t B CKeNeTHbIX MbiLL-
Liax), BCTPOEHHbIX B MeMbpaHbl T-Tpybouek capkonemmbl. iMeHHO kKoHTakT DHPR 1 RyR1
ABNAETCA OCHOBOW ANA Nepefayn 3NeKTPUYecKoro CMrHana ¢ capkosiemmbl T-Tpybouek
Ha mem6paHbl unctepH CIP 1 oTkpbITUA RyR1 ¢ Bbixogom Ca** B capKomnnasmy 1 3anyckom
NpoLeccoB MbleYHOro cokpalleHua [29, 31]. YcTaHOBNEHO, UTO U3MEHEHME CTPYKTYpPbI U
oyHkunii DHPR B pe3synbraTe myTauumii reHa CACNA1S, KoTopblin KogupyeT cybbeanHuLy
als DHPR, Takxe cBA3aHO C pa3Butmem 3, yactoTa KoTopown oueHusaetca ot 1 : 400 go
1:2000-3000 [32, 33].

M3BecTHO, UTO COKpaLlieHre MblLL, CBA3aHO C HakonneHrem Ca?* B capkoniasme Bbllle
noporoBo BenuunHbl (1051076 monb/n npu ero yposHe B nokoe 107-10" monb/n) B pe-
3ynbTaTe NocTynaeHna ero Yepes MembpaHHble KanbLeBble KaHasbl U3 MeCT 1eNOoHUPOo-
BaHuA — CIP, MUTOXOHAPWIA, @ TaKXKe U3 OKpy»KatoLLein KneTky cpefbl. PaccnabneHne mbiwy,
06ycnoBneHo ymeHblUeHNeM KOoHUeHTpauun Ca** B capKonnasme HuXKe 3TON BeMUMHbI
B pe3y/bTaTe OTTOKa KaTvoOHa yepe3 MembpaHbl NOCPeACTBOM KalbLMeBOro Hacoca —
Ca**-ATQas3bl, a TakKe HaTpuii-KanbLmeBoro obMeHHUKa. B Tom cnyvae, Korga B pesysb-
TaTe KakuX-TO NpuunH copepkaHune Ca®*t yBenmumBaeTca HacTonbko, uto Ca?*-ATdaza n
HaTpUIN-KanbLMeBbI OOMEHHUK He CNPaBNATCA C BbIBEAEHMEM TaKOro KOMyecTBa Ka-
ToHoB o6paTHO B CIP, MUTOXOHAPUN 1 3a Npefesibl CapKONeMMbI, MblLLLbl OCTAOTCA B
COKpaLleHHOM COCTOAHUU. IMEHHO TaKon MexaHn3M YMeeT MeCTO NpY BO3HUKHOBEHUN
MbILLIEYHOW PUTMAHOCTU N KOHTPAKTYpbl B Cflyyae pa3sutua 3 B pe3ynbTaTte natonoruye-
ckon yTeukm Ca?*, npexpge Bcero yepes RyR1-kaHan CI1P.

YcTaHoBnEeHO, uTo GTOPOTaH 1 Apyrue TPUrrepHble areHTbl MOTYT CHUMaTb MOpPOoru oT-
KpbiTna RyR1-kaHanos B membpanax CIP 1 KanbumeBbix KaHanoB capKonemmbl, Bbi3biBas
HEKOHTpONMpyeMoe NOCTYMNJIeHEe NOHOB KaslbLnA B CapKOMia3My, a TakxKe yrHetaTb 06-
paTHbIN TpaHcnopT Ca?* n3 capkonnasmbl B CMNP, MutoxoHApWn 1 3a Npeaenbl capkonem-
Mbl [34-36].

Takum obpa3om, B pesynbraTe BO3AENCTBUA TPUITEPHbLIX areHToB Ha KasbLueBble
KaHanbl membpaH pabgomuounToB, Npexge Bcero Ha aHomasnbHble RYR1-kanbLmeBble
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kaHanb! CIP, oHy NepexofAT B CTabUNIbHO OTKPbITOe cocTosiHMe. [pn 3ToM yTpaumBaeTca
cnoco6HocTb CIP yaep»kuBaTb MOHbI KanbLusA, YTO MPUBOAUT K UX MacCUBHOMY Bblbpocy
B CapKomnnasmMy MbllLEeYHOro BONOKHA. B pe3ynbTaTe pa3BnBaeTca MbileYHasas pUrngHoCTb,
JOCTuraoLan CTerneHn KOHTPaKTypbl.

WTaK, KntoueBbiM 3BeHOM B natoreHese 3 ABnseTca U3bbiTouHoe HakonneHne Ca?' B
capkonna3sme, NpmMBoAsLLee K pa3BUTMIO CTONKOWN PUrMAHOCTU N KOHTPAKTYpbl CKeneT-
HbIX MbiwL. K Kaknm nocneacTsnamM 310 NpuBognT? BaxHbIM ABNAeTCA pa3BUTME TKaHe-
BOV TMNOKCUW B MblLLLLAX B pe3ynbTaTe HapyLUEeHNA KPOBOTOKA B HUX M3-3a KOHTPAKTYpPbl,
3HAUMTENBbHOTO YBENMYEHUA NOTPeOHOCTN B KUcopoae, oOyCNIOBNEHHOMO Pe3KNM no-
BblLLUEHNEM TOHYCa MbILL, a TakXKe CUCTEMHOWN FMMOoKCeEMUN, aumgo3a 1 Nporpeccmpyto-
wen runeprepMmmun. Ha ypoBHe Lienoro opraHn3Ma MHTEHCMBHOCTb MeTabonvama npu 3l
MOKeT yBennumnaTbca B 15-20 pas, BcefCcTBre Yero Bo3HUKaeT ancbanaHc mexay no-
TPebHOCTbI0 OpraHn3ma B KUCIIOPOAE 1 ero cHabxeHnem. B pesynbrate pa3suBatoTca rv-
nokcemms, rmnepKanHua, TKAHeBas rMMNOKCUA, METabOoNNYECKUI 1 AblXxaTeNbHbIN aunaos,
KOTOpble MPUBOAAT K MOBPEXAEHMNAM OpraHoB 1 TKaHen [1, 2, 371.

B ycnosusax nporpeccupytollen rmnokcumn Hapylaetca GyHKUMOHUPOBaHUe aspob-
HbIX SHEPrOAALMX BUOXUMNYECKNX LNKIIOB, NPEeXae BCero B-OKMCNEHNA XUPHbIX KNC-
NOT, UMKJa TPUKAPOOHOBbIX KUCIIOT 1 OKUCUTENbHOro dpochopumnunpoBaHns. EAUHCTBEH-
HbIM, HO Mano3dGEKTUBHbBIM MyTeM CHabXeHUA TKaHe MaKpo3praMmm B aHaspoOHbIX yC-
NOBUAX ABNAETCA MMMKONN3, KOTOPbIA TEM UHTEHCKMBHEE MPOTEKAET, Yyem GoNblLUe CHUXa-
eTcA HanpsXKeHne Kncnopoga B TKaHAX (3ddekT Mactepa). Ho B rnoaspobHbix ycnosusax
npw 3l rMKoNK3, akTUBaL MU KOTOPOro CMOCOOCTBYIOT TakXKe U36bITOUHAA KOHLIEHTpaLua
Ca?" B MblLLILIAX 1 NOCTeNeHHOe YMeHblueHWe coaepaHma ATO, nprBoaUT K HaKoMaeHUio
MOJIOYHOW KMNCNOTbI, YCUNEHMIO aLnA03a, KOTOPbI yBeNNYBaeT NPOHNLREMOCTb KNeTou-
HbIX MeMOPaH, B YaCTHOCTU NIN30COM, YTO CNOCOOCTBYET BbIXOAY U3 HUX HepMEHTOB, YCU-
NMBAOLWMNX AeCTPYKLMIO MblLLEYHOWN TKaHWU. Broxmmmnyeckme nccnegosaHua mbiwy npu 310
NnoKa3sanu 3HaunTeNIbHOe YMeHbLUIeHVe coaepKaHus B pabgommountax moHoB K* B cBA3M €
KOMIMEHCATOPHbIM BbIXOAOM KaTMOHa Yepe3 KaHaslbl CapKoeMMbl B SKCTpaLensitonsapHoe
NPOCTPAHCTBO B OTBET Ha HaKoMJIeHUe B capkomnna3me noHos Nat n Ca?t (aenonapusauyu-
OHHble cABUrM MeMbpaHHOro NoTeHUMana), a Takxke B pesynbTaTe AecTpyKumm membpaH
npuv nporpeccupoBaHnn 3. Pa3BrBatowasaca npy 3ToM rmnepKannemMmmnsa MoxkeT 4OCTUraTb
24-25 mmonb/n npu Hopme 3,5-5,5 MMOJb/N, UTO ABNAETCA FPO3HbIM OCIIOXKHEHMEM, 3a-
TpyaHaowmum Tepanuto 3l [1, 2].

Kpome pe3koro cHum»keHuA copeprkaHma K B MblliLax, BbIABNEHO YMEHbLUeHWe CO-
LeprKaHnA rnKoreHa (akTmauma rmmkoreHonmsa n rmukonmsa), ATO (aktmeauunsa ATOa-
3bl MMO3MHa B pe3yfbTaTe HakomnnieHuAa B capkoriadme Ca?*, MbllLEeYHOW KOHTPAKTYpbl
W TMMOKCUK, @ TaKXKe 3HauMTeNbHan yTeuka KpeaTuHKUHa3bl (KK) — pepmeHTa, Katanusu-
pytouiero pecuHte3 ATO 13 AO n kpeatuHdocdaTa, a TakKe obpasoBaHme nocnegHero
(onucaH cnyyan, korga aktmBHoCTb KK B nnasme KpoBu npesbiwana Hopmy B 1500 pa3
[18])), kpeaTnHdocdaTa (MageHme akTmBHOCTU KK). B TO e Bpema B MblwLiax o6HapyXu-
BaeTcA BbicoKoe copepxaHue ALID, KpeaTnHa, NakTaTa, NMpyBaTa, LUTpaTa, YTo B3anMocC-
BA3aHO C BbllleyKa3aHHbIMK caBuramu [1, 2, 37, 38]. AHanu3upya Groxummnyeckme nme-
HEHWA, NPOUCXoZALLMe B CKeNeTHbIX Mblwax npu 3l, MOXKHO NPeanonoXuTb, YTO OQHOMN
N3 BaXHbIX U MHTEPECHbIX OCOBEHHOCTEN METabOIMUYECKUX CABUIOB B HUX ABNAETCA Ha-
pyweHue spdekTa MacTepa, T. €. HECMOTPA Ha 3HAUNTENIbHOE HaKOMJIeHWe B cCapKomnnas-
Me UMTpaTa, yMeHblleHne HeopraHuyeckoro ¢ocdarta n HopmanbHoe cogepxaHme ATO
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[0 onpefeneHHoro sTana pa3suTuA 3l (3anacbl ATO B MblwLax CyLeCTBEHHO HE CHUMKa-
t0TCA, NOKa eCTb eno rnkKoreHa n KkpeatuHdocdara), CKOPOCTb MUKONM3a CyLLeCTBEHHO
yBefnnyeHa (M3BectHo, uto ATO 1 uMTpaT ABAAIOTCA MHIMOMTOPaMK, @ HeOPraHUYeCKuin
docdat akTMBaTOPOM KntoyeBoro dbepmeHTa rmmnkonmsa — GochoPppyKToKMHa3bI).

YTto KacaeTca KNMHMYECKON KapTuHbl cuHapoma 3I, To nepBble NpU3HaKM MOryT no-
ABNATLCA Y>Ke uepe3 20 MUH. OT Havasa onepauumn NMbo CnycTsi HECKOIbKO YacoB U Aaxe
CYTOK Nnocsie Hee. Y HeKoTopbIX UL, MpeApacnosioxeHHbIX K 3, npy npoBeaeHnn Nnepeom
ornepauuu, BbINOSHAEMON Nog HapKO30M, 3TOT CUHAPOM MOXET 1 He pPa3BUTbCA. V3Be-
CTeH, Hanprmep, cnyyain, korga cMHAPoOMm 3l BO3HUK TONbKO BO BPeMs BbINOJIHEHNA NATON
onepauuun y 14-netHen gesouku [1, 2, 10].

[na cnopagnyeckmnx cnyyaes 3[, CBA3aHHbIX C ONepaTMBHbIMY BMeLLaTeNbCTBaMM, KOr-
[la He BbIABNEHO HACNEACTBEHHON NPeapacnofioKeHHOCTH, XapaKTepHO No3Hee Havasno,
HOpManbHaa peakuma Ha AenonAapusyowmne MMopenakcaHTbl U Hannume N3MeHeHun B
MbILLILAX TOMBKO CO CTOPOHbI MUTOXOHAPWIA, TOF4a Kak ANA NaLMeHTOB C HacneACTBEHHOMN
NpeapacnonioXeHHOCTbIO K 3 XxapaKTepHbl paHHEe Hayano, U3BpalleHHana peakuma Ha
Aenonapusylole MUopenakcaHTbl (CTOMKaa pUrMAHOCTb CKENETHbIX MbILL) U U3MeHe-
HVA B MembpaHax capkonemmbl, CMP 1 mutoxoHapwi [2, 18, 38].

CaMbIM paHHUM KIMHAYECKM NPU3HAKOM, HaCTOPaKMBaIOLMM B OTHOLLEHUWN pa3Bu-
™™MA 3[, ABNAETCA PUTMAHOCTb CKENETHbIX MbILWL, (MpeXKae BCero Tpy3M »KeBaTeIbHON My-
CKYNaTypbl, MbILIL, KNCTEN, CTON, NepeaHen GPIOLLIHON CTEHKM, MKPOHOXHbIX MblLLL, a Tak-
e NapuHrocnasm), BO3HMKaloLWaa nocne BBeeHUA 4enonapusyowmnx MmopenakcaHToB
(xoTa BcTpeyvatoTca n HepurmaHble ¢opmbl 3IN). PUrmgHoCTb xeBaTenbHbiX Mbiwy, (PPKM),
KOTOpaa JOCTUraeT CBOEro MakCMMyMa CMyCTA HECKONbKO CEKYH[ MOC/e NOSIHOW penak-
cauMn MblLWL, N OKOHYaHUA pacumnKynaLmni, ABNAeTCA BeCbMa HEMPUATHLIM CUMITOMOM
Ana aHectesnonoros. PPKM moxeT 6biTb nepBbiM ciMnTomom 3[, a NaumeHTbl, y KOTOPbIX
OHa HabniopaeTcs, valwe ymupatoT. Kpome Toro, PXKM moxeT co3fiaBaTb 3HauuTenbHble
TPYAHOCTU NPU UHTYHALMNK: BbIPaXXEHHOCTb 3TOr0 NPU3HAKa BapbupyeT OT BeCbMa yMe-
PEHHOI 0 HEBO3MOXHOCTM OTKPbITb POT (CMMMATOM «CTaNlbHbIX YentocTen») [5, 8, 16].

K opyrum xapaKTepHbIM CMMNTOMaM HayaslbHOWM cTagum pa3BuTuA 3 OTHOCATCA BHe-
3anHo BO3HMKatoLWasn 1 6bICTPO HapacTatowas Taxukapama (o 160-200 B MUHYTY), yBenu-
yeHue Al, apuUTMIMK, TaXUMHO3, UHTEHCMBHbBIN NOAbEM TeMMepaTypbl Tena n peskuii poct
KOHLIEHTpaLMn yrnekncsoro rasa Ha sbigoxe. lMogbem AJl oTmeyaeTca TONbKO B Havasb-
Hom ctagum passuTtuA 31 MNpu nporpeccnpoBaHmmy npouecca ALl CHUXKaeTcA Kak 3a cyet
YrHeTeHNA cepaeyYyHOn AeATeNbHOCTH, Tak U BCNeACTBUE PE3KOro CHUXKEHWA TOHYCa Nepu-
bepuyeckux aptepuii n aptepmon (auactonmyeckoe ALl MoxeT cHM3UTbCA Ao 0), Hepeako
pa3BUBaEeTCA KapAnoreHHbin Wok [1, 3, 24].

Bonpocebl, Kacatowmeca MexaHN3MOB Pa3BUTUA MABHOMO NPU3HaKka 3TOro CMHApoMa —
rmnepTepmMumu, AeTasibHO He U3y4yeHbl, HO CBA3aHbl MPeXae BCero ¢ pUrnaHoCTbiO CKeneT-
HbIX MbILIL, U MHTEHCMBHBIM pacrnagom 6onbwnx konnuyects ATO npu Hesbicokom KM
3TOro NpoLecca, YTo COMPOBOXAAETCA PAaCCEUBAHNEM 3HAYUTENBHOWM YacTn SHEPrUmM B
Buae Tenna. O6LWas NHTEHCMBHOCTb METAaboIMYECKUX MPOLECCOB B OPraHM3Me MOXET
BO3pacTaTb B 20 pas, YTo CBUAETENbCTBYET O BECbMa UHTEHCUBHOM TeM000pa3oBaHUN.
Cnoco6cTBYeT KOHCepBaLMK TeMa B OpraH13Me TakxKe Cra3m KOXHbIX COCYAOB (LeHTpa-
N13auma KPOBOTOKa B pe3ynbTaTe yBenuuyeHus noTpebHOCTM opraHri3ma B KUCIOPose,
npexae BCero CKeneTHbIX MbilWl U MMOKapAa), KOTOpbI BNOCNeACTBAM NPU Nporpec-
cupoBaHum 3 1 pasBUTUN TsKeNbIX MeTabonmnuecknx 1 GyHKUMOHAMbHBIX HApyLIeHWN
MOXeT CMEHUTbCA Ba3doaunartaumen [24].
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CKOpOCTb HapacTaHWA TeMrnepaTypbl Tefla MOXeT BbiTb Kak CpaBHUTENIbHO Hebosb-
won (npubnunsntenbHo 1 °C B Yac), Tak U MOTHMEHOCHOW — 1 °C 3a 5 MUH. 1 HbicTpee. Mak-
CMManbHasa BefYMHa NOAbeMa TeMnepaTypbl Tena y YenoBeka 3apermcTpupoBaHa Ha oT-
meTKe 44,4 °C (y cBMHel 3TOT noKa3saTtenb gocturan 48,2 °C). CnegyeT OTMETUTb, UTO NOBbI-
LIeHVe TemnepaTypbl Tefa MOXeT OTCYTCTBOBaTb Npu abopTeHOM TeueHum 31 [1, 24, 27].

Aputmun npu 3l (cMHycoBasA U »enyfoukoBas TaxuMKaphuu, 3KCTpacuctonus) oby-
CNOBJEHDI, KaK NPABUIIO, CUMMATUYECKON CTUMYNIALMEN 1 NOBbILeHNEM HanpsxeHus CO,
B KpoBW. Pa3snTue runepkanmemuun npossnsaetca Ha Kl ymeHblUeHMeM BoOMbTaxa 3y6-
ua P BNnoTb Ao ero ucyesHoBeHus, yarHeHnem nHtepsana PQ, pacwmpeHmem Komnek-
ca QRS c yBennueHnem BonbTaxa 3ybua R, BbICOKMM U 3a0CTPEHHbIM (MMKOOOPasHbIM)
3ybuom T. Mpy nporpeccnpoBaHUn runepKanMeMmm MoXeT pa3BuTbcA bpagnkapama c
nocnepytoLler ocTaHoBKoW cepaua B a3y gnactonsl [1, 3, 24].

PaHo nosBnAeTca TaxMMnHO3 1 LMaHO3, HE Ucye3atolme aake nocse BAbIXaHUsa YNCTo-
ro Kucnopoga. KoxHble NoKpoBbl 06bIYHO rMnepeMnpoBaHbl, FOpAYNE Ha OLLYTMb, MOTOOT-
[eneHune yalle BCEro yCUeHo, XOTA MOXKeT OTMeYaTbCA CYXOCTb 1 61eIHOCTb KOXM, OCO-
6eHHo B Hauane pa3sutusA 3I. Pa3BrBaeTca gerngpatauns B pesynbrate U30bITOYHOrO Mo-
ToOTAeNneHna 1 TaxnnHo3. CHmxaetca auypes. Moua nprnobpetaeT TEMHO-KPACHbINA Unn
TEMHO-KOPUYHEBbIV LBET, YTO CBA3AHO C MaCCBHOW MUOrNOOVHYypuel B pesynbraTe no-
BpEeXAEeHNA BOSIOKOH CKeJETHbIX MbILULL 1 BbIXOAA MUOTNOOKHA 13 HUX B KPOBb C NOCNeAy-
loLlen punbTpaumen Yepes KanunniAapbl KNyOoUKoB Noyek. BoipaxkeHHasa MrornobuHypums
MOXeT MPUBECTU K Pa3BUTUIO OCTPOW NnoyeyHomn HegoctatouyHocTn (OMNH) B pesynbrate
6110KMPOBaHMA KaHanbLieB MoYeK NpeLnuTMpoBaHHbIM M1ornobrHom. B 10% cnyuaes
OTMeYaloTCA TAXKEeNble NopaXXeHUA neyeHn. HapylieHna MO3roBon AeATeNbHOCTU Bblpa-
»aloTCA B roNoBHOM 60111, FONIOBOKPYXKEHNN, 3pUTENbHBIX HapyLIeHUAX, amHe3unn. iHorga
nosenAetca sndopus. TaxKeNbiM 0CnoXKHeHVeM 3 ABNAETCA pa3BUTME CUHAPOMA AnCCe-
MWUHNPOBAHHOIO BHYTPUCOCYANCTOro CBepTbiBaHMA KpoBu (JBC-cnHapom) [16, 24, 37].

B nanbHeliwem, ecnu otcyTcTBYeT 3ddEKT OT TepaneBTUYECKMX MEPONPUATHIA, TPONC-
XOAUT 3HauMTeNlbHOE yrHeTeHne NPoLLeCCoB KU3HeAeATeNbHOCTN C NeTaslbHbIM NCXOAO0M.
OCHOBHOW NPUYMHOWN CMePTU ABAAITCA OCTaHOBKa CcepAua B cucTose, 0bycnoBneHHas,
04YeBUAHO, N36bITOYHBIM HakoneHnem Ca?t B capkonasme KapanoMmnoumToB, mbo acu-
CTONUA B pe3ynbTaTe TAXeN0oN cepAeUYHON HE[OCTaTOYHOCTW, MEXaHN3M Pa3BUTUA KOTO-
PO MOXeT BbITb CBA3aH CO 3HaUWTENIbHON rMnepKanvemuen, BeyLlen K CTONKo geno-
nApr3auumn MMOKapanoLMTOB 1 OCTaHOBKe cepaua. CMepTy 0OblYHO NpefLwecTByeT npe-
N KOMaTO3HOe COCToAHMe. MIHoraa cMepTb HacTynaeT B pe3ynbTaTe yrHeTeHnA AblxaTeNb-
HOro LIeHTpa, UTO OOYC/IOBNEHO OTEKOM-HabyXaHMeM roNoBHOMO Mo3ra C BK/IMHEHUEM
MUWHAANNH MO3KeuKa B 60/blUOe 3aTbl/IOYHOE OTBEPCTME U CAABNEHMEM NPOLONATOBATONO
mo3ra. Mpu HebnaronpuATHOM TeueHUN 3 MOXKET Pa3BUTLCA OTeK NEerknx ¢ feTanbHbIM
NCXOA0M KaK CneAcTBure AekomneHcaummn GyHKUMM MoKapaa Y NOBbILEeHNA COCYyAMNCTON
npoHnuaemoctu [1, 2, 24].

Mpu natonoroaHaTOMUYeCKOM UCCneaoBaHUM Hamnbonee rpybble M3MEHEHWA Bbl-
ABMAIOTCA CO CTOPOHbI MOMNEPEYHOMNOI0CAaTON MbIWEYHOWN TKaHWU. B ckeneTHbIX mbiwLax
O6HapYXMNBaIOTCA MHOMXECTBEHHbIE HEKPO3bl, 3HAUNTENIbHOEe YTOJLIEeHNE, Pa3BONIOKHe-
Hue 1 dparmMeHTaLnaA MblLLeYHbIX BOJIOKOH, MMetoLnxX 6a30bunbHY0 roMoreHHyto capko-
nnasmy 6e3 agep. B Mmokapae oTmeyaloTcs 3HaunTeNbHble AUCTpodUuUeckre n3meHeHNnA
C Pa3BOJIOKHEHNEM U pparMeHTaLmen KapanoMUOLUTOB, BblpaXeHHas 3€PHUCTOCTb B
capkonna3sme, peskoe yBennyeHne pa3smepoB 1 rmnepxpommusa Aaep, a TakKe ovarosble

336 "Surgery Eastern Europe", 2025, volume 14, No. 2



AHecTe3unonorva n peaHnmatonorna

Anesthesiology and Resuscitation /l

HeKpo3bl. Hepeako oTMevaeTcA HeobbluHasa ApAGNOCTb M1MOKapaa, «Non3yLero» nofg py-
KaMy, a MHorga KOHTpaKTypa Mbiwubl cepaua. BoipakeHHble M3MeHeHnA pa3BMBaloTCA
W B HagMoYeyHUKax, rae HaxodAT 3HauMTesSlbHOE UCTOHUYEHME KOPKOBOIO CNoA 1 o4arn
KpYMNHOKanesibHOM XNpPoBo ANCTPOodMM B KNeTKax NMyuyKOBOW 30Hbl (MECTO BbIpaboTKK
rMIOKOKOPTUKONAOB). K NpoaBneHnAM 3110KaueCcTBEHHOIO rMNepTepMUYEeCcKoro CMHAPO-
Ma OTHOCATCA TakKe OTeK-HabyxaHue rofIoBHOIo MO3ra, LLOKOBbIE MOYKY 1 3HaUUTENbHblE
HapyLWeHNa MUKPOLMPKYNALMW B Pa3fIMUHbIX OpraHax u TKaHax [21, 37].

BnaronpuatHbii ncxod npw 3l 3aBUCUT OT paHHeN JMarHoCTUKN reHeTuYeckn obyc-
NOBNEHHbIX HapYLLIEeHN MEMOPaH MbILLEYHbIX BOSIOKOH, ObICTPOI OCTaHOBKM onepaLuun 1
aHecTe3nu Npu NepBsbIxX Npu3Hakax pa3sutua 3l n ageksaTHom Tepanuun. Cpean MeToaoB
npefHapKo3HOM ANArHOCTUKM NpeapacnonoxeHHOCTU K 3 rnaBHbIM ABAAETCA TLaTeNb-
HOe u3yyeHne ceMelrHOro aHamHe3a ¢ obpalleHriemM BHUMaHMA Ha cnepytolme dbakTbl
[1-4]:

B C/lyyam CMepTy OT HapKo3a Y POACTBEHHWKOB;
B nosBNeHVe MbllWeyHblXx 6onen nocne ynotpebneHusa kode n KodenHcodepaLymx

NpoAyKTOB (4al, Kakao, KOKa-Kona, SHepreTnyeckme HanuTKu, LWOKoNaga);

B BO3HMKHOBEHMWE r’mnepTepMmm, NOTEMHEHKE MOYU Y PUTMAHOCTb MblLLL, MOC/E NHTEH-

CMBHOW MbILLEYHOWN Harpy3Ku;

B CMOHTaHHOE NOoABNEHWE CYAOPOT, MbllLEYHON CNabocT u Kocornasus.

MNpw BbIABAEHUN BO3MOXHOCTU pa3BuTua 3l pekomeHayeTca onpeaeneHne CbiBOPO-
TouHoM KK, aKTBHOCTb KOTOPOW MOBbILWEHA Y TaKNX L, @ TakXe UX POACTBEHHMKOB U
pe3ko Bo3pacTtaeT npwu pa3sutun 3I. NpepnoxeHa npoba ¢ ranotaHoM n KoderHom (ra-
NoTaH-KOGEVHOBBIN KOHTPAKTUbHbIA TeCT) Ha 6MOMNCMPOBAHHbIX MONOCKAX CKENEeTHbIX
MblLL, (KOPeuH v ranoTaH pa3genbHO Bbi3bIBAOT KOHTPaKTYpY, @ KOpeuH ycmnmaaeT ra-
NOTaHOBYIO KOHTPAKTYPY; 3TOT MeToA npooanTca B 40 nabopaTtopusax mupa, npuyem 15
13 Hux pacnonoxeHbl B CLLUA n okono 20 B eBponencknx ctpaHax; B benapycn n Poccnn
ero He npoBogAT) [1, 11, 18]. MNpu BbIABNEHUN paKTOPOB PUCKa PA3BUTUA STOFO CUHAPOMA
HY>KHO UCKIIOYUTb NPMMEHeHNe NpakTUYeCcKn BCeX BUAOB UHIaNALMOHHOIo HapKo3a (go-
nycKaeTcA NpYMeHeHre 3aKMNCK a30Ta), AeNONAPU3YIOLNX U CTEPONAHbIX HEAENONAPU3Y-
owmnx MmopenakcaHToB. CumTtaeTca, 4to AnAa NauMeHToB C NPeapPacnosioXeHHOCTbio K 31
Heo6xo0AMMO MCMONb30BaTb aHeCTe3noNorMyeckoe Nocobue, BKYatlLLee B TOM Yncie
6apbuTypaThl, 6eH304Ma3eNnHbI, ONMaThbl, 3aKUCb a30Ta, MeCTHble aHeCTETUKN, HecTepo-
naHble aHTUAeNoNApU3yoLLMe MUopenaKkcaHThl (NpemeauKauua B 3TUX ciyyanax obblYHO
NpoBOAMTCA C NCNosib3oBaHMeM 6apbutypaTtoB u 6eH3oamnasennHoB). B Tom cnyyae, ecnu
3l pa3Bumnacb BO Bpemsa ornepaTMBHOIo BMeLLIATeNIbCTBA, HO HEOOXOAUMO MPOAOIIKEHME
onepauuun, HemeaJsIeHHO npekKkpaLlaeTca BBeAeHe BCeX TPUrrepHbIX NpenapaTos 1 fanb-
e UCMosb3yITCA, B YacTHOCTH, 6apbuTypatbl n N,O B coueTaHnu C HeponenTaHanbre-
3nen [1, 18, 24].

YunTbiBas AaHHble o natoreHese 3[, oyeBMAHbIM ABAAETCA NPUMEHEHWe CPeacTs,
CTabunuanpyLmx KneTouHble membpaHbl 1 HapyLlualLwmx TpaHcnopT ceobogHoro Ca**
yepes KaHasbl CapKoneMMbl U BHYTPUKNETOUYHble MembpaHbl CIMP 1 mutoxoHapwuii B cap-
Konnasmy. /13 cpeficTB 3TOM rpynnbl Hanbonee 3GpPeKTNBHBIM OKa3anca faHTposeH (npo-
N3BOJHOE rmaaHTonHa, nnodpunmnsaT na NPUroToBEHWA PacTBOPa ANA BHYTPMBEHHOIO
BBeAieHWA), BHeAPEHVEe KOTOPOro B KIMHMYECKYIO NPaKTUKY B 1979 r. N0O3BOIMNO CHU3UTb
netanbHocTb OT 3l ¢ 70-80% po 5-15% (B Poccmn gaHTponeH 3aperncTprMpoBaH Kak fe-
KapCcTBeHHOe cpeacTBO B MapTe 2022 roaa, B benapycm — noka HeT) [1, 17, 18, 39]. Mpruem
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HUKaKne MMopenakcaHTbl, KoOMe AaHTPONEHA, He KYMUPYIOT KOHTPaKTYpY, Bbi3BaHHY!1o 3I.
[JaHTponeH aBnAeTcA cenekTMBHbIM 6nokaTtopom peuentopos RyR1, MropenakcaHTom ¢
HeKypapenogobHbIM MexaHN3MOM AeNcTBUA. I3BeCTHO, UTO JaHTPONEH CBA3bIBAETCA C
ATO vnn AL® B gomeHe RY12 peuentopa RYR1, Bbi3biBas KOHPOPMaALIMOHHOE M3MeHe-
Hue B HEM 1 nepeBoj KanbumeBoro kaHana ClP B 3akpblToe COCTOAHME, UTO B YCIIOBUAX
COXPaHHOCTM MexaHN3MOB 0b6paTHOro 3axeata MOHOB Kanbuma CIMP 1 MuToXoHZPUAMM,
a TaKkxe 3GdEKTUBHOIO OTKauMBaHKA UX Yepes capKoneMmy 3a npefenbl KNeTK CHKaeT
KoHUeHTpauuio Ca** B capkonna3sme. B pesynbrate KynupyeTca runepmetabonnsm mbi-
LIEeYHOW KNETKN N CHUMAEeTCA KOHTpakTypa [17, 29, 39].

HauanbHanA fo3a faHTponeHa cocTtaBnsAeT 2-2,5 Mr Ha 1 Kr maccobl Tena. Mocne 6bicTpo-
ro BHYTPUBEHHOTO BBeEHNA HaTPMEBOW Conu AaHTposieHa 3bdeKT 06bluHO HacTynaeTt
yepes 6-20 MuH. Mpu oTcyTcTBUM 3dbdeKTa fo3y cnepyeT NOCTENEHHO YBENMYMBaTbL 4O
MaKcuManbHol — 10 Mr Ha 1 Kr maccbl Tena B TedeHme 1,5 u. CuntaeTca, uto anda spdektuns-
HOrO fleYeHUs NaALMEHTOB Macco 70 KI ¢ MOSTHMEHOCHOW ¢popmoit 3T HeoHXo0aUMO MMETb
[0 36 dnakoHOB AaHTponeHa (1 ¢nakoH cogepkmT 20 Mr HaTPMEBOW CONUN JAHTPONIEHa B
dopme nopolLKa Uy NOPUCTON MacChl XeNTO-OpaHXXeBOro LBeTa). B cnyuae otcyTcTBuUA
KnunHnyeckoro spdekTa nocne Takomn [03bl HEOOXOAMMO NepecMoTpeTb AnarHo3 [1-3].
MNpwn 3TOM cnegyeT OTMETUTb, UTO AAHTPONEH ABNAETCA BeCbMa JOPOroCToALMM NeKap-
CTBEHHbIM cpefcTBOM. MrHMManbHaa ueHa 1 ¢nakoHa (20 mr) npenapata cocTtaBnsAer
okono 10 000 poccuiicknx pybneir B antekax r. Mocksbl. Ecnn nocuutatb obuyto ctou-
MOCTb 36 ¢nakoHOB JaHTPOMEHa, TO B JONTAPOBOM 3KBUBANEHTE Ha cepefuHy anpens
2025 roga oHa cocTaBuT CBblwe 4 Tbicay gonnapos CLUA. Cpok rogHoCTV Npenaparta orpa-
HWYEH 2 roaamm.

B HacToAWee Bpema pa3paboTaHbl aHanorv AaHTposieHa, CenekTUBHO GoKupyowmne
RYR1-kaHanbl n adpdekTnBHO nogasnstolme yteuky Ca?* yuepes Hux (mpenapatbl NPJ5008
n Cpd1), KOTopble B TOM YKCie NO3BONAIT COKPATUTb BPEMA Ha NOATOTOBKY NX K UCMOSb-
30BaHUIO M BBEEHUIO B OPraHun3Mm, a 3TO, B CBOIO ouepefib, MOMOXeET bbicTpee KynnpoBaTtb
npossneHna 3I, CHU3NTb YaCcTOTY OC/TIOXKHEHWN U, CNefoBaTENbHO, YMEHbLWNTb PUCK fle-
TaflbHOro nucxoga [25, 39, 40]. Ucnonb3oBaHue Knaccnyecknx bnokatopos Ca%*-kaHanoB
(Bepanamwun, n3onTuH, HUbeaUNUH, KopaadeH 1 Ap.) He BbIABMIIO UX NpenMyLLecTB. Xo-
pownin 3dPeKT No KynupoBaHuto NposasneHnin 31 nokasan nponodon (KOPoTKoAeNCTBY-
lolLlee CHOTBOPHOE CPefCcTBO ANA BHYTPUBEHHOTO BBEAEHNWA, UCMOsb3yloLleeca ANna 1H-
AYKUMW NN nogaepaHna HapKo3a), B MexaHn3max JeNCTBUA KOTOPOro TaK»Ke BblfiB/IeHa
cnocobHocTb yrHeTaTb TpaHcnopT Ca*t uepes RYR1-kaHanbl [41]. DdbekTuBHBIM cunTaeT-
CA NCNONb30BaHUe AnA 3TWX Lenen HOBOKaWHa, yunTbiBasA ero ctabunmsupyollee Bava-
HMe Ha KneTouHble membpaHbl 1 6nokagy Nat-, Ca**-kaHanoB. Kpome Toro, BaXXHO U ero
NpoTMBOapUTMMUeCcKoe aercTeme. B To e Bpema Hy»KHO NOMHUTb, YTo cnyyau 3 onuca-
Hbl U NPW NCMOMNb30BaHNM HOBOKaMHa A9 MeCTHOW aHecTe3nun. B KauecTBe aHTaroHucTa
noHos Ca?* pekomMeHyeTcA BHYTPUMbILLeYHOe BBefleHNe cynbdaTa MarHus. Kak ctabunu-
3aTopbl KNETOUHbIX MembpaH xopolumnin 3bdeKT okasbiBalT NpenapaTtbl FIOKOKOPTUKO-
NIHbIX TOPMOHOB. Llenecoo6pa3HocTb X BBeeHNA onpefenaeTca u Tem, Yto cuHapom 310
XapaKTepn3yeTca BblpaXKeHHbIM UCTOLLEHMNEM MYYKOBOW 30HbI KOPbl HAAMOYEYHUKOB, rae
CUHTE3UPYIOTCA FNoKoKopTrKomabl. C Lenblo HermpoBereTaTMBHON 610Kafbl ANA YMeHb-
LeHWA TennonpoayKuumn 1 yBennyeHna TennooTaaum NCNonb3yoTca HEMPONenTMKK, raH-
rnno6nokaTopbl, d-agpeHobnoKaTopbl. Xopowunii 3¢ eKT fatoT 06bIYHbIE XaPONOHUKato-
Lme CpencTBa, Nnuponntnyeckne cmecn [1-4, 10, 18, 24].
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Hapsgy ¢ MeiMkaMeHTO3HbIMW CpeACcTBaMM KOPPEKLUN rMnepTepMmMYecKort peakLmm
cylecTBeHHas ponb B Tepanuu 3l nprHagnexxut Grusnyeckum MeTogam oxiaxaeHusa op-
raHn3ma. Cpegn Hux [24, 42]:

" npuKnagbiBaHve Ny3bipei co NbAOM UK XOTIOAHOW BOLON K 061acT MarncTpanbHbIX
cocynoB (6okoBble MOBEPXHOCTU LLeu, MOAMbILLIEYHbIE U NMaXoBble 061acTh), a Takxe K
ronose 1 Ha 06/1aCTb NeyeHwy;
06ayBaHVe NpoxnagHbIM BO34yXOM C MOMOLLbIO BEHTUNATOPA;
06epTblBaHMe NayneHTa Ha 15-20 MMH. NPOCTbIHAMYK, CMOYEHHBIMY BOAOW TeMnepa-
Typoun 15-18 °G;

B pacTMpaHue KOXW pa3BefeHHbIM CMUPTOM ANA pacliMpeHnsa COCyfoB U YCUNeHWA
TennooTaauy;

B HeopHokpaTHoe (Mo 10-15 MUH.) MOrpy»eHre NaureHTa B BaHHY C MOCTEMEHHO CHU-
Xatolernca Temnepatypon Bogbl (o1 37,5 go 30 °C);

®  npoMbIBaHUE XenyaKa 1 TOSICTON KMLWKW X010AHbIM (8—10 °C) M30TOHNYECKUM pacTBO-
pom NaCl;

NPOMbIBaH1E MOYEBOTO My3blPA XONO4HbIM PacTBOPOM pypaLnnnHa;

BHYTPMBEHHOE BBefeHVe oxnaxaeHHbIX A0 4 °C KOHLEeHTPUPOBaHHbIX PacTBOPOB

rMIOKO3bl C MHCYJIMHOM M CONEBbIX PacTBOPOB, Hanpumep, 0,9% pacteopa NaCl;

®  npoMbIBaHWE OGPIOLLIHO NONOCTU XONOAHBIMU PACTBOPAMU 3NEKTPOSUTOB.
OxnaxfeHvie opraHusma cnegyeT NpeKkpaTuTb, Korga temnepaTypa Tena yMeHbLUUTCA

no 38 °C.

[na 60pbObI C rNOKCKen, rmnepKanHUen, AblXxaTeNbHbIM 1 METabONNYECKUM aungo-
30M MPOBOAMTCA BEHTUNALMA NIEFKUX YNCTbIM KUCIOPOAOM, BHYTPUBEHHOE BBEAEHME
pacTBOpPOB HaTpuA rugpokapboHaTa, TpncammHa. Ana npegynpexgernsa OMNH uyeneco-
06pa3HO BBeAeHMe MaHHUTa unu dypocemnga C oxnax<aeHHbIMM PacTBOPaMU 3N1eKTPO-
nuTOoB. Mcnonb3oBaHne B KOMMIEKCHOWN Tepanuu 3TOro CUHAPOMA FIOKO30-UHCYNNHO-
BbIX CMecel, npenapaToB FMIOKOKOPTMKOUAHbIX FTOPMOHOB 1 dypocemmnpa nossonsaet
3¢ ¢deKTUBHO 6OPOTLCA C rMNepKanneMmnen, Tak Kak nepedumncrieHHble CpeacTBa BbIBOAAT
K* 13 opraHu3ma (rnioKokopTrkouapl, Gypocemua) unm yBenmumBatoT NOCTYMeHne 3To-
ro KaTMoHa BHYTPb K/eToK (MHCYNMH). Kpome TOro, aHTurnnepkanmeMmyeckoe aericTene
OKa3blBalOT U MepOoNpuUATUA, HaMnpaBJieHHble Ha YCTpaHeHre aunao3a. Ana npobunakru-
K1 Tpomb030B M Koarynonatum notpebneHus (B ciydae passutusa ABC-cuHgpoma) He-
obxognmo mncrnonb3osatb renapuH [1-4, 24]. PekomeHgyemMoe HeKOTOPbIMM aBTOpamMu
BBEAEHME CEPAEYHbIX MMMKO3NAO0B MPY PasBUTUN OCTPOM CEPAEUYHON HEAOCTAaTOYHOCTH
TpebyeT oTaenbHOro obcyXaeHna 1 NPOBEPKM B CBA3M C OCOBEHHOCTAMU CTPYKTYPHO-
MeTabonnuyecknx HapyLweHUn B MMoKapae, B YacTHOCT obmeHa Ca*t B cnyyasx 3[, cBa-
3aHHbIX C FEHEeTUYECKOWN NaToNormer NomnepeyHoONnoNoCaTon MbllEYHOM TKaHW. Takoro
e OTHOLUEeHUA 3acNyXMBaloT MOMbITKU UCMOMb30BaTb B 3TUX Clyyasax BHyTpucepneu-
HOe BBeAEHME NPenapaToB KanbLKMA, a TakKe agpeHanHa ana BOCCTaHOBMIEHUA paboThbl
cepaua, yunTbiBas, UTO OCTaHOBKa cepLa MOXKeT NPOUCXOAUTb B CUCTONE B pe3yfbTaTe
n36bIToyHOro HakonneHna Ca?* B capkonnasme.

B 3AKJ/TIOYEHWE

npep,CTaBJ'IeHHble AaHHble NTeEPaTypPbl CBUAETENbCTBYIOT, YTO 3l aBnAeTcA BaXKHOM
n BeCbMa VIHTepeCHOVI B d))/H,D,aMEHTaJ'IbHOM N NpuKnagHoOM acnekTtax TepMOd)I/BI/IOﬂO-
rMYecKon N MeanLNHCKOWN, npexpe Bcero AHeCTe3noNornyecKkon, npo6neM017|, T. K. 3TOT
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CMHOPOM NpeacTaBnAeT coboi Cepbe3HYI0 ONaCcHOCTb AJ1IA XN3HU NaUNeHTOB, HECMOTPA
Ha ero pegkocTb. N3-3a peankocTn 3l aHecTe3monorn He Bcerga o6nana10T AOCTAaTOYHbIM
OnbITOM B €€ BblABNEHUN N NEYEHNN, YUTO MOXKET NPUBOANTD K Hel'lpaBI/IJ'IbHOI7I AnarHoCTn-
Ke, HeajeKBaTHOMY JieHeHUIO NaLUNeHTOB N BbICOKOW NeTalbHOCTH. I'IoaTomy JanbHenwee
er'Iy6J'IEHHOG n3yyeHne natoreHesa 3Toro COCToAHUA (nnn rpynnbl TakKnx COCTOAIHWN) B
KIIMHUKE N SKCNEPUMEHTE, a TaKXe Ha NPUPOAHbIX MOAENAX — XMUBOTHbIX, TEHETUYECKN
npeppacnonoXeHHbIX K pa3BUTUO 3l, no3Bonut pacwnpnTb NEPCNEKTUBDI ynpaBneHnA
npoueccamm perynaunm tTensioBoro 6anaHca opraHmn3ma n Koppekuymnmn HapyLuean7| MKN3-
HeaeATeNIbHOCTU B 3TUX YCJITOBUAX d)a PMaKoTepaneBTUYECKUMNM CpeacTBaMi.

Kpome TOro, cnegyet paCcCMOTPETb BOMPOChI O perncTpaynmn B Hawen CTpaHe OaHTpO-
NeHa KakK eAUHCTBEHHOTO 3¢¢EKTI/IBHOI'O B HacToALWee BpemMA cpeacTea AnAa KynmpoBaHnA
CMHOpPOMa 3/10KayeCTBEHHOMN rmnepTepmnin, a Takxke o cosgaHnin BO306HOBIAEMOrO €ro
3anaca B oTAeNneHnnm aHecTesnonornn N peaHnmaynn ogHoro n3 KpynHbix CtaulnoHapoB
r. MMHCKa C BO3MOXKHOCTbIO 3KCTPEHHOI7I AOCTaBKM npenapata B noboe neyebHoe yypex-
neHne 5enapycv| B CJlydYae BO3HUKHOBEHUA TaM 3TOro onacHoro anAa »XM3Hm CoCToAHUA
opraHm3ama.
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