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Ledununus

3nmokadectBeHHas1 runeprepmus (31 snonum: cmHIpOM
Hxapa) — HacirencTBeHHOE 3a00JIeBaHIE YeI0BeKa C HETION-
HOI ITEHEeTPAHTHOCTHIO (CTEITEHBIO ITPOSIBIICHIYSI TeHA B TIPH-
3HaKe) ¥ BaprabOeIbHOI 3KCIIPECCUBHOCTBIO (CTEIIEHBIO TSI-
JKECTH HACJISICTBEHHOM TTATOJIOTMH Y OOJIHBIX C OMMHAKOBBIM
TEHOTHUIIOM). DTO (papMaKOTeHETUUECKOE THUIICPMETa00 -
YECKOE COCTOSTHUE CKEJIETHOM MYCKYJIATyPHI Y IIPEIPaCIIofo-
JKEHHBIX (IyBCTBUTEIBLHBIX) MAIIICHTOB B OTBET Ha OOIIIYIO
anecte3nio (OA) ¢ HCITONb30BaHEM WHTAISIIIMOHHBIX aHe-
CTETMKOB M MHOPEIAKCAHTOB (CyKIMHWIXonnHa) [1]. Hioke
MIPUBEICHBI KPUTEPUH TAATHOCTUKY (KIIMHITIeCKast XapaKTe-
PHUCTHKA — MaHM(peCTaIVs) 3TTOKAYeCTBEHHOM THITePTCPMUN
(M.G. Larach et al., 1994; H. Rosenberg et al., 2002).

* PecrnimparopHpiii annno3 — nosbieHue CO, B KOHLIE
BbIIOXa > 55MM PT. cT., PaCO,> 60 MM pT. cT.

* Hapymenne cepmeyHOro putMa — HEOOBSICHUMAST
CHHYCOBasI TaXUKapaus, XeITydIOouyKoBasl TaxuKapous, Qu-
OPWILISILINS SKEITyTOIKOB.

* Merabonmueckuii arumo3 — AeUIMT OCHOBAHUI
> 8 mmonb/m, pH < 7,25.

* MpleyHasi pUTUIHOCTh — TeHEPAIM30BaHHAS PH-
TUITHOCTD, BRIpaKEHHAST pUTUIHOCTD JKeBaTEIbHBIX MBIIIIII.

+ PabmomMmon3 — MoBBIIIEHNE KOHIIEHTPAIIUK Kpea-
TUHGOCHOKMHA3HI B CBIBOPOTKE KpoBH > 20000 En/im, Mmoua

IIBeTa KOKAa-KOJIBI, MHOIJIOOMH B MOYE WJIM CHIBOPOTKE,
TIOBBIIIIEHWE YPOBHS HMOHOB KalMs B IUIa3Me KPOBU
> 6 MMOJIb/ 1.

* BrIcTpoe TToBEIIIeHNE TeMriepaTyphl Tena > 38,8 °C.

* [Ipyrue — CHIDKeHHUE BHIPAXKEHHOCTY CUMITTOMATUKH
3I mocyie BBeeHNUST JaHTPOJICHA, TIOBBIIICHNE YPOBHS Kpe-
aTnH(OCGHOKIHA3EI B CBIBOPOTKE KPOBHM B PAaHHUIA TTOCTIE-
OIePAITMOHHBIN TIEPHUOI.

» CeMelHBIII aHaMHe3 — ayTOCOMHO-TOMWHAHTHBIN
THUII HACJICAOBAHMSI.

TepmuH «papMaKOreHeTUIECKHI CHHAPOM» TI0 OTHO-
meHno K 37 ucTiomb3yeTcst B CHITy HATMYIUS TeHETUIeCKI
00yCIIOBICHHOM (KaK IIpaBUJIO, HACIEMYeMOI TI0 ayTOCOM-
HO-IOMWHAHTHOMY THITY) TIOBBIIIICHHOM TyBCTBUTEILHOCTH
MBIIIICYHONM TKAHU MAIlMEHTOB K ICHCTBUIO psida CPEICTB
st OA, T.e. s pa3sutis 31" HeoOxonrMMo KaK MUHVAMYM 2
(bakTOpa: HAPYIIEHHBII META0OTMUESCKIIA CTATYC CKEJICTHRIX
MBIIIIII BCJICICTBYE HACJICIOBAHMSI aHOMAJILHOTO (MYyTaHT-
HOTO) reHa (T€HOB) M BIMSHHUE TPUITEPHBIX areHTOB OA
(v «TpUrTepOB») [2—5].

Kpamgas ucmopus

IMepsoie cryyan 31" 6bun ormcansl B 1960 . aBcTpasmii-
ckumu TeparteBTamu M.A. Denborough 1 R.R. Lovell B miuch-
Me pemakTopy XypHaia «Lancet» Kak ciydail MHTpaoIiepa-
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IIMOHHOW THWIIEpTepMUU Yy 21-JIeTHero CTyIeHTa,
OIEPHPOBAHHOTO IO ITOBOMY ITepeioMa OOJIbIIeOepPIIOBOMA
KOCTH B KJIIMHIKe MenmbsOypHa (ABcTpammst). Mosiomoit 9eino-
BeK OBLT BCTPEBOXKEH 1 He TaBaJI COIIACKEe Ha MCIIOIb30Ba-
Hue OA. On yrBepxnain, yto 10 u3 24 ero poaCcTBEHHUKOB
Imoru6m Bo BpeMsl win mnocie nposeneHnss OA Ha doHe
Pa3BUTHS TSTKEJION JIMXOPAIKI. AHECTe3HOJIOT TI00eCeI0BaT
¢ OOJIBHBIM U1 €TI0 MaTephlo, ITOCIe YeT0 peKOMEHIOBA UM
He BOJTHOBAaThCsI, [TOTOMY UTO TUIAHMPOBAIOCH TIPUMEHEHIE
HOBOT'O MHTAJISILIMOHHOTO aHECTETUKA, KOTOPHII 110 XUMM-
YECKOMY COCTaBYy OTJIIMYAJICS OT OUATIIIOBOTO 3upa, MC-
TTOJTB30BABIIIETOCST paHee Mpy IpoBeaeHN OA MOrHOIM
POINCTBEHHMKAM TManuieHTa. OIMHAKO WHTpAONepalioHHO,
yepe3 10 MUH TTOCIIe Havajla rajIoTaHOBOM aHECTE3UH, TEM-
TepaTypa Tejia alreHTa pe3KO YBEIMYMIACH IO TeKTUIECKIX
uudp (go 106 ° F), pasBuinch KeayaodkoBasi TaXUKapaust
1 apTepyaIbHas THIIOTOHMSA. Ha Tesre 00JIbHOTO TTOSIBIITNCH
OsienHbIE M CUHIOLIHBIE TsATHA. Ero koxa Obu1a ropstyeit
1 BJIaXKHOM (ITOTHO#). AHECTEe3MOJIOT OCTAHOBUJI TaJIOTaHO-
BYIO aHECTE3MIO, OOJIOXKII MAeHTa TTaKeTaMU CO JIBIOM,
HO y TIAlIMEeHTa Pa3BIJIOCh KOMAaTO3HOE COCTOSTHHE C TJIy00-
KUM YTHETEHUEM YPOBHS CO3HAHNS. AHECTE3HOJIOT YCITEIITHO
PEaHMMIPOBAJI 3TOTO MOJIOIOTO YeJIOBEKa, KOTOPBINA CTall
TIePBBIM WICHOM CBOETO MHOTOUMCICHHOTO CEMEICTBa, Tie-
pexuBmmM 3. Tlo3Ke 3TOT IMAaLMEHT BHOBbL OOpaTWIICS
KJIMHUKY C IPYroi IMpo0IeMoit, TpeOyIoLLei Xupypruiecko-
TO BMeIIaTeIbCTBA Ha HIDKHMX KOHeYHOCTsIX. Ha ceif pa3
aHEeCTe3MOJIOT MCTIOIh30BaJl CIIMHAIBHYIO aHECTE3MI0, KOTO-
past He TIPUIMHWIIA HMKAKoro Bpema. Ormepalys MpoIlia
VCIICIITHO.

3auHTPUTOBAaHHEIEC KOJIJIETH — aBCTPATMIICKIE TeparieB-
Tel M.A. Denborough 1 R.R. Lovell — nmpoBey KIMHUKO-
TeHeaJIOTUICCKUI aHaJIN3 POIOCIIOBHOIM MOJIONOTO YeJI0Be-
Ka 1 ITOKa3aJId, YTO 3TO aHECTE3NOJIOTMUECKOE OCTIOKHEHIE
HWMEJIO ayTOCOMHO-IOMWHAHTHbIN TUIT HACJIEAOBAHMSI, T. €.
00J1e3Hb, OOYCIIOBIICHHAS MyTaIliell OMHOTO TeHa, Tiepenaa-
BaJIach ITO BEPTUKAJIM C BBICOKUM T€HETHYSCKIM PHUCKOM —
50 % — Bcem pmetsm (puc. 1). JIByMs ronamMu 1mo3ke OHU
myommKyoT B «bpuTaHCKOM XypHajie aHEeCTe3MOJIOTHM»
OPMTMHAJIbHYIO CTAThIO, OIMMCHIBAIONIIYIO 3TOTO MalleHTa
1 WICHOB €0 CEMBH, Y KOTOPBIX OBLIN JIeTAJIbHBIC OCTIOXKHE-
HusT OA. ABTOPHI TIPUIIUIA K 3aKITIOYCHUIO: «... TIPUPOIA
3TO1 HACJIEICTBEHHOM aHOMaJIMM He U3BECTHA» [6, 7].

B TeueHme mocaeayonmx geT ObUIN OIMCAHbBI THICTIN
ciaydaeB 31 B pa3HBIX cTpaHaX M Ha pa3HBIX KOHTUHEHTAX,
CpeIr KOTOPBIX TTePBbIe OIMMCAHMS CeMEl ¢ TIpenpacIioo-
JKEHHOCTBIO K 3/I0KauecTBeHHOM runeptepmun (11317 6pum
n3 Asctpammu, Kanager 1 CeBepHoit EBpornl [8, 9]. Takum
obpa3zoM, B 1960 I. aHeCTe31OJIOTU BIIEPBbIE Y3HAIU O Ha-
CJIeICTBEHHO OOYCIOBJICHHOM ITaTOJIOTMUECKOM COCTOSTHUH
CKEJIETHOI MYCKYJIATyphI YeIoBeKa, M3BECTHOM B HACTOSI-
mee Bpems Kak 31" (curmpoM Mxkapa).

B T0 Xe BpeMsI MOSIBIIIOCH OTPOMHOE KOJIMIECTBO BO-
IPOCOB, Ha KOTophble B 60-¢ roga XX B. He ObUIO OTBETOB.
Kak rmpemckasars B IIpenoIepaiiioHHOM IIEPUOIE, IIOUeMY
M Y KOTO 13 MOJIOJIBIX COMAaTHIECKH 3IOPOBBIX ITAIIIEHTOB
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Puc. 1. leneanoeuueckoe depeso cemvu 21-1emueeo cmydenma, onepupo-
6AHHO20 NO N0B0OY nepenoma boavuuedepy06oi Kocmu 6 Kaunuke Meavoyp-
Ha (Ascmpanus) [7]. Moaodoii uenogex (npoband) o0603naueH KpacHviMm
keadpamom. Lleemubie Kkeadpamol u Kpyjucku 00603Hauaom ucxod oouiei
anecmesuu: YepHole — 4eN08eK ymep, 3eAeHblll — veaoeek eviycui. 1onyosie
KDYIUCKU U K8AOPAMbL, 4 MAKICE YACHb CEMbU, 3AKAOUEHHbIE 8 CEEM.A0 20~
ay6oe noae, — UHOUBUAYYMbL, KOMOPble HUK020a He N008ep2anich AUSHUIO
obweil anecmesuu. Cemb 41eHO8 POOOCA0BHOU 6 3-M noKoreHuu u 3 uieHa
6 4-M nokonenuu ymepau 6o epems 00ueil aHecmesuy om 310Ka4ecmeeHHo
eunepmepmuu. Y 26 u1enog pooocaoeHoll, nNomMumo npobanoa, He pasguaacs
3/10Ka4ecmeeHHas 2unepmepmus 60 epems o0ujeil aHecmesuu (3e1eHvle
Kpyoucku u keadpamet). Xapakmep HacaAed08anus npeopacnonoiceHHoCmu
K 310KA4ecmeeHHOI 2unepmepmulU 8 SMoli ceMbe PACUEHeH KAK aymoCOMHO-
O0OMUHAHMHBLI

WHTpaoIllepallnoHHO paszoBbeTcss 3I? Kakwme cpencrtsa
JUTSI aHECTEe3U1 MOTYT MpoBoipoBath pazsutue 31?7 Eciun
Bpay-aHECTE3MOJIOT mruarHocTupyeT 31" mocTaTouHO paHo,
Kak IToMoyub ImanueHTy? Kakue nekapcTBeHHBIE TTperapaThl
MOTYT CHM3UTH JieTadbHOCTh OT 3I'? Ilouemy oOBIYHAS
aHecTe3Usl BBI3BIBACT IJIMTEIIBHOE COKpaIlleHWe (pUTHI-
HOCTB) CKEJIETHOM MYCKYJIATyphl M TpyOble HapyIICHUS
MeTabonm3ma?

B KOoHEYHOM cUeTe MOMCK OTBETOB Ha ITOCTaBJIICHHBIC
Tepen aHeCTe3MOJI0TaMHi BOIIPOCHI 3allle)l B TYIMK W OBLT
Ha3BaH «KPU3MCOM B aHECTE3MOIOTHI». OTHAKO MCCIIEIO-
BaHUSA (PyHIAMEHTAIBHBIX MEIVIIMHCKNX HAayK (T€HETUKU,
OMOXMMUH, TTATO(U3NOJIOTN) TIOMOTJIA HATH BBIXOM, Ka-
3aJI0Ch OBI, M3 TYIMMKOBOM cHUTyalnu. Jlajgee MBI XOTUM
MPOIEMOHCTPHPOBATh, YTO HanboJjIee BaXKHbIC (DyHIaAMECH-
TaJbHbIC Y KIIMHUIECKUE YCIIeXd B o0macty mzydeHus 310
OBIT JOCTUTHYTEHI, IIOTOMY YTO aKaAeMUIeCKIe, KITMHIIE-
cKue W (hapMalleBTUIECKHE MCCIICIOBATEIbCKUE TPYITITHI
BO BCEM MHpE paboTaId BMECTE.

B 1967 1. B CIIIA crienyasncThl 0 OpraHN4eCKOi Xu-
vuu H.R. Snyder 1 Kojutern cMHTe3MpPOBaI HOBBIN Kjlacce
TperapaToB, BKIII0Yast JAHTPOJICH (pHC. 2), KOTOPhIE KyIIH-
POBAJIM MBIIIICYHYIO KOHTPAKTYPY (PUTHUIHOCTB) B 9KCITEPH-
MEHTE Ha MOJEJIN aHeCTe3MPOBAHHBIX Kolek [10].

B 1968 1. B FOxHoit Adpuike anectezuonoru G.G. Har-
rison 1 COABT. TIPX TTPOBEICHUH OITBITOB TIO TIepecaIKe me-
YeHHU CITy4aitHO OOHAPYKUIIU, UTO CBUHBS JIaHapeca (Land-
race pig) MOXET CIYXWUTh 3KCICPUMEHTAILHON MOIEITHIO
IUTSI M3ydeHUs naroreHesa 31, pa3paboTKy METOIOB U OLICH-
K 3 GEKTUBHOCTH PA3IMUYHBIX METOIOB TEPAlii 3TOTO
TTOTEHIMAIILHO (haTaIbHOTO OCJIOKHEHMSI OOIIIe aHeCTe3UI
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Puc. 2. Xumuueckas popmyaa danmpoaena: C, H, N,O;
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Puc. 3. «<Memaboauueckuii wumopm», 3anyckaemoiii anecmemurxamu npu 31

[11]. McTopust Obuia cliemyrolleii: aBTOphl B JIabopaTopuu
IIPOBOIVIJIN VICCICIOBAHMS IO TIepecaaKe IMeueHr, OTHAKO
IepBast ke SKCIIepMMEHTaIbHAsI CBUHbBS JIsHIpeca ymepia
IpeXe, 9eM e Iiepecaayiin Ie4eHb, B COCTOSTHUY WHTaJIsI-
LIMOHHOM aHecTe3Un TajioTaHoM. Clienyomme 5 3KCIepu-
MEHTaJIBHBIX CBUHEH TaKKe TIOTMOJIM B YCJIOBHUSIX TAJIOTAHO-
Boii  aHecrte3mu. [loyemy rajoTaH, IIHPOKO
MIPUMEHSIBIIUICS B aHECTE3MOJIOTUYCCKON IIpaKTUKE
B 1968 I, MpMBOAWII K BHE3AIIHOI CMePTH CBUHEH? Myiib-
TUONCIUTIIMHAPHAS UCCIIeIOBaTeIbCKasl TPYIITa aHeCTe3 -
OJIOTOB, XMPYPIOB, TEPalieBTOB M Bpadeil J1abopaTOpHOM
MMAarHOCTHUKU TIpepBajia SKCIIEpUMEHTHI 10 TPaHCIUIAHTA-
MM TICYCHM, YTOOBI BBISICHUTH 3THOJIOTUIO U TIaTOTCHE3
3TOTrO JieTaTbHOTO ociIoXHeHNST OA. ABTOpPBI OOHAPYXKWIIN,
4yTO HEKOoTOphle cpenctBa Wit OA (TasoraH, xJI0podopwm,
CYKUMHMJIXOJIMH) BBI3BIBAIN «ACTUHHBIA META00INIECKIIA
mTopM» (puc. 3) y mormommx cBuHei. [1pu 3ToM y XKUBOT-
HBIX OBICTPO Pa3BUBATNCH HAPYIICHHS CEPICIHOTO PUTMA,
TaXUITHOD, HAMIPSDKEHNE CKEJICTHOM MYCKYJIaTyphI, CUHIOII -
HBIC TIATHA Ha KOXE 1 OBICTPOE MOBBIIICHHUE TEMIIEPATyPhI
tema. [Ipexkmme 4eM XKIMBOTHBIC YMUPAJIH C «CyPOBBIM» BEIpa-
JKEHMEM Ha MOPIIE ¥ TPYITONIOIO0HOM PUTHIHOCTHIO CKEJIeT-
HOM MYCKYJIaTyphl, B X MBIIIIIAX PE3KO MCTOIIAIMCH 3alia-
CBl ameHO3WMHTpHdoOchaTa, a BO BHEKJICTOIHOE
IIPOCTPAHCTBO BEIOPACHIBAIIOCH OTPOMHOE KOJTMIECTBO MO-
JIOYHOM KUCIIOTBHI M Kajivsl, YTO IPUBOIMIO K OCTAaHOBKE
cepama. DTO ITaTOJIOTMIECKOE COCTOSIHME HAIIOMMHAJIO
KIMHAYECKYI0O KapTUHY CXOTHOTO WHTPAOIIepallMOHHOTO
OCJIOXKHEHUS Y JIIOAEH, TI03TOMY YUEHBIE CTaJIA UCIIOIb30-
BaTh CBUHBIO JISHApeca KaK 3KCIepUMEHTAIBHYIO MOIEITH
11t uccnenoBanmst 317 genmoBeka (puc. 4).

3ayeM ObUTa Hy:KHA X1UBoTHas Moaenb 31'? [TockombKy
5TO TIOTeHIIMATBHO (paTanbHOE ocoxkHeHne OA pa3BUBa-
JIOCH y JIIoAeit HAMHOTO pexe (IMpUOIM3UTEIBHO 1 ciyJait
Ha 14 TBIC. OOIIIMX aHECTE3Ui1), MCCIeIOBATEISIM TpeOOBa-
JIOCh MHOTO BPEMEHH, UTOOBI M3YUUTDH PA3TMIHBIC BHIBI
JICYeHUS y JIIOAEH B KpUTHUYECKOM cocTosTHUI. Kpome Toro,
pabdoTasi ¢ JKUBOTHOI MOIIEIbIO, MOXHO OBUIO TUAaTHOCTH-
poBatb 31" KaKk Ha pPaHHUX CTAIUSIX Pa3BUTHUS MTATOJIOTHYE-
CKOTO KacKaja peakivii, TaK W B IIPOIlecCe HapacTaHUS
KIMHAYECKON CUMITTOMAaTHKN. HakoHelr, B a3KciepruMeHTe

Puc. 4. Dmanvt pazeumus 310KkauecmeenHol eunepmepmuu y ceunvy JIom-
dpeca noo eausHUEM MPUSLEPHBIX A2eHMO08 8 IKCnepuMeHmax Xappucona
[12]: a — peaakcayus ckeaemHviX MblUll, HCUBOMHO20 neped 8gedeHuem
MpU2eEPHbIX A2EHMO8; 6 — 2eHepaNU308aHHAS MbIUEUHAS PUUOHOCHb NOCAE
86e0eHUs MPU2eePHbIX A2eHMO08

MOKHO OBIJIO MPEKpaIaTh BBeACHNE aHECTETUKOB HEME]I -
JIEHHO. DTO OTKPBITHE MMEET OOIBIIYIO 3HAYMMOCTb JIJIST Ha-
VKM ¥ B HACTOsIIIIee BpeMsI, IIOTOMY YTO, MCITOJIb3YsI 3TOT
TOAXOH, KIMHUIIMCTBI MOTYT HAWTH CITOCOOBI CHYDKCHMS
BbIcOKO#1 (80 % 1 GoJiee) TOCTTUTATBHOM JIETATbHOCTH JII0-
neit, mepeHecmx 3o 31

B 1969 r. monexynsipubiii 6uosior H.E. Huxley u pusu-
onor A.E. Huxley mpemmoxxuim akTHH-MHIO3MHOBYIO TEOPHIO
COKpAIIIEHUsI MBIIIIEYHOTO BosIoKHA (puc. 5) [13]. B 1970 &
B Kanane anecre3nodor B.A. Britt u papmaxkomnor W. Kalow
BIIEPBBIC TTPOAHATIM3NUPOBAJIH CITydan pa3BuTus 31" B «Boc-
npuIMINBEIX» ceMbsX n3 CIIA n Kananpl, mokasanmm Ha-
CJIEZICTBEHHBIN XapaKTep 3TOT0 IMOTCHIMAIBLHO (DaTaTbHOTO
ocioxaeHNs OA ¥ TIPeUIOKIUIIN MCITOIb30BaTh KIIMHUKO-
TeHEATOTIECKMIT aHaIM3 (METOI POIOCIOBHBIX) IS BHE-
IPeHUS B aHECTE3MOJIOTMUECKYIO KIIMHUIECKYIO MPAKTUKY
B LISJISIX OTIpeAesICHYS TTALIMeHTOB IPYIIIBI pUCKa 1 TIPOdu-
JIAKTAKY pa3BUTHA 3113010B 31 mpy mprMeHeHNN HEKOTO-
peix cpenctB it OA [14]. B 1970—1971 . oHM BiepBBIC
TIPEIUIOXKIITA METOM MBIIICYHON OMOIICUN TSI TUATHOCTUKI
I3I' y moneit. [TapamtensHo mccienoBanusiM B.A. Britt
u W. Kalow, mpoBomumbeiM B Kanane, B 1971 . B AHIIMuT
anecresuosnor ER. Ellis 1 neBpomnaronor D.G. E Harriman
pa3pabaThIBAIOT W MPEIIAraloT JIOIOTHUTEIBHBIE METOIBI
JUTST BBITTOJTHEHUSI MBIIICYHONM OWOIICUM 4YieHAM CeMei
OOJIBHBIX, TTepeHectmx anu3ox 31, Jtg 3Toit 1enu uccie-
OBaTeI XMPYPTUUCCKUM ITyTeM VIOAISIA MaJeHbKUA
(pparMeHT MBIIIIEYHOTO BOJIOKHA M TIOMEIIIAJIN €TO B BAHHOY-
KY C TeIUTBIM (TEMIIEpaTyphl TeJIa) PACTBOPOM 3JICKTPOJINTOB
B KOHIICHTPALIMSIX, TTONOOHBIX TAKOBEIM B KPOBU. 3aTeM OHU
CTUMYJTMPOBAJIM MBIIIICUHOE BOJIOKHO Pa3psiioM 3JIEKTPH-
YECKOTO TOKa, YTOOBI BBI3BaTh MEIIICUYHOE COKPAILICHME
Hamomo0ue IeHCTBUS alleTIIIXONIMHA B (PU3MOJIOTUIECKIX
YCJIOBMSIX, TTOCJIC Y€TO ITPOITYCKAIA Yepe3 PacTBOP rajloTaH
¢ KopenHOM wim 6e3 KodenHa [15].

YdeHbIe UCIIOIB30BAIM TAJIOTaH, TIOTOMY UTO UM yKe
OBIIO M3BECTHO, YTO 3TOT MHTAJISIIIMOHHBINA aHECTETUK BbI-
3piBaeT 3. Ho moueMy DOMOTHUTEIRHO HMCITOJIB30BAJICS
KopenH? /leno B TOM, 4TO K TOMY BpeMeHHU IIBeACKUeE (pap-
MAaKOJIOTH TIPOAEMOHCTPUPOBAJIM, UYTO KOGEUH BHI3bIBACT
COKpAIIIEHIE MBIIICYHOTO BOJIOKHA JISTYIITKN HE3aBUCHMO
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Puc. 5. Cxema kaiouesbix hakmopos, KOHMPOAUPYIOULUX 20MEOCIA3 KAAbUUs
6 ckenemnoli moiuye [from: Anetseder and Roewer, Maligne Hyperthermie;
in: Die Andsthesiologie, Springer Verlag, Heidelberg, 1997]: glycogen — eau-
Koeen, pyruvate — nupysam, phosphorylase-kinase — kunasa ¢ghocghopunasol,
mitochondrium — mumoxonodpus, lactate — nakmam, heat — menno, ATP —
AT® (adenozunmpugpocgpam), ADP — AJID (adenosundugpocgpam), Cal+-
ATPase — kanrvyuii-AT®a3sa, rigor — pueudnocms (mviueunas), Ryl — pu-
aHoduHosvblil peyenmop 1-eo muna, Actin-Myosin-Fylaments — akmuumuo-
3unosble gonokua, T-Tubuline — T-my6yaun, SR — capkonaazmamuyeckuii
pemukyaym, DHP-Rez — dueudponupudurossiii peyenmop.

B HopMe uMnyabe no akcoHy HepeHoll Kaemku nepedaemcst Ha CEHKY MblUeHHO
KACMKU 8 00AACIU HEPEHO-MbIUUEHHO20 CUHANCA, YMO NPUBOOUM K OenoAsSpU3a-
yuu Kaemounot memOparst muoyuma. Yepes oueudponupudurogole peyenmopol
denoaspusauyus nepedaemcs Ha puaroduroestii peyenmop Ry 1 (nazeanue «pua-
HOOUHOBBIL> CA3AHO € MEM, 4O SMOMm peuenmop GAoKUpYemcs arKaioudom
PUAHOOUHA). AKMUBUPOBAHHbILI PUAHOOUHOBBILL PEUENMOP OMKPbIBACN KANbUYU~
e6ble KAHANbI CAPKONAAZMAMUHECK020 PEMUKYAYMA, U UOHb! KAAbYUS. CBOO00HO
HOCMYNAOM 6 YUMONAA3MY MbIUUEHHOL KACMKU, YMO 8bi3bi6aem psid YenHbix
peakyuil: 1) akmueayus aKMUHMUOSUHOBbIX B0I0KOH, YO 6e0em K MbIUEHHOMY
coKkpauenuto (pueuoHocmiy), 2) aKmueayus npou3eo0cmea 6 MUmoxXoHopusx
AT, 3) paspyuienue enuxoeera, 4) 6 cayuae HedoCmMamKa KUcaopooa — aKkmu-
8ayuist HA3POOHO20 2AUKOAU3A U 00PA308aHUe AAKMama

OT 3JIEKTPHYECKOTO BO30YXaeHus. [1pr 3ToM HU3KHME KOH-
LIEHTpany KoherHa BbI3bIBAIA HE3HAYNTEIbHbIC MBIIIICY-
HBIE COKPAIIEHMS, 2 BEICOKME KOHIICHTPAIIUN — BBIPaXKEeH-
HOe cokpalleHrue (KOHTPaKTypy) MBIIICYHOTO BOJIOKHA.
CniocoOHOCTh KoheHa BBI3BIBATh KOHTPAKTYPY MBIIIICIHO-
T'O BOJIOKHA CTaJIa IIPUYIMHOM BEIOOPA Iperapara Il u3yde-
HMs MblieyHoi puruaHoctu npu 31 (puc. 6). Mccaenopa-
TeW CPaBHUBAIA CUJYy MBIIIEYHOTO COKpAIICHMUS
OMONTATOB MBIIII IMAIIMEHTOB, MEePeXMBIIMX 31301 31,
C TAaKOBOH Y MHINBUIYYMOB, Y KOTOPBIX HUKOTIA HE BO3HM-
KaJIO TTIOMOOHBIX aHECTE3MOJIOTMUECKIX OCTIOXXKHEeHUM. Ta-
KM 00pa3oM, B 1971 1. BiepBbIe OBLIO ITOKA3aHO, YTO CKe-
JIeTHBIE MBITIIIBI 00TBHBIX ¢ 131 mpom3BonmiM Ype3amepHoOe
COKpallleHHe, SBIIIOIIeeCs] IPUIMHON JIOKAIIBHOM WJIN Te-
HepaJIM30BaHHOM MBIIIEYHON pPUTHIHOCTH.

B To Bpemst, Korma KIIMHHUITMCTBI HA4aIu MCIIOIh30BaTh
MBIIICYHYIO OMOIICHIO I AuarHocThuku 3, 3ToT Meron
TIPUMEHSIJICST TOJIBKO B TPYIIIIE MAIIMEHTOB BEICOKOTO PUCKA.
B pe3ynbrare 60JIBIIMHCTBO MALIMEHTOB BCE eIl MOTyJaIn
OA 0e3 yBepeHHOCTH B TOM, YIACTCSI JIM UM U30eKaTh ST -
3on 3I. Uccnemosarenu Bce elle OO/DKHBI ObUIM HANTH
JIydimii cnocod uaneHTudumponats [131[17, 18].

THUTHH
: 2
NATE

_'I-_ E- I

SPrr

Puc. 6. Mviweuroe 6010kHO, noayuenHoe 8 pezyasmame OGUONCUU MblULY
obedpa uenosexa c 13, nodeomosaentoe K npogederuro Kogeun-earomano-
6020 mecma [16]

B 1972—-1973 rt. B CIIA ¢apmakomorn K.O. Ellis
u S.H. Bryant mokasasim, 9To JaHTPOJICH KyITHPYeT PUTHI-
HOCTb CKEJICTHBIX MBIIII 0e3 BO3ICHCTBUSI Ha TIANKHE
MBIIIILIBI BHYTpeHHUX opraHoB [19]. B 1975—1976 rr. B FOx-
Hoit Adpuke aHecte3uosnor G.G. Harrison mponeMoHCTpH-
pOBaJI, YTO JAHTPOJICH IIpephiBacT pa3Butue 31y Bocmpu-
VMYMBBIX XKUBOTHEIX (cBUHEH) [20]. [Tapamiensho B CIIA
G. Gronert ¥ KOJIJIETH TTOATBEPKAAIOT U TOTIOJTHSTIOT PE3YiIb-
Tathl, Kotopkie noayuna G.G. Harrison [21]. Takum o6pa-
30M, B 1975 . BriepBbIe Ha 3KCIIEPUMEHTAIBHOM MOICIH
OBLIO TTOKA3aHO, YTO JAHTPOJICH 3D (DEKTUBEH IS JICICHUST
3IL

B 1977—1979 . 8 CIIIA o, pykoBoactsoM M. E. Kolb
MPOBEICHO MYJIBTUIICHTPOBOE KIIMHIIECKOE NCCIICIOBAHIE
3¢ (PeKTUBHOCTA BHYTPUBEHHOTO JTAHTPOJICHA IS TIPEPhI-
BaHUg pa3sutus snm3og0B 317y mopeit [22]. B 1979 1. pe-
3YJIBTAThI TOTO YCITEIITHOTO MCCIICIOBAHMS OBLTN IIPEICTaB-
snensl B CIIIA Ha paccMOTpeHHE 3KCIEPTOB YIIPaBICHUS
10 KOHTPOJTIO KauyecTBa JICKAPCTB M MHUIIEBBIX ITPOIYKTOB
CIIA (FDA — U.S. Food and Drug Administration),ac 1980 .
nIaHTpoJjeH 061 ogodpeH FDA mist mpuMeHeHMs B aHecTe-
3UOJIOTMYIECKOI KIIMHIMYECKOM TTpakTrkKe (puc. 7) [23—25].

B 80-x rogax XX B. OypHO pa3BuBaeTcs KOenH-Taao-
TAHOBBIII TECT OMOIICMY MBIIIEYHOTO BOJIOKHA. B 1985 .
B CIIA, Tokcukogor I. Pessah u xosutern nuneHTUGULIIPO-
BaJI PHAHONWHOBBIC PEENTOPHl KaJbIIMEBOTO KaHajla
B CKEJICTHOM MBIIIIIIE KPOJIMKa, Ha KOTOPYIO BO3IEHCTBOBA-
M KopemHOM M MoHaMM KainbLms [27]. MoeKyaspHbIit
ouogor C. Fleischer v coaBT. HAIIUIM 3T PELICTITOPLI B cap-
KOIUTa3MaTUYEeCKOM PETUKYITyMe (KaJIbIIMEBOM JIETIO) CKe-
JetHoi MBI [28]. B 90-x romax mpomuioro Beka ObLIO
yoemuTebHO roKa3aHo, uto 131y momeit moma Tmoorud-
Ha. Bo-niepBBIX, B pHaHOAMHOBOM PELENTOPE MBIIICIHOTO
BOJIOKHA MOTYT CYIIIECTBOBAaTh Pa3IMUHbIC Ae(EKTHI, TIPeI-
pacroylaralIre K pa3BUTHIO pabmoMuoian3a. Bo-BTophIx,
y nauneHToB ¢ I13I" Hapyiraercss metabomm3m umnuga [P3
(mHoszwuron 1,4,5-tpudocdara), Tak XKe KaK 1 IPYTUX XKHUP-
HbIX KucioT. Hakonen, ripu 13T yacTo oOHapykuBaeTcs
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B 1 conaxone gantponewa: 20 tar (60 mn =1 mr/ 3 mn

NMayweHT ¢ Maccol Tena 70 kr;
oT 2,5 mrikr = 175 mr unu 525 mn (9 dnakoHos)

Elelelelolole s

Ao 10 smrfer = 700 mr wnw 2100 mn (35 chnakoHos)

S899885528258
228385528258

Puc. 7. Ilpumenenue danmponena 6 ocmpoti pasze 3I' [26]. Ilepsoe ssedenue
npenapama ocyuecmensemcs 60A10com 8 0ose 2,5me/ke, 3amem 66003mcs
Nn08mopHbie 6OAHCHL 8 3A8UCUMOCIU OM MACCbl meaa 6oAbHO20 U KAUHUYe-
ckoti kapmunvt 3T

reHETUYECKM JAeTepMUHUPOBaHHbIN nedekT Nat-kaHaioB
MeMOpaHbl MuoruToB [29, 30]. Bee BhIIeonmicaHHbIe TIPH-
YUHBI, KaXas MO-CBOEMY, CIIOCOOCTBYIOT HAKOILIEHUIO
M30BITOYHOIO KOJIMYECTBA KAJIbLIMSI B LIMTOILIA3ME MUOLIM-
TOB Y TO3TOMY MOTYT C/IyKWUTb ITyCKOBBIM MEXaHHU3MOM
B pa3Butuu 3.

Hosaa 3pa B usyuexuu 31

Hauwunas ¢ 90-x romoB XX B. cTapToBaiu (papMakore-
HeTH4ecKue uccienoBanus 31, BKIIoyast IeTEKIIMIO U OITH -
CaHMe MyTalllii PUaHOIWHOBBIX M TUTHIPOITMPUINHOBBIX
PELENTOPOB MBIIIEYHOTO BOJIOKHA Y MHIUBUIYYMOB c [13I
B 1990 . mapasurenpHO M HE3aBUCHMO IPYT OT IpyTa Uccie-
JoBaTeIbcKue IpyImsl 1o pykosoactBoMm D.H. MacLennan
n T.V. McCarthy BriepBble MIEHTU(PULIMPOBAIIA TeH, KOIU-
PYIOIINIA PHAaHOMWHOBBINA perienTop 1-ro Tma (ryanodine
receptor 1 — RYRI) KaJbLIMeBOTO KaHajIa CKEeJICTHOI MBITII-
1IbI, OTBETCTBEHHBIN 3a pasputue 31 y momeit [31, 32].
B 1991 r. B Kanane D.H. MacLennan u PJ. O’Brien moka-
3aJId, 9YTO MyTallMsl B TeHE, KOMUPYIOIEM ol -CyObeTMHUITY
TATUIPOITMPUANHOBOTO pererrropa (dikydropyridine receptor
o1-subunit — DHPR) KaJIblINeBOTO KaHajIa CKEJICTHOM MBIIII-
IIBI, SIBJIIETCST OMHOM 113 BO3MOKHBIX TTPUYMH pa3BUTHS 31
y cBuHel. Bputo mokazaHo, 4TO MyTalldM, ITPUBOMISIIINE
K pa3Butuio 3I, 00BIYHO 3aTParuBaloOT IIMTO30JbHYIO YaCTh
oenkoBoro Komriekca RYR1, B pe3ynbraTe 3TOro moBbiiia-
ercst uyBcTBUTENbHOCTh RYR1 K KOobenHy 1 Apyrum akTh-
BaTopaM (HaIllpuMep, TaJloTaHy) KaK B MBIIIEYHON, TaK

¥ B HeMbIlieuHoit Tkanu [33]. B aTo ke Bpemst H. Katsuya
u coaBt. (1988), a Takxke S. Zierz u coabr. (1989) omucanu
HECKOJIBKO CITyJaeB pa3BUTHS SIM30I0B, HAITOMMHAIOIIX
3I, y marmeHToB ¢ AeUIINTOM KapHUTHHITATBbMUTUHYIb-
tpaHcdepasbl 2-ro tuma (CPT2) [34, 35], xoTs o HacTosI-
IIero BpeMEHM BOIIPOC O ponm MyTauwu reHa CPT2,
Kak IpenukTopoB 31 y 9esmoBeKa, 0CTaeTCsl OTKPHITHIM.

B 1994 1. mon pykoBonctBom M.I. Larach, mupekropa
ceBepoaMepukaHckoro peructpa 3I° (North American MH
Registry, NAMHR) u crietimamicTa 1mo OMOMeINITMHCKOM
cratuctike A.R. Localio 00beqIMHMINCH MEXTYHApOIHEIE
askcneptsl u3 CIIA, ABctpanuu, Kananpr, Jlanum n Benn-
KOOpUTAaHWUM UTSI pa3pabOTKU SIMHBIX TUATHOCTUIECKUX
kputepueB 3I. B 1997—1998 rr. EBponeiickas u CeBepo-
AMepHrKaHCKasl TPYIITHI 1o uccnenoBanuio 317 pa3pabdaTs-
BAOT ¥ BHEAPSIIOT B KIIMHUIECKYIO IIPAKTUKY €BPOITCHCKIIA
¥ CeBepOaMePHKAHCKMI TTPOTOKOJIBI KODENMH-TaI0TAHOBO-
TO TecTa OMOIICHM MBIIIIEYHOTO BOJIOKHA Y MHIWBUIYYMOB
¢ 13T (ta6m. 1) [1].

B 11e;10M KOppetsItiyst pe3yasTaToB 3THX 2 TIPOTOKOJIOB
JOCTaTOYHO XOPOIIast, MCTOANKH MMEIOT BBICOKYIO IYBCT-
BUTEJILHOCTh (JIOCTOBEPHO TIOJIOXUTEIIBHBIC pPE3YJIBTATHI:
99 % — nnst EMHG; 92—-97 % — s NAMHG) u crieuu-
(bruHOCTD (IOCTOBEPHO HEraTUBHbIE pe3ybTaThl: 93,6 % —
wis EMHG; 53—78 % — mis NAMHG) [3, 4]. Hecmotps
Ha TO, YTO OIIMOOYHBIC PE3YIIBTATHI IIPU MPOBEICHUN KO(e-
WH-TAJIOTAHOBOTO TECTAa BCTPEUAIOTCSI TOCTATOYHO PEIKO,
paboTa 110 YIIyJIIeHIIO KaueCTBA KOHSUHBIX TAHHBIX 3TOTO
HECOMHEHHO TT0JIC3HOTO METO/IA JOJIKHA OBITh IIPOIOJIKEHA.

Hpyroit KOHTPaKTYpHBIN TecT Wi nuarHocTuku 317 —
TECT KaJIbIINHIMHIYIIMPOBAHHOTO KaJIbIIMEBOTO BEIOpOCA —
TIPEIJIOKEH W UCITONB3YeTCsT TONBKO B SIMOHNN, B HACTOSI-
mee BpeMs He HMeeT MEXIyHapOTHBIX CTaHIApTOB
npuMmeHeHus [26]. B Hauane XXI B. npemjiokeHbl HOBBIE
MeTOoIbl TMarHocTuKu 31 TecT ¢ mpuMeHeHeM SHOKCHMO-

Taomua 1. IIpomokoast KoHmpakmyphsix mecmos 0451 OUAeHOCMUKU
310KA4eCMBeHHOU unepmepmuL

K;) %Tg?;l‘nyga KoHtpaktypa > 0,2 r
2 <
3 % ranorana i < 2 % rajnoraHa
u
& wa KOHTpakTypa > 0,2 T
> =20,

KOHTpaK;nyga 0,3r i % .0 e

2,0 MmO/ KOohenHa e
KoHTpakTypa T0Jb-

IIpenpacromno-
JKeHHOCTb K 3T

Konrpakrypa 0,5—0,7 r
st 3 % ranoraHa

KO JUTSI TaJIOTaHa
WJTM TOJIBKO ST KO-
enna

Her KoHTpakTypsl, uau
— KoHTpakTypa < 0,51 Het KoHTpakTypbl
JUTSI TaJIOTaHa, uau TpY MPUMEHEHUH 000-
— KoHTpakTypa < 0,31 MX TPUTTEPHBIX ar€HTOB
st 2,0 MMOJTb/JT (tastotaHa U KohenHa)
KodenHa

Bapuant
HOPMBI

Ilpumenanue. 31" — 3n0KauecmeenHas eunepmepmus.
|
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Ha — uHruomropa ¢ochommuacrepasnl 111 1 Tect ¢ BHyTpH-
BEHHBIM OOJIIOCHBIM BBeJIEHMEM 4-XJ10p-M-Kpe3oda [36—38].

C 2000 r. mo HacTosIIee BpeMs MeKIyHapOIHbIe UCCIIe-
nmoBaTenn ornrcaian 6osee 30 pa3TMIHBIX MyTallMil B TeHAX
PUAHOIWHOBBIX WM IUTHAPONHAPUINHOBEIX PELIEITOPOB
L-Tuma KableBhIX KaHAIOB CKEJIETHBIX MBIIIILI, aCCOLIMH-~
poBanHbIX ¢ [13I" y yuenoBeka (tab6u. 2) [9].

OmHAaKO MOJIEKYISIPHO-TEHETUIECKOE HCCIICIOBAHME
B HACTOSIIIIEe BPeMsI HE MOXET CIMTATHCS CKPUHWHIOBBIM
MeTonoM ISt BeIstBIIeHMs Jtuil ¢ I131, TocKompKy maxke cpe-
I TTIALIMEHTOB C ITOJIOXKUTEILHBIM KO(eHH-TaIOTAHOBBIM
TECTOM YYBCTBUTEIBHOCTDh MOJICKY/ISIPHO-TEHETHUECKOTO
MeTona cocranisieT 30—40 %. [eHeTnyeckoe o6CIeIOBaHIE
He 3aMeHsIeT KO(PerH-TaIOTAHOBBIN TECT, a JOIIOTHSIET eTo,
YTO BaXXHO ITOMHWTH MPHU OOCIICIOBAHUN WICHOB CeMei
6onbHBIX ¢ 31 [1, 40, 41]. OTpuuaTenbHbIe Pe3yabTaThI
JHK-tunmpoBaHusi He MCKIIIOYAIOT pucka pasButust 3I°
BBUIy BBICOKOTO ITOJIMMOp(H3Ma T€HOB PHAHOTMHOBBIX
W IATUIPONMPUINHOBBIX PELENITOPOB KAJTBIIMEBBIX KaHa-
JIOB, MyTalluM B KOTOPBIX MOTYT OOYCJIOBHUTH Pa3BUTHE
3TOTO TSEKeIoro ocyioxkHeHUsT OA, a TAaKKe BCJICICTBUE Ha-
JIM4Yrs BBICOKOTO prcka 3I y MalmMeHTOB ¢ OOIIMPHBIM
KPYTOM HACJICACTBEHHON HEPBHO-MBIIIICUHONM ITATOJIOTHUN
(MHUOTIATUSIMUA, MEOTOHMSIMU, MAOTUCTPO(DUSIMH, AMHOTPO-
(usimMu), 4TO TPEOYET TECHOIO B3aUMOIEICTBIUS U MEXKINC-
LMIUIMHAPHOTO TIOIXOda K paccMaTpHUBaeMOM ITpoOiieMe

CO CTOPOHbBI AHECTE3MOJIONOB, HEMPOreHETUKOB (HEBPOJIO-
TOB), MEIUITMHCKIX TCHETUKOB, TTIeANaTPOB [42—44].

NMpo6neMbl 3nuAeMUONOruYecKuX uccnefosanuil 31

Oruaemuonorus 31T — oueHb TpyaHAas 3amava IJIsl c-
cnenoBanud [45]. Hecmotps Ha 1o, uto I13I0 Hacnemyercs
110 ayTOCOMHO-TOMUHAHTHOMY THITY, 3TO TCHETHYECKU JIe-
TePMUHUPOBAHHOE ITATOJIOTMYECKOE COCTOSTHIE CKEJICTHOM
MYCKYJIaTypbl IMeeT BapruadeIbHYIO 3CKIIPECCUBHOCTD, T. €.
Pa3HyIO CTETICHb BRIPAXKEHHOCTH KIIMHIMYECKIX CUMITTOMOB
Y WIEHOB POIOCIOBHOI, UMEIOIINX OMHY M TY XK€ TIPUINH-
Hyro MyTammio. KpoMe Toro, He TOIBKO TPUITEPHBIE aTCHTHI
OA, HO 11 HEKOTOPBIE (haKTOPBI OKPYKAIOIIEH CPEeIbl MOTYT
BJIVISITH HAa pa3BUTHE KIIMHNIECKOM KapTUHBI 31

Bemymme Oapbepbl, IPEeNSTCTBYIONINE MPOBEICHUIO
SMUIEMHUOIOTMIECKIX MCCIICTOBAHMIA.

* TpyoHOCTH B ITOCTAaHOBKE KIIMHUIECKOTO TUATHO-
3a 3[%

— KIMHUYECKasT CHMIITOMATHKa 3TOTO OCJIOXHEHUS
0011Iel aHECTe3UM COCTOMT M3 KOMITJIEKCA CUMITTOMOB;

— JIaxe IpH KJIAcCUIeCKOM ((PyTbMIMHAHTHOM) BapH-
anrte 3I' ee HavaIbHbIC KIIMHWUYECKUE MPOSIBIICHUS] OYCHB
HeoIpeae/icHHBIC 1 HecTielpIecKre (HarmpruMep, TUIep-
KaITHWsI, TAXUKapIWS Y JINXOpanaKa MOTYT OBITh CUMITTOMaMU
¥ APYIUX MATOJOTMUYECKUX COCTOSIHUI: THPEOTOKCHUKO3a,
cericrca, HeMpoJIeITUIECKOTO 37I0KAYeCTBEHHOTO CHHAPO-

Tadmuua 2. Mymauuu 2enos, Kooupylouwux 6eaKku, y4acmeyouue 8 MEXaHUu3Max 6030Y1c0eHUs/CoKpaujeHus CKeaemuol MycKyaamypul: o.1-cyosedunuya

JueudponupuduHosoeo peyenmopa u puanoourosulii peyenmop [9, 39/

Hykneorunnas 3amena DK30H AMHMHOKHCJIOTHASI 3aMeHA 3aboneBanue Yacrora
ol -cyobeqMHMIIa AMTUAPONTMPUIUHOBOTO perientopa, reH CACNA LS
G1583A 11 R528H TunoIlIT 40 %
C3256T 26 R1086C 3r 1 cembst
G3257A 26 R1086H 3r 1 cembst
C3715G 30 R1239G TunoIlIT 3%
G3716A 30 R1239H TunoIlIT 40 %
PuanoauHoBEI petientop 1-ro Tuma, reH RYR1
T103C 2 Cys35Arg 3r 1 cembst
C487T 6 Argl63Cys 3[ BLIC 2%
G742A 9 Gly248Arg 3r 2%
G1021A 11 Gly341Arg 3r 6%
C1209G 12 [le403Met BILIC 1 ceMbst
A1565C 14 Tyr522Ser 3[ BLIC 1 cembst
C1654T 15 Arg552Trp 3r 1 ceMbst
C1840T 17 Arg614Cys 3r 4%
G1841T 17 Arg614Leu 3r 2%
C6487T 39 Arg2163Cys 3r 4%
G6488A 39 Arg2163His 3T, BLIC 1 ceMbst
G6502A 39 Val2168Met 3r 7%
C6617T 40 Thr2206Met 3r 1 ceMbst
C6617G 40 Thr2206Arg 3r 1 cembst
G7303A 45 Gly2434Arg 3r 4%
G7307A 45 Arg2435His 3[ BLIC 1 cembst
G7307T 45 Arg2435Leu 3r 1 cembst
G7361A 46 Arg2454His 3r 1 cembst
C7360T 46 Arg2454Cys 3r 1 ceMbst
C7372T 46 Arg2458Cys 3r 4%
G7373A 46 Arg2458His 3r 4%
T14693C 102 11e4898Thr BLIC 1 cembst

Ilpumenanue. 3I' — 310xauecmeennasn eunepmepmust, Tunollll — eunokaruemuyeckuii nepuoouueckuii napaasuy, b1[C — 601e3Hb YeHmpanrvHo2o

CMEePIICHA.
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Ma U [Ip.), a TakKe ObITb OOYCJIOBJIEHHBIMU ITpOOIeMaMu
BEHTWISILIVIN.

* [IpemmoxxeHHBIE TMATHOCTUYECKIE TECTHI HE TTOIXO0-
IIST JJIST PEeIIeHST BOITPOCOB MTOMYJISIITMOHHOTO CKPMHWHTA
Ha 3[:

— KO(peMH-TaJIOTAaHOBBIH TeCT OMOTICUY MBIIIIEYHOTO
BOJIOKHA — arpecCHBHAS U TsKejasl TIpoleaypa s Ia-
IIMEHTa; 3a00p MBIIICYHON TKAHW — MBIIICIHAsT OMOII-
CHST — OoCyIIecTBIIsieTcs B yciaoBusX OA ¢ MCTIOIb30BaHM-
€M HETPUTTEePHBIX IIPEITapaToB, IOCJe Yero HeooXxommma
ObICTpasd TPAHCIIOPTUPOBKA «KMBBIX» MBIILIEYHBIX BOJIO-
KOH B CIIeIIMaIN3UPOBaHHBIC TAO0OPATOPUH, TIIE TI0 YTBEP-
XKIEHHOMY €BPOIIEHICKOMY WM CeBepOoaMEpUKAHCKOMY
IIPOTOKOJIy TIPOBOIMTCS TalOTaH-KO(MEHMHOBBIA TECT;
HCCIIeIOBAaHNE JOJDKHO OBITH IIPOBEICHO B TEUCHHE OJIH-
XKaimmx 4 9 mocie MPOBEACHUST MBIIICYHON OMOIICUM
C IIETBI0 COXPAaHEHMS KU3HECIIOCOOHOCTH MBIIIEIHOTO
BOJIOKHA;

— JIpyroi BO3MOXHBIN ITyTh AMAarHOCTUKY 31" — Moire-
KYJISIPHO-TEHETUIECKOE MCCIeI0BaHNIE, OMHAKO €T0 IIIPO-
KOe TIPMMEHEHNE B KIMHUYECKON ITPaKTUKE OTPaHUICHO
BBICOKOI CTOMMOCTBIO M3-3a OOJBIION IPOTSKEHHOCTH
HCCIICMYyeMBIX TCHOB M X 3HAYNTEIbHOI BapraOeIbHOCTH.

» Nedpuuut nHdopmalu — He 000 BCex caydasix, Ha-
ITOMUHAOIIMX 311301 31, Bpaun aHeCTe3NOI0TH-PeaHnMa-
TOJIOTH O(GOPMIISIIOT 3KCTPEHHOE COOOIICHME, ITaxe
IIPY YCJIOBUSIX BeICHUSI HAITMOHAIBHBIX PETHICTPOB:

— He Bce cimy4dan 31" perucTprpyroTcs qaxe B ceBepoa-
MepukaHckoM peructpe (NAMHR);

— BO MHOTUX CTpaHax, BKiIodass Poccuiickyro Pemepa-
LIMIO, OTCYTCTBYIOT HAITMOHAIBHBIEC peruCTphI 31

— HavasibHBIe TTpu3Haky 31" HeolpeneaeHHbIE, TT03TO-
My ee abOpTHUBHBIEC (hOPMBI, KaK IIPABIIIO, BHIITAAAIOT U3 CTa-
THCTUIECKOTO yJeTa.

* B psne ciyyaeB nmpuMeHEHUE TPUTTEPHBIX areHTOB
Y HALIMEHTOB C TIOKA3aHHOM MPUYMHHOU MyTallie He TIpU-
BomMT K pa3sutuio 3I;

— B JIOCTYITHOI 3apyOexXHOM CIieluabHOW MEAULIMH-
CKO#1 ymTepaType ormcaHbl manueHTsl ¢ I3[, KoTophie
He MMeJIM HUKaKKX ITPo0JIeM BO BpeMsI IIPOBEICHMS OTiepa-
TUBHBIX BMEIIATEIBCTB B YCIoBUSIX OA C MpUMeHEHUEM
OOJTBIITMHCTBA M3BECTHBIX AaHECTETUKOB, BKITIOYAST TPUITEP-
HBIC areHTHI; IIPUYMHA ITOTO0HBIX CITyJacB HEsICHA.

* HemocrarouHo yHUGUIIMPOBAHHBIX KIMHUYECKUX
KpUTepHeB IS AMarHOCTUKY 3

— B HACTOSIIIEe BpeMsI HCIIOIB3YIOTCS KIMHUICCKIE
kputepun (The Malignant Hyperthermia Clinical Grading
Scale — CGS), BepBbIe pa3paboTaHHbIE MEXXITYHAPOTHBIMU
skcrrepramMu EBporreiickoit n CeBepoaMepUKaHCKOM TPYIIIT
1o ucciienoBanmio 31" 1 orry6mKoBaHHBIE B 1994 T

B HacTosimiee Bpemsa mokaszaHo, 4To cwHIpoM 3
BcTpeuaeTcs ¢ yacroroit 1:200000 OA 6e3 mpuMeHeHUS
cykumHmwixonrHa npotus 1:60000 OA ¢ npuMeHeHUEM
CYKUMHUIXOJNHA. TOJBKO OTKa3 OT MCIIOJIb30BaHMUS
CYKIIMHWJIXOJIMHA MOXKET IIPUBECTH K CHIDKCHHIO 9aCTO-
THI (OYIBMUTAHTHOM («KJ1accmaeckoit») opmsl 31 B 3—4

pasa. AbopTuBHEIe («MsTKHE») hopmbl 3I° BcTpewaroTcs
HaMmHoro yatie — 1 caydait Ha 5000 OA ¢ ucroyib30BaHU-
€M CYKIIMHWJIXOJIMHA, Yallle B TeTCKOI aHeCTe3MOJIOTH-
yeckoil mpaktuke [9]. B Hacrosmee Bpems B CIIA,
Kanane u 3amagHoit EBporie opraHnzoBaHa S5KCTpeHHAasI
CITyk0a, pa3paboTaHbl CTAHIAPTHI IPOMMIIAKTUKY U JIe-
yeHUs 31, MOSIBUINCH Tee(OHBI SKCTPEHHO KOHCYIIb-
TaTUBHOI ITOMOIIIM B CJIydae pa3BUTHUS SITM30I0B, HATIO-
muHatomux 3I. OmHako B Halllel cTpaHe TaKas ClTyxK0a
HE pa3BepHYTAa.

Mpo6nemb! u nepcnexmusbl

Tonteepxnenne I3 Ha ocHOBe aHaNIM3a MyTalWii Te-
HOB RYRI u CACNAIS siBnisieTcsl OMHOBPEMEHHO TPYIHOMN
U TpyAOeMKoOI 3amaveii. Bo-miepBbIX, HET JOMUHMPYIOLIEH
MyTalluM, KOTOpas SIBIIAETCS COIMHCTBEHHOI IPUIMHOMN
st pasButys 31 B yenmoBeuecKoit mommyssiyy. Bo-BTOpEIX,
RYRI nipencrasisieT co0Oi CJI0XKHBIN reH, BKnodaromii 106
5k30H0B K/IHK (oxomo 15117 xuno6a3), a ren CACNALS
BkouaeT 46 sk30HoB KJIHK (okoi10 6,16 knno6a3). Hako-
Hel, ;i TeHa RYRI ormcano 6oee 200 moamMopdHBIX
AJIICJIGHBIX BApUAaHTOB C MOTCHIMAIBLHBIM (DYHKIIMOHAJIb-
HBIM 3HaYeHUeM 1T pa3BuTust 31 1Ipu BO3IEHCTBUN TPUT-
repHbIX areHToB OA. I[1pn 3TOM HEKOTOpEIE TTOMMMOP(HBIC
aJIJICJIbHBIC BAPUAHTHI 3TUX TEHOB B KOHEYHOM MTOTE MOTYT
0Ka3aTbCsT TOOPOKAYECCTBEHHBIMHU, T. €. MMEIOITUMA TOYCU-
HBIC 3aMEHBI HyKJICOTUIOB 0€3 CYIIIECTBEHHOTO N3MEHEHMS
ero (PyHKIIMOHAIBHOM aKTMBHOCTH KOMMPYIOIIETO OeiKa.
B mrocrienHme roab1 n3ydeHre (hU3n0JIOTUHIECKOTO U KITMHU-
YECKOT0 3HAYCHMSI 3THX BAPMAHTOB HAXOMWTCS B IIEHTpPE
BHUMAaHMS MHOTHX HcciienoBaHnii 31, ITOCKOIBKY ocTaeTcs
eIe MHOTO BOIIPOCOB M IIPOOJIEM, KOTOpPBIC HYKIAIOTCS
B pa3pelreHny. B yacTHOCTH, BaXKHO MIOATBEPAUTH (PeHOTHIT
3T y maumenTa 1o BeIoaHeHus aHam3a JJHK, Tak kak re-
HETUYECKOE TECTUPOBAHNE, KOTOPOE IIPOBOIUTCS Y OOTBHBIX
WIX WIEHOB CEMBM C COMHUTEIBbHBIMUA KIMHWYCCKUMU
srmm3ogamu 31, MOXeT okazaThes HemHMOpMaTUBHBIM. ECTh
HECKOJIbKO METOIOB, MCITOJIb3YeMbIX IJIST TIONTBEPKICHMS
(enotumma 3I: KIIMHNYIECKNE OLIEHOYHBIE IITKAJIBI, CUCTEMBI
TTozicyeTa 0ajIoB, KAacaloIIUXCsl KIIMHUYIECKUX TTPU3HAKOB
3T kKak BeposITHOTO COOBITHS U Ap. BaxkeH KIIMHUKO-TeHea-
JIOTUIECKUI aHaIM3 (MCCIIeIOBaHNe UCTOPUU CEMBU IIPO-
0aHIa) C YTOYHeHHEM Hammus HarmoMuHaromx 31 amm3o-
OB Ha TIPOTSDKEHMM HECKOJIBKMX ITOKoJieHMA. OmHako
JIO HACTOSIIIIETO BPEMEHU CaMBbIM ITOJIC3HBIM METOIOM IO/~
TBepxIeHus heHoTrIa 31 ABIIAIOTCS aMEePUKAHCKUIMA U €B-
POITEHCKIIA KOHTPAKTYpPHBIEC TECTHI Ha COKPAIIIEHIE MBIIIIeY-
HOT'O BOJIOKHA [49], KOTOpHBIe, K COXaJICHUIO, HE BHEIPECHBI
B KJIMHWYECKYIO IIPAKTUKY B HAIlleli CTpaHe.

Tem He MeHee BHepeHMe HOBBIX cpencTB st OA B XO-
JIe Pa3BUTHS KIIMHIYECKOM (hapMaKOJIOTUI M aHECTE3NOJIO-
MM HE PEIIIo mpodseMy mpodmaakTuku 31, TOCKOIBKY
CITMCOK TPUTTEPHBIX areHTOB PACIIMPSIETCS 10 Mepe HaKO-
IUICHUSI CBEICHMI 0 HOBBIX citydasix 3y yenmoBeka.

K TpurrepHbIM IIpenapataM OTHOCSITCS: CYKITMHWIIXO-
JIMH, BEKYPOHMIA, IAHKYPOHUI, T€KAMETOHUM, TU3TUIOBBIN
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a¢up, rajgoraH, 3HIIOpaH, U30GIIopaH, ne3dIopaH, ce-
BoIIOpaH.

besonacHble nmpenaparbl: 6apOUTypaThl, OeH30AMA3ETIN -
HBI, OTIMOMIBI, 3aKMCh a30Ta, HECTEPOMIHBIC HEIEITOMSIPH-
3YIOIIME MBIIIICYHBIC PEeJIaKCAHTHI, BCE MECTHBIC aHECTCTH -
KU, STOMHIAT, KETAMIH.

Kpowme Toro, HeBposoraMm, OCYIIECTBIISIOIINM TIPEeI0-
MepalliOHHOe KOHCYJIBTHMPOBAHME, CJICOyeT ITOMHUTD,
YTO pUCK pa3BuTHs 31 TTOBHIIICH y MAIlMEHTOB, CTPagaio-
IIUX HACJIEICTBEHHBIMM HEPBHO-MBIIIICUHBIMK 3a00JIeBa-
HUSIMHL.

PaccmotpuM nmonpoGHee 3a0osieBanust rpymmbl pucka 3I°
(o A.K. W. Brownell (1988) ¢ xoppekiiueit).

Iloumu ecezoa céazanvt ¢ 3I'

* INopaxenus simep MUOLIMTOB (00JI€3Hb LIEHTPAJILHOTO
CTEPKHS).

Beposmnuee ecezo cesazanvt ¢ 3I

* Muonatuu 1 MUOIUCTPODUN:

— MbllIeyHast auctpodus JioleHHa;

— MbllIevHas quctpodus Dmepu — dpeiidyca;

— TIIeYe-JIMIIe-TIONaTOYHAsT MBIIIIeYHAsT TUCTPOMUS;

— MbineyHast iuctpodust OyKysaMbr;

— cunapom Kunra — JleH60opo.

+ JIpyrue MuonaTuu:
cungpoM lIBapua — [Ixxamriena;

— BpOXIEHHAsT MBIIIedHast quctpodust tuma Pykysi-
MBI,

MbleyHas nuctpodust bekkepa.

* MuoroHuu:

TePBUYHBII TTEpUOAVNYECKUI TTapainyg;
BpOXIeHHass MUOTOHMSI ToMceHa;
IucTpodryeckast MUOTOHUS,
XOHIpOIUCTpopIecKass MUOTOHUS.

* HacnencrBeHHble O0JIe3HN OOMEHA:

— cuHgpoM aepunmTa AT B capKoIuiasMaTHIeCKOM
PETUKYITYME;

— MUTOXOHIpUAJIbHAsT MAOTIATHS,

— IedULUT KapHUTWUHITAILMUTUHYJIBTpaHC(Eepa3bl
2-TO THTIA.

* HacnenctBeHHast Heliponatusi (HeBpajbHasl aMM-
otpocdmst) [lapko — Mapu — TyTa.

* Cunngpom Caroemn.

Hmerom cxodcmeo ¢ 3T

+ CUHIpOM BHE3AITHOI CMEPTU MJIAIECHIIEB.

* 3710Ka4eCTBEHHBII HEUPOIENTUIECKUIA CUHIPOM.

¢ JIuMpOMBEL.

* HecoBepiieHHBI ocTeoreHe3s.

+ 3aboseBaHNsI, COMPOBOXIAOIINECS HAKOILICHUEM
[JINKOTeHa.

Pesromupys, ciieayet Ipu3HaTh, YTO, HECMOTPSI Ha J10-
cTyrmHocTh nHGopMatmn o 3I" 1 Ha BHeapeHNe MOJIEKYJISIp-
HO-Te€HETUYECKOW AMArHOCTUKM HaMboJiee YacThIX ayTo-
COMHO-JOMMHAHTHBIX (popM 31 10 HACTOSIIIIETO BpeMEHU
paccMaTpuBaeMasi IIpodsieMa 3TOro IMTOTeHINATBHO (haTaib-
Horo ocioxHeHnsT OA He HAXOMUT ITOJDKHOTO BHUMAHMS
KaK CO CTOPOHBI HEBPOJIOTOB, TaK M CO CTOPOHBI OpraHn3a-

TOPOB 3IpaBOOXpaHEHUS B HaIlllel cTpaHe. B wactHOCTH,
HE BHEAPEHBI B TOCYTapCTBEHHOM MAcCITa0e¢ ITPOTOKOJIBI
BeneHus 00onbHBIX ¢ T13I, HET cy>kKObI SKCTPEeHHOM KOH-
CYJBTaTUBHON TTOMOIIN, ONEPAIIMOHHBIC TTOIABIISIONIETO
OOJIBIITMHCTBA JICYCOHO-TIPODIIIAKTUICCKIX YIPEKISHUI
HEe YKOMIUIEKTOBAHBI HEOOXOMMMBIMU JIeKapCTBEHHBIMU
MpelrapaTaMu, BKJIIoYask TaHTposieH. Kpome Toro, ciemyer
OTMETUTb U OTCYTCTBUE MEXIUCLUILIMHAPHOIO MOAXOIa
K M3YYCHHIO U pelreHuto mpoojeMbl 31, BKIodass Memam-
IIMHCKUX TeHETUKOB, HEBPOJIOTOB (HEIPOTeHETUKOB), TIe-
IATPOB, YYACTKOBBIX TEPAIeBTOB (CEMEITHBIX Bpaueii),
aHEeCTe3MOJIOTOB, XMPYPIOB, OPraHU3aTOPOB 3IPaBOOXPa-
HeHUsl. B yacTHOCTH, HEOOXOMMMa aKTUBU3AIINSI UCCIICIO-
BaHUWI 71T N3YYEHMS TIOMYJISIIIMOHHOM YaCTOTHI BCTpeUae-
MOCTH MYyTaIIiA BBICOKOTO prcKa 31" B pa3IMIHBIX pETHOHAX
¥ STHUYECKMX TPYyIIax Haiel crpanbl. Hampumep, B EB-
porie ToKa3aHo, 4To MyTauuu reHa RYRI, npuBopsinne
K aMMHOKMCIOTHBIM 3ameHaM G2434R, T2206M, G341R,
SIBJISTIOTCSI HanOoJIee pacipocTpaHeHHBIMU B Bemmkoopu-
TaHWM, TOTIa KaK B [epMaHMM Jaliie BCTpeYaroTCsT MyTalldH,
MNpUBOISIINE K aMHUHOKMCIOTHBIM 3ameHaM R163C,
R614C, T2206M, G2434R 1 R2454H [49]. Takue momyJisi-
IIMOHHBIE MCCIIEIOBAHMS pAaCIPOCTPAHEHHOCTH TTOJIMMOPd-
HBIX aJlJIeJIbHBIX BapuaHTOB reHa RYR 1, HECOMHEHHO, SIB-
JITIOTCS LICHHBIMU [UTSI CKPMHIHTA JIIOEH, TTOABEP>KEHHBIX
pucky 3I" u weHOB ux cemeii [50].

Takum o0pa3oMm, ¢ OmZHOW CTOpPOHBI, 3a OoJjee
yeM 50-JeTHIO ucTOprIo n3ydeHus 3 mpeacTaBicHUS
aHECTe31O0JIOTOB U HEBPOJIOTOB IIPEOIOJIEITH ITYTh OT «CBSI-
IIEHHOTO yXaca» Imepe 3TUM I'pO3HBIM 1 HEKOTa 3ara-
MOYHBIM 3a00JIeBaHMEM IO BIIOJHE SICHOTO ITOHUMAHMUS
ero MexaHu3Ma U MIpUHLIMUIIOB Tepanuu. C npyroit cTopo-
HBI, HayYHBIC MCcCeqoBaHus (B 00JIaCTU MaTO(PU3MUOII0-
TUU, HeMpOGU3MOIOTUN, TCHETUKI) M OPTaHN3aIIMOHHBIC
MEPOITPUSITHS, KOTOPBIE OBLIH ITPOBEICHEI 3a IIPOIIICIIINIE
TIECSITUICTHS, 3aCTaBIISIIOT IIO-HOBOMY B3TJISTHYTH Ha 3TH-
onoruio u martoreHe3 3I, TakTuKy ee HpoIIAKTUKU
¥ TepaITnu.

CrenmyeT moguepKHyTh, 94T0 3I° — OOHO M3 HEMHOTHX
HaCJIeICTBEHHBIX 3a00JIeBaHMUI, IISI KOTOPBIX Bpad-aHe-
CTE3MOJIOT SIBJISIETCSI TIEPBBIM CIICIIMAIICTOM (KCIICPTOM)
B IUIaHE TUAaTHOCTUKU W T hepeHITNaTbHON TUarHOCTH -
KU, TIOCKOJIBKY KJIMHIUYECKasi KApTHHA 3TOTO MaTOJIOTHIe-
CKOTO COCTOSTHUSI B OOJIBIITMHCTBE CIIydacB pa3BUBACTCS
WHTpaoneparnoHHo. OXMUIaeTcss, YT0O UMEHHO aHeCTe3 -
0JIOT COBMECTHO C BPauyOM-HEBPOJIOTOM JIOJKEH OTBETUTD
Ha BOIIPOCHI ITAIlM€HTa W YJICHOB €0 CEMbH O IIPOTHO3¢
T13T, normoTHUTETBHBIX MEeTOAaX 00CIeTOBaHMsI, HEO0X0-
OTAMOCTH HOIICHMS CITCIIUATbHBIX MEIULIMHCKIX TIPEIy-
MpeXOaoIINX 3HAaKOB (HarIpuMep, OpacaeToB 1 KyJIOHOB
Med-Alert™ tag u T.11.), a TAKXXKe O BO3MOXXHOCTH MCITOJIb-
30BaHMSA TeX WIM UHBIX cpeAcTB it OA Ipu IMpoBeaecHUT
XUPYPTUUECKMX OIepalivii B OyAyIIeM I TP BO3ZHUK-
HOBEHHUU 3KCTPEHHBIX (IKCTpPEeMaIbHBIX) CUTyaluii (Ha-
puMep, KatacTpodsl Ha TPAHCIIOPTE, CIIOPTUBHBIC TPAB-
MBI 1 I.).
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