3/10KavYecTBeHHas
rmneprepmMmuA:
4YTO Mbl MOXXEM M 4Yero noka
He MoxxeM B Poccuun?

K.M. NNebeanHckmnm



3rioKkavyecTBeHHaa runeprepmMmuma
(3I, aHan. Malignant Hyperthermia, MH)

OCTpPbIN XU3HEYrpoXXatoLmni
(apMaKoreHeTU4YeCKNm CUHAPOM C
ayTOCOMHO-AOMUHAHTHbIM TUMOM
HacneaoBaHUs, NpU KOTOPOM B OTBET Ha
NpUMEHEeHNE NeTYyYNX NHIrasasILULMOHHbIX
aHECTETUKOB N AEMNONSAPUYIOLLLNX
MMOpPESIaKCaHTOB pPa3BUBAIOTCS KaslbLINN-
3aBUCUMast KOHTpaKTypa n rmnepmeTtabonmnsm
CKEeNeTHbIX MbIlWL, C NCX0A0M B pabaomMmonns
N MOJIMOPraHHYO HEeAOCTAaTOYHOCTb



UcTopua Bonpoca

1900-20 rr.— onucaTesibHbI 3Tan; npuMep -
TaK Ha3blBaeMasa «bnenHas

rmnepTepmMus OM6pe.anHa>>
(1929) ,

A

1960 roa - OeH60po 1 JloBenn, Lancet -
coobuieHne o nepmonepauMOHHof/‘l
rmnepTepMmun y Mosaoaoro
yenoseka. [lpegnonoXxeHume o
HacneacTBeHHOM xapakTtepe 3[



ANnaemMmnonorns
3/110Ka4eCTBEHHOW rmnepTepmMmm

HacTtoTa y B3pOoCnbiX
1 : 60,000 obwmMx aHecTe3nm c NpUMMEHEHNEM TPUTTEPOB
1: 220,000 - OA 6€3 CYKUMHWUIIXO/INHA
Ab6opTuBHbIE N CTepTble hOopMblI -
1: 4,500 obwmnx aHecTe3nn

YacrToTa y aerem
1: 15,000 obwmx aHecTe3nm Cc NpMMEHEHNEM TPUITEPOB

OnuncaHbl cnydaun 31 B Bo3pacTe 5 Mmecsues

Y ManbumkoB 3 6biBaeT B 4 pa3a yalle



TpurrepHble areHTbl
~ 3110Ka4yeCTBEHHOW rmnepTepMmnn

. AQnaTUNOBbLIN 2UP
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. (CYKUMHUNIXONNH) + KodewH
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AHamHes npu N3

[MpaAMble yKa3aHWA Ha COCTOsIHUSA, cxoaHble c 3[, y caMoro

60/1bHOr0 MM ero KPpOBHbIX POACTBEHHMKOB BO BpeMs UM nocne

aHecTe3nmn, CMepTU «OT HapKO3a» B CEMbe, N, KpOMe TOro:
MHTEHCUBHAs @u3nyeckaa paboTa WM BbICOKAs BHELUHSAS

TeMnepaTtypa BbI3blBAOT JIMXOpPaAKy, OAEpPBEHEHME MbllL, UNn

NOTEMHEHME MOYMH,

-HeobblUHble peakunun Ha Tpurrepbl (Kode!)

.BbICOKas Mxopaaka npm He3HaunTesbHbIX MHPEKUUSX,

.OTCYTCTBME KOoNebaHnn TemnepaTypbl B TEYEHNE CYTOK,

-pebpunbHble cygoporn unun «benas» runeprtepMma B LETCKOM
BO3pacTe,

.CMOHTAHHbIE «Cya0pOorm» mn MbllleyHasa cnabocCTb,
n36bITOK CUNbI NpK cnabon KoopanHauuu,

.MblLLEeYHasA KpUBOLLES, KOCOr/1a3ne N NT03, BPOXAEHHbIE IPbIXN,
KNHOCKOINO3, YacTble Nepenombl

.pAA TEHETUYECKN AETEPMUHUPOBAHHbIX 3aboneBaHuin...




CuuTaror, uto 3l cBA3aHa c
Apyrmmmn HacnegocTtBeHHbIMU
CUHAPOMAaMMU;

= 60N1€3HbI0 LEHTPANIBHOIO CTEPXHSA (TEPMUH: «KanbLKNEBbIE
KaHanonatun», ao 90% cny4daeB obycnosneHbl MyTaumenm RyR1);

MbILUEYHbIMU ANCTPODUAMMN:
- Duchenne,
- Fukuyama,
- Becker;
cuHgpomom King-Denborough;

APYrMMK MyMonatusamu (cnHapomom Schwartz-Jampel,
nepuogmyeckum napasamyom, BpoOXXaEHHON MUOTOHUEN);

= MUTOXOHAPMASIbHOW MUOMATUEN;
= pedunuymtom ATdasbl B CP;
= nedunumMToM KapHUTUH-NANIbMUTUHOBOW TpaHcdepasbl 1 4p....

— BCE COIJIaCHBI B TOM, 4T0 Y NalUWerdToB C
HacneaCcTBEHHbIMU HEMPOMBbILLEYHbIMU
3ab0n1eBaHNAMUN yBENNYEH PUCK NPOSABIEHUS
cuMmntToMoB 3 BO BpeMAa aHecTe3uun!




KITMHUKA KPU3A 3I

m bbicTpoe yBenn4yeHune PetCO,;

m Taxmkapauns, Hagkenyao4ykoBble U
XXenyao4ykoBble apuTMMKM, OCTAHOBKaA
KpoBoobpalleHuns;

m MbiweyHasa purngHoctb (MMS);
m [Mneptepmuna (CKoOpocTb noabemal)



HacToTta npoaBneHuns
cumnTomoB Kpusa 3l (%)

u Taxmxapp,vm n TaxmaputMmnun
® HectabuUnbHOCTL reMoAUHAMUKU
u rI/II'IepBEHTI/IJ'IﬂLI,I/IOHHaﬂ OoAblLlUKa
PurmgHoCcTb MbIlL U TPU3M
30,7

LlnaHo3

INuxopapgka




PekomeHaaumm MHAUS (1994)
No nevyeHuto Kkpusa 31

[TpekpalleHne nogayun TpurrepHoro areHTta
PaHHee npuMeHeHue aaHTponeHa 10-20 mr/kr
Koppekuuns HapyweHnn KOC

dun3nyeckoe oxnaxaeHme, naBax nosocTeun
KoppeKkuus HapylweHnn putma

KoppeKumnsa aneKTposINTHbIX HapyLUeHUNN

[podunnakTnka passutnsa OlMH
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[Tponece Kprrepiit, mpoAsme e Barmmer
PrrimocTs [eHePAHIOEAHHAA PHIHITHOCTE MBI 15
PHIHITHOC T HeBaTeNBHEIX MBIILI( { TRHSM) 15
PaGmormomns K ®K =20.000 F3-n~ moche CyKIMEOTXOITHEA 15
K$K =10.000 Fd-n~' Ge3 cyKIMEOOTXNTHHA 15
Tenman MOUa B MEPHOMEPALHO HHO M TEPHOME 10
I sormobrm moyx =60 sxz-a” 5
Ixormofus ceBopoTie =170 Jxz-a” 5
Kamit KpoE, TUTA3MEL HITH CEIBEOPOTRH =6 MMOAs-0 "~ 3
I'rovepxanoos PryCO, =55 s pm.cm. mpu apexsaTroi MBI 15
PaCO, =60 2w prn.cm. mpx apexsaTHoi MBI 15
PryCO, =60 a2 pm.cm. THH CAMOC TOATEIEHOM IEIXAHHH 15
Kn M H M q e C Kaﬂ PaCO, =65 Jax prm.cm. TPH CAMOCTOTTEITEHO M TBIXA HIK 15
HeoGb ACHHMAA THITEPRATHIA 10
Heofs ACHIMOE TaXHITHOS 5
Jhxopamka HeoGpAckrmo GHCTREI MOTBEM TE MIEPATYPEL Tella 15
m Ka n a Heofp ACHIMELT 0 ABE M Te MITEPATYPEL BROLE 38,8 °C 10
ApHIMHH HeoGb ACHHMAA CHHYCOBAA TAXHKAPIHA 3
KermymoukoBad TakapmIA K GuOproTaT 3
B e p OH T H o CT M Hacmemersexocts |Cryvau 317y Gausxciiwuy pod cmeernuxos 15
Cryvau 3Ty dannux pod cmeennuxos 5
Hpyroe

M a r H o3a 3 r/ n 3 r BE apTepHATBHOR KPOBH < —8 ja0AL -2~ 10
A pH apTepHame Ok KpoBK <7,25 10
EEIcTROE KYTHpOBaHHe: CHMITTOMOE [ HTPOUIEHOM 5
Cemetinnidi aramnes 317 6 conemanuu ¢ NOJOIPUMERLHLVAU CLIHNMONAAY 6 arnese| 10

nayuenma, omauNHLLaE om nodvema KPK
Cametinriti anamnes 31" 6 conemanuu ¢ nodrvemon KPK ¢ anamnese nayuenma 10

(Lal’aCh MG, Localio AR, TIPABILIA TIOACUETA CYMMBI b AJLIOB:

Tl Ka#mon0 MPoLEcca YUHTEEAT TIBKO OfTHH KPHTePHH ¢ HAKGOUIB LM YHCIIOM GaIoE;

MermoueHMe | VUHTEEAIOT BCe OTMEYE HEBIe ¥ GOJIBHOND KDHTEPHH H3 TPYTOH ¢ pyToes;
AI I e n G C et a I - KpHrepio Rebparniie Kppeusod, YUHTHEAIT B OLeHKe BepoaTHocTH [131, Ho He Kpwsa 3T
HHTEPIIPETAITHA CYMMBI BAJLIOB:

AnesthQSiOIOgy 1 994 80: Cynra bawnor  [Panr mo umxane BeposrHocTs myarnosa 31T
’ 0-2 1 JHATHO? MPAKTHYECKH HCKIHOYE H

— 3-9 2 JHATHOZ MATIDBEpPOATEH

7 7 1 9 ) 10-19 3 Cropee «Hets, uem «Jas

20-34 4 Cropee ¢Jas, vem ¢HeTs

35-49 5 JHarHO3 BeCEMA BepOATEH
=50 4] JHATHOS MPAKTHYECKH A0 CTOBEPEH




CKPWHWHr-TECT:
ypoBeHb KPK

CpegHue 3HaueHna KOK npu M3 B nokoe

NpeBbIlWaloT TakoBble Yy H3l-nauneHToBs,
HO:

N npun N3 ypoBHU KOK MoryTt 6bITb
HOPManbHbIMU,

6onee 10% naymeHTOB, OLLEHEHHbIX KakK

H3
CK

", UMEeIOT BbiCOKMEe ypoBHU KOK.
DUHUHIM-TECT Ha ypoBeHb KOK B nokoe

NPpUroAeH ANSA «COPTUPOBKU» Ha NpeaMeT

3

" B OTAEeJ/IbHbIX CeMb4X, HO

MaJ1I04yBCTBUTEJIEH B MOMyJaduni.



[eHeTYeCKnn aHanums KpoBu —
HauMeHee MHBa3nBHbLIU NoaxoAa

Jlokyc, koanpytrowmnm RyR ckeneTHbIX MbilL
(raJloTaH-4YyBCTBUTENbHbIW JTIOKYC), PacrnosioXXeH B
6 XpoMoCcOoMe nocsie reHa, KogmpyrLiero
rNIOKO30-pocdaT-n3omepasy, n H-rewna,
KOAUPYIOLLEro aHTUreHbl rpynn KpoBu

PeuenTopbl CKeJIeTHbIX MbIlL, YenoBeka
3akoanpoBaHbl B q 13.1-13.2 pernmoHe 19
XPOMOCOMbI

B MN3IM-cembsax onpeneneHo 6osiee 20 pa3nnyHbIX
ToyeyHbliX MyTaumnm RyR c yactoton 2—10%

OHK-Mapkepsbl N3 pacnonoXxeHbl B pa3MyHbIX
obnacTax XpoMoOCoM



[[anoTaH-KohenHOBLIU
KOHTPAKTYPHbIN TECT

N3 m. quadriceps femoris non permoHapHOW aHecTe3nen
OTKPbITbIM cnocoboM bepyT bmonTaT C COXpaHeHUeM CTPYKTYpbl
BOJIOKOH (XMpYypry accuctupyetT aHectesunonor!)

MbileYHbIM obpa3el pa3aenstoT Ha OTAENbHbIE MYYKN, KOTOPbIE
pPacTArMBalOT Mexay ABYyM4A 3/1eKTpoaaMun B pactBope PuHrepa-
JIOKKa

I'Iyq0|< CTUMYNTUPYKOT CyrnpaMaKCnMMaJibHbIM TOKOM

PerMcTtpmpytoT MbllleYHbIE COKPALLEHNS, BOSHMKAIOLLME B
pe3ynbTaTte CTUMYNALUN

[Tocne ypaBHOBELWIMBAHUA B CUCTEMY C NOMOLLbLID UCNapUTeEns
BBOAAT NraJ/io0TaH B HApPACTaOLWMNX KOHUEHTPAUUAX

TaKyto e npoueaypy rnoBTOPSOT CO BTOPbIM MbILLIEYHbIM
MYyYKOM, HO C MCMNOJZIb3OBAHMEM BMECTO rasioTaHa KodenHa



(LOAI)
1991 niaHdALied.LHox

ni9goHnacpo-HeloLre |




OueHka pesynebraTa IVCT

- [Tlocne BBegeHnsa obomx TeCToBbIX BellecTB
DA3BMBAETCH MbllLeYHAsad KOHTPaKTypa
noaTeepXxaeHune gnarHosa «l3rr»

= KOHTpakTypa MbllWLbl B 060MX TeCcTax OTCYTCTBYeT
UM He Bblpa>eHa [13[ oTCcyTCTBYET

= KOHTpakTypa pa3BuBaeTcsa nnbo TosIbKO noz
nencremeMm KodenHa, mbo TosIbKO noa AencrBmeM
rasioTaHa L naumeHTa pacueHMBaOT Kak
noao3putenbHoro B otHoweHnun 3I (aHrsi1. MHE, MH
Equivocal), n B uenax 6esonacHoctu BeayT Kak M3l




Ecnun reHeTn4yecknm aHanm3a He
BbIABNAET HU OAHOWN U3 N3BECTHbIX
MyTauun , NpoBOAAT
ranotaH-KOPENHOBbLIN TECT

= B C/ly4ae ero orpmuaTesibHOro pelynbraTa
anarHos N3l (n, coorBeTCcTBEHHO, 3[ B
aHaMHe3e) CHMMaeTCH;

= B C/ly4yae MoJIOXKUTENIbHOro pesysbTaTa
KPpOBb MauneHTa HanpaBNAeTCs B
reHeTnyeckyto nabopartoputo ans
ceKkBeHMpoBaHuAa reHoma (aHasin3a
nocsiefoBaTesSIbHOCTU KOAOHOB) U
ONMMCaHns paHee HEM3BECTHOWN MyTaLunN.



Anroputm guarHoctuku MN3r;
YTO Mbl MOXXeM?
C IMonospenne Ha 131 >
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be3onacHasa aHecTe3us
y nauueHToB c N3

NMHaykumna v PermoHapHaq
rnogaep>XaHme dHEeCTe3nd.

obLen aHecTesnmn sMeCTHble aHEeCTeTUKMN KakK
6e3 BBegeHUs aMUAHOro, Tak U 3UPHOro
TPUITEPOB: TInos

=0nvounasbl,

0apbuTypaThl,

"STOMWAAT, Mocne onepauuu naumeHT AoSKeH
"nponodgorn, HaxoanTbcs B OPUT B TeueHue
-6eH3oamna3zennHbl, 4-6 y — nocsie ManblX onepaumn u
"3aKWCb a30Ta, 24 4 - nocne 6onbWNX
*HeaenonAapusyrwme BMellaTeNbCTB!

MUOpeTaKkCaHThbl




Bo3MOXHble NPUYUHDI
cCUHOpoma pabagomuornusa

= 3/710KayecTBeHHas rmneprepMus

= KMckyccTBeHHOEe KpoBooObpallieHue

= [IpuMeHeHne CBEPXBbICOKUX A03 KaTex0/1aMNUHOB
= 3/10Ka4YeCTBEHHbIN HENPONenTUYEeCKNn CUHAPOM
= CepoTOHMHOBbLIN CUHAPOM

= [IlpyuMeHeHne CTaTUHOB

= [InsHuedanbHO-KaTabonnyecknn CUHApPOM

= CrepouaHbln pabagomMmnonuns

= «CuHOPOM NepeTpeHnpOBAHHOCTU»

= CuCTeMHble TepMUYECKME BO3AENCTBUS
(neperpes/nepeoxnaxaeHune)

= CuHAPOM ANINTENbHOro caaBneHns/no3nyMoHHOM KOMMpeccnun



[TpoOnembl

CoBpeMeHHasa UHrandumMoHHasa aHecTe3sund
MCNOJIb3YyeTCs BCe Wnpe

HeT opuumanbHOro cneumanm3mpoBaHHOIo
KOHCY/bTAaTUBHOIO LeHTpa no 3I

[TpobneMa HeAOCTaTOUYHO LLUMPOKO U
rnyboko n3BectHa aHecTe3nosioram, B TOM
yncrne AEeTCKUM

He 3aperncTtpupoBaH AAQHTPOJIEH —
eAVNHCTBEeHHbIN cneyndunyecknm npenapat
ona neyeHna Kpusa 30

HeT cuctemMmbl gnarHoctuku N30



[locnegHne cuTyauum...

= [lepBbIN Ccllydyan Kpu3a Ha aecdnypaHe
= Kpns y pebeHka 4 mecsLeB
= Cutyaumna B benropoge




YTO0 HamMm HeoOXOOAMMO?

= Co3aaHme cneunaamn3anpoBaHHOro
LEHTPA C KOHCYJ/IbTAaTUBHbIMU,
METOANYECKNMU U
obpa3oBaTesibHbIMK 3a4a4YaMu

= [loBTOpHaga perncrtpauuda B PO
ANAHTpPO/1eHa

= ObpasoBaHune aHecTe3sunosioros!!!
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Cnacunbo 3a
BHUMaHue!

8 911 174 0303

mail@vanevski.com




