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AHHOTAIIUA

3nokauectBeHHas runeprepmus (31°) — peakoe, yrpoxaroiiee >KM3HU HACJIEACTBEHHOE
3a00€eBaHNe, BBI3BIBAEMOE WHTAISIMOHHBIMU AHECTETUKAMU W/WIH JAETOJISPU3YIOIINM
MHUOPEIaKCAaHTOM CYKCaMETOHHEM. Y TMPeApacloNoKEHHBIX JHI] BEICBOOOXKIEHUE Kallb-
Usl U3 CAPKOIUIa3MAaTUYECKOTO PETHUKYJIyMa B CKEJIETHBIX MBIIIIAX CTAaHOBUTCS aHO-
MaJIbHO YCKOPEHHBIM, UTO MPUBOJUT K TUIIEPMETA00INIECKOMY COCTOsIHUIO. PanHue npu-
3Haku 3I" BKitoyaroT HeoObsicHUMYIO Tunepkanauio (EtCO2 >55 MM pT. CT.), TAXUKapAUIO
U PUTHJHOCTBH MBIIII, OCOOCHHO >KeBATENbHbIX. TUIMUYHBIMU SBJISIOTCA OBICTpPBIC MOBBI-
nieHust TeMrepatypsl Tena (>0,5°C B Teuenue 15 MuH, pu 3TOM TeMIepaTypa 4acTo npe-
BoiaeT 40°C). [1o mepe nporpeccupoBanus 3a00J€BaHUS MOTYT Pa3BUTHCS PECIIUPATOP-
HBII 1 META0OJIMYECKU alli103, ApUTMHUH, MOYa 1IBETa KOJIbI (MUOTIIOOMHYPUS ), TOBBIIIIE-
HUE YPOBHsI KaJIUs B CBIBOPOTKE KPOBU M 3a0CTpeHHBIE 3yO11bl T, MOTEHIIUATBHO MTPUBOIS-
IIKe K OCTAHOBKE cep/Illa WK OJMOpTraHHON HelocTaTouHoCTU. B pexomennanusax SAmnon-
CKOro 00111€CTBa aHECTE3MOJIOTOB 110 BEICHUIO MAIMEHTOB CO 3JI0KAYECTBEHHOW TUIIEpTEP-
mueit (3I') 2025 rona (smoHcKast Bepcusi) MOAUYEPKUBAETCA Ba)KHOCTh PAHHETO BBISIBIICHUS
¥ HEMEJIEHHOTO BMemIaTenbcTBa. OCHOBHBIC IIATW BKIIOYAIOT MpPEKpalleHue MpuMeHe-
HUS IPOBOLIMPYIOIINX areHTOB, BHYTPUBEHHOE BBEJICHUE IAHTPOJICHA (HavyalibHas 1032 1—
2 MI/KT), ”THTEHCUBHOE OXJIAXKJICHUE TeJIa U KYITUPOBAHUE OCIOKHEHUM, TAKUX KaK THUIIEP-
KaJIUeMHUs U alu103. B COOTBETCTBUU ¢ MEXAYHAPOAHBIMU CTAaHAAPTAMH PEKOMEHIYETCS
Ooree BBICOKas HauyaibHas J03a JAaHTpojeHa. [IpemomeparnmonHas omenka pucka 3I°
JOJKHA BKJIFOYATh COOpP aHaMHE3a O BO3MOJKHBIX OCJIOXKHEHUSX aHECTE3MH, CEMEHHBIN
aHAMHE3, YKa3bIBAIOIIMI Ha MPEIPACIONOAKEHHOCTH K 31, MpU3HAKH BPOKICHHBIX MUOIIA-
TUH M THOIATENIbHOE IUIAHUPOBAHME AHECTE3UU C HMCIOJIb30BAaHHUEM HE MPOBOLMPYIOMINX
areHToB. [ eHeTHUeCcKOe TeCTUPOBAHKE U OMOTICHS MBIIII] MOTYT TIOMOYb B JIMarHOCTHKE,
HO HE SIBJIIFOTCSI OKOHYATEIbHBIMH B KaXKJI0M ciiydae. SIMOHCKUI epeBo1 3TUX PEKOMEH-
JTaluit pa3MeleH Ha CIEIYIOIIEM BeO-caiite:
https://anesth.or.jp/files/pdf/guideline_akuseikounetsu.pdf.

Pexomennaruu AAnonckoro obiiectBa anecte3nosoroB (JSA) mo BeleHUIO aIueH-
TOB €O 310KauecTBeHHOM runeprepmueii (3I7) 2025 roga ObiTu OMyOIMKOBAaHBI HA SITIOH-
CKOM s3bIKe B MapTe 2025 roga. 31ech Mbl IPEACTABISIEM AHIVIOA3BIYHYIO BEPCHIO ITUX
peKOMeHAaMi Uil yIy4IlIeHuss MEJUIUHCKON MPAaKTUKU U PEe3yJIbTaTOB JICUEHUS Mallu-

CHTOB.

Lesab 3TUX peKOMEHIALMUI U LeJIeBas ayAUTOPHUs

SInonckoe o6miecTBO aHecTe3n0n0roB (JSA) BBITYCTHIO HACTOSIIEE PYKOBOJICTBO JUIS
obecrieueHnst MIOHUMAaHUS IMPUPOALI U IIPUHIIUIIOB BEACHUS CUHAPOMaA 3I'.B PYKOBOACTBEC
OIIKMCaHbl OIITUMAJIBHBIC IIOAXOABI B AHECTE3MOJIOTUYSCKOM IMPaKTHUKE, BKIKOYasA JUArHo-
CTUKY W JICUYECHHUE, HAIlpaBJICHHbIE HAa YJy4IlIEHHE MCXO0A0B y nanueHToB ¢ 3I. JlaHHBIN

JAOKYMCHT HC IIPpU3BAH YCTAaHABJIMBATDH O(i)I/IHI/IaJ'IBHbIC MCIUIINMHCKHUEC CTAHAAPTHI JICUCHUSA


https://anesth.or.jp/files/pdf/guideline_akuseikounetsu.pdf
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3T, a npeIHa3HAYEH JJIS TOICPIKKH IIPOIiecca OKa3aHus IIOMOIIM TakuM naruentam. Co-
OTBETCTBCHHO, PEKOMEH/IyeTCsI, YTOOBI aHECTe3noIornueckoe nocooue mpu 3I° cooTBeT-
CTBOBAJIO TTOJIOKEHHUSAM HACTOSIIIIETO PYKOBOJCTBA, & CAMO PYKOBOJICTBO HCITOJIB30BAJIOCH
JUIs oOecrieueHns1 0€30IacHOM aHEeCTEe3HOIOTHYECKOM ITOMOIIIH.

OTKa3 0T 0TBETCTBEHHOCTH

MHorue pekoMeHIaluy B JAHHOM PYKOBOJICTBE OCHOBAHBI HA MHEHUHU SKCIIEPTOB U OIHU-
CaHUSX KIMHUYECKHUX CIy4YaeB, OCKOJIBbKY BHICOKOKaYECTBEHHBIE IOKA3aTENbCTBA OTCYT-
CTBYIOT BBU1y OTHOCHTENBHOM penkoctu cuHapoma 3I". COOTBETCTBEHHO, HEIOCTATOK J0-
Ka3aTeJIbCTB BHICOKOTO YPOBHS SIBJISIETCS CYILIECTBEHHBIM OIPAHUYEHUEM HACTOSIIETO Py-
KOBOJICTBA, U €ro ajaeKBaTHOCTh M A((PEKTUBHOCTH TPeOyIOT AaibHEWIIel HaydHOH
o1lleHKH. /laHHOE PYKOBOJCTBO MPHU3BAHO MOMOYb BpayaM B MPUHATHUH KIMHUYECKUX pe-
HICHU, ¥ coiepKaIIrecsl B HEM pEKOMEHIAINH He SBISI0TCS 00s3aTEIbHBIMU K UCITIOTHE-
HUI0. PYKOBOACTBO CllelyeT NPUMEHSATH C aJlalTalluell K MECTHBIM YCJIOBUSIM U C YUYETOM
OTpaHUYCHUH, OTIPEICIIIEMbIX KIMHUUECKUM CYKJICHUEM Bpaya.

OcHOBHBIC U3MEHEHHS 110 CpaBHEeHHUIO ¢ Bepcuel 2016 roaa
Hacrosiiiee pykoBOJCTBO OBIIIO MEPECMOTPEHO C YYETOM COBPEMEHHBIX JINTEPATypPHBIX
JaHHBIX U MCXKAYHAPOAHBIX CTAHJAAPTOB. OCHOBHBIC U3MECHCHHUS BKJIIOYAIOT:

e PeKOMEHAIUIO M0 YBEJIWYEHHUIO CTAPTOBOM J03bI TAHTPOJECHA HA OCHOBE MEKIIY-
HapOJIHBIX ny6n1/11<au1/1171, a TaKKC BKIIIOUCHHC I[eTaJIeﬁ, KaCaromuxcs 4aCTOThI €TI0
BBCIACHU:.

° Y,Z[aJ'IeHI/IC HU3JIMITHUX pa3acyioB IO CUMIITOMATUUICCKOMY JICUCHUIO JJIsI KPATKOCTHU
HN3JI0KCHHUA.

e JloGaBnenue nHPOpPMAIUU O TEHETUIECKOM TECTUPOBAHUH, UTO OTPAKAET POCT ETO
MNPUMCHCHHS B IIOCJICAHCC BPEMHI.

e OOGHOBJICHHE CITUCKA TUTEPATYPHI 10 CAMBIX aKTyaJIbHBIX HCTOYHHUKOB.

OTH U3MEHEHUS TTO3BOJISIOT IIPOBOAUTDH JUAT'HOCTUKY U JICUCHHUC HAa OCHOBC caMoi COBpC-
MeHHOU uHpopMmainuu. OXKUJaeTCs, YTO HACTOAIIESEe PYKOBOJCTBO CTAHET LIEHHBIM CIIpa-

BOYHBIM MAaTCPUATIOM IJIA KJIMHUYECKON IMPaKTHUKH.

Mecto pexomMeHaanuii JSA B KOHTEKCTE MEKAYHAPOAHBIX PYKOBOACTB 110 3I°
B nenom, HacTosIee pyKOBOACTBO COTIACYETCSl ¢ OCHOBHBIMH MEKyHAPOJHBIMU PEKO-
MEHJAlUsIMU B YaCTU PAHHETo pacrno3HaBaHus 31, He3aMeUINTETbHOT O BBEJICHUS JAaHTPO-
JIEHa ¥ CTPOroro UCHOIb30BaHMS HEIPOBOLMPYIOIIUX ar€HTOB Y NAllMEHTOB C U3BECTHBIM
WIN I0J103peBaeMbIM cuHapomoM 3.
UYro kacaercst JO3UPOBKU JAHTPOJICHA:

e [Epponeiickas rpynna no 3iokadectseHHou runeprepmun (EMHG) pekomenayer

HavalbHy0 103y 2—2,5 mr/kr [1-3].
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e Hacrosiee pykoBOJCTBO, MOAYEPKUBAs BaXKHOCTh BBEJICHHS aJ€KBAaTHOM JI03BI C
CaMOro Hauaja B YCJOBHUAX SIMOHCKOW KIMHUYECKOW MPAKTHKU, MPECTaBIsSCT
CXEeMy J03UPOBaHUs, COOTBETCTBYIOIIYIO MHCTPYKIHUH K Mpenapary, yTBEPKICH-
HOi1 B SInonuu (1 mr/kr).

B oTHOIIEHNU AOCTYITHOCTH JaHTPOJIEHA!

e Pexomennannn EMHG yctanaBnuBaroT dyeTkue TpeboBanus: 36 (haakoHOB, HaXO-
JSAIIUXCS. B HEMEUICHHOM TOCTYIHOCTH, U JIONIOJIHUTENbHBIC 24 (iiakoHa, KOTOPBIE
MOYHO TTOJIYy4HTh B TeueHue 1 vaca [4].

e Hacrosiee pyKoBOJICTBO, HAPOTHUB, MPUICPKUBACTCS THOKOTO TTOAX0/a U HE pe-
IJIAMEHTUPYET KOHKPETHBIA 00BEM 3araca, Mo3BOJISIS KaXkKA0OMY YUPEKICHHIO OTpe-

ACIATh CBOIO TOTOBHOCTD UCXOAA M3 MCCTHBIX YCJIOBI/II\/’I.

OcHOBa HACTOSALLET0 PYKOBOACTBA

BoNBIIMHCTBO aHECTE3MOJIOTOB KpailHE PEAKO CTAJIKUBAIOTCS ¢ CUHAPOMOM 3 B pyTHH-
HOU npaktuke. OJHAKO IIAHCHI HAa BBI3IOPOBIECHUE CTPEMUTENIBHO CHUKAKOTCS, €CIIN HE
HA4aTh CBOEBPEMEHHOE aJCKBATHOE JICYCHHE, TIOCKOJIBKY COCTOSIHUE NPOTPECCUPYET HC-
KIIIOUUTENBHO ObICTpO. [103TOMY HEOOXOIMMO MOTYUUTh COOTBETCTBYIOMINE 3HaHUS O 31
U yMETb IPUMEHATh UX Ha MpaKTUKE, YTOOBI 00ecreunTh Oe30TaaraTelibHoe Hadyaiao MH-
TEHCUBHOH Tepanuu. JledeHue ciaenyeT HaunHaTh HEMEAJIEHHO, BBOJIS JJOCTaTOYHYIO 103y
JAHTPOJICHA, HE JOKHUIASICh OKOHYATEIBHOTO IUATHO34, IOCKOJIBKY PaHHEE MPUHSITHE pe-
LICHUM U HA4aJIO JICYEHUS SIBISAIOTCS KPUTHYECKU BaXXKHBIMU. B HacTOsIIIEM pyKOBOACTBE
IIPEICTAaBIEHBI OCHOBBI PAaHHEN Tepanuy U JajJbHEHIIEro JICYEHUS TUIIEPTEPMHHM C TUIIEP-

MeTabOIMYECKIM COCTOSTHUEM, a TaK)Ke MTPOCTOM aliTOPUTM JICUCTBHIA.

ONuUAEeMHUOIOTHS 3JI0KAYeCTBEHHOW TUNIEPTePMUM

Yacrorta Bo3HukHoBeHUs 31 cocraBmuser ot 0,18 mo 3,9 cinydaeB ma 100 000 mpouenyp
oOmieit anecre3un [5,6]. C 1960-x ronoB B SAAnonun Obu10 3apeructpupoano 6oiee 600
cinyuaeB 3I'. bosiee mog0BUHBI U3 HUX MPOU3OIUIN Y JUI MosIoXke 18 neT, a CooTHOIIeHne
MY>KYUH U KEHIIMH cocTaBuio npumepHo 3:1 [7,8]. 3I sBasieTcst HacieCcTBEHHBIM 3a00-
JIeBAHUEM MBIUIL], IPU 3TOM, YaCTOTA JIUI] C JIATEHTHOMN MPeApacoNoKEeHHOCThIO (HOCH-
TeJIel MaTOr€HHOT0 FT€HETUYECKOr0 BApUaHTa) CYIIECTBEHHO MPEBBIIIAET YAaCTOTY KIMHU-
YECKUX 3MU3040B, cOCTaBsAst mpuMepHo 1 Ha 856—1075 uenosek [9,10]. JletanbHOCTH NpH
3I" 3HaunTenbHO cHU3MIack: ¢ 70-80% B 1960-¢ ronbsr no 0—-18,2% x 2010 roxy. bonee

TOTO, CPEAM MALMEHTOB, MOJYYaBIINX JaHTPOJIEH, JIETaIbHOCTh HE npeBbimaeT 10% [8].

IIaTorenes 3/l0ka4eCTBEHHOM THIIEPTEPMHUH
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VY nun ¢ npeapacnonokeHHOCThI0 K 31 MpOoucXoUT MaToJornyeckoe yCKOpEHUe Mexa-
HU3Ma BbIOpoca HoHOB Kanblus (Ca*') U3 capKoIuia3sMaTH4ecKoro peTUKyIyMa — OCHOB-
HOT'0 BHYTPHKJIETOYHOTO J1enio Ca®" B CKEJIETHBIX MBIIIIAX — B IIUTOIIA3MY I1OCPEICTBOM
KaJIbLIMI-UHIYIUPOBAHHOTO BRICBOOOKACHUsT Ca'.
[lepBoHayanbHBIMU NpU3HaKaMu 31 ABISAIOTCS:

e Heo6bsacuumoe noseimienne ETCO2 >55 mm pr. cT.;

e HeoObsacHuMas Taxukapaus;

e MpleyHasi pUrHAHOCTb, BKIIOYAsl PUTHAHOCTD JKeBATENIbHBIX MBI (TPYAHOCTH

IPpU OTKPBIBAHUH PTA).

OTH CUMIITOMBI BBI3BaHbI IATOJIOTMYECKH BBICOKMM YPOBHEM BHYTpHKIeTOUHOro Ca*", Ko-
TOPBII 3aIlyCKaeT rUIepMETad0INYECKOE COCTOSIHUE B KJIETKAaX CKENETHBIX MbIL. Kpome
TOT0, MOXKET HabIt01aThcs ObICTpOE MoBbIIeHHe Temnepatypsl (>0,5°C B Teuenue 15 mu-
HYT), IPY 3TOM TemnepaTypa Tena Moxet npesbimath 40°C. Taxxe MOryT pa3BUTHCS:

e Tspkenblil pecUpaTOPHBIN U META0OTUYECKUI allu03;

e HapymeHus cepeyHOro puTma;

o [losBneHue Mouu 11BETa KOJIBI (MHOTJIOOMHYPHS BCIESACTBHE paciajia MbIIIIII);

e JloBplIeHHE ypOBHSA Kains B CBIBOPOTKE C nosiBieHUeM Ha JKI' BBICOKHMX 3a0CT-

pEeHHBIX 3y0110B T, UTO MOXET MPOTPECCUPOBATH JJO OCTAHOBKH CEPIIIA.

Kpome Toro, Bo3MOXXHBI Takue oclioxkHeHus, kak JIBC-cunapom u octpas modedHas He-
JIOCTaTOYHOCTh. JlaXke eclii MalMeHT NepexKUBAET OCTPbIN SMU30, MOTYT COXPAHSITHCS OT-

JAJICHHBIC ITOCJIICACTBUA, TAKHC KaK MbIIIICYHAsA I[I/IC(l)YHKLII/IH 1 HAPYIICHHUC CO3HAHMA.

Tpurrepusie paxkropsi 3I'
Bce nHransumonHele aHeCTETUKH, BKIItOUYasi ceBOQIIypaH U aecquiypaH, a TakKe Jeros-
PU3YIOIINE MUOPENIAaKCAHThI, TAKHE KaK CyKCaMETOHUH, 3BeCTHbI Kak Tpurrepsl 31" (Pu-
cyHok 1). JleTyune aHeCTETUKN YBEIUYHUBAIOT CKOPOCTh BhICBOOOXKAeHUsI Ca*" u3 capko-
IJ1a3MaTHYECKOr0 PETUKYyJyMa B LUTOIUIa3My. Y MPEeApacroNioKEHHBIX JHI CKOPOCTh
KaJIbIMH-UHAYIUPOBAHHOTO BBICBOOOXKAeHUST Ca®" MaTolIorn4ecky yCKOpeHa U MpEeBbI-
II1aeT CKOpOCTh 00paTHOro 3axpara Ca** B capKoIIa3MaTHYECKOM PETUKYIIyME, YTO MpH-
BOJIMT K HEKOHTPOJUPYEMOMY POCTY BHYTPUKJIETOUHOM KOoHIeHTpauuu Ca*" (PucyHok 1).
OT10 HapyuieHue romeocrasza Ca*" sBiseTcs KItoueBbIM 3BeHOM natoreHesa 3. Cengatus-
HbI€ MpenapaThl ¥ OMUOUABI MOTYT O€30MaCHO MPUMEHSTHCS y MAIMEHTOB C MPeapaciio-
noxxeHHOCThIO K 3I'. Takke cooOmraeTcst o 6€30MacHOCTH peMruMasojama B 3TOU MOMyJis-
1y [11]. Paznuunsie pakTopbl OKpyKarollen Cpe/ibl, TAKUE KakK jKapKas U BlIaXKHas cpeaa,
¢du3nyeckast Harpy3Ka U CTpecc, MOTYT MOBBIIIATH CKOPOCTh BhICBOOOXKAeHU Ca*" u3 cap-
KOIUIa3MaTH4YEeCKOTO peTUKyIyma. [1o3ToMy B OJOOHBIX yCIOBHIX TpeOyeTCs TIIATeb-
HbI MOHUTOpHUHT [12,13].

[TaTomornyecku MOBHIICHHBIN YPOBEHb BHYTPUKJIETOYHOT0 Ca*" B KJIETKaX CKeJeT-

HBbIX MBIIIII BBI3BIBACT CTOMKHE MaTOJIOTHYSCKUE MbBIIIICUHbBIC COKpalllCHUA, 4YTO IPUBOAUT
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K upe3mepHoMy norpednenuto AT®. Kpome Toro, sneprozaBucumslii 3axsar Ca** B cap-
KOIUIa3MaTUYECKOM PETUKYJIyMe elie Oosiblie yBeanunBaeT notpeOHocTs B AT®D, BbI3bI-
Bas 3HAYUTEJIbHOE TEIUIOBbIAEIEHNE. B COBOKYITHOCTH 3TH MPOLECCH PUBOASAT K MOBbI-
HIEHHOMY MOTPeOJIEHUIO KHCI0poaa U n30bTouHoi BeipaboTke CO2 (PucyHok 1).

B perymsiunu ypoBHst Ca?* B KJIeTKaX CKEIETHBIX MBIIII] y4aCTBYIOT HECKOJIBKO O€JI-
koB. Cpeau HUX puaHoaAMHOBBIN perenTop 1-ro Tuna (RYR1) urpaer nenrpaibnyto posb
B BbICBOOOXKAeHNH Ca*" U3 capKOIUIa3MaTHYECKOr0 PETUKYJIyMa B LUTOIUIA3My U TECHO
cBsa3aH ¢ narorene3omM 31" (Pucynok 1). Kpome Toro, B romeocraze Ca*" yyacTBYIOT MHO-
TOYMCJIEHHbIE ApYyrue OeNKU, U TUTHIPONUPUIMHOBBIN perenTop Takxe Obul HAeHTU(U-
IIUPOBAH KakK MOTeHIMaabHas npuuuHa 31" [14].

KneTka cHeneTHON MbIWLbI HuranauKoHHBIE BHECTETHHEH

_‘_‘_'." AHOM3NEHOE CTEPBITHE PHEHOLMHOBDIX KaHANDE
DHF’R I
RYR[ < I DHPR — guriuaponpiaMHoEbIR pELEnTop
\ ‘ 'l: h

“) RYR1 — pradoguHoERIHA peuenTop 1-ro THna
— Ca* - Kanbuui
Ao

CapKONAZIMITHYECEME DETHKYAYM
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|_ Cl*‘

B MblleyHas pUrMgHoCTL, BelpaboTa Tenna
[
Haneumia-uHayumMpoBaHHoe " YCMAEHHEBIA THMKOTEHOAMS 4 ETCO
BelcBobOo®aeHKe Ca** . z
AT Ad®  MeTaSonvyeckMi auMgos T Temneparypel TENa
AHOMANBHOE YBENH- 1O~ HMcTowenwe ATD
YEHHE YPOEMA BHYT- PaGpomHonus
pukneToynoro Ca® @ I:Imumn,qpnﬂ . TMnepKanvemMns
ECNHPaToPHLIH aUKg03 MM A0 HH YOS
0,-CO, v

AxomancHoe youneHue metabonusma (conpososaarwwesca
yeenHyeHnem notpednedua O; u sppabotiu CO;)

Pucynoxk 1. MexaHu3M pa3BUTHS 3JIOKQYECTBEHHON THNEPTEPMHUU: HAPYLICHHE MeEXa-
Hu3Ma peryssiiuu Ca*" B KJIeTKaxX CKEJIETHBIX MBIIIII.

AnantupoBano u3 JSA Guideline for Management of Malignant Hyperthermia 2025 (Jap-
anese version) (https://anesth.or.jp/files/pdf/guideline akuseikounetsu.pdf)

Crolikoe TOBBIIIEHUE YPOBHSA BHYTpUKIEeTOYHOro Ca** B KIETKax CKEeJIETHBIX
MBI PUBOJUT K OBICTPOMY POCTY BHYTPEHHEH TeMneparypsl Tena. TkaHeBasi THIIOKCHUS
BBI3BIBACT META0OJUYECKHUI aIlu103, 32 KOTOPHIM CJIEAyeT MOBPEKICHNUE U pa3pylIcHUE
MeMOpaH MBIIICYHBIX KJIETOK, YTO MIPUBOAUT K MOMAJaHUI0 BHYTPUKIECTOUHOTO COACPIKHU-
MOTO B KpOBOTOK. BcieAcTBrE 3TOr0 B KPOBU MOBBILIAIOTCS YPOBHU KaJIUsSl U MOJIOYHOM
KHUCIIOTHI, & TAK)KE KOMITOHEHTOB CKEJIETHBIX MBIIII], TAKUX KaK MUOTJIOOWH U KpPEaTUHKHU-
Haza [15].
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JlanTposieH, cnenupuyeckuil aHTarOHUCT PUAHOJUHOBOIO PELenTopa, MPOHUKAET
B CApKOIJIa3MaTUYECKUN PETUKYIYM KJIETOK CKEJIETHBIX MBILIL, MOaBIIsAsl BEICBOOOXK IE-
Hue Ca** [16,17]. B otiinure OT TUMUYHBIX MHUOPEJIAKCAHTOB, JAHTPOJIEH HE OJIOKHPYET
MOCTCUHANITUYECKNE allETHIIXOJIMHOBBIE PELENTOPBI; BMECTO 3TOr0 OH JEHUCTBYET HEMO-
CPEJCTBEHHO Ha KJIETKHU CKEJIETHBIX MbIlII. B3aumoneiictBys ¢ RYR1 B ckeneTHBIX MbIII-
1aX, OH UHruoupyeT BbIOpoc Ca** B nuromiasmy. B TepameBTHUECKUX KOHIIEHTPAIUSIX
(mpumepHo 10 MKMoJb) 1aHTPOJIEH OKa3bIBAET MUHUMAJIBHOE BIMSIHUE HAa HOPMaJIbHOE
COKpAII[CHUE CKEJICTHBIX MBIIII], HO MPU 3TOM 3 ()EKTUBHO MOJABISAET MATOJIOTUUECKUE
COCTOSIHUSI M30BITOYHOTO BhICBOOOXIeHUs Ca?’, Takue kak npu 31" [18]. D10 momoraet
OTPaHUYUTh YpEe3MEPHOE MOTPEOIEHNE YHEPTUHN KIIETKAMU CKEJIETHBIX MBIIII] B YCIOBUSAX
3I". XoTs TOYHBIM MEeXaHU3M JCHCTBUSA OCTAETCS HE /10 KOHIA M3YYEHHBIM, Mpeoiara-
eTcsl ydacThe Kak npsamoro BiausHus Ha RYR1, Tak 1 onocpenoBanubIx 3pPpexToB npyrux
dakropos [19]. [Ipu BHyTpUBEHHOM BBEJCHUHM HAYaJIO JEHCTBUS JAHTPOJIEHA HACTyHaeT
MIPUMEPHO Yepe3 S MUHYT, a IIepUo/I OIyBbIBEICHUS cocTaBisieT 5—6 yacoB [20].

Benenue uHTpa- U NOCJIE0NIEPALUOHHON 3JI0KAYECTBEHHON I'MIIEPTEPMUM
[Ipu mosiBNEeHUM y MalMeHTa BO BpeMs OOIel aHECTE3UH CUMIITOMOB, IMOJAO03PUTEIbHBIX
Ha 3[', pexkomMeHayeTcs clieJoBaTh aJrOPUTMY JI€UEHUs, IpeCTaBIeHHOMY Ha Pucynke 2.
[TocenoBaTeNbHOCTh M BBIPAKEHHOCTh CUMITOMOB 3I' BapbUpYIOTCS OT cilydas K CIIy-
4aro, 4TO JIeJaeT KIMHUYECKOE CYKIECHUE KPUTUUECKH BaKHBIM B JAHHOW CUTYAaLIHH.
CumnTomsl, ykassiBaromue Ha 31, BKIIO4aroT:

e HeoOwsacHumoe noBbilieHne uiv Beicokuit ypoBeHb ETCOz;

e HeoObscHrMas TaxXuKapaus;

e [loBeimienne temneparypsl Ha >0,5°C B TeueHue 15 MUHYT;

e Tuneprepmus (>38,8 °C);

e TpyaHOCTH ITPU OTKPBIBAHUU PTa, MBIILIEYHAS] PUTHAHOCTB;

e Moua 1Bera Kojibl (MUOTIO0UHYpUS);

e Merabonuueckuit anuno3 (nepunut ocnoBanuit [BE] <-8,0) [21-23].
Ocobenno 6arcno: BBEJICHUE NAHTPOJICHA [TOKA3aHO IIPU MOSABJIEHUN PaHHUX CUMIITOMOB
(noBeimenne ETCO2 HecMOTps Ha yBETUYEHHE MHUHYTHOM BEHTHIISILIMM, HEOOBSICHUMAs
TaxUKapAus, TUIEPTEPMUs WM MbILIEYHAS] PUTHAHOCTD). B Takux ciayyasx ciemayer 00b-
ABUTH "DKCTpeHHYI0 cuTyanuio: 31" 1 HeMeJIeHHO HayaTh MEPhI MO CIIACEHUIO )KU3HU U
ClIelyeT He3aMEAJINTENBHO BBIIIOJHUTE MEPHI, U3J10KEHHbIE Ha PucyHke 2.

BaxHo otMeTuTh, uTo 31" MOKET pa3BUTHCS U MOCJE 3aBEPIICHUS aHECTe3uu [24].
Bpewmst nosiBinenus cumntoMoB 3I° CHIIBHO BapbUpyeTCsl, OHAKO OOJBIIMHCTBO CIIy4aeB
npoucxoauT B TedeHue 40 MuHyT nocie Hadana onepauuu [24]. Ilostomy TuiatenbHoe
Ha0JII0/IEHNE 32 COCTOSIHUEM MallMeHTa B NOCIEONepallMOHHOM MEpUOoie UMEEeT KpUTHYIE-

ckoe 3HaueHue (Pucynok 3).
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MawgsewT nog, obwei aHecTeamed
[Mpumeyanne 1)

l

HeoGbRIHMMOS NOSHIUSHHE TEMNEPETYPE TEN3 HAH
MMMEQTEMWA 1 CHMMTOMDI, yRAsbIBaKDWKHE Ha 37 [A)

l

CumnTomaTieckoe nesenne (B-0)
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NeveHwe npr+ MHHON NATOAOMMA

NMpumeyanme 1. HenpepriBHEA MOHHTORHHT TEMNSpaTyDLl Tena 1w ETCO;
[UTHEH NPOS0AWTLCA B COOTESTCTEWH C DEROMEHISIMAMK 1534 no moHKTD-
PHHMY B YCACEHAX §230N3cHol 3HeCTEZHH,

Mpumseyanme L Iarnaesoie Gyren A, B, C, Dw E Ha gnarpamme cooTeeT-
CTEYEIT MyHKTAM KOHTPO/IBHOMD CIMCKE CNpaBa.

HeobnAcHMmMOoEe noEpiwenwe ELCO2

HeolnACHMMEA TAXMKEEPOMA

BozpacTadue TemnepaTypw Tena 20.5°C 33 15 muH

Tesmneparypa Tena 238.8°C

TpHIM HESITENLHOH MyCKYASTYPE (HESOIMOMHOCTE OTHPBISEHUA pTa)
* MeHEpaMI0BIHHER M NOKNDHER MUILSSHIR PHIKAHOCTE

Metafommqeckmit aumaos (BE = -5 mmonn/n)

* DGLABMTD O HDEIELHERHOR CHTYELMM

MpEKPaTHTE NpHMEHEHWE NPOS0LHPYIOWHE 3MEHTOB W NEPEATH K B/8
AHBCTEIHH

MoBHANZ0BETD AONOMHMTEABHEA NEPCOHAN M NPESKPSTHTE CNEPaLMIo

* Hazuato nanepeeqmraaymo 100% knocnopogom (YeenmumTs muHyTHBIR
ofben BEHTHMIRLMK 3K MUHHMYM BIBOE

VCTaHOBMTE OTAEAbHEI NeprdepH-acsii BEHOZHBIN kKaTeTep

Paassgure 20 mr 4sHTpOAEHa B 50 MA CTEPHACHOA Bogb

Beegpre 1 mr/fkr [npegnosmutensso 2 mrfkr) & Tededme 10 munyT
Hamgpiz 10 suHyT OLueHHESATE 3OGEKT M NpH HE0GR0QMMOCTH NOBTO-
pHTE 82808HHE HaYaNEHOE ao3sl

KOpPeKTHRYITE NOCASayHLYI0 SOSHPOBKY B JAEHCHMOCTH OT KAHHEYE-
CHOI PEAKLYAM, 40 AOCTHIHBHIMA MIKCMMANGHOR aoaol 7 wmrkr

VCTAHOBMTE ZPTEPMANDHRIN KETETED AR HENPEPMEHOND MOHMTORMHIE
ApTEQHANBHOTD SABNEHKA

HesHHTE MHgyEHI0 oxnasaerHors dwzpactacpa (50-60 makr)
Ha4HHTE NOSEPXHOCTHOS CHAZMASHME [CHMILTE TEMNSPaTYRY 8 NoMe-

LWEHMK, MCNOALIYA ESHTHARLMWID)

JleuuTe MNSpEanMeMHID 1 CTUMYAMPYHTE Qrypes
Hoppekmpyime Hapywerise KLLC

JNeuure apuTmmg (zGeraite BNOKATOPOBR KABLMEBBIX KAHANOE)

Mp# HeoBXoQMMOCTH NPOESAUTS ODYTHE CHMNTOMETHHECKHE NpoLe-
aype

No sozmosHoCTI YAIAHTE MCNapHTENR W S2MEHHWTE SHSITEIWMONoMAHE-
CHHI KOHTYR

AHANWZEI KPOSH: SHENK3 F3308 KPOEM, YPOSSHE MKKOSH 8 KPOEK,
JNESKTPONHTEI, AEKTET, HEH, KIHSCTESHHDIA W KOAWYSCTESHHBIA SHIAWSI
MMOrACOKHE [EXAINNER 3HAME MO, BHOXMMW-SCHME SHAAMIN

[ HHLMA NEHER M NEYEHM] W KOSNYARLMOHHBIZ TECTBI 4NA AHArHOCTHEN
NBC-cvHapama

PucyHok 2. Airoputm BeAeHUS 3JI0KAY€CTBEHHON TUIIEPTEPMHUH.
AnantupoBano u3 JSA Guideline for Management of Malignant Hyperthermia 2025 (Jap-
anese version) (https://anesth.or.jp/files/pdf/guideline akuseikounetsu.pdf)
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MauueHT nocne ofiluei sHeCTEIMH F. CHMNTOMBI, YHaZbiBasMe Ha 30

[Mparnesanme 1)

* HeofiwAcHvmoe noebiwenwe EtCO;
.l. * Moua ueers kool [MuornobuHypus)
. W <
HeofbACHUMOE NOSHIWEHHE TEMNEDATYPE TENE HAH . MerzBanuqeckyii aunaos (BE £ -8 mmone/n)

MHnepranyesus

MMMEPTERMNA W CHMNTOMEI, yRazpiEarowme Ha 31 [F)

€

G. CHMNMTOMATHYECKDE NeYeHHe (HemegnenHo)

Cxmnomanieeckoe neverne (G-) * MosTopHLIH CCMOTE SHECTRIHONOTOM

Be=pekue panTponesa (H) * MuTyGawma Tpaxer (HonaneayETe nponodon M poKypoHKEA)
Anzniznl kpasn |J] * HMB/ & pestme renepecHTHRALMIN

_'_,-L * HEuHWTE NPOEEOSHHE BHYTPHMESHHDN SHECTEIMK
o T nA * [ogroTossTe QaHTRONEH
.-"'-f - -\-xh""m\.
"-»H_x THNSPTRpMIR o
~ -
R * YCTaHOBMTE OTOSADHEIR NEprdepHHSCHMIA BEHOZHDIN KITETED
T HET * Pzagegure 20 sr gaHTponesa B 50 s CTEpMASHOR BOAE AR MHDSH-

Ly
¢ Bpegpme 1 mrfkr (npegnosturensHo 2 mrfkr) & Tededme 10 muHyT
* Hamgnie 10 sdsyT OLeHHESATE 3EEEKT M NPH HE0OX0QMMOCTH NOBTO-
pMTE E2808HHE NEQECHAYANbHON 4ozt
HoppesTMpyTe NOCASOykLYID SOSHPOBKY B 338MCHMOCTH OT KAHHMHE-
CHOW DRIHLMK, 40 SOCTHHEHMA MEKCHMANLHON a03nl 7 sar/ur

JHHaEMA=ECKHIA MOHETOpMHN

Mpunseyanme 1. BONUMHITED CIYH3SE NOCNSONBEELHORHON 2N0- .
KE4ECTEEHHON FMMNSPTENMHM S0ZHHKEET B TeveHke 30 MuHyT nocne
ONEPELHH, IPH 3TOM NpUMEpHD T0% Ciyyaes NproaMTos Ha ne-
pyiog B TedeHue 2 4acoe M okano S30% — Ha nepyog B TEYeHKe 24
HEC0B.

I. Mocnegyowese CHMNTOMATHUECKDE IEYEHHE

* YCTaHOBMTE 3PTEHANLHBIN KSTETED AAA HENPEPHEHOrD MOHHTOPHHIE
Mpunseyanue L, IJarnaesoe Gyseol F, G, H, | v ] Ha gnarpamme co- ApTEQHENEHOND JASNEHIA

OTESTCTEYIOT NYHKTAM KOHTROARHOMD CNWCKE Cnpasza HasmHuTe 1HdyEHED oxnasaeHHore guzpactecpa [S0-60 snfkr)
HE4HHTE NOSSPXHOCTHOS OXAZHOSHHME BCSMM OCTYNHEIMK Crocodamm
JleHnTe NANSpH3AMEMIKD 1 CTHMYMEYHTE SUypes

HoppektipyiTe HapyweHwa KLLLC

JeupTe 3puTMan (M=beraite GNOKITOPOR KAABUHEEDIX KAHAN0E)

Mp# HEOGXOOMMOITH NPOSSAHTE OFYTHME CHMITOMETHHECKHE NpoUe-

mypo

1. PEROMEHAYEMBIE GHAAMZH KPOBH

AHENWE FE308 KPOEM, YPOEEHD FMKIHO30I, INEKTPOAMTE, NaxTaT, KEH,
HEYECTESHHBIA M HOAMHECTESHHBIN SHANHE MHOrACMHE (EKT0HERA aHa-

AKE MUK, BHOXMMKA [MOHSHHBIE W NEYSHO4YHBIE $epMaHTs, Koaryna-
UMOHHEIE TECTH AR AHErHoCTHEM OBC-cHHapoma

Pucynox 3. Airoputm BeeHHS TOCICONEPAMOHHON 37T0KAY€CTBEHHON TUIIEPTEPMHUH.
AnantupoBano u3 JSA Guideline for Management of Malignant Hyperthermia 2025 (Jap-
anese version) (https://anesth.or.jp/files/pdf/guideline akuseikounetsu.pdf)

TaxkTuka JieueHUs1 Kpu3a 3JI0KaYecTBeHHOU runeprepmuu (PucyHok 2)

1. HememyieHHO pekpaTUTE BBEICHUE TPUITEPHBIX areHTOB, TAKUX KAaK MHTAJISILIUOH-
HbI€C aHCCTCTHUKHU HUJIN CYKcaMeTOHHﬁ, nu HGprIJIHTe Ha BHYTPUBCHHYIO aHCCTC3UTO U
HEJICTIONAPU3YIONINE MUOPETIaKCAHThI.

2. OOBABHTE HKCTPEHHYIO CUTYAIUIO, BBI30BUTE JOMOJHUTENBHYO TOMOIIb U TIOMPO-
CHUTE XMpypra Kak MOXKHO CKOpee 3aBEepILUTh onepanuto. Bee uneHsl xupyprude-
CKOM OpHra/ bl TOJKHBI OCO3HABATh, YTO COCTOSIHUE MALMEHTa TPEOYET ClIaKEHHBIX
KOMAaH/HBIX JICUCTBUM.

3. HUcnonp3yiiTe KUCIOPOI BBICOKOM CKOPOCTH mMoToKa (>10 1/MuH) 11 IpOBEICHUS

TUNEPBEHTUIISAIMH (YCTaHOBUTE MUHYTHYIO BEHTWISILIUMIO KAK MUHUMYM B JIBa pa3a
9
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BBIIIIE HOPMBI), YTOOBI CHU3UTh KOHILEHTPALMIO aHECTETHKA B JIbIXaTEJIbHOM KOH-
Type [25].

[IpuroroBbTe pacTBOp nanTposieHa. [I0CKOIbKY BO MHOTHUX YUPEXKACHUSAX U OTepa-
LMOHHBIX MOKET HE ObITh OOJIBIIMX 3aaCOB IAHTPOJIEHA, HEOOX0IUMO 00ECTIEYUTh
JIOCTaTOYHOE KOJIMYECTBO Mpernapara Jijisi JOCTHKEeHUsI 001en 10361 10 7,0 MI/KT.
BBoauTe naHTpoJieH uepe3 OT/enbHbIN nepudepuuecknii BEHO3HbIN KaTeTep 00Ib-
mioro guamerpa. PactBopute kaxapiii ¢iakon pantposeHa (20 mr) B 60 mit BOjbI
JUTISl UHBEKIIHMH, BCTPSIXUBANUTE JI0 MOTYyUYECHHS TPO3PAUYHOTO PACTBOPA U BBEIUTE HE
menee 1,0 Mr/kr B Teuenue npubnusutenbHo 10 MunyT. [IpeAnoyTuTeNnbHO BBECTH
2,0 Mr/kr 3a To ke Bpems [4]. [ToBTopsiiTe BBeAeHUE IO HEOOXOIUMOCTH JI0 TEX
nop, noka He npousoiiaet cumwkenne ETCO:2 u BHyTpeHHEH TemmnepaTyphl Tena, a
TaK)XK€ YMEHBIIICHHE MBIIIEYHON pUruaHocTH. O1eHKy 3¢ (HEKTUBHOCTU TPOBOIUTE
Kaxpie 10 MUHYT 10 ncye3HOBeHUST cuMITOMOB 3. SImoHCKass HHCTPYKIIUS K Tpe-
napary yKa3blBaeT MaKCUMAaJIbHYIO 703y 7,0 MI/KT; OJIHaKO 3aIaHble PYKOBOJICTBA
peKoMeHAYIOT 103y Oonee 10 MI/kr, eciu JaHTPOJIEH ocTaeTcs 3PPeKTUBHBIM [4].
[TockonapKy B HACTOSIIIIEM PYKOBOJCTBE HE YCTAHOBJICH BEPXHUU MpEAes O3B
JTAHTPOJICHA, €TO CJIETyeT BBOAUTH B IOCTATOYHOM KOJIMYECTBE JI0 YIIyUIIECHUS KIIH-
HUYECKUX CUMIITOMOB.

YcraHOBHTE apTepUANIBHBIM KaTETEP U1 MPOBEACHUS aHAJIN3a T'a30B KPOBU C Ie-
JIBIO ONPEJIENIEHUS CTENIEHN METa00INYECKOTr0 alu103a.

BBeaurte oxiaxkeHHbIN (U3NOIOTHYECKUN PACTBOP BHYTPUBEHHO JIJISI CHIKEHUS
TEMIIEPaTyphl TeNA MalueHTa (MakcuManbHbIi 00beM: 50—-60 mir/Kkr).

[Tonu3pTe TEMIIEPATYpPy B ONEPALIMOHHON U TPOBOJIUTE aKTUBHOE OXJIAXKICHUE TI0-
BEPXHOCTH TeJla MAIMEeHTAa C TTIOMOIIbIO TOTOKA BO3/TyXa KOMHATHOM TEMIIEPATYPhI.
[IpekpaTure CUCTEMHOE OXJIAXEHUE, KaK TOJIbKO BHYTPEHHSSI TEMIIepaTypa Mnaiu-
eHTa omycturcs Hxke 38°C.

JleunTe runepkamTueMHIo Mo mokazaHusM. PaccMoTpuTe BO3MOKHOCTH MpHUMEHE-
HUS TJIFOKO30-UHCYJIMHOBOM Teparuu, TIFOKOHATA KalbliUs U HATpHUsl OMKapOoHara.
JlobuBaiiTech (opcHPOBAHHOTO JHype3a ¢ MOMOINbi0 pypocemuna (1ieaeBoi au-
ypes: 1,0 mi/kr/u).

10. Koppurupyiite MeTaboaudecKuii aiu03 Mo MoKa3aHUusiM, paCCMOTPHUTE BBEJCHUE

1.

HaTpusi OukapOoHaTa. [Ipu MOBBIIEHNN YPOBHS KPEATUHKUHA3BI WU TIOSBICHUU
MOUYH IIBETA KOJbI (MUOTIIOOMHYPHSI) HATPUSI OMKapOOHAT BBOJIST JJIS OIIeIadiBa-
HUS MOYH.

Kymnupyiite apuT™Muu B COOTBETCTBUH C KIIMHUYECKOUN KapTUHOM. BiiokaTopoB Kasb-
IIMEBBIX KaHAJIOB, KaK MPABUJIO, CJIEIYET U30eraTh, MOCKOJIbKY UX COBMECTHOE MPH-
MEHEHHE C JaHTPOJEHOM MOXET BbI3BaTh OCTaHOBKY cepaua [26]. Cnenyert pac-
CMOTpETh AIbTEPHATHBHBIC MPEMapaThl, TAKUE KaK aMUOJApOH WU Oera-0JioKa-
TOPBL.
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12. Oka3pIBaiiTe ApyTryto MOAAEPKUBAIOLIYI0 U CUMIITOMATHYECKYIO TEPAIUIO MO KIIH-
HUYECKUM MOKa3aHUSIM.

13. 110 BO3MOKHOCTH, yAQTUTE HCIAPUTEIb U 3AMEHUTE BIXaTEIbHBIN KOHTYP HApKO3-
Horo anmnapara. OJJHaKO 3TO He SABJISETCS 00s13aTENbHBIM, TaK KaK TpeOyeT 10moJ-
HUTEJIBHOTO NIEPCOHANIA U BPEMEHHU.

14. JInst OueHKH COCTOSIHMSI MallMeHTa POBEIUTE CIIEAYyIONIe JabopaTOpHbIE UCCIIe-
JOBaHMUSL:

e AHanu3 ra3oB apTepUaIbHON KPOBHU;
e YPpOBHH INIIOKO3bI, 3JIEKTPOIUTOB, MOJIOYHOM KUCIOTHI, KpEaTUHKUHA3HI, Ka-
YECTBEHHBIN U KOJMYECTBEHHBIM MUOTJIOOUH (BKJIIOUYAs MOYY);
e buoxumuueckue TecTsl (PyHKIUSA OYEK U IEUECHH);
e Koarynorpammy st nnarnoctuku JBC-cunapoma.
[Tockonpky mocne snu3ona 31" BO3MOKEeH peluanB, Mpyu HEOOXOAUMOCTH CIEAYET
IPOBOAUTH COOTBETCTBYIOIIME TUArHOCTUYECKUE TECTHI U HA0JI01aTh MAllUeHTa HEe
MeHee 24 yacos [27,28].
15. Knunnueckoe yiyumeHnue npu 31" MOKHO OLIEHUTH MO CIAEAYIOUUM TEHCHUIUSM:
e CuHmxenne win Hopmanuzauus ypoBHs ETCOz;
e CraOunmu3anus 4acTOThI CEPACUHBIX COKPAIICHUH, YMEHBIICHUE apPUTMHUIA;
e Bo3sBpar k HOpMoTepMuu 6€3 HEOOXOJUMOCTH AKTHBHOTO OXJIAXKICHHUS;

e llcue3HOBEHME MBIICYHOW PUTUIHOCTH.

JInarnocruxka 3I'
Knunuueckasa ouaznocmuka
[Ipy Hamuumm cUMNTOMOB U PU3HAKOB 3I' cieqyeT NoCTaBUTh KIIMHUYECKUHM TUAarHo3 1
HEMEJICHHO HauyaTh JjedyeHue. KimHudyeckue mpu3Haku, noao3putenbHbie Ha 317, BKIIO-
YaKoT:

e Heo0Onsacuumoe nossimenne ETCO2;

e Taxukapauro HESCHOIO reHesa;

e brIicTphlil ogbeM TemnepaTypsl Tena (=>0,5°C 3a 15 MunyT);

e Tuneprepmutio (>38,8°C);

e TpyaHOCTU MPH OTKPHIBAHUU PTA, MBIILIEYHYIO PUTHIAHOCTE;

e Mouy 11B€Ta KOJIBI (MUOTJIOOMHYPHS);

o Metabonuueckuii aruao3 (BE <—8,0) [21-23].
KiroueBbIMU MOKa3aHUSAMU ISl HEMEIJICHHOT'O BBEICHUSI TAHTPOJICHA SIBISIIOTCS:

e Croiixoe noseimenue ETCO: Ha ¢oHe yBennueHHONH MUHYTHON BEHTHIISIIIUH (paH-

HUM XapaktepHblid mpu3Hak 3I);

e HeobObscHumas Taxukapaus;

e [uneprepmus;

e [‘eHepann3oBaHHas MbIILIEYHAS PUTHAHOCTD.
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B Takux ClIydasax CJICaAycT 0e3 IMPpOMCIJICHHA 00BABUTH 9KCTPCHHYIO CUTYyaAllUIO I10 ITIOBOAY
IMOA03PCHUA Ha 3'u HC3aMCIAJIUTCIIbHO HAYaThb MCPbI, U3JIOKCHHBIC Ha PncyHKe 2.

OxoHuYaTeIbHAS JUATHOCTUKA 3JI0KAYECTBEHHOM rMnepTepMun
B Hacrosiiee Bpemsi OMOTICHUST MBIl U TEHETUYECKOE TECTUPOBAHUE SIBISIOTCS IBYMSI
OCHOBHBIMHU METOJIaMH JJII OKOHYATEIbHON AuarHoctuku 31

B EBponie u CIIA nns auarnoctuku 317 MIMPOKO MCIOJIB3YIOTCS JBa METOJla Ha

o0pa3iax MBIIIECYHBIX TyYKOB, MOTYYEHHBIX IPU OUOTICUH:

e Tect koHTpakrypsl in vitro (IVCT);

e Tect KOHTpakTyphl ¢ KopenHom u ranoranom (CHCT).
UysctButensHocTh U cienu@uanocTs [IVCT cocrasnsitor 100% u 94% cooTBETCTBEHHO,
a CHCT — 97% u 78%, uTo ienaeT ux 30J0ThIM cTaHaapToM auarnoctuku 3. OxaHako B
SInoHMM HET yUpekJIeHU, KOTOPbIE MOCTOSHHO IPOBOAMIIN OBl 3TH TecThI [29,30].

B SInonmn Bmecto IVCT w/unu CHCT it manmeHToB ¢ mojgo3penueM Ha 317 BbI-
nostasieTcst TecT CICR (kanpuii-uHAyIMpOBaHHOTO BEICBOOOXK IeHHsT Ca?") B KaUeCTBE JIU-
arHoctuueckoro ouoncuiinoro uccienoBanus. Tect CICR nmpoBoasT Ha XUMHYECKU CKa-
HUPOBAHHBIX MBIIIICYHBIX BOJIOKHAX, U3MEPSISi CKOPOCTh BHICBOOOXKICHUS KalbLIUSI U3 cap-
KOILJIa3MaTUYECKOT0 PETUKYIyMa 110 MeToay DHJO [31] mpu msITH pa3InyHbIX KOHIIEHTPA-
musix kaibius (0, 0.3, 1.0, 3.0 u 10 MmxM). Yckopennast ckopocth CICR ykasbiBaeT Ha
npeapacnonoxkeHHoctb K 3I°. JloctoBepHOCTh M KiIMHH4YECKass 3HauuMocTh Tecta CICR
JIOKa3aHbl B psiae uccueaoBanuii [32,33]. OgHako n3-3a MTHBA3UBHOCTH B TIOCJIEAHEE BPEMSI
CHU)KAETCsI KOJIMYECTBO MAIIMEHTOB, BHIOMPAIOIINUX 3TH TecThl. Kpome Toro, TexHruueckas
CJIOHOCTh METOJIOB OTPAHUYHMBACT YHCIO YUPEKICHUU, CIIOCOOHBIX MX BBIMOIHITH HA
MOCTOSIHHOM OCHOBE.

['eneTnyeckoe TecTUpoBaHHWE B OCHOBHOM (POKYCHPYETCS Ha BapHaHTax TeHa
RYRI, xoTopsie BriepBbIe OB 0OHAPYKEHBI Y JUI] C TPEIPACTIONOXKEHHOCTHIO K 31 [34].
EBponeiickas rpynna o 3I' (EMHG) npusnaet aecsatku mytauuii B RYR1 npuunHHBIMEU
dakropamu 31" [35]. Taxxke B kauecTBe NpUUMHHBIX (hakTopoB 31" ObUIM HIEHTUHULIHUPO-
BaHbl BapuaHThl reHa CACNAILS. Takum 006pa3om, eciid y 4ejIoBeKa ¢ IPeIpacionokKeH-
HOCThIO K 31" 0OHapy-xuBatoTcs BapuaHThl B rTeHax RYR1 uiin CACNALS, oH MokeT ObITh
UACHTHPUIIMPOBAH KaK BOCIpUUMYUBEIH K 3I". O1HaKO BEpOSITHOCTh OOHAPYKEHHSI TAKHX
BAPUAHTOB y IPEIPACIIONOKEHHBIX JIAL cocTaBisieT npuMepHo 50—70% [36]. bonee Toro,
HEKOTOPBIC BApUAHTHI HE SBIAIOTCS maToreHHbiMu i 31°. CnegoBaTenbHO, AMATHOCTUYC-
CKasi TOUHOCTh T€HETUYECKOI0 TECTUPOBAHUS OrpaHu4eHa. B cBs3u ¢ 3TUM BeayTcs pa-
OOTBI IO MACHTU(DHUKAIIUN U XaPAKTEPUCTHUKE JIOTOIHUTEIBHBIX TCHETHUECKUX BAPUAHTOB,
KOTOPBIE MOKHO OBLIIO OBl OJTHO3HAYHO MPU3HATH MATOTeHHBIMHE 7151 317, 4TOOBI TOBBICUTH

HaACXKHOCTb T'€HETUYCCKOU JAUAarHOCTHUKH.

IIpenonepannoHHas OlleHKA PUCKA U BeleHHe MaIUEHTOB
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IlIpedonepayuonnoe oocnedosanue u gedeHue NAWUEHmMoe ¢ nooospenuem na 3I°

1. Xupypeuueckuit anamnes. KpaiiHe Ba)KHO BBISICHUTh B aHAMHE3€ HAJIMYHUE UHTPA-

2.

4.

U TOCJEOINEPAMOHHBIX 3MU30/10B THUIIEPTEPMHUH, MBIIIEYHOW PUTHIHOCTU, MOYHU
1[BETa KOJIbI (MUOTJIOOUHYPHUH) U MBITIIEUHBIX Oouieid. [Ipu Hannunm Takux SMu3070B
B aHaMHe3€ NallMeHTa CJIeyeT pacCMaTpUBaTh KaK MOTCHIIMATIbHO BOCIPUUMYHU-
Boro Kk 3I'. 31" sBisieTcs reHeTHUYecKuM 3a0o0jieBaHuEM ¢ TieHeTpaHTHOCTHIO 40,6%
[37]. Jaxxe mpu OTCYTCTBUU B aHAMHE3€ SIBHBIX OCJIO)KHEHHI BO BpeMs MPEbITy-
HIMX aHecTe3ul, uckitouaTh 31" HEKOPPEKTHO, MOCKOJIBbKY OHa MPOBOLIUPYETCA HE
BO BCEX CJIyyasiX, 1a’Ke MPU UCIOJIb30BaHUU TPUTTEPHBIX areHToB [37,38].
Hanuuue ¢ anamnese meninoeozo yoapa, 6b136aHHOI (hu3uueckoil Hazpy3Koi pao-
oomuonusza u cemeiinvlii anamue3. CoriacHo AaHHBIM, y nanueHToB ¢ 31 yacto
OTMEUaeTCsl CEMEUHBII aHaMHe3 TeroBoro ynapa u/wiu 31, 1uéo Hanuuue Bapu-
anToB reHa RYR1 [38, 39]. Ananoruunsim oOpa3zom, BapuanThl reHa RYR1 cBsi3bI-
BAalOT C Pa3BUTUEM BbI3BAHHOM (PU3NYECKOIN HArpy3Koi padaoMuoIn3a, YTo MO03BO-
JSIET TPENOI0KUTH, YTO MX HAIMYKE yKaszbiBaeT Ha puck 31 [1,40].
Ypoeenv kpeamunkunazvi. He BBISBICHO SIBHOM KOPPENSIIIMH MEXIY YpOBHEM
KpEaTUKUHA3bl B CBIBOPOTKE KPOBH U ITPEAPACIIONO0KEHHOCTHIO K 31'. O1HaKo nauno-
naTH4ecKasi TMIEPKPEaTUHKUHA3EMHUS MOKET YKa3bIBaTh Ha TaKylO MPEpacrono-
JKEHHOCTH [1].
Bposwcoennvie muonamuu, ceazannsie ¢ 3I° [41]. 1lpu3Haku, yka3bIBalolIle Ha
BPOKJICHHYIO MHUOIIATHIO, TAaKHE KaK 33Jep’KKa MOTOPHOTO pa3BUTHUsS (HaIpHUMep,
No37Hee Hayajao Xo/bObl), MPOKCUMANbHASI MBIILIEYHAs CJIa00CTh, BHICOKOE HEDO,
CKOJIMO3, TITO3 U KOHTPAKTYpPhI CyCTaBOB, MOT'YT OBITH CcBsi3aHbl ¢ 31, M K HUM clie-
JyE€T OTHOCUTBCS C HACTOPOKEHHOCTHIO. K BpOXKAEHHBIM MUONIATHAM, ACCOLIUUPO-
BaHHBIM ¢ BapuanTtamu reHa RYR1 u npenpacnonoxenHocTero k 317, oTHOCSTCS:

e bose3nb nieHTpansHoro crepxHs (central core disease);

e MynbTUMHHHKOPOBAs Oone3Hb (multi-minicore disease);

e Cunapom Kunra—Jlen6opo (King—Denborough syndrome).

Opranusanus 0€30MaACHOr0 AaHECTE3MO0JIOTHYECKOr0 Mocooust

L.

2.

Buioop 6e3onacnvix anecmemuxkosé u npomoxoa anecmesuu, npoguiakmuue-
cKoe ggedenue oanmponena. Cienyer UCIOJb30BaTh TOJIBKO HEMPOBOLMPYIOIIHE
AQHECTETUKU (BHYTPHMBEHHBIC MpernapaThl, OMUOUIbI, 3aKUCh a30Ta) U PACCMOTPETh
BOIIPOC O MPOPUITAKTUUECKOM BBEJICHUM JTAHTPOJICHA.

bnoxamopuwt kanvyuesvix Kananos. AHTaroHUCThl L-TUNa KaablUEBBIX KaHAJIOB,
COTJIACHO JIaHHBIM, MOBBIIIAIOT YPOBEHb BHYTPHUKIETOYHOr0 Ca*" B CKEJIETHBIX
MbIIIax [26]. bimokaTopbl KanblIMEBBIX KaHAJIOB, TAKWE KAaK BepamaMmui, He
JTOJDKHBI IPUMEHSITHCSI COBMECTHO C TJAHTPOJICHOM, TaK KaK 3Ta KOMOWHAIIUSI MOXKET

BbI3BATh FMIEPKAIMEMHIO U BBIPAXKEHHYIO TUIIOTEH3UIO [42].
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3. Ilpucomoenenue oanmpoiena 0na 6HYympUEeHHO20 66€0CHU U 800bl 01 UHDEK-
yui. Heobxonumo 3apaHee NpUroToOBUTH CTAPTOBYIO /103y AaHTpodieHa 1,0 Mr/kr u
HE0OXOAMMOE KOJIMUECTBO BOJIbI JiJisi MHBEKINH (60 mut Ha diiakon 20 mr), obecrie-
YUB UX HEMEJJICHHYIO JJOCTYITHOCTb.

4. Iloozomoeka napkoznozo annapama [3].

e licnapurens ClielyeT CHATS.

e JlpixaTenbHbIA KOHTYp, AbIXaTeabHbIM Mewmok U ajncopboeHT CO: HeobXxo-
JMMO 3aMEHUTh Ha HOBBIE.

e AmnmapaT ciexyeT IpoayTh Ta30M BBICOKOM CKOpocTd moToka (=10 n/mMun
100% kwuciopoa, Bo3ayxa WA UX CMECH) JJIsl YAAJICHHS OCTaTKOB JIETYUUX
AHECTETUKOB.

e Bpems npolyBKHM 3aBUCUT OT MOJIEH annapara. B HOBBIX MOJEIsX OHO, KaK
npaBuiio, 6oJplie U cocrapiseT 00byHO 60—100 MUHYT IIPU CKOPOCTHU MO-
toka 10 5i/mMuH yncToro kucimopoza [3].

e BBICOKYIO CKOPOCTh MOTOKA CIEAYET MOAACPKUBATh 10 MOMEHTA UCI0JIb30-
BaHUs ammapara, u30eras nepeBojia B peKuM OXKHUJAaHUs. Y MEHbIIIEHUE T10-
TOKa MOXET BBI3BaTh 3(P(PEKT OTJauM, MOBBIIIAIOIMINN KOHIICHTPAIHIO aHe-
CTETHKa.

e B kayecTBe albTEpPHATHUBbI HAPKO3HOMY ammapaTy MOXHO HCIIOJIb30BaTh
BEHTWJIATOP 0€3 ucnapuTess AJisl IETyIX aHECTETHKOB.

5. Bedenue anecme3uu u nocineonepayuonnoe neuenue. Heooxoanumel aieKBaTHBIN
MOHHUTOPHHT M COOTBETCTBYIOIIEE MOCieornepalontoe Benenne. O0s3areneH He-
npepblBHbIA MOHUTOPUHT ETCO:2 1 BHyTpeHHel TeMiiepaTypbl. CiieyeT IOMHUTb,
YTO, COTJIACHO OJJHOMY HCCIIeIOBaHuI0, B 7 U3 477 cinydaeB 31" HE UCIIOIB30BAIUCH
M3BECTHBIE MpoBOLMpYyronme npenapatel [21]. [Ipu nosBieHnn y BOCOPUUMUYKUBOTO
NaIueHTa JIF0O0bIX MOI03PUTENBHBIX CHMIITOMOB BO BpEMsI aHECTE3UH CIIETyEeT BBE-
CTH JAHTPOJICH BHYTPUBEHHO. [Ipy OTCYTCTBHM TaKUX CUMITOMOB CUMTAETCs 0e3-
OTIACHBIM | I1€JIECO00PA3HBIM CTAaHAAPTHOE MOCIEONEePaIMOHHOE BeIeHue [3].

KoHcyabpTHpOBaHME NALUEHTOB U UX POACTBEHHUKOB MOCJIe JTHATHOCTUKH 3J10-
KAa4eCTBEHHOW I'MIepTepMUH
Knioueevie momenmul 014 pazvAcHeHUs
1. 3I' — 510 papmakoreHeTnueckoe 3a00JI€BAHNE CKEJETHBIX MBIIIII, KOTOPOE MPOSB-
JIACTCA FHHepMeTa6OHquCKOﬁ peaKuHeﬁ Ha MHTaJIIOMOHHBIC aHCCTCTUKH U JCIIO0-
JHPU3YIOIMUE MUOPCIAKCAHTBI U TOTCHIOUAJIBHO MOKCT NPUBCCTH K JICTAJIBHOMY
ucxony [5].
2. B HOBCGJ]HCBHOI‘/JI JKU3HU MAIMUCHTEI HE ITPOABJISAIOT HUKAKUX IIPU3HAKOB 3F, 3a UC-

KIIFOYCHUECM CIIY4acB TAXKCIIOTO (I)I/IBI/I‘IGCKOFO TpyHaa.
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bruoxumunueckue, reMaToaornueckue 1 (pu3MKalbHble TECThI HE 00JIajal0T JOCTa-
TOYHOW 4yBCTBUTEJIBHOCTBIO U CHELM(PUUHOCTBIO Ui AMarHocTuku 31

Ecmu 31" nnn npenpacnoniokeHHOCTh K 31 Obula BBISIBIEHA Y KPOBHBIX POJCTBEH-
HUKOB, MAIIMEHTA CIIEyEeT pacCMaTpUBaTh KaKk BOCIPUUMYKBOIO K 31" ¥ yBEJOMUTH
POJCTBEHHUKOB O BO3MOXXHOCTH HAJIMYUS Y HUX 3TOI'O COCTOSIHHUS.

dusnueckre Harpy3Kku 1 TEIUIOBOW yaap sSBIISIOTCA NOTEHIUAIBHBIMU TPUTTEpaMU
1utst pa3utust 31

Brxnwuume cnedyrouwjue nynkmol, Kacarouwjuecsa 0y0yuwiux anecmesuii:

1.

[IpodunakTuueckoe Ha3HAYCHUE AAHTPOJICHA TEPe] aHeCTe3ueld HEe PEKOMEHTY-
€TCs1, TaK KaK OH BBI3BIBACT MBIIIIEYHYIO C1aboCTh [3].

MecTHas aHecTe3usl 1 perHOHApHBIE METOIBI (BKJTIOUAst CIUHATIBLHYIO U SIHTY Paib-
HYIO0 aHeCTe31I0) O6e30macHbl. BHYTpUBEHHOE BBEJICHHUE CEAATHBHBIX IMPEMapaToB
MPEAIMOYTUTENBHO JIJII CHUKEHHUS TPEBOTM U cTpecca [1,3,5,43].

WMHransmuoHHbIX aHECTETUKOB U JCTIONSAPU3YIOIINX MHOPEIIAKCAHTOB CIIEIYET HU3-
Oeratb MpH MPOBEJACHUN MEIUIIMHCKHUX BMEIIATEIIbCTB, TPEOYIOMMX OOIeH aHe-
cTe3un. BHyTpUBEHHbIE aHECTETUKHU CUUTAIOTCS 0€30MMaCHBIMH.

Pexomenayercsi, 4ToObl Takue MAIMEHTHI MOTy4Yald MEIUIMHCKYIO TOMOIIb B
YUPEKISHUSX, T/I€ €CTh IOCTYM K JaHTPOJICHY.

['eHETHYECKOE TECTUPOBAHKME W OUOIICHUS MBIIIIBI MOTYT OBITh UCIIOIB30BAHBI IS
ompeieNieHUs MPeapacoiokKeHHOCTH K 317, U peKOMEHyeTCsl MPOBEICHUE OKOH-
YaTEIHHON TMarHOCTUKU. BeposITHOCTh MOATBEPKICHUS TPEIPACIIONOKEHHOCTH K
3I" ¢ moMoIIBI0 TECTOB cocTaBiisieT mpuMepHo S0—-70%; oiHaKo, Hake P OTpHUIIa-
TEJbHBIX Pe3yJIbTaTaxX OMOIICHH MBIIIIIB ¥ TEHETHYECKOTO TECTUPOBAHMSI, ITOTO He-

OCTaTOYHO 11 uckiroueHus 31.

bubanorpadgus K0CTynHa B OPUTMHAJIBHOM AHIVIOA3BIYHON BEepPCHM JAHHOM
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