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AHHOTAIUA

AKTyaJIbHOCTB. 3510KadecTBeHHas runeprepmust (317), KOTopast OTHOCUTCS K TpyIie ophaHHBIX
IEHETUYECKUX 3a00JIeBaHUM, XapaKTepu3yeTcss pPa3BUTHEM JKU3HEYTPOXKAIOLIEro  Kpu3a
3JI0Ka9€CTBEHHOTO THUIEPMETA00IM3Ma CKEJIETHBIX MBI Y MAIMEeHTOB Pa3IMYHOTO BO3pacCTa,
BOCIPUMMYMBBIX K MHIAJSIMOHHBIM AHECTETHKaM, ACTOJSPU3YIOLIUM MHOpEIaKcaHTaMm, a
TaKkKe MX coueTaHusM. HecMoTps Ha TO, 4TO KOJIMYECTBO ciy4aeB pa3Butus 37 B mupe
€XErofJHO CHMIKAETCS, YTO CBSI3aHO C COKPAUICHMEM HCIIOJIb30BaHUS TPUITEPHBIX areHTOB U
YCHEWIHbIM NPUMEHEHUEM JaHTPOJIEHA, cMEpTHOCTh Bhiie 50% B cTpaHax, Ie€ JaHTPOJIEH
HEIOCTYIIEH, BCE €IlI€ UMEET MECTO.

[IpencrapieH KIMHUYECKUI Cilydall yCHELIHOro jJeueHus a0opTUBHOro Bapuanra 31 y manuenra,
uMeroIero 3abosneBaHue Mo3BoHOYHMKA. 317 pa3Buiiach B JIeHb IUIAHOBOI onepanuu, Ha 3Tamne
WHIYKIANA aHECTE3UM II0CJIE€ BBEICHMS MHOpPENIaKcaHTa cykcaMmeToHus. [loka3aHbl mepBbie
KJIMHUYECKUE MpHU3HakuM MaHudecranuu kpusa 3I, nmpuMeHeHHbIe METO/bl JUArHOCTUKU HU
METO/Ibl MHTEHCUBHOW Tepanuy, HalupaBjIeHHbIE HA KyIUpOBaHUE KpH3a. 3aJ0roM Oyaronoiyy-
HOT'O HUCXOJla B JaHHOM CJIy4ae sSIBWJIACh PAHHSAS IMAarHOCTUKA U NMIPUMEHEHHE BCETO KOMILIEKCA
JIOCTYIHBIX JIEYEOHBIX MEPOIPUATHH.

3akmouenne. IlpodunakTvka 3710Ka4YEeCTBEHHOW THIEPTEPMUU JOJDKHA 3aKIHOUYaTbCs B
TIIATEILHOM IPEJONEPAMOHHOM 00CIEI0BAHNY, HANPABICHHOM Ha BBIABICHHE IIPEIPACIOIIO-
XKEeHHOCTH OoibHOTO K 3. AHOManuu, oOHapyXeHHbIE TpU (U3UKATBHOM U HEBPOJIOTHYECKOM
o0cie0oBaHUM, MOTYT SIBIATbCA (DaKTOpaMu, COMPSKEHHBIMH C BOCHPUMMYUBOCTBIO K 3I.
[TarueHTsl ¢ YCTAHOBIIEHHBIM IOBBIIIEHHBIM PUCKOM pPa3BUTHA 317 HE IOJKHBI MOJIBEPraTbCs
BO3/IEMCTBUIO TPUITEPHBIX areHToB. TpedyeTcs MOCTOSHHAs TOTOBHOCTh Bpaueil aHecTe3HOJo-
rOB-PEAHMMATOJIOrOB K  PACIO3HABAaHUIO JAHHOTO KIMHHUYECKOTO COCTOSIHMS.  Tonbko
MaKCUMaJIbHO PaHHSAS TUAarHOCTUKAa W CBOEBPEMEHHO Hauaras aJeKBaTHas Tepamus SBISIIOTCS
YKU3HECTIACAIOIMMU MEPONPUATHAMH, ONPEAEIAIONMMHI UCXO/ Ul MAlUEHTa.

KiaoueBble ciaoBa: 3roxauecmeenHas aunepmepmus 061/0!61}1 anecmes3us, cchaMemOHud;
CKOJIUO3, aaHWlPOJZeH
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ABSTRACT

INTRODUCTION: Malignant hyperthermia (MH) which is referred to the group of orphan
genetic diseases, is characterized by the development of life-threatening crisis of malignant
hypermetabolism of skeletal muscles in patients of different age, susceptible to inhalational
anesthetics, depolarizing muscle relaxants, and their combinations. Despite the fact that the
incidence of MH is decreasing annually due to reduction of use of triggering agents and
successful use of dantrolene, the mortality rate still exceeds 50% in the countries where
dantrolene is not available.

A clinical case of successful treatment of abortive variant of MH in a patient with a spine disease
is presented. MH developed on the day of planned surgery at the stage of induction of anesthesia
after administration of suxamethonium muscle relaxant. The first clinical manifestations of MH
crisis and the applied methods of diagnosis and intensive therapy aimed to eliminate the crisis,
are shown. The guarantee of a favorable outcome in this case were early diagnosis and the use of
the entire range of available treatment measures.

CONCLUSION: Prevention of malignant hyperthermia should consist in a thorough
preoperative examination aimed to identify the patient’s predisposition to MH. Abnormalities
detected on physical and neurologic examination, can be factors associated with susceptibility to
MH. Patients with the established risk of development of MH, should not be exposed to
triggering agents. The constant readiness of anesthesiologists and resuscitators to recognize this
clinical condition is required. Only the earliest possible diagnosis and timely initiated adequate
therapy are life-saving measures that determine the outcome for the patient.
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AKTYyaJIbHOCTh

3nokauectBeHHass runeprepmus (3I)
npencraBisier  coboit  penkoe  dapmako-
reHeTH4Yeckoe 3a0o0JieBaHUE, COMPOBOXKAAO-
nieecst KaJbI[MeBON TUCPETyIIsueil B CKeneT-
HBIX MBIIIIAX, BEI3BAHHOHN JICTYYNMHU aHECTe-
TUKaMU W/WIH JETONSAPU3YIOIIMMH  MUOpe-
nakcantamu. Yacrora Berpeyaemoctu 317 Ko-
seonercsa or 1:5000 mo 1:250000 amecresuit
[1]. 3I' Hacnenmyercs Kak ayTOCOMHO-IOMH-
HaHTHOE 3a00JIeBaHHE C JIOKYCHOM M aJuieib-
HOW rereporeHHocteo.  OnyOinKoBaHHAs
pacIpoCTPaHEHHOCTh T'€HETUYECKUX aHOMa-
TV IIUPOKO BAPBUPYETCS U OLIEHUBACTCS KaK
1:2000 u 1:3000. OgHako peajibHasi pacrpo-
CTPAaHCHHOCTh TPEAPACIONOKEeHHOCTH K 3I°
HAMHOTO BBIIIE, TMOCKOJIBKY OOJBIIMHCTBO
JFOACH C TEHETHYSCKUMHU MYTAaIUSMH, CBS-
3aHHBIMU cO 3I°, HUKOTJa B >KU3HM HE TOJ-
Beprajimch aHecresuu. lIporHo3mpyemas re-
HETHYecKasl PaclpoCTpaHEHHOCTh 3a0oJeBa-
Hust cocrapisger ot 1:2000 mo 1:3000 [2, 3].
3aboneBaHue OOBIYHO pa3BUBACTCA y AeTel U
IIOJIPOCTKOB CO CpPEeHUM Bo3pacToM 18,3 ser.
VY nun myxkckoro nona 317 BcTpedaeTcs npu-
MEpPHO B 4eThlpe pasa yame. Yacrora mon-
HUEHOCHON (pOpPMBI MPU MPOBEACHUU OOIIeH
a”ecre3uu cocrasiuser 1:251063, abopTuBHas
dopma 3aboneBaHus BCTpedyaeTcs daile B
1:16303 ciyvae oOieit anecresu [4].

Crneunduyueckux KIMHUYECKUX MPH-
3HakoB 3" Her. B cBoeil MOJTHUEHOCHOM
dopme 3I' moutu Bcerga MPOSIBISETCS pe-
CIIUPATOPHBIM H/WUIN METAO0OJUYECKUM allu-
JI030M, PabJJOMHOIM30M U THIEpKaTuEeMUei,
a TaKKe PUTHIHOCTHIO CKEJIETHBIX MBIIIII,
TaxWKapJIueH, TaxXWIHOD, APUTMHAMH. ITO
COCTOSTHUE MOXKET TPUBECTH K JICTATLHOMY
HCXOY, €CIM OHO HE Pacro3HaHO Ha paHHUX
CTaIUSIX W HE MPOBEJICHO OBICTPOEC U AKTHB-
Hoe seueHue [5]. CmeptHOCTh OT 31" HocTu-
rasia 60,0-70,0% 1o BBeACHHS TaHTPOJICHA H
ocraércst Beime 50,0% B cTpaHax, rIe
JAHTPOJIEH HEIOCTyIeH. JleueHune >mu30/10B
3" BHYTpUBEHHBIM BBEJCHHEM JaHTPOJICHA,
KOTOPBIN SIBJISICTCSI €IUHCTBEHHBIM 3(]dek-
TUBHBIM CHEeNU(PUUECKUM aHTUIOTOM, IIO-
JIABJISIFOIIIAM YPE3MEPHBINA BBIXOJ] KAJBIUS B
MBIIIEYHYIO KJIETKY, MPUBEJIO K CHIDKEHUIO
cmeptrHoctH ot 3I° mo 1,4-5,0% [1, 6, 7]. K

COXKaJICHHUIO, M3-32 HHU3KOW 3a00JIeBa€MOCTH
31", BBICOKOW CTOMMOCTH U KOPOTKOW IIpoO-
JOJKUTENILHOCTH  JKU3HH  (hapMaKosioruye-
CKOro mperapara, JAHTPOJICH OCTaeTCs He-
JIOCTYIIHBIM BO MHOTuX ctpanax [1]. B Poc-
CUU TIpenapar ObLI 3apErUCTPUPOBAH TOJIBKO
B mapte 2022 ropa.

Kannunyeckuii ciyyai

[Tarment K. 21 r. nocrynuna B HoBocu-
oupckuit HUMTO um. S1.J1. LluBbsiHA ¢ LEnTbIO
MOJTY4EHHS BBICOKOTEXHOJIOTUYHON MEIUIIHH-
CKOM TIOMOIIY B CBS3U C UMEIOLIENCS CKOJINO-
THYeCKON nedopmarueid mo3BoHouHnKa. K-
HUYECKUH UArHO3 NpU IOCTYIUICHUU: UJIUO-
MaTUYEeCKU HEOCIIOKHEHHBIN MPOrpeccupy-
IOUMI  CyOKOMIIEHCUPOBAHHBIA  MOOWIJIBHBII
IIPAaBOCTOPOHHUM TrpynHOW ckoimo3 [V cremne-
Hu 56° Lencel. ComyTCTByIOLIMI TUArHo3:
XPOHUUYECKUNA TacTPUT BHE OOOCTpEHUs, pe-
muccus. Jepumut maccet Tena (MMT 17,12).

W3 anamHe3a u3BeCTHO, 4TO Jedopma-
1[1sl TIO3BOHOYHHMKA OTMEYEHA B MOJPOCTKO-
BOM BO3pacTe, MPOTPECCUPOBAHHUE IOCTE-
nennoe. [IpenbsBiser xamoObl Ha O0nMHM B
00JacTi TPYyAHOTO U MOSCHUYHOTO OT/EJIOB
[I03BOHOYHMKA MOCJE€ BEPTUKAIbHBIX Harpy-
30K, IPYTHX jKanob Her.

[IpenonepannonHoe oOcienoBaHue
BBINOJIHEHO B MOJIHOM oObeMme. Kakux-nmubo
OTKJIOHEHHH B 1a00paTOPHBIX MMOKa3aTeIsIX U
o pe3yipTaTaMm (PYHKIHOHAIBHBIX METO/IOB
UCCJIEIOBaHMsI HE BBIABIEHO. XUpypruye-
CKHUX BMEUIATENBCTB U JIPYTUX MAHUITYJISIIHNA
B YCJIOBMSX aHecTe3uH paHee He Obuio. Ce-
MelHbIl aHamHe3 0e3 ocoOeHHocTed. CoHop
aJIJIEProJIOTHYECKOr0 aHaMHe3a BBIIBUJ He-
IIEPEHOCUMOCTb JINI0KanHa.

YuursiBass nmpojoJDKarolieecs — Mpo-
rpeccupoBaHue ae(opManuu Mo3BOHOUYHHUKA,
€€ BBIPRXXEHHOCTh M HaJMYME >XKajio0 maru-
EHTKE IOKa3aHa WHCTPyMEHTaJIbHas XUPYp-
ruyeckas Koppekuusi naedopManuu MO03BO-
HOYHHUKA C 3aJ[HUM CIIOHJMJIONIE30M B YCIIO-
BHSIX HEHPOMOHHUTOPHUHTA.

HakanyHe omepanuu MamueHT OCMOT-
PEH aHEeCTe3MOJIOTOM, COCTOSHUE (U3nUe-
CKOT'0 3]10poBbsi cooTBeTcTBOBaNO Il Kiaccy
no kinaccupukammu ASA, oneparroHHO-
a"ecte3uoJornueckuii puck — IV crenenu
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no xinaccuduxkanmn MHOAP. Krnace mo
Mallampati — Il. B kauectBe aHecTe310I0TH-
94ecKoro oOecredyeHus] BBIOpaH BapUaHT ToO-
TabHOM BHyTpuBeHHOW aHectesun (TBA) c
UCKyCcCTBEHHOM BeHTWsiMen nerkux (MBJI)
Yyepe3 HMHTYOAIMOHHYIO TpPYyOKy B YCIOBHSAX
MHTPAOIIEPALIMOHHOTO MOHUTOpUHTa Oe3ormac-
HOCTH, BKJIFOUAIOIIEr0: PErucTpalno HEMHBA-
3UBHOTO aprepuanbHoro nasieHus (AJl), ya-
croty cepaeunbix cokpaienuit (HCC), anek-
tpokapauorpaduio (OKI), mpoBenenue He-
MIPEPHIBHOM IMyJILCOKCUMETPHUH, KaITHOTpahuu
¥ TEPMOMETPHUH C UCIIOJIb30BAHUEM MOHHUTOpA
Infinity Gamma XL (Drager, ['epmanus). Hc-
XOJTHBIE TIOKA3aTeNN TeMOANHAMHYECKOTO CTa-
tyca: Al — 110/70 mm pr. cr.,, HCC —
70 yn./vun. [Tpemenukarus He IpoBoIuIIack. B
OIEpPALIMOHHYIO JIOCTABJIEHa CO CTAOWIbHBIMU
MOKA3aTesIMH  TEMOJIMHAMUAKN W BHEIIHETO
npixanust: AJl — 114/73 mm pr. cr., YHCC —
78 yI./MHH., ypOBEHb HACBHIIICHHUS KPOBU KHC-
nopogom (SpO2) — 100%. ITocne karerepu-
3aIMu nepr(epruIecKoil BEHbI HauaTa MHIYK-
st anecte3uu: nporodona — 100 mr, denra-
Hu1 — 100 Mxkr, cykcameronuii — 80 mr. [Tpu
MOJITOTOBKE K MHTYOAIlMK Tpaxeu OTMEYEHO
BBIPOKCHHOE 3aTPyJIHECHUE MPH OTKPHIBAHUH
pTa B pe3ysbTaTe pa3BUTHS TpU3Ma IKEBa-
TeIbHOW MycKyJnaTypsl. MHTyOauus Tpaxewu,
COTIPOBOXK/TAFOIIASACS TEXHUYECKUMH TPYIHO-
CTSIMH, TIPOM3BENIEHa C TPHUMEHEHHEM pPeTpo-
MOJIIDHOTO 3HJOCKOMA C TEpPBOH MOIBITKH.
[Tocne uaTyOAIMY Tpaxen SKCKYPCHU TPYIHOM
KJIETKA CUMMETPUYHbIE C 00EMX CTOPOH, AbI-
XaHUe MPU ayCKyJIbTAllUH JIETKUX BHICTYIINBA-
ercs BO BCEX OTJ/eNax, XpuroB Her. Hawamb-
Hble mapamerpbl VIBJI: npixarensHblii 00beM
(10) — 300 mu1, yacToTa JBIXaTEbHBIX JIBH-
xennid (Y1) — 15 B MuHyTy, Qpakuus kuc-
sopona Bo Babixaemoit cMecu (FiO2) — 40%.
Cpa3zy nocne nHauana MBJI BeisiBneHa rumep-
kamHug co 3HaueHusMu CO2 Ha Beigoxe 70 MM
pT. ct. Havara runepsentisimus: JJO — 400
i, Y — 20-30 B munyty, FiO2 — 100%.
Jlanee oTMedeHa HapacTarolias B JHHAMHKE
runepkanHus ¢ nokaszarensimMu CO2 Ha BbIIOXE,
nocrurmmu 80—85 MM pT. cT. ['unepkanHus
yCTOWYMBA K TIOMBITKAM M3MEHEHHI Tapamer-
POB M PEXKUMOB BEHTWISIIMH. Takxke 3aperu-
CTPHPOBAHO OBICTpOE (KaXIble 5 MUHYT) yBe-
muenne YCC — 90-110-130-140 B MmunyTy.

VYuutsiBas XapakTep U CKOPOCTh IOSB-
JIEHUS] aHOMAJIbHBIX KIMHUYECKUX IpU3HAa-
KOB, CUTyanusi ObUTa pacIieHeHa, KaK pa3BH-
tue xkpuza 3I. Xupypruueckoe BMeLIaTElb-
CTBO pelIeHO OTMEHUTh. [lamueHTtka B co-
CTOSSHUM MEJMKaMEHTO3HOTO CHa Ha (QoHe
HEMpPEPbIBHOTO  BBeAeHUs mpomodona 3
Mr/kr/4ac u npoposnkaromeiics NBJI gepes
MHTYOAIMOHHYIO TpYyOKYy II€peBelieHa B OT-
JIeJIEHNE peaHuMally U UHTEHCUBHOW Tepa-
nuu (OPUT), rne mnpopoikeHa cenanus
(mpomocon 3 mr/kr/gac) u UBJI B pexume
runepBeHTHsInMU € FiO2 100%. YcraHos-
JIeH yperpalbHblid Karerep. HasHayena cru-
MyJSIEs auype3a ¢pypocemMuniomMm u uHQy3u-
oHHasl Teparnus B oobeme 800 mi crepodyH-
nuHa. Temmeparypa Tena NMpu MOCTYIJICHUH
B OPUT — 37,5°C. HecmoTpst Ha Temmepa-
Typy Tella Ha ypoBHE CyO(QeOpHIbHBIX TTOKa-
3aresedl MPUMEHEHbI JIOCTYIHbIE MEpOIpHs-
TUSI TI0 OXJIXKJICHHUIO TAlUCHTKU (MHDY3usI
OXJIAKJEHHBIX PAaCTBOPOB, €MKOCTH CO
JbJOM Ha MPOEKIUI0 MarucTpajJbHBIX COCY-
J0B). B aHanuze KpoBU — JI€KOMIIEHCUPO-
BAHHBIA PECIUPATOPHBIN ALMI03, THIIEPKAIl-
Hus. C 1enblo KOPPEeKIMH alua03a BHYTPH-
BeHHO BBeAeH pactBop 10% OuxapOonara
Hatpust — 200 mut. [l kynupoBaHus pas-
BuBLIerocss kpusza 317 Obu10 HEOOXOIUMO
BBECTHU JAHJIPOJIEH, HO JIaHHBIN IMpernapaT Ha
MOMEHT Pa3BUTHSI OCIOXKHEHUS HE ObLI 3ape-
THCTpUpOBaH B Poccun M, COOTBETCTBEHHO,
OTCyTCTBOBaJ B KIMHUKe. Ha hoHe BBeneHUs
OukapOoHaTa HaTpUs alKJ03 KYNUPOBaH B
Te4eHHe yaca. B nuHamuke oTMeueHa HOp-
MaJM3alnus Ta30BOr0 COCTaBa KPOBH, YTO
no3sosniio nepentu k MBJI B pexxume HOp-
MOBEHTWJIALMHU. 3a 3 yaca HaOIIOAEHUS B
OPUT nomyueno 1800 mi cBeTIO-XKENTOH,
Ipo3payHoi MouM. JIuHamMMKa OCHOBHBIX
rokaszaresiel ToMeocTasa Ha dTanax HabJo-
JIeHMs IIpecTaBieHa B Tabnuue 1.

[Tocne mectn yacoB HAOMIOACHUSA U
neuenuss B OPUT nHa Qone crabunmzanuu
COCTOSIHUS, BOCCTAHOBJICHUS CO3HaHMs U
aJIcKBaTHOTO CaMOCTOSITEIbHOIO JbIXaHMs,
[0/l KOHTPOJIEM IOKa3aTeledl Ia30BOro Co-
craBa kpoBu u KOC, mpousBeneHa 3KCTy-
Oanust Tpaxew. IlanmmMeHTka B CO3HaHUW,
afgekBaTHa. /[IplxaHme He  3aTpylIHEHO,
ayCKyJbTaTHBHO 0e3 ocobenHocTel, SpO2 —
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98-100% Ha ¢oHe MoJaYM YBIAKHEHHOTO
Oz wuepe3 mmueByl0o Macky. Yepe3 uac
HaOJIIO/ICHUS [IOCIIE DKCTYOAIMH Tpaxew Ia-
IIMCHTKA MOXXET CaMOCTOSITEIIBHO PUCAKH-
BaTbCA, aKTUBHO JKaJIYCTCS Ha 0011 B MBIIII-
nax. [locne ynaneHust yperpaabHOro Karere-
pa BOCCTAHOBHJIOCH CAMOCTOSITEIFHOE MOYe-
UCITyCKaHUe, TUype3 ajekBareH. [Ipu japixa-
HUM aTMOC(EPHBIM BO3JYyXOM MOKa3aTelH

ra3oB KpoBU yjoBierBopurenbHbie. Comep-
JKaHUE JIaKTaTa KPOBU M DIIEKTPOJIUTOB Ha
BCEX JTamax HaOJIOJICHUS W JICUCHUS HaXo-
JIWIACH B TIpe/ielaX HOPMAaJbHBIX 3HAUCHUH.
3aperucTpupoBaH BHICOKUI ypOBEHB MMOKa3a-
tens kpeatuHpocdokunazel (KDOK) B mep-
BbIC CYTKH HaOJIOJECHUS W BBICOKHE 3Haye-
Hug Jnakraraeruaporenassl (JIAI) B manb-
HeitmeMm (Tadi. 2).

Tao6auna 1. JlunaMuka OCHOBHBIX ITOKa3aTejaed roMeocTasa

IToka3aTennb Ha nuke kpusa Yepe3s 1 yac Yepe3s 3 yaca
Temmeparypa, ° 37,5 37,4 37,8
pH 7,16 7,42 7,441
pCO,, MM pT.CT. 69,1 43,6 37,2
pO2, MM pT.CT. 246,1 344,8 291,1
BE -5,1 3,4 1,3

Ipumeuanua: pH — KUCIOTHO-IIIENIOUHOE paBHOBecHe BOAHBIX cpel, PCO, — mapuuanbHOE JaBJICHUE YIIIEKUCIOTO
raza, pO, — mapuuanbHoe faBieHue Kuciaopona, BE — u36biTok min gedpunut OyhepHbIX OCHOBaHUN

Taﬁ.mma 2. I[I/IHaMI/IKa QJICKTPOJUTOB U MAapKEPOB OCTPOr0O MBIIICYHOI'O ITOBPCIKIACHHUA

IToxka3aTenn 1 cyTkn 2 CYTKHU 3 cyTkH 5 cyTtkm
Kpearundochoxunasa, (N 35-167) E/n 2355 - - -
Jlaktatnernaporenasa, (N 0-250) E/n — 742,0 1969,0 1273,0
K (N 3,50-5,10), MmMoms/n 4.9 3,8 4.6 4,1
Na (N 136,0-145,0), Mmmob/1 142 140 140 140

Ha tpetbu cyTku Haxoxaenus B OPUT
B YJOBJIETBOPUTEIHHOM COCTOSIHUU TIallH-
€HTKa TepeBeleHa B MpoduibHOEe OTHaese-
HUeE, TJe MPOAOIKEHO HAONIOJACHUE U JIeue-
HUe. B TeueHue HECKOJIbKUX JHEH COXpaHs-
JINCH Kajo0bl Ha MBIIIEYHBLIC OOJIH, YTO IIO-
TpeboBaio HazHaueHUs 00e300JUBAIOIINX
npemnapatoB (Menmokcukam). OOrmmas iu-
TEJIBHOCTh HAaXOXJAEHUS B CTalMOHAape Co-
ctaBuia 14 cyTok.

Oo6cyxaenune

AOGCOJIIOTHO JTOKA3aHHOW  SABJISETCS
FeHEeTHYEeCKas MPeapacnoiokKeHHOCTh K 31,
KOTOpasi BBI3BIBAETCS MYyTalUsIMU B I'€Hax,
KOHTPOJIMPYIOIIUX BHYTPUKJIETOYHBIN TO-
MEO0CTa3 KaJlblUs U CUCTEMY BO30YKJIeHU -
COKpAI[eHUs CKEJIETHBIX MBIIII, TaKUX Kak
RYR1 (xomupyer puaHOOMHOBBIN peLel-
top), CACNAI1S u STAC3. PaccrpoiicTBo
STAC3 xapakTtepusyercsi BpOXKIACHHOU
MUOIATHEH, MMOopaXE€HUEeM OIOPHO-/IBUTa-

TEJIBHOTO ammnapara TyJOBUIIA U KOHEYHO-
CTel, BOCIPUUMYHUBOCTHIO K 3I.
TpurrepHoe Bo3zelicTBUE Ha AedeKT-
HBI PUAHOJMHOBBIA PELENTOP CKEJIETHBIX
MBIIIL OPUBOJUT K COCTOSHUIO JUIMTEIBHO
OTKPBITOTO KaJbIIMEBOIO KaHajla, HaKoOILIe-
Hu0 u30bITKa HoHoB Ca®" B capkommasme,
3aIyCKalolleMy peaklrio TeHepaTu30BaHHO-
ro MbllIeyHoOro cokpamieHus. Ha atom ¢one
PE3KO YBEIMUYMBAETCS METAa00JIM3M MBbIIlIEy-
HOTO BOJIOKHAa M TPOUCXOAUT ObICTpOe
HapactaHue koHueHtpanuu COz B BblAbIXa-
€MOM BO3JyX€, IOBBIIICHUE TEMIIEPaTyphbl
TeNa, HAKOIJIEHUE JaKTaTa, pa3BUTHE alll10-
3a ¥ MaccHBHOro pabnomuoinuza. IIpoucxo-
JUT XapaKTepHOE YBEIMUYEHHUE B IJIa3Me Kpo-
BU KOHLICHTPALIUM UOHOB Ca2+, K®K u muo-
rnobuna. Ilponecc 3amyckaercs B momneped-
HOIOJIOCAThIX MBIIIIAX U NPU OTCYTCTBUHU
a/IeKBaTHOTO JICYEHUS CIYKUT NPUYUHOU
MIOJINOPTaHHOM HEJOCTaTOYHOCTU W JIETallb-
Horo ucxona [8—10]. Ha ceromus yxe u3-
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BECTHO, uTO pa3Hble BapuaHThl RYRI ormpe-
nensitoT ¢penorun 31 n koruentpauo KOK.
HacnenoBanue «Oosee ciaObIX» BapHAHTOB
RYRI1 Moxer ObITh HEOCTATOYHBIM IS PE-
anu3anuy KiauHudyeckoro pucka 3I° 6e3 co-
IIyTCTBYIOILLETO HACJIEI0BaHUS JPYIUX I'eHe-
tuueckux (axropos [9, 11].

3" 0OBIYHO BOCTIIPHHUMAETCSI TOJBKO
KaK OCJIO)KHEHHE aHECTEe3MH, HO Ha CamMoOM
nene tpurrepsl 3I° 1OBOJBHO 4acTo KCIONb-
3yIOTCS U B paMKax MHTEHCUBHOM Tepanuu. B
YaCTHOCTH, BEJIEHHE IIAllUEHTOB B Ciyyae
pa3Butus 3I° B OOJBIIMHCTBE CIy4aeB HE 3a-
KaH4YMBAETCS B ONEPALMOHHBIX, a IPOI0JIKA-
ercsi B OTJENICHUAX MHTEHCUBHOW Teparuu.
Taxke MOXKET MMETh MECTO MO3/HEE Hadallo
kpu3a 3[° — BHE OomepalrOHHBIX. YUHUThIBAs
KpailHe peaKylo 4acTOTy BCTPEYaeMOCTH 3TO-
r0 JKU3HEYTPOXKAIOIIEr0 OCJIOKHEHUS U TOT
¢axT, 9yTo OOJIBIIMHCTBO Bpayeid MOTYT HHKO-
I7la He BCTPETHTHCS C 3TUM 3a00JI€BaHHEM,
KaX10€e cooOlIeHne o pa3BuThu kpusa 31" sB-
JSIETCsl HAIIOMUHAHUEM, YTO OH MOXKET pPa3-
BUTKCS Y JIFOOOT0 MaIMEeHTa U B J1r000€ BpeMs
MIpY BBEJICHUM TPUTTEPHBIX areHToB [6, 12].

Knunuueckas kaptuna 37 oTpaxaer
HapyllleHue romeocrasa Kaiblus. Hanbonee
TUOUYHBIMUA cumnTomamu 317 sBisitoTCS: TH-
NepKalHus, TaxXukapaus, TUMEPTEPMUS U
MBIIIIEYHAs] PUTHIHOCTh. M3BeCTHO, 4TO TH-
MepKAaIHus, U3-3a HEaJIeKBATHO MOBBIIIEHHOM
nponaykiuu COp, SBISETCS CaMbiM PAaHHUM
npusHakoM pas3Butust 3I. Bmecte ¢ moBbI-
HmIeHHbIM  noTpebnenneM Oz, pa3BUBaeTCs
cMmenraHHblil  anpao3. OOBIMHO TPOUCXOIUT
nagenue SpOz. CepaedyHO-COCYAUCTBIE TPU-
3HAaKM BKJIFOYAIOT BBIPAKEHHYIO TaXUKapAMIO,
ceplieuHble apuUTMUU U HecTaOmipHoe AJl.
I'uneprepmuss MOXET OBITH NMaTOTHOMOHUY-
HBIM TIPU3HAKOM, HO Pa3BHUBATBHCS JOBOJIBHO
1o3/1HO. bosee paHHMMU NpU3HAKaMU MOTYT
ObITh OOMJIBHOE IOTOOTICNCHUE M TMSATHU-
CTOCTh KOH. Cra3mbl JKEBaTEIbHBIX MBbIIII]
(0coOEeHHO TpU HCIOJIB30BAHUM CYKCaMeTO-
HUS) U TEHEPAIN30BaHHAsI MBIILIEYHAs! PUTH-
HOCTb TAaK)K€ SIBIIIOTCS PAHHUMU IIPU3HAKaMU
MOpa)kKeHUs MbIIIL. bojee no3qHuMH npu3Ha-
KaMU MBILIEYHOrO paclaja sBIAIOTCS THIep-
KaJueMus, TOBbILIEHHBIH ypoBeHb KPK n
MHOIJI00MHA B KPOBH. MHUOITIOOMHYpHSI MTPU-
BOJIUT K OCTPOMY IOBPEKACHUIO MTOYEK C Pa3-

BUTHEM OCTPOM IIOYEYHOW HEJOCTATOYHOCTH.
Ecmu kpus 31" ocraercst 6e3 nedeHus:, mamu-
€HTbl YMUPAIOT WU3-32 TSKEIBIX CEpIEHHBIX
apUTMHM, OCTAaHOBKHM CEp/lla, CUHIpPOMA II0-
JMOPraHHON JUCPYHKIMH C JUCCEMUHHUPO-
BAaHHBIM BHYTPHCOCYAUCTBIM CBEpPTHIBAHUEM
(ABC-cunmpoM), yCyryONsIONMM TOIHOP-
TFaHHYIO HEJIOCTaTOYHOCTH [6].

[IpoananuzupoBaB 92  KIMHUYECKUX
ciydast pazsutus 31°X. GONg npUBOIUT KOH-
KpETHBIE [T0KAa3aTeIN BCTPEUAEMOCTH MEPBBIX
AQHOMAJIbHBIX TPU3HAKOB, CBUJETEIbCTBYIO-
mux o pa3Butuu kpusa 31. CpegHee Bpemst OT
MHAYKIUN aHECTE3UU JI0 TMOSIBIICHUS MEPBBIX
pu3HakoB cocraBwio 1,3 waca. Hawubonee
YacThIMU HAYaIbHBIMU CUMITOMAMH OBLIH:
runepkanaus B 33,7%, CUHYcOBasi TaxuKap-
nusa B 25,0%, runeprepmus B 19,6%, cnasm
»keBaTeNbHbIX MbII B 10,9%. ABTOp mccre-
JIOBaHUSI OTMEUAET, YTO 10 CPABHEHUIO C BbI-
KUBIIMMH, Y YMepIIUX OOJbHBIX ObuTH Oostee
BBICOKMMH 3HaueHus coxaepkanuss CO:z B
koH1ie Bbioxa (p = 0,033), nmokazarenu mnap-
nuansHoro aasienuss COz B apTepualibHOU
kpoBH (p = 0,006) u ypoBeHb TUIIEPTEPMUU
(p < 0,001). Kpome Toro, y JIeTaIbHBIX UCXO-
J0B ObL1a Oosiee 3HaUYMMa TSDKECTb alua03a
(p < 0,001), BBIlIE YPOBEHD MJIA3MEHHOTO Ka-
must (p < 0,001), game oTMevanuch Hapyiie-
HUs1 cBepThIBaHus KpoBu (p = 0,001) [1].

B npencraBieHHOM HaMu ONUCAHUU
KJIMHUYECKOTO CITydasi peIBApUTENbHbIN JH-
arHo3 pas3Butus cuHapoma 31" ObuT TOCTaBJIEH
CBOEBPEMEHHO — YK€ B ONEPALMOHHOM.
[lepBbIM MpHU3HAKOM, MO3BOJUBIINM OYEHb
OBICTPO 3aI0JIO3PUTh MaHHU(ECTalI0 Kpu3a
3T, ObUIO pa3BUTHE KOHTPAKTYpBI KeBaTelb-
HBIX MBIIIL, TOTPEOOBABIINI HCIIOIB30BAHMS
CHELMaIbHOTO MHCTPYMEHTapus M BO3-
MO>KHOCTH OO€cIie4eHusi MPOXOAUMOCTH JIbl-
XaTelbHbIX MyTed — HHTYOAUM Tpaxeu.
Cpazy ke nocie nepeBoja nanuenta Ha MBJI
B YCIIOBHSIX JBIXAaTEIbHOTO MOHUTOPUHIA OT-
MeueHo TnoBblieHne koHueHTtpamuu CO2 B
KOHII€ BbIJIOXa, NMPUYEM COCTOSIHUE DPa3BHB-
Hielcsl TUrnepKanHuK ObUTo pedpaKTepHBIM K
YBEJIIMYEHUI0O MHMHYTHOW BEHTWIALMHU. YUyTh
MO3Ke OTMEUYEHa HapacTarollas B JUHAMUKE
TaXWKap/us, a MOBBIIIEHUE TEMIIEpaTyphl, B
HallleM HaOJIOJEHUH, SBUIOCh OTCPOYEHHBIM
MIPU3HAKOM. AHAJIOTUYHYIO TOCIIEI0BaTENb-
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HOCTb TOSIBJICHUSI XapaKTEPHBIX CUMITOMOB
Manudecranuu kpu3a 31 IpuBOIAT U ApyTHE
asropsl [13]. ITo muenuto T. Hopkinc, u np.,
HAJINYME YBEIUYEHHUS NPOIYKIMH YIIIEKUCIIO-
ro ra3a M 4acTOThI CEpACUHBIX SIBIIICTCS YXKe
JOCTaTOYHBIM, YTOOBI 3aI0/I03PUTh Pa3BUTHE
3I" 1 nayats neuenue 317 [5].

B monp3y yCTaHOBJIICHHOIO HaMH Jua-
THO3a CBHJIETEIbCTBOBAIM — OBICTpas WH-
BOJIIOLIUSL KOMIUIEKCA CHUMITOMOB Ha (hoHe
NPUMEHEHUS BCEro JOCTYIHOrO apceHaa
MEPOIPUATUI MHTEHCUBHOW TEpPAIlMM, HaJIM-
Yyhe MBIIIEYHBIX 00JIeil U pe3yiabTaThl obce-
JIOBaHMsI HA MapKepbl OCTPOro MOBPEKICHUS
MBIIIEYHON TKaHHU. VIMEHHO Ha 3TU MpOsBIe-
HUs TmepeHeceHHoro kpms3a 37 oOpamator
BHHMaHHE U Ipyrue aBTopsl [14].

[TpuBeneHHOE ONUCAHKUE KIMHUYECKOTO
Clly4asi sIBIISIETCSI €IIe OJJHUM MOJITBEPIKICHH-
€M BBIBOJIaM, CJEJIaHHBIM paHEe, 4TO CyKca-
METOHHI MOKET BbI3bIBaTh pazButue 31 0e3
COBMECTHOT'O BBEJECHUS C JIETyUYMMH aHECTe-
tukamu [15]. IlosTomy, npuHUMas BO BHUMa-
HUE HAJIMYME JIOCTYIHOro W Oosiee Oe3omac-
HOTO BapuaHTa OOecCreueHHs] MHUOILICTUU C
IIPUMEHEHUEM POKYPOHHMSI C CyraMMaJieKcoM,
POJIBCYKCAMETOHHSI, OCOOCHHO B MeauaTpuye-
CKOM MpaKTHKe, B HACTOSILEE BPEMS SBIISIETCS
JUCKYCCHOHHOI [16, 17].

[IpoBeneHHast OLEHKA 3TOTrO KIMHWYE-
CKOT'O Ciyyas IO LIKaje BEpOSATHOCTH 3JI0Ka-
YECTBEHHOM runeprepmun Mbapunun Jlapax
(CGS), koTOpast BKJIFOYAET IIECTh WHIUKATO-
poB kpu3a 3I, oleHHMBaeMbIX B Oamiax
(pUruIHOCTH, MBIIICUHBINA pacrajl, pecrnupa-
TOPHBIN anu03, MOBBILIEHUE TEMIEPATYPHI,
MOpaXeHHE cepAlla U «Ipyrue HHIUKATO-
pbI», TaKhe KaKk METaOOJWYECKUN alua03 U
ObicTpoe KynupoBanue 3I° mocne BHyTpHU-
BEHHOT'O BBEJICHUS JAHTPOJIEHA), OINHKChIBae-
MBI HaMH ClIly4all TakXe COOTBETCTBOBAJI
paHry 3JI0Ka4eCTBEHHOH TUIepTepMUNd —
«TI0YTH HaBepHsAKa» [6, 15].

OnHaKO aHATU3UPYS MPEACTABICHHBIN
KIMHUYECKUN Cclly4ad, CIeIyeT OTMETHUTh,
YTO Yy MalKUeHTa UMEINCh OCOOEHHOCTH, 103~
BOJISIOIIME YK€ Ha IMpeloNepaluoHHOM 3Ta-
M€ OLEHUTh PUCK BO3MOXXHOCTH IOTEHIIH-
anbHOro pa3Butus 3I° Kak BBICOKHMIA, C ydye-
TOM paHee OMyOJMKOBAaHHBIX B HAYYHOW JIH-
tepatype cenenmit. Tak, G. Rodriguesc, u

Ip. COOOINAIOT O TMOBBIIIEHHOW YacToTe
BPOXKJICHHBIX TIOPOKOB Pa3BUTUS U KOCTHO-
CYCTaBHBIX HAapyIICHHUM, CBSA3aHHBIX C pa3BU-
tuem 3I°, BkiIrOYasi: BPOXKIECHHYIO KOCOJa-
MIOCTh, BBIBUX HAJIKOJICHHUKA, KPUIITOPXU3M,
NITO3/KOCOTJIa3ue, pacuieruieHne Heba, MUK-
POTHATHUIO, CKOJINO3, KWIJIEBUIHYIO/BOPOHKO-
obOpasnyro aeopmanuio TpyIHON KIETKH U
cuaapom Kunra Jlen6opo. B cBoem wmcce-
JIOBaHWUU aBTOPBI TaKXKe YCTAaHOBWIIH, YTO
MOYTH BCE MAIMEHTHI C MPEIPacIIONOKEHHO-
cThi0 K 3I', MOATBEPKAECHHON IOJIOKUTENb-
HBIM DPE3YJbTaTOM TECTOM HA MBIIICUYHYIO
KoHTpakTypy In vitro (IVCT), umenu ano-
MaJIbHBIE Ppe3yJIbTaThl MpH (UIUKATBHOM/
HEBpoJIOTHYecKOM oOcienoBannu. Hanbomnee
pacnpoOCTPaHEHHOW aHOMAIMEW, UMEBILIEN Me-
cro outu y 50,0% mnanmeHToB, Obi1 TpOhuUe-
CKHAH CHHJIPOM, XapaKTEPU3YIOUIUICS runep-
Tpodueil MBI, JUOO MPU3HAKK MHUOIATHH
(MbImeyHast C€nadoCcTh ¢ runopedIieKcueii/
TUNOTOHKEH/THIoTpodueii). ABTOpsI OTMeYa-
0T, YTO M3-32 MEUICHHOT'O POTPECCHPOBAHNUS
3a007IeBaHMsI  MBIIIEUHAss CIa0OCTh MOXKET
OCTaBaThCsl HE3aMEUCHHOH MaIllEeHTaMH, KOTO-
pble TpucrocadIuBaOTCA K (PyHKIMOHAb-
HOH yTpaTe ¥ He coobmiarT 06 3Tom [18].

O ToM, YTO HaJIM4YUE BPOKIACHHBIX TO-
POKOB pa3BUTHUS WM KOCTHO-CYCTaBHBIX 3a-
OoJleBaHUIl JOJDKHBI SIBISITBCS OCHOBAaHHEM
JUIs yriyOJIeHHOro OOCJI€ZIOBAaHUS U YUMTHI-
BaThCsl B JMArHOCTHKE TP Pa3BUTUU AaTH-
MUYHOTO MEePUOIEPALMOHHOTO COOBITHS, CO-
o0IaroT u Ipyrue aBTopsl [19].

EcTh cBeseHus M 0 MpPOUYMX aHOMaJlb-
HBIX XapaKTePUCTUKAX, MMEBIINXCS y TIallu-
€HTOB JI0 aHECTE3HUHM, C MOCIEAYIOLUIMM pas3-
ButeM 3I°, Ha KOTOpBIE cieayeT oOpamaTh
BHUMaHHE — TMpeloNepaloHHOe MOBbIIIe-
Hue ypoBHi KOK, menounoit ¢ocdarassl,
JIAL', yMepeHHOE NOBBILIEHUE TEMIIEPATYPBI
TeJa HesICHOTO TeHesa [1].

B Hacrosiiiee Bpemst BeyTCsl HCCIIEN0-
BaHWs, HallPaBJICHHbIC HA M3yUYeHHE Hemepe-
HOCUMOCTH (PM3NYECKON HArpy3KH M aHAJIN3
YTOMIIIEMOCTH Y TAIIMEHTOB, IMPEIPaCcIoo-
xennbix k 31 [20].

Opnnako ectb W apyroe MHeHHe. Tak,
J. M. Melloc, u ap., meITasich BBISBUTH MPE/IHK-
Topbl pazBuThs 3[°, MPHUIUIM K 3aKIIOYEHHIO,
YTO MAIMEHT, KOTOPBIA OyIeT MpeicTaBieH
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AHECTE3UOJIOTY, HE OYJIeT MMETh KaKuX-JIU0O
KITMHUYECKUX MMPU3HAKOB, KOTOPHIE MOTJIU OBI
HACTOPOXKUTh M TMOTPEOOBATH JOMOTHUTEIh-
HBIX 00CIeoBaHMA. ITOT (haKT MOISPKUBA-
€T HeOOXOJMMOCTh BCET/1a UMETh HHCTPYMEH-
TBI JJI1 TUArHOCTUKY 1 euenus 31 [7].
Takum 00pa3om, NpeACTaBICHHbIN HAMU
KIIMHUYECKUI ciy4yail Oe3yclIOBHO SIBUJICA
BapuanToM aboptuBHOU (opmsl 317, xapakre-
PU3YIOLIEICS OTHOCUTENIBHO JIETKUM TEYEHU-
€M, KOrJla 3HAYMTEIbHOTO IMOBBIILICHUS TEM-
nepaTypsl Tejla He MPOUCXOIUT U €CTh ObICT-
pBI OTBET HA MPOBOJUMYIO TEPAIUIO, JAXKE
BHE JIOCTyNHOCTH JaHTposeHa. Kpome Toro,
npencTaBieHHbIN ciydaid 3I° nemoHcTpupyer,
YTO OJHOW M3 BEPOSATHBIX MPUYUH €r0 BO3-
HUKHOBCHHUS, KOTOpasi ObUIa HEIOOIICHECHA B
MPeIONEePalMOHHOM OCMOTpE NAlMEeHTa, MO-
KET SIBISATHCS CI1a00€ PA3BUTHE MBIIICYHOM
TKaHHW, OTCYTCTBHE XapaKTEPUCTHKU HEBPO-
JIOTUYECKOr0 CTaTyca, a TaKXKe HMMEIOIAsACs
nedopmaniusi MO3BOHOYHUKA, XOTS OHA M HE
HOCWJIa BPOXKJIEHHOTO xapakrepa. K coxane-
HUIO, OINHKCAHHOE HaOIoJeHHe aOOPTHUBHOM
¢dopmel 31" He ObUTO BEpUUIIMPOBAHO JTOTIK-
HBIM OOpa3zoMm. Jlemo B TOM, 4YTO MeEXAyHa-
POJHbBIE TIPOTOKOJIBI MPEAINOJIAraloT s MO~
TBEepKIIeHUs Kaxaoro ciydas 3[° mpoBOAUTH
rajJoTaH-Ko(henHOBBIM TecT (TeCT Ha MbIIIeY-
HYI0 KOHTPAKTYPY), KOTOPBIN SBISETCS 30J10-
TBIM CTaHAAPTOM JUArHOCTHKHU, OJHAKO B pPY-
THUHHOW IIpakTHKe B Poccun He nmpuMeHseTcs.

[IpeacraBineHHbI HAMU KIMHUYECKUI CTy4dan
TaK>K€ MOKA3bIBAET, YTO MAKCUMAJILHO PaHHSA
JMAarHOCTHKA U CBOEBPEMEHHO Hayaras Tepa-
MUs UMEIOT HE MEHEEe peIIaollee 3HAYCHHE
JUIsl BBDKUBAHUS [TAMEHTOB BHE JIOCTYITHOCTH
nanTposieHa. OAHaKO MOSIBJICHUE TaHTPOJICHA
B ['ocpeecTpe nekapCTBEHHbBIX CpelicTB B 2022
roJly ONpeNeNseT €ro Hajluyhue B MEIUIUH-
CKUX YUPEXKICHHSIX, TJie MPOBOASTCA 0OIIHe
AHECTE3UH, KaK 00s13aTeIbHOE.

3akiarouyeHue

[TpodunakTuka 370KaYECTBEHHOW TI'H-
NEPTEPMUH JOJDKHA 3aKJII0YaThCs B THIATEIb-
HOM  IIpPEJONEpPallMOHHOM  OOCII€I0BaHUH,
HaIpPaBJICHHOM Ha BBIABJICHUE INPEAPACIIOIIO-
YKCHHOCTH TIAIIEHTa K 3a00JieBaHnI0. AHOMa-
JMH, OOHApy>KEHHbIE Ha NpPeloNepaliOHHOM
sTane npu (PU3NKaIHLHOM U HEBPOJIOTHYECKOM
o0cIieIoBaHuM, MOTYT SIBJISAThCA (hakTopamu,
COIPSKEHHBIMU € BOCIIPUMMYKBOCTBIO K 3J10-
KayecTBeHHOW runeprepmuu. IlanmenTtsr c
YCTaHOBJICHHBIM IOBBIIIEHHBIM PUCKOM pas3-
BUTHSA 3a00JI€BaHMsl HE JOJDKHBI IO/IBEPraTh-
Csl BO3JICHCTBUIO TPUITEPHBIX areHToB. Tpe-
Oyercst OCTOsSHHAsi TOTOBHOCTh Bpauel aHe-
CTE3HOJIOrOB-PEAHMMATOJIOTOB K paclio3HaBa-
HUIO JIaHHOTO KJIMHHUYECKOIO COCTOSIHUS.
Tonbko MakCUMaIbHO PaHHSS IUArHOCTHKA U
CBOEBPEMEHHO HauaTas aJeKBaTHas Tepanus
SBJISIIOTCSl JKU3HECIACAIOIIUMHU MEPOIPUSTHU-
MU, ONPEACISAIOIIMMA UCXO 17 ITallUEHTA.
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