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AHHOTALIUA

OmuuM #3 HanbOoliee THKEIBIX OCIOKHEHUI E€HHOIl OOIIell aHeCTE3UH SBIISETCS
3JI0KQY€CTBEHHAs TUIMEPTEPMUs, (EHOTUITUYECKU MPOS asicsl TUIIEpKAllHUEHW, CHUHYCOBOU
TaxuKapIueH, TUIepMeTa00IM3MOM CKETCTHBINEMBIIII] ¥ PAOIOMHUOIM30M BO BpPEMsI WM IOCIE
MpOBENEHUsT  OOIIel  aHeCTe3suu ¢  IPUM €M  HMHTaJIIMOHHBIX  aHECTETUKOB |

HECTIOSIPU3YIOIUX MBIIIEYHBIX peraK
3JI0KAYECTBEHHON TUIIEPTEPMHUH SIBIISAETCS WIaHHbIM TOoaBbEM KoHUEeHTpanuun CO2 B KOHIE
BbII0Xa. ATUNUYHBIE (QOPMBI JTaHHO OTE€HETUYECKOTO 3a00JeBaHUs HAOIIOAAIOTCS
HAMHOT'O 4YaIllle, YeM MOJIHUCHOCHbIE (Y aHTHbie). B Poccun mpoliiema 3710KaueCTBEHHOM
TUIIEPTEPMUHU B HACTOSILEE BPEMsI OCTAETCS HE HIIA PELIEHHOM.

ABTOpaMM OINMCHIBAETCS AUyyail 3JI0Ka4eCTBEHHON TIMIEpTepMHM Yy AeBymku 19 ner,
IIPOOIIEPUPOBAHHOM 110 MOBOLY AapylHrss HOCOBOTO AbIXaHMsI B YCIOBUSAX aHECTE3UU CEBOPAHOM.
CMepTh MalMEHTKU HACTYIH MHUH [I0CJI€ OKOHYaHMS OIEpaluu IPU BBIXOAE U3
HapKo3a BCIEACTBHE Pa3BUTHL JUarHOCTUPOBAHHOMN 3JI0KAYECTBEHHON T'MIIEPTEPMHUHU.
[Ipn cyneOHO-MEIUIIMHCKOM BCKpb TaHHBIM 1uarHo3 Owln  moatBepkna€H. [lpuBomutcs

JICC YaCTbIM HaA4YaJIbHBIM TIPHU3HAKOM

ornucaHue Mop(¢oJIoru X HW3MEEEHHH B CKEJNETHOH MYCKyJaType C TNpPUMEHEHHEM Kak
0030pHOI, TaK U JIeK MYECKOI OKpacKH.

IlenHocth HaOro1eHUsT 00YCIIOBJIEHA PEIKOCTbI0O MOJHHEHOCHBIX (opM
3710KaYeCTBEHHOM U M BBICOKOW JIETAIBHOCTBIO, COMPOBOKIAIONIUX YyKa3aHHbIC
BapHAHTHI M1aTOJIO Bl JJAHHOTO 3KCHEPTHOTO CIy4as AEMOHCTPUPYIOT, KaK TPaMOTHO H
TIOJTHOLIEHHO WCTOJIOTUUECKOE HCCJEOBaHHE, B TOM YHUCIE C TPUMEHEHHEM

pOBaHUs, TIO3BOJSET BEPHO CQOPMYNIMpPOBaTH [HAarHO3 U B  Cllydae
MPOBAHHO OTBETUTH HA BOIIPOCHI IIPABOOXPAHUTEIIBLHBIX OPIaHOB.
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ABSTRACT
One of the most serious complication dern anesthesia is malignant
hyperthermia, which is a pharmacogenetic disease, typically manifested by skeletal

muscle hypermetabolism and rhabdomyolysis during or a eneral anesthesia with the use
of inhalation anesthetics. The most common“Witial sign of malignant hyperthermia is an
unexpected rise in CO. concentration at the e f exhalation. Atypical forms of this
pharmacogenetic disease are observed en than lightning or fulminant. In
Russia, the problem of malignant hyperther urrently remains unresolved.

We present a case of malignant ia in a 19-year-old girl who was operated

d. A description of the morphological changes in
ctive histological stains is given.

ation is due to the rarity of lightning-fast forms of
malignant hyperthermi i hality accompanying these variants of pathology. The
materials of this expert rate how competently and fully conducted histological
examination, inclug i
diagnosis and, if reasonably answer questions from law enforcement agencies.
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AKTYAJIBHOCTb
3510Ka4eCTBEHHAs TUIIEPTEPMHUS (30 ABJIETCS bapmakordier KU
paccTpoiiCTBOM  MeTaboJM3Ma  CKENETHBIX  MBIIII, HACIEAyeMbIM IO coM

JOMUHAHTHOMY THIy. B OOJBIIMHCTBE CIIy4acB MyTallMd OOHAPYXK
KOJUPYIOIIEM pHaHOAMHOBBIE penentopel 1-ro  tuma (RyR1),

W3MEHEHHSIM MTPOHUIIAEMOCTH KJIETOYHOW MEMOpPaHbI ¥ TUTIEPKAIT

Heo0xoqumMo OTMETHUTh, YTO MOJHUEHOCHBIC, WU
BCTPEYAOTCA JOCTATOYHO peako. Ho cymecTtByror emé u ag
HaOIOJAIOTCS HAMHOTO Yarie. Hampumep, purugHOCTb
ciiyyaeB sBisieTcs: mposiBjeHueM 37 u peructpupyercs ¢ 4
52% HaOMOAEHUH 3TOT CUHIPOM DPa3BHBAETCS Y JIIO
KIMHUYecKre nposiBneHus 317 BKIIIOUAIOT B ceOsl TUTE
reHePaAIM30BAaHHYIO MBIIICYHYIO0 PUTHAHOCTh. HaunG
SIBJISIETCSI HEOXKUIAHHBIA TMOJBEM KOHLEHTPALIMU

1 1: 40 1:16 000. B 45—
acte 10 19 ner. OCHOBHEIE
PlyCOBYIO TaxXWUKapIUI0 U

bIM HaYaJbHBIM Mpu3HaKoM 31"
koHie Beimoxa (ETCO2) [4].

in vitro, HEAOCTYMHBIN B Hamel ctpane. [pyr 110c00 TMarHOCTUKU — T€HETHUYECKHI TeCT
c ompexaeneHueM MmyTtanui reHa RyRI, WA HHU3KOM YyBCTBUTEIBHOCTHIO.
EnuHCTBEHHBIN W3BECTHBIN IIpenapar H HT nporuB 3" — Gmokarop RyR1
JAHTPOJIEH — YCIIEIIHO MPOLIEN PETUCTPA Poccuu B mapte 2022 r.

HecomHeHHBIN HHTEpeC INpenc yaii U3 COOCTBEHHOM MPaKTHKH, KOrja y
MOJIOAOM  JEBYIIKH,  IOABEpriiencs IUIAHOBOMY  XUPYPTUUYECKOMY
BMEILATENbCTBY, Pa3BUIICS CUHAP, HOM runepTepMuH.

OIMUCAHME 3KCIIEP CJIYMAA
N3 06cTOATE/IBCT a
[TanmenTka OCTyIIMJIa B XUPYPIUYECKOE OTHCJICHUE C AUarHo3oM

XPOHUYECKOTO WHOCMHYCUTa C HapylIIeHMEM HOCOBOrO JbIXaHus. B
IIpeIoNepauoH MEePHOASHIPOTUBOIIOKA3aHUIN K OTIepAIH BBISBICHO HE OBLIO.

aMHM: IpEeMeIMKaIUsl PAaCTBOPOM aTPOIUHA Cyb(ara H pacCTBOPOM
pHOe JaBiieHne 136/82-122/78 ™M pT.cT., HacToTa CepICYHBIX

pacTBOpPOM CyYKCaMETOHHMsI HOIWAa, MEpeBOA Ha MPUHYIUTEIBHYIO
uto nérkux B pexume IPPV  (intermittent positive pressure ventilation):
00beM 450 mui, yacTtoTa abIXaHWi 12/MUH, OTHOILIEHHE BIOX/BHIIOX — 1/2,
UTENbHOE JaBJIEHWE B KOHILE Bblgoxa 4 cM Boa.cT. llomnepxanHue aHecTe3uu
JOHHBIM IIperapaToM CeBO(IIOPaHOM U pacTBOpoM ¢eHtaHmna. [emoanHamuka
a: aprepuanibHoe naBieHue 112/70-102/64-98/58-112/67 mwm pr.ct, mymbc 110—
—96-120/muH, putMm cunycoBbld, SpO: (mepudepuyueckas KUCIOPOAHAS CaTyparus)
00%, pCO: (mapumanbHOE JaBJIEHHE YIJIEKUCIOrO rasa B IUla3Me KpoBu) 34-38-42
pT.CT.
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09:40. OneparuBHOE BMEIIATEILCTBO B 00BéMe CENTOIUIACTUKH,
ITOJIUIIOOTMOUJOTOMUHU JIeBOI‘/JI IIOJIOBHHBI ITIOJIOCTH HOCA, BHHOCKOHHHGCKOﬁ CUH

OnepaTuBHOE BMEUIATEIHCTBO MPOILIO 0€3 OCI0KHEHHH.
11:05. 3ameHena JnoOByIIKa ra3oaHanu3zaropa MoHuTopa. OTKIoue
ceBo(ropana. JlpIXaTeNbHBIM KOHTYp 3aMEHEH, a HCKYCCTBEHHas Be

MPOJOJDKEHA 110 TOJIYOTKPEITOMY KOHTYpY. Ilepudepuueckas remmneparyp’37° €4HOH
PUTHIHOCTH M TpHU3Ma KEBATEIBHON MYCKYJIAaTyphl HE BBISIBICHO. AYCKY. XaHue
0€3 XpUIIOB.

11:10. pCO2 99 wmmpr.ct., SpO2 100%. BrisBieH BaTEJIHLHOM
MYCKYJIaTyphbl, TMOBBIIICHHE NEPUPEPUICCKON TEMIIEpaTyphl TE HICHIUS K
Opanukapauu. Hauatel peaHuMaIimOHHBIC MEPOITPUSTHSI.

11:43. pH (BomoponHsIii mokasarens) 6,575; pCO, > - . (VMOHBI Kaus)

6,2 MMOJIB/J1; BOCCTAHOBJICHUE JCATEIHLHOCTHU CEPICUHO-COC ACTEMEL.
C 12:00 ormeuanuch SKTONHUYECKUH PUTM C Hef
ocnabnenue aprxanus ciesa, PH 6,78, pCO2 114,7 mMpicT. PO, (mapiuaibHOe AaBICHUE
kuciaopoaa) 23 mwm pr.cr.,, HCO3" 17,1 mmons/n, t@0 PHIICHTPAIUSl JIBYOKHUCH
yraepona) 21 mmons/n, SOz (HacelieHHE apTep poBu kuciopomom) 13%, Na*
(vonsl Harpus) 134 mmons/n, K™ 9,0 mmons/a, Hb orimooun) 71 r/m, KOK-MB (MB-
¢dpakuus kpearundpochokunassl) 431 En/m.
12:40. HecMoTpst Ha MPOBOIUMBIE pea
MOCJIe OKOHYaHUS OTepalii KOHCTaTHpOBaHa Ou

allMOHHBIE MeponpuaTus, depe3 1 4 25 mun
4yecKasi CMEPTh AMEHTKH.

3ak/104YMTe/JAbHBIA MeUIINH

OxoHyarenbHbIN quarHo3 31 ObL1 BJICH HA OCHOBAHWM KJIMHUYECKUX IPU3HAKOB
B COOTBETCTBHUHU CO IIKaJIOH, npemgoxentoir M@, Larach 8 1994 r. [6].
UBJICHHE HOCOBOM IIEPErOpOAKH C HAPYIICHUEM
HOCOBOT'O JbIXaHusd. XpOH MIOJIUIIO3HBIA PUHOCUHYCUT. Ba3oMOTOpHBIM pPHHHT.
Omnepanus: CeNTOIIACTHKA, UJOTOMHUS JIEBOM IIOJOBUHBI IIOJIOCTH HOCA.
OHJO0CKOIIMYECKas CHHYCOTOM U BEpxHEYeNmOCTHOM masyxu. Iloacimusucras

Ocnooicnenusl.
TOJIOBHOT'O MO3Ta.

Henocpeodimeennasn
HEI0CTaTOYHOCT

yaucTass HenoctaTouHocTh. Otrék  nérkux. OTék

UvyuHa cmepmu. ocTpasit CCPACHHO-COCYyAUCTaA

Pe3y1bFATHI GHO-MeAMIIMHCKOT 0 BCKPBITUS

yepe3 45YMUH 1OClI€ KOHCTaTallud CMEPTU TP HApyXKHOM OCMOTpE Tpyna
€ IIOSBJICHUE TPYIHBIX IISITEH B OTIOTMX MECTax M 3aJHEH IOBEPXHOCTH
TI0BAaTOM KOHCHCTEHIIMU, PUTHIHOCTH CKEJIETHOM MYCKYJaTypbl (Hauboiee
Has B MKPOHOXKHBIX MBIIIIAX) M BBIPAKEHHas IUIAHTapHas (JIeKcUs CTOIL.
CKHM, KpPOME SBIICHUHM BBIPAXEHHOI'O BEHO3HOI'O IIOJIHOKPOBHUS B CHUCTEME

Ha ce0s BHMMAaHHE MHOXXECTBEHHBIE MEJKHE, MECTaMHU TOYEUHBIE OUYAKKH
STHUSL.

ucmonozauyeckoe uccieoosanue. lIpu T'HCTOIOTMYECKOM HCCIEJOBAaHHMM BO BCEX
praHax OTMEYaJOCh PE3KOE IIOJHOKPOBHE HE TOJIBKO B KPYIHBIX COCylax, HO TaKXKe B
TepHuoJiax M BEHYyJaX C pa3BUTHEM arperanuu (Cilapka) SPUTPOLMTOB, SBICHUSMHU
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BHYTPHUCOCYJHCTOTO TreMoin3a ©u (OPMHPOBAHMEM T'OMOTCHHBIX JKENTO-OyphIX Macc,
TOBTOPSIBIIIHX, KaK CJIEMKH, ouepTanms cocy10B (HHCH).

Kpome Toro, MHOTHE COCY/IbI pa3HOTO KanuOpa B NETKUX, MOYKAX, IEYCHU
MO3re coaepkanu Macchl (puOprHA U TPOMOBI, @ B TKaHSAX ITHX OPTaHOB MME
JMareIe3Hble W KPYIHBIC CIUBHBIC KPOBOMBIMSIHMA. B MHOKapie BBIsSBIIC
BOJTHOOOpa3HO# nedopManuu ¥ (QparMeHTalUd KapAUOMHUOIIMTOB C OY

()

ONpEeNeNISINCh  MPU3HAKU — pabioMHonu3a: Ha  OoiblIemM
MCYE3HOBEHHE MONEPEYHON MCUEPUCHHOCTH, Pa3BOJIOKHEHHE, a Ta
TOMOTEHHM3aIMsI HEKOTOPHIX MBIIICUHBIX BOJOKOH. B  oTmemiik OJIOKHRX HMMEIUChH
NPU3HAKH HEKpPO3a B BHUJE KapHOpEKcHca M KapHOJIM3HCa PU OKpacke C
nomoibio peakiuu [OPII (reMaTOKCHITMH—OCHOBHOM (yKC HCIIOTa; METOL
J.T. Lie ¢ coaBT. [7]) BBIBISUIUCH (YKCHHO(PHIBHBIC Y42 PHO OKpAIIeHHBIX
KOHTPAKTyp Pa3IMYHON MPOTHKEHHOCTH U TOMOIEHHO O
(puc. 3, b).

B monspuzaninoHHOM CBeTe OTMEYalIoCh HE
MBIIIECYHBIX BOJIOKOH, ObUIM BUAHBI TEMHBIE TTOTIEPYg

I'enemuueckoe uccneoosanue.
WCCIICIOBAHHE C IIETIbIO BBISABIICHUS MyTallUU B T€HE, KOJM
TecTa ObUT OTPUIIATEIIBHBIM.

BEUCHUE CAPKOIIa3Mbl
JIIOCHI KIIEPECOKPAILICHUSI.

BBIIIOJIHEHO  T'€HETUYECKOE
oreMm RyR1, ognako pe3ynbTaTt

3aK/JII4YUTE/NbHBIA CyAe0HO-Me HCKUM AUATHO3

Ha ocHoBaHMM &NaHHBIX Me[
UCCIIeIOBaHMH ObLT C(HOPMYITHPOBAH CIIETY i CYy1e0HO-METUITMHCKUI TUArHO3.

OcnosHnoe 3ab6onesanue. NpenpacroioR€HHOCTh K 3J0Ka4eCTBEHHOW THIEPTEPMUHU
(papmaxorenernyeckoe 3adoneg@tue, kiacc MKb-10 T88.3).

XPpOHUYECKUN  TOJUIIO3HBIA PUHOCUHYCHT.
IIOJIOBUHBI IIOJIOCTU HOCA C INIOCKOKJIETOYHOH

IOpIXaHus (MO0  KIMHUYECK
BocnanutenpHO-0TEYHBIN  TTOH
metamutasueii (b 18-18)
OIJIACTUKA, IMOJHUIIO3TMOUIOTOMHUS JIEBOM IMOJOBUHBI
s CHUHYCOTOMHS JICBOM BEPXHEUEIIOCTHOM IIa3yXH,
HOCOBBIX pakoBuH (0-444-18).

JIOKAaYeCTBEHHOW THMEpPTepMHUU (TI0 KIMHUYECKHM JIaHHBIM,
1o 40°C, kucnoTHo-ocHOBHOTO coctostHus, pH 6,78, pCO2 34—
38-42 nmo 1 W) K' >9 MMoub/):  YCKOPCHHBINM MMOCMEPTHBIN ayTOJNN3 TKaHEH,
HBIX MBI, pabJOMUONIN3, BBIpAKEHHAs IJIaHTapHas (IEKCUs CTOII,
BaHHOTO BHYTPUCOCYJHCTOrO CBEPTHIBaHUS (Macchl (uOpuHA H
TPOMOBI B COCyJlaX Pa3HOTO KajauOpa, MHOXKECTBEHHBIC KPOBOUZJIMSIHUS B
Ne4YeHd u ToJOBHOM Mo3re). OcrTpas cepieyHas HEIOCTAaTOYHOCTD
HOE€ BEHO3HOE IMIOJHOKPOBME B CHCTEMax Majoro M OOJBIIOrO0  Kpyra
1, OTEK JIETKUX U TOJIOBHOTO MO3Ta).

eMOCPEJCTBEHHOW  MPUYMHOM  CMEpPTH  MAIMEHTKU  SBUJICS  CHHIPOM
MPOBAHHOTO BHYTPHUCOCYAUCTOTO CBEPTHIBAHMUSA C PA3BUTHUEM OCTPOW CEpIEYHO-
O HEJOCTATOYHOCTH.

IIOJIOCTH  HOCA,
MOJACIN3HUCTAas Ba
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3AK/IIOYEHHUE

IIpencraBneHHbIi HAMU CIy4Yall pacCMAaTPUBAIICA B XOJ€ KOMUCCUOHHOU 3
B COCTaB KOTOpPOH ObUIM BKIIOYEHBI Bpaud CyJIeOHO-MEIUIIMHCKHE DKC
aHECTE3UOJIOr-PEaHUMATOJIOT, BPau-IIaTOJI0rOaHATOM.

LleHHOCTH MpeNCTaBIEHHOr0 HaOMIOeHUsST 00yCIOBIIEHA PEIKOCTHIO
(GopM 3JI0KAYECTBEHHOM THUIEPTEPMUM U BBICOKOM JIETATLHOCTBIO, C
yKa3aHHbIE BapUAHTHI JAHHOTO (hapMaKOTreHEeTUYECKOTO 3a00JIeBaHUs.

Marepuaisl IIpeICTaBICHHOIO 3KCIIEPTHOIO Ciydasl JIEMOHCTPU

TECTUPOBAHUEM, IIO3BOJIIET B LEJSAX YCTAaHOBJICHUSI UCTUHBI BEPHO
B Cllyyae HEOOXOJUMOCTH apryMEHTUPOBAHHO OTBETHTH Ha BOII
OpraHoB.
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Puc. 1. Pe3koe MOJHOKPOBHUEC COCYAUCTOIO pycCiia C PAa3BUT
SPUTPOIUTOB, (HOPMUPOBAHUEM TOMOTCHHBIX KEITO-OYPBIX
Okpacka reMaToKCUINHOM U 303uHOM, X100.

Fig. 1. Massive plethora of blood vessels with the develg and loss of outline of red
blood cells with the formation of homogeneous yellg masses (intravascular hemolysis).
Hematoxylin-eosin, x100.

oTepell odepTaHHs
YTPUCOCYAUCTBIN TEeMOMIHU3).

anus U (parMeHTalusd KapAHOMHOIMTOB C HAIMYHEM YYacTKOB
JIMHOM H 303uHOM, X200.
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Puc. 3. Mopdonoruueckass kKapTuHa paOAOMHONIM3a TPH 3J0KAYECTBEHHOW THUIEPTEPMHH: @ —
HCUYC3HOBCHHC nonepequi/'I HCYCPUCHHOCTH, PA3BOJIOKHCHHUC, O4YaroBasd U3BUTOCTb, TOMOLCHHU3AINA
OTACJIIbHBIX MBIIICYHBIX BOJIOKOH C YUYACTKaMU ITPOCBCTIICHUA (OKpaCKa I'eMaTOKCHUINHO
x100); b — monoxuTtensHO okparieHHbIe hyKcuHOGMUIBHBIC YaacTKH (okpacka [ODII,
Fig. 3. Morphological picture of rhabdomyolysis in malignant hyperthermia: a —
striation and fibrous structure, focal tortuosity, homogenization of individual muscl

of enlightenment (Hematoxylin-eosin, x100); b — positively stained fuchsingfhilic
stain, x100).
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