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3110KA4Y€CTBECHHAS TUIICPTCPMHUS

- 3TO (papMaKOI€HETUYECKOE THUIIEPMETA0O0INYECKOE COCTOSIHUE

CKEJICTHON MYCKYJIaTyphl Y NPEAPACIOI0KEHHBIX MallUEHTOB B
oTBeT Ha ob6mryro aHectesuto (OA) ¢ HCHOJIb30BaHUEM

HHT'aJIAIINOHHBIX dHCCTCTHUKOB /NI CYKIIMHUWJIXOJIMHA.

e management of malignant hyperthermia //
nadian Anesthesiologists’ Society, - 2018
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I DIED FOLLOWING GENERAL ANAESTHETIC
I @ NO REACTION FROM GENERAL ANAESTHETIC
0 NOT HAD GENERAL ANAESTHETIC
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FiG. 1
Family tree. Circles indicate females; squares indicate males.

AYTOCOMHO-TOMMWHAHTHBINA TUII HACJIEJOBAHUS

M. A. Denborough, J. F. A. Forster, R. R. H., Lovell Anaethtetic deaths in a family // BJA, - 1962



«Kpu3uc B aHECTE3UOTIOT UM

Kak
MpEeICKa3aTh?

Kakue nekapCTBEeHHbIE
[penaparbl MOTYT
CHU3UTH JIETAJIbHOCTh

ot 3I'?

Yo
IPOBOLIUPYET
pasButue 317

Kax momoun
MaACHTY?

[Touemy OA BBI3BIBACT
IUTUTEIIBHOE COKPAILICHUE
CKEJIETHOW MYCKYJIaTypbI?

H.A. nanpep, B.A. llInalinep 3nokadectBeHHas runeprepmus (cunapom Mkapa): HOBbIN
B3IVIsA]1 Ha cTapyto npodiemy // HepBHo-MbIeuHbie 6oe3nu, 2014;(1):21-29.



H.A. Hnaiinep, B.A. llInalinep 3nokadectBeHHas runeprepmus (cunapom Mkapa): HOBbIN
B3IVIsI Ha cTapyto npodiemy // HeppHo-MbllieuHbie 6one3nu, 2014;(1):21-29.



DINIEMHUOJIOTUSI

1. Bo Bcex pacoBbix rpynmax 1 ciygan Ha 15 000 - 75 000
OOIUX aHECTE3UH

2. PacnpocTpaHeHHOCTh TEHETHUECKOIO Ipu3HaKa 31" B
npeaenax 1:2000 - 1:3000

My>K4MHBI : KEHIIUHbI = 2:1
4. Yaime y JIUI] MOJIOZOTO BO3pacTd™ _ #™ = L=
a3 .0 o

Y

w

1.Pawan K Gupta P. K., Hopkins P. M. Diagnosis and management of malignant hyperthermia // BJA
Education, - 2017.

2.Sheila Riazi S., Kraeva N., Hopkins P. M. Updated guide for the management of malignant hyperthermia //
Canadian Anesthesiologists’ Society, - 2018



DINIEMHUOJIOTUSI

CwmeptHOCTB 80%

Hautposen B 2000 — e rr. yBemuumiaach a0 14 %

xouerl 1970 -x
Y / L\n lWhats
malignant

5 % hyperthermia¥?

Sheila Riazi S., Kraeva N., Hopkins P. M. Updated guide for the management of malignant
hyperthermia // Canadian Anesthesiologists’ Society, - 2018



ITHOJIOTHUS

YTto He00X0aUMO, 4TOOBI pa3BUICI Kpu3 317

— S

1. HacnemoBanue 2. Businue
AHOMAJILHOTO TPUTTEPHBIX
(MyTaHTHOI'O) I'€Ha areHTOB OA (miun

(r€HOB) «TPUTTEPOBY)

H.A. Hnaiinep, B.A. llInalinep 3nokadectBeHHas runeprepmus (cunapom Mkapa): HOBbIN
B3IVIsA1 HA cTapyro npobdiemy // HepBHo-MbllieuHbie 00se3Hu, 2014;(1):21-29.



HacienoBanue anoMajabHOTO
reHa

1. RYRI (ryanodine receptor 1)
2. CACNAIS (al-subunit — DHPR)
3. STAC3

Sheila Riazi S., Kraeva N., Hopkins P. M. Updated guide for the management of malignant
hyperthermia // Canadian Anesthesiologists’ Society, - 2018



Tpurrepsl

* Bce mHraassumoHHbIE aHECTETUKHU (MCKII. — 3aKUChH

a30Ta, KCCHOH)
» T'aymoraH » Jlecdmropan

» DH(pIIOpaH » CeBoduiropaH

» N3odumopan

N3oduypan > CeBodurypan > Jlechaypan

* Jlmstrnossii 2gup Ximopohopm Jlekameronunn Kodpenn

* Jlenomsipuzyromue MuopenakcaHThl (CyKIIMHUIXOIMH)

K. M. Jlebenunckuii 310Kka4yeCTBEHHAsI TUIEPTEPMHUSI: UYTO MBI MOKEM U Yero nmoka He Moxkem B Poccun? //
KpacHosipck, - 2017

Sheila Riazi S., Kraeva N., Hopkins P. M. Updated guide for the management of malignant hyperthermia //
Canadian Anesthesiologists’ Society, - 2018



3a0oJieBaHus IpyInbl pucka 31

Houmu ecezoa cesazamnnvt ¢ 31 » HaciiencrBeHHbBIE 00JI€3HM OOMEHA:
[TopakeHus sep MUOIUTOB (0OJIE3Hb — cunjpoM nedunura AT B CIIP;
IEHTPAJIbHOTO CTEPIKHS). — MUTOXOH/JIpUaIbHasl MUOIIATHS;
Bepoamnee ecezo ceazanwt ¢ 3I — nepuut CPT2.

* HacnencrBeHnHas Heliponarus (HeBpajibHas
amuotpodus) [lapko — Mapu — Tyra.
e Cunpom Caroeru.

* MuonaTuv 1 MUOTUCTPOPUN:

— MJI Tromenna, Omepu — Jpeiidyca, mieue-
nune-nonarounas M/1; M/l Oykysamel;
cunjipom Kunra — Jlenbopo.

« JIpyrue MHOMATHH: Hmerom cxoocmeo ¢ 3I'

— curapoM lIBapua — [xamrena; * CMHAPOM BHE3aIIHOM CMEPTH MJIA/ICHLIEB.
— MblmreyHas aucrpodus Bexkepa. * 3710KaYeCTBEHHBIN HeNPoIenTHYECKUI

* Muoronuu: CHHApPOM.

— IIEPBUYHBIN IEPUOAUYECKUN [TapajIny; * lumpompl.

— BpOXICHHAs MHOTOHHS TOMCeHa; * HecoBepiieHHBIN 0CcTEOreHes.

— AUCTPOdHIECKAs MHOTOHHSE; * 3a00/1eBaHusA, CONMPOBOKIANIIMECS

— XOHIpoIUCcTpodUIecKass MUOTOHUSI. e

H.A. Hnaiinep, B.A. llInatinep 3nokadectBeHHas runeprepmus (cunapom Mkapa): HOBbIN
B3IVIsA1 HA cTapytro npoodiemy // HepBHo-Mbliieunbie 0ose3nu, 2014;(1):21-29.



[TaTopuznonorus

Depolarization
DHP receptors
Activation
Ca*

RYR1
Ca**-ATPase

Sarcoplasmic
reticulum

Schneiderbanger D., Johannsen S., Roewer N., Schuster F Management of malignant hyperthermia:
diagnosis and treatment // Department of Anesthesia and Critical Care, University of Wuerzburg, - 2014.



ITaTodpusznonorus

Cell membrane
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Nonanesthetic Malignant Hyperthermia // The American Society of Anesthesiologists, - 2011.
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DedekTHbIN RYR1

TPUITEP
h 4
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CUHAPOM NMONTMOPIAHHOW HECOCTOATENIbHOCTU

K. M. Jlebenunckuii 3n0kauyecTBEHHAs TUIIEPTEPMUS: UYTO Mbl MOXKEM U 4ero noka He MoxkeM B Poccun? // Kpachnospck, - 2017



Knnanyeckue 1 1a0. IpOosBICHUS

PaHHUE NIpU3HAKU:

. T YCC, 1 Y/, napymeHus: puT™Ma cepra

* MbIIIEYHAs pUTHIHOCTE (MMS)

Gradually increasing ETCO;

©Copyright Oridion Systems Ltd.

Possible causes:

« Hypoventilation

+ Rising body temperature/malignant hyperthermia
o Increased metabolism

« Partial airway obstruction

« Absorption of CO2 from exogenous source

mha rmation for Anaesthetists // Malignant Hyperthermia Australia & New

‘\:’u“g‘.}.ifl ?I :E-{';.‘fs'%‘.":lTe,y‘r‘rliuM’ ealand URL



Knnanyeckue 1 1a0. IpOosBICHUS

Hapacraroniue npu3Haku:
* brictpoe T T°C tema Ha 0.5°C 3a 15 MuHyT -
* [Ipody3Hoe noTooTACICHUE N

. I{uaros *_/
: Ennepmmem \ j{ ;z/

* PecniuparopHbIN 1 META0OIMYECKUH AIU]I03 L2

mh am%ﬁforma‘uon for Anaesthetists / Malignant Hyperthermia Australia & New
Zealand URL



Knnanyeckue 1 1a0. IpOosBICHUS

[lo3gHue npusaxu:

* 1 KOK
* Muornoounypus (Moda IBE€Ta «KOKa-KOJIbD)
* IBC - cunnpom e

* OcTaHOBKa KpOBOOOpAIICHUSA

h glformatlon for Anaesthetists / Malignant Hyperthermia Australia & New
m all
Zealand URL



Jluarsocruka



AHAMHE3

1. Cocrosnus, cxonasie ¢ 31, y camMmoro 00JIbHOTO WU
€ro KPOBHBIX POJICTBEHHHMKOB BO BpEMs HJIM TOCIIE
AHECTE3MU;

2. CMepTH «OT HapKo3a» B CEMbE.

K. M. JleGenunckuii 3nmokauecTBEHHAS TUTIEPTEPMHUS: YTO MBI MOYKEM U Yero MoKa He MoxeM B Poccun?
//" KpacHospck, - 2017



AHAMHE3

JIuxopajska, OACPBEHECHUE MBI WIM MOTEMHEHHE MOYM IIpU
MHTCHCUBHOM (Pr3. Harpy3Ke / BLICOKOM BHEIIHEHW TeMIIepaType

HeoObrunbIe peakiiuu Ha Tpurrepsl (kode!)

Bricokas muxopajika Mpy He3HAUMTEIbHBIX HHMEKIHIX

«benasy runeprepMus B IETCKOM BO3PACTE

SN XK X

MpllieyHass KpUBOILIES, KOCOITIA3U€E, BPOKIACHHBIE TPHIKHU

K. M. Jlebenunckuii 310kauyecTBEHHAs TUNIEPTEPMHUS: UYTO Mbl MOXKEM U Yero 1noka He MmoxkeM B Poccun? // Kpachosipck, - 2017



CKpUHHUHI-TECT: YpOBEHb KDK

Cpennue 3HaueHusd KOK npu 11317 B mokoe
npeBbIIaroT TakoBbie y H3I -manmentos, HO!

CKpuHMHI-TECT Ha ypoBeHb KDOK B MoKo€ MpUTOIIEH IS
«COpTUPOBKM» Ha TipeaMeT 1131 B OTAECIBHBIX CEMBSX, HO
MaJIOYyBCTBUTEJICH B MOMYJIALINHA.

K. M.

Jlebenuuckuit 3M0Ka4eCTBEHHAS TUIIEPTEPMUS: UTO MBI MOXKEM U Yero Moka He MoxkeM B Poccun? //
Kpacnosipek, - 2017



The Clinical Grading Scale (CGS)

Parameters Points
Rigidity
Generalized muscular rigidity 15 <« Cardiac involvement
Masseter spasm following succinylcholine 15 Inappropriate sinus tachycardia
Muscle breakdown Ventricular tachycardia or ventricular fibrillation 3
Ck >20,000 IU (with succinylcholine) 15 Others
Ck =10,000 IU (without succinylcholine 15 .
.( . A y. .) Arterial base excess >-8 mEq/L 10
Cola colored urine in perioperative period 10 : ‘
Myoglobin in urine =60 mcg/L 5 Arterial pH <7.25 10 Gum
Myoglobin in serum >170 mcg/L 5 Rapid reversal of signs with IV dantrolene 5
Blood/plasma/serum K >6 mEq/L 3 Score MH rank Description of likelihood
Respiratory acidosis 0 1 Almost never
ETCO, >55 mmHg HD4gmm 59 2 Unlikely
PaCO, =60 mmHg with appropriate controlled 15 .
Sartlaton g e 10-19 3 Somewhat less than likely
ETCO, >60 mmHg on spontaneous respiratory 15 20-34 4 Somewhat greater than likely
PaCO, >65 on spontaneous respiratory 15 3549 5 Very likely
Inappropriate hypercarbia (in anesthesiologist 15 50+ 6 Almost certain
judgment z : - 5 :
JI d ) —— 10 Malignant hyperthermia clinical grading scale given by Larach
nappropriate fachypnea et al. Clinical features seen in this patient are marked by green
| Temperature increase arrows. The total score is calculated as 58 which suggests
Inappropriate rapid rise in temp (in 15 «gum almost certain of malignant hyperthermia. MH: Malignant
anesthesiologist judgment) hyperthermia, ETCO,: End-tidal carbon dioxide, IV: Intravenous
Inappropriate increased temperature >38.8°C 10

in the perioperative period
S. R. Monish, K. Sibashankar, A. Maheshwari Rare postoperative delayed malignant hyperthermia after
off-pump coronary bypass surgery and brief review of literature // Annals of Cardiac Anaesthesia 2016



30JIOTOX CTAaHIAPT

e | eHETHUECKOE UCCIECIOBAHUE

* ['aoTaH-KO()EMHOBBIM KOHTPAKTYPHBIN TECT €X
vivo (I’ KKT/CHCT) - C. Amepuka
YyBCTBUTEIBHOCTh 97%, cnenuduaHocTsb 78%

» Kontpakrypssblil TecT 1n vitro (IVCT) — EBpomna
qyBCTBUTEIBHOCTH 100%, cnenuduanocts 94%

Sheila Riazi S., Kraeva N., Hopkins P. M. Updated guide for the management of malignant
hyperthermia // Canadian Anesthesiologists’ Society, - 2018



' KKT

A Halothane contracture test — response of
normal muscle

r 11

19l
05% 1% 2%

1m0 Halothane

B Halothane contracture test — response of
MH susceptible muscle

T |

19| 0.5% 1% 2%

3 min Halothane

Pawan K Gupta P. K., Hopkins P. M. Diagnosis and management of malignant hyperthermia

// BJA Education, - 2017.



OueHka pe3ynsraToB

Clinical suspicion of MH
I

4 ¥
DNA screening »| Muscle biopsy
and IVCT
Diagnostic variant No variant found or
identified variant of unknown 4 :
significance identified | [ MHSpe, MHS;, MHN
or MHSC
MH susceptible MH susceptible MH negative

Pawan K Gupta P. K., Hopkins P. M. Diagnosis and management of malignant hyperthermia
// BJA Education, - 2017.



Jleuenue

IIpekpaliieare BBEACHNUS TPUTTEPHOTO KOMIIOHEHTA U
HemesieHHoe B/B BBeAgeHue JAHTPOJIEHA!

1. OTKIHYUTH UCIIAPUTENIb, IIPOBECTH T'HIECPBEHTUISIIAIO
— ckopocTh moToka 15 n/mun 100% O2

2. llognepxaHue aHeCTE3UU BHYTPUBECHHBIMU
AHECTETUKAMU

Pawan K Gupta P. K., Hopkins P. M. Diagnosis and management of malignant hyperthermia //
BJA Education, - 2017.



JlanTpOJIEH

v/ MJI: 3agepxuBaet BeicBOOOKAeHNE Ca2+ n3 CIIP ckeaeTHbIX
MBIIIIILT

v/ JluopunuzupoBanHas HaTpuenas cojib 20 Mr + 3 r MAHHUTOJIA
v/ Konuentpauus B pactBope — 0,33 mr/miu (pH=9.5)
v/ BricokonunoduieH

Maxkkopmuk b., Ky3ekoB B. B., Henamkoscknit 3. B. AnropuT™Mbl T1€MCTBUNA IPU KPUTHYECKUAX
coctostHusx B anecre3uonoruu / World Federation of Soocieties of Anaesthesiologists, 2018



JlanTpOJIEH

* CraproBas g03a: 2.5 MI/KT 0OJIIOC

* BBoauTh 1 Mr/kr kaxnaeie S — 10 MUHYT 10
MOMEHTA CTAaOMIN3AINN COCTOSTHUS ITAlIMCHTA

* MakcumaipHag go3a:; 10 Mr/kr

CTOII: EtCO2 <45 mmprcru T C <38,5

Pawan K Gupta P. K., Hopkins P. M. Diagnosis and management of malignant hyperthermia //
BJA Education, - 2017.



JlanTpOJIEH

J1o cux Top He JEeraJiMm30Bad Ha pOCCUKMCKOM (papMarieBTUHYECKOM
peiHKe, T. €. opunmansHo SAIIPEIIEH k pactipocTpaHeHuIo n

[IPUMEHEHUIO Ha Tepputopuu PO.

Ero HeCaHKIIMOHUPOBAHHOE IIPUMEHEHUE AOMYCKAETCH 110
’KW3HCHHBIM HNOKA3aHUSAM B CUTYAIlMM KpaHEH HEOOXOIUMOCTH

(ct. 39 O6meit yvactu YK P®; ct. 2.7 Koaekca P® 06
aIMUHHUCTPATUBHBIX MpaBoHapyieHusxX; cT. 1067 'K PD)

Kum E.C., T'opbaues B.I., YaxakoB B.B. 3n0okauecTBeHHAs TUNEPTEPMHUS: COBPEMEHHbIE MOIXObI K
npodunakTuke u jeuenuto // Acta Biomedica Scientifica, 2017



IIpenaparer M g2+

* Bo3dMmoxxHas ajpTepHATUBA JAHTPOJICHY
(HenoJHOoLICHHAs ! )

* [Ipsambie anTaronucTer Ca2+

Kum E.C., T'opbaues B.I., YaxakoB B.B. 3n0okauecTBeHHAs TUNEPTEPMHUS: COBPEMEHHbIE MOIXObI K
npodunakTuke u jeuenuto // Acta Biomedica Scientifica, 2017



AXTUBHBIM MOHUTOPHUHT

OKI, A/l (uaBa3uBHO), SatO2, etCO2, T°C Tena

JIaboparopHo: I'AK, kanuii mia3mel, 1aktat, KK, Muorinoous
B KPOBH M B MOYE

Koarynorpamma
KpoBb Ha moceB
Temn nuypesa

SKXKKX KX

Sheila Riazi S., Kraeva N., Hopkins P. M. Updated guide for the management of malignant
hyperthermia // Canadian Anesthesiologists’ Society, - 2018c



| unieprepmus

v/ AxtuBHOE oxjaxaeHue nmpu T > 39°C

v/ OOxI1apIBaHKUE TYJIOBUIIA BIAXKHBIMH XOJOAHBIMA MPOCTHIHKAMH
v/ Uudy3us X0101HBIX PaCTBOPOB

v/ JlaBax moJsioctu pra, xKemyaka, mojsoctu MII

T | e e~ AV
‘,,& ‘;, HperaTI/ITB OXJIEDKI[CHI/IG npu T < 38°C

/ "» : ‘,

Maxkkopmuk b., Ky3ekoB B. B., Henamkoscknit 3. B. AnropuT™Mbl T1€MCTBUNA IPU KPUTHYECKUAX
coctostHusx B anecre3uonoruu / World Federation of Soocieties of Anaesthesiologists, 2018



| unepkanuemMus

v/ HMHdy3us pactBopa rtoko3bl ¢ uacyinrHoM: MK/ 10 ex B
60 M 40% p-p mroko3s1 3a 30 MUHYT

v/ B/B BBennue 10% 10 M CaCl2 ~ IS =

Hapymienus putma cepaiia - aMHOIapoH S MI/KT WA
B — 6iokaTopsl (3CMO0107, METOIPOIO0N)

BJIOKaTOpBI KAJIBIIMCBLIX KaHAJIOB HpOTI/IBOHOKaBaHBI!

Pawan K Gupta P. K., Hopkins P. M. Diagnosis and management of malignant hyperthermia //
BJA Education, - 2017.



Anmnos

v/ PecniparopHbIN: THIIEPBEHTUIIALIUS

v/ Merabonnueckuii: pH < 7.2 — OnkapOoHaT HAaTpuUA
0,5 MMOJIB/KT

Patient Case 17
Age: 3 weeks
Sample type: Venous

Blood gas values

oH 715 [7.35- 745 ]
pCO, 84 kPa [45-60]
00, 62 KkPA [95- 140]

Acid-base status
HCO5 12 mmoll[ 220 - 30 ]
BE 121 mmoll[ -2 to +2 ]

Pawan K Gupta P. K., Hopkins P. M. Diagnosis and management of malignant hyperthermia //
BJA Education, - 2017.



IIpenorBpamenue OIIH
* [lopgnepkuBaTh quype3 > 2 Mi/Kr/4ac

* dypocemuy 0.5—1 Mr/kr
* M30exaHne runmoBoIeMur (MAHHUTO! )

ITapaneramoi?

Pawan K Gupta P. K., Hopkins P. M. Diagnosis and management of malignant hyperthermia //
BJA Education, - 2017.



Ilocnenyromee aeuenue B OUT

e BOMUT B Teuenue 24 yacos mocJe >nu3ona 31

* IIpekpaieHrue BBEACHUS JAHTPOJICHA WA YBEINYCHUE
MHTEpBaJia €ro BBEACHHU 10 8 — 12 4acoB npu:

v/ T rtena<38°C

v/ Cumwxkenne ypoBus KK

v/ YMEHbIIICHUE MBIIICYHON PUTHIHOCTH

v/ Her npusHakoB MUOIOOMHYPUH

v/ Merabomnueckas cTaOIBHOCTE B TeueHue 24 .

* MOHUTOPHUHT J1a0. IMOKa3aTeleh Kaxable 6 4acoB 10 UX
HOpMaJIU3aluu

Sheila Riazi S., Kraeva N., Hopkins P. M. Updated guide for the management of malignant
hyperthermia // Canadian Anesthesiologists’ Society, - 2018c



JlaJIbHENIIINE MEPOITPUATHA

e | eHeTUUECKOE HUCCIIEIOBAHUE MTAIlMEHTa U €TI0
POJICTBEHHUKOB!

Sheila Riazi S., Kraeva N., Hopkins P. M. Updated guide for the management of malignant
hyperthermia // Canadian Anesthesiologists’ Society, - 2018c



EQMHCTBEHHBIN KOHCYJIBTAaTUBHBIN
1ieHTp B PO

* IIpu kaeape aHECTE3NONOTMH U pEaHUMAaTOJI0ruu um. B.
JI. BaneBckoro C3I'MY um. 1. . MeunukoBa B CaHKT —
IIeTepOypre

3AITAC JAHTPOJIEHA: Mocksa, Cankt-IleTepOypr,
Kpacnosipck, Taranpor

Maxkkopmuk b., Ky3pkoB B. B., Hemamkoscknit 3. B. AIropuT™Msl 1€MCTBUNA IPU KPUTHYECKUAX
coctostHusx B aHecte3uonioruu / World Federation of Soocieties of Anaesthesiologists, 2018



CITACUBO 3A BHUMAHHUE!



