OCTPbBIU PABIOMUOJIN3:
HEOBBIYHGBIE U CTEPTBIE
BAPUAHTBI 3JIOKAYECTBEHHOU
ITUINEPTEPMUU




3IOKAUECTBEHHASI
T'MIEPTEPMUSA (3T)

Yrpoxarolee "KU3HU COCTOSIHUE OCTPOTO
TUIEpMETa00IM3Ma CKEJICTHOM MYCKYJIaTypbl, KOTOPOE
BO3HUKACT B CBS3U C OOIIEH aHECTE3UMEH WU MHPOSBIISICTCS
MBIIIICYHON PUTHIHOCTHIO, ITOBBIIICHHBIM MOTPEOJICHUEM
KHUCJI0POAa, IPOAYKIMEHW JIaKTara, YIJIEKUCIOrO ras3a H

TEIUIA, U HEPEAKO MPUBOJIAIIMM K MACCUBHOMY PACIIAJ}

N

MOIIEPEYHOII0IOCATON MYCKYJIAaTyphl (padIoMHOJIN3Y)




NI EMNOJI01 A
3JIOKAUECTBEHHOMU
IT'UMIIEPTEPMUN

YHacrora y B3pOCIBIX

® 1: 60,000 o0mux aHecTe3uil ¢ MPUMEHEHUEM

CYKINHMWJIXOJINHA

® 1: 220,000 oOmux anecte3ui 03 CYKIUHUIXOJIMHA

® AOOpPTHUBHBIEC U CTEPThIC (DOPMBI:

1 : 4,500 o0mmx aHecTe3ni




NI EMNOJI01 A
3JIOKAUECTBEHHOMU
IT'UMIIEPTEPMUN

Yacrora y neren
® 1: 15,000 o0mux aHecTe3uil ¢ MPUMECHEHUEM

CYKINHHMJIXOJINHA

® Onucansl cnydyan y aeter o u 6”4 MecsyHOTO

BO3pacTa

® VYV MmanpuuKoB — B 4 pasa yamie




NI EMNOJI01 A
3JIOKAUECTBEHHOMU
IT'UMIIEPTEPMUN

Yacrora MomHMEHOCHOU (popmbl 31

® 1:251,000 oOmux anecre3ui
® 1:84,500 aHecTe3ui ¢ MOIMHBIMYA UHTAJISIIIUNOHHBIMU
AHECTETUKAMHU

® 1:62,000 agecTe3uii ¢ coueTaHUEM MOIIHBIX

HHI'AJSIITAOHHBIX dAHCCTCTUKOB M CYKITMHHUJIXOJINHA




NI EMNOJI01 A
3JIOKAUECTBEHHOMU
IT'UMIIEPTEPMUN

Yacrora aboptuBHOU (popMbl 31

® 1:16,300 oOmmx a"necre3ui

® 1:6,200 aHecTe3uil ¢ MOIHBIMUA WHTAIAIIMOHHBIMU

AHCCTCTHUKAMHU

® 1:4,200 anecrte3uil ¢ coueTaHNEM MOIITHBIX

HHI'AJSITAOHHBIX dHCCTCTUKOB M CYKITMHHUJIXOJINHA ‘




MEXAHU3M PA3ZBUTUA
3JIOKAYECTBEHHOHU 'MNNEPTEPMUHU
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MEXAHHNU3M PA3ZBUTUS
3JIOKAUECTBEHHOMU
T'NIIEPTEPMHUNA

| eHepannM30BaHHOE MBILIEYHOE COKpPAICHUE
Poct npoayxkiuu CO,,

HMitiemust COKpanieHHbIX MBIIIIIL]

HaxkoruieHue jakrara

Pazo01ieHue okucieHus U pocopuinpoBaHus
Poct nokanbHOro U cucteMuoro O, -aoira

I unokcus + pacnajg capkomepa
Bosmoxnsbii ucxon - CIIOH




PUAHOJINHOBBIU
PELIEIITOP (RYRI)
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TPUI1 EPHDbBIE A1 EH1TDBI
3JIOKAUECTBEHHOMU
IT'UMIIEPTEPMUN

o CyKIMHUJIXOJHH e lajoTan
o Bexyponuii? ¢ JH(mopaH
) o H3odaropan
o [llankyponuii?
o /lesdurropan
o JlexameToHum

o CeBoduiropan

JIuaTrnoBEIN hUp

« Kodeun

Kemamumn? o Denomuaszunvi?




BE3OIIACHBIE IIPEITAPATHI
TP 3JIOKAUECTBEHHOMU
IT'UIIEPTEPMUN

Bapourtyparsr o beH3MIN30XUHOINHOBBIE
HEACHOIAPUBYIOLINE
MHUOPETAKCAHTHI

ben3onunazenmuybl

bytupodbenoHnl
yTHpO( o AHTHXOIMHACTEPA3HBIC

Omonel CpesICTRA

DTOMUIAT

A o Atponun???
[Iporogoi
porog e [muxommppomnar???

3aKuCh a30Ta
o KarexoiaMUHBI
MecCcTHBIE AaHECTETUKHU

« CepaeyHble TIIMKO3U bl
o Mg2+




ITEHETHURKA
3JIOKAUECTBEHHOMU
IT'NIIEPTEPMUHA

3" y mogeid - NOMUATHOJIOTMYHOE HACIEICTBEHHOE
3a00JIeBaHNE, OCHOBHOM BapHaHT KOTOPOI'0 HACIEAyeTCs
0 AayTOCOMHO-IOMHUHAHTHOMY THIIy C pPa3IdYHOM
CTCIICHBIO NEHETPAHTHOCTH M CBI3aH C HEKOTOPBHIMHU

APYI'MMH HACJIICACTBCHHBIMH paCCTpOI;’ICTBaMH

I'en nokanuzoBaH B 19-i1 xpoMocoMe, ydacTtok 13.1




ACCOIMNPOBARHDIE C 31
HACJIEACTBEHHDIE
3ABOJIEBAHUAS

o Cuagpom King-Denborough

» bonesns nenrpansHoro crepkus (central core disease)
o Mprmmeunas nuctpodus Duschenne

o Mpemmeunas quctpodus Fukuyama

» Bpoxnennas muoronus (myotonia congenita)

o Cunaapom Schwartz-Jampel




RIANHNYECRKUE IIPNSHARN
3JIOKAUECTBEHHOMU
IT'UMIIEPTEPMUN

o Taxukapaus U TaXUapUTMHUHU

o TaxumHos

o ['uneprepmus

o lluano3s

o l'eHepanu3oBaHHasg MbINIEYHASd PUTUIHOCTD

o Bo3moskeH Bsuibiii TeTpamnapes???




YACTOTA MPOSIBJIEHUS
KJIMHUYECKUX CUMIITOMOB (%)

96.1

855 855

B Taxukapauma u
TaxnmapuTMum

B HecTtabunbHOCTb
reMogMHaMUKUN

B MNnepBeHTUN ALUMOHHASA
oAbILIKa

E PUruagHOCTb MbILULL U
TPU3M

B LlnaHo3

B luxopaaka




JIABOPATOPHBDBIE IIPNU3SHARMN
3JIOKAUECTBEHHOMU
IT'UMIIEPTEPMUN

Pannue:

o llosbimenue PvCO, B KpoBH U3 OCIPCHHOM BEHBI
o CHmxenue PaO,

o CMemaHHBIN alinao3

o l'unepkanuemus

o MuormoOuHeMus




JIABOPATOPHBDBIE IIPNU3SHARMN
3JIOKAUECTBEHHOMU
IT'UMIIEPTEPMUN

Ilo3aumue:

o Muornoounypus

o IloBwimenue BHyTpuKiIeTOUHBIX (hepmenToB: JIJII', ACT,
AJIT n Haunbonee cneruduuaoro mapkepa KOK-MM B
xkouneHTpanuax xo 10000 U/L

o lunepkanbryeMus
o l'unepmarauemus

o TsKeIbIA MEeTA0OIMYECKUN allUuI03




OOPMbLI TEYEHNAN
3JIOKAUECTBEHHOMU
IT'UMIIEPTEPMUN

1.  Moanunenocnas (KJacCHYeCKas)
2. IlporpenmenTtnast (MEIJIEHHO TEKYIIas)

3.  Aboprusnan (JIerkas ¢ HEMOJHLIMHA KIMHUYECKUMHU

IIPOSIBJICHUSIMU)




AHAMHECTHUYECKUE
JTTAHHBIE

I rpynna

[IpssMbie yka3aHUs HA COCTOSIHUSA, MOJAO3PUTEIIbHBIE Ha
31" y camoro 00JIbHOTO MJIM KPOBHBIX POJICTBEHHHUKOB BO
BpEMA WJIM TIOCJIE AHECTE3UU, CMEPTU «OT HAPKO3d» B

CCMbC




AHAMHECTHUYECKUE
JTTAHHBIE

11 rpynna

HeoObruHbI€ peakiiuy Ha TPUITEPHBIC BEIICCTBA, B

4aCTHOCTH, KO(e




AHAMHECTHUYECKUE
JTTAHHBIE

CuMOTOMBI HEOOBIYHOTO MMOBEIECHUA
IIONEPEUHOIIONOCATHIX MBbIIIL, OCOOCHHO CBSI3aHHBIEC C
OTKJIOHCHUSIMH TEMIIEPAaTypPHOIO PEKUMa, OO0IIas Wid

JOKadbHasg  MbIleyHas  ciaabocth  (Kocorasue,

KPpHUBOLICA, IITO3 n T.1O ) , psaax T'CHCTHYCCKHUX

3a00JIEBAHUH




FEROMEDN/JIALINW IMMOIAUD

(1994)
1O JIEYEHNIO KPU3A 31

o lIpekpalienue nogayu TPUITEPHOIO areHTa

o AKTHBHOE (DU3UYECKOE OXJIAKACHHUE, BKIIOYas JaBax

[IOJIOCTEN
o Koppeknus HapyluieHu purMa
» Koppeknus mapymennn KOC
o Koppekuus 3eKTPOJUTHBIX HAPYILICHUN

o IIpodunakruka pazpurusa OITH

» Pannee npumenenue Jantponena 10-20 me/xke




JIETAJIBHOCTD IIPH 3I

C Bueapenuem JAHTPOJIEHA JerajibHOCTB — OT

MoJiHHMeHOCHO# ¢opmbl 31" 3a 10 JieT cHM3MIACH € 70% no

5% !!!




TEPAIINS BE3 JIAHTPOJIEHA:

o lIpekpalieHue BBEACHUSA TPUITEPA

o AKTMBHOE (DM3HUYECKOE OXJIAKICHHUE, BKIIOYAs JIaBaX
TOJIOCTEH

» Koppekiuys HapylieHu purMa

» Koppeknus mapymennn KOC

» Koppekiius 37eKTpoNIuTHBIX HApYIIIEHUH
o IIpodunakruka pazpurusa OITH

o Hopoxamnamug no 17 me/ke B/B

» Undysna MgSO, B remne 4-16 me/xe uac (100-400‘

me/ ke cym)




HAI_II/IEHT D., 44 T'.
JTHATHO3: PA3PBIB KUCTBI JEMOMUOMBI KEJVIIKA;
PA3JIUTOU IIEPUTOHUT

Onepauuﬂ: ATUIIMYHAs PC3CKI M KCITYAKA

Tpuzzep: CYKIMHUIXOJIUH

Cumnmompl: TO OKOHYAHUM aHECTE3WMH — Taxukapaus g0 110 B
runiorepmus 33,4°C.

Uepe3 CYTKM — CHWXKCHME JAUype3a, TaXWKapAus W TaxUapuTMUH,
nporpeccupyromas OJIH, nuxopaaka no 40,1°C.

Ha 3° cyrkm — nHapactranume OIIH, camocTosSTENbHOTO JbIXaHUS HET,
PUTHAHOCTD U pe3Kasi 00J€3HEHHOCTh MPH MajJbHallMi BCEX MBIIIIIL

Javopamopus: TKOK-MM no 2300 eo /x, runepkanueMus
Jleuenue: cnennUIECKOE JEYEHUE HE MPOBOINIIOCH

Hcxoo: na pone dhopmupoBanusi CIIOH cmepts Ha 4° cyTKH




INAIIUMEHT C., 53 1.
JIHATHO3: OCTPBIN ®JIETMOHO3HbBIN
ATITTEHIUIAT

Onepauuﬂ: JAITapOCKOIIMYCCKaA alllICHIACKTOMM:I

Tpuzeep: CyKUMHUIIXOIUH, KeTaMuH(?)

Cumnmompl: MEIJICHHOE PA3BUTHE HEACHONSPU3YIONIEro OJ0Ka, TpHU3M,
nocie npoOyxacHus — Taxukapaus g0 110 B’, «aepeBSHHOE» Teo,

cyodeopuurer (37,2—37,6°C), CKOBAHHOCTh MBIIII] B TCUCHUE 3 Cym MOCI
omnepamuu

Javopamopus: TKOK-MM B Teuenue 7 nHeit ot 467 ed/n no 7155 ed/n
MaKCUMYMOM B II€PBBIC CYTKH IIOCIIC ONEpaIlin

Ipusnaku [I3I: tunepnupexkcuss Tpd HHOEKIUAX; TMPU  JIUXOPAJKE
(DU3NYECKUX HArpy3Kax, nociie Kope — MapecTe3nn, YyBCTBO HANPSKEHHOCT
B CIIMHE

Jeuenue: undysua MgSO, 3 me/xe wac B Tedenne 12 u
Hcxoo: BeimicaH Ha 15-e€ cyTKu ‘

C

C

15|




INHAIIMEHT T., 32 T.

JIHATHO3: OCTPBIN ®JIETMOHO3HbBIN
ATIIEHJIULIAT

Onepayus: anneHACKTOMUS
Tpuzczep: CyKIIMHUIIXOJIMH

Cumnmompl: TPU3M; IIOCJE OIEpallud — TEMHas Mo4a, pe3Kas
OO0JIC3HEHHOCTh MBIIIL, IpHU ABMXKCHUSIX W HallbIIallMH, pErpecc B
TedeHue ( JTHEH

Jlabopamopus: NcciieTOBaHUS HE ITPOBOININCH

Ipusnaxku TI3I: Ha QoHe ronoma, mocie kope U (PU3NUECKUX
Harpy30K — OJAE€PBEHEHUE MBIIIII, 3aKaTOCTh KUCTEHW; B BO3pACTE O JIET
— TUIIAYHBINA KPpHU3 PabJOMHOIIN3a

Vv

Jeuenue: cnenn(PUYECKOro HE MOTydall

Hcxoo: BIACAH HA 8 CYTKHU




OITHOLHIEHUN
3JIOKAUECTBEHHOMU
IT'NIIEPTEPMUHA

I.  AHaMHeCTHYECKHE YKa3aHMsS Ha HEOOBIYHOE IIOBEICHUE
MBIIIII]

2. IlpuMeHEeHUE TPUTTEPHBIX BEIIECTB

3. Tpwusm nian «ogepBEHETOCTH» MBIIIIL] B JIIOOBIE CPOKH
MIOCJIE AHECTE3UU

4. Pe3kuii moabeM ETCO2 HE CBSI3aHHBIA C PEIKHMOM
WBJI u/vnn HEOObSICHUMEBIC TPU3HAKN THIIOKCUHT
(TaxHapUTMHHM, [IMAHO3, alU03)

5. FI/IHCpKaJ'H/ICMI/I}I U T'HIICPKAJIBIHUCMHU A

6. B mocienyroiiemM — pe3KO€ MOBBIIICHUE YPOBHS KCDb




