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Pesrome

B HIIII cneuuanu3upoBaHHON MEAUIIMHCKON TOMOIIU
netaM JI3M BBINONHSETCA XUPYpPTrUYECKOe JIeUEHHE
JIeTell ¢ HEPBHO-MBIIIEYHON maTtonorueil. 3a mepuop ¢
2013 mo 2016 rox mposeneHo Gonee 160 odmux aHe-
CTe3WH JETSM CO CHHHAJIBHOM MBIIIEYHOH arpodu-
et | u Il tunos, mermeynolt qucrpodueit Duchenne,
pa3IMYHBIMA MHUONATHAMHU. BOJIBIIMHCTBO ATHUX JleTe
TpeOYIOT TOMOJHUTEIBFHOTO MPEAONEPAIHOHHOTO 00-
CJICIOBAHUS C OLIEHKON (QYHKIMI JbIXaTeIbHON U cep-
JeYHO-coCcyaucTol cucteM. [Ipu HeKoTOphIX 3a001eBa-
HUSAX MUMEIOTCS NMPOTUBONOKA3aHUS WM OTPaHUYEHHUs
M0 TPUMEHEHHIO HEKOTOPBIX OOIIMX AHECTETUKOB H
MBILICYHBIX PEJIAKCAaHTOB. 3HAHHE MaTOPU3HOIOTHYC-
CKHMX MEXaHM3MOB M OCOOCHHOCTEH HEPBHO-MBIIICY-
HOM MaToJO0TUU U COOMIOACHUE OTIPEICIICHHBIX MPaBUII
npoBeieHNs 00111l aHeCcTe3nH MO3BOJISET P PEKTUBHO
u Ge30macHo 00e300MBaTh MAMEHTOB C PEIKUMH 3a-
OosieBaHMSMH TIPU TPOBEACHUH PA3IMYHBIX XUPYPTH-
YECKUX BMEIIATENIBCTB U INarHOCTUYECKUX MPOLETYP.
Kniouesvie cnoga: obwas anecmesus, HepeHO-Mbluiey-
Hble 3a001e6aHUsl, MblUeUHAs OUCIPODU, MUONAMUS,
CRUHANLHAS MblUEYHAs ampoghus

Abstract

Surgical treatment of patients with neuromuscular pa-
thology was provided at the State Budgetary Health-
care Institution «V. F. Voino-Yasenetsky Research cen-
ter of specialized medical aid rendered to children of
Moscow Department of Health Care». Over 160 cases
of general anesthesia were given to children with type |
and II spinal muscular atrophy, Duchenne muscular at-
rophy and various myopathies from 2013 to 2016. The
majority of the children require additional preoperative
examination estimating the function of the respiratory
and cardiovascular systems. There are some contrain-
dications or restrictions on the usage of some general
anesthetics and muscular relaxants in several diseases.
Knowledge of pathophysiological mechanisms and pe-
culiarities of neuromuscular pathology and observance
of certain rules of general anesthesia enable effective
and safe anesthesia of patients with rare diseases during
various surgeries and diagnostic procedures.

Key words: general anesthesia, neuromuscular diseas-
es, muscular dystrophy, myopathy, spinal muscular at-

rophy

HIIL cneunanu3upoBaHHONW MEIUIMHCKOW IMOMO-
i aersm JI3M okasbIBaeT MIMPOKUN CIEKTP XUPYp-
TUYECKON MOMOIIM JIETSIM C HEPBHO-MBIIIEUHON MATO-
norueil. 3a nepuon ¢ 2013 mo 2016 roas! mpoBeneHO
Oonee 160 oOmmx aHecTe3wWid JETSIM CO CIMHAIBHOW
MbIIeuHo# arpodueii I u I THTIOB, MBITIIEUHOM TUCTPO-
¢wueii Duchenne, paznuunbiMu MuonarusiMu. [ToHsiTre
«HEPBHO-MBIIIEYHbIC 3200JICBaHUS SBISIETCS JIOBOJIb-
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HO IIUPOKUM U OTPAKAET TECHYIO B3aUMOCBSI3b MEXKITY
MaToJIOTMEN HEPBHON CUCTEMBI M OMOPHO-/IBUTATEIIb-
HOro armmapara. [Ipu 3ToM CyIecTBYIOT 3a00JIeBaHuUs,
MOpaXKAIOIE TMEPBUYHO TOIHKO HEPBHYIO CHCTEMY,
YTO BIOCJICACTBUM HPUBOAUT K arpouu Ioneped-
HOTIOJIOCATOM MYCKYNaTyphl, KaK MpH CHHHAIBHON
MmbleuHon arpodun Bepmaura-I'opdmana, mubo 3a-
OomneBaHus C MOPaKCHUEM HEMOCPEICTBEHHO MBIIIEY-
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HOM TKaHM C Pa3BUTHEM JIET€HEPATHUBHBIX MPOIIECCOB
B LICHTPAJILHOU U mepudepryecKoil HEpBHOM cucTeMe,
BBI3BAaHHBIX HApacTaHHMEM [bIXaTelIbHON HeI0CTaTOd-
HOCTH, KaK IIPU CTPYKTYPHBIX Muomnatusx [1-4].

K mHacrosimiemy BpeMeHHM OMHUCAaHO Ooyiee COTHH
3a00JeBaHMii, KOTOpPBIE MPHUHATO OTHOCUTH K TpyIIIe
HEPBHO-MBIIICYHBIX. B 3TOH crarbe OymyT paccmo-
TpeHbl HaubOJIee YacTo BCTPEUAIONIHecs 3a00JeBaHMsI
nepudepuueckoilt HEPBHON CUCTEMBbI, HEPBHO-MBbIIIICY-
HOTO CHHAICa U MBIIIIEYHON TKaHU, KOTOPBIMHU CTpaja-
10T TMAlMEHTHI IETCKOTO BO3pacTa U KOTOPHIE CO3AAI0T
JIOTIONTHUTENbHBIE TPYJHOCTH M YIPO3bI MIPH MPOBEIe-
HUM aHECTE3NOJIOTHYECKOTOo TTocodust. [ pymnma aTux 3a-
OoJieBaHMH Pa3HOPOJHA 110 ITHUOJOTUH, KIMHUYCCKIM
MPOSIBIICHUSIM, METOJaM JIeueHHs W TPO(UITaAKTHKH,
nporHo3y. TeM He MeHee, BEIpaOOTaHbI OTpE/ICIICHHBIE
METOAMKH U PEKOMEHJIAINH, TTO3BOJIAIONINE MUHUMHU-
3UpOBaTh PUCKH Kak (haTajbHBIX OCJIOKHEHUH BO Bpe-
Msl aHECTEe3WH, TaK W HapyIICHUH KU3HEHHO BaXKHBIX
(YHKIHI, OTATYAIOIINX TEUEHUE paHHETO Mocieonepa-
LIMOHHOTO TIEPHO/IA.

OCHOBHOI1 ONMacHOCTBHIO MPU MPOBEAECHUU aHECTe-
3MM y TaKUX MAIMEHTOB SBJSICTCS MaHU(ecTalys Hiu
MIPOJIOHTALMS JIbIXaTeIbHOW HEJOCTATOYHOCTH B IIO-
CJICOTIEPAIIIOHHOM TEPHOJIE, YTO MOXKET MOTPeOOBaTh
MPONOHKUTENBHON anmnaparHod pecnupaTopHOM Moj-
nepxku [5, 6, 7]. Ilpu oueBuAHON yrpose HapyUIeHUH
JbIXaHUsI BO Bpems OOIIeH aHeCTe3WH WM B IOCIIe-
OIEPaIMOHHOM IIEPUOJIC BO3HUKAET HEOOXOAUMOCTS, C
OIHOHM CTOPOHBI, MUHUMH3HPOBATh JI03bl OOIIMX aHe-
CTETHKOB, HAPKOTUYECKUX aHAJIbI'€TUKOB M MBIIIEYHBIX
pEJIaKCaHTOB, a C JPYTroil CTOPOHBI, OBITH TOTOBBIM K
MPOTE3MPOBAHUIO BHEIIHEro napixaHus. Kpaitne mpo-
OJIEMaTUYHBIM MOYKET OBITh IPOBEJCHHUE OOIIeH aHe-
CTEe3UH IIPU COXPAHEHHOM CAMOCTOSTEIIbHOM JIBIXaHHH,
TaK KaKk HEOOXOIUMOCTh B JOCTATOYHO TTyOOKOW aHe-
CTEe3UH Jake MPHU MaJIOMHBA3MBHBIX BMEIIATEIbCTBAX
MOXET MOTpeOOBaTh MPOBEICHHS UCKYCCTBEHHOW BEH-
Ty Jerkux. C apyroit ctoponsl, qurensHas MBJI
B MOCJIEONEPALMOHHOM TepHojie OBICTPO MPUBOIUT K
yTpare crocoOHOCTH K CaMOCTOSITEIILHOMY JIBIXaHUIO,
410 TpeOyeT paHHEeW aKTHBU3AIlUK MAIMEeHTOB [8§, 9].

[lpu OGonesHsX, MOpaXKaroIUX MPEUMYILIECTBEHHO
MBIIICUHYIO CHUCTEMY, CIeyeT H30erarb MPUMEHCHUsI
JIETIONSPU3YIONINX MBIIIEYHBIX PEaKCaHTOB, TaK Kak
CYKLUMHMJIXOJIMH BBI3BIBACT BBIPAKEHHYIO THIIEPKaJIHe-
MHIO, COIPOBOXAAIOUIYIOCS  KU3HEYTPOKAIOIIMMHU
APUTMHSMH, a TAaKXKE MOXKET CHPOBOIMPOBATH padio-
MUOJU3, YCYTYOJNSIONINI JbIXaTeNbHYI0 HEI0CTaTOU-
HOCTh. Kak mpaBmiio, B yCIOBUSX CHIKEHHOTO MBI-
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HIEYHOTO TOHYCa MpPU JIOCTATOYHO TIIyOOKOW OOmIeiH
aHEeCTe3MH MOXKHO BOBCE 000OMTHCH Oe3 BBEICHHS MBbI-
HICYHBIX PENAKCAHTOB KaK JUIsl MHTYOAllUH, TaK U MPH
nposeeHun MIBJI. Hy:KHO y4uTBIBaTh, YTO 3HAYUTEIIb-
Hasl 4acTh MUOIATUMN, TAKUX KAaK MBbIIIEYHAs! JUCTPO-
¢ust dromenna wiu 0oJe3Hb LEHTPAILHOTO CTEPIKHS,
ACCOLIMMPOBAHA C IIPEIPACIIOIOKEHHOCTBIO K 3JI0Ka-
YECTBEHHOH TMIIEPTEPMUU, YTO AEJIAET HEBO3MOXKHBIM
HCIIOJI30BAHUE JIETYYMX WHIAJSIIUOHHBIX AaHECTETU-
xoB [10, 11].

CHMKEeHHbIE pe3epBbl JIbIXaHUs, YacTble MHUKPO-
aclMpalny, COMyTCTBYOIME peCIUpaTopHbIe 3a00Je-
BaHUs, HapyIICHNE aKTa IJIOTAHUS JIeJatoT HeoOXOau-
MBIM PACIIUPEHUE CTAHAAPTHOIO MPEAOIIEPALUOHHOIO
oOcnenoBanus. [Ipy KIMHUYECKH BBIPaXKEHHOM CHH-
JKEHUU 3KCKYpPCUM TPYIHOH KIIETKH, BBI3BAHHOM OC-
HOBHBIM 3a00JICBAHWEM WJIM BTOPUYHOU Jedopmaiu-
el TpYyIHOHM KJIETKH, HeOoOXoJuMa OIleHKa (YHKIIUU
BHEIIIHEro JAbIXaHus. [Ipu mopaxkeHuH nepudepuye-
CKOM HEPBHOH CHCTEMBI MOXET OBITh IMOJIEC3HBIM BBI-
MOJIHEHUE dJIeKTpoHelpomuorpaguu. B oTnenbHbIX
CIIy4asix JUIsl OLEHKU CMBIKaHHs FOJIOCOBOM ILEIH I0-
Ka3aHO MPOBEJICHNUE JIAPHHTOCKOTIMU. PeHTreHorpadust
MO3BOJISIET BBISBUTH YYAaCTKUW TUMOBEHTWISILIMUA TPU
BBIPKEHHOM JiehopManny rpynHON KIETKH, aTeIeKTa-
3upoBanue, Gpuopo3 nerkux. [Ipu HEKOTOPHIX Popmax
MUONaTuii HeoOXonuMo aenarh ananu3 ypoBas KOK u
JIpyrux MapkepoB padmomuonmsa [11, 12].

[Tpu BBIpakeHHOW AePOpPMALUU TPYTHOU KICTKH
CO CMEILIEHHUEM CPEIOCTEHUS JbIXaTeIbHbIE HapyIle-
HUSI MOTYT COIIPOBOXKJAThCS SIBJICHUSMU CEPACUHOU
HEJIOCTAaTOYHOCTH, TpeOyIoleld MeIuKaMeHTO3HOTO
nedyeHus. [IoMMMO aHaTOMMYECKUX NPUYUH CEpIed-
HOH HEJOCTATOYHOCTHU, B HEKOTOPBIX CIydasX B IaTO-
JIOTUYECKHUM JIer€HEpPaTUBHBIN IIPOLECC BOBIIEKAETCS
MHOKApJ ¢ pa3BUTHUEM KapJAMOMHOIIATUH, YTO MOKET
OBITh BBISBJICHO TIPU TIOMOIIM O3XOKapAHOTpaduH.
B ycioBugX CHUXKEHHOW JABUraresibHONM aKTUBHOCTHU
MALIMEHTOB CEepJeYHasi HEMOCTAaTOYHOCTh JIMTEIbHOE
BpEeMsI MOXKET OCTaBaThCsl CYOKOMIICHCUPOBAaHHOMW, HO
IIPU TPAaBMATUYHBIX ONEpPALMIX OrPAHUYMBAET BO-
JIEMHUYECKYI0 Harpy3kKy U IIPUMEHEHHE WHOTPOIIHBIX
npemnapatos [13].

Y GOJNBHBIX C HEPBHO-MBIIIICUHBIMU 3a00JICBAHUSIMHU
HE PEJIKM HApYILIEHUsI HyTPUTUBHOIO CTaTyCca, MHOINA
JI0 CTelNeHM Kaxekcuu. McToleHue 4acto CONpOBO-
JKIACTCs aJIMMEHTApHOW aHeMueH, TpeOyromiel -
TEJIbHOW TMpEeAoNepallMOHHON 1MoAroToBkU. I[lomumo
YMEHBUIEHUS! KHCIOPOIHON €MKOCTH KpOBH, Hapyllle-
HUE MUTaHUA MOXKET MPHUBOANUTH K CHIDKEHHIO UMMY-
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HUTETA, YTO JIEJAET aKTyaJlbHbIM MHTPAOIIEPALMOHHOE
BBEJICHUE aHTHOAKTEPHAIbHBIX MPENapaToB.

[Ipu Ha3HaYeHUH NpeMeTUKaAIK ClIeAyeT n30eraTh
[IPENaparToB, BbI3bIBAIOIIUX BBIPAKEHHYIO JICIIPECCUIO
JIbIXaHUS (HApKOTUYECKHE aHaIbIeTUKH U OeH30/1a3e-
nuHbl). {7 npouiTakTHKY acliupaioHHOTO CHHJIPO-
Ma 1okasaHo Beenenue H,-6mokaropos.

[Ipu BceM MHOrooGpa3uy NaTOJOTHYECKUX IPO-
LIECCOB, NPU BBICOKUX PHCKaxX OCIOKHEHWH W HeOua-
TOTIPUSAITHBIX peakiuid OOILIe aHecTe3WH, MPaBUIBHO
BBIOpaHHAsI aHECTE3NOJIOTHYECKasi TAKTUKA TIO3BOJISIET
JOCTAaTOYHO OE30TACHO BBIMOIHITH KaK HEOOXOIUMbIE
MaJIOMHBA3WUBHbIE UCCIIEOBAHMSI, TAK U TPABMATUYHBIE
orepanuu, MO3BOJISIOIINE 3HAUUTEIBHO YIYUIIUTh Ka-
YECTBO KM3HU NALMEHTOB C HEPBHO-MBIIIEYHBIMU 3a-
OoeBaHUAMU.

Bone3nu, nopa:kaionue MOTOPHbIe HEHPOHBI

bonesHu, npu KOTOpBIX CTPafardT MOTOHEHPOHBI,
M0 YPOBHIO IMOPaXEHHS MOXKHO KJIacCH(DUIIMPOBATH
Ha MOpPaKCHHsI BEPXHEr0 MOTOHEHpoHa (Kak MpH mep-
BHYHOM JIaTepajJbHOM CKIEpO3€), CMEIIaHHbe (Tpu
OOKOBOM aMHOTPO(PHUYECKOM CKIIEpO3€) U MOPaKCHHS
HW)KHETO JIBUI'aTelIbHOTO HEHpOHa (CHMHAJIbHBIC MbI-
nieyHeie arpodun). B nerckom Bo3pacte yaie BCTpe-
qarorcsi 00JIe3HH HUKHETO MOTOHEHpOHa.

CrimnanbHble Mblmeynsie arpopun (CMA) — ato
rpylina HAacleACTBEHHBIX 3a00JIeBaHUN € MpPEUMY-
[IECTBEHHO ayTOCOMHO-PELIECCHBHBIM THUIIOM Haclie-
JIOBaHHS, OOYCIIOBJICHHBIX IIOP2)KEHUEM HEHPOHOB
MEepe/IHIX POTOB CIHMHHOTO Mo3ra. HawmOonee uacto
BcTpedaroTcst uetbipe popmbl CMA, MaHugpecTupyto-
IIMX B Pa3HOM BO3pacTe, MPOTEKAIONIMX CO CXOIHOM
CUMIITOMaTUKOW, HO Pa3HOM CTENECHU TSKECTHU, BAPbU-
pYIOLIEH OT MBIIIEYHON CIIa0O0CTH JI0 BBINACHUS (PYyHK-
LUK JIIXaTeIbHBIX MBI, HapylieHne KOrHUTUBHBIX
(GYHKIMIA, KaKk MpaBHJIO, HE CBSI3aHO C OCHOBHBIM 3a-
OoneBaHneM, HO OOYCIIOBJICHO BTOPHYHBIM THIIOKCH-
YECKHU-UIIEMHYECKUM TMOPAKEHHEM TOJOBHOTO MO3ra
Ha (oHe apIXareslbHOW HemocraTrouyHocTH. Yactora
BcTpeyaemoctd CMA BapbupyeT B 3aBUCHMOCTH OT
MOMYJIAUH Kak ouH ciay4ait Ha 6 000—10 000 uenoBexk.
[Mpokcumanbhbie Gopmbl CMA 00ycnoBieHsl Jiedex-
toM reHa SMN 1 (survival of motor neuron 1), noka-
JIN30BaHHOIO B 5-H XpoMocoMe. B HEKOTOpBIX Cityya-
ax K pa3sututo CMA npuuacteH ren NAIP (neuronal
apoptosis inhibitory protein).

Haubonee panusist Manudecranust XapakTepHa st
CMA I tuna (6omne3np Werdnig-Hoffmann, OMIM
No253300), nmepBble CUMIITOMBI MOTYT OTMEUAThCS elIle
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B IIepHoic HOBOpOXKAeHHOCTH [14, 15]. B Tpetu cmyua-
€B aHTEHATaJbHO OTMEYAETCS] CHWYKCHHAs! JIBUTATEIIb-
Hasi aKTHMBHOCTH 1oza. [Iporekaer Hambosee Tsbke-
710, HaOMIONAIOTCSl BBIPAYKEHHAS! MBIIIEUHAas c1a0o0CTh,
OTCTaBaHUC B JBUTaTCJIbLHOM Pa3BUTHH, HAPYIICHUS
ioTaHus. [lpIxarenbHas He0CTaTOYHOCTh MOYXKET BO3-
HUKHYTb Ha IIEPBOM IOy ku3HH. Kak rnpaBuiio, 1eKoM-
MIEHCAIMSI CAMOCTOSITEIBHOTO JIbIXaHUsI HACTYIIAeT Ha
(hoHE 0CTpOTO pecnupaTopHOro 3a00IeBaHUs.

Hebror CMA 1II tuna (OMIM Ne253550) nactyna-
€T HECKOJIBKO TI03Ke, B Bo3pacTe 7—18 mecsnes. [etu
¢ aroii popmoii CMA pa3BuBarOTCs M0 BO3pacTy A0 6
MECSIIeB, 3aTeM HapacTaeT MbIIeyHast c1adocTh Tpe-
UMYIIECTBEHHO MPOKCUMAJIbHBIX MBIIII] KOHEUHOCTEH
U TyJ0BUIIA. MOTryT He HaOIIOAATHCS HAPYIICHHUS TII0-
TaHusl, JICTH MOTYT CHUJCTh, HO HE CIIOCOOHBI XOJUTh
camocTosTeNbHO. B Oonee mo3gHeM Bo3pacTe MOMKET
pa3BUBaTLCS KU(POCKOIUO3 C MBIIICYHBIMU KOHTPAK-
Typamu. [IporHO3 3aBHCHUT OT CTEIICHH BOBJICUCHHS B
MATOJIOTUYECKHUI MPOLIECC JBIXaTeIbHBIX MBIIIIL.

Jlet MOTyT OBITh WHTEIUICKTYaJIbHO COXPAaHHBI U
CHOCOOHBI K TIOCHIIBHOMY COTPYJHHYECTBY C aHeCTe-
snonoroM. ClienyeT MOMHUTB, 4TO 0oJieBasi YyBCTBU-
TEJILHOCTh HE HapyIlIeHa, YTO TPeOyeT I0CTaTOUYHOTO
o0e30onmuBanus. [larmmentam co CMA npoTHBoMIOKasza-
HO BBEJICHUC CYKIMHWJIXOJIMHA (MOXKET BBI3bIBATh I'M-
NEPKATUEMHIO), TPU HEOOXOIUMOCTH CIIIyeT Ha3Ha-
Yarh HEJCTONSPU3YIONINEe MHOPEIaKCaHThl CpEeIHEH
JUIMTEIIBHOCTH B MHHHUMAJIBHBIX J103aX. B HEKOTOPBIX
ClIydasix OTMEYAeTCsl yXYIIICHHE COCTOSHHS MPH HC-
MOJIb30BAHUU JICTYYHMX HMHTAISALIMOHHBIX aHECTCTH-
KOB. Y MAIlMEHTOB C COXPAHEHHBIM CaMOCTOSTEIbHBIM
JIBIXaHUEM MOXKET MOTpeOOBaThCs MPOAOIHKUTEIbHAS
anmnaparHasi pecruparopHas TOAJepKKa B MOCIeore-
PAllMOHHOM TIEPHOJIE C DIIEMEHTAMH PECHUPATOPHON
¢uznorepanuu u peadbunuranuu. J{oJKHa TPOBOANUTH-
csi mpo(WIIaKTHKa acIHMPalMOHHOrO cHHApoMma. Mo-
YT BO3HUKATh TPYAHOCTU MPH HHTPAOICPAIMOHHOM
YKJIAJIKE y TIAIIUEHTOB ¢ KH(OCKOITHUO30M.

CMA 1II Tuna (6ne3up Kugelberg-Welander, roBe-
HuipHast CMA, OMIM Ne253400) nposiBisieTcst B BO3-
pacre ctapiie 1,5 neT. Y MaIbuuKoB O0JI€3Hb MPOTEKACT
TSDKEJIee, OIMCAHbI ayTOCOMHO-JJIOMHUHAHTHBIH, 8 TAKIKE
CLEIUICHHBIA ¢ X-XpOMOCOMOW THUIIbl HACIEAOBaHUS.
[laneHTsl MOTYT AOKHBATH JIO 3pENoro BO3pacTa.
XapakTepHa MbIIIeYHass claboCTh, MPEHMYIIECTBEH-
HO MPOKCHUMAJIBHBIX MBI HUKHUX KOHEUHOCTEH, HO
IpU 5TOM MAIHEHTHl CIIOCOOHBI CaMOCTOSITEIIBHO XO-
IuTh. Penko ormevarorcest OynbOapHbIe 1 MUMHUYECKHUE
HapyIeHusi. MoryT ObITh CHUKEHBI (DYHKIIMOHAJIBHBIC
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PE3epBbI JIETKHX, YacThl JIerouHble nH(ekuuu. Muren-
JIEKT ¥ YyBCTBUTEJIBHOCTh HE HapylleHbl. B 3amymien-
HBIX CIIydasX OTMEYaeTCs BBIPAKCHHBINH KH(OCKOINO3
1 MBIIIEYHBIE KOHTPAKTYPHI.

Tak xe kak u npu CMA I u Il Tunos, nporusomno-
Ka3aH CYKIMHWJIXOJIMH, MHUHMMH3ALMA 103 HEIEro-
JIApU3YIONIMX MHUOpeNakcaHToB, npoayieHHas WBJI B
[IOCJIEOTIePAIIIOHHOM Nepuozie. PernonapHsie METO/bI
aHEeCTEe3UH HE MPOTHBOIOKA3aHbI.

CMA 1V tuma (OMIM Ne253600) manugectupyer
OOBIYHO TOCIIe 35 JIeT, AbIXarenbHas HeAOCTaTOYHOCTh
pa3BHUBaETCs PEAKO.

Meieynsie Auctpopuu Duchenne u Becker

Haubonee uactoii m Tshxenod Qopmol Mbley-
HBIX JIUCTPO(UH SBISETCS MBIIIEYHAS JTUCTPOPUS
Duchenne (M/1/1, OMIM Ne 310200) [16]. Berpeuaet-
Csl TOJIBKO Yy JIMI] MY>KCKOT'O TI0JIa ¢ 4acTOToM 1 ciryuait
Ha 3 600 MaJIBYUKOB, MPOSIBIISCT CE0s KaK JIereHepalus
MBIIII] C BO3MOYKHBIM CMEPTEIBHBIM HCXO/I0M. 3a00J1e-
BaHue B 74% ciy4aeB MaHU(ECTUPYET B BO3pACTE J0
4 net, MeAJIEHHO MPOTPECCUPYET, MOpaXKasi MpeuMylIie-
CTBEHHO INPOKCHMAaJbHbIE TPyMIbl MbI. OTMmedaer-
sl 33JIep)KKa JBHUTaTEJIbHOTO Pa3BUTHUS, OOBIYHO JIETH
HauuMHAIOT XoaAuTh nocne 1,5 net. Ilpu panneilt maHu-
(decrannu 6one3Hs porpeccupyeT ovictpee, U K 9—11
rojam JIeTH, KaK MpPaBWIIO, TEPSIOT CHOCOOHOCTH XO-
JUTh CaMOCTOsTeNbHO. [To mpuunHe ocinabineHus Mbl-
IIEYHOTO KapKaca Pa3BUBAETCSA BBIPAKEHHBIH CKOIHO3
CO CMEIIEHHEM OpPraHOB CPEJOCTEHHUS M HapacTaioT
JIbIXaTeNbHas U cepjieyHasl HeJJOCTaTOYHOCTh. XUPYp-
rUYecKas KOPPEKIHs CKOJIMO03a MO3BOJSET 3HAYUTEIb-
HO YJIYYIIUTh KQ4YECTBO JKU3HU MAUCHTOB U U30€XKaTh
YKU3HEYTPOKAIOIINUX COCTOSIHUM.

Mpimeunas auctpodus Becker (MJb, OMIM
Ne 255700) sBisiercst Gonee OnmaronpusiTHOH (opmoit
teuenust M/IJ1 [17]. Berpedaercst 3HAYUTENBHO pexke
M/JI, Tarxoke TOIBKO Y MalBIUKOB C 4acTOTOM 1 ciy-
yaii Ha 18000 ’KMBOPOXKIEHHBIX MaJILIHKOB. Manuge-
cTUpyeT y Aeteit crapiie 10 meT u peaxo IMpUBOIUT K
KU3HEYTPOXKAIOIIMM COCTOSTHHUSIM B JIETCKOM BO3pacTe.
Crnygau MJIJ] u M/Ib y nuIl >keHCKOTO moja KpaitHe
PEeNKH U CBsI3aHBI C HAJMYMEM XPOMOCOMHBIX aHOMa-
JIAH.

M u MbB saBnsitoTcs HacaeACTBEHHbIMU X-CBSI-
3aHHBIMH pelecCUBHBIMU 3aboneBanusimu. Oba 3a-
OoyieBaHMSI BBI3BIBAIOT TIOBPEXJICHHE T'eHA, OTBET-
CTBEHHOT'O 3a CHHTe3 Oenka auctpoduna. Auctpopun
SIBIISICTCSL  CTPYKTYPHBIM O€JIKOM, Yy4YacTBYIOLIMM B
(dhopmupoBaHUKM AUCTPODYUH-ACCOIUMPOBAHHOTO TJIH-
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KOTIPpOTeHMHOBOTO Komruiekca (JJAI'-xomruiekca), Ko-
TOPBIA COETUHSET IUTOCKEJET MBIIIEYHBIX BOJOKOH C
OKPY’KaIOIIUM €ro BHEKJIETOYHBIM MaTpPHUKCOM. DTOT
0CJIOK BBIMOJHSIET BOKHYIO POJIb B (YHKIIMOHHPOBA-
HUHM MBIIICYHBIX BOJIOKOH, & €ro JC(QHIUT MPUBOJUT
K Pa3BUTHIO MBIIIEYHOW TUCTPOGUH. Y TMAlMEHTOB C
M/ muctpodun He BeipadarkiBaeTcs, B ciiydyaec M/Ib
JUCTPO(MUH CHHTE3UPYETCSI, HO CTPYKTypa M (YHKIHS
3TOrO O€JKa HapyIICHBI.

Ha pannux sranax passurusg M/l ormeuaercs Ha-
pyLIEHHE TOXOIKH, TPYIHOCTH MPH MOIBEME IO JIeCT-
HUIIE, MallUeHTaM TPYJHO BCTATh U3 TOJIOKEHUS CUSL.
[Mo3aHee npucoequHSIETCS CIa00CTh MBI TYJIOBHIIA
M BEPXHHUX KOHEYHOCTEH, YTO MPUBOJUT K CKOIHMO3Y C
BBIPOKEHHOM JieopMaliiell rpyIHol KIeTKH. Y 00Ib-
IIMHCTBA IAallMEHTOB DPAa3BUBAETCS ICEBIOTUIIEPTPO-
(st mbIL oenep.

ITpu MIJI nopakatoTcs HE TOJBKO MONEPEYHOIO-
JlocaThle MBIIIIBI Tella, HO U MHOKapJl, ¢ Pa3BUTHEM
TUISTAIMOHHON KapauoMuomnaTiuu. B Haubomee Tsxe-
JBIX cIyvasx Ha GoHe AUCTPOPUICCKIX NU3MECHECHUH B
MHOKap/ie OTMe4aeTcs BhIpaKeHHasl cepAedHast HeJ0-
CTaTOYHOCTb, CONPOBOXKIAIOIIAACA >KEIYIOYKOBBIMU
aputMusmMu. [IpuMepHO B MOJIOBHHE ClIyyaeB CMEpPTh
naureHToB ¢ MJIJI conpoBoxaaeTcss ocTpoil cepaey-
HOH HEJIOCTAaTOYHOCTBIO.

Hapyuienne ¢yHKuuu AbIXaHUs, HApsAy C cep-
JIEYHONW HEIOCTATOYHOCTBIO, SIBISIETCS IMPUUUMHOU
AHECTE3UOJIOTHYECKUX OCIOKHEHUN U JUAUpYroUen
IIPUYMHON JleTaIbHOCTH y nanueHToB ¢ M/IJI. Ha-
pyIIEHHE TIOTAaTeJbHOTO M KallIEBOTO MeXaHH3Ma
MOTYT NPHUBOJUTH K Pa3BUTHIO XPOHHYECKUX PELHU-
JUBUPYIOLIMX JIETOYHBIX WHpEKUud. Bripaxennas
nedopManusi TPyJHOW KJIETKH CHHUXKAeT (YHKIIHO-
HaJbHBIE PE3EPBBI JIbIXaHUS, a CMEIIEHHE Cpeao-
CTEHHSI MOXET MPUBOAUTH K AePopMallK TPaxeH H
OpOHXHMATHLHOTO JepeBa.

Y HEeKOTOPHIX MAIMeHTOB OTMEYaeTcs 3aJepiKKa
MEHTAJIBHOTO Pa3BUTHUs, 00YCJIOBJIEHHAs, [1O-BUIUMO-
MY, POJIBI0 AUCTPOPHHA B (QYHKIMOHUPOBAHUH IICH-
TpajbHOW HEPBHOM CUCTEMBI.

Hns panneit auarsoctuku MJI/] moxxet moTpedo-
BaThCsl OMOTICHS TTOTIEPEUHOIIOIOCATON MYCKYIaTyPhI.
Jlyisl OLICHKH BBIPAXKEHHOCTH padoMuoIin3a HeoOXo-
quMo u3MepsaTh ypoBeHb KOK B auHamuke, T. K. OH
HE BCErJa KOPPEIHPYET C BBIPAKCHHOCTHIO aTPOPHH.
O0s13aTeNIbHON B MPEIOINEPALIMOHHOM 00CIICI0BaHUN
SBIISICTCSl OIICHKAa (D)YHKIIMW BHEIIHETO JbIXaHUs, W,
OpH BO3MOXKHOCTH, dlekTpomuorpadus. [Ipu Hamu-
yuu aputMun Ha OKI' mokazaHo mpoBeneHHe XoiTe-
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OCOBEHHOCTU AHECTE3UX NPU HEPBHO-MbILWEYHbIX 3ABEONIEBAHUAX Y OETEN

POBCKOTO MOHUTOPUPOBaHMS, a MPU BO3HUKHOBEHUHU
CHUMIITOMOB CEPJICYHON HENOCTATOYHOCTH — 3XOKap-
nuorpadusi.

IIpy Ha3HaYeHUU NOpPEeMENUKALUU CIEIYET MHUHU-
MHU3HUPOBATh J03bI IPENaparToB, yTHETAKOMIMX (YHK-
LMIO JIbIXaHUSl. YUWUTHIBASI 3aMEJICHHYIO 3BaKyalluio
MUIIA U3 KETYAKa, CTOUT YMJIMHUTH MEPUOJ NPEo-
MEPAMOHHOTO TOJIOaHUs, o0s3aresibHa MMOCTaHOBKA
HAa30raCTpPAJIHOIO 30HJ1a Ha BECh IIEPHUOJ OIEPALMH.
B cnydae conyTCTBYIOLIEH TMIOILIA3UM HAANOYEUHU-
KOB II0OKa3aHO NIEPUOIIEPAMOHHOE Ha3HAYEHUE TTIFOKO-
KOPTUKOUJIOB.

MoryT BO3HUKHYTh TPYAHOCTH NPH HHTYOAIUH U
anmaparHO-MacOYHOM BEHTWISLIUM, OOYyCIIOBJICHHBIE
BBIpOKEHHOHN Makporoccueid. Onmcanbl ciaydan 00-
Typaluy TPaxew Y MHTYOUPOBAHHBIX MAIMEHTOB C BEI-
paKeHHOU AedopManeil TpyaHOW KIETKH U CMelle-
HUEM CPEJOCTCHNUS, B CBS3H C YEM CIIeIyeT COOII0aaTh
OCTOPOXKHOCTH TPHU OTEparmoHHON ykmanke. Kpaitne
OJIC3HBIM OY/IET MPOBEICHUE KAaTHOIPa(hUISCKOro MO-
HUTOPHUHIA BO BPEMS AaHECTE3UHU.

CyKIMHUIIXOIUH CTPOTO MPOTUBOIOKA3aH MaIlUCH-
Tam ¢ MJIJ] B CBS3U C OMAacHOCTBHIO pabIOMHOIU3A U
YIpO30i pa3BUTHUS 37I0KAYECTBEHHOW TMIIEPTEPMUH, a

Jluteparypa

MpU HEOOXOAMMOCTH MEIWKAMEHTO3HON MBIIICYHON
penakcanuu cienyeT MUHUMU3HPOBATh JI03bl HEJEIIO-
JISIPU3YIOIMX MBILIEYHBIX PEIAKCAHTOB, JUIS TOTO YTO-
OBl M30eXkKaTh JUTUTCIILHON JIBIXaTeJILHON JICTIPECCHU B
IIOCJIEOIEPALIUOHHOM [EPUOJIE.

IIpy nnaHUpOBaHMM AHECTE3UH Y MALMEHTOB C
M1 npeanoyruTensHee U30parh TOTAIBHYIO BHYTPHU-
BEHHYIO aHECTE3UI0. HraJsIIIMOHHBIE TaJOreHCOAep-
JKamue aHectetuku npu M/ cienyer npuMeHsTh ¢
00JIBIION OCTOPOKHOCTHIO, MPUHHUMAs BO BHHUMAaHHE
BO3MOKHYIO aCCOIMAIIMIO JAHHOTO 3a00JICBaHHS C CUH-
JIPOMOM 3JI0Ka4€CTBEHHOU r'MIIEPTEPMUM.

Pernonapnasi aHecTe3uss HE TOJIBKO MOXKET IIpPO-
BoauThCA y nanuentoB ¢ M/ u MJIB, Ho u umeer
CEpbE3HbIC NPEUMYLIECTBA, 03BOJISAS CHU3UThH J03bl
OOIINX aHECTETUKOB W HAPKOTHYECKHX aHAJIBI€THUKOB.
Koppexkiust 103 MECTHBIX aHECTETUKOB HE TpeOyeTcsl.

3akirouenne. 3HaHue NMaTOQU3NOIOTMICCKHX Me-
XaHU3MOB U OCOOCHHOCTEH HEPBHO-MBIIIEYHOH TaTo-
JIOTHU U COOJIOZIGHUE OIPECTICHHBIX MPaBUII IPOBE-
JeHust oOIIel aHecTe3Wu TO3BOJSIOT d(P(PEKTHBHO H
Oe3onacHo 00e300/1MBaTh MAIMEHTOB C PEAKUMH 3a00-
JIEBAaHUSMHU TIPU MIPOBEACHUN Pa3IMYHBIX XHpPYyprude-
CKMX BMELIATEJIbCTB U AUATHOCTUYECKHUX IIPOLEAYD.
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