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AKTYAJNIbHOCTb

Mpu OTCYTCTBUM CBOEBPEMEHHOM AMArHOCTUKM HEPBHO-MbILWEYHOrO 3ab60NeBaHMS AUTENbHOCTb NPO-
Lenypbl MEMBpaHHOWM OKCUIeHaLMM MOXET ObiTb YBENMYEHA, TEM CaMbIM MOBbILIAS PUCKM MOBOYHbIX
OCNTOXXHEHMI (remopparuyeckue, centTuyeckune, TPOMHOTUYECKME).

B KAMHMYECKOM HabnoAeHUM Mbl LEMOHCTPUPYEM PefKoe COYETaHUE TSHKENOM NMHEBMOHUM, MUACTE-
HWW, OCTPOrO PECMUPATOPHOrO AUCTPECC-CMHAPOMA U MPOBOAMMON NpoLEeLypbl 3KCTPAKOPMNOPanbHOM
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Kondnukr uitepecos

ABTOpbI 3as1BNSOT 06 OTCYTCTBMU KOH(INKTA MHTEPECOB

BnaropapHocTb, puHaHCMpoBaHMue MccnenoBaHue He MMeeT CMOHCOPCKOM NOAAEPKKM

AIl. — apTepuajabHOe IaBjeHNe

VBC — uiemMuueckas 60e3Hb cepaiia
VBJI — MCKyCCTBEHHAs BEHTWISILIMS JIETKUX
KOC — KMC/IOTHO-OCHOBHOE COCTOSIHME
OT'K — opraHbl IpygHOM KJIE€TKU

OPIIC — ocTpblii pecriMpaTOpHBIit AUCTPeCcC-CUHIPOM
TAJTA — TpoM6OIMOOINST JIETOYHOI apTepum

AKTYAJNIbHOCTb

MuacTeHust — 3TO ayTOMMMYHHOE HEPBHO-MblILIEUHOe
3aboseBaHMe, XapaKTepuUsyoleecs MaTolorMyecky Obic-
TPOJi YTOMJISIEMOCTBIO IIOIEePeYHOII0NOCAThIX MbllL, [1].
OCHOBHOJ1 CMMIITOM MMAaCTeHMM — 3TO Haluuue IaTojlo-
IMYeCKOi MBILIEYHO c11ab0CT C BOB/IEUEHVEM B [TATOJIO-
TMYECKMIA TTPOIIeCC OKY/SIPHOIA, 6yTb6apHOM U CKeeTHOI
MyCKy/IaTypsl. IIpoBoumpyomymyu GakTopamy pa3BUTHS
MMaCTeHUM MOTYT ObIThb MH(EeKIMOHHble 3ab0neBaHus,
XMpypruyeckye BMellaTelbCTBa U JIEKADPCTBEHHbIE IIpe-
raparsl [2, 3]. [71aBHYI0 OIMacHOCTD NPeJCTaB/sIOT MyuacTe-
HUYEeCKMe U XOIMHepruyecKue Kpusbl, KOTOPbIe XapaKTe-
PU3YIOTCS TSKEIBIM TeUeHMEM UM BbICOKOV JIeTaJIbHOCThIO,
B CBSI3M C 3TUM ITPOGIEMBI JIeUeHSI MUACTeHMUM MMEIOT IT0-
IIpeXXHEeMY BBICOKYI0 MeAMKO-COLVaJbHYI0 3HAauMMOCTb.

®BC  — pubpo6POHXOCKOIMS
YO — uvacToTa ObIXaTeabHbIX ABUKEHUI
YCC —uacroTa cepeyHbIX COKpallleHui

DKMO — skcTpakopIiopaabHas MeMOpaHHast OKCUTeHaLsT

ACT — aKTMBHOe BpeMs CBePTbIBaHUSI

MAP — (Mean Airway Pressure) cpefjHee aB/leH/e
JIbIXaTeNbHBIX ITyTet

PacmpocTpaHeHHOCTh MMAacTeHMM cocTasisieT 17,5-20,3
Ha 100 000 HaceneHus, MPUUYEM UUCIEHHOCTb GOTHHBIX
eXerogHo ysenmuuBaercsi Ha 5-10% [4, 5]. IlocnenHue
TOZIbI HAGTIOMAETCS YCTOMUMBBIN POCT 3a60JIEBAEMOCTY C
yBeMMueHueM Bo3pacta crapiie 50 et [6, 7]. MuacteHust
SIBJISIETCSI TSDKETBbIM 3a60/IeBaHNEM C BBICOKO JIeTAIbHOC-
Tbi0 10 30-40% [3]. CyllecTBYIOT TPYAHOCTM B paHHe
IuddepeHIanbHOR JMarHOCTUKE MBILIEUYHON CJ1abOCTU
Yy MalyeHTOB C JbIXaTeIbHO HEeIOCTATOYHOCTHIO MEKIY
MHUacTeHMel, MMacTeHMYeCKMM CMHAPOMOM U TONMHEeN-
ponaTtueil KpUTUYECKUX COCTOSIHMI. DTU TPYLHOCTU U
HenocTaToyHas MHOOPMUPOBAHHOCTH MALIVIEHTOB U Bpa-
yeil pasAMYHBIX CIEeNMaJbHOCTe)i O MMUACTeHUM, MOTYT
TIPUBECTU K BbIGOPY HEBEPHOI TAKTUKM JIEUEHUS U pa3-
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BUTUIO MMACTEHMYECKOTO Kpu3a, KOTOPBIA MPOSIBISETCS
IbIXaTeIbHO HeIOCTATOUHOCTHIO, TPebylolleil MpoBe-
IeHNs peclMpaTOpHOIl Tmonamepskku. IIporpeccupoBaHue
IIBIXaTeJIbHOV HeJOCTaTOYHOCTY Ha ¢GOoHe MMacTeHudec-
KOTO Kp¥3a MOXXET MOTPe6oBaTh MPUMEHEHNMsT IKCTPAKOP-
ropaibHO# MeM6paHHOI okcureHanumu (IKMO).

Heobxonumo pacmputbh auddepeHIManbHy0 aua-
THOCTMKY MBbILIIEYHOI C1ab0CTM y MalyeHTa B TepUo[,
paspelieHus ObIXaTelbHO! HENOCTaTOUHOCTU, KOTOpas
M03BO/IM/IA GBI OTOMTY OT IPUHYAUTENbHOI PecrupaTop-
HOI1 oA e p>kKu, mpekpatuTb JKMO.

BBEOLEHUE

ITHeBMOHUYM — OOIIMPHAs Tpynmna MHPEKIMOHHBIX
3a60/IeBaHN, PaA3JIMUHBIX T10 ITUOJOTUM, MATOTEHEe3y
¥ MOpPQOIIOrMYECKOi XapaKTEPUCTUKE, TPUBOISIINX K
HapyLUIEHNI0 ra3000MeHHOI (PYHKIMM JIETKUX, BIUIOTD 10
PasBUTHSI OCTPOTO PeCHMpPaTOPHOTO AUCTPecC-CUHApOMa
(OPIC) [8]. VHorma TeueHMe MMHEBMOHUM MOXKET OBITh
KpajiHe TSDKeNbIM, a OOUIeNPUHSTbIE METOMbI MPOTE3M-
poBaHMs (QYHKIMM BHEIIHErO ABIXaHMS, MCKYyCCTBEHHOI
BeHTWIsIMK Jerkux (VIBJI), HeaddekTuBHBI. B Takom
cydyae MpUMeHeHMe JKCTPakopropaabHOi MeMOpaHHOI
okcureHauuu (OKMO) sBrsieTcsi eqUHCTBEHHBIM CIIOCO-
6om cnactu manueHTa [9]. OZHOIM M3 MPUYMH Pa3BUTUS
MTHEBMOHUY MOXET ObITh HajMuMe Y IalyeHTa ayTouM-
MYHHBIX HEPBHO-MBIIIIEYHBIX 32601€BaHMii. B Hamem K-
HUYECKOM IpyMepe OMMCaH CIydail IporpeccupoBaHMs
MUACTeHNY, Ha GOHE KOTOPOi pa3BUIOCh MH(MEKIIMOHHOE
OCJIO)KHEeHMe JIETKHX.

B KIMHMYECKOM HaGIIOJeHUM Mbl IEeMOHCTPUPYEM
pelkoe cOYeTaHMe TSDKeIOW MHEBMOHMM C DPa3BUTHUEM
OPIIC, uTo moTpe6oBaso MpoBemeHus mpoueaypbl IKMO
Ha (oHe HAIMUMS Yy TALMEHTKM paHee He BbISBIEHHOI
muacteHuu. [Ipu OTCYTCTBUM CBOEBpPeMEHHO} OuarHoc-
TUKM HEepPBHO-MBIIIEYHOTO 3a60JeBaHuUs IJIUTETbHOCTh
mpoleAypbl MeMOpPaHHOI OKCUTeHAlUu MOXKeT ObIThb
yBellM4ueHa, TeM CaMbIM IIOBBINIASI PUCKM OCIOKHEHU
(reMopparuyeckue, cerTuieckme, TpOMOOTUUECKUE).

Llenp: ommcaTh ocobeHHOCTM TpoBenenust JKMO Ha
(boHe MMaCTEHMYECKOTO Kpu3a Ha MpUMepe KIMHUYECKO-
ro ¢Iydasi.

MATEPUAN U METOAbI

Ha6miofeHne KIMHMYeCKOro MpuMepa ¢ IpyuMeHeHeM
BeHO-BeHO3HOV DKMO mpu momory armmapara Cardiohelp
(Maquet, Rastat, Germany).

Knnunyeckoe HabIOmeHe

MaumeHTka Y., 65 net, noctynuna Ha 5-e cyTku ¢ Havana
3aboneBaHuns B OTAENEHME aHeCcTe3noNorMM W peaHuMa-
LMK NEepBMYHOro CTaumMoHapa € auarHo3om: «BHebonbHUYHas
BMPYCHO-DaKTepunanbHas ABYXCTOPOHHAS MHEBMOHUS TsxXe-
noro Teverus. OPAC. Mwemnyeckas bonesHb cepaua: atepo-
CK/IepoTUYeCKUA Kapamockiepos. funepToHuyeckas 6one3Hb
IIl ctagmm, 3-i cTEneHn, pUcK cepaeyHoO-CoCYANUCTbIX OCNOX-
HeHult 4. XpoHuyeckas cepfeyHas HemoCTaTouHOCTb 2A CT.
I dyHKunoHanbHoro knacca no NYHA. CaxapHbii guabet
2-ro TMNa, LeneBon YpOBEHb MMMKMPOBAHHOMO remMornobuHa
meHee 7,5%. OxupeHune 3-i1 CT.». I3 aHaMHe3a 3aboneBaHus
M3BECTHO, YTO Y NaUMEHTKM 3a 9 CyTOK A0 Hayana 3abone-
BaHMS OTMEYaNUCb KaTapanbHble SBAEHUSs, cyodebpuibHas
Temnepatypa. Take W3BECTHO, YTO paHee y MaUMEeHTKU He
6bI10 OMepaTMBHbIX BMELIATENbCTB M aHeCTe3MOoN0rMyecknx
nocobui. AnneproaHamMHe3 He OTATOLLEH.

MaumeHTKa nocTynuna B KpawHe TMKENOM COCTOSHUM:
BblpaXKEHHAsA AblXaTelbHAs HEAOCTAaTOYHOCTb (YAcToTa AblXa-
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TenbHbIX ABWKeHWA (YOM) 42 B MuHyTy, catypauma (SpO,)
82%, UMAHO3 KOXHbIX MOKPOBOB, YTHETEHUE YPOBHSI CO3HA-
HMS 0O COMOPO3HOro, NO WkKane koMbl Masro — 11 6annos
W apTepuanbHas rmMnoTeHsus (aptepuanbHoe aasneHue (A)
85/55 MM pT.CcT., yacToTa cepaeyHbix cokpawenuin (YCC)
136 ya./MuH), bbina nepeseneHa Ha MBJI, Hauyata Basonpec-
CopHas noaaepxka (HopaapeHanuH B fose 0,28 MKr/Kr/MuH).
Mpu npoBeneHun noobcnenoBaHus (PEHTrEH OPraHoB rpya-
Hol kneTkn — OFK) y nauueHTKM BbiIBNEHO Cy6TOTanbHOe
MHOUNBTPAaTUBHOE MOPAXEHWE NEroYHOM TKaHW, aTeNnekTasbl
HWKHWUX [0Nen nerkux, Manbii ABYCTOPOHHWUIA FMAPOTOPaKC.
NaHHbix 33 TpoMbBo3ambonuio neroyHor aptepumn (TIJ1A) He
nonyyeHo (puc. 1).

Ha sxokappuorpaduu: ynnoTHeHUe CTEHOK aopTbl, CTBO-
pPOK aopTanbHOrO U MUTPANIbHOIO KnanaHoB. Pa3mMepbl Kame-
pbl cepAua B npepenax HopMbl. HapyweHwui rnobanbHomn
M NIOKaNbHOM COKPATMMOCTM neBoro xenypouka (JDK) He
BbifBNeHo. CKOpPOCTHblE MOKa3aTeNu Ha KnanaHax B npene-
nax HopMbl. [eMOAMHAaMMUUYECKM 3HAUYMMOW peryprutauum He
BbISIBNIeHO. HapylleHne [OMacTonnyeckon @yHKUMKM NeBoro
xenypouka (JIK) no 1-my tvny. [laBneHune B nierouHon apre-
pun 32 MM pT. CT. (HopMa — 25-30 MM pT.CT).

Mpy caHauMoOHHO-AMArHoCTUYeCko GUBPOBPOHXOCKO-
nun (PBC) oTMeYeHbl BbipaKeHHble BOCMANUTENbHbIE U3Me-
HeHns BPOHXOB.

HecmoTps Ha MpoBOAMMYK pecnupaTopHyk Tepanuio C
BbINO/IHEHUEM PEKPYTMEHT-MaHeBpPa WM NMPMMEHEHUEM MpPOH-
no3uuMK, B AMHAMUKE COCTOSIHME MALMEHTKM NMPOrpecCcMBHO
YXYALWANock, NapaMeTpbl BEHTUNALMK ObiM He B ee npoTek-
TUBHbIX pamkax. [lpoBoaunace NpUHyAUTENbHAS BEHTUAALMS
nerkux no paenenunto (PCV), nobixatenbHbli obvem 280 mn
Vr), 400 20 B MuHyty (F), cpenHee AaBneHue AblXaTeNbHbIX
nyten 18 cM BogH.cT. (MAP), nonoxuTenbHoe AaBneHue KOHLA
Bblgoxa 16 cM BopH.cT. (PEEP), KOHUEHTpauus Kucnopoaa
BapIxaemoi cmecn 90% (FiO,), npu 3TOM nokasatenu Kuc-
NNOTHO-OCHOBHOIO COCTOSIHUS COOTBETCTBOBANIM CMELIAHHOMY
aumMao3y: BOAOPOAHBIM nokasatens (pH) 7,26, napuuanbHoe
NaBneHne Kucnopoaa B aprepuansHoin kposu (Pa0,) 56 MM
pT.CT., NapuManbHOe [ABNEHWE YIMeKUCIoro rasa B apre-
puanbHon kposu (PaCO,) 72 mm prcr. (PaCO,), MCTUHHBbINA
GukapboHaT aptepuanbHoit kposu (HCO,-atc) 11 mMmonb/n,
napuuanbHoe AaBneHWe KUCI0pOAa B apTepuanbHOW KpoBw/
KOHLEHTpauma Kuciopoda Babixaemon cmecn (PaO,/FiO,)
MeHee 62.

YunTbiBas TeueHue 3aboneBaHusi U HesIDDEKTUBHOCTb
nposogumoint MBJ1, eguMHCTBEHHBIM CNOCOBOM paspelueHns
KPUTMYECKOW TMNOKCEMUM B LAHHOM Ciyyae Gblno nposene-

Puc. 1. PentreHorpadus OpraHOB IPyJHOJ KIeTKY HA MOMEHT
IIOCTYILJIEHUSI
Fig. 1. Chest X-ray upon admission
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Hue DKMO. BoiesaHoi 6puragoin IKMO-LeHtpa ®OIBY MHL,
®OMBL, um.A.N. BypHassana ®MBA Poccum cnycrta 5 cytok nocne
MOCTYMNEHUS B KNMHWUKY NEPBMYHOM rocnutanusaumu (Ha 10-
e CyTKM OT Hayana 3abonesaHus) 6b110 BbIMONHEHO MOAKIIIO-
yeHue BB 2KMO c napametpamu: 2850 06./MuH (RPM); 0bbem
OKCUTeHNPOBAHHOM KpoBK — 3,9 n/MuH (V), NOTOK KMcnopoaa
5 n/muH (Flow O,), CMCTEMHAs aHTUKOAryiauums renapuHoMm
350 E[l/4 nop, KOHTPONEM aKTUBHOMO BPEMEHWU CBEPTbIBAHMS
(ACT) 186 c, c nocnenywoLei TpaHCNOPTUPOBKOW NaLMEHTKK
B OTAENIeHMEe aHecTe3nonornm u peaHnumaumm N2 2 ®IBY ML,
®OMBL, um. A.N. bypHassHa ®MBA Poccun ans panbHeiwero
neyveHus.

Ha doHe aHTMbakTepuanbHOM Tepanuu M NpoBeAeHMS
JKMO cocTosiHMe NauMeHTKM YnyyWMAoCh, K KOHLY NepBbiX
cyTok npebbiBanns B MBL, um. A.U. BypHassaHa (1-e cyTku ot
Hayana JKMO, 11-e cyTkn OT Hayana 3aboneBaHuns) yaanochb
[LOCTUIHYTb HOPManbHbIX NOKa3aTtenen razos kposu (pH 7,38,
Pa0, 122 mm pr.ct, PaCO, 37 mm pr.ct., HCO,-atc 24 mmonb/n,
SpO, 96%) u cTabunusaumn remMoamHamukn (ALl 124/68 mm
pr.cT., YCC 69 ya./MuH, HopagpeHanuH B go3e 0,1 MKr/Kr/MuH).
Mapametpbl 3KMO: RPM 2688 06./MuH, V 3,5 n/MuH, Flow O,
3 n/muH, ACT 180 cek. MNpopomkeHo UBJ1 ¢ 6e3onacHbiMu
nokasatensamu B pexume PCV: Vt 440 mn, F 16/muH, PEEP
12 cm BoaH.cT., MAP 14 cM BoaH.cT., FiO, 30%, SpO, 96-97%.

Ha 2-e cytkn ot Havyana SKMO (12-e cyTku OT Havana
3aboneBaHusa) B CBSI3W MPOrHO3Mpyemoln AnutenbHon WMBJ
6blna BbINONHEHA POTALMOHHAs NMYHKLMOHHO-AMATaLUUOHHASs
Tpaxeoctomusa no mMetony ®Mposa.

Mo faHHBIM NPOBeLEHHbIX BUPYCONOrMYEeCcKMX UCCNenoBa-
HWI1 BUPYC rpunna He Gbl1 06HAPYXKEH, YTO, BEPOSITHEE BCETO,
noaTBepXAaeT HakTepuanbHy 3TUONOMUI0 MHEBMOHUMU.

Ha 4-e cytkm ot Hauyana IKMO (14-e cyTku OT Hauyana
3aboneBaHUs) OTMeYaEeTCs MONOXKUTENbHAs OMHAMMKA — pas-
pelueHue HapyuieHna razoobmena (pH 7,48, Pa0, 82 mm pr.cr,,
PaCO, 32 mm pr.cr, HCO,-atc 24 mmonb/n, PaO,/Fi0, 285),
ynyylleHne pecnupaTopHbIX NokasaTenen y nauneHtku (MBJ1
B pexxume PCV: Vt 520-550 mn, F 15 B MuH, PEEP 10 cM BOAH.
cT., MAP 11-12 cm BogH.cT, FiO, 35%, SpO, 96%), cHikeHune
obbeMa okcureHaumn kposu IKMO (RPM 1710 o06/MuH, V
1,95 n/MuH, NOTOK KMCNOPOAA NpeKpaleH, CUCTEMHAs aHTU-
Koarynaumus renapuHom 300 E[/u, ACT 172 cex).

HecMoTps Ha MONOXMTENbHYIO PEHTTEHONOTMYECKYH Kap-
TUHY Nerkux (puUc. 2),y NauMeHTKU He Bblfo 3aperucTpupoBaHo
MOMbITOK CaMOCTOATENIbHOrO BAOXA. TakXe y Hee OTMeyeHo
HapyLlleHWe r0TaHUa M OTCYTCTBME paboTbl rpyfHOW ApbiXa-
TeNbHOM MYyCKYyNaTypbl, TeTpanapes.

MpuHMMas BO BHUMaHUWe Hanuuume cneunduyeckon HeBpo-
NOTUYECKOM KNMHUYECKOM KapTUHbI, bblna 3anofo3peHa MaHu-
decTaums ayTOMMMYHHOIO HEPBHO-MbILLIEYHOrO 33ab0neBaHUs
Ha (oHe nHeBMOHMU. Bbin npoBeneH [OeKpeMeHT-TecT, Mo
[LaHHBIM KOTOPOrO BbISIBIEHbI MPU3HAKM HApYLUEHWUS CMHAMTK-
4YeCcKol nepenayn B KpaHWaNbHOM M CKENETHOM MyCKynaType.
MNpoBeneHbl nabopaTopHble MCCNeA0BaHUS, N0 AAHHBIM KOTO-
PbIX Y NALMEHTKM OBHApPYXKEeHbl aHTUTENa K aLeTUIXOIMHOBBIM
peuentopam, 0,68 HMMonb/n (Hopma MeHee 0,42 HMMOnb/n).

Takxxe BbINOMHEHA KOMMboTepHas Tomorpadus OrK: no
CPaBHeHMI0 C MpeaplayLiMM PeHTTeHONOrMYeckUM Uccieno-
BaHMEM OTMEYaEeTCs paspelleHne BOCNanuTeNbHOro npoLecca
NEeroyYHoM TKaHu ¢ 06enx CTOPOH, yBENMYEHUE SBNEHUI TUMo-
BEHTUNALUMM B 33HUX OTAENAX NPaBOro IErkoro 1 yMeHblue-
HMEe TMNOBEHTUNALMM B HUXKHEN Jone neeoro nerkoro. B S2
CrnpaBa COXPaHSAETCS TSHKUCTbIN y4acToK GprMbpo3a C ToUeYHbIMU
KanbuuHaTamu. KOpHU nerkmux CTpykTypHble. Busyanusupyercs
TpaxeocToMuuyeckas Tpybka B npocseTe Tpaxeu. [lpocseT
KpYMHbIX BpOHX0B CBOOOAHBIN. BHYTpurpyaHblie numbartuyec-
Kue y3nbl He yBenuyeHbl. CepaLie 3aMeTHO He paclunpeHo. B
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Puc. 2. KommbioTepHasi ToMmorpadusi OpraHoB IPYIHOM KIETKU
nepes mpeKpaiieHeM BeHO-BEHO3HOI SKCTPAKOPIIOPATbHOI
MeMOGPaHHOI OKCUTeHAIIN

Fig. 2. Computed tomography of the chest organs before
cessation of veno-venous extracorporeal membrane oxygenation

NeBOM NNEBPanbHOM MONOCTU — HE3HAUMTENbHOE KOMYECTBO
BbINoTa. [laHHbIX 33 06pa3oBaHne B CPELOCTEHWUU U BUIIOUKO-
BOM Xefe3e HeT.

C uenblo McKNYeHus cuHapoma [uiteHa-bappe Takxke
npoBeAeHa AMarHocTuyeckas nombanbHasg nyHkums: 6enok B
nukeope 0,1 r/n, 6enK0BO-KNETOYHON AMCCOLMALUM HE BbISB-
neHo. Ha ocHOBaHMWM MOMyYeHHbIX AAHHbIX MauueHTKe 6bin
BbICTaBNEH AMArHo3: «MuacTeHUs, MUACTEHUYECKUI KpU3».
Hauata nepBas nvHMa Tepanuu MMACTEHUM — NynbC-Tepa-
nUs IOKOKOPTUKOMAAMMU (METUNNPEAHU30/I0H BHYTPUBEHHO
1 Mr/Kr B CyTKM B Te4eHue nepBbiX 6 CYTOK, C NEPEXOAOM Ha
TabnetMpoBaHHyto Gopmy MetunnpenHusonoHa 0,5 mr/kr B
CYTKM), @ TaKXe Tepanus aHTUXONMHICTepa3HbIMK Npenapata-
Mu (MupupocTurMuuia 6pomug 120 mr 4 pasa B cyTku B Tabne-
TUPOBAHHOM GOopMe, ANUTENBHO, C KOpPeKLMen 4O3MPOBKMU MO
K/IMHMYeckon kaptuHe) [10-12].

Ha 5-e cytkn ot Hauyana IKMO (15-e cyTkuM OT Haua-
na 3abonesaHuns) Ha doHe MPOBOAMMON NynbC-TEpanuu y
NauMeHTKM MNOSBMAOCh CaMOCTOSTENbHOE AblXaHWe, Takxke
0TMeYaeTCs CTabunmusauus reMoaMHaAMUKKU C NpekpalleHnem
Ba30MpeccopHoi noaaepxku. Ha 6-e cytku oT Hayana SKMO
(16-e cyTkM OT Hayana 3aboneBaHs) y NALUEHTKM NOSBUAUCH
MOMbITKM CAMOCTOSITENIBHOTO FNOTAHUS.

Ha 7-e cytkn ot Hayana DKMO (17-e cyTku OT Hauyana
3aboneBaHus) GbINO NpekpalleHo npoBeseHue npoLuenypbl
3KMO (kucnoTHo-ocHOBHOE cocTosiHue Kposu: pH 7,5, Pa0,
81 mm prcr, PaCO, 33 mm prcr, HCO,-atc 234 MMonb/n,
PaO,/Fi0, 242; UB/ B pexume PSV: Vt 515-560 mn, F
17-18 B8 muH, PEEP 10 cm BopH.cT., MAP 9 cm BoaH.cT,, FiO,
35%, Sp0, 94%).

Ha 18-e cytkn nocne npekpawenus IKMO (34-e cyTku ot
Hayana 3aboneBaHMs) NaLMEHTKA NepeBefeHa Ha CaMoCTos-
TeNnbHOe [bIXaHWe Yepes TpaxeoCTOMUYECKYH TpyoKy.

Ha 20-e cytkn nocne npekpauwenus IKMO (36-e cyTkm ot
Hayana 3aboneBaHuns) NauMeHTKa bbiia AeKaHIMPOBAHA.

Ha 37-e cyTku OT Hayana 3aboneBaHns MauUMeHTKa B CTa-
6WMNBHOM COCTOSIHMM, C HOPMaNbHbIMKM MOKA3aTeENsSMU Ta30B
KPOBM, MOTHOCTbIO BOCCTAHOB/IEHHOW MbILIEYHOM CUNON rpyLa-
HOM MyCKynaTypsbl, 6€3 HapyLleHuWi rnoTaHua 6bina nepesene-
Ha B TepaneBTUYECKOe OTAENeHMe.

OBCYXAOEHUE

[TIpuHMMas BO BHMMAaHMe Hajauuue y ManueHTKA cre-
UnUUIECKoii HEeBPOJIOTMUYECKON KIMHUYECKO KapTUHbI
(HapyleHue TJI0TaHMs, OTCYTCTBME CIIOHTAHHOTO BJOXa,
TeTpamnapes), O6blIa 3amomo3peHa MaHMdecTanus ayTo-
VMMYHHOTO HEPBHO-MBbILIEYHOTO 3ab0ieBaHusl Ha (GoHe
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IMTHEBMOHMU. Bbljia npoBeneHa auddepeHIMaabHas aya-
THOCTMKA C TIOCIeLYIOUIMM BBICTABIEHMEM IMalVieHTKe
JIuarHosa: «MuacTeHusl, MMacTeHUUeCKuii Kpus» (Tabnu-
1a).

Hepenko HepBHO-MbIIIEUHbIe 3a00I€eBaHMSI, 3aTparu-
BalollIye bIXaTelbHYI0 MYCKYJIaTypy, HE caMiu MPUBOJIST
K IbIXaTeTbHOM HEeLOCTATOYHOCTH, a JIUIIb CO3al0T 6Jia-
TOMPUSITHbIE YCIOBUS IJIsSI ee pa3BUTHS. JacTo OoTMeua-
eTCsl OIIMO60YHAs WM TO34HSST JMarHOCTHMKa MUACTeHNH,
HEeCMOTPSI Ha TPOCTOTY ee KIMHUYECKUX TPOSIBIEHUI U
IIOCTYTTHOCTb OMarHOCTUYECKUX TeCTOB, IMOJATBEPXKIAl0-
WMX OuarHos. IIpnunHoi SBIsIeTCSl OTCYTCTBME Y Bpayeli
npencraBJeHMs O MaTOTHOMOHMYHBIX CMMIITOMaxX MaHU-
decranuu gaHHOTO 3ab60sI€BaHMSI, MO MOBOAY KOTOPBIX
MalMeHThl 00PAIIAIOTCs B Hauajae PasBUTHUS MMUACTEHUMN.
Kpome TOro, ommoOKyM AMarHOCTUKM MHOTAA CBSI3aHbI CO
CXO[ICTBOM MMACTEHMM HA PAHHUX 3TAllax ee Pa3sBUTUS C
IPYTMMY 3a60JI€eBAaHUSIMY HEPBHOM CYCTEMBI ¥ MBIIIIII.

METO,E[aMI/[ OUMArHOCTUKM MMACTeHUM SBJISIOTCSI aHa-
JIM3 HA ayTOAHTUTENA K alleTUIXOIMHOBBIM pelienTopam 1
JleKpeMeHT-TeCT. AHTUTe/a K alleTUIXOIMHOBOMY pelLler-
TOpy oTMeuaioTcst y 80—90% GOMbHBIX € reHepaan30BaHoii
muactenueit, 80-90% 6OIbHBIX C ITapaHeoIIacTUUeCKOli
(TMMOMa-acCcoMMPOBaHHOIT) MuacTeHuei, 50% 60IbHbIX
C OKY/ISIPHO¥ (OPMOIT MUACTeHUN. BbIsSIBIeHNE BbBICOKOTO
comepskaHus aHTUTeN K aleTUMIXOJIMHOBOMY peLeNnTopy
SIBJISIETCSI IMarHOCTUYEeCKUM MPU3HAKOM JIJIsl IOCTaHOBKU
IYarHo3a MUACTeHU, OFHAKO OTPUIIATETbHBIN Pe3yabTaT
He UCK/TIoUaeT 3ab60sieBaHye, TOCKOJIbKY HEPEIKO OTMeua-
I0TCSI €r0 cepoHeraTuBHbie GopMbI [13]. MOHUTOPUHT TUT-
POB Yy KOHKPETHOTO IMalMeHTa MOXXeT OTpa>kaTb IMMHAMUKY
KIMHUYECKOro TeueHusl 3aboneBaHus [14]. IleKpeMeHT-
TeCT — 3TO MeToJ, 3MeKTPoDU3MONIOTUIECKOrO UCCIe0-
BaHMS, OLIEHUBAIOIIMIT CITOCOGHOCTh HEPBHO-MBIIIIEYHOTO
CMHamca TepegaBaTh BO36yXIeHMe. B ocHoBe MmeTronma
JIEXXUT HeHOMEH TUIABHOTO CHVDKEHMS aMIUIUTYIbI COKPa-
IIeHNsT MBIIIIbI, TO €CTb YMEHbBIIEeHNe ee IeKpeMeHTa B
OTBET Ha IMKINYECKYIO CTUMYJISIIMIO [15].

[pyunMHamMu [OeKOMIleHCAluM MMACTEHUM MOTYT
6bITh MHGOEKIMM, UHTOKCUKAIMY (Ha (GoHe MHOEeKINN).
ITyCKOBBIM MeXaHM3MOM KpM3a TaKskKe MOTYT ObITh JTH06bIe
M3MEHeHUSI TOPMOHAIBHOTO (OHA M TPUMEHEHMe Ipe-
1apaToB, B TOM YMCJie aHTMOAKTePUATbHbBIX, UCTIONb3ye-
MbIX TPV MHEeBMOHUU. IIpy MMACTeHMM YacTO HACTyIa-
eT MHBaIMIM3ALMS, CYLIECTBEHHO CHMKAEeTCS KauecTBO
KM3HU. [JIaBHYIO OITACHOCTB TPENCTAaB/ISIIOT MUACTEHMU-

Ta6bnuuya

Yeckye M XOIMHepruyeckye Kpymsbl, KOTOpble XapaKTepu-
3YIOTCSl TSDKEJIBIM TeUeHMEeM M BBICOKON JIeTaabHOCTbIO.
[IpuunHOI CMepTH SIBJISETCS, C PaBHOM YaCTOTOM, Kak
caMa MMACTEeHMsI, TaK I MHTePKyppeHTHbIe 3a60/1eBaHMs,
B YaCTHOCTU — IMHEeBMOHMS [16]. Kpu3sl MuacTeHMy MOTYT
OBITb JIETKUMM, KyIUPYIOIIMMMUCS OJHON WHBEKIIMeNd
AHTUXOJIMHICTEPA3HOIO IIperapara, U TSSKeJIbIMU, Tpeby-
IOLIVIMM IIMPOKOTO CIIEKTPa peaHMMalMOHHbIX IPOLeLyp
¥ MaHUIYASUKi. Pa3BuTne MuacTeHM4eCcKoro Kpusa yka-
3bIBAET Ha MPOTHOCTMYECKY HEBIaronpusTHOe TeueHne u
XapaKTepu3yeTCsl MHTEeHCUBHBIM IPOTPeCcCUPOBaHMEM U
reHepannsaleil MMacTeHMUecKoro rpoiecca ¢ Hapylie-
HyeM QYHKIMY KM3HEHHO BasKHbIX OPraHOB. A Ipu mopa-
SKEHUM MBIIIL, TOPTaHU, IIOTKM M HaArOpTaHHMKA 4acTo
Pa3BUBAIOTCS HAPYIIEHUS] IbIXaHUS TCEBAOGYIbOAPHOTO
THUIIA, KOTOpbIE TPOSIBJISIOTCS 3amnajeHreM SI3bIKa, Hajl-
TOpPTaHHMKA U 06Typaleii BepXHUX JbIXaTeNbHbIX MTyTe
[JIOTOYHO-TPaXeaabHbIM CEKPETOM, UTO MPUBOIUT K pa3-
BUTUIO aCHI/IpaHMOHHOﬁ ITHEBMOHUMU.

ITpouenypa SKMO Bce yallle KCIIONb3YETCS B KauecTBe
SKM3HEeCMAcawlIleil Tepanuu Mpu TsoKenoi dhopme Hapy-
[IeHMs] BHEIIHEero IbIXaHusl. [[IUTenbHOCTb IMPOIemypbhl
MOXXeT BapbMPOBATbh U 3aBUCUT OT TSIKECTY T€UEHUST ITHEB-
MoHuu. [lo JuTepaTypHbIM [IaHHBIM, CPEIHSISI TPOAO-
KUTEeNbHOCTh BB-DKMO y B3pOWIbIX C OCTpOil [bIxa-
TeJbHOV HeJ0CTaTOYHOCThIO cocTtaBiseT 10,5-13,5 cyTok
[17]. TsokecTb TedeHMSI IHEBMOHMY B HEKOTOPBIX CIyYasiX
TpebyeT OGojiee MJIUTENLHOTO IMPOBENEHUSI TPOIETYPhI
BB-25KMO, u B nocjienHee BpeMs B MeOUIIMHCKONM JINTe-
patype MOSIBUJIOCH Gosbliie MHGOPMAUUY O JJIUTETbHOM
JOKMO. B 974 cny4yasix mpogjeHHoi mnpouenypbl OKMO
cpefgHMIt BO3pacT nauyeHToB coctasisieT 40 (18-83) ner,
a gimurenbHocTb DKMO B Takmx ciay4yasix — B CpelHEM
25 nHeit (14-208). Haubosnee pacmpocTpaHeHHbIM BUIOM
DKMO 6b110 BeHO-BeHO3Has (79,5%), BeHO-apTepuab-
Hasl — 3HAUUTeNbHO pesxe (9,9%). [IpyuumHbI mpeKkpalieHus
OKMO BKJIIOUaIM: BOCCTAHOBJIEHME Ta3000MeHa JIerKUX
(54%), opraHHy0 HEIOCTATOUHOCTB (23,7%), 3a11poC ceMbu
(6,7%), remopparuveckue OociIoxHeHUs (2,7%) U coCTo-
SIHUSI, HECOBMeCTUMbIe C ku3Hbl (5,6%). [IpoBenenne
DKMO pfJis1 leueHusT TSOKENIbIX PecIMpaTOPHBIX 3aboie-
BaHMIT Y B3POC/IbIX TALMEHTOB CBSI3aHO C OO6Iei BbIKU-
BaeMocCTbI0 50-70% mpu mMemuaHe MPOIO/DKUTEIbHOCTU
npouenypel DKMO no 10 pneii [18]. 3/10kauecTBeHHOe
TeueHMe THEBMOHNUY B HEKOTOPBIX CIyuasix Tpedyet 6oiee
IJIUTeTbHOTO TpoBefeHUs mnpolenypsl BB-DKMO, u B

NuddepeHnyanbHas AMArHOCTUKA MEXAY OCHOBHBIMY NMPUYMHAMY (JIAGOCTU JbIXaTEIbHOI MYCKY/IAaTypPhl Y MallMEHTKU

Table

Differential diagnosis between the main causes of weakness of the respiratory muscles in the patient

Hosonorua CuHppom [miteHa-bappe Muoauctpodus [ioweHHa

Muacrenus Mepeno3npoBka MUOPENAKCaHTOB

3Tuonorus AHTUTENA K raHrmno3naam BpoxaeHHbIi gedekT reHa,

KoaupytoLlero 6enok B cocra-

Be MbILEYHbIX KNEeTOK

MNatoreHes OcTpoe femMuenuHesmpyoliee MocTteneHHas rnbenb none-
BOCManeH1e MOTOHEMPOHOB

BOJIOKOH

[uarHoctnuec-
Kne Kputepun

3amenneHue CkopocTv nposeae-
HUS NO nepudepuyeckuM Hepeam,
oTcyTcTBME H-pednekca, oTCyTCTBME
WU CHUXXEHWEe aMnnTydbl CeH-
COPHOrO MOTeHLMana, yBennyeHne
NaTeHTHOCTU F-BONH.

duHa B MblLILIAX, MyTaLM-
OHHbII aHaNM3 Ha OLeHKy

PUKUMOHHbIX DparMeHToB

B 1 mkn nukBopa He 6onee 50 mMo-
HOLIMTOB M/MAKN 2 rpaHynoLuTOB

PeYyHONO0N0CaTbIX MbILEYHbIX

AHanu3s cogepaHus aucTpo-

noAMMopU3Ma ANNHbI PecT-

AHTWUTENa K aLeTUNXONMHOBOMY peLenTopy  [lepeno3vMpoBka MUMOpenakcaHToB

AHTUTENA K COBCTBEHHBIM MbILIEYHBIM
TKaHAM W BUIOYKOBON xenese

BnoknpoBaHue aueTnxonmHoBbIX
peLenTopoB Ha NOCTCMHANTUYECKOM
MeMbpaHe

DyHKUMOHanbHas Npoba Ha BbisBNEHWe
CMHAPOMa NaTONOrMYECKOi MbllEYHOM
yTOMISIEMOCTH

AHaMHecTUYeckue AaHHble

MonoxwuTenbHas nposepuHoBas
npoba
MonoxuTenbHbI AeKpeMeHT-TecT

O6patuMocTb feicTBUS
MonoxwuTensHas npo3epuHoBas npoba

AHanM3 KpoBM Ha aHTUTeNa K aLeTUNXoNu-
HOBbIM peLenTopam, TUTUHY
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rocjiefHee BpeMsi B MeIMLMHCKO IuTepaType MosBUI0Ch
6onbire MHbDOPMAIMK O AJUTeNbHOM (6osee 14 CyTOK)
9KMO [19].

IMpoBenenue mpouenypsl IKMO conpskeHO ¢ pUCKOM
Pa3BUTHUS MHOTUX ITOTEHIIVATbHO CMePTeIbHbIX OCTOKHEe-
HUI1: MaCCUBHBIE KPOBOTEUEHMS, UILIEMUSI KOHEUHOCTE,
ceT-TpoM603, HEBPOJIOTMYECKUe OCIOKHEHUSI (BHYTPU-
yeperHble CIIOHTaHHble KPOBOU3IMUSIHUS, ULIEMUYECKUIA
VMHCYJBT, CyOOPOXHBIN cuHOpom) [20, 21]. IIpu npopne-
Hun npouenypsl JKMO pucky pa3BUTHUSI OCIOKHEHUIA
CTAHOBSITCS TOJTBKO BbIlle. TakKMM 06pa3oMm, ITPOBOAVMAST
Tepamnus M TAKTMKA BeIeHMS TAIMeHTa JOJKHBI ObITh
HampaB/eHbl HA MaKCMMalbHO BO3MOXXHOE COKpallleHue
CPOKOB IIpoBefieHMs npouenypbl. ONHAKO TSOKeNoe Teye-
HMe OCHOBHOTrO 3a60jieBaHMsI, OCIOKHSIOLIeecss aHTHU-
OGMOTUKOPE3UCTEHTHOCTBIO BO36ymMTeNell MTHEBMOHUM U
pasButreM GuUOPO-IeCTPYKTUBHBIX M3MEHEHMIT JIerod-
HOJ TKaHU, He BCerga I03BOJSIET IPEKPaTUTh IIpolie-
nypy 9KMO. Hainmume HepBHO-MBIIIEYHBIX COCTOSIHUIA,
BKJIIOUAIOLIMX B Ce6Sl TONMHEPOMMOIATUIO KPUTUYEC-
KMX COCTOSIHMI, cuHApoM [miteHa—-Bappe 1 muacreHuo,
CYIIeCTBEHHO 3aTpygHsIeT rpekpaieHne kak dKMO, Tak u
VBJI [22, 23]. 9Tu 3a6oieBaHusI HY>KHO IMAarHOCTUPOBATh
u nuddepeHIMPOBATh MEXKIY CO60M IJisI CBOEBpPEMEH-
HOTO Hayasia Heob6XoAMMoii crienudnyeckoil Tepanumu.
AnexBaTHas Tepanusi CONMYTCTBYIOIMX HEPBHO-MbILIEY-
HBIX I1aTOJIOTMIA CYILleCTBEHHO COKpalllaeT CPOKY IIpOBeJie-
Hus1 mpouenypbl DKMO. B taHHOM KIIMHMYECKOM ITpUMepe
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GOJIBITVMHCTBO CIIELMATMCTOB M3HAYATBHO DPaCleHUBAIN
©1ab0CTh [JIbIXaTeNbHOV MYCKY/JIATypbl KaK IIPOSIBIEHME
cuHapoma [IMKBUKa, MOAMHENHpOMaTUM KPUTUUECKUX
COCTOSTHUI M YCTaJIOCTh [IbIXaTeNbHOV MYCKYJIATypbl Ha
done mmrenvHoii VIBJI, HO cBOeBpeMeHHO ITpOBeIeHHasT
Muorpadus mo3Bosmia n36exkaTb MPOAJIEHNS TPOIIeTyPhI
OKMO, 1, COOTBETCTBEHHO, CONIPSKEHHBIX C HEl OCJIOKHE -
HUI U BO3MOXXHOTO CMePTeJIbHOTO MCX0Aa.

3AKJTIOYEHUE

CTOUT MOMHUTD O TOM, UYTO OFHOV U3 MPUIUH TPYLHO-
IO TMpeKpalleHus] UCKYCCTBEHHOM BEHTWISIIUU JIETKUX U
9KCTPAKOPIIOPATbHO MeMOpPaHHOM OKCUTE€HAIM MOTYT
OGbITh pasiMYHble HEPBHO-MbIIIEUHbIe 3a00J/IeBaHUS.
[Ipy BbISIBIEHMM Y NALMEHTOB BbIPAXKEHHOV MBIIIEYHON
w1abocTy 11e/1ecoobpasHo TMpoBeneHne muorpadum st
IVMAarHOCTUKM MMacTeHUM U cuHapoma I'miteHa-bappe,
Tpebylomux creinduueckoit Tepanuu, 6e3 KOTOpPoit Boc-
CTAHOBJIEHME aJeKBAaTHOIO CaMOCTOSTEIbHO IbIXaHMS
3aHMMAaeT IMPOJIOJIKUTEIbHOE BpeMsl.

HanpHelllee HaKOIUIeHME OIIbITa BeOeHMsI ITalMeH-
TOB C paHee He BbIABJIEHHbBIMM HEPBHO-MbIIIE€YHbIMU
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RELEVANCE

Myasthenia gravis is an autoimmune neuromuscular disease characterized by pathologically rapid fatigue of striated muscles [1]. The main symptom of myasthenia
gravis is the presence of pathological muscle weakness with involvement of the ocular, bulbar and skeletal muscles in the pathological process. The provoking
factors for the development of myasthenia gravis can be infectious diseases, surgery, drugs [2, 3]. The main danger is represented by myasthenic and cholinergic
crises, which are characterized by a severe course and high mortality; therefore, the problems of treating myasthenia gravis are still of high medical and social
significance. The prevalence of myasthenia gravis is 17.5-20.3 per 100 thousand population, and the number of patients is increasing by 5-10% annually [4, 5]. In
recent years, there has been a steady increase in morbidity with an increase in age over 50 years [6, 7]. Myasthenia gravis is a serious disease with a high mortality
rate of up to 30-40% [3]. There are difficulties in the early differential diagnosis of muscle weakness in patients with respiratory failure between myasthenia
gravis, myasthenic syndrome and critical illness polyneuropathy. These difficulties and insufficient awareness of patients and doctors of various specialties about
myasthenia gravis can lead to the choice of the wrong treatment tactics and the development of myasthenic crisis, which is manifested by respiratory failure,
requiring respiratory support. The progression of respiratory failure against the background of myasthenic crisis may require the use of extracorporeal membrane
oxygenation (ECMO).

It is necessary to expand the differential diagnosis of muscle weakness in a patient during the period of resolution of respiratory failure, allowing to move away
from compulsory respiratory support, termination of ECMO.

Keywords: extracorporeal membrane oxygenation; myasthenia gravis; myasthenic syndrome; autoimmune neuromuscular disease
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