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[IpencraBieH KIMHAYECKUI CIydail IPOBEACHMUSI UCKYCCTBEHHON BEHTWISILIMU JIETKUX Y TMallMeHTa 22 JieT ¢
muomnarueii JromeHa. C 11e1bl0 IMarHOCTUKY CTeTICHH BRIPaKEHHOCTHU JbIXaTeIbHBIX PACCTPOMCTB HEOOXOIUMO
M3MEpPeHNeE ra30B KPOBH, JISTOYHBIX 00BEMOB, CHJIBI IBIXaTEIbHBIX MBIIIII 1 CHJIBI Kalist. HemenneHHO HayaTas
WCKYCCTBEHHAsI BEHTUJISAIINS JIETKUX TTO3BOJIMIIA JOOUTHCSI BOCCTAHOBJICHUS aleKBaTHOIO ra3oooMeHa. PanHee
HavaJlo SHTEPaJbHOIO IMUTAHUS CIOCOOCTBOBAJIO BOCCTAHOBJICHUIO HYTPMTHUBHOTO CTaTyca M YaCTUYHOMY
BOCCTAHOBJIEHUIO MblllieyHOi cuibl. I[IpomomkeHue WMBJI B momamiHuX yCJIOBUSIX MO3BOJIMJIO YIYYIIUTh
Ka4ecTBO XM3HU nauueHTa. B nanbHeliieM peKoMeHI0BaH repexo Ha HerHBa3uBHY0 M BJL.

Karoueeovte caosa: NcKycCTBeHHAsT BEHTUJISILIUST JIETKUX, MuoniaTus [{follieHa, TMarHoCTUKa, JIeYeHUe.

BBeaeHHue

Muonatuu — rpyIna HacjleICTBEHHBIX 3a-
OosieBaHMIA, TIPOSIBJISIIOIIMXCS MBIILIEUHOM CJla-
0ocTblo U aTpodueit Mmui. [Iporpeccupyroiiie
MMOTIATUM HA3bIBAIOT TAaKXKe MHUOIUCTPODHSIMM.
Haunbonee Tskeno mpotekaer muonatust ioie-
Ha. CoracHO TaHHBIM MUHUCTEPCTBA 3IPaBOOX-
panenus CIIIA, yacToTa BOSBHUKHOBEHUSI MUOIIA-
Tum Jl1ollieHa octaeTcsl CTabUIbHON U COCTaBJSIET
2,9 Ha 10000 HOBOPOXIAEHHBIX MAIbBYUMKOB, CMEPT-
HOCTb e cHusunach ¢ 4,7% 10 2,6% [2]. Cpenusis
TIPOIOJCKUTETbHOCTD KU3HM TIpW MuomnaTuu Jlro-
nreHa cocrasisieT 25 set [2]. ITaroreHe3 3aboneBa-
HUS CBsI3aH ¢ Aenenueit B jokyce Xp21 (Ha Koport-
KoM I1e4ye X-xpoMocoMbl). [Tpu 3ToM B MeMOpaHe
MBIIIIEUHBIX KJIETOK OTCYTCTBYET MPOAYKT JaHHO-
ro reHa — aucTpoduH. bbICTpo mporpeccupyto-
1ee 3aboieBaHUEe TOpaXkaeT MbILILBI KOHEUHOC-
Tel, AbIXaTeIbHbBIE MBIIIIIBI, CePATIe, KUIIICUHUK 1
MO3IL. XOTS MEXaHU3M TFeHETUYECKUX HapyIlIeHUI
XOPOIIO U3Y4YeH, MHOTHUE BOITPOCHI MaTOreHe3a 3a-
00JIeBaHUST OCTAIOTCS MAJIOU3YIEHHBIMU.

CorjacHO  MOCJAEAHUM  3KCIEPUMEHTAIb-
HBIM ITaHHBIM Feron et al., TTOBBIIIEHWE DKCITPEC-
cun  pochatnaunmHo3uTos-3,4,5-tpudocdar-3-
(ocdatazsl (PTEN) urpaer 1meHTpajibHYIO pPOJib
B pa3Butuu nedunmura auctpodunHa [4]. Ilpexa-
MPUHUMAIOTCS MHOTOUMCJICHHBIE TIOMBITKU TIpe-
JOTBpallleHUsT pa3BUTUS AehulnTa IUcTpoduHa.
JloKIMHWYECKHEe UCTIBITAHUS TTOKA3aJIu BBICOKYIO
3¢ hEeKTUBHOCTD U 0€30MaCHOCTh OJIMTOHYKJIEOTU -
na AVI-4658 151 mOBBIIEHUST DKCIIPECCUU TUCT-
podurHa B MblIIIIIAX MaUEHTOB ¢ Muonaruei Jl1o-

meHa [9]. Ha ceroaHsiHMiA 1eHb, K COXaJIEHMUIO,
JieyeHue JaHHOTo 3a00JIeBaHUs SBJISIETCS CUMIITO-
MaTuyeckuM. OCHOBHBIMM HaIlpaBJICHUSIMU Jieue-
HUS SIBJISIIOTCS, BO-TIEPBbIX, BBEJIEHUE TTPEIHU30-
JIOHA, CIMIOCOOCTBYIOILIETO YBETUYEHUIO MBILLIEUHO
CWJIbI, BO-BTOPBIX, JieueOHast (hU3KyJIbTypa C 1ie-
JIblo obecrieueHusT (PYHKIIMOHMPOBAHUSI OMOPHbBIX
CyCTaBOB U MpeaoTBpalleHus] KOHTpakTyp [12], B-
TPETbUX, MOIJAEPXKAHUE TOABUXKHOCTU C LIEJblo
YMEHbIIEHUST U30BITOYHOIO Beca 1 MpeaoTBpalle-
HUS TUIOBEHTWISILIMM, HYTPUTUBHAS MOIAEPXKKA
C 1I€JIbIO YBEJIMYEHHUS MBILIEYHOU Macchl U Jieye-
HUe JbIXaTeJIbHbIX paccTpoicTB. [1pu Heobxoau-
MOCTU MPOBENEHUS OPTONEANYECKUX Olepaluii
WCITOJIB3YIOTCSI CIelMalIbHbIE MPOTOKOJIbI MPOBE-
JIeHus1 aHecTe3uu u cenauuu [2]. Ilpu mporpeccu-
poOBaHMM 3a00JieBaHUSI HAOIIOAAIOTCS BBIPAXKEH-
Hble HApyILIEHUS JIbIXaHUsI Y [I0TaHUsI, HapacTaloT
SIBJIEHUS IWJISITALIMOHHON MUOKapIMONaTUM, CHU-
JKaeTcsl MOTopurKa KuileyHuka [5]. Ha artoit cTa-
IUu 3a00J1eBaHUs TALIMEHTY MOKa3aHa CpoyYHas
uckyccTBeHHast BeHTwisiius gerkux (MBJT). TTpo-
rpecc B 00JlaCTU pecnMpaTOpHOU MOIAEPXKKU 3a
rnocJjiegHee AeCATUIETUE MO3BOJWII JpaMaTHyec-
KU YBEJIMYUTD JJUTEIbHOCTh XW3HU MallUEHTOB.
KonmmuecTBo manmeHToB, Haxonsmuxcsa Ha UBJI,
Bospocio ¢ 0,9% no 43,4% [10]. Bo3aMOXHOCTb
npumeHeHuss MBJI He ToJIbKO B cTallMOHape, HO 1
B JJOMAIlIHUX YCJOBUSIX MO3BOJIWJIA YIYYIIUTh Ka-
YeCTBO XM3HU MalMeHToB. BMecTe ¢ Tem ocTatot-
Cs1 HE 10 KOHIIA PellIeHHbIMU BOMPOChI CPOKOB Ha-
yaja MUBJI, pexkuMoB MpuMeHeHUsI HEMHBa3UBHBIX
meTonoB MBJI B noManiHux ycaoBusix, 3(HeKTUB-
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HOCTH MPUCHOCOOEeHNI JIsI MOBBIIIEHUS 3 dek-
TUBHOCTH KallUIsl, POJIM aJIbTEPHATUBHBIX METOJOB
YAYYIIeHUsT OTXOXKIEHUS MOKPOTBI, ONTUMU3ALIUT
HYTPUTUBHOM MOIAEPKKY [2, 3, 6].

KAHMHHYECKHH cAydYaH

[Tauuent I, 22 roga (CTymeHT), MOCTYNWI B
KpaliHe TSDKEJIOM COCTOSIHMM B MPUEMHOE OTIe-
nenne OKb um. M.M.MeunukoBa I. JHempo-
netpoBcka 07.09.2009 r. ¢ AMarHo3oM MuoOIaTUs
HromeHa. HapyiieHue co3HaHus 10 TTyOOKOTOo Or-
JyiieHusi. BeipaxkeHHast aTpodust MbllL, aedop-
Malusl CKeJieTa, KOHTPAKTYPhl BEpXHUX U HUKHUX
KOoHeuHocTel. TsakecTb COCTOSIHUS Obl1a 00YCIOB-
JieHa BBIpaXKeHHOM JbIXaTeTbHON HEAO0CTaTOUHOC-
ThIO0. JIBIXaHUE Yepe3 eCTECTBEHHBIE AbIXaTeTbHbIC
nyru HeaneksarHoe (SpO,/Fi0,=37/0,21), npixa-
TeJIbHbIe IBUXEHMSI Pe3KO OcJIabJeHbl, MTPEeuMy-
ILIECTBEHHO 3a cueT AuadparMbl. AyCKYJIbTaTUBHO
JIbIXaHUe pe3Ko ociabjieHO Haja Bceil MoBEepXHOC-
Thio Jerkux. KaiuieBoii pedieKC He peanusyeT-
cs1. CpoyHO BOCCTaHOBJIEHA TIPOXOIUMOCTD JIbIXa-
TETBHBIX ITyTel ¢ TTOMOIIBIO BO3MyXOBOAa, HayaTa
BWBJI macouynbiM MeTomoM ammapatoM «bpus»
(SpO,/Fi0,=97/1,0). YuuteiBas MaJONOIBUX-
HOCTb HMKHEH YeTIOCTH U IIeHOro oTaesa mo3-
BOHOYHMKA, TPOM3BEIEHA WHTYOAllMs Tpaxew C
MOMOIIILIO OpOHXOCKOIIA. [eMoanHaMuIKa CTa0MIIb-
Hasg (A1=100/60 mm pt.cT., YCC=120 B 1 MUH),
pUTM cepalia npaBuibHbI. Ha peHTreHorpam-
M€ OpPraHOB I'PyJHOI MOJOCTU JIETOYHBII PUCYHOK
YCUJIEH B HYDKHEMEAUATbHBIX 30HAX C ABYX CTOPOH
3a CYET COCYIMCTOrO KOMIMOHeHTa. sl JanbHe -
1rero yiedeHust 6ompHOM nepeBeneH B OAUT No2.

B OAUT Ne2 cocrosiHue G0JBbHOIO TSKeJoe.
[Tpomomxaercss BUBJI 4epe3 opoTpaxealbHYIO
TpyOKy annapatoM «Hamilton XTC Rafael» B an-
roputme PSIMV. Pyctn.=13 cm H,O, TIIKB=5
cm. H,O, J0=400 wmn, YAA=12 B MHHYTY,
Sp0O,/Fi0,=100/0,4. HyTpuTUBHBIIi CTaTyC Y10B-
JIeTBOpuUTeNbHBIN. Bec manmenTa — 55 xr. O01mmii
6emok — 57 v/n. AmsoymuH — 37 r/n. A=90/40
MM pr.cT., YCC=96 B 1 MUH, pUTM cepala Ipa-
BWIbHBINA. HauaTo sHTepanbHOE MUTaAHUE yepe3
Ha3oracTpajJbHbIi 30HI, TacTPOMPOTEKTOPHAsI
M KOpPTUKOCTepounmHas Tepamnus. IlorpeGHOCTH
B aHeprum — 1650 KKay/cyT., Ha4aJ bHBIM TEMII
BBegeHus — 30 mu1/4, muTaTeabHas cMech «Kuu-
HYTpEH».

K 08.09.2009 1. cocTosiHMe TallMEHTa YJIy4-
IUJI0Ch. B cO3HAaHMM, TOCTYIEH MPOTYKTUBHOMY
KOHTaKTY, TPOSBISIET MPU3HAKU HEXeJIaHUs OC-
motpa u jgedeHus. [Tponomkaercs BUBJI B nipe-
JKHEM pexXuMe.

09.09.2009 . mocne monydeHUsT MHGOPMUPO-
BaHHOTO COTrJacusl MpoBeJcHa orepanys HaJloxXe-
HUST TPAaXeOCTOMUM 101, BHYTPUBEHHBIM HAPKO30M

¢ BUBIJI. YctaHoBneHa TpaxeocToMuyeckasi Tpyo-
Ka Ne§8 «Portex» ¢ MaHXXeTOl HU3KOTO AaBICHUS U
HaJaMaHXeTouHol caHauueit. CocTosiHue 00JbHO-
r0 OCTaBaJIOCh CTA0OMIILHBIM, TIponosrkanack BUBJIL.
[TepeHOCUMOCTB SHTEPATTLHOTO MUTAHMS XOPOIIIas.
Vmaercs BBoguth 1500 KKasr muTaTeIbHOM CMECH.

11.09.2009 1. Ha peHtreHorpamme OI'TI BEISIB-
JIeH aTesieKTas JieBoro Jjierkoro. K tepanuu no6as-
JIeH cyJbliepa3oH 1,0 BHyTpMBEeHHO 2 pas3a B CYyTKHU,
¢dayumynua BHyTpuBeHHO 3 M. PerymspHo, 1-2
pasa B CyTKU ITPOBOAWIMCH CAHALIMOHHbBIE OPOHXOC-
KOIUU, a TaKXKe MaHyajlbHasi CTUMYJISILUS KallLis.
[Tpu GPOHXOCKOMMM OTMEUYEHO, YTO OPOHXH JIEBO-
ro JIETKOTO OOTYpUpPOBaHbI MOKPOTOI. M3MeHeHbI
napametpsl BUBJI, PSIMV. Pycth.=24 c¢cm H,O,
IMAKB=7 cm H,0, 10=530 mn, YAA=12 B MuH.,
SpO,/Fi0,=100/0,3, PaO, — 98 mm pr.ct., PH —
7,426, PCO, — 38,4 mm pr.cT.,, BE — 0,7 MMOIB/I1.

K 14.09.2009 . oTMeueHa MoJjoXKuTeIbHas K-
HUYeCKasi U peHTTeHOoJIornuyecKast JMHaAaMKKa.

14.09.2009 r. mpoBeneHO 0AKTEPUOJIOTMYECKOe
HUCCIeq0BaHUE TIPOMBIBHBIX BoJ 13 OpoHxoB. O0-
HapyxeHa Ps.aeruginosa u TmpopoJikeHa Teparust
CyJIbIIEPa30HOM.

21.09.2009 r., TtocJjie HopMaJIM3aLMK PEHTIEHO-
JIOTUYECKON KapTUHBI JIETKUX, aHTHOaKTeprasb-
Hag Teparnus npekpaiieHa. CoctossHue 00JILHOIO
crabunbHoe. Co3HaHue sicHoe. IlposiBisier MH-
Tepec K Xu3HU. [1oab3yeTcs MOCTOSHHON TTofe-
PXKOI OJM3KUX POACTBEHHUKOB. HyTpuTHUBHBIM
CTaTyc yJIOBJIETBOPUTEIbHbBIN, HO C TEHACHLIMEN K
yxyaueHuto. Bec manuenta — 53 kr. O6uumii Oe-
oK — 51 r/n. AnboymuH — 33 r/71. YeneuHo Ha-
yaro nuraHue uepe3 poT. Hopmorepmus. Ha-
yata BUBJI, CPAP/PS: Pyctn.=13-15 cm H,O,
IMAKB=5 c¢m H,O, 10=480-530 mu, YAA=12-
18 B mMun., SpO,/Fi0,=98-99/0,21, tpurrep=4-6
J/MuH. Ilepuoabl caMOCTOSITEIBHOTO JIbIXaHUS
1o 2 yacos. 22.09.2009 . npu Y3U meBpaibHBIX
CUHYCOB BbISIBJIEH JIBYXCTOPOHHUI TUIPOTOPAKC
(crpaBa 150 mu, ciaeBa 200 MJT XMIKOCTH).

ITpononxatoTcs exeaHeBHbIE CaHAllMOHHbIE
OPOHXOCKOITUY MO MECTHO aHecTe3ueit 10% nu-
JIOKauHOM, BUOpOMACCaX IrPyJHOM KJIETKU C TIOC-
JIEAYIONIMM YIAJIEHUEM MOKPOTBI, MaHyaJlbHas
cruMysinus Kauwisd. KaneBoit pedieke He pe-
aJI3yeTCsT BBUAY BBIPAXKEHHON CJIA00CTU MBIIIILI.
ITo mannbIM 3x0Kapauorpaduu ot 23.09.2009 r:
ymepeHHast aunarauus JITT. CHuxeHue cokpaTu-
TeJIbHOM crtocooHocTh Muokapaa. ®B=31%.

OcCMOTpeH KapAuoJoroM: MeTaboJuyecKas
KapauoMuoIraTus Ha (OHEe OCHOBHOIO 3aboiie-
BaHMSI 1 TOPMOHAJIBHOM Teparvy ¢ HapylleHUEeM
BO30YAMMOCTU — MMUTpaLIUsl BOAUTENS] pUTMa 10
npeacepausM, HapyllleHre MPOLIECCOB PENOJIsSIPU-
3amuu, CH II A ct. ¢ yMepeHHBIM CHUXKEHUEM CO-
KpaTUTEJbHOI CITOCOOHOCTH JICBOTO KEIyI0UKa.

132 VkpaiHcbkuvi XxypHan ekcTpemasibHoi meanumHy imeHi I".0O.MoxaeBa

Tom 10, Ne4, 2009




[TosiBnsieTcst cyotheOprIbHasl TUTIEPTEPMMUSI, OC-
JabieHue AbIXaHUSI B HUKHUX OTAENax CIpaBa, Bbl-
paxkeHHas 3aBUCUMOCTb OT pecriuparopa. 27.09.2009
. Ha peHTreHorpamMme OI'TI BbIsIBIIeHA IPaBOCTOPOH-
HSIST TTHEBMOHMS. B3STHI MPOMBIBHBIE BOIBI OpPOH-
XOB M MoYa Ha 0aKTepUOJOTUUYECKOe MCCIIeIOBaHKE
Y YYBCTBUTEJbHOCTh K aHTUOMOTUKAM. DMIIUPUUEC-
KM Ha3HayeH 30MnepuyrH 4,5 r BHyTpUBEHHO 3 pasa B
cyTku. KIIMHUYeCKuii OTBET CJ1Ia00MOIOKUTEIbHBIN,
coxpaHsuiach CyoheopuIbHasK TUIIEPTEPMUSL.

01.10.2009 r. B Moue obHapykeHbl Pr.mirabilis,
B TIIPOMBIBHBIX Bojax OpoHxoB — Ps.aeruginosa
C XOpolleil YyBCTBUTEJIbHOCTHIO K KapOareHe-
MaM y 000MX MUKPOOpraHu3mMoB. HaszHaueH Tue-
HaMm 500 mr BHyTpuBeHHO 4 pa3a B cyTku. OTMe-
YEHO YJIYYIIEHWE COCTOSTHMS TTallMeHTa, Perpecc
mapkepoB CCBO, ynyuymenue npixanus. [lepuo-
JIbl CAMOCTOSITEJIbHOTO AbIXaHUSI TOCTUTJIN 8 4acoB
B CyTKM. PazpenreHs! mporynku Ha Bo3ayxe. BUBJI
(CPAP/PS: Pyctu.=13-15 cm H,O, IIIKB=5
cm H,O, 10=480-530 mn, YIAJA=12-18 B MuH.,
SpO,/Fi0,=98-99/0,21, Tpurrep=4-6 1/MuH.) BO
BpeMsI CHa 1 KopMJieHHsT. HecMoTpst Ha TipoBoIM-
MO€ 3HTepajbHOE MUTaHWe, HYTPUTUBHBIN CTa-
Tyc yxyamwicsi. CHu3uacs Bec mauveHTta a0 Sl
KI. YBeauuuaach TMIONPOTeHEMUs (001uii Oe-
JIoK — 48 v/n, anboymuH — 25 r/n). HyrputubHast
noaaepkka ypenudeHa 1o 2000 kkait.

K 21.10.2009 1. cocTossHME TaleHTa YXYIII-
Jnocb. Ha KT OITI nuarHoctupoBaHa ABYXCTO-
pOHHsIs1 THeBMOHUsI. [TpoBoaMInCh €XeaTHEBHbIC
CaHallMOHHbIe OPOHXOCKOMUU C MHCTUUISLMEH
teHaMa. KanuieBoii orBeT orcyrcTBoBaj. I1poBe-
JIEHO TIOBTOPHOE OAaKTEPHOJOTUYECKOE MCCIIen0-
BaHWeE, B TIPOMBIBHBIX BOIAX OPOHXOB OOHapYyXKe-
Ha Ps.aeruginosa ¢ 4yBCTBUTEILHOCTBIO TOJIBKO K
MepoHemy. HazHaueHo BBeneHue MepoHema 1,0 1
BHYTpUBEHHO 3 pa3za B cyTKu. OTCyTCTBOBajIa I'M-
nepTepMuss U MapKepbl CHHIPOMA CHUCTEMHOTO
BOCITAJIMTEILHOTO OTBETA. YIyUIIWINCh ITOKa3aTe-
mm peixanusi. BUBJI Toabko Bo BpeMst cHa U me-
PUOIMYECKU MPU KOPMJIEHUU, TTEPUOIbI CAMOCTO-
SITEJIbHOTO AbIXaHUS 10 8-9 4acoB.

09.11.2009 1. 6o1BHOI BBITIMCAH TOoMOM. JloMma
npoBoawiack BUBJI ammaparom Vella Viasys,
CIUIA (typbuHa, paboTa akKyMmyJisiTopa 6 4acosB),
CPAP/PS: Pyctu.=13 ¢cm H,O, ITAKB=5 cm H O,
HO=510 mi, YAA=12-18 B MuH., SpO,/Fi0,=98-
99/0,21, Tpurrep=4-6 J1/MUH.), alTHO3CTHUYECKASI
nay3a 20 ¢, pesepBHbIii pexxuM PSIMV: PyctH.=15
cm H,O, TAKB=5 cm H,0, 10=530 mn, YAA=12
B MUH. KOHTpOJIIb — TMyJbCOKCUMETPUSI, KAITHOT-
padusg. HyTpuTUBHBIN CTAaTyC yIOBIETBOPUTEIb-
He1ii. Bec manmenra — 52 k. CoxpaHsieTcst yMe-
peHHasT TUIONpPOTeHeMIUs (00IMi OeoK — 62
r/n, anboymud — 33 r/n). PoacTBeHHUKU 00yye-
HbI 2JIEMEHTAapHBIM TIpueMaM paboThI ¢ armapa-
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oM MBJI, canauus TBI, Bubpomaccax. Takxke
JloMa ecTb Melok AMOy. I[TanieHT nmepeaBuraeTcs
110 IOMY B KOJISICKE, BEIEeT CBOM OOBIUHBIM 00pa3
>KM3HM, pa3roBapuBaet yepes Tpaxeoctomy, BUBJI
TOJILKO HOYBIO, PEIKO IIPU YCTAJIOCTU U KOpMJIe-
Hun. [Inanupyer pogoKuTh 00ydeHue.

OOcyxkaeHHue

IIpencraBiaeHHBIN KIMHUYECKUM ClIydyaid M03-
BOJISIET MPOBECTU aHAJIU3 OCOOEHHOCTEH JieUeHUsI
HapylIeHUI JbIXaHUsl y TallMeHTa C MUOIaTUuei
JIomieHa.

HapyieHust apixaHust CBsSI3aHbI CO CIa00CThIO
nuadparMbl, MeXpeOepHBIX M BCIIOMOTaTebHbIX
JIBIXaTeJbHBIX MBI C MPOTrPECCUPYIONIUM CHU-
KeHMEM KU3HEHHOU emkoctu Jerkux (2KEJI).
DTO NMPUBOIUT K TMITOBEHTUJSLIUU U CHUKEHUIO
9 (hEeKTUBHOCTU Kaluisi, o0Typalluyd OpPOHXOB C
MOCJICAYIOIIMM pa3BUTUEM aTesIeKTa30B U JbIXa-
TEJbHOW HEeN0CTaTOYHOCTU. JJIsi OlIEHKU CcTerle-
HU BTUX HApYLIEHUW, C 1LIeJIbl0 CBOEBPEMEHHOIO
Havana KMBJI, ucnonb3yiorcss pasiaudyHble ITOKa-
3aTeNIu, CPeIU KOTOPbIX HauboJjiee MpOCTbIMU SIB-
nsores SpO, u PCO,. OcoGeHHO BaXHBIM SABJIA-
eTCsl CBOGBpPEMEHHAasl TMarHOCTUKA TUMepKamHUN
B HOUHOe BpeMmsi. KpoMe Toro peKoMeH10BaHO 13-
mepeHue JjeroyHblx oobemoB (FVC), cuibl abl-
xaTeabHbiX Mbimn (MIP u MEP), cunbl kauuis
(PCF). Ilpu canmxennn FVC<30%, MEP<60 cm
Boj.cT. u PCF<270 1/MUH. peKOMEHI0BaHO CPOY-
Hoe Havayio UBJI [2, 16, 17]. ITo mHeHuio Hahn et
al. [8], Gosiee YyBCTBUTEIbHBIM ITOKa3aTeJIeEM CJla-
0OCTH JIBIXaTeJIbHBIX MBILIL ABageTca nuaekc 11
MUS (tension-time index inspiratory muscles).

ITo MmHeHMIO GONMBIIMHCTBA aBTOPOB |7, 13, 14,
15], nmpeanouyTtutebHbIM MeTogoM M BJI mipu mu-
ornatuu [oilieHa sIBJseTCsl HEMHBAa3MBHAsI BEHTU -
nsumst NPPV (noninvasive positive pressure ventila-
tion). HemuBasusHast UBJI iprBOIUT K CHIKEHUIO
YacTOThl Pa3BUTUS OCJIOXHEHWI, CMEPTHOCTU U
yJIydliaeT KayecTBo XXu3Hu. [1pu nnsasusHoit MBJI
TPaxeoCTOMMUSI MPUBOJIUT K TUIIEPCEKPELIMU CIIU3H,
TpaBMaM Tpaxeu, HO COIPOBOXAACTCS MEHBLIUM
CHWXXKEHMEM Macchl TeJla U HEOOXOJMMOCTbIO 30H-
noBoro nutaHus [13]. CornacHo naHHBIM Meinesz
etal. [10], KpoBoTeYeHMsI 13 Tpaxeu 3aHUMAIOT BTO-
poe MecCTo 1mocJjie MUOKapAMOTNaTUU Cpeau MpUuIruH
CMEpPTH TTalMeHToB, Haxoadammxcs Ha MBJI. Bmec-
Te ¢ TeM, 1o MHeHuto Toussaint et al. [14], B ciyuasix
C BbIpaxKeHHBIM CHUKeHUEM 3(p(eKTUBHOCTH Kalll-
JIs M pa3BUTHEM aTeJIEKTa30B MPEAIIOUYTEHUE CIIely-
€T OTAaTh TPAXEOCTOMMMU, JIJIs YAYUIIEHUS YyX0a 3a
TpaxeoOPOHXUATbHBIM JIEPEBOM.

HeunBaszuBHyio MBJI B momanrHuX yCIOBMSIX
MPOBOJST B HOYHOE BpeMsl, HO IO Mepe Mporpec-
CUPOBaHUsI 0O0JIE3HU JUIUTEJIbHOCTb TPOBEAECHMS
yBeaunuuBaeTcs. I1o mHeHuro Toussaint et al. [15],
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JIUISI CHSITUS YCTAJIOCTH IbIXaTeJIbHBIX MBIIIILL PeKO-
meHnyercst UBJI He TOJIbKO B HOYHOE BPEMSI, HO 1
Ha MPOTsSKeHUM 2-X yacoB nHeM. CBoeBpeMeHHOe
HayvaJio HEMHBA3UBHON BEHTWJISILIMK B JOMAIIIHUX
YCIIOBUSIX MO3BOJISIET JOCTUYb 75% BBIKMBaEcMOC-
™™ B TeueHue 5 jiet [10]. BmecTte ¢ TeM cymiecTBy-
IOT OpraHU3allMOHHBIE CJIOXHOCTHU JIJIsI YCIeIIHO-
ro nposeneHust UBJI B nomamHux ycioBusx. Tak,
no naHHbeIM Dreher et al., moka3aTean ra3oB Kpo-
BU U TTApaMETPOB JIETOYHOU (DYHKILIMHU ITPU IIPOBE-
gexnru MBJI B momalllHUX yCIIOBUSIX 3HAUYMTEIBHO
OTJIMYAJINCh OT peKOMEHIyeMBbIX [3].

Tak kKak Mpu BeIpaXXKEHHOM TMOPaKeHUU AbIXa-
TeJIbHBIX MBI 00JIbIlIe BCEro MopaxkaeTcsl Aua-
¢parma, o4eHb BaxKHO MOBBICUTH 3((PEKTUBHOCTh
Kausg [1]. Jdnst noBbiieHuss 3G E(OEKTUBHOCTU
KallUISl MCHOIb3YETCS MeXaHWYeCKU MHCYhIIsI-
Top-3kccypasarop MI-E (mechanical insufflation-
exsuflation). MaHyajbHasi CTUMYJISILIAS KAl 1
WCIIOJIb30BAaHNUE MEXaHUUYEeCKOTo HHCydJsiTopa-
aKcCcy(dasiTopa MoKa3aHbl y MALIMEHTOB CO CHU-
KeHHOoI appexTuBHOCTBIO Kanwis, mpu PFC<270
a/muH., MEP<60 cm Bog.ct. IlpemMmyinecTBom
MEXaHNYECKOTo nHCYdIITOpa-3KccydasaTopa
SIBJISIETCSI HE TOJIBKO TMOBbIIIeHUE 3(PPEeKTUBHOC-
TH KallUIsl, HO U OYUILEHUE MEJIKUX OPOHXOB, UTO
npenoTBpaliaeT pa3BuTue arenaekrasoB. [Ipubdop
TaK>Ke MOXXHO MCIT0JIb30BaTh B ITOCJIEONEPALIIOH -
HOM MepuojJe MPU OPTOIEANYECKUX OIepaIlUsIX
Ha IMO3BOHOYHUKE U TPYAHON KJIETKe, KOTaa 00JIb
memaeT apHeKTUBHOMY OTKAIIIMBAHUIO MOKPO-
Thl. MHCY(}ASITOPp MOXET UCIOJb30BaThCS Yepes
SHAO0TpaxeaJlbHYI0 TPYOKY Y 3aMHTYOMPOBAaHHBIX
nanueHToB [2]. Takue ajnbrepHaTUBHBIE METOIbI
VIIYYIIEHUS OTXOXKIEHUS MOKPOTHI, KaK BBICOKO-
YacTOTHAsl OCLMJIISIIMST TPYAHON KJIETKU U UHT-
panyJbMOHaJIbHAsl MEPKYCCUBHASI BEHTWJISILIMS,
He HalIM MOKa IIUPOKOro KJIMHUYECKOTO MpU-
MEHEHMUS.

BaxkHOCTh HYyTPUTUBHOM MOIAEPXKKU ITPU MUO-
naTuu JloleHa 3aKIo4aeTcs He TOJBKO B MIPeIo-
TBpallleHUU U30BITOUHOTO BECa, HO 1 B YBEJIMUEHU N
MBbIIIIEUHO Macchl. BeiencTBue KOCTHO-MbIIIEY -
HBIX JeopMaluii OLIEHUTh HYTPUTUBHBIN CTATyC
y TaKWX MAlMEHTOB BeChbMa CJIOXHO, OCOOEHHO
npu npoBeaeHun UBJI [2]. ITo muenuto Gonzalez-
Bermejo et al., moTpeOHOCTh B SHEPIUU y TAKMX
MalKMeHTOB, OIpeaesisieMasi METOJIOM HEIpsMOi
KaJJOpMMETpUU, CXOJHA C TaKOBOM Yy 310POBBIX
J00poBOJIBLIEB [6]. 1151 SHTEPATBHOIO KOPMJIEHMS
HCITOJIb3YeTCs KaK IMUTaHKUE Yepes3 POT, TaK U Uepes
30H1 WK ractpoctoMy. Ilpu Muomnatum /roiieHa
MalMEHTHl MPEeIpPacoioKeHbl K Pa3BUTHUIO TacT-
poriapesa, nape3y KullledHuKa u 3anopam. [lapes
KUIIEYHUKA MOXET yCyTyOUTb HapyIIEHUSs JbIXa-
HUSI 32 CYET BBICOKOTO CTOSIHUSI KyroJia auadpar-
MbI. SIBJIeHUs racTporiape3a MOTYT IPOrpeccupo-

BaTh MpU NpoBeAeHUU HeuHBazuBHoW M BJI. [lis
npodWIakTUKU TacTpornape3a U mapesa KHIley-
HUKa peKOMEHJ0BaHa MOCTAaHOBKA HAa30TacTpasib-
HOTO 30H/Ia W MCIOJIb30BaHWE TMPOKUHETUKOB I10
rnokazaHusiM. TeMm mnaiMeHTaM, KOTOpPbIE HE MOTYT
MUTATBHCS Yepe3 poT B TeueHue 24-48 yacos nociie
orepaiuu, cjeayeT HaYMHaTh SHTEpabHOE MUTAa-
HUE Yepe3 Ha30TacTPaIbHbIM UJIU HA301yOIeHATb-
HBII 30H] WJIU MTApeHTEPaIbHOE MUTAHUE MIPU pa3-
BUTHUU KUIIEYHON HeTpoxoaumocTtu [2, 11].

B npesncraBieHHOM cilyyae UMeJIO MECTO Bblpa-
JKEHHOE MOpaKeHNe IbIXaTeIbHbIX MBIIILL C Pa3BU-
THEM OCTPOM JbIXaTeJbHON HeaocTaTOuHOCTU. C
11€JIbIO CBOEBPEMEHHOM IUArHOCTUKHU CTENIEHU BbI-
PaXX€HHOCTH JbIXaTeJIbHbIX PACCTPOMCTB HEOOXO-
JIMMO U3MepEeHNe ra30B KPOBU, JIETOUHBIX 00bEMOB
(FVC), cunpl gpixatenbHbix Mot (MIP, MEP) u
cuibl Kanuist (PCF). HemennenHo Hauartast uckyc-
CTBEHHasl BEHTWISILIUS JIETKUX MMO3BOJINIA TOOUTh-
Csl HE TOJIbKO BOCCTAHOBJIEHUS aIEKBATHOTO Ia30-
oOMeHa, HO M CIIacTU XKM3Hb maiueHTa. PaHHee
HaJIOKEHUE TPAXEOCTOMbI OOECIeUnSIO HaleXKHOE
BOCCTaHOBJIEHUE TPOXOJUMOCTHU  JIbIXaTeIbHbBIX
MyTeil W yjly4dlleHUe YCJIOBUI yXo[a 3a Tpaxeoo-
POHXUMAJIbHBIM AepeBoM. PeryisipHoe mpoBeaeHue
CaHALIMOHHBIX OPOHXOCKOMUM, MaHyaJIbHOW CTU-
MYJISILIMU Kalluls U1 BUOpomaccaxa rpyaHoi KieT-
KU MIPeoTBPATUIIO Pa3BUTHE aTeJEKTa3uPOBAHUSI.
YcnenHpIM ObLTIO TaKXKe U JIeUeHUEe BeHTUJISITOP-
acCcollMUPOBaHHOW MHeBMOHUU. biiaromapst paH-
HeMY BHTepaJIbHOMY IMUTAHUIO YAAJIOCh BOCCTAHO-
BUTb HYTPUTUBHBINI CTATYC U TOOUTHCHI YACTUYHOIO
BOCCTAHOBJIEHUSI MbIIEYHOW cwibl. [lpomosrke-
nue MBJI B noMaliHux yCIOBUSIX TTO3BOJIMIIO YIyd-
LIUTh KAaYeCTBO XXU3HMU MalMeHTa. B naipHeiiem
PEeKOMEeH/I0BaH Tepexoj Ha HemHBa3nBHY0 UBJI.

3arArodeHHE

JleyeHue abpIXaTeJIbHBIX PACCTPOMCTB y Iallu-
€HTOB ¢ MMomnaTueil /lroleHa mpencTaBisieT TPyI-
HYIO KIIMHUYECKYIO 3amavy. JJIst IimTebHOM NCKYC-
CTBEHHOM BEHTWISILUM JIETKUX Y TaAKUX ITallUIEHTOB
HeoOXxoauMa CBOEBpPEMEHHasi TMAarHOCTUKA MbIXa-
TEJbHbBIX HAPYLICHMIA, ONpeAccHWE TMOKa3aHU K
HEMHBA3UBHOM MCKYCCTBEHHOM BEHTWISILIM JIETKHX
C IPUMEHEHHEM COBPEMEHHBIX MOPTAaTUBHBIX PEC-
MMPaTOPOB 1 BOBMOXKHOCTBIO ITPOBEAECHMS UCKYCCT-
BEHHOW BEHTWJISILUM JIETKMX B JOMAILITHUX YCIOBUSIX.
OcrtaeTcsi OTKPBITHIM BOIIPOC O BpaueOHOM HaO0JII0-
JIEHUU TMalMeHTOB, HAaXOMSIIMXCS Ha MCKYCCTBEH-
HOI BEHTWJISILMU JIETKUX B JOMAIIHUX YCJIOBUSIX.
MynbTUAVCHUIUIMHAPHBIA MOIXOMA C y4acTUEeM He
TOJILKO Bpaueii aHEeCTE3MOJIOTOB M HEBPOJIOTOB, HO
U IIyJIbLMOHOJIOTOB, Bpadeil (hyHKLIMOHAJIbHOU I1a-
THOCTUKHU U (PU3MOTEPArieBTOB MO3BOJIUT YIYYLIUTh
pe3yJbTaThl JIEYEHUSI U CHU3UTh YaCTOTY Pa3BUTUS
OCJIOXKHEHUM Yy JAHHOU KAaTErop1Mu MalueHTOB.
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A.I Tiomronnux, B. U. Ipuwun, IO.I0. Kobeaaukuii. Uckyccmeennasn eenmuaayus aeekux npu muonamuu /froue-
Ha. /[nenponempogck, Ykpauna.

Karouesovte caosa: uckyccmeennas eenmuaayus aeekux, muonamus Jlrouwena, 0uaeHocmuxa, ae4enue.

IIpedcmasnen Kaunuveckuil cay4ail npogedeHust UCKYCCMEEHHOU 6eHMUAAUUL AeeKUX y nayuenma 22 aem ¢ Mu-
onamueii rowena. C yeavto 0uaeHOCMUKU CIMeneH GbipadceHHOCMU ObIXAMeabHbIX pacCmpoicme HeobXo0umo u3-
MepeHue 2a308 KPosil, 1e204HbIX 006eM08, CUAbL ObIXAMeabHbIX Mol U cubl Kauias. Hemeonenno nauwamas uckyc-
CMBEHHAs BeHMUAAYUS Ne2KUX N0360AUAA D0OUMbBC B0CCMAHOBACHUS A0eK8amHo20 2azoobmena. Pannee nauano
SHMEPANbHORO NUMAHUS CNOCOOCINBOBAN0 BOCCAHOBACHUIO HYMPUMUBHO20 CIAMYCA U YACMUYHOMY 60CCHAHOBAE-
HUt movtueyHoil cunvt. Tlpodonsicenue UCKYcCmEeHHON 8eHMUAAYUY Ne2KUX 8 QOMAUWHUX YCA0BUSX NO3BOAUAO YAYH-
WUmMo Kauecmaeo JHcu3nu nayuenma. B darvheiiuem pexomeHd06an nepexod Ha HeUHBA3UBHYI) UCKYCCIBEHHYIO 6eH-
MUASAYUIO NeeKUX.

A.G. Tyutyunnyk, V.1.Grishin, Y.Y.Kobelyatskiy. Mechanical ventilation in Duchenne muscular dystrophy. Dni-
propetrovsk, Ukraine.

Key words: mechanical ventilation, muscular dystrophy Duchenne, diagnosis, treatment.

This case report describes mechanical ventilation in 22-year-old male with Duchenne muscular dystrophy. Pulmo-
nary evaluation includes measurement of blood gases, lung capacity, maximum inspiratory and expiratory pressure and
peak cough flow. Immediate start of mechanical ventilation restored oxygenation. Early enteral feeding improved nu-
tritional status and partially restored muscular strength. Home mechanical ventilation improved quality of life and fur-
ther noninvasive ventilation was recommended.
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