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Hacrosias nHCTpYKITUS 10 TPUMEHEHUIO (J1ajiee — WHCTPYKIINS) pa3padoTaHa C
1Eeabl0 OOBEKTUBU3ALMU OLICHKU KIMHUKO-(QYHKIIMOHAIBHOTO CTaTryca B3POCIBIX
NAlMEHTOB C MYKOBHUCIMJO30M U pa3[eleHUs] UX Ha KIMHUYECKUE TPYIIbI, 4YTO
MO3BOJIUT COCTaBUTH AU(PGEepeHIUPOBaHHbIE PEAOMIMTAIIMOHHBIE MPOrPaMMbl IS
JTAHHBIX MALUEHTOB.

Hacrosiass WHCTpyKIMsT 1O MNPUMEHEHUIO TIpelHa3HaueHa [Jisi Bpadeil-
peabMIUTOJIOTOB, Bpauei-(pu3noTepaneBToB, Bpauyeh-yIbMOHOJIOTOB.

INEPEYEHb HEOBXOIUMOI'O OBOPYAOBAHHS, PEAKTHUBOB,
CPEJACTB, U3JIEJIUU MEJUIIUHCKOU TEXHUKHU
Meronx He TpebyeT IpUMEHEHUS CIIEIUaILHOTO 000PYAOBaHMUS.

HHOKA3AHUA K IPUMEHEHHAUIO
MyxkoBrcIH103 y TALIMEHTOB B Bo3pacTte 18 yer u crapiue.

METO/JAblI UCCIEIOBAHUS, HEOBXOJIUMBLIE JJs1 OIEHKU
KIMHUKO-®YHKIIUOHAJIBHOT'O CTATYCA B3POCJIbIX NAIMEHTOB
C MYKOBUCIIMAO30M

1. Pentrenorpadusi opraHoB I'pyIHON KJIETKH B 2-X MPOCKIIUSIX.

2. Kommerotepnas tomorpadus (KT) opranoB rpyiHON KIETKH.

3. HccnenoBanme (YHKIIMM BHEIIHETO IbIXaHWS C OpPOHXOIUJIATAITMOHHOU

4. OmnpeneneHue caTypaiy TeMorjiooMHa B COCTOSIHUM TOKOSI.

5. H3MepeHue uHAEKCA MacChl Tea.

6. JlaGopatopHbie HccneaoBaHus: OO 1 OMOXUMUYECKUNA aHATTU3 KPOBH.

/. MukpoOHOJIOTHYECKOE  HCCIEIOBAaHWE  MOKPOTHI  Ha  ¢uopy H
YYBCTBUTEJIIBHOCTh K AHTHOMOTUKAM.

8. Dmnektpokapauorpadus.

9. VY3U opranoB OproIIHOM MOJTOCTH.

10. OneHka OABIIMIKK TIPH MOBCEIHEBHON aKTUBHOCTH B Oaurax 1o mkaire MRC
(Medical Research Council).

11. IlpoBenenrne 6-MMHYTHOTO IIIaroBOro Tecta (B COOTBETCTBUM  CO
CTaHJAPTHBIMU MPOTOKOJIAMH) C U3MEPEHUEM CaTypallud reMorjoOrWHa B KOHIIE TECTa,
MPOMICHHOE PACCTOSTHUE CPABHUBACTCS C JIOJKHBIMHU BEJIMUMHAMH, PACCUYUTAHHBIMU 110
metoauke Enright P.L., Sherrill D.L., 2002.

12. KoHCcyapTaluM Y3KHX CIEIHUATUCTOB (TacCTPOIHTEPOJIOra, IHAOKPUHOJIOrA,
KapaAKoJIora, OTOJapUHI0JIOora).

Knunuveckas rpynna (KI') 1 coorBercTBYyeT YI0BJIETBOPUTEIHLHOMY
COCTOSIHUIO MAIMEHTOB (JI0JI2KHBI IPUCYTCTBOBATH BCe MPU3HAKH):

- OJIBIIIKA TIPU TMOBCeAHEBHONW akTuBHOCTH mo mmkajme MRC 0-1 OGamn, BHe
000CTpeHHsI OPOHXOJIETOYHOTO MPOIIEcca Kalleib OTCYTCTBYET, 000CTpEHHUs HE Jarie 2
pa3 3a MOCJEeIHUIA TOJl, TPOTEKAIOT OOBIYHO JIETKO, CO CJ1a00 BBHIPAXKEHHBIMU KIMHHUKO-
(GyHKIIMOHATLHBIMY MPOSIBIICHUSIMH;



- JIeTKO€ CHIKEHHE Toka3atenel GpyHkiuu BHemHero apixanus (PBJ]) — ODB,
>70%, XKXEJI — >80%; catypauus remorioouna (SpO,) B mpejienax BEepXHUX I'PaHUII
HopMbI (100-98%) — nyuiine 3HaYCHHMS;

- JUIMHA TIPOMJACHHOW IUCTAaHIMU MO JaHHBIM O-MHUHYTHOTO IIAroBOr0 TecTa
npUOIMKAETCS K AODKHBIM BennunHaM, SPO, B KOHIIE TeCTa B Mpeeiax HOPMaIbHBIX
3HAUYCHUM;

- uaaekc maccel Tena (MMT) >18,5 KF/MZ;

- orcyrcTBHe Achromobacter spp., Acinetobacter spp., B. cepacia mo maHHBIM
MHUKPOOHOJIOTUYECKOTO UCCIEOBAHUS MOKPOTHI 32 MOCIICTIHUN TO/I;

- MUHIMAJIbHBIC H3MEHEHHUS B JIETKUX 110 JaHHBIM PEHTTCHOJIOTHYECKIX METO/IOB
UCCIeNOBaHMs (BO3MOXKHO HAJIMYHME OTPAHWYCHHBIX OpPOHXOAIKTA30B, JIOKATHHBIX
y4acTKOB THEBMOPHOpO3a 1 SM(pU3EeMBbl);

- OTCYTCTBUE MATOJIOTUICCKUX U3MEHEHUI Ha anekTpokapauorpamme (OKI);

- OTCYTCTBHE OCJIOKHEHUM (32 UCKITIOYECHUEM XPOHUYECKOTO PUHOCUHYCHUTA).

I[Ipy  HaMUMM  XPOHUYECKOM  KOJOHU3AUMU  CHUHETHOMHOW  IMAJIOYKHU
(P. aeruginosa) marmentbl otHocsATcss K KIT 1, ecmu Bce ocTalbHbIC IMOKA3aTeNd
COOTBETCTBYIOT BBIIICYKA3aHHBIM KPUTEPHUSIM.

KI" 2 cooTBeTCTBYeT COCTOSIHMIO CPeAHel TszKeCcTH (MOryT MPHUCYTCTBOBATH
otaejbHbIe mpu3Haku KI' 1):

- OZIBIIIIKA TPU TTOBCEIHEBHON aKTUBHOCTH 1—2 Gasia, 0ECIIOKOUT HEMOCTOSTHHBIN
KallleJb, MPEUMYIIECTBEHHO CyXOH, TPYIHOOTAEIAEMAass MOKPOTA TIOSIBIISIETCS BO BpeMs
0o0OCTpeHHI OpOHXOJIETOYHOTO TpoIlecca, KOTOPBIA MPOTEKAaeT C yMEpPEHHO
BEIDOKCHHBIMA ~ CHMITOMAMH  WHTOKCHKAIlMM W HAapacTaHWEM  KJIMHHUKO-
GYHKIIMOHATBHBIX HAPYIICHUH;

- ymepennsie Hapymenus OB/l — ODB; 70-40%, XXEJI — 80-50%; SpO, 97—
95% — mydmve 3HAYCHUS;

- JUIMHA TPONJECHHOW IUCTAHIIUMA 10 JaHHBIM O-MUHYTHOTO TECTa MEHBIIIE
noJKHBIX BenmnurH Ha 20—40%, SpO, B koHIIe Tecta He Hibke 90%;

- HATMYME PaclpoOCTpaHEHHOTo TMHeBMo(uOpo3a u sMmbuzemsl, OyIe3HON
M(U3EMBI 110 JAaHHBIM PEHTI€HOJIOTUYECKUX METO/IOB UCCIIEIOBAHUS;

- orcytcTBue n3MeHneHnui Ha DKI' BHe o6ocTpeHrs OpOHX0JIETOYHOTO MPOIIecca;

- HAJTMYME HETSKENIBIX OCIOKHEHUM (KpOBOXapKaHbE, KOHKPEMEHTHI B KEITUHOM
My3bIpE).

KI' 3 cooTrBeTCcTBYET TS:KEJI0MY COCTOSHMIO!

- ogpika no mkaine MRC 2-3-0amma, mpucyTCTBYeT MOCTOSIHHBIA Kalllelb C
TPYIHOOTICAAEMON MOKpPOTOH, OOOCTpPEHHS OPOHXOJIETOYHOTO BOCIAIUTECIBHOTO
mporiecca yamie 3 pa3 3a MOCHeIHUN TOJ, MPOTEKAIT TSDKEIO, C BBIPAKCHHBIMH
CUMIITOMAaMU HMHTOKCUKAIIMKM, PE3KUM HapacTaHWEM KIMHHUKO-(YHKIIMOHATBHBIX
HapyLICHU;

- 3HAUUTENILHO BhIpaxkeHHbIe HapyieHus OBJ] — ODB; <40%, XXEJI — <50%;
SpO, 94-89% — nyumue 3HAYCHHS,

- HU3Kas TOJICPAHTHOCTh K (PU3MUECKOW HArpy3Ke MO JaHHBIM O-TH MUHYTHOTO
Tecta (YKOpOUEHHE JIUHBI MPOUIACHHON aucTaHiuu Oosiee yeM Ha 40% OT MOJKHOM
Beanunibl), SPO, B konIe Tecta <90%);



- I3MEHEHHUS Ha PEHTTEHOTPaMME B BUJI€ PACIIPOCTPaHEHHOW OYyIIIe3HO-sIYEeUCTON
TpaHcpOpMaIMH JIETOYHOTO PUCYHKA,;

- cumkenue UMT;

- TaxUKapAus (YacToTa CEpIeYHBIX COKpamieHwid >88 ya./MuH), NpHU3HAKU
NEeperpy3ku TMpaBbIX OTAENOB cepaua 1o jgaHHeiM  OKIT BHe o00ocTpeHus
OpPOHXOJIETOYHOTO MpOLEcca.

Bcerna onpenensercs KI' 3 npu Hamunuy Cieayromux IpU3HaKOB:

- XpoHMYecKast KoioHu3amws B. cepacia;

- TSDKEJIBIE  OCJIOKHEHUS: LMPpO3 TE€YEHH, HWHCYJIWHO3ABUCUMBIN caxapHbIN
IMadeT, achepruiuie3, XpOHUYECKas IOYE€YHas WIM I[EYECHOYHAas HEJOCTATOYHOCTb,
PEUUANBUPYIOIIHNI MTHEBMOTOPAKC (TMOMTHEBMOTOPAKC).

KI" 4 cooTBeTcTBYeET KpaiiHe TAKEJIOMY COCTOSTHHIO:

- IPAaKTUYECKH  TOJHOE€ OTCYTCTBHE IMEPUOJOB MEXAY OOOCTpEHUSIMU
OpOHX0JIETOYHOTO TIporiecca, oapiiika 1o mkaire MRC 4 6anna;

- HapacTallas AblXaTeJbHas HEeIOCTaTOYHOCTh (pe3kue HapyuieHuss OBJ[ —
O®B; <30%, XEJI — <30%, mnocTosiHHas THUIOKCUS — HAacChIIIEHUE KPOBHU
KHUCIIOPOJIOM B MoKoe <89%);

- IPOTPECCUPYIOLLIEE CHUKEHUE BeEca.

[TarmenTst KI' 1 TpeOyroT B OCHOBHOM aMOyJIaTOPHOTO HAOIOJCHUS U JIEUEHUS.
[lpu XpoHHWYECKOM HOCUTEIbCcTBE PS. @eruginosa mamueHThl  JIOTOJHUTEIBHO
HYKJIAIOTCSl B MPO(PUIAKTUYECKOM HA3HAYEHUU aHTUOAKTEpUaIbHON Tepanuu, KoTopas
yaiie BCEro MPOBOAUTCS aMOyJaTOpHO. B peaOuauTanmoOHHBIX MEPONPUITHIX AKUIEHT
JOJDKEH JIeNIaThCsid Ha CIOPTUBHBIE TPEHUPOBKM M AKTHUBHYIO KHHE3UTEpAIUMIO Ha
aMOyJaTOPHOM JTane, NalUMEeHThl JAHHOW TPYIIbl HE HYXJIAIOTCS B IMAaCCHUBHOU
KHUHE3UTEparuH.

[TammenTer KI' 2 HyXnaroTcs B CTallMOHAPHOM JIEUEHUHM HE pexe 1-2 pa3 B rof
JUISL IPOBEICHUS] BHYTPUBEHHON aHTHOAKTEPUAIbHOM Tepanuu U KOHTPOJIS COCTOSIHUSL.
WM nokazaHbl HeNpepbIBHbIE KOMILJIEKCHBIE peaduiIuTalMoOHHbIe Meponpusitus. Ha
amMOyJIaTOPHOM JTare MPEeANoYTeHUE JOHKHO OTIABAaThCS AKTUBHOM KWHE3UTEpaluH,
CHOPTUBHBIM TPEHUPOBKAM, METOJMKAM JIbIXaHUS C CONPOTHUBIEHUEM Ha BbIJOXE (TIemn-
cuctembl). Ha Bcex sTanax o0s3aTesbHO IPOBEICHUE HHT AL,

[Tammentet KI' 3 HyxzmaroTcd B CTallMOHApHOM JieueHUH 3—4 paza B Troj C
IPOBEJCHUEM KYypCOB BHYTPUBEHHOW aHTHOAKTEpUAIbHOW TEpanud W KOHTPOJIS
cocrosiHud. MM mokasaHbl  aJIeKBAaTHBIE  HEMPEpPBIBHbIE  pPeaOMIIUTAllMOHHBIE
MEpOMPUATHS C OCOOEHHO TIIATEIbHBIM Y4YE€TOM MPOTHUBOINOKA3aHUN K KaXIOMY
Meroay. MckiiouaroTcst CIOpTUBHBIE TPEHUPOBKH, alnapaTHas (pu3noTepanus, IUPOKO
OPUMEHSIOTCSI METOJbl TMACCUBHOM M aKTUBHOM KHHE3UTEpPANHUH, pEeCcnupaTopHas
¢usnorepanus. Ilaumentst KI' 4 HyxnmaroTcs, mpexie BCEro, B Mepax COLMAIBHO-
OBITOBOI peadMINTALIMK U )KU3HEHHO HEOOXOUMBIX JI€UEOHBIX MEPOTIPUITHUSIX.

[IpenyioKeHHbIA MOAXOA TMO3BOJIAET COCTAaBUTh WHIMBHYyAJIM3UPOBAHHbBIC
muddepeHIIMpOBaHHbIE PEAOMIUTALMOHHBIE MPOTPAMMBI JJI1 B3POCHBIX MALIUEHTOB C
MYKOBHCIIMJIO30M U OLIEHUTh UX 3PPEKTUBHOCTD [0 KIMHUYECKUM U QYHKIIMOHATIHLHBIM
MIOKa3aTeJIsIM.



