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OBILIASA XAPAKTEPECTHUKA PABOTDI

AKTYyaJIbHOCTB NPO0JIeMBbI

MyxkoBuctuno3 (MB) unu kucro3nsii pubpos (cystic fibrosis) - Hambonee yacto
BCTpeUarolieecsl HacleICTBEHHOE 3a00JIeBaHUe, PE3KO COKpallaroiee IpOoJoHKUTEIbHOCTD U
kauectBo km3HM (KOK) mamumentoB ©Oe3 anexkBarHoro Jsedenms (H.M. Kampanos,
H.IO. Kammpckas, 2014).

Y4uuThiBass MHOTOTPAaHHOCTh TPOSBICHHWNA JaHHOW TWATOJOTHH, IMOAXOA K JICUCHUIO
JOJIKeH OBbITh KOMILIEKCHBIM. JleueHne MyKOBHCIIM/I03a BKIIIOUAET B ce0sl MEIUKaMEHTO3HYIO
noMoulb (MYKOJIUTUYECKYIO Tepanuio, aHTUMUKPOOHYIO Tepamnuio,  (epMEeHTOTepamnuio,
BUTAMUHOTEPAINIO) W HEMEJAMKAMCHTO3HYIO (KWHE3WTEpanus, JueToTepanus, padora C
ncuxonoroM) (Kerem E., Conway S., Elborn S., Heijerman H., 2005).

C poxnenus OonbHble MB  mpeapacronoXXeHbl K Ppa3BUTHIO OaKTepUaTbHOMN
WHGEKIUU AbIXaTeNbHBIX MyTel. OTO MpeAonpenencHo OHOJIOTHYECKHM MEXaHH3MOM,
CBSA3aHHBIM C TEHETHMYECKH OOYCIOBIEHHBIM Je(h)eKTOM CHHTE3a TpaHCMEMOpPAHHOTO
perymsropa mykoBuciimno3a (MBTP). B 6ponxonerounoii cucreme nedekr cuaresa MBTP
MPUBOJUT K BBICOKOW BSI3KOCTH OPOHXHAIBLHOTO CEKpPETa W CHIXKCHHUIO MYKOIMIMAPHOTO
kinupenca (Sheppard MN, Hodson ME, Geddes D, 1995). Ha ceromusumHuii neHn P.
aeruginosa SIBISE€TCS BEAYIIMM MATOTEHOM, OIPEACTSIONIUM IPOTPEeCcCUpYIOIee TEeUCHHE
XPOHUYECKOH OpPOHXOJIErouHON MHPEKINHU, TOpaKeHNe JIETKUX U MPorHo3 3aboseBanusd (Sagel
SD, Gibson RL, Emerson J., 2009). IloMmumMo opanbHOW ¥ BHYTPUBEHHON aHTHOAKTEpUATbHON
Tepanuu npu MB anbTepHaTUBHO MCHIONB3YETCS] M HHTASIIIMOHHBIN croco0. [Ipu aspo3onbHOM
MyTH JOCTaBKM aHTHOWOTHKOB JIEKAPCTBEHHOE CPEACTBO IMOMaJaeT HEMOCPEACTBEHHO B
npocBeT OpoHxOB. [Ipy 3TOM B OpOHXHMATHLHOM CEKPETE CO3/AI0TCS BBHICOKHE KOHIICHTPAIHH
nmperapara, NMPU HU3KOM WX YPOBHE B CHIBOPOTKE KPOBH, YTO JaeT JOIMOJHUTEIBHBIC
BO3MOXHOCTH 1O TpeojoeHnto antuonotukopesucrentHoctn (Le Conte P., Potel G., Peltier
P., 1993; Smith AL, Ramsey BW Hedges DL, 1989).

Ucnonb3oBanne mnokazarenss KOK, cBsizaHHOrOo co 310pOBbEM, B KIMHUYECKUX
HCCIICJIOBAHMIX B HACTOSIIEEC BPEMsl CTAHOBHUTCS Bce 0OOJiee paclpoOCTpaHEHHBIM SBICHHEM
(Abbott J., Hart A., 2005; Moher D., Schulz KF, Altman D., 2001).

3a pybexxom uccnenoBanus KXK namuentoB ¢ MB u onienka appextuBHOCTH Tepanuu
B HACTOSIIEE BPEMS MPOBOAATCS B OOJBIIOM MaciiTade W SBISIFOTCS oOmenpuHaTeiMu (Baars
RM, Atherton CI, Koopman HM, Bullinger M, Power M., 2005; Cohen MA, Ribeiro MA,
Ribeiro AF, Ribeiro JD, Morcillo AM., 2011; Dill EJ, Dawson R, Sellers DE, Robinson WM,
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Sawicki GS., 2013; Gee L, Abbott J, Conway SP, Etherington C, Webb AK., 2000). B Poccuu
TaKOTr0 poja MUCCISI0BaHUS MPaKTHIeCKH OTCYTCTBYIOT (JleBaitkuna MLE., 2003).

AGcomtoTHO HOBBIM B Poccuu MeTonoM u3ydeHHs KauecTBa KM3HU MAI[MEHTOB,
OTIIMYAIOIIUMCS OT YK€ MPUMEHSEMBbIX METOJUK, SBISICTCS MOJACYET YTHIMTAPHOTO HHIEKCa
370pOBbsl, KOTOpPBIA TO3BOJIIET OLEHUTh He Toiabko KOK ® ero cocraeisiommue, HO
ucnionb3yetrcss aias noxacuera QALYs (Quality-Adjusted Life Years) B pamkax KIMHUKO-
SKOHOMMYECKOTO aHaiu3a. Bo MHOrMX cTpaHax MHpa CYIIECTBYIOT HAllMOHAJIbHBIE KaTaloru
VTHJIUTAPHBIX HMHJEKCOB, JIAaHHBIE KOTOPBIX TPUMEHSIOTCS B HAYYHO-TIPAKTHYCCKHUX
uccienoanmsix (Feeny D., 2005; Eun-Jeong Kang, Su-Kyuong ko, 2009). Jlns oneHkwu
YTUJIUTAPHOTO  HHJAEKCA  HCHOJIB3YIOTCS  pa3jIMYHbIC CTaHJIapTU3UPOBAHHbIE
OTNPOCHUKU. DTH OINPOCHUKU Pa3HOOOpa3HBI MO CBOEH CTPYKTYype, OTJIMYAIOTCA OT
OOBIYHBIX HWHCTPYMEHTOB oOIlleHKH KJK © Ha3pBalOTCI «MHOTOATPUOYTHBIE MEPHI
roJjie3HocT». [lepBeiM B Poccuu aganTupoBaHHBIM M BaJIHJIHPOBAHHBIM HHCTPYMEHTOM IIO
HOJICUeTY YTUIMTApHBIX HHIAEKCOB sBisercsa onpocHuk Health Utilities Index (Feeny D. H.,
Furlong W.J., Torrance G. W., Dundas O. N.; Canada). JlaHHBIIii WHCTPYMEHT SIBIISICTCA
XOpOIIIO HW3YYCHHBIM, HAJACKHBIM W BAIUIHBIM, OBUT CO3MAaH JJIS UCIIOJIb30BAaHHS B
MEeIMATPUH, YTO JIeJIaeT ero 0oJiee MEepPCIEeKTHUBHBIM WM TOAXOASIINM JUIS UCCICAOBAHUS
(Horsman J., Furlong W., Feeny D., 2003; Verschuure H., Grutters J., Joore M. A., 2007).

YuurteiBas HeOONbIIOE YUCIIO HccaenoBaHui B Poccuu mo oleHke KadecTBa YKU3HU
JIETeH C MYKOBHCIIHI030M, OTCYTCTBUE JaHHBIX, TIOJYYCHHBIX TIPH MOMOIIM onpocHuka Health
Utilities Index, KJIMHUKO-’KOHOMHUYECKHX HCCIEOBaHUN ¢ ucnonb3oBanuem QALY Owuio

MNPEAIPUHATO HACTOAIICEC UCCIICAOBAHUC.

Heanb

Onpenenuth BO3MOXKHOCTH — ucronib3oBaHus omnpocHuka HUI u  oOocHoBath
1eJ1IeCO00Pa3HOCTh €ro BKJIIOYEHHUS B aJIrOPUTM CTAaHAAPTHOTO OOCIENOBaHMS JeTeil c
MYKOBHCLIHI030M.

3aga4yu uccae10BaHusA
l. W3yunth KkIuMHUYECKHE, JaO0OPaTOPHO-MHCTPYMEHTaJIbHblE OCOOEHHOCTH TEUYEHUS
3a00eBaHus y HAOII01aeMBIX IETeH ¢ MYKOBHUCITHI030M.
2. Pazpabotare yTUiIMTapHbIE MHIEKCHI 3/J10pPOBBIX J€Tel M OOJBHBIX MYKOBHCIHI030M
JUIsl BKJIFOYEeHHs B HallmoHanpHBINM KaTajaor yTUIMTapHBIX MHIEKCOB.
3. Onucarb «KH3HEHHBIA MYTh KOTOPTHI» OOJIBHBIX MYKOBHUCIIMI030M U 37J0POBBIX JIeTei

Ha OCHOBE pa3pabOTaHHBIX MYJIbTHATPUOYTHBIX YTUIIMTAPHBIX MHIEKCOB.



4. M3yunth 0OCOOEHHOCTHM KayecTBa JKU3HHU OONBHBIX MYKOBUCIIUIO30M, OIPEACITUTH

BJIMAHUC HA HCTO I10JIa, MECTa IIPOKUBAHUSI, KJ'II/IHI/IKO-J'Ia60paTOpHI>IX N MHCTPYMCHTAJIbHBIX

IIOKa3aTeNeH.

3. N3yunts Bo3MoxkHOCTH onpocHuKka HUI kak HOBOro MHCTpyMEHTa OLEHKH HapyLIEeHUN
(YHKIMOHUPOBAHUS.

6. OueHutb 3(pPEeKTUBHOCTD JIEUEHUS JEeTel C MyKOBHCLHUI030M C OMOILBIO ONPOCHUKA
HUI

7. IIpoBecTn  aHanu3  «3aTpaThl-NIOJIE3HOCTH» I  CPAaBHEHMS  MHIASLMOHHBIX

aHTHOAKTepUaIbHBIX TMPENapaToB C HUCHOJIb30BaHHeM mokazarened QALY, momyuyeHHBIX C

IIOMOIIBIO paBpa6OTaHHBIX YTUIIUTAPHBIX HHACKCOB.

Hayuynasi HoBU3HA

BrniepBbie B OTE€UECTBEHHOHN MEeIMAaTPUM MPOBENECHO MCCIEA0BaHNUE KAaUeCTBA JKU3HU Y
JeTell ¢ MYKOBHUCLHJIO30M C HCIIOJIb30BAHUEM BaJIUAUPOBAHHOW PYCCKOSI3bIYHOW BEPCUHU
MexyHapoaHoro nucrpyMmenra HUIL

Pa3paboranbl MynbTHATPUOYTHBIC YTUIUTAPHBIC WHACKCHI (00IIee Ka4eCTBO JKU3HH)
00JBHBIX MYKOBHUCLHJO30M U 3/0pPOBBIX JE€TEH, KOTOpble OyIyT BKJIIOYEHBI B CO3JaBACMbIi
HanuoHanbHbIM KaTanor yTUIUTapHbIX UHACKCOB.

BnepBbie onucaH <«OKM3HEHHBIM MyTh KOTOPTBI» J€TE€d C MYKOBHUCIUIO30M,
YCTaHOBJIEHO, YTO KaueCcTBO JKU3HMU JETeH C HcciaenyeMbiM 3a00JIeBaHMEM HIDKE, YeM Yy
3JI0POBBIX CBEPCTHUKOB, 0COOCHHO B 6, 12, 16 ser.

Pa3paboranbl  omHOATpUOYTHBIE  YTUIUTApHBIE  WHIEKCHI, XapaKTepHU3YIOIIHe
OTJIE/IbHBIE ACIEKTHI 370POBbs. YCTAaHOBJIEHO, YTO y JETEM ¢ MYKOBHCLHIO30M B IIEPBYIO
ouepellb KaueCcTBO JKM3HU CHIDKAETCS 3a cueT OO0JeBOro CHHIPOMA, SMOILMOHAIbHBIX
HapyIICHUH U HapyIIEHUs1 CaMO0OCTyKUBaHUS.

BnepBbie K OLIEHKE COCTOSIHUSI MalleéHTa MPUMEHEHAa MHOTOYpPOBHEBAsl CHUCTEMa
u3MepeHus HapyuieHud ¢GyHKIIMOHUpoBaHus. bbulo BbIsIBIEHO, uTo Oonee 60% neteit ¢
MYKOBHCIIMJIO30M HMEIOT HapyIIeHHs [0 IIKajJaM <«3OMOLUW» U «O0Nb» pa3HOW CTeleHu
BBIPAKEHHOCTH.

[IpoBeneH aHanu3 BIUSHUS 10Jla, MeCTa JKUTEIbCTBA, KIMHUKO-T1a00paTOPHBIX U
MHCTPYMEHTAJIbHBIX ~TIOKa3aTelied Ha KayecTBO JKM3HU JIeTed C MYKOBHCIIMI030M,
YCTaHOBJIEHO, YTO HauOolee 3HAYUMBIMU (PAKTOpaMHU SIBISIOTCS HAJIUYHUE «TSDKEIBIX)»
MyTalui, HapyleHue GyHKIUN BHelHero abixanus (ODB1) u Hanuune runoTpoduu.

BrisiBnieHa monoxuTenbHas IMHAMUKa KauyecTBa >KU3HH JI€Te ¢ MyKOBHCIIMA030M Ha

(I)OHC TCparuu, 0COOEHHO BbIpaXXCHHAA y JIeTel 0oJiee TSHKEIIBIM TEUCHUEM.



BriepBbie  ocyliecTBIEH aHaNW3  «3aTPATHI-TMIOJE3HOCTH» C  HCIOJIb30BAHHEM
pa3pabOTaHHBIX B MPOIECCE HMCCICIOBAHUS MYJIbTHATPHUOYTHBIX YTHJIUTAPHBIX WHICKCOB, C
MOMOINBI0  KOTOPBIX  OMNPEACNICH JOMHUHAHTHBIA METOa  JIeYeHHsS  (MHTISIMOHHBIN
aHTUOAKTEepUaIbHBIN Mpenapar).

IIpakTHyeckas 3HAYUMOCTh

[IpoBeaeHHOE MCCIIEIOBaHKUE TIPOJEMOHCTPUPOBATIO HHGOPMATHBHOCTh U 3HAYMMOCTD
uHcrpymenta HUI myis orneHkw KavecTBa JKWM3HU JIeTed C MYKOBHCIIUIO30M, YTO JelIaeT
BO3MOXXHBIM €ro JaJIbHEUIee HCIOJIh30BAHUE B TMPAKTUYECCKOW IEATEIHHOCTH W HAYYHBIX
HCCIICIOBAHUSX.

PazpaGotanbl  MyabTHATPUOYTHBIC  YTUJIWTApPHBICE HWHIEKCH, BKIIOYCHHBIC B
HarnmonanpHplil KaTaJloT, KOTOPBIE MOTYT IMPUMEHSATHCS B KIMHUKO-)KOHOMHUYECKOM aHallu3e
P CPABHEHUH PA3IUYHBIX MIPETIAPATOB U METOJIOB JICUCHUS MYKOBHCITHI03A.

MHoOroypoBHEBasi CHCTEMa HW3MEpPEHUS HapyIICHHH (QYHKIMOHUPOBAHUS MOMKET
CIIY’)XUThb JOMOJHHUTEIbHBIM WHCTPYMEHTOM OIIEHKH CTENEeHU TsDKECTH 3a00JeBaHUS, Kak B
KIIMHUYECKOU MPAKTHUKE, TAK U TIPH MPOBEIACHUN MEINKO-COIIMAIBHON IKCIIEPTH3HI.

JlanHask MeETOIMKA MOXET CIY)KHTh OCHOBOH Il ONTHUMHU3AIMU TEpalmuu U
MOJIKJIFOUCHUST JIOTIOJTHUTEIHHBIX METOJIOB JICUCHUS W TICHXOJOTUYCCKOW KOPPEKIUU TIPH
HEO0OXOOMMOCTH.

Onpocuuk HUI MoxeT ncnonb3oBaThest Kak AJIsl TPYNIOBBIX UCCIEIOBAHUM, Tak U AJIs

HHI[HBH}IyaHBHOﬁ OILICHKHU Ka4ueCTBa XXU3HU.

Buenpenue pe3yJbTaToB padboThbl B IPAKTHKY
Pe3ynbTaThl NpOBENEHHBIX HCCIEIOBAaHUNA HCHONB3YIOTCS B paboTe OTIENeHUs
IYJBMOHOJIOTMM W QJUIEPTOJIOTUH, OTJEJICHUS BOCCTAHOBUTEIBHOIO JIEYEHUS JETEH C
ajyiepruyeckuMu 0ose3Hs MU U 3a0osieBaHusAMU opraHoB abixanuss HUW neauatpum umenu
I''H. Cnepanckoro ®T'AY «HI3A» Munsapasa Poccun, neauarpuueckoro ornenenus @I'bY
«PJIKb» Munsapasa Poccun, yuyeOHOM mpouecce kadeapbl KIMHUYECKOH HMMYHOJOTHH M

ayuepronorun 'bOY BIIO «IlepBeiit MI'MY um. U.M. CeuenoBa» Munznpasa Poccun.

AnpobGanusi padoTbl
OCHOBHBIE TIOJI0KEHUE IUCCEPTALIMU JOJI0KEHBI U 00CYKJICHBI Ha:
. XVI Konrpecce nenuatpoB Poccum «AkTyanabHble MpOOIEMbl HeauaTrpumny, 24-27
despains 2012, Mocksa,
J 35-oit EBpomneiickoii koH(pepeHIMH MO MYKOBUCIHI03Y, 6-9 umions 2012, J{yOmuH,

WNpnanaus;
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. XV Konrpecce MexayHapogHoro oomiectBa (papMaKodIKOHOMHYECKUX HCCIICTOBAHHUI
(ISPOR), 3-7 Host6pst 2012, bepaun, ['epmanusi;

° X1 HaumonaibHOM Konrpecce «MykoBUCHHMAO3 Yy J€T€ M B3pOCibiX. B3risg B
oynyuiee», Mocksa, 24-25 mas 2013;

J VI Esponeiickom Konrpecce neauarpos, BenukoOpuranus, ['nasro, 5-8 urons 2013;

. XVII Konrpecce neamatpoB Poccuu ¢ MEXIYHApOIHBIM Y4YacTHEM «AKTyallbHbIC
npobaemsl neauarpum», Mocksa, 14-16 despains 2014 r;

. 12-0i1 Poccuiickoit koH(MepeHIuN ¢ MeXTyHapoAHbIM yuacTreM «llequarpus u gerckas
xupyprus B [IpuBomkckom denepaabHoM okpyre», Kasanb, 24-25 nostOpst 2015;

. XIX Konrpecce nenuatpoB Poccum ¢ MeXIyHApOJIHBIM YdacTHEM «AKTyallbHbIE

npobaemsl neauatpun», Mocksa, 12-14 despans 2016 r.

IIy6nukanuu pe3ybTaTOB HCCIeI0BAHUS

[To Teme puccepranuu omyOiaukoBaHo 12 pabor, u3 HHUX 4 - B JKypHauax,
pexomennoBaHHbIX BAK P® niis nyOnaukanuil pe3yabTaToB AUCCEPTALIMOHHBIX UCCIIEIOBAHUM,
2 craThM B KypHalax, HHAeKcupyeMbix B Web of Science, rmaBa B MoHorpaduu (B
COABTOPCTBE).

O0beM u CTPYKTYypa AuccepTauuu

Huccepranonnas pabora u3nokeHa Ha 153 cTpaHMIlaX MAIIMHOIIMCHOTO TEKCTAa,
COCTOUT M3 BBEJEHHs, 0030pa JUTEpaTypbl, TIJaBbl, IMOCBSIIEHHOH O0bEMYy U METOJaM
UCCIICIOBaHMs, JIBYX TIJlaB COOCTBEHHBIX HCCIEIOBaHHWM, 3aKIIOUYEHUs, BBIBOJAOB MU
MPAaKTUYECKUX pekoMeHaaruil. Cucok JuTeparypsl BKIO4YaeT 244 McToYHMKA, U3 HUX 173 -
3apyOeXHBIX aBTOpoB. Pabora mimmoctpupoBana 20 tabnunamu, 2 cxemamu, 28 pUCYHKaMHu,

MMPpEACTaBJICHBI 2 KIIMHUYECKHUX npumepa.

COJAEPKAHUE PABOTHBI
O0bem U MeTobI HCCIe0BAHUSA
Pabora Bemonssimace B PI'AY «Hayunblii 1eHTp 370poBbs neTei» MuH3apasa
Poccun (mupextop — akagemuk PAH, mpodeccop A.A. bapanoB), Ha 0aze oTaeneHus
MyJbMOHOJOTMM M amneprojoruu (3aB. ota. — A.M.H. O.M. CumonoBa) u mnaboparopuu
conuanbHOM menuarpuu (pykoBoautenb — K.M.H. H.B. Ycrunosa). Kputepun BritoueHus B
MCCJIEJOBAHKE: BO3PACT MAIMEHTOB OT 5 1018 51eT, MoATBEpKACHHBIN 1UarH03 MyKOBUCIUI03.
Kputepun HCKIIIOUEHUs U3 UCCIIEOBaHMS: BO3pacT MEHee 5 JeT u crapuie 18 jer, Hainuue

oCTporo 3a0ojieBaHds MeHee ueM 3a 14 JHEH 10 06CJ'I€)10BaHI/IH, AUArHoCTUPOBAHHAs



MHTEJJIEKTYyaJbHAsl HEIOCTaTOYHOCTh, HENOCTATOYHOE 3HAHUE PECHOHIEHTAMU PYCCKOTO
A3bIKA.

[Ton HaGmoieHMeM HaxoaAWIUCh 99 nereil, 60JIbHBIX MYKOBUCIIMI030M, B BO3pacTe OT
5 nmo 18 ner. Ilo renaepHOMYy NpU3HAKy B TpyHIeE HCCIENOBaHMS pacupeiesieHue ObLIo
npakThuuecku paBHoMepHoe - 47(47,5%) wmanbuukoB U 52(52,5%) npeBouek. Y Bcex
HaOJII0aeMbIX JIeTeH AMarHo3 «MYyKOBHCLUAO3» ObUT MoxaTBepxkaAeH. B nuarHoctuke MB
MPUACPKUBAIMNCh COBPEMEHHBIX KpuTepueB EBporeiickoro odmectBa mykoucinosa (ECFS
2013). B kauecTBe TpyIIbl CpaBHEHHS ObUIH B3ATHI pe3ynbTaThl orieHkn KK y 102 3m0poBbix
CBEPCTHHUKOB (1-2 rpynisl 310p0OBbsI), HOJyYEHHBIE IPU BAIUAALMH OIPOCHUKA.

B Xxome wuccnenoBaHus NPUMEHSINCh KIMHUYECKHE M CHELMAJIbHBIE METObI
oOcnenoBanus. IloaydeHHble pe3ysibTaThl OLICHUBAIMCH B JUHAMUKe 4 pas3a: 1 Touka — mpu
IOCTYIUICHUU B CTAal[MOHAp B Ha4aJjle UCCJIEI0BAaHMs, 2 TOUKA - IPU BBIIUCKE, 3 TOUKA - IPU
CJIeJIyIOIIEM IOCTYIUJIEHUU B CTallMOHAp uepe3 6 MecsAleB, 4 TOYKa - MpU MOCIEAYIOIIEeH
rOCHUTATU3ALUY.

Bcem persim npu nocTyIiieHUN IPOBOIWICS KIMHUYECKUI OCMOTp, cOOp aHaMHe3a U
CTaHJapTHBIE, Ui jaeTeil ¢ MB, meronbl 1a00paTOPHO-MHCTPYMEHTAIBHOTO OOCIIEIOBaHUS
Onenka (U3NYECKOTO Pa3BUTH MPOU3BOIMIACH IIYyTEM H3MEpPEHHs POCTa M MAacChl Tena
NAlMEHTOB OOLIENPUHATHIM cHocoOOM. Pe3ynbTaTbl M3MepeHHH OLIEHMBAINUCH C TOMOIIBIO
nepueHTWwIbHBIX Tabmuir NCHS (National Centre for Health Statistics) u  paccuuTbIBancs
Mmacco-poctoBoit unaekc (MPH) no popmyne: MPU (%) = ¢paktuueckas macca tena (kr) x 100/
JOJDKEHCTBYIOIas  Macca (Kr), COOTBETCTBYIOLIash POCTY MU Bo3pacTy. Y OosbHbIX MB
3HayeHne MPU pacuenuBaercs, Kak HOpMaibHOe, eciau uHAeKc Oombime 90%. C
JUArHOCTUYECKOM LEIbI0 IPOBOAWIICS IIOTOBBIM TECT B OTAEICHUM ITIyJIbMOHOJIOTMHM U
amepronorun HI3J] metonom monodopesa ¢ mmiokaprnuaoM o ['mbcony u Kyky (1959), a
TaK)Ke IyTeM CKpUHUHT-TeCTa Ha anmnapare «Makpoaakt» pupmel Beckop, CLIIA. Pe3ynbrats
OLIEHUBAJIUCH KaK IOJIOKUTENbHbIE NMPH KOHIEHTPALUMU XJIOPUAOB MOTa cBbIIie 60 MMOJIbB/I,
npu HaBecke nota 6osiee 100 mr (o I'mbecony u Kyky), Ha annapare «MakpoiakT» MUHUMYM
6-10 mxn, monoxutenbHbI mpu 80 MMONB/1 W Bbimie. [IpoBoawicsS NBOWHOW KOHTPOJH
pe3yJbTaTOB TECTA.

I'enetnueckoe obcnenoBaHue OOJBLHOTO M €r0 CEMbU NMPOBOJWIOCH B JabopaTopuu
reHetnueckoil anuaemuonornn «®I'BHY Menuko-reneTnueckuii HayuyHblid HEHTP» (IUPEKTOP
— npodeccop, Kynes C.H.). [IpoBoauinocs uccienoBaHue KpoBu Ha 22 Haubojee dacTble
mytauuu B reHne CFTR.

WccnenoBanus pyHKIMM BHEIIHETO JbIXaHUsS (CIIMPOMETPHS) OCYIIECTBIISJIUCh Ha

annapare «EButest-2». OuenuBanuch ocHOBHBIE napameTpel: KpuBas Bbinoxa ®XKEJI (motok-
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00wvem), paccunthiBayuch: [ICB (mukoBas ckopocts Bbimoxa), MOC 25%, 50%, 75%
(MakcumainbHas oobeMHast ckopocTh B % ot JKEJI), u ODB; (06bem GpopcupoBaHHOTO BbIIOXA
3a 1 cexkynay). OCHOBHYIO TSKECTh OpOHXOJIETOYHOTO Tpollecca M HPOBOAMMOCThH IO
JBIXaTeNbHBIM MyTsM  oleHuBaach o O®B|, Tak Kak MO JaHHBIM HCCIEIOBAaHUN STOT
nokasareJb sBIIsieTcsl HauOosee 3HaunMbIM (3aruteran A., [llamanex M., 1978). HopmanbHsIMu
3nauenuss O®B| npu MB cuntatotcs - 6ombiie 81%, ymepeHHsie HapyiieHus - oT 66 1o 80%,
TshKenble HapymieHus - Menbiie 66% (CasenseB b.II., [upsesa W.C., 2001). Bce
uccnenoBanus @B/ Obuin mpoBeneHs! B OTHENeHUU (QYyHKIMOHATBHON auarHocTuku HII3 /]
(3aB. ota. — k.M.H. KoxkeBuukoa O.B.).

PenTrenonornyeckue HCCIEIOBAHUS BBIMONHSUIUCH B OTIEICHUM PEHTTEHOJIOTUU
HI3JI (3aB. otn. — a.m.H. Lpiruna E.H.). Hapsay c¢ stuM mpoBoauiack KOMIBIOTEpHAS
ToMorpagusi opraHoB I'pyJIHOM KJIETKH 2 pa3a B roj. PeHTreHonoruueckas KapTuHa B JIETKUX
OlleHMBaJlach B Oautax 1o yHuBepcaibHOM mmikane Kpucnuna-Hopmana, rne creneHb
BBIPQXEHHOCTH M3MEHEHUU CO CTOPOHBI OPraHOB JbIXaHUs (KOHGUTYpalus rpyqHON KIIETKH,
JTUHEHHbIE OpOHXUATbHBIEC TEHH, TOUEYHbIE, KOJIbLIEBbIE TCHH, «OONbIINE)» TEHU) BhIPAXKAeTCA B
6amtax ot 0 o 2, a 3arem cymmupyercs (Crispen A., Norman A., 1974).

OmneHka cTeneHH TsHKECTH 3a00JieBaHMA B OayiaX MPOBOAMIACH C MOMOIIBIO IIKAJIBI
[[IBaxmana-bpachunpaa B Momuduxamum Paunnckoro C.B. u Kanpanosa H.U. (1987). Ipu
nojcuere yuuteiBarorcs 3HadeHue PU. Tlo momydeHHoON cymMMe OaiyioB ONpenesnsioT TSHKECTbh
Te€4eHUsI 3a00JIEBaHUS OT JIETKOTO JI0 TSYKEJIOTO COCTOSIHUSL.

CreuuanbHble METOJBl: BCE HaONIIOJaeMble [JETH TMPOLUIM aHKETUPOBAHUE
onpocHukoM Health Utilities Index (Feeny D. H., Furlong W.J., Torrance G. W., Dundas O.
N.; Canada) Bepcum HUI23P2RU.15Q wu HUI23S2RU.15Q. B wucciaegoBanuu
HCII0JIb30BAJIaCh PYCCKOSI3bIYHAS BEpCHUs, pa3padoTaHHas U BaJIUAUpPOBaHHAs B 1JaOopaTopuu
cormanbHoil nenuarpun OI'AY «HIL3/» Munsnpasa Poccun (bapanos A.A., AnbOunkuii
B.1O., Bunspckas NU.B. u np., 2012). JlaHHBI ONPOCHUK COCTOUT U3 15 BOMpocoB uIs
CaMOCTOSITEIbHOTO 3arnoJjiHeHus. [IpenHazHaueH s UCMOIb30BaHUs y JIETEH B BO3pacTe OT
5 no 18 ner. OpoCHUK COCTOUT M3 JBYX O10KOB: Self-assessment - ¢ 12 jet u crapie,
JaeT MHGOPMALMIO O 3/10POBbE ONPAIIMBAEMBIX C UX COOCTBEHHOM TOUKH 3peHus u Proxy-
assessment - MpeaHa3HAYEH JJIs Opoca JOBEPEHHBIX JIUIL I€TEH B Bo3pacTe oT 5 10 12 ner.
OnpocHUK COCTOUT M3 2-X KJIACCU(PUKAIMOHHBIX CHUCTEM, AOMOJHSIOMMNX APYT JpyTa.
Knaccudukanuonnas cucrema HUI 2 coctout u3 6 atpuOyToB/acrekToB: OpraHbl YyBCTB,
MOJIBU’KHOCTb, AMOIIMH, KOTHUTHUBHBIE CIIOCOOHOCTH, caMooOciyXuBaHue, 060yib. Cucrema
HUI 3 coaepxxut 8 arpuOyTOB: 3peHHE, CIyX, peYb, CIOCOOHOCTH TEPEABUTATHCS,

MCJIKagd MOTOpPpHKA, OSMOIIMH, KOTHUTHUBHBIC criocoOHOCTH U OOJIb. OHpOCHI/IK JacT
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BO3MOXKHOCTH OIpENeNINTh: Mmokazarensb obmero KXK (MynbTuarpuOyTHBIH MHAEKC), KOTOPBIHI
MOXET HCIoib30BaTbes i noacuera QALY u kimHHMKO-3KOHOMHMUYecKoro aHanusa, KK mo
KaXKIOW OTJIENbHOM IlKalle, COCTABISIONICH ONPOCHUK, AJs OLIEHKH 0COOCHHOCTH HapyIICHUM
(omHOATPHOYTHBIE MHICKCH) M YPOBHHU (CTENEHHM) HApyIICHUS (YHKIMOHHPOBAHUS, KOTOpPbIC
NPUMEHSIOT JJIs KOHKPETH3allMM OIKMCAaHUS COCTOSIHUS 3/10pOBbs. B pesynbraTe 00paboTKH
ONPOCHHKA IO aBTOPCKON MeToAMKe moirydaeTcs uudposoe 3HaueHue (uuaexc) ot 0 no 1, rae
0 — cMmepTh, 1 — OTHOE 3710POBLE.

[TosydeHHBIH B pe3ysibTaTe pacueToB MOKAa3aTelb «I10JIE3HOCTH (YTHIMTAPHOCTH) Mbl
WCIIOJIb30BAIM B aHAIM3E «3aTPaThl-NOJE3HOCTbY. J[aHHBII METO/ KIMHUKO-D)KOHOMUYECKOTO
aHaJIM3a HCIIOJIb30BAJICS ISl TPYMN JAeTed, MHQUIMPOBAHHBIX CHUHETHOWHON MajJoykod Hu
MOJTYYAOLUX UHTATALUOHHBIA TOOPAMHUILIKH.

Craructuueckass 00paboTka maTepuana mnpousBoauiiack B mporpamme IBM SPSS
Statistics 22. Mcmoab3oBaauCh METOABI OIMCATEILHOM CTATUCTUKHU: aHAlW3 II0Ka3aTrelei
CpemHero  apu(pMETHYECKOro, CTaHAAPTHOTO OTKIOHCHHs, MeauaHbl. Onpenensinch
JIOCTOBEPHBIE Pa3IUyusl C MOMOIbio t-KpuTepusi CTbIOJEHTA Ui HE3aBHUCHMBIX BBIOOPOK,
0/1HO(AKTOPHOTO JAMCIIEPCHOHHOTO aHanu3a. B ciydae BbBISBICHHUS 3HAYMMBIX Pa3IU4MUi B
JTUCTIEPCUOHHOM  aHaliM3€ IMPOBOJWIMCH aAllOCTEPUOPHBIE TAPHBIE CPABHEHUSI MEXIY
KareropusMu ¢pakTopoB. Paznuuus cuntanuce 3HaunMbiMu ipu p<0,05.1Ipumensiics kpurepuii
Manna-YutHu st (akTOpoB ¢ JBYMs KaTErOpHUsMHU M HEapaMeTPUUYECKUH TUCTIEPCHOHHBIN
ananmu3 Kpyckana-Yomnuca nas ¢pakTopoB ¢ 4ucioM Kareropuid 3 u Oomee. [ns oneHKu
3HAUMMOCTH M3MEHEHHsl TOKa3zaTene B JUHAMHKE Ha (QoHE MPOBOAMMON Tepamuu

MMPUMCHAJIACb MOACIIb AUCIICPCUOHHOI'0O aHaJIM3a C TIOBTOPHBIMH U3MCPCHUAMU.

PE3YJbTATHI UCCIAEJOBAHUN U UX OBCYXKJIEHUE
O0mas KIMHUKO-PYHKINOHAIbHASL XapaKTEePUCTHKA
Ha0/II01aeMbIX JleTell ¢ MyKOBHCLH/1030M
Bonpmas gacte obcnenyemsbix neteit (70,7%) moctymnanu ImjiaHOBO, MTOBTOPHO, UMENH
paHee YCTAHOBJICHHBII M MOATBepkIeHHBbIM auarHo3 MB. Opna tpers mauumeHToB (29,3%)
MOCTYNAIX B CTAllMOHAP MEPBUYHO JUIs OOCIEOBaHMS, YTOUHEHHUS JUarHo3a M KOPPEKLUHU
Tepanuy, 92,5% W3 HUX HMMEIM TaKXXe paHee YCTaHOBJIEHHbIM nuarHo3 MB. dopma
3a0oyieBaHusl y BCeX JeTel Obljia CMellaHHas - JIETOYHO-KUIlle4Has. Jlnarno3 ObU1 BHICTaBJICH
pano (o 1 roma) y 37% uccnemxyeMbix O0MBHBIX, B Bo3pacte oT 1 110 3 meT - y 24%, crapie 3x
aet -y 39% . Ilpaktuyecku MmojioBHMHA HaOMIONAEMBbIX JETel MpOoXKUBalu B peruoHax PO -
49% ot obmiero uncia obcnenyemsbix. [1o cTenenn TSXKeCTH, OIEHUBAEMO 110 OaTbHOU ITKae
[IIBaxmana-bpachunpaa, pacnpenenenue B rpymmne ucciaenoBaHus Obuio cinepyromee: 42% -

cpenHel crerneHu Tsokectd, 44% - nerkoe, 14% - Tspkenmoe TeueHue 3a001eBaHus.
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Jletu, MOCTYNUBIINE B OTACICHUE, IPOXOAUIN CTAaHAAPTHBIC dTAIbl 00CIEAOBAHUS U
neuenus. [Ipu ouenke ¢usznueckoro pazputus (MPU) y 25,3% nerteit 6pi1a fuarHoCTUpOBaHA
runorpodus, 23,2% - umenu norpaHuvHble 3HaYeHHUs Macchl Tena (85-90%), 51,5% nereit —
HOpMaJbHBIC TIOKA3aTeId Macchl Tenma. lMcciemoBaHue (QYHKIMHM BHEIIHETO JIBIXAHHS

(crtupomeTpusi) OBUIO MPOBEJCHO Y BCeX HaOIr0MaeMbIxX fieTei ¢ MB.

Yucno
MalUEHTOB
50

40
30
20
10

0

O®B1 >81%

B ODB1 66-80%

B OPB1<66%

TAXenoe cpeaHen nerkoe n=43
TeyeHue n=14 TaxecTn n=42

Pucynok 1. B3aumocBsi3b crenieHn (yHKIIMOHATBHBIX

Hapyuenuii gerkux (O®B) u TsxecTu 3a0oneBanus
Ha puc. 1 BUiHO, YTO y MAllMEHTOB C TSKEIBIM TEUEHUEM 3a00JIeBaHUS IPeodIagatoT
3HAYUTEJIbHbIE U YMEPEHHBIE HApYIIECHUS, 110 CPABHEHHUIO C JIETbMH € 0oJjiee JIETKUM T€YeHHUEM
3a0oseBaHus. J0MOIHUTEIBHO POBEEH KOPPEISALMOHHBINA aHAJIN3, U BBIABICHA J10CTOBEPHAs
B3alMOCBSA3b CTEINEHU TSHKECTH 3a0o0JieBaHUS U 3HaueHui nokaszarens OPB; y nereit ¢ MB
(r=0,6, p<0,001). PentreHosoruueckass KapTHHa B JETKHUX OIICHMBajJach B Oamiax Mo

yHUBepcanbHOU mkane Kpucnuna-Hopmana.

Pucynok 2. B3anmocss3s noka3zateneid PU u Tspkect 3a0601eBaHus

[Ipn mpoBeneHUM KOPPENSLUOHHOTO aHajdu3a ObUla BBIABIEHA JIOCTOBEpHAas
B3aUMOCBs3b PeHTrenonoruueckoro muzaekca (PU) m Tsxkectn TeueHust 3aboneBanusd. Yem

Boiie PU, tem Gonee Tspkenoe TeueHne MB oTmeuanock y 6ombpHOr0 U Haobopot (r=-0,785;

p<0,001) (puc.2).
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[Ipy MUKPOOHOIOrMYECKOM HCCIEAOBAaHUM MOKPOTHI y HaOIIOJaeMbIX JeTel ObLI
BbIsIBJIEH pocT P.aeruginosa B 54% ciyuaes, S.aureus - B 29%, B HEOOJBIIOM KOJINYECTBE
npyrue Bo3Oynutenu. B 9% cnydaeB natoreHHoi (iopsl He BBISBIEHO, YTO ObUIO CBSI3aHO C
PErYISIpHBIMH KypcamMH aHTHOAKTEePHATLHOW Teparnuu. Y MAMEeHTOB C TSHKEIBIM TeueHueM MB

Jamie BbIABJIAIACH XPOHHUYCCKAA CHMHETHOMWHas I/IH(bCKI_[I/ISI.

Ywucio

50 MaUHMEHTOB

45
40
35
30
25
20
15
10

W S.aureus

B P.aeruginosa

B opyeue

Tsoxenoe Tedenne n=14 cpenHeil TsoxkecTH n=42 nerkoe n=43

Pucynoxk 3. Mukpodnopa OpoHXHATBHOTO CEKPETA Y HAOMI0AaeMbIX OOJBHBIX B
rpynmax ¢ pasHoOW CTEIEHBIO TSHKECTH MyKoBucIuao3a (*p<0,01)

Ha pumc. 3 BugHO, YTO y [JeTe C TSOKEIBIM TEYCHHEM 3a00JIeBaHHS
MHUKpOOMOJIOTHYECKas KapTHHA B JIEKMX ObLIa IpelCcTaBlieHa, B OCHOBHOM, P.aeruginosa
(88%).

['eneTnueckuii ananm3 y HaOJMIOMaeMBIX JIETeH TOKa3al, 9YTo y 89 ManueHTOB MyTalliH
OBLTH ompesieieHbl, U3 HUX y 22 aereir ooHapyxkena del F 508/ del F 508, y 32 - delF508/-. 7

nerel - He 00ce1oBaHbl, y 3-X - YacThIX MyTalluil He 0OHAPYKEHO.

Bce netm u3 obcrnemyeMoil TPyNNbl MOMydalld KOMIUIEKCHYIO Oa3WMCHYIO TEparmio:
MYKOJIUTUKH,  OpOHXOJNUTHKH,  TeMaTONpPOTEKTOPHl,  (pepMEHTaTHBHBIE  TpemapaThl,
aHTUOAKTEPUANIbHYIO TEPAINIO (BHYTpUBEHHas, MHTAJIIUOHHAs, nepopaibHas),

KHHC3UTCPAIIUTO (}:[peHax(, Maccaxc), 3aHATHUA C IICUXOJIOTOM.
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Kinununyeckasi xapakrepucTuka Ha0I01aeMbIX JIeTeil B IMHAMHKE

Jns omnpeneneHuss JUHAMUKUA Ha (oHe JedeHus ObUIM BBIOpaHbI OOBEKTHUBHBIC
KpuTepuu: nokaszarespb cnupomerpun ODB1, Macco-pocToBON MHAEKC U PEHTIE€HOJIOTMYECKUM
unnekc Kpucnuna-Hopmana (PU) B 3aBUCHMMOCTH OT TSDKECTHM TEYEHHUs 3a00JICBaHHS H
HaJIUYHS XPOHUYECKOW CHHETHOWHON MH(EKIIIH.

3a BpeMs rocnuTaiu3aluu B cranuoHap (14 gHel) ITOCTOBEPHOW IMOJIOKUTEIHHOU
JTUHAMUKH 110 MCCIIEyeMbIM TTapaMeTpaM He nojiyueHo. OIHAKO MO KIMHUYECKUM KPUTEPUSIM
B 92% ciydaeB 0TMedanoch yMeHbIIeHne Kanutst, y 46% neteit cpemnsis mpubaBKa Macchl Tela
3a 14 nueir cocraBmia 1300+150 rpamm m y 77% pereld ynydiuuiach ayCKyJlbTaTUBHAs
KapTHHA JIerKuX (YMEHBIICHHE U UCYE3HOBEHUE XPHIIOB).

B tabnune 1 mpexacraBieHa AMHAMHUKA KIMHUYECKHX TOKa3aresneld Ha (OHE JICUeHUs
3a 6 MecdAleB, MEXAY NEpPBOM W BTOPOM Trocnurtamu3anusamMu. JlocToBepHOe yiydllleHue
OTMEUYEHO Yy JeTel C TsKeNnbIM TeueHueM 3abosieBaHug mo mnokaszarensiMm OOB; u PU.
JocTtoBepHoe yBenuueHue Macchl Tena, 1o JaHHbiM MPU, oTmedeHo y nereid ¢ JerkuMm u
CPEIHETSHKENIBIM TeYeHUEM 3a00JIeBaHU.

Tab6amnna 1

JuHamuka KIMHUYECKUX MOKa3aTene Ha QoHe eueHus 3a 6 mecsiueB uccnenaopanus (N=53)

Tspkecth Teuenus  1-3 Touka
IToka3arens
Tsoxenoe CpenHsisi creneHpb Jlerkoe
O®DB; (%) 61 £2,3-68+3,1* 87+1,8-87+1,9 99 £2,1- 90+£2.2
MPU (%) 91+2-84+1,6 91 £2,9-92 +£3,0* 91+1,6-92+1,8*
PU 23,3+2,1-21,6 £1,7* 17,5+3,4 — 17,4+5,0 11,142,6 - 14,9£5,6
*p<0,05

B 3aBucumoctu 0T (opsl OpOHXMAIBHOIO CEKpeTa JOCTOBEPHOM pa3HULBI B
KIIMHUYECKHX Ipynnax He nonaydeHo (p>0,05). JluHamuka KIMHUYECKUX MOKa3aTenel Ha poHe

JeyeHus 3a Bc€ BpeMs HaOMroieHus (TpU TOCIMTANIN3alliN) TIpe/ICTaBlIeHa Ha pUcyHKax 4,5,6.

*p<0,05 paznuuus nmokasareneit Mexay 1 u 3 rocnutanu3ausaMu

Pucynok 4. Jlunamuka nokazarenss OPB Ha ¢pone neuenus (N=23)
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Otmedanach JOCTOBEpHAs TIOJOKUTENbHAS JIUHAMHKA IIOKa3aTels CIIHMPOMETPUU
(ODB) y mereit ¢ TsxeIbIM TeUeHHEM 3a0osieBaHus. [lanueHTsl C OoJiee JIETKUM TeUYEeHHUEM

MB umenu HopmanbHbie okazarenn ODB(>81%).

*p<0,05 paznuums nokasaresneit mexay 1,2 u 3 rocnuTanuzanusIMu

Pucynok 5. Jlunamuka MPU Ha ¢one neuenus (N=23)

Ha pucynke 5 ormeuena noctoBepHas IOJIOKUTEIbHAS AUHAMHUKA 1o aaHHeIM MPU
MEXy BTOPOM M TPEThEU TOCHUTATH3AIMUAMHU Yy JCTCH C TSKEIBIM TeUCHUEM 3a00JIeBaHUS,
MAlMEeHTBl CO CpEAHEH CTENEHbIO0 TSKECTH TEeUeHUs 3a00JIeBaHUSI HMMENIH JOCTOBEPHOE

YIIYUIICHUC MCKIAY nepBoﬁ u BTOpOﬁ FOCHHTaHHSaHHeﬁ.

*p<0,01 paznuuus nokasateneil Mexnay 1 u 3 rocnuTanTU3aUsIMUA

Pucynoxk 6. lunamuka nanueix PU Ha done neuenus (N=23)

Ha pucynke 6 BugHo, uto PU y nmereil ¢ TsokensiM TeyeHueM 3alonieBaHUs Ha (oHe
JIEYEHUs1 JOCTOBEPHO CHMWKAJCS, IO CPaBHEHWIO C JAHHBIMHM JE€TE€d U3 TIPYNNbl C JIETKUM
TEYEHHMEM M CpelHeH CTeNeHU TSHKECTH, 4YTO CBHUJETENIbCTBOBAJIO 00 YMEHBIICHUH

PEHTICHOJIOTNYCCKUX MMPU3HAKOB aKTUBHOCTH 6pOHXOHeFO‘—IHOFO mpomnecca.
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KauecTBo xX13HHM 1eTeil, 001bHBIX MYKOBHCIII030M
Pa3paboTka yTHIMTAPHBIX HHIEKCOB
Ha mnepBoM »sTame wuccienoBaHuss HamMu ObUIM OMpEENIEHbl MYJIbTHATPUOYTHBIC
YTUJIMTApHbIE WHACKCH y neTeil ¢ MB, xotopbie OyayT BritoueHsl B HalmoHanbHbIH KaTaior
(Tabm.2).
Tabauna 2

MynbTHaTpuOyTHBIE HHACKCHI JI€TeH, OOIBHBIX MYKOBUCIIHIO30M, H 3/I0POBBIX CBEPCTHUKOB

bonbubie MB 3710poBbIE
aTpUOYTHI N=99 N=102
M+ o M+o
HUI3 o6mwuit 0,81 +£0,02** 0,85+0,013
HUI2 o0uuit 0,85+0,013* 0,90+0,01

**P<0,001 - paznuuus co 3q0poBbIME AeTbMU  *P<0,01 - paznuuus co 370pOBBIMH JIETHbMHU
MynbTHaTpUOYTHBIE WHICKCHI, XapaKTEPU3YIOIIUE OOIlee COCTOSHHE 370POBbs
JIeTel, OKa3aaich JOCTOBEPHO HIKE Y 00JIbHBIX MB 10 cCpaBHEHHIO CO 3JI0pOBBIMHU.
Jlyis aHanm3a pa3Induii B COCTOSIHHH OOIIETO 3/I0POBbS B 3aBUCUMOCTH OT BO3pacTa,
ObLT MOCTpOeH rpaduk «KU3HEHHBIH MyTh KOTOPTHI», TJIe¢ HA OCHOBAHHH MYJIbTHATPHOYTHBIX
HHJICKCOB OTMeYeHa quHamuka u3meHenuii KXK nereir ¢ MB u 310pOBBIX ieTel 110 BO3pacTaM,

TO ecTh ¢ 5 10 18 net (puc.7).

Pucynok 7. J)KuzHeHHBII yTh KOTOPTHI AeTel, 001bHBIX MB, 1 3I0pOBBIX CBEPCTHUKOB,
paccuuTaHHBIN MO pe3yNbTaTaM MYJIbTHATPUOYTHOTO yTunutapHoro unaexkca HUI 3
B Bospacte 6 nmet oTmedanoch BelpaxkeHHoe maaeHue mnokazatens (0,74+0,02) mnpu
pocte B rpymie 310poBbix (0,95+0,017, p<0,05), 9To mamo 3HAYUTEIHHBIC PA3TUUHSI MEXKITY
rpymnmamu. Creayromnuil 3HaYMMBIA «TIpoBail» yctanosieH B 12 aet (0,75+0,007), mpu sTom y
3JI0POBBIX JIeTeil OH ObUT 3HaunTEeNbHO MeHee BhipakeH (0,8540,009, p<0,05). B Bo3pacte 16
JeT MyIbTUATPUOYTHBIN WHJEKC Y manueHToB ¢ MB takke umen camkenue (0,77+0,012) u

3HAUYUTEIFHO OTIUYAICA OT TIOKa3aTels 310poBeix aereit (0,890,006, p<0,05).
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OnHoOil W3 3amay HAIIEro HCCIENOBaHMA ObUIO HM3yueHHE BIUSHHS I0Ja, MecTa
JKUTENIbCTBA, KJIMHUYECKUX, JIaDOpaTOPHO-MHCTPYMEHTANbHBIX mokazaTtenedr Ha KK
MAIUEHTOB.

BbIsiBIIeHO, UTO B 3aBUCHMMOCTH OT THIIA MYTallM¥ CaMble HU3KHE MOKa3aTean ObUIH Y
MAIMEHTOB ¢ HAU0OJIee YacTO BCTPEUAIOIIUMHUCS U «TspkenbiMu» MyTanusmu: del F 508/ del F
508 u del F 508/- cHmkeHnEe yTHIMTAPHBIX WHICKCOB Y HUX ObUIO CTAaTUCTHYECKH 3HAYHMMO B
cpaBHeHUHU ¢ npyrumu myTarusmMu (p<0,05). Ananmu3 BnusHus nokasarenss ODB; mokazarn,
YTO MPH €ro HApYIIEHUH 110 CPABHEHUIO C HOPMOW MYJIbTHATPUOYTHBIE HHIEKCHI JOCTOBEPHO
camkanuck (p<0,05). B 3aBucHMOCTH OT MecTa )KHUTEIbCTBA, M0J1a, (PIOPHI U TSKECTU TEUECHUS
3a00JIeBaHuUs JOCTOBEPHBIX PA3IMUUil HE MMOIY4EHO.

Jlnia Gonee neTanbHOTO MPEJCTaBICHHUS O COCTOSIHHH 3J0POBbsI JIETE€H HccienyeMon
IpyHIbl MPOBEAEH aHAIU3 OJHOATPUOYTHBIX MHAECKCOB, SIBJISIOLIMXCSA CPEAHUM 3HAYEHHEM IO
KXol mKane ompocHuka (aTpuOyTy). JlocToBepHBIE pa3nuuusi ObUIM BBISBICHBI MO IIKAaJe
oMoty - 0,930,012 npotus 0,98+0,005 y 3q0poBbix (p<0,001), 4TO CBUIETENHCTBOBAIO O
0oJiee 4acThIX MPOSIBICHUSX HAPYIICHUH HACTPOCHHUS, JENpPEecCUil, 9yBCTBO TPEBOTH, CTpaxa y
nereid ¢ MB, deM y 370pOBBIX CBepCTHHKOB. Y nereid ¢ MB ormewanuch Oonee HU3KHE
nokasarenu 1o mkane «6oib» 0,91+0,015 mporus - 0,954+0,01y 3mopoBeix (p<0,01), KoTOpas
XapaKTepU3yeT BBIPAKEHHOCTh OONEBHIX OIIYIIEHUH, YacTOTy BO3HUKHOBEHHS 0ol U
CHI)KCHHE BO3MOXHOCTH €€ KOHTPOJIMPOBaTh. Takke pasinuus OTMEYAINUCh I10 ACHEKTY
«camooOciyxuBanue» - 0,93+0,018 mnporus 0,99+0,003 y 3mopoBrix (p<0,001), uTO
YKa3blBal0 Ha TPYAHOCTH MAIMEHTOB BBINOJHATH OCHOBHBIE IIOBCEIHEBHBIE JEHCTBUS
(mpuHUMAaTh THILY, OJEBAThCS, BBHIMOIHATH TUTHEHHYECKHe mpouenypsl). [lo ocTtambHbIM
mikanam et ¢ MB ObUTH cpaBHUMBI CO 3JJ0POBBIMHU CBEPCTHUKAMHU.

Jlanee Hamu ObUT NIPOBEJEH CPaBHUTENIbHBIN aHAIU3 OJHOATPUOYTHBIX MHJIEKCOB B
rpynmnax B 3aBUCUMOCTH OT U3Y4ae€MbIX (PAKTOPOB U BBISBIEHO, YTO OJIHOATPUOYTHBIE NHJEKCHI
1o I1Kajge «dMouun» y aereit ¢ myrauueit del F 508 B reTepo3uroTHOM MoOJIOKEHUH UMENTH
MUHMMasIbHbIe 3HaYeHus (0,85+0,02) u 1ocTOBEepHO OTIMYANUCH OT MOKa3zaTeNeil Mpu Ipyrux
myTtarusax (p<0,05). Hapymenue O®B; neratuBHo Biusuio Ha smoruu (0,85+0,032; p<0,05) u
6016 (0,8+0,05; p<0,05). CHIKEHHE MaCChI Tella, HATMYKUE TUTIOTPO(DHH 3HAYUMO YXYIIIAIO Y
JeTel BO3MOXKHOCTH KOHTPOJIUPOBaTh OoseBwie omnrymieHus (0,89+0,027; p<0,05).

YuuThiBass BBISBICHHBIM O0NIEBOM CHHApPOM Yy mTanueHToB ¢ MB, Mbl mpoBenu
JIOTIOJTHUTEILHOE UCCIIEIOBAaHUE CIIEUATbHO pa3pabOTaHHOW aHKETOW 1Mo oleHke Oonu y 34
nerer ¢ MB, panee npomenmux nccnepopanue onpocHukoMm HUIL Otmedeno, 4To vame Bcero
y aereir ¢ MB Bo3Hukana 60i1b B KHBOTE, C Pa3IUYHON MEPUOANYHOCTHIO U B 50% ciydaes

ObLI HCO6XOILI/IM MpUEeM QaHAJII'CTHKOB. bonp B XMBOTE dale BcCero OblIa CBs3aHA C
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MOTPEIIHOCTHIO B JIMETE, HEOCTAaTOYHOM 030 MM OTCYTCTBHEM IpueMa (epMEHTATUBHBIX
npenapatoB. Takxe B 14 % ciayyaeB oTMeyaiach rojoBHast 00Jb U O0JIb IPH CUIIBHOM Kalllle.
Ompocank HUI 1o3BOiseT OLIEHUTh OCOOCHHOCTH HApPYIICHHUH (YHKIIMOHUPOBAHHS
110 aBTOPCKOW MHOTOYPOBHEBOH KIIacCU(PUKAIIMOHHOHN cucTteme. KaxoMy ypoBHIO HapyIIeHUs
COOTBETCTBYET OIIpE/EICHHAsl CTENEHb: OTCYTCTBYET, JIETKas, YMEpEHHas, BblpaxkeHHas. Ha
PUCYHKE 8 MpeCTaBICHbI JUarpaMMbl pacrpeneneHus YPOBHEM HapyLIECHUs
(GYHKIIMOHUPOBAHUST Y JETe C MYKOBUCIHAO030M, IO KOTOPBIM IOJY4YEeHbl JOCTOBEpPHBIC

pa3induna CO 3J0POBBIMH CBCPCTHUKAMU.

** P<0,001 paznuuwmst co 310poBeiMu *P<0,05 pasziuums co 310pOBBIMU

Pucynok 8. YpoBHu HapyuieHU# GyHKIIMOHUPOBAHUSA Yy J€Tei, O0JbHBIX MyKOBHCIIHIO30M,
U 37I0POBBIX CBEPCTHUKOB (%)
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Haubonee BeIpaskeHHBIC HAPYIICHUS, TOCTOBEPHO YaIllle BCTPEUYAIOIIHECs Y TAI[UEHTOB
¢ MB, BbIsBICHBI B SMOIIMOHAJIBHON cdepe, KOTOpble CyMMapHO THAarHOCTUPOBaHbl y 61%
007bHBIX TPOTUB 35% y 310pOBBIX, IPU 3TOM B 7% ciiyyaeB HapylIeHHs ObUIM YMEPEHHBIMH U
BbIpak€HHbIMU. boneBoil cunapom Berpedancs y 60% nereit ¢ MB npotus 39% y 310pOBBbIX,
npuyeM y OOJbHBIX OTMEYAIHNCh BBIPAKCHHBIC HapymeHus B 6% ciydae, ymepeHHbie B 11%.
Kaxxaplii maThld MAlMEHT MMeJ HapYyLIEHUs MO MIKale «CaMOOOCTyKHBAHHUE» OT JIETKUX [0
BBIPQXCHHBIX, IO 3TOMY acCleKTy TakKe ObLIM BBISBICHBI JOCTOBEPHBIC PA3IUYUS CO
3/10pOBBIMH.

[To mapamerpaM «3peHUE», «CIYX», «PEUb», «MEJKas MOTOPUKA», «OUIYLICHUEY,
«TOABMXHOCTBY» HAPYIIEHUS OTCYTCTBOBAJIM, TaAK HAUOOJBIINI MPOLEHT OTBETOB HAXOIUTCS
Ha | ypoBHe, U JaHHbBIE JOCTOBEPHO HE OTJIMYAIUCH OT 30pOBbIX. 10 acrekTy «KOrHUTUBHBIE
CIIOCOOHOCTH» JOCTOBEPHBIX pa3IMUUil CO 3J0POBBIMU YCTAHOBJIEHO HE OBLIO, XOTHA Y
MAlMEeHTOB JIOJIs JIETKUX HapyIIeHUM okaszaiach Oosiee 3HAUMTENbHOU - 39% mpotuB 28% y
3JI0POBBIX.

JAvMHaMKMKa YTHIMTAPHBIX HHAEKCOB HA (poHe JIeueHUus

B cooTBercTBMM ¢ aW3afHOM HMCCiIeOBaHMs, olleHMBaianch mokasarenun KOK Bcert
rpymms! gerei ¢ MB B nunamuke.

3a Bpemst ogHOU rocrurtanuzanuu (14) mHel, NOCTOBEpPHAs IOJIOKUTENbHAs JWHAMHUKA
oTMeYajach MO YPOBHIO MynbTHaTpuOyTHBIX MHAeKkcoB HUI2 (mpu nocrymnenun - 0,80+0,03;
npu Beinucke - 0,89+0,025; p<0,05) u HUI3 (mpu nocrymiienun - 0,72+0,042; npu BbINKCKE -
0,83+0,047; p<0,05), uyto cBUmeTenscTBOBaIO 00 ymyumeHuu obmiero KK nereit ¢ MB nHa
done neueHuss B crauuoHape 3a 14 nHel. [lo oTHenpHBIM acmekTaM HCCIEI0BaHUS
JIOCTOBEPHOE yIyUIlIeHHEe MoKa3areneil HabIoJaloCch TOJIBKO MO SMOIIMOHAIBHOMY COCTOSIHUIO
no cucreme kinaccupukanuun HUI2 (mpm mocrymnenun - 0,84+0,029; mpu BeImucke -
0,92+0,023; p<0,05), xoTa Ha YpOBHE TEHIEHIUWA YIYUIIUIOCH CaMOOOCTY>KUBaHUE W
HECKOJIbKO YMEHBIIUJICS 00JIEBOI CHHIPOM.

Crnenyronm 3TanoM Hamiei paboThl OBLJIO UCCIIEOBAHME AUHAMHKHU YTHIMTAPHBIX
WHJIEKCOB TPU TOBTOPHBIX TOCIHUTAIM3AINMUAX JETe B CTal[MOHAp C MOMEHTa TIEPBOTO
HCCJIEIOBaHMSI /10 MOBTOPHOW TOCTUTAIM3alMU B CTAI[MOHAp, 3a 6 MecsIeB JIEUYEeHUs JoMa.
Pe3ynpTaThl WILTIOCTPUPYIOT JOCTOBEPHYIO TOJIOKHUTEIBHYIO TUHAMHUKY MYJIbTHATPUOYTHBIX
unaexkco HUI3 (0,81+0,027 - 0,86+0,026; p<0,05), HUI2 (0,85+0,019 - 0,9+0,016; p<0,05) u
onHoaTpuOyTHOrO MHAeKca mo mkane «omommu HUI3» (0,93+0,02 - 0,96+0,007; p<0,05).
[Toxazatemm KOK mpum mocnemyromeit rocnutanusanuu (4 ToOYka) MPOJAEMOHCTPUPOBAIH
CTaOUIIBHOCTb.

Hamu Obiu BhIsIBIIEHBI HanboJiee 3HauuMble (pakTopbl, onpeaesstomue ruHaMuky KK.
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Taoauua 3

JlunaMuka nmoka3aresieil KauecTBa XKU3HH 3a 6 MeCsIEeB y JIeTel B 3aBUCUMOCTHU
OT CTEINEeHM HapyleHus nokasaresss OB,

noka3arenn KK 1 Touka - 3 Touka
(M=+o0) ODB < 80% ODB1> 81%
HUI 2 0,83+0,043 - 0 ,90+0,03* 0,85+0,004 - 0,88 +0,009
HUI 3 0,75 0,05 - 0,82+0,049* 0,84+ 0,023- 0,82 +0,026
bons 2 0,92+0,03 - 0,98+0,006** 0,97 £0,029- 0,97+ 0,048
* p<0,05 **p<0,01

Y gpereit ¢ xymmumu mnokazatensiMu O®B; (<80%)  BblsiBIeHa JOCTOBEpHas
MOJIOKUTEIbHAS JIMHAMUKA 33 6 MECALEeB IO JIBYM MYJIbTHATPUOYTHBIM HHJICKCAM H
onHoarpuOytHoMy «Oonb» (HUI2), mpu 3TOM manueHTsl ¢ HOpMalbHbIME JaHHBIMA O®dB;
nuHamuku KK He nmenu (Tab6m.3).

Taoauua 4

[[I/IHaMI/IKa IoKa3aTejiell KauyecTBa JKM3HHU 3a 6 MCCALCB
y JIETEH B 3aBUCHMOCTH OT JTaHHBIX MacCCO-pOCTOBOIo MHACKCA

nokazarenn KoK 1 Touka- 3 Touka

(M=0) MPU mmxe 90% MPU Boitire 90%

Boub 2 0,93+ 0,024 - 0,97+0,01** 0,98+ 0,005 - 0,98+ 0,0048

**p<0,01

B rpynmne nereit ¢ Huskoit maccoit tena, rae MPU Obut mensie 90%, B quHaMuke
yepe3 6 MecsLEeB BbISBICHA MOJIOKUTEIbHAS TUHAMMKA, KOTOPas BbIpaXkajlach B JIOCTOBEPHOM
NOBBIIIEHUH 3HAYEeHUs OAHOaTpuOyTHOrO MHAEKca «Oomb» (HUI2). V nereit ¢ HOpMaabHBIMU

MOKAa3aTesIMU MACChl TeJla pa3Iu4nii He BISIBICHO (Ta0i.4).

Ta0auna S
JluHaMuka nokasarenei KauecTBa KU3HU 3a 6 MecsleB
y JeTel B 3aBUCHMOCTH OT PEHTT€HOJIOTHYECKOTO HHJIEKCa
nokazarenu KoK 1 Touka - 3 Touka

(M=o0) PU umxe 16 PU Bbimie 16
HUI 2 0,86+ 0,021 - 0,89+ 0,027 0,82+0,036 - 0,896+0,025*
HUI 3 0,84+ 0,025 - 0,84 +0,0049 0,75+ 0,054 - 0,80+0,046*
CaNGOOCIYIHBR | 0,91 0,046 - 0,92+ 0,046 0,93+ 0,024 - 0,980,011
boib 2 0,97+ 0,009 - 0,98+ 0,009 0,93+ 0,03 - 0,97+£0,005**
Omonuu 3 0,95+ 0,008 - 0,93+ 0,033 0,89+ 0,047 - 0,94+0,03*
*p<0,05 **p<0,01

lletu c Oonee BbIpaXkeHHbIMU H3MeHeHUsMU B Jyerkux (PM  Beime 16) umenu

nocTtoBepHoe ynydieHue nokazarteneid KK B nunamuke, kak mo o00MM MyJIbTHATPUOYTHBIM

WHJCKCaM, TaK M Mo oTaenbHbIM acniektaM KOK, Takumm kak «camoobcmyxkuBanue» (HUI2),

«omp» (HUI2), «omomum» (HUI3). YV nerei

¢ PU menbme 16, To ecth C myuyiuein

peHTFeHOHOFquCKOﬁ KapTHHOﬁ B JICTKHUX, JOCTOBCPHOI'O YIYy4YIICHHUA IMOKa3aTelIeil BRIIBICHO

He ObLT0 (Tabum.s).
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Tadauna 6
JlunaMuka nokasaresyiel KauecTBa *KU3HH 3a 6 MecsIeB
y I€TE€H B 3aBUCHMOCTH OT TSKECTH TCUCHHS 3a00JICBaHUS
nokazarenu KoK 1 Touka- 3 TOouka
(M=o0) Tspxenoe TeyeHue U TeUCHUE CPeAHEN TAKECTH JIETKOE
Omryuienue 2 0,87+ 0,03 - 0,95+0,022* 0,96+ 0,019 - 0,910,042
bosb 2 0,94+ 0,024 - 0,98+0,005* 0,97+ 0,01 - 0,98+0,01
* p<0,05
JoctoBepHas MOJIOKUTEIbHAS ~ JUHAMHKA  OJHOATPUOYTHBIX  TOKa3aTesel

«omrymenue» u «o6onby» (HUI2) Obuta onpeneneHa y geTreid C TSDKEIBIM M CPETHETSIKETBIM
TeyeHueM 3aboseBanus (Ta0n.6), B OTIMYHME OT MAIMEHTOB C JIETKUM TEYEHHEM, KOTOPbIE He
MPOAEMOHCTPUPOBAIN 3HAUUMBIX pa3nnuuil B KOK.

Takum oOpa3om, moNOXHTENbHAs MUHAMUKa mokaszareneir KXK Ha ¢one nedenus
XapakTepHa aJs AeTel ¢ 0osee BhIPAKEHHBIMH M3MEHEHHMSIMH KIMHUYECKUX IOKa3areneil u

TSOKEJIBIM T€YEHNEM OOIE3HU.

O0ocHoBaHMe BbIOOPA J1eKAPCTBEHHOI0 Npenapara Ha OCHOBe
aHAJIN3a «3aTPAThI-M0JIE3HOCTH» B PAMKAX KJIMHUKO-9KOHOMUYECKOI0 aHAJIN3a

AHanu3 «3aTpaThI-MIOJIE3HOCTh» OCYIIECTBIsUICS Ha ocHoBe pacdera QALYs,
MOJIyYEHHBIX C MOMOIIBIO0 pa3paboTaHHBIX B UCCIIEI0OBAHUU MYJIbTHATPUOYTHBIX HHIEKCOB.

Lenbto aHanu3a «3aTpaThI-IOJIE3HOCTb» SIBISETCS ONpEAeIeHue TOro MEAUIIMHCKOTO
BMeEIIIATEILCTBA, KOTOpoe oOecneunBaeT Hanbosbinee QALY mpu camoil HU3KOM CTOMMOCTH
(naubonbmiee QALY Ha moTpadyeHHYI0 eAMHUIYY (PMHAHCOBBIX CPE/ICTB).

B  ucchnemoBanmm  OBUJIO  MPOBENEHO  CpPaBHEHUE  JABYX  MHTAISIIMOHHBIX
aHTHOAKTepUaIbHBIX NPENapaToB pa3HbIX MpousBoauteneil — ToOpamunuHl (OpUrHHaIBHBIN)
u ToOpamunuH2 (aHAJIOT), KOTOPBIE TMOJyYald MAIMEHThl C XPOHUYECKOW CHHETHOWHOM
uH(peKIMel HapsI1y ¢ BHYTPUBEHHON aHTHOAKTepuanbHOl Tepanueil. Kpurepuem BKIIOYEHUS B
HCCJIEIOBAHNE CTAJIO YCIOBHE MPOXOXKIAECHUS MOJHOLEHHOIO I'0I0BOr0 Kypca HHTAJIALIMOHHOTO
ToOpamuIiiHa — 6 KypcoB o 28 ngHeil B ron, ¢ mepepbiBamMu B 1 Mecsu. TakoMmy ycioBuHio
COOTBETCTBOBAIM 37 JeTei, COMOCTaBUMBIX IIO0 CTENEHHM TSHKECTH, M3 HHMX 23 dYeloBeKa
nonyuanu ToOpamuimul, 14 nereit — ToOpamunmu? (ananor). Haznauenue npenapara ObLIO
00yCJIOBJICHO HAJIMYUEM B alTeKe.

CroumocTh OHOTO Kypca Ipemnapata Obuia B3aTa U3 «l'0CyJapcTBEHHOTO KOHTPAKTa
(2012 r.) m cocraBuna mis ToOpamunmual - 95 546,44 py6. (300 mMr 5 mu Ne56), mus
To6pamunmna? - 125 507,225 py6. (300 mr 5 mu Ne56). CTOUMOCTH TOJIOBOTO Kypca JICUCHHUS

npeJcTaBieHa B Tabnure 7.
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Tabamna 7
CTOMMOCTB TOZI0OBOTO Kypca JICUCHUS
[Ipenapat CroumocTts 3a 6 kypcos (12 mec.)
Tobpamunun1 573278,64 pyo.
ToOpamunina2 753043,35 pyo.

Omnpenenenne QALY 3a 12 mec. Ha OCHOBE MyJbTHATPUOYTHBIX YTHIIMTAPHBIX
WHJIEKCOB JIJISl KaXXJI0M CpaBHUBAEMOM TpYIIblI MOKa3allo cienyroime pe3yibrartel: QALY y
JIeTeH, IMOIy4aloluX OPUTHMHAIBHBIA Tpermapar ToOpamunuH 1, okazancs paBeH 0,86, a y
JeTe, MoMyJaroluX HHralaud ToopaMunuaom 2, — 0,8.

Crommocts 1 QALY npu neuennn ToOpamummaom 1 = 573278,64 py6./0,86 = 666 603,07 pyo.
Crommocts 1 QALY npu newennn Tobpamurmaom2 = 753043,35 py6./0,8 = 941 304,18 pyo.

Kak moxazan ananus, 1 rog KkauecTBEHHO MPOXKUTOM >KM3HHU B MEPBOM TPyMIE CTOUT
MPAKTHYECKH HAa TPETh MEHbIIIE, YeM BO BTopoil. Takum obpazom, ToOpamuninu1l npu MeHbIIEH
CTOMMOCTH SIBJISIETCS O0JIee TIOJIC3HBIM IS MAMeHTOB (Oosee Bricokue mokaszarenmu KXK), B 1o
BpeMs Kak ToOpaMHIIMH2 — MPUHOCUT MEHBIIIE TTOJB3BI TIPX OOJIBIINX 3aTparax.

B pesynbrare ananuza ycTaHOBIIEHO, 4TO JiedeHHe ToOpamMuIIMHOM] MOXXHO CUHMTATh
noMuHaHTHBIM MeTogoM (Srymuna P.JM., CopoxoBuko M.B., 2012), umenecoobpaszHbiM ams
JATLHEHIIIETO UCTIONB30BaHUs, TaK KaK MO3BOJISIET COKOHOMUTD JCHEXKHBIE PECypChl Mpu Oojiee

BBICOKOM T0JIE3HOCTH (9PPEKTUBHOCTH).

BBIBO/IbI

l. BbisiBieHBl  KIMHUKO-1a0OpaTOpHbIE OCOOCHHOCTHM TEYEHUS MYKOBUCIUAO03a Y
HaOIOaeMBIX JIeTeld B Bo3pacTte OT 5 a0 18 ner co cmemaHHOW ¢dopmon 3a00JIeBaHMUS:
npeo0iagaso TeYeHHe cpelHel cremeHu TshkecTH - 43%, B 14% - oTMedanoch TspKenoe
TEUYEHUE, TeHOTHIl MPEACTABICH «TSKENbIMU» MyTauusMu y 61% OONbHBIX; MO3THSSA
nuarHocTuka 3aboneBanus (mocie 3-x Jjet) mMena mecto B 38% cmydaeB; 29,3% nereit
MOCTYNWIN B CTalloHap Brepsble. [lonoBuHa HabmonaeMbIx feTeil umenu runorpoduto. 54%
nere ObuiM uHOpuUUUpoBaHbl P.aeruginosa, u 88% H3 HHUX HMENU TSKENOE TEYEHHE
3a0oneBanus. BeipaskeHHble HapyiieHus nokaszarenst OPB1 otmeuanucs y 25% OONBHBIX.

2. Jns ~ HauuonanbHOro — KaTajora  YTHJIMTapHBIX — MHIEKCOB  pa3paboOTaHbI
MyJIbTHATPUOYTHBIE UHAEKCHI, KoTOpble cocTaBuiu o cucreme HUI 2: nist 310poBbIX aeTelt -
0,90+0,01, nma nmereit ¢ mykoBucuuao3zom - 0,85+0,013; mo cucreme HUI 3: miga 310poBbIx

nerert - 0,85+0,013, nns gereit ¢ mykoBucuao3om - 0,81+0,02.
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3. AHanM3 <«KU3HEHHOTO IyTH KOTOPTHD» TIOKAa3bIBAaeT, YTO Ha BCEM M3y4aeMOM
BO3pacTHOM uHTepBasie (5-17 net) olIiee KauecTBO KU3HU JIETEH ¢ MYKOBUCIII030M HUXKE,
YeM 370pPOBBIX CBEPCTHUKOB, KpoMe mepuoza 8-9 net. IIpu 3ToM oTMeuaeTcst Tpu «I1poBaiia»
MYJIbTHATPUOYTHBIX YTHIMTAPHBIX MHAEKCOB: B 6 mer - 0,74+0,02 mporus 0,95+0,017 y
3a0poBeix; B 12 ;er - 0,750,007 mpotuB 0,85+0,009 u B 16 ner - 0,77+0,012 npotus
0,89+0,006 cootBeTcTBeHHO (p<0,05).

4. N3 Bcex acnekToB KadecTBa JKW3HHU, OLEHMBAEMbIX C IMOoMoOIIb onpocHuka HUIL
JIOCTOBEPHOE CHIDKEHUE HAOIOMaeTCs 1o aTpudyraM «0omb» B 55,6% (p<0,05), «<omouum» B
65,6% (p<0,05) wu «camooOcmyxuBanue» B 20,2 % (p<0,001) cmydaeB y OOJBHBIX
MYKOBHCIIMJIO30M II0 CPaBHEHHUIO CO 3JI0POBBIMH JIeThbMHU. [[aHHOE HCCleOBaHHE BIIEPBBIC
BBISIBUJIO 3HAYUMYIO POJIb OOJIEBOTO CHUHIPOMA IIPU MYKOBUCIIMI03€ Y eTei, 00YCIOBICHHOIO
00JIIMH B JKUBOTE, TOJIOBHOM 0OJIBIO0 M OOJIBLIO CBI3aHHOM C KallLIEM.

5. 3HaunMbIMH (DaKTOpaMH, BIHMSIOIIMMHU Ha Ka4eCTBO KHU3HH JETeH C MyKOBHCLHUI030M,
apisatoTes: Hannuue myTtanuu del F 508 B roMO3UroTHOM MM B T€TEPO3UTOTHOM IOJIOKEHUH,
HapyuieHue ¢yHkiuu BHemrHero asixaHus (OOB; menee 80%) u runotpodus (MPU menee
90%), KOTOpBhIE CIOCOOCTBYIOT CHIDKCHHIO KaK OOINEro IOKa3aTeys, TaK WM OTICIBbHBIX
acriekToB (3mMormu, 607b6). [Tom U MecTo NMpoKMBaHUS MAMEHTOB JOCTOBEPHO HE BIMSIN Ha
KayeCTBO KU3HU.

6. OneHka cTeneHW HapylleHUH (QYHKIMOHUPOBaHMUS 110 MHOTOYPOBHEBOW CHCTEME
U3MEPEHUs] TIOKa3bIBACT, 4YTO JIETH C MYKOBHUCIHIO30M II0 CPaBHEHHIO CO 3JI0POBBIMH
CBEPCTHUKAMH OTIMYAIOTCS IOCTOBEPHO XYJIIMMH MOKa3aTeJIMHU 10 acnektaM «0osb» - 43%
JIETeW UMEIOT JIerkue HapyiieHus, 11% - ymepenssie u 6% - BbIpa)KE€HHBIE; «oMoLUN» - y 62%
NAllMeHTOB OTMEYAlOTCs JIETKUE HapylleHus, y 6% - yMepeHHble U BBIPOKEHHBIE;
«camooOciyxuBaHue» - B 17% ciydaeB BbISBISAIOTCA JETKHE HapyLIeHUs, B 5% - yMepeHHbIE U
BBIpa)KEHHBIC.

7. OTmeueHa MONOKUTETbHAS JUHAMHUKA MYIbTHATPUOYTHBIX MHIIEKCOB 32 BPEMsI OJHOM
rocoutanu3anuu (2 Hexenu) Ha (OHE JIeUEHHs, B OCHOBHOM, 3a CYET IOBBIIIEHUS
smounoHanbHoro ¢ona (0,84+0,029 u 0,92+0,023 coorBerctBeHHO, p<0,05). [Tpu nmoBTOpHOIA
TOCIIUTATM3AIMA Yepe3 6 MecsieB JAOCTOBEpHAs MOJOKUTEIbHAs JUHAMHUKA OTMEYaeTCs Y
NallMeHTOB ~ C  TSDKEIBIM ~ TEYeHHeM  3a00JIeBaHWs,  XYAINIMMHA  TOKa3aTeJsIMH
PEHTI'€HOJIOTHYECKOTO WHAEKCa M BBIPAXKEHHBIM CHIKeHHeM mnokazatens OPBi (p<0,05).
[ToBblIeHNEe MYyJIBTHATPUOYTHBIX MHAEKCOB NPOUCXOAUT, B TIEPBYIO OUEpPElb, 32 CUET POCTa
3Ha4YeHMH 1o 1mKajue «dmorum» (0,93+0,02 u 0,96+0,007, p<0,05).

8. AnpoOarusi TpUMEHEHHsT pa3pa0OTaHHBIX  MYJIBTHATPUOYTHBIX WHACKCOB  JUIS

IMPOBCACHU A KIMHHUKO-3KOHOMHYECCKOI'O aHaju3a «3aTpaTbI-MIOJIC3HOCTH» HA npumepe
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CpaBHEHHSI OPUTMHAIBLHOTO W BOCIPOM3BEIEHHOIO IMPENapaToB TOOpaMHIIMHA IOKa3ala, 4TO
OpUTHHAIBHBIA mpenapaT ToOpaMuIMH Ipu Oosiee HU3KOW CTOMMOCTH oOnajgaer Oosbluei
IIOJIE3HOCTBIO JJISl TALIMEHTOB 10 CPABHEHUIO C aHAJIOIOM, YTO AEJAET €ro IPeAIOYTUTEIBbHOM
QIbTEPHATUBOW UL JIGYCHUS XPOHUYECKOH CHHErHOMHOM wuHpekunm y geredl ¢
MYKOBHCILIHI030M.

ITPAKTUYECKHUE PEKOMEH/JALIUN
1. Paspaboransble /i1 HanmoHanbHOro Karanora MynbTHATPUOYTHBIE MHAEKCHI 3/10POBBIX
nereid W OOJBHBIX  MYKOBUCIIMIO30M  PEKOMEHIYIOTCA IS HAayYHO-TIPAKTHYECKOTO
UCIIOJIb30BaHUs, B TOM UHUCJIE IIPOBEIEHUS KIMHMKO-DKOHOMMYECKOIO aHajlu3a IpH
00OCHOBaHMM  BKJIIOYEHUS  JIeYeOHO-JMArHOCTHYECKUX  METOJOB B KIMHHYECKHE
PEKOMEHIALMH, POTOKOJIBI JICYEHUS], CTaHAAPThl MEJULMHCKOM IOMOIIH, a JIEKAPCTBEHHBIX
IIPENapaToB - U B MEPEUYHU JIEKApCTB (II€PEUEHb KUZHEHHO HEOOXOUMBIX U JIEKAPCTBEHHBIX
IIpenaparoB,  IEpeYeHb  JOPOTrOCTOSNIMX  JIGKAPCTBEHHBIX  IIpEnaparoB,  IEpEyYEHb
JIEKapCTBEHHBIX IIPENapaToB i 00eCIeYeHUsl OTAENbHBIX KATerOpUid Ipak/aH).
2. Ienecoobpasno Bkitounth onpocHuk HUI B anroputM crangapTHOro oOcienoBaHMs
JIeTel ¢ MYKOBHMCLIMJIO30M JUIsSl OLIEHKM KayeCTBA XU3HHU, B KIMHUYECKHE PEKOMEHAALMU IO
BEJICHUIO OOJBHBIX JETEH C MYKOBHUCITUIO030M.
3. B Bo3pactabie mepuonsl 6, 12 u 16 ner pekoMeHAyeTcs MPOBOAUTH YriIyOJeHHOE
oOclieZloBaHNE TAlMEHTOB JUISL BBIABJICHMS TPUYMH CHIDKEHUS KayecTBa JKU3HU U UX
BO3MOKHOTO YCTPAHEHHS.
4. VYuuTbiBas BBIABIECHHBIM B MpOIECCE HCCIENOBaHUS OO0JIEBOM CHHIAPOM Yy JeTed C
MYKOBHUCIIMJI030M, HEOOXOJMMO YYMUTBIBATH 3TOT (PAKTOp MU MPOBOJUTH CBOEBPEMEHHYIO
JMarHOCTUKY MPUYHMH U KY[TUpOBaHHE O0JIEBOTO CHUHIPOMA.
S. JUis  yMeHbIIEHHS SMOIMOHAJbHBIX HAapYyIIEHUH pPEKOMEHJyeTcs 00s3aTesIbHOe
BKJIIOUEHUE TICUXOJIOTUYECKON MOAJNEPKKM B aJNTOPUTM JICUEHUS U peadMIMTalMU TaKuX
MAIEHTOB.
6. Heobxoaum peryisipHbIii MOHUTOPUHT JTJAHHBIX U CBOEBPEMEHHOE JICUEHUE, HAIIPABICHHOE
Ha KOPPEKIHUI0 (PYHKIMM BHEIIHErO JAbIXaHHWA M MacChl Tejla, YTO MO3BOJUT YIYULIUTh HE
TOJIBKO KIIMHUYECKYIO KapTUHY 3a00JIeBaHus1, HO U Ka4eCTBO KU3HU OOJIbHBIX.
7. Pexomennyercs wucnonp3oBare onpocHuk HUI kak HOBBIMI MHCTPYMEHT MEIHKO-
COLMAJIBHOM SKCIEPTU3bl B OLIEHKE HAIWYMs HapylmeHUH (YHKIMOHUPOBAHHUS M UX CTENEHH
IPU PA3TUYHBIX 3200JI€BaHUSX.
8. Jnst BbIOOpa  ONTHUMAIBHOTO  METO/AA  JICUYEHHUS  OOJNBHBIX  MYKOBHCIIHI030M
1eJ1IeCO00pa3HO HCIIONIb30BAaTh AaHAJIN3 «3aTPaThI-NOJIE3HOCTh» HAa OCHOBE PAaCCUMTAHHBIX

YTUJINTAPHBIX HHACKCOB.
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