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BBEJAEHHUE

AKTYaJIbHOCTBb NPO0JIeMbI

MyxkoBuciuao3 (MB) win kucto3ubiii ¢Gubpos (cystic fibrosis) - Haubonee
4acTO BCTpEYaloOlleecsl HAcleJCTBEHHOE 3a0oyieBaHUE, pE3KO  COKpamjarouiee
MPOJOJDKUTENBHOCTh U KadecTBO ku3HM (KOK) manmeHtoB 6e3 agekBaTHOro J€UEHHS
[31].

YuuTbiBasi MHOTOIPaHHOCTh MPOSIBIICHUN JAHHOW MATOJOTHHM, TOAXOHI K
JICYCHUIO JIOJDKEH OBITh KOMIUIEKCHBIM. JleueHue MYyKOBHUCIMAO03a BKJIIOYAeT B cels
MEIUKAMEHTO3HYIO MOMOIb (MYKOJIUTUYECKYIO TEpanuio, aHTUMUKPOOHYIO TEPAIHIo,
(dbepMeHTOTepaIui0, BUTAMUHOTEPANMI0) M HEMEIMKAMEHTO3HYIO (KHHE3uTepanus,
auetorepanusi, pabora c mncuxosnorom) [loMUMO HPUHATBIX CXEM COBPEMEHHOMN
Tepanuu, HEOO0XOJWMO MPUHUMAThL MEphl MO COIMANBLHOW ajanTaiuu OOJBHBIX U
OKa3bIBaTh MM MPOPECCUOHANBHYIO ICUXOJOTMYECKYI0 TOMOIIb IS YIYYIICHUS
kauecTBa xu3Hu [110].

C poxnenusi 6onpHble MB mpenpacnofio)keHbl K pa3BUTHIO OakTepHATIbHOU
MH(DEKIUU JObIXaTeIbHBIX MyTeH. DTO MpelonpeeeH0 OMOJOTHYECKUM MEXaHU3MOM,
CBSA3aHHBIM C TEHETUYECKH OOyCIOBIEHHBIM naedexkrom cuHTe3a MBTP. B
OponxoisierouHoit cucreme aedexkt cuHte3a MBTP mpuBoguT K BBICOKOW BSI3KOCTH
OpOHXHMAJLHOT'O CEKPETa U CHIXKEHUIO MyKoIminapHoro kiupenca [210]. Xponuueckas
OponxoseroyHas MHQEKIHs B OOJIIIMHCTBE CIy4aeB Pa3BUBACTCS B IMEPBbIE MECSIIbI
Wi Toabl ku3HM pebenka ¢ MB [72;153]. Antubuotukorepanus (AT) moxet
3aJIep’KaTh Pa3BUTHE XPOHMYECKOW MHGEKIUW HWKHUX JbIXaTCIbHBIX IYTEH,
3aMEUINTh TEMII MPOTPECCHUPOBAHUS JIETOUYHBIX PAacCTPOMCTB. B TedeHue mociieqHuX
JeCATUIETH ObUIO pa3paboTaHO MHOKECTBO PA3IMYHBIX TEPANEBTUYECKUX MOJIXOJIOB,
KOTOpbIE OKa3aju CYIIECTBEHHOE BIUSHHUE Ha MporHo3 3aboneBaHusi. B Hacrosuiee
BpeMsl JIOKa3aHO, YTO MPOJOJDKUTENBbHOCTh KM3HU y OoipHBIX MB 3aBucur or
ATUOJIOTUN XPOHUYECKOH JierouHoi uHdexuuu. P. Aeruginosa Ha CErOAHSIIIHUN JE€Hb

SABJISICTCS. BEAYIIMM I[IaTOT€HOM, ONPEACISIONIUM TMPOrPECCUPYIONIEE TEUECHUE



XPOHUYECKON OpOHXOJIErOYHOM MH(EKLINU, MOPAKEHHUE JIETKUX, MPOrHO3 3a00JIEBaAHUS
[72;205]. IloMmuMoO opanbHON M BHYTPUBEHHOW aHTHOAKTEepHabHOW Tepanuu npu MB,
NPUMEHSETCS TaKXKe W albTePHATHBHBINA, MHTAJSIMOHHBIN crioco0 mpuMmeHeHus. [Ipu
a’pO30JIbHOM TMYTH JOCTaBKM AaHTUOMOTHUKOB JIEKAPCTBEHHOE CPEJCTBO IMOMAaJaeT
HEIMOCPEJICTBEHHO B IPOCBET OpOoHXOB. [Ipu 3TOM B OpOHXMATBEHOM CEKpPETE CO3/1at0TCS
BBICOKME KOHLETpalMu Mpenapara Npud HU3KOM HUX YPOBHE B CHIBOPOTKE KPOBH, UTO
JaeT JOMOJHUTENIbHbIE BO3MOXKHOCTH O MPEOJO0JICHUI0 aHTHOUOTUKOPE3UCTEHTHOCTH
[158;215].

Hcnonb3oBanue nokaszatenein KXK, cBs3aHHOr0 co 310pOBbEM, B KIMHUYECKUX
UCCJIEIOBAHMUSIX B HACTOsIIEe BpeMsi CTaHOBUTCA Bce 0oJiee pacrnpoCTpaHEHHBIM
siBJIcHUEM [66; 169].

3a pyOexxom uccinenoBanus KX nanuventoB ¢ MB u ouenka sddexktuBHOCTH
Tepanuu B HAcTofAlllee  BpeMs  MpOBOAATCA B OoyiblIoM  Macitabe
u sBisitoTes obmenpuuaTeiMu [90;102;124;132;133;139;151;167;182;188;191;196;208,;
238]. B Poccuu Takoro poaa ucciaeqoBaHus IPAKTUYECKH OTCYTCTBYIOT [15].

Ab6comoTHO HOBBIM B Poccrun MeTo10M u3ydeHus KauecTBa KU3HU NAlUEHTOB,
OTJIUYAIOUIUMCSL OT YK€ NPUMEHSEMBbIX METOJIMK, SIBISIETCS MOACYET YTUIUTApPHOTO
MHJIEKCA 3JJ0POBbs, KOTOPBI MO3BOISAET OLeHUTh He ToJibko KOK u ero cocrasnstoniue,
HO ucnonb3yetrcs s nojacueta QALYs (Quality-Adjusted Life Years) B pamkax
KIIMHUKO-)KOHOMUYECKOTO  aHanu3a. [l OmeHKH  yTUJIMTApHOTO  HMHJEKCa
UCTOJIL3YIOTCS pa3JIMYHbIe CTAHIAPTU3UPOBAHHBIE OMPOCHUKH. DTH ONPOCHUKH
pa3HoOOpa3Hbl IO CBOEH CTPYKTYpE, OTIMYAIOTCA OT OOBIUHBIX MHCTPYMEHTOB
ouenku KXK u  HazpiBaloTCd «MHOroaTpuOyTHBIE MEpbl  MOJIE3HOCTU.
CymecTByeT MHOTO pa3jMYHBIX OMNPOCHUKOB [UJII OLIEHKM MEpPhl MOJE3HOCTH,
OJHAKO, «30JI0OTOT0 CTaHJapTa» ompocHuka s pacyeta QALY's He cymecTByeT
[4].

[lepBeiM B Poccuu amanTHpOBaHHHBIM U BaJIMAMPOBAHHBIM WHCTPYMEHTOM II0
MOJICUETy YTWIMTApPHBIX MHJIEKCOB siBisieTcst onpocHuk Health Utilities Index (D. H.
Feeny, W.J. Furlong, G. W. Torrance, O. N. Dundas; Canada). JlaHHbI}i UHCTPYMEHT

ABJACTCA  XOpOIIO HM3YYCHHBIM, HAACKHBIM W BaJIHIAHBIM, OBLIT co34aH OJId
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HUCcTnoJib30BaHus B neauatpuu [145;234], uto gemaet ero Gojiee MEPCIEKTUBHBIM U
noaxoasmumM st uccnenosanus KX nereil.

VYuuteiBass HEOOJBIIOE YHCIO HccieaoBaHui B Poccuu mo olieHKe KauecTBa
KU3HU JIETeH C MYKOBHUCIIMI030M, OTCYTCTBHE JAHHBIX, MOJYYEHHBIX MPHU TOMOIIH
onpocHuka Health Utilities Index, KJIMHHUKO-3)KOHOMUYECKUX HCCIEIOBAHUN C

rcnosib3oBanueM QALY Mbl penpUHSIN HACTOSAIEE UCCIIEIOBAHUE.

Heanb

OrnpenenuTh BO3MOXKHOCTU HcModb3oBaHus omnpocHuka HUI u oGocHOBaTh
11e71ec000pa3HOCTh €ro BKJIIOUEHHS B aITOPUTM CTaHAAPTHOTO OOCJIEeIOBaHUS JIETEH ¢
MYKOBHUCLHUI030M.

3agauu

1. N3yunuth KIIMHUYECKUE, JTaOOPAaTOPHO-UHCTPYMEHTAIbHBIE OCOOCHHOCTH TECUCHUS
3a00JeBaHus y HAOIIOMaEMBbIX JIETEH ¢ MyKOBUCIIHIO30M.
2. Pazpabotarh  yTWIMTapHBIE  HWHIEKCHI  3JIOPOBBIX  J€Tell U OOJBHBIX
MYKOBHUCLIMI030M JJI BKJIIOUCHUS B HallMOHAIBHBINA KaTajaor YTUIUTAPHBIX UHAEKCOB.
3. Onucarh «KU3HEHHBIN MYyTh KOTOPTHD» OOJBHBIX MYKOBHUCIIUI030M M 3JI0POBBIX
JieTel Ha OCHOBE pa3pabOTaHHBIX MYJIbTHATPUOYTHBIX YTHUJIMTAPHBIX MHIEKCOB.
4, N3yunth 0COOEHHOCTH KauecTBa KU3HU OOJIbHBIX MYKOBUCIIMI030M, ONPEICTUTh
BIIMSSHUE HA HEro II0Jla, MECTa MPOKUBAHMUS, KJIIMHUKO-JIA0OPaTOPHBIX U
MHCTPYMEHTAJIBHBIX IMOKA3aTEJIEH.
5. N3yunts BO3MOXHOCTH ompocHruka HUI kak HOBOro WHCTpyMEHTa OLICHKH
HapyleHu! (yHKITMOHUPOBAHUS.
6. Ouenuth 3P(HEKTUBHOCTH JICUCHUSI JETEH C MYKOBUCIHAO30M C TOMOIIBIO
onpocuuka HUI.
7. [IpoBecT aHamM3 «3aTPaThI-MIOJE3HOCTY [JII CPABHEHUS WHTASIIUOHHBIX
aHTUOAKTepUANIPHBIX  MpEmapartoB ¢  HCHoJb3oBaHUEeM  Tokazarenedd QALY

IMMOJTYUYCHHBIX C ITIOMOIIBIO pa?>pa6OTaHHBIX YTUIIUTAPHBIX HHACKCOB.
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Hayuynast HOBHU3HA

BriepBbie B OTe€UeCTBEHHOM NEeAMATPUU MPOBEACHO HCCIIEIOBAHHUE KauecTBa
KU3HK y JleTed C MYKOBHUCIMJO30M C HCIIOJIb30BAaHUEM  BaJIHIUPOBAHHOMN
PYCCKOSI3bIYHOM Bepcuu MexayHapoiHoro uucrpymenta HUI

Pa3paboTtanbsl MynbTHATPUOYTHBIE YTHIMTApHBIE HHIEKCHI (0OIIee KayecTBO
KU3HU) OOJIbHBIX MYKOBHUCIIMJI030M U 3JI0POBBIX JIeTe€d, KOTOpbIe OYIyT BKIIOYEHBI B
co3aaBaeMblil HarimoHanbHbIN KaTajaor yTHINTAPHBIX UHACKCOB.

BriepBbie oOmnucaH <« KU3HEHHBINM IMyTh KOTOPTBDY JI€T€ C MYKOBHUCIHIO30M,
YCTAHOBJIEHO, YTO KAYECTBO KU3HM JETeHl C UCCeayeMbIM 3a00J€BaHUEM HIDKE, YEM Y
3JI0POBBIX CBEPCTHUKOB, 0COOEHHO B 6, 12, 16 merT.

Pa3paboTtanbsl 0AHOATPUOYTHBIE YTUIUTApPHBIE HHIEKCHI, XapaKTepU3YIOIIHE
OTJEJbHbIE ACMEKThl 370POBbs. YCTAaHOBJIEHO, YTO Yy JAETel ¢ MYKOBHUCLHI030M B
NEpPBYI0 oOuYepelb KAaueCTBO >KM3HU CHUXKAETCS 3a cueT OO0JIEBOr0 CHUHApPOMA,
HMOIMOHAJBHBIX HAPYIIEHUN U HAPYLIEHUsI CaMOOOCITYKHBaHUSI.

BriepBbie Kk OlleHKE COCTOSIHMS MallMeHTa MpUMEeHeHa MHOTOYPOBHEBAsl CCTEMa
M3MepeHus HapyuieHul QyHKIIMOHUpOBaHUs. bbulo BbIsiBIEHO, YTO Oosee 60% aeteil ¢
MYKOBUCIHUI030M UMEIOT HApYIICHHS MO HIKajJaM «3MOLUW» U «O0JIb» pa3HOM CTeneHU
BBIPAKEHHOCTH.

[IpoBenen aHanu3 BAUSHMUS [0J1a, MECTa KUTENbCTBA, KIMHUKO-TA00PATOPHBIX
U MHCTPYMEHTAJIbHBIX MOKa3zaTejled Ha KadecTBO KU3HMU JETell C MYKOBHMCIIHIO30M,
YCTAHOBJIEHO, YTO HamOoJiee 3HAYUMBIMU (PAKTOPAMH SIBISIIOTCS HAIMUUE «TSKETBIX)
MyTalui, Hapylenre QyHKIuu BHenHero aeixanus (OPB,) u nHanuuue runorpodumu.

BoisiBieHa  mosioKUTENbHAas ~— JMHAMHMKAa ~ KayecTBa  KU3HM  JeTell ¢
MYKOBUCIHUI030M Ha (poHE Tepanuu, 0COOEHHO BhIpaXKEHHAs! y JIeTel ¢ 0oJiee TSKeJIbIM
TEYCHUEM.

BriepBbie OCYIIECTBIEH aHalIU3 «3aTpPaThI-IIOJIE3HOCTHY) C HCIOJIb30BAHUEM
pa3pabOTaHHBIX B TMPOILIECCE HCCIAEAOBAHHUS MYJIbTHATPUOYTHBIX  YTUIUTAPHBIX
MHJIEKCOB, C TIIOMOIIBIO KOTOPOTO OIpeaeiaeH JOMUHAHTHBIA METOJ JICUeHUSs

(MHraJsIUMOHHBIM aHTUOAKTepUAJIbHBIN Mpenapar).



IIpakTHyeckass 3HAYUMOCTD

[IpoBeneHnHoe wuCCEeIOBaHWE MPOJAEMOHCTPUPOBAIO HHPOPMATUBHOCTh H
3HauMMOCcTh HMHcTpymeHTa HUI 1 oneHku  kadecTBa  KM3HM — JIETEH  C
MYKOBUCIIMZI0O30M, 4YTO JEJaeT BO3MOXKHBIM €r0 JAJIbHEHIIEE HCIOJIb30BAHUE B
MIPAKTUYECKOMN AEATEIbHOCTU U HAYYHBIX UCCIIEIOBAHUSIX.

Pa3paboTtanbsl MynbTHATPUOYTHBIE YTUIWTApHBIE HWHAEKCHI, BKIIOUEHHBIE B
HannoHanpHbIA KaTajaor, KOTOPhIE MOTYT HMPUMEHSATHCS B KIMHUKO-3KOHOMHYECKOM
aHaJu3e NPU CPaBHEHUU PA3JIMUHBIX MPENapaToB U METOAOB JICUEHHS] MyKOBHUCIIU03A.

MHoroypoBHeBasi cucTeMa U3MEPEHHsI HAPYIIEHUN (PYHKIIMOHUPOBAHUSA MOXKET
CIIY’)KUTb JIOMOJIHUTEIbHBIM HMHCTPYMEHTOM OIIEHKM CTENEHU TAKECTH 3a00JieBaHMUS,
KaK B KIMHHUYECKOM TIpaKkTHKE, TaK W TMpPU MPOBEICHHUH MEIUKO-COUHAIBHOU
JKCIIEPTU3BI.

JlaHHass METOIHMKAa MOIKET CIIyKUTh OCHOBOHM ISl ONTHMHU3alUUU TEpaIlud U
MTOAKJIIOUEHHS JOTOJHUTEIBHBIX METOJOB JICUEHUS U IICUXOJIOTMYECKOW KOPPEKLNH
PpU HEOOXOTUMOCTH.

OnpocHuk HUI MokeT UCronb30BaThCsl Kak JJIsl TPYIIIOBBIX UCCIEI0BAaHUM, TaK

n AJjiA I/IHIII/IBHIIyaHBHOﬁ OLOCHKH Ka4€CTBa XU3HH.

BHueapenue pe3yabTaToB pad0Thl B IPAKTUHKY
Pe3ynbpTaThl MpOBEACHHBIX HUCCIAEAOBAHUN HMCMOIB3YIOTCS B pabOTe OTAECICHHUS
IIyJIbBMOHOJIOTUM WU aJUIEPTrOJIOTMH, OTACICHUS BOCCTAHOBUTEIBHOI'O JICYEHUS NIETEN C
ajylepruyeckuMu  OoJsie3HsIMU M 3aboseBaHusiMu opraHoB nbixanus OI'AY HIB/[
MunucrepcrBa 3apaBooxpanHenust Poccuiickont @enepaunun HUU nenmatpum umenu
I'.H. Cnepanckoro, neaguatpudeckoro otaenenus ®I'bY «PJAKb» Munsapasa Poccun,
yueOHBIN mponecc Kageapbl KIMHUYECKOH UMMYHoIoruu u amieprojoruu 'OY BIIO

«ITepBbiit MI'MY um. .M. CeuenoBa» Mun3zapasa Poccuu.
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Anpodanus padoThI
OCHOBHBIE MTOJIOKEHUE AUCCEPTALUU JOJIOKEHBI Ha!
. XVI Konrpecce neanatpoB Poccun « AKTyanbHble MPOOIEMBI TEIUATPUNY, 24-
27 despans 2012, Mocksa;
o 35-as EBpormeiickoi koHGEpeHIINH TT0 MYKOBHUCITU03Y, TOCTEPHBIN aA0KIad, 6-9
utons 2012, J{yonun, Upnanaus;
. XV  Konrpecce MexayHapogHoro oOmectBa  (papMakOdKOHOMHYECKUX
uccnenosanuii (ISPOR), nocrep, 3-7 Hos6ps 2012, bepnun, ['epmanus;
. XI HanmonanbHOM KOHrpecce «MyKOBUCHMIO03 Yy JETEW U B3pOCIHbIX. B3rmsa B

Oynymiee», Mocksa, 24-25 mas 2013;

o VI Esponeiickom Konrpecce nenuarpos, nocrep, Benukoopuranus, ['nasro, 5-8
nrons 2013;
o XVII Konrpecce nennatpoB Poccuu ¢ Mex1yHapOIHBIM Y4aCTHEM «AKTyaJbHbIE

npoOiemsl nenuatpuny, Mocksa, 14-16 despansa 2014 r;

° XII Poccuiickoil koHpepeHIIUU ¢ MeXAyHapoaHbIM yudactueM «llemuatpus u
netckas xupyprus B [Ipuomxckom denepanbaom okpyre» (Kazans 2015);

o XIX Konrpecce neauatpoB Poccun ¢ MeXa1yHapOJHBIM y4acTUEM «AKTyalbHbIE
npoOiemsl nenuatpuny, Mocksa, 12-14 despansa 2016 r;

IIy0aukanuu pe3yjibTaTOB MCCJIEI0BAHUS

I[lo Teme guccepranum omyosnkoBaHo 12 pabGor, w3 HUX 4 B KypHaIax,
pexomengoBaHHbix BAK P® jng nyOnukanuil pe3yiabTaToB JAMCCEPTALMOHHBIX
UCCJeI0BaHMM, 3 cTaThbl B KypHaslaX, uHAeKkcupyeMbix B Web of Science, rimasa B

MoHorpaduu (B COaBTOPCTBE).

CrtpykTypa nucceprauuu
HucceprannonHas paborta uznoxeHa Ha 151 cTpaHuile MaIIMHOMKUCHOTO TEKCTA,
COCTOUT W3 BBEIEHMs, 0030pa JHMTEPaTyphl, TJIaBbl, MOCBSIIEHHOW MaTepHaliaM U
METOJaM HCCIeIOBaHUsI, JBYX TIJlaB COOCTBEHHBIX WCCJICIOBAaHUMN, 3aKIIOYEHUS,

BBIBOJOB M IMPAKTHYECKUX pekoMeHaanui. COucok mauTepaTypbl BKiItoyaeT 244
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HWCTOYHUKOB, u3 HUX 173 - 3apyOeKHBIX aBTOPOB. Pabora
wuoctpupoBana 20 TabiunaMu, 2-MU cXxeMaMu, 28 pUCYHKaMH, TaKKe MPeICTaBICHbI

2 KJIMHUYECKUX ITPUMeEpA.
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I')IABA 1. OB30P JIMTEPATYPbI
1.1. UcTopuyeckue acneKThl JUATHOCTUKY U TePpanuu MyKOBUCIUA03a

Myxkosuciuno3 (MB) win kucto3nbiii ¢ubpos (cystic fibrosis) mpeacrapiseT
co0oif oaHO M3 HauboJee pACIPOCTPAHCHHBIX TIEHETUYECKUX 3a00JIeBaHUM,
BO3ZHUKAIOLIUX MPEUMYILECTBEHHO y TpeacTaBuTenield EBporneonHoi pacsl ¢ 4acTOTON
1 ma 2500 soBopoxnaeHHbix [95; 138]. B ABctpum wacrora BcTpewaemoctn MB
coctasiser 1 Ha 3500; B benbrum — 1 Ha 2850; B bonrapuu — 1 Ha 2500; Ha Kumpe — 1
Ha 7914; B Yemickoit Peciy6nuke — 1 Ha 2833; B Jlanuu — 1 Ha 4700; B OctoHuu — 1 Ha
4500; B @unnsaauu — 1 Ha 25000; Bo @paniuu — 1 Ha 4700; B 'epmanuu — 1 na 3300;
B I'pertun — 1 Ha 3500; B Utanuu — 1 Ha 4238; B Hunepnannax — 1 va 4750; B [lonbiie
— 1 na 5000; B ITopryranuu — 1 Ha 6000; B Pympianu — 1 Ha 2056; B CnoBakuu — 1 Ha
1800; B CnoBenun — 1 Ha 3000; B Ucnanmu — 1 wa 3750; B IIBenimu — 1 nHa 5600 u B
Benukobpuranuu — 1 Ha 2381 [116].

ITo nmanweiM B.H. CepoxnunoBa (2005), B AnTalickom kpae dyactota MB
coctapnsger 1:8780 noBopoxkaeHHbsix (0,00011), mpu 3ToM YacToTa reTepO3UrOTHOTO
HocutenbctBa reHa CFTR  (Cystic Fibrosis Transmembrane Regulator -
TpaHCMEMOPAHHBIN perynsaTop MykoBucuuaosa) - 2% [48]. B OpenOyprckoii obnactu
gactora BcTpedaemoctd MB ¢ 1999 mo 2009 rr. cocraBuna B cpegnem 1:11262
HOBOpOXJIeHHBIX (0T 1:7480 mo 1:13400) [10]; B KpacHomapckom kpae - 1:10888 (3a
nepuoa 1994-2005 rr.) [42]; B IlepmckoMm kpae 3a B iepuoa 1997-2006 rr. - 1:10119
(ot 1:4716 no 1:31683) [61]; B pectybuke bamkoproctan - 1:33584 (3a nepuoa 2006-
2008 rr.) [33]. B Pecnybnuke bemapyce B mepuon 2004-2013 rr. KOJWYECTBO
nauueHToB ¢ MB yBennumiiocs ¢ 15 go 37. Ilo nporuo3y pacnpoctpaneHHOCT MB B
2016 1. coctaBut 0,58 Ha 100 000 yenoek [28].

C 1982 nmo 2007 rr. nonst nauueHToB ¢ MB, qocTUraronmx cOBEpUIEHHOIETHUS
(>18 ner), B ctpanax EC yBenuumnace ¢ 27% 10 56% [96]. Taxke yBenuuuiach v 1055
JUL, TOCTUTAIONINX CpeAHero Bo3pacTta. B Hacrosiiee Bpems cpeau 6oibHbIX MB 22-
24,6% cocraBnaoT aBaguarwietHue, 12-14% - tpuguarunetnue u  7,2-10% -

copokaneTHue u crapiie [96; 97].
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IlepBoe MemuuuHCKOe ynomuHanue o MB patupyercs 1595 r., ogHako B
Ka4eCTBE CaMOCTOSTEIILHON HO30JIOrNYeCKOil enuanIill MB Obu1 BhIzesieH auib B 1938
r. [70; 186]. AyrocoMHO-pelieCCUBHBIN NyTh HacieaoBaHuss MB 0w ycranosnen D.H.
Andersen u R.G. Hodges B 1946 r. [71], a B 1950 G.E. Gibbs mnpenmomoxui
reTeporeHHbll xapakrep 3aboneBanus [128]. Ilpuwkuznennas nuarHoctuka MB crana
Bo3MOoxHa mocie 1953 r., xorma P.A. di Sant’Agnese ¢ KojuleraMu BBISIBUIIU
yBEJIUYCHUE AJIEKTPOJIMTOB B MoTe 00abHBIX MB B 2-5 pa3 [207]. B nansueiimem L.E.
Gibson u R.E. Cooke Obu1 pa3paboraH METOJ UCCIAEJOBAHUS I0Ta IyTEM
MUJIOKApIMHOBOIO0 HOHO(OpPE3a, KOTOPBIM U B HACTOSIIEE BpEMs SIBISIETCS CTAaHAAPTOM
nuarsoctuku MB [129].

B orTeyecTBEeHHON MeAMUMHE pOJOHAa4YaJbHUKAaMU HcclienoBanus MB cranu
npodeccopa C.B. Paumnckuit u B.K. Tarodenko, ucciesoBaHue€ KOTOPBIX OBLIO
nocesueHo uzydeHuto yactorsl MB B CCCP [30]. B 1974 r. C.B. Paunnckum, B.K.
Tatouenko u H.M. KanpanoBeim Oblia u3gana MmoHorpadus « MyKOBUCIIUI03 Y JETEH»
[30]. B 1977 r. nox penakuueii akanemuka M.S. Crynenukuna u npod. B.Uynuua
(COPIO) Obuta uwzmana moHorpadusi, B KOTOPOM OBLIM OTPakeHbl OCOOEHHOCTH
MOpaXkKeHUs: OPOHXOJETOYHOW CUCTEMBI U APYTUX OPraHOB U CUCTEM Y JieTel, OOIBHBIX
MB [2]. B HUU neguatpun AMH CCCP uccnenoBanus MB npoBoauianch TaKuMH
yueHbiMH, Kak P.I'. Aprtamonos, 2.b. bptom, b.A. Mapkos, NU.C. lupsiea, O.D.
Jlykuna, U.K. Bonkos, B.1. Cep6bun, 3.M. Muxaiinosa, P.A. Jlo6poBonbckas, E.B.
Cepena, JIJI. HuceBmu wu gap. [12; 13; 41; 47; 54; 62]. HWccinemoBaHuio
naToMOp(ONIOrHYeCKUX U MAaTOPU3HOIOTUUECKUX 0COOEHHOCTEH MUKPOOHOTO cTaTyca,
MMMYHOJIOTUYECKUX, MUKPOIUPKYISTOPHBIX, CEPACUYHO-COCYIUCTHIX HAPYIICHUN MpH
MB 6butn nocssiiiens! padotel M.E. Typunoit, K.K. IlpumberoBa, M.X. Husizo0Boi,
H.P. bagpuamBunu, JI.A. [llaGanoBoi, A.b. AbuioBa, A.A. Iletpocsna, A.B.
Jlazapesoii u np. [1; 7; 21; 35; 38; 60].

Haubonee pacnpoctpaneHHsiMU cuMmnitomamMmu MB cunTatorcs mporpeccuBHOe
MOPAXKEHUE JIETKMX M XPOHUYECKHWE HApYLWIEHHs CO CTOPOHBI NUIIEBAPUTEIBHOU

CHUCTEMBI, KOTOpbIe sBIsItOTCSA cienctBuem Myraumu reHa CFTR [17; 197]. B
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3aBUCUMOCTH OT T'€HETHYECKUX (PAKTOPOB M (PAKTOPOB BHEUIHEH Cpenbl, THKECTh
CUMIITOMOB MOKET BapbUPOBATh.

PazButne cumnromoB MB CBs3aHO ¢ HAaKOIUIEHUWEM BSA3KOW, JIMIIKOM CIU3U B
Pa3IMYHBIX MYLIUH-IPOAYLUUPYIOIIMX OPraHax, TAKUX KaK JIETKHE, CUHYCHI, KHILICYHUK,
MOJKENyAOUHAsl Keje3a W PenpoyKTUBHBIE opraHbl [9; 26]. Ilpuy MB mpoucxogut
HAKOIUICHUE MOJUMEPHBIX (HOPMHUPYIOIIUX Telb MYIUHOB - OoybluX O-CBS3aHHBIX
[VIMKONPOTEMHOB - OTBETCTBEHHBIX 3a BA3KO-JIACTUYECKHE CBOMCTBA CIHM3U H
UTPAIOIINX KPUTUUYECKYIO POJIb B PA3BUTHH JTaHHOTO 3a00ieBanus [152].

C momenTa oTkpbiTusa reHa MB B 1989 roay 6wuio 3apeructpupoBaHo Oojee
2000 myrtamuii [44; 53; 150]. I'en CFTR komupyer tAM®-perynupyemsblil XJIOpHBIN
KaHaJl, KCIPECCHUPYEMBbI Ha anmuKaJIbHOM MeMOpaHe pa3IuYHbIX SIUTEIUATBHBIX
kietok [134]. [lomumo cekpeuuu XJjopujia, KaHal KOHTPOIUPYET (PYHKIMIO IPYTrUx
MeMOpaHHBIX OENKOB, BKIIOYAas SIHUTENHaNbHbIA HaTpueBbli kanan (Epithelial Na*
channel - ENaC) [80]. Kak CTFR, tak u EnaC urpaioT BaxXxHy0 poJib B OAAEpHKAHUU
roMeocrasa, obecneunBasi epeMerieHrue BoAbl Yepe3 AMUTENUH, YTO 0COOCHHO Ba)KHO
st MeMOpaH — ciausuctoil  obonouku  [45].  Takum  oOpasom, HapyuieHue
¢byukunonupoanuss CFTR mnpuBoguT Kk upe3MepHOMY BCACBIBAHHUIO >KHUJIKOCTH U
MOCHEAYIOMIEN AEruApaTaliy SMUTEINAIbHON MOBEPXHOCTH, YTO, B CBOK OYEPEb,
OPUBOJUT K OOpa30BaHMIO AHOMAJIBHOTO CIM3UCTOTO Teisl C MOBBIIIEHHBIM
coJiepKaHUEeM TMOJIMMEPHOI0 MYIIMHA U U3MEHEHHBIMH OMO(PU3NYECKHUMHU CBOWCTBAMU
[19; 78; 83].

I'en CTFR skcnpeccupyeTcss B MOMKEIYIOYHON KeJe3e, KUIICUHUKE, JIETKUX,
PENPONYKTUBHBIX OpraHax, M KaxAbld CHelU(pUYHBINA JJIsi OpraHa-MUIIeHH (HEHOTHUI
MOXET OBbITh CBSI3aH C OOpa30BaHUEM CJIU3U C H3MEHEHHBIMH OHO(U3MYECKUMU
ceorictBamu [82; 160; 194]. IIpakThuecku BO BCEX OpraHax IMPOSBIAIOTCA CXOJHbBIC
CUMIITOMBI 3200JI€BaHUs B BUJIE 3aKYNOPKHU MPOTOKOB U CHUKEHUS 3aIIUTHON (DYHKIIMU
ciuzuctoir 06osouku. CTFR KOHTponMpyeT CeKpeluio U HOHHBIM COCTaB CIU3U B
KHUILIEYHUKE M JIETKUX M UTPAET KIIOYEBYIO pOJIb B O0ECMEYEHUH 3aIUTHOM (PYHKIIUU
CJIIM3UCTBIX 000JI0UEK, ompenesnsis OMopu3nyecKue CBOMCTBA CIU3U U CIIOCOOCTBYS €€

oaktepunuanoMmy sddekry [176; 181; 184]. CTFR Takxke npuHMMaeTr ydacTue B
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cekpeuuu OukapOoOHaTa, OIIETAYMBAIOIIET0 COEIMHEHMS, UIPAIOIIEr0 pPOjb B
dbopmupoBanuu Oydepa pH. HecmoTps Ha TO, 4TO HapyleHHe cekperuu OnkapOoHaTta
ObUTO OTMEYeHO yke naBHo [137], ponb sToro anmona npu MB numib HegaBHO crala
MPUOPUTETHOMN 00JIACThIO UCCIIEIOBAHUN.

P.M. Quinton ¢ coaBt. (2008) mpeamnoyiararoT, 4YTO OCJIOKHEHHUSI, BO3HUKAIOIIIHUE
y nanueHToB ¢ MB BO Bcex MYNMH-TIPOAYIUPYIONIUX OpraHax, MOT'YT OBITh CBSI3aHBI C
HApPYILIECHUEM TPAHCIIOPTA HCO™ [188]. B cooTBeTCTBUM C 3TOW KOHUeNIuMen, npu MB
MOXET BO3HUKAaTh CHIDKEHHE ToBepxHOcTHoro pH  ciousucroit  060J104KHwH,
CrocOOCTBYIOIIEe HAPYIICHUIO OaKTepUIIUAHON akTUBHOCTH [181] W mMOBBIMICHUIO
BSI3KOKOYJIACTHUECKUX TOKazarene cnusu/mynuHa [87; 126]. YBenuuuBaeTcs oObeM
AHHBIX, CBHACTEILCTBYIOMHKX O ToM, uro HCO® wurpaer KIo4eByl0 poiIb B
pPacIpOCTPAHEHUH MTOJTMMEPHBIX MYLIMHOB TIOCJIE UX CEKPELIMU BO BHEKJIETOYHOU CpeJe,
HEO0OXOIUMOM JIJIsi HOPMAJIBHOT'O 00pa30BaHUsI CIIM3UCTOrO Telisl U €ro TpaHcmopra [88;
93].

Jlo nosiBneHus: guznorepanuu (Uisl yAaJeHUs CIW3H U3 JIETKUX) U Teparnuu
dbepmenTamu (Hampumep, (QepMEeHTaMH MOKETYIOYHOM >KEe3bl ISl KOPPEKIU
HEJIOCTAaTOYHOCTU MHUIIEBAPUTENBHBIX (PEPMEHTOB, a TaKKE WHTAIAIMOHHON Tepanuu
DN-a30i1 ¢ 0enpl0 HW3MEHEHHs CBOMCTB cin3u), MB cuuTtancsa cMmepTeabHbIM
3a0oneBanuem y nereid. Ha ¢one pa3BuTHs METONOB U CTpaTeruil JIeUeHUs! CpPEeaHss
O’KHJIaeMasi IPOJIOJKUTENIBHOCTD KU3HU y nanueHToB ¢ MB B ctpanax EC u Amepuke
B HACTOsAIIIEE BpeEMs JOCTUIIA 37 JET.

Ilocneocmeuss mymayuu CFTR

Monekynsipabie MexaHu3Mmbl HapyuieHus: Gynkuuun CFTR Bkirowaior B ceds
HapylleHue cuHTe3a mporernHa (kiacc [), HapylieHue MpolecCHMHIa WM TPaHCIOpTa
(xmacc 1I), napymenue perymsuuu (kiacc III), cHwkenwe mnpoBoguMocTH (Kjace
IV), canxenue ypoBHs HOpMaibHbIX Mojekyn Oenka unu PHK (kmacc V), cHmkeHue
ctabuinbHOCTH TIpoTenHa (kiacc VI) [121; 201; 227; 237; 240].

Brlmeykazanubie 1eeKkThl B KOHEYHOM UTOTe IPUBOAT K HapyueHno nAMO-
3aBicuMoii cexpermn nouos CI' u HCO™ u ycunenmio BcachiBanmst Na' B mopakeHHOM

SIUTEIUU C PE3yIAbTUPYIOLIEH JEruApaTallMedl CIU3W W KOHIIEHTpauuenh ee
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KOMIIOHEHTOB (MyuuHOB) [78]. B pesynprare, OONBIIMHCTBY mManueHTOB ¢ MB
€XKEeIHEBHO TPeOYIOTCS MHTalsMOHHAs Tepanus W YIpaKHEHHs, HalpaBliEHHbIE Ha
MpeIO0TBpallleHHe MPOrPecCUPOBAHMS 3a00J€BaHU WIN YXYALICHUS (PYHKIUU JIETKUX
[22; 24]. Kpome Toro, y MHOrux mnamueHToB ¢ MB HaOmiogaioTcs HapylieHUs
(YHKIIMOHUPOBAHUS JKETYJAOYHO-KMUIIIEUHOTO TpakTa. B JbIXaTeNbHBIX MyTAX U
KUIIEYHUKE  TPOUCXOJMT  CXOJHBIM 1O  maToreHe’y  KackaJl  OOCTpYKIUH,
MHQUIUPOBAHUS M BOCIAJICHUSI, SBISIONIAECS TPSIMBIM PE3yJIbTaTOM JeTHUIpaTalluu
MTOBEPXHOCTH SMUTEIUSA U aHOMAJIBHOTO 3JIEKTPOJIUTHOIO COCTaBa.

TepaneBTrueckue MeTObl, HANpaBlICHHbIE HA ycTpaHeHue npuyuHbl MB (T.e.
Ha koppekiuto HapymeHuit Qynkuun CFTR) oOecrneunBaloT 3HAYUTENIBHBIC
peuMyniecTBa nauueHram ¢ MB, nmo cpaBHEHUIO ¢ METOJaMH, HalpaBICHHBIMU Ha
JIeYeHHE OTHAENbHbIX cUMITOMOB. B Teuenue nepsrix 10-15 net mocne oOHapyxeHuUs
FEHETUYECKOr0 HapyuleHus npu MB, OCHOBHBIM HampaBlI€HUEM HCCIEAOBAHUN CTal
MOKCK Teparuu, HalpaBlIEHHON Ha KOPPEKIHUIo TeHeTnueckoro nedexra. Bekope crano
MOHATHO, YTO IEPEHOC T'eHa B TMOpa)XE€HHbIE JErKUe OKa3ajiCs 3HAYUTENbHO Oojee
CJIOHBIM, Y€M Ka3aJIoOCh Ha HayaJbHBIX 3Tallax, B CBS3M C HAIMUUEeM (U3HUECKOTO
Oapbepa, (GOpMHUPYEMOIro TMOCTOSIHHO O0Opa3yroleicss clu3blo, a Takke Maloi
MPOAOJDKUTENBHOCTH JKCIPECCUU BHEAPEHHOro reHa [135]. DTo mpuBesno K MOUCKY
albTEepHATUBHBIX MonxoaoB kK koppekiuu aedexrta CFTR. Ilporpammbl akTUBHOTO
CKpUHMHTA, HAMpPABJICHHBIE HA BBISBICHUE MOTCHIIMAIBHBIX COCIUHEHHUH, CIIOCOOHBIX
BocctaHoBUTh (¢yHKIU0 CFTR, nHavateie ®OHIOM MYyKOBUCIHAO03a, MPHUBEIU K
oOHapyxenuto coenuHenus Ivacaftor (Kalydeco wmm VX-770). Pesynbrarsl
UCCJIeI0BAHUI MPOIEMOHCTPUPOBAIIU clTOCOOHOCTH [vacaftor moBbIIaTh CHOCOOHOCTD K
tpancriopty Cl' knerounbix juauit ¢ myrtanueit G551D-CFTR 3a cuer yBenuueHus
MPOJOJKUTENBHOCTH OTKPBITOTO COCTOSIHUSL KaHaja Ha KJIETOYHOM MOBEPXHOCTHU (T.€.
sapisiercss noteHrmatopom CFTR) [230]. Cnenyer oTmeTuthb, uto Juiib 4-5%
MALUEHTOB SIBIAIOTCA HOcUTEMAMU MyTanuu G551D, 4To orpaHUYMBaET BO3MOKHOCTH
nedenus naueHToB ¢ MB B rino6ansHoM macmitade [161]. B To e Bpemsi y malueHToB
¢ mytanuedt G551D mpumeHeHUE NaHHOIrO Mpernapara COMPOBOXKIAETCS OBICTPHIM U

CTOMKHUM YIYyUIICHUCM (I)YHKI_[I/II/I JCTKHUX, CHHMXCHHUCM 4YHCJIa 06OCTp€HHﬁ )51
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pPECIUPATOPHBIX CUMIITOMOB, YBEJIMUEHUEM MACChI T€Ja U YBEJIMYEHUEM KOHLIEHTpAIlUU
XJIOpHJla B CEKpeTe MOTOBBIX »xene3 [67; 192]. Kpome Toro, Ha ¢oHe mpuMeHEHUs
Ivacaftor oTmeuaeTcss 3Ha4YMTENbHOE YIy4YlNIEHHWE MYKOLMJIMAPHOTO KIMpPEHCA U
BEHTWISILIUU, YTO IMO3BOJSIET TOBOPUTH O TOM, uTo BoccTtaHoBieHue (pynkumu CFTR
SABJISICTCS JOCTATOYHBIM JIJI1 HOpMaJIM3aluu coctaBa cimsu [69; 105].

B TeyeHume  HECKONBKUX  JECATWIETHA C  IEJIbI0  BOCCTAaHOBJICHHUS
MYKOIIMJIMAPHOTO KJIMPEHCa UCTOIb3YIOT MYKOJUTUYECKUE MpenapaThl, IPOJOJIKAETCS
pa3paboTka 0osee A3 PEeKTUBHBIX U COBPEMEHHBIX MPENapaToB CO CX0KUM MEXaHU3MOM
nevictus [37; 50]. O6HapyxeHue B cexkpere 00apHbIX MB 3HauuTEIRHOIO KOJUYECTBA
BHekseTouHou JJHK mpuBeno k paspaborke pexkomOuHanTHOU yenoBedeckoit JJHKa3wi
I. PazpabGoTtanHbIii mpenapar NPUBOJUT K CHIDKEHHMIO BSI3KOCTH MOKpPOTHI npu MB,
oOecrieuynBas yMEHBIIEHHE YacTOThl OOOCTPEHUH M PECHUPATOPHBIX CHUMIITOMOB, a
Takke yiyuiieHue ¢GyHKIUU BHenrHero naeixanust [74; 224]. Ilpenapatr JIHKazwi
PYTUHHO TMPUMEHSETCS B KIMHHUKE, OJHAKO B KAa4eCTBE MOHOTEpANMHU HEJIO0CTATOYHO
s dexTuBeH.

B cBsa3u ¢ Tem, uro pacumiemienue kKpynHbix Mmoiekyn JHK npuBogut
YIAYUIIEHUIO COCTOSIHUSA OOJbHBIX M YMEHBIIEHUIO PECHUPATOPHBIX CHUMIITOMOB,
PE30HHO OBLIO MPENOJIOKUTh, YTO YMEHBIIEHHE PpPa3MEPOB MOJUMEPOB MYLHHOB
MOXKET TaKXe MPUBECTH K yiydileHuto kiupeHca. B 1960-x rogax Obut paspaboTaH
npenapat  N-ametwiuctenHa (N-acetyl cysteine - NAC), paspymaromuii
Iucynb(GUIHbBIE  MOCTHKA  MEXIYy MOHOMEpaMHU MYIMHA U BBI3BIBAIOIIUM
nenonuMepusanuio.  OpHako — mpoBeneHHble  KoxpaHoBckue — uccCiaeIOBaHUS
uHraiassurnoHHoro npumenenus 20% NAC He npoaeMOHCTPUPOBANIM KIMHUYECKHX
npeumytects meroaa [175; 217]. HegoctaTtounyro sddpektuBHOCTS NAC CBSI3BIBAIOT C
HEOOJIbIION KOHIEHTpalKel mnpemnapara, oOecrneurMBaeMOl B HUIKHUX JbIXaTEIbHBIX
My TSX.

Haubonee mpocThiM CcHocoOOM yAaldeHUs CIW3UM U3 JIETKUX  SIBJISIETCS
MCIIOJIb30BaHUE OCMOTHMYECKM AKTUBHBIX BEIECTB, 00ECIEUUBAIOIINX PErUAPATALNIO
ciu3u.  Muransuus runepocMoTtudeckoro pactBopa NaCl cHmkaeT 4YacTtory

pecnupaTtopHbeiXx obocTpeHuit, a Takxke yaydmaer O®B; [104; 111]. pyroit
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OCMOTHYECKH AKTHUBHBIMN npemapar, MaHHUTOJI, TAKXKXC IPOACMOHCTPUPOBAI CXOIAHYIO

s dextuBHOCTS [76; 100].

1.2. PacnpocTpaHeHHOCTh MHPEKIMOHHBIX 0Ca0KkHeHni npu MB

Hapymenue romeocratuueckoro OanaHca HaTpus, XJOpuUIa M BOABI Ha
MIOBEPXHOCTH DJIUTENHS] MNPUBOAUT K HAPYUIEHUIO MYKOLWJIMAPHOTO KIHMPEHCa,
BCJIEJCTBUE YEro MOMaJailinue B JIeTKue OakTtepun MeHee 3(HEKTUBHO YIAISIOTCA U3
IbpIXaTeNbHbIX MyTel. B pesynprare 3Toro, y manueHtoB ¢ MB nerkue 3acensrorcs
MUKpPOOpPraHU3MaMH, KOTOpPbIE Y 3J0pOBOTO YEJOBEKa JIMMHHHUPOBAIUCH Obl
MMMYHHOW CHCTEMOUN OpraHu3ma. IJTO HPUBOAUT K IUKIMYECKOMY BO3HHUKHOBEHHIO
XPOHUYECKUX JIETOYHBIX MH(EKIM U BOCHAJEHUIO C COMYTCTBYIOIIMM CHUXEHUEM
(GYHKUMM JIETKUX, TEPEeMEKaIoMMUXCsi OOOCTPEeHUSIMU C BO3HUKHOBEHHUEM Kallljis,
OJBIIIIKK W HU30BITOYHOTO 00pa3oBaHUs MOKPOTHl [34]. OTH O0OOCTpEHHS HMEIOT
00JBIIOE KIMHUYECKOE 3HaUYEeHHE, TaK Kak 10 25% OOJIbHBIX HE yJaeTCs BOCCTAHOBHUTH
(YHKIIMIO BHEITHETO JIBIXaHUs 10 UCXOHOTO YpoBHs [206].

I[Ipu MB y pnereil rpyaHoro Bo3pacTa M3 JIETKMX BBIACISAIOT OaKTepuu,
SIBJISIIOIIMECS] pacpoCTpaHeHHBIMU maToreHamu — Staphylococcus u Haemophilus spp.
— CXOJIHbIE€ C TaKOBBIMU, OOHAPYKUBAEMBIMHU Y 3J0POBBIX JIE€T€H C MHTEPKYPPEHTHOM
nHeBMOHUEH. OJHako OCHOBHbBIM mnartoreHoM npu MB sBuserca Pseudomonas
aeruginosa, ooHapyxxuBaemas moutu y 80% mnamnueHToB k 18-neTHemMy Bo3pacty [46; 49;
125]. JlanHbBIA MUKPOOPTaHU3M BBIAETSAECTCS U3 HIXKHUX JbIXAaTEIIbHBIX MYTEH IPYIHBIX
JeTeld W JaeTeld MIIAJIIIEro BO3pacTa BCKOpE IOCIE YCTaHOBIEHUs auarHoza MB npu
HEOHATaJIbHOM CKpuHMHTE [142; 212].

VY pgereit ¢ MB BbimensioT muUpokuil cnekrp reHotunoB Pseudomonas, yTo
MO3BOJISIET NpeANoyiaratb BHEOOJbHUYHOE MPOUCXOXKIACHUE UWH(PEKIUuu, a He
BO3HUKHOBEHUE €€ B pE3yJIbTATE MNEPEKPECTHOIO 3aPAKEHHS, XOTA B HEKOTOPBIX
MEIUIMHCKUX LEHTpaXx HMMEET MECTO MpoljeMa pacHpOCTPAHEHHUs] HHPEKIUH OT
MalMeHTa K NAUMEHTYy, O YEeM CBHUAETENBbCTBYET BBIICICHHE < OMUAEMUYECKUX»
IITAMMOB C BBICOKOHM CTENEHBIO 3apa3HocTH [44; 89]. B cnydae HenmoaHOU 3pauKalluu

nepBUYHON MHpEeKuu popMHUpyeTcss XpoHUUEcKass MHPEKIUS HIKHUX AbIXaTeIbHBIX
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nyTed, MOAAEPKUBAMOMIAs SHIOOPOHXHAIBHOE BOCHAIEHHE W CIIOCOOCTBYIOIIAS
YXYIIICHAIO KIMHWUYECKUX TIOKa3aTelleld, MO OSTOW MpHYMHE aHTHOaKTephuabHas
tepanus npu MB Hanpasiena Ha spaaukanuio uMeHHo Pseudomonas [205].

[Tomumo P. aeruginosa, B jerkux mnamueHToB ¢ MB co3patorcs moaxopsiiue
YCTIOBHSI JUIS TIOMYJISIIIANA APYTUX MUKPOOOB, OOBIYHO HE OOHAPYKHBAEMBIX Y JIHI] CO
3I0POBBIMU JIETKUMU; Stenotrophomonas maltophilia, Achromobacter xylosoxidans,
Burkholderia cepacia complex, mITaMMOB aTUNUYHBIX MUKOOakTepuit u Aspergillus
fumigatus, KOTOpBIE SBIAIOTCS ONIMOPTYHUCTHYECKUMHU MaroreHamu. WHpekmms
Burkholderia cepacia complex cBsizaHa ¢ KIMHMYECKUM YXyJIIeHUEM TeueHus MB,
BKJTIOYAs JINXOPAAKY, HEKPOTH3UPYIONIYIO ITHEBMOHUIO U OAKTEpUEMUIO, KITMHUYECKHE
nocieACcTBUs uHbUIMpoBanus Stenotrophomonas n Achromobacter MeHee OYECBUIHBI.
CymiecTBYIOT IaHHBIC, YKa3bIBAIOIIUE HA TO, YTO HAJIMYME ITHX OAaKTepuUi OTpakaer
TSOKECTh 3a00JIeBaHUSA, & HE ONpeIeTseT KIMHUIECKHIE MPOSBICHUS.

J.C. Davies ¢ coast. (2007) chopmynupoBadd OCHOBHBIC HaIpaBICHUS
aHTHOMOTHKOTeparnu npu MB, Brirouaromue B cebsi mpodUiIakTUKy WHGEKIUU C
WCTIONb30BAaHUEM  TEPOPAIBHBIX TMEHUIWUIMHOB, OTrpaHUYCHHE OaKTepHabHON
Harpy3Kd 3a CUeT PETYJSIPHOTO MPUMEHEHHUS aHTUOMOTHUKOB, BO3JCHUCTBYIOMIMX Ha
Pseudomonas, uepe3 HeOymnaiizep, a Takke JieueHUEe OOOCTpeHUUM HWHQOEKIUU C
MOMOIIBIO MEPOPATIbHBIX U BHYTPUBEHHBIX AaHTUOUOTUKOB [99].

P. aeruginosa — mmMpoko pacnpocTpaHeHHass B MPHUPOJAE rpaM-OTpULATEIbHAS
Oammiuta, OOHapy)KMBaeMas BO BIQXHBIX YCIOBHUSAX, HalpuUMeEp, B KaHaJIH3aIUH,
OacceliHax W BaHHBIX KOMHATaX, BEHTWIAIMOHHOM OOOPYIOBaHHUH M CHCTEMax
KOHJIUIIMOHUpoBaHus. JlaHHast 6akTepusi, 09eBUIHO, 00nanaeT adhHUHUTETOM K JETKUM
nanueHToB ¢ MB, 4To cBs3aHO ¢ ompeseieHHBIMUA CBONCTBEHHBIMU JAHHBIM OaKTEPHSIM
OCOOCHHOCTSIMM ¥ aJaNTUBHBIMH MEXaHW3MaMH, KOTOpbIE Ha CETOTHSIIHWIA JIeHb
HEJOCTAaTOYHO U3YYCHBI.

[lepBuunoe wWHPUIMPOBaAHWE JIETKUX mMmanmueHToB ¢ MB P. aeruginosa
MPOUCXOANT, OJIarogapst ClIOCOOHOCTH OaKTEPHH K aire3UH K JbIXaTeIbHOMY SITUTEIIHIO
(KaK K KJIETOYHOU MOBEPXHOCTHU, TAK M CEKPETY) C UCTIOIB30BAaHUEM MUJICH U IITUHHOTO

KTYTHUKA. v 3A0POBBIX JIIOIICﬁ I/IH(I)I/II_[I/IpOBaHI/Ie npeaoTBpamacTCda HAININUCM
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JOCTAaTOYHOI'O CJIOSl JIOCTaTOYHO JKHUJKOM CIIM3M, TOKPBIBAIOLIEH BHYTPEHHIOO
ITOBEPXHOCTh JbIXAaTENIbHBIX MyTEeH. bakTepuu 3acTpEBarOT B CIO€ KUAKOCTU U CIIU3H,
BBICTUJIAIOIINX TMOBEPXHOCTh JBIXaTEIbHBIX IyTEH, a 3aTeM YJIalsAIOTCA 3a CYeT
HOPMaJIbHO (DYHKIIMOHUPYIOUIETO MYKOLMJIMAPHOTO KIMpPEeHCa, MPOIJIaThIBAIOTCS WU
BbIIbIXat0TCA. KpaTkoBpeMeHHOE NMPUCYTCTBUE 3THX OaKTepHil B JbIXaTEIbHBIX MYTIX
HE MPUBOJUT K Pa3BUTHIO BOCHAIUTEIBHON peakuuu. Y nauueHToB ¢ MB ymeHnbaercs
TOJIIIMHA CJIOS )KUIKOCTH, BBICTUJIAIOIIEH AbIXaTEIbHBIE ITYTH, XOTSI HEKOTOPBIE aBTOPBI
MPEeANnoIaraloT, 4To0 HEOOXOAUM JOMOJHUTENbHBIN (aKTOp BUPYCHOW MH(PEKIHUU IS
TOT0, 4TOOBI OAKTEPUM IUIOTHO MPUKPENUIUCh K snutenuto [221]. P. aeruginosa
HEpAaBHOMEpPHO paclpenensercs B JIETKUX nauueHtoB ¢ MB, nemoHcTpupys
abPUHHOCTP K TUINOKCHYECKMM  YCIOBHUSM  IUIOTHBIX  CIM3UCTBIX  MPOOOK,
oOpa3yloluxcsi B TMPOCBETE JbIXaTEeNbHBIX MYyTEW; MOABUXKHBII MHUKPOOPraHU3M
croco0eH ri1y00KO MPOHUKATH B CIU3b JIJISl TOTO, YTOOBI N30€kKaTh AEHCTBUS UMMYHHOMN
3alIUThl OpraHnu3Ma-xo3suHa [241].

VY O6onpHpix MB MykouunuapHbli KJIMpEHC He OOecrneurBaeT YyAaJeHUS
MOMAaBIIMX B JETKUE WHTAISIMOHHBIM IyTeM OaKTepHil, KOTOpble MPUKPEIUISIOTCS K
AIUTENNANBHON KIeTouHOM MeMOpane. Ilocine Toro, kak HMHQUUIUPYIOMMNA areHT
3aKpenuiics B JIETKUX, P. aeruginosa nepekiioyaercs Ha 00pb0y ¢ UMMYHHOM peakiuei
opraHn3Ma. [IMKJI BOCHANUTENBHBIX PEAKUUK, BKIIOYAIONIUX OKCHIAHTHBIA B3PbIB,
obecrnieunBaeMblii HeWTpoduiamu, oOpa3oBaHUE CYNEPOKCHUIAHMOHA U JICUCTBUE
IIPOBOCHATUTENBHBIX IUTOKHHOB CUUTAIOT OCHOBHBIMU ¢dakTopamu,
CIOCOOCTBYIOUIUMHU  TIPOrpEeCcCCUpYIOUIEN  ACCTPYKUMHM  JETOYHOM  TKaHU  C
(bopMHpoBaHUEM OPOHXO03KTA30B, SBISIOLUIUXCS XapaKTEPHBIMU PEHTI€HOJOTMUYECKUMU
Y TUCTOJOTHYECKUMHU MPU3HAKAMU 3a00JI€BaHUS.

B 6oprbe ¢ uMMyHHOH cucTeMoi opranusma, P. aeruginosa criocobHa OBICTPO
MEHATh (EHOTHN B pe3yibTare TUnepMyTupoBaHus. OCOOEHHOCTSIMH OpraHu3Ma
ABJISIETCS BBICOKAsl YacTOTA CHOHTAHHBIX MYTAIUH, C MOSBJICHUEM IITAMMOB, KOTOPBIE
MOTYT HMMETh CHelH(pUUYECKHe NPEUMYIEeCTBa B CO3JAIOLIEMCS BOKPYI OakTepuu
MHKPOOKPYXEHHUHU. B mpoliecce 3auThl OT IMMYHHOM PEAKIMU MOCIE 3aKpeIuieHus P.

aeruginosa ObBICTPO TEPSET MIIH U )KT'YTUK, SBIISIOIINECS MOUTHBIMU aHTUTeHaMu [172].
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Bakrepusi Takxke crnocoOHa K TNEpexoqy B MYKOUIHBIH (HEHOTUI, OOECIeUHBAIONIUMA
CEKpeIHI0 OOJIBIINX KOJWYECTB allbTMHATHBIX JK30mosincaxapunoB. Kpome toro, P.
aeruginosa cnocoOHa K aKTUBHOM 3all[UTE 3a CUYET CEKPElMH MPOTea3HbIX (EePMEHTOB,
TUAPOTUUPYIOMINX aHTUTENa, OEJKM CHUCTeMbl KOMIUIEMEHTa U BOCHAIMTEIIHHBIC
IUTOKUHBI. bakTepus Takke o0jagaeT croCOOHOCTHIO 3alUIIATHCS OT AHTHOMOTHKOB.
Tonkas xieroyHass cTeHka ['paMm-HeraTMBHOW OakTEpUU TMO3BOJSET TMPOHUKATH
AHTUOMOTUKAM BOBHYTPb, a 3aTE€M 3allyCKAaeTCS MEXaHW3M BBIKAUMBAIOIIUX TOMIT U
OeTa-JlaKTaMas, pa3pyuarux npenapaThl.

ITo mepe dhopmupoBaHus KoJOHUH, P. aeruginosa oOHapyXuBaeT CIOCOOHOCTH
K CO3/JaHUI0 OWOJOTMYECKUX IUICHOK, OO0eCIEeUMBAIONIUX KOJUICKTUBHYIO 3alllUuTy
KOJIOHUM MHKpPOOpraHu3mMoB. B OwuormieHke dyacTh OakTepuil MeTabOoIM4YeCcKH
MaJIOaKTUBHA, YTO OOECIEYMBACT IMOBBIIICHHE PE3UCTEHTHOCTU MUKPOOPTaHU3MOB K
nevctBuio  aHTuOMOTUKOB [211]. Ilpeamonaraercs, 4To OWOIUJICHKH IOCTEICHHO
YBEJIUYMBAIOT CBOIO MAcCCy, MEPUOIUUECKH Pa3phIBasICh U BbIOPACHIBAs B OKPYKAIOUIYIO
Cpeay ompeieNieHHbIH 00beM OaKTepHui, UTO MOXKET SBJISITHCA OJHUM U3 MEXaHHU3MOB
MEPUOANIECKUX 000CTPEHUM, TUITMYHBIX JISl KIMHUYECKON KapTuHbl MB.

Takum oOpazom, pa3paboTka JIEKapCTBEHHON Tepanmuu B OTHOIIEHUU P.
aeruginosa OCIOXHSIETCS CIeIYIOMUMH (haKTOpaMH:

1) bBakrepuu uMer0T YHUKaIbHYIO MPUCIIOCOOJICHHOCTh K 3aCEJICHUIO JIETKUX
O0osbHBIX ¢ MB, HCTONB3yIOT NMUIM U JKTYTHKH, KOTOPBIE TOCJIE MPOHUKHOBEHUS
HCcYe3aroT, jenas OaKTEepui0 OTHOCUTEIBHO 3alllUIEHHOW OT HMMMYHHOM peakiuu
OpraHu3Ma;

2) bakrepun cnocoOHBI CEKPETHPOBATH IK30TOJIUCAXAPUIBI, 3aTPYAHSIIONINE
MIPOHUKHOBEHUE aHTUOUOTHUKOB,;

3) Ilomumo Oaktepuii MyKOHUJIHOTO (DEHOTHNA B JIETKUX COXPaHSIOTCS
Oaktepuu aukoro deHotuna P. aeruginosa, cnocoOHbIE 3aceisTh W HWH(DUIUPOBATH
npyrue 00Jiee XOpoIllo BEHTHIUPYEMbIE 00JIaCTH JIETKHX.

Ins  mpeomonienust Oapbepa, (GopMHUpyeMOro OHOIUICHKON, HEOOXOAUMO
TOCTaBIATh 3G ()EKTUBHBIC KOHIICHTPAIIUA MOJIEKYJI aHTUOMOTHKA HETMOCPECTBEHHO B

00JacTh pacroyioXkeHusi OakTepuil, B TPOCBET JAbIXaTeNbHBIX NyTed. OCHOBOU
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COBPEMEHHON aHTUOMOTHKOTEepanuu npu MB ABIISIOTCS MHTAIAIIMOHHBIE aHTUOMOTHUKH,
K KOTOPBIM OTHOCSITCS aMUHOTJIMKO3UJ - TOOpaMULIMH U MOJUMUKCHH - KOJIUMMIIUH
[125]. BBenenue aHTUOMOTUKOB WHTAISIIMOHHBIM CIIOCOOOM, XOTSI W SIBJISIETCS
3aTpaTHBIM MO BPEMEHU JJIs MAIMEHTOB, MO3BOJISET M30€KaTh BBICOKMX CHCTEMHBIX
KOHIIEHTpAIil MpenapaToB ¢ M3BECTHBIM HEPPO- U OTOTOKCUYECKUM JAeilcTBueM. B
HacTosliee BpeMs pa3paboTaHbl HHTAISIUOHHBIE (OPMBI  JAPYTHX  KJIAccoB
aHTUOMOTHUKOB, TAKUX KaK XMHOJIOH JieBO(IOKCAIlMH, MOHOOAKTaM azTpeoHam [203].

OaHUM U3 HEOCTATKOB aHTHOMOTUKOB SIBJISIETCS 4aCTOE HAIMYUE Y MOJIEKYJIbI
aHTUOMOTHKA 3apsijia MPU HAXOXKACHUU B BUJE KUIKOM CYCHEH3MH, a 3apsyKeHHbIE
MOJIEKYJIbl TPYAHEE MPOHUKAIOT uepe3 rujipodoOHYI0 MOBEPXHOCTh OHOIUICHKH. B
MOMBITKE MPEOJ0JIETh ITOT HEJOCTATOK ObLla pa3zpaboTaHa JuIocoMalibHas (opma
BbITycka amukaiuHa [163]. B »Toii ¢popMme BbIIMycKa 1Jisi UHTATSIMOHHOTO MPUMEHEHUS
aMUKAaIllMH yIIaKOBaH B JIUIIOCOMBI AuaMeTpoM 0,3 MKM ¢ BHEUIHUM CJIOEM M3 BEIIECTB,
BXOJAIIMX B COCTaB cypQakraHta — AUNATBMUTOMI (QochaTUAUIXOIUHA U
xonectepuHa. Takue JHMIOCOMBI CHOCOOHBI MPOHUKATh 4Yepe3 OUOINIEHKY U
00€eCreynBalOT JJIUTEIbHOE TOCTYIUICHME aMUHOTJIMKO3MJa HEMOCPEACTBEHHO K
OakTepusiM, PACMOJIOKEHHBIM BHYTpH OuorieHkd. [Ipeanonaraercsi, 4To JUIOCOMBI
pa3phIBalOTCA 3a CUeT BO3JAEHCTBUS JIUTUYECKUX (EPMEHTOB, BBIIEISAEMbIX P.
aeruginosa, 4TO TIO3BOJISIET TOBOPUTH OO0 HCIOJIb30BAaHUM CBOEOOPA3HOTO METOJa
«TpostHCKOTrO KOHS» TMpHU JlocTaBKe npenapata. [loMuMo aMMKaluHa, JTUIOCOMAIbHAsS
dbopma BblllycKka pa3zpaboTaHa Takke WU sl TOOpamMuIMHA, MpUYEM OaKTepHUIUAHAS
aKTUBHOCTD TperapaTta B JaHHOH (opme BBITyCKa B YETHIPE pa3a MPEBBIIIAET TAKOBYIO
JU1s1 CBOOOHOTO TIpenapata [68].

Lens neuenus mnpu MB 3akimouaeTcss B yBEJIMYEHUH — OXKHUAAEMOM
MPOJOJDKUTENBHOCTH KM3HU MAllMeHTOB, YMEHBIIEHUU BBIPAXKEHHOCTH CUMIITOMOB
3a00sieBaHus U 3aMeJIJICHUH MTporpeccupoBanus 3a0oneBanus. B HacTosiee Bpems st
KOHTpPOJISl BOCHaJIeHUs W MHQEKIHUH IbIXaTeIbHBIX MyTeW MPUMEHSIOT aHTUOMOTHUKHU
(HampuMep, aMHUHOIIIMKO3UAbI, O€Ta-JIaKkTaMbl, NOJUMUKCUHBI M (TOPXHUHOJIOHHI)

[18;51;125], a Takke NOPOTUBOBOCHAIUTENIbHBIE TpenapaTel. Kpome Toro, s
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YIYUYIIEHUsI KIUPEHCA ABbIXaTEIbHBIX NMYyTEH W YAAJICHUS CIU3H U MOKPOTHI BBOZISAT
OpOHXOIUIIATATOPBI, MyKOJIMUTUKU U OCMOTHYECKUE Ipenapartsl [ 146].

OO6biyHO ansa neyenust P. aeruginosa npu MB npuMeHSIOT codeTaHue U3 He
MEHee JBYX aHTHUOMOTHKOB, BKJIIOYas BHYTPUBEHHOE BBEJCHHE AMHHOTJIMKO3UIOB (U
TOOpaMHUIIMHA WHTAJSIUOHHO), BHYTPUBEHHBIX WU OPAJbHBIX (PTOPXMHOJIOHOB), a
TaKk)ke BHYTPUBEHHOE BBeJIcHUE OeTa-akTamoB [24; 146].

ToGpamuun mnpeacraBiasieT co0oil mpenapaT aMHUHOINIMKO3UWAHOTO psifa, B
HACTOsIIIIee BPEMs UCIIOJIb3yeMbIid B (hopMe aspo30Js il HeOynaizepa U OTHOCSIIHICS
K cTaHAapTHbIM npenapataM npu MB [6; 231]. Tobpamuuun B popme pactBopa st
UMHTIAIMA Obul BHepBble 0A00peH mans mnpumeHeHus B 1998 romy [109; 199].
Pe3ynbTaThl MPOBEAEHHBIX MCCIENOBAHUN JIEMOHCTPUPYIOT 3HAYUTEIBHOE CHUKEHUE
CMEPTHOCTH Yy mareHToB ¢ MB npu npuMenenun uHransuuii toopamununa [36; 209],
OJTHAKO MPOJOKUTEIBHOCTh MHTASIUU mpeBblmiaeT 20 MUHYT, YTO HPEACTAaBISAET
coboii mpobiemy s KomIulaeHca. Pa3pa®oTka CyXuX MOPOIIKOB JJIsI MHTASALIUA U
¢bopM BbIycKa € MPOJIOHTMPOBAHHBIM BBICBOOOXK/IEHHEM JCHCTBYIOIIETO BelllecTBa
MOXET MO3BOJIUTh PEUIUTD NMPOOJIEMY KOMIIJIaeHCa B OYIyIIEM.

B oTiinune OT aMUHOTTIUKO3UI0B, aKTUBHOCTh KOTOPBIX CHHKAETCS BCIEICTBHE
UX HU3KON MPOHMKAIOIIEW CIHOCOOHOCTH B CIM3U M3-32 CBA3BIBAHUS C KATHOHHBIMU
MOJIEKYJIaM{, —Tpenaparbl  (PTOPXMHOJOHOB, TaKUX KaK LUIOPO(IIOKCALMH U
neBo(IIOKCAIMH JIMIIEHBI 3TOro HemoctaTka [39; 43; 109; 125; 227]. B Hacrosiee
BpeMsi JIEBO(IIOKCALMH U HUNPOQIIOKCAIIUH MPUMEHSAIOTCS B (hopMe ISl TepopaIbHOTO
Y BHYTPUBEHHOTO BBEAECHUS s Jeuenus P. aeruginosa npu MB [214].

bera-nakramMHble aHTHOMOTHKM, TakUe KaKk a3TpeoHaM, KapOaneHEeMbl,
NEHUIMWUIUHBI U 11e(ajJOoCTIOPUHBI TaKXKe MPUMEHSIOTCS JUisi OOphObl ¢ CUHErHOWHOMU
nanoukoil mpu MB [243; 244]. Ilpenapatsl 3TOW TIpYMNIbl TakKe JIETKO MPOHUKAIOT
CKBO3b CJIOM CIIM3U M MOKpOThl nmpu MB u He TepsiioT cBoeil aHTHOaKTepUaIbHON
aktuBHocTH [109; 125]. A3TpeoHaMm JE€MOHCTPUPYET AKTHBHOCTh B OTHOUIEHUH
a’poOHbIx ['pam-oTpunaTenbHBIX OaKTepUil M JOCTYNEH Kak B (opme BhITycKa s
BHYTPUBEHHOTO BBEJEHHUS, TaK M B BHjAE ad’po3ois. KapbOameHembl, aKTUBHbBIE B

OTHOIICHNHU aZ—)pO6HBIX FpaM-HOJIO)KI/ITCJIBHBIX u FpaM-OTpI/II_IaTeJIBHBIX 6aKTepHﬁ,
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BBOJSIT BHYTPUBEHHO ISl JIeU€HHWE 00O0CTpeHUU HH(EKIHOHHOTO mpoiecca npu MB
[243].

Komuctun wnu nonumukcul E BriepBble ObLT mpencTaBieH Ha pbiHKe B 1950-x
rofax, HO JUINTEIIbHOE BpPEMs HE HAXOAWJI IIMPOKOrO IPUMEHEHUS B CBS3U C
COOOIIEHUSIMU O HEPPOTOKCHMYHOCTH M  HeWpoTokcuuHoctu. DopmupoBanue
PE3UCTEHTHOCTH K JIPYTUM TpylnaM aHTHOMOTHMKOB BHOBb BBIBEJIO ATOT Ipemnapar Ha
CIEHY B KayeCTBE «T€paluu OTYasHUS» C CO3/JaHHEM HOBBIX ()OpPM BBIITYCKAa U
nepecMoTpoM cxem nao3upoBaHus [94]. KomucTuH mnpeacraBieH Ha pPBIHKE B BHUJE
KOJHMCTHHA cylib(aTa IJIsi MECTHOTO MPUMEHEHHUs (OpaJibHble TaOJIETKH), B KauecTBE
HEAKTUBHOTO TMPOJIEKAPCTBA, KOJMUCTHUHA METaHCYJb(OHAaTa WJIM HATPUEBOU COJIU
KOJIMCTUMETaTa, KOTOPYIO BBOJST BHYTPUBEHHO WJIM WHTAISIMOHHO, KaK B KayECTBE
MOHOTEpanuu, Tak U B paMKax KOMOMHUPOBAHHOW Tepamuu JUIsl dpaJuKaliyd paHHUX
uHpexkuil u crabunuzauuun xpoHuueckux uHoekuuit [177]. Komuctuna cynbdar He
MIPUMEHSIIOT JUIsl MHTAISIIUOHHON TEpanuy BCIEICTBUE Pa3Ipa)X€HUs IJIOTKH, KAl U
BBIPA)KEHHOM OpOHXOKOHCTpUKIMH. BcernenctBue Xopomieil MNepeHOCUMOCTH B
HACTOSIILEE BpPEMs KOJUCTUMETAT HATPUS HNPUMEHSIOT IS JICYEHUS XPOHUYECKOU
SH00poHXHaNbHON HHbeKuu P.aeruginosa B BUAE pacTBopa i UHrajmsuuil [157;
239].

B onpenenenHbix cutyanusx ais JiedeHus uHbekuuit npu MB npuMeHsioT u
Apyrue aHTUMHUKPOOHBIE Mpenaparsl, BKItodas GpochoMuliuH, akTUBHBIA B OTHOLIEHUU
['paM-nioniokuTeNnbHBIX ¥ ['paM-OoTpuLIaTeIbHBIX  OakTepuid, B  YaCTHOCTH,
NOJIUPE3UCTeHTHON Pseudomonas [117]; azurpomuiiyid, 3¢p(PEeKTUBHO yIydlIarouui
(GYHKUMIO JIETKMX M CHIDKAIOHIMN YacToTy OOOCTpPEHHMI JIEro4HbIX HWHOEKIuH Yy
naneHToB ¢ MB wu XpoHuueckoil koJsionuzauuen P.aeruginosa [40]. Cnenyer
OTMETUTD, YTO 3(H(PEKTUBHOCTH A3UTPOMUIIMHA UMEET BPEMEHHBIN 3(PPeKT ¢ ObICTPhIM

pa3BuUTHEM pe3ucTeHTHOCTH [136].
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1.3. KayecTBO XM3HHM 00JIBLHBIX MYKOBHCIIHI030M

MHorouucieHHbIe JOCTHKEHUS B UCCIIeIOBaHUU U JieueHn MB 3a mocnennue
HECKOJIBKO JICCATUIICTUN MPUBEITH K YBEIIMUYCHHUIO MEIHMaHbl BEHKMBAEMOCTH MAIMEHTOB,
koropast B 2008 roxy mocturia 37,4 rona, mpuueM OXKHUIAETCS, YTO 00Jiee TOJIOBUHBI
nereut, poauBmuxcs B 1990-x romax, AOXKMBYT A0 HATOro naecsatwietus [65]. B
3HAYUTENILHOM CTENMeHU 3a pPYyOeKOM TakoMl pOCT MPOJOJDKUTEIBHOCTH >KU3HU
nanueHToB ¢ MB cBsizZaH ¢ pa3BUTHEM CETH HCCIIECNOBATEIILCKUX IIEHTPOB,
CIICIUATIU3UPYIOIIUXCS HA TIOUCKE U BHEJIPEHUM HAaYYHBIX Pa3paOOTOK B KIMHHUYECKYIO
MPakTUKy. B TO ke BpeMs KIMHUYECKHE MPEUMYIIECTBA, TEMOHCTPUPYEMbIE B paMKax
HCCIIeIOBAaHUM, MOTYT HE TMOJYYUTh HIMPOKON MOMJIEPKKH B KIMHUYECKOU IMPaKTHKE,
€CJIM TAaIMeHTHl HE YYBCTBYIOT, UYTO TEPANEBTUUYECKUE HW3MEHEHUSI MPUBOIAT K
YIY4IIEHUIO (U3UYECKOT0, TMCUXOJOTHUYECKOTO0 U COLMAIBHOTO (hYHKIIMOHUPOBAHMUS.
O1o cnocoOCTBOBajgo TOMY, u4TOo 3a mnocieanue 20 netr ObUM  pa3paboTaHbI
WHCTPYMEHTBI  JIJI1  KOJWYECTBEHHOM  OLIGHKH  CYOBEKTUBHOTO  BOCHPUSITHUSA
s dexTuBHOCTH MeTOI0B Jieuenus [190].

Konnenmus cBa3aHHoro co 31opoBbeM KauectBa ku3HU (KOK) Obuta
pazpaboTaHa C LEJIbI0 OICHKM OTHOIIEHUS MAallMeHTOB K OOJIe3HH B paMKax
KIIMHUYECKOH MPaKTUKKU U MEIMIIMHCKUX uccaeaoBanuii. CBsizanHoe co 310poBheM KK
OOBIYHO ONPENENAI0T KaK MHOTO(paKTOPHYIO KOHUEMIMIO0, BKJIIOYAIOUIYI0 B ceOs
CyOBEKTUBHO BOCIPUHUMAEMBIN IMAIlMEHTOM YpPOBEHb COOCTBEHHOTO (PU3UYECKOTrO,
MICUXOJIOTUYECKOTO U COLMAIbHOrO Onarononyuns. BkitoueHue oneHKH CBA3aHHOTO CO
3nopoBeeM KOK B kauecTBe mokasaTenss MCXoJa B KIMHMYECKUE HcclenoBanus MB
CTAHOBUTCSI Bce Oojiee paclpOCTpaHCHHBIM sIBJICHHEM. [l TOMydeHUs BaJIUIHBIX
PE3yIbTATOB OLICHKU METO/1a JICUCHHUSI HEOOXO0IMMO HCIIOJIH30BaTh MOAXOSAIINE IIKAJIBI
JUIS1 OLIEHKU CBA3AHHOTO €O 310poBbeM KK u mpaBmiibHy10 MeTogosioruto [66; 169].

Nuctpymentsl  gnsi ouenku KK  mpexacraBisitor  coOodt  popMasibHBIM,
CTaHJIAPTU3UPOBAHHBIN, BaJUIHBIN W HAJACKHBIA CHOCOO OIEHKH BOCIPUSITHUS
MalMeHTOM TPEUMYIIECTB M  HEJOCTATKOB OMNPEICIICHHBIX BMEIIaTeIbCTB. B
COOTBETCTBUM C pekoMeHmamusMu mo Hamnexamei kiauanyeckoi npaktuke (Good

Clinical Practice - GCP), BkiitoueHue o1ieHKH CBsA3aHHOTO co 370poBbeM KK sBiseTcs
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00s13aTEIIBHBIM B KQUECTBE JOMOJTHUTEIIBHOTO KPUTEPHUS UCX0/1a B paMKaX KIMHUYCCKUX
uccnenoBanuii [103]. Ouenka nokazarenein KK mo3BossieT mony4yuTh TOMOJIHUTEIBHYIO
HH(pOpMAINIO, YCKOJB3AIONIYI0 TPU OIEHKE APYTUX KOHEYHBIX TOYEK. 3a4acTylo
HaOI01aeTCsl JIMIb ciaabast KOppeNsius MEXIy KIMHUYECKUMHU TOKa3aTels MU U
ypoBHeM KJK. Kpome Toro, HEKOTOphie BEIIM MOTYT 3HATh TOJBKO CaMH MAIlUCHTHI
(HampuMep, YacTOTa BO3HMKHOBEHHUS TOIIHOTHI, YPOBEHb YTOMIISEMOCTH, CIa0O0CTH).
[Tokazarens KK mo3BomisieT olieHUTh HE TOJIBKO 3(PGEKTUBHOCTH, HO M MOTEHIIMAIBHO
SIBJISIETCSI OMTOCPEIOBAaHHBIM TTOKa3aTeeM 0e30MacHOCTH JICUCHHUS.

[Ipumenenue pa3sHOOOpPa3HBIX METOAMK U OMNpPEACICHUN CBS3aHHOTO CO
smopoBbeM KJOK mpuBerno Ha TmepBBIX I3TamaxX K TOJYYCHHIO pa3pO3HECHHBIX U
HECOrjJacoBaHHbIX pe3ynabraToB npu MB [133]. B xome paHee NpOBEICHHBIX
WCCJICI0BAHMI MPUMCHSIUCH Pa3JIMYHBIC IIKAJIBI, BKIIOUast OOIIYIO OIEHKY H3MEHEHHUH,
renepudeckue mkaibl (SIP [Sickness Impact Profile], NHP [Nottingham Health
Profile], SF36 [The Short Form-36], CHQ [The Child Health Questionnaire]), mkans
nosie3Hoctu (EuroQoL [The European Quality of Life instrument], QWB [Quality of
Well-Being]), mxaner onenkn KK mnpu Oonesnsix aeixarenpHoi cuctemMbl (CRDQ
[Chronic Respiratory Disease Questionnaire], SGRQ [St George's Respiratory
Questionnaire]), a Taxke crnenuduueckue maigs MB mkansl (CFQ [Cystic Fibrosis
Questionnaire] [141; 151; 167; 188; 238], CFQoL [Cystic Fibrosis Quality of Life
Questionnaire] [124], FLZ-CF [Questions on Life Satisfaction - Cystic Fibrosis] [132],
DISABKIDS [72]). Tonbko mxkana CFQ umeeT oTaenbHbIE BapUaHTHI IS JETEH U
B3pOCHBIX. J[ OIICHKM W3MEHEHWH B paMKaxX KIMHUYECKOTO HCCICAOBaAHUS
KITFOUEBBIMUA  (DAKTOpAMH CTAHOBATCS HAJICKHOCTh M BAJIMIHOCTH HCITOJIB3YEMBbIX
KputepueB. B 3Toit cBs3U, kK HacTosmeMy BpeMeru YmpasieHuem CIHIA no Hagzopy 3a
KauyeCcTBOM ITUIIEBBIX MPOIYKTOB M JIEKapCTBEHHBIX cpeacTB (FDA) mis ucnonb3oBaHus
B KaueCTBE KOHCYHOH TOUYKHM B paMKax KIMHUYECKUX MCCIICIOBAHUN 0J00peHa TOIBKO
mkana CFQ mis apixatenbHON cucTeMbl. CleyeT OTMETHTh, YTO 3TOT HHCTPYMEHT
CFQ o6nanaer Haubosee NpueMIEMbIM MEXKIACCOBBIM KO3(PPUIIMEHTOM HAIEKHOCTH

IIpu IMOBTOPHOM IIPOBCACHHN TCCTUPOBAHMHA. IIxana OOCHUBACT BOCIIPUHUMACMBIC
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MAlUEHTOM CHUMIOTOMBI/(DYHKIIUIO JBIXaTeIbHOM CHUCTEMBI, MPEACTABISIONINE JIUIIb
oIuH U3 (pakTopoB, okaspiBaronux BiausHue Ha KXK.

B xone nBymepHoro uccienoBanus pe3yiabratoB npuMeHenus CFQ-R crapmmit
BO3pacT OOHApYXXHMBAaeT 3HAYMMYIO B3aUMOCBSI3b C TAaKUMHM [OKa3aTesIMU Kak
«Duznueckoe pyHkimonupoBanue» (ko3¢ duiment koppensauuu (KK) -0,52) [151;182;
188], «OmoumonanbHoe (yukimonuporanue» (KK ot -0,23 mo -0,28) [170; 188],
«prxatenpabie cumnroMb» (KK -0,19) [188] u «Bocnpusitue cocTossHUS 3I0POBBSI»
(KK -0,22) [188]. I[Ipu MHOrohakTopHOM aHaiIM3€ TOJBKO J0MeH «Du3ndeckoe
(G YHKIITMOHUPOBAHWEY COXPAHST 3HAYUMYIO B3aUMOCBS3b C BO3PACTOM.

[Ton oOHapyxuBajl 3HAYUMYIO B3aUMOCBSI3b C jJoMeHamu «OO0pa3 Tena» u
«Dusnueckoe Pynkiumonuposanue» [102; 208]. TpyaoycTpoicTBO, BKIIOYABIIEE KaK
oOydyenue B mkoyie/BY3e, MOMHYHO WM YaCTUUYHYIO 3aHATOCTb, CBSI3aHO C Oojee
BBICOKUM OayioM 1o BceM noMeHam CFQ-R14+ mpu aBymepHom anammze [220], B TO
BpeMsl KakK Mpyu MHOTO(AKTOPHOM aHaJM3€ 3HAYMMOCTb COXPAHSIOT TaKue JOMEHBI Kak
«Duzuueckoe u CoruanbHoe (PyHKIIMOHUpOBaHUEY, «PoneBoe (YHKIIMOHUPOBAHUEH
[139].

[Ipu ouenke knuHuyeckux (axropoB ODB; oOHapykuBajl TECHYIO CBS3b C
TakuMu mapamerpamu kak «Pusmdeckoe dynkimonupoanue» (KK ot 0,27 no 0,76)
[86; 132; 151; 182; 188;191], «Bocnpusitue cocrosiaus 310poBbsi» (KK ot 0,34 no 0,66)
[132; 151; 188; 179; 196], «CumntoMsl co cTopoHbl opranoB apixanus» (KK ot 0,36 no
0,47) [90; 151; 188] u «bpewms neuenusi» (KK ot 0,26 no 0,39) [151; 191; 196].

Nunexkc maccol Ttena (MMT) mpoaeMoHcTpupoBai B3auMOCBs3b ¢ «O0Opazom
tena» (KK ot 0,28 mo 0,54) u «Becom» (KK ot 0,43 no 0,47) [139;151; 189;191], a
takke ¢ «Hapymenusamu nuranus» (KK or 0,16 mo 0,44) [139; 151; 189] u
«Bocnpusituem cobctBenHoro 310poBbsi» (KK ot 0,14 mo 0,30) [189].

YacTora JETOYHBIX OOOCTpEHUH MO pe3yiabTraraM ABYX(AaKTOPHOTO U
MHOT'0(paKTOPHOT'O aHAJIM30B OblIa CBs3aHA CO CHUXKEHHWEM Oajuia Mo TaKUM JOMEHaM
kak «Duznueckoe ¢ynkuunonuposanue» (KK -0,35), «9uepruunocts» (KK -0,25),

«Ponepoe ¢pynkuronuposanuey» (KK -0,32) [168].
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Hanuuue ngenpeccuu, orieHuBaeMol ¢ Ucnonb3oBaHueM onpocHuka beka (BDI)
OBUTO CBsI3aHO ¢ yxyauieHnem 6aiia mo BceM nqomeHam CFQ-R 14+ (KK ot -0,21 no -
0,74) [196], mpudyem Bce B3aUMOCBSI3U OCTaBAJIUCh 3HAUYMMBIMU TOCJE CTPATHU(UKAIIUH
10 YPOBHIO (DYHKITUU JIETKHUX.

B uccnenoanne M.A. Cohen ¢ coapt. (2011) O6buT0 BKJIIOYEHO 75 neTei B
Bo3pacte 12,5+5,1 net. B 3aBUCHMMOCTH OT Bo3pacTa MalUeHThl ObUTH pa3jesieHbl Ha 3
rpynmsl: 1 (< 12 ner), II (12-14 net), u III (> 14 ner). Haubonee BBICOKUN M HUZKUM
6amel o mkane CFQ ObUIM 3aperucTpUpPOBaHbI MO MOJIIKANIE «ITUTaHue» B rpytre I11
(89,3 £ 16,2) u «commansHoOW» noxamkane B rpynne II (59,5 = 22,3). I'pynnet [ u 111
3HAYMTENIPHO pa3finyaiuch Mo mnojmkane «iedenue» (p = 0,001). Ormeuanuch
3HAYMMBIC pa3nuuus 1o Imkajge Shwachman Mexny nanueHTamu, noayduBuMu < 70
OaJIOB M MalMeHTamM, NoidyduBmIUMH > 70 0amioB B «COLMAIBbHONW» MOJIIKAJE
(rpynma I; p = 0,045), noamkane «asixateabHou ¢yukmuu» (rpynmna II; p = 0,053) u
«rumeBapenus» (p = 0,042). B rpynme III crenenp TsoxkecTu 3a00jeBaHHS HE
oOHapyxuBana koppensiuun ¢ KXK. B rpynnmax 1 u 11 namuentsr ¢ ypoBHem ODB; <
80% He oTIMYaNIuCh OT APYTrUX MAlMEHTOB HU 1o oaHoil u3 noamkan CFQ. B To xe
Bpems B rpymre I y namrenToB ¢ O®B; <80% orMeuancs 3HaUYUTENbHO 00Jiee HU3KUM
O6amn B nmonmkanax «puszndeckoro cocrossHus» (p = 0,012); «BocnpusaTus tena» (p =
0,031); «apixatenpHor Gyukmuu» (p = 0,023), «3IMOIMOHATBLHOTO COCTOSIHUS» (P =
0,041) u «commansHoi posuy» (p = 0,024) [90].

B uccrnenoBanuu, mpoegeHHOM B ABctpanuu, onieHky KXK ¢ ncnonb3oBanuem
onpocHuka CFQ-R BbImosiHsin y aeteid B Bo3pacte oT 6 A0 18 jeT u ux poaurtenei.
Bcero B wuccrnenoBanue Obulo BKIIOYeHO 18 amOymatopHbix U 15 craumoHapHBIX
MAIUEHTOB, TOCIIUTAIM3UPOBAHHBIX B CBSI3U C 00OCTPEHUEM JIETOYHOU CUMIITOMATUKU B
OOJILHUITY JUISi OKa3aHUs BBICOKOCTCIIMATU3UPOBAHHON MEIUIIMHCKON TOMOIIIH.
CranoHapHble TAIMEHTHl JIEMOHCTPUPOBAIM 3HAYUTENIBHO OoJjiee HU3KUU Oali 1o
MOJIIKAJIaM «3MOIIMOHAJIBHOE COCTOSIHHE», «COLMAIIbHOE COCTOSIHHE», «BOCIPHUSITHE
Tela» U «CUMIITOMBI CO CTOPOHBI OpraHoB AbixaHus» mkaibl CFQ-R mo cpaBHeHUIO C
aMOyJIaTOpHBIMU TaleHTaMu. Y 0oJjiee MOJIOAbIX MNalueHTOB (6-13 7eT) BBISIBICH

3HAYUTENBHO 00Jiee BBICOKH 0asl, Mo CpaBHEHUIO C MalkeHTaMu B Bo3pacte 14-18 ner
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O MOJIIKAJIaM «3MOIMOHAIBHOE COCTOSIHUEY, «BOCTIPUATHE TeNa» U «OpeMsl JICUCHUSD.
JKeHumHpl B MEHbUIEH CTENEeHH OIlylanu «OpeMs JeueHUs», MO0 CPaBHEHHUIO C
MYy>KUMHAMH, TakKe€ KaK M MalMeHThl B Bo3pacTe 6-13 JieT Mo CpaBHEHHMIO C HX
ponutrensimu. OOHapyXeHa 3HaUMMas B3aUMOCBSI3b MEXKY MOJIOM peOeHKa/poauTels u
MOJIIIKAJIE «3MOLIMOHATBHOE COCTOSIHUE» M «HApyILIEHUWE NMuTaHus». Takum oOpazoMm,
BBISIBIICHBl ~CTATUCTUYECKH 3HAYMMBIE pa3iuyus MEXAy amMOyJIaTOpHBIMHU W
CTAallMOHAPHBIMU TAIMEHTaMHU, a TaKkKe MeXAy IMeIuaTpUuuecCKuMU TMalueHTaMu
Mmiazamero u Ooisiee crapuiero Bo3pacta ¢ MB, a Takxke mexnay BochpusitueM KOK
poautesieM u pedberkom [140].

Ha ¢one pocra uyucina XpoHHUecKuX 3a00JIeBaHUM y JeTed, TpaaulMOHHBIE
MEIUIIMHCKUE KPUTEPUHU, TaKUE KaK BBDKHBAEMOCTb, YPOBEHb BBIPAXKEHHOCTH
CUMIITOMOB U pa3inyHble JaOOpaTOpHbIe MOKA3aTeIu, SBISIOTCA HEJOCTaTOYHBIMU. B
JIOTIOTHEHUE K KJIMHUYECKUM JIaHHBIM HEO0OXOJMMa TOJHOIIEHHAs! OLIEHKa COCTOSIHUS
310pOBbsl WJIM CBA3aHHOTO co 3ao0opoBbeM KOK [148; 170; 178]. as B3pocibix
pa3paboTaHO W BaJUIU3UPOBAHO HECKOJIBKO MNEPEBEACHHBIX HA Pa3IUYHbIC S3BIKU
onpocHukoB, Hampumep, SF-36, Ilpodwns BausHus Gonesnu (SIP), NHP u apyrue
[112]. B TO k€ BpeMs OLIEHKa COCTOSIHUS 310pOBbs U cBsizaHHOro ¢ HUM KOK y nereit B
HACTOSIIIEEe BpeMs HAXOAUTCA Ha crtaauu paszsutus [193; 213; 224; 232; 233]. B
KauecTBE IOKa3aTessi COCTOSHUS 370pOBbS MPENJIOKEHO MCMHOJIb30BaTh OMPOCHUK
coctosinus 310poBbs Aeteit (CHQ), mo3Bosstonuii olieHMBaTh Kak GU3UUYECKOE, TaK U
ncuxonorudyeckoe cocrosinve [154; 155]. B onpocnuke CHQ wucrmons3oBaHa Ta ke
CTPYKTYpa U METOAOJOTHYecKuid moaxona, yto u B SF-36. B To xe BpeMs onmpocHUK
pa3paboTaH CHelHalIbHO JJIsl JeTed U MOJPOCTKOB M BKIIOYAET CIEHHATIM3UPOBAHHbBIC
JIOMEHBI, TAKUE KaK CAMOOLIEHKA U (DYHKIIMOHMPOBAHUE B CEMbE, HE BCTPEUAIOIINECS B
onpocHuKax aig B3pocibix. CHQ B paMkax ucciienoBaHUN MPUMEHSJICSA Kak B oOuiei
MONYJISIIIUU, TaK M B OTACIBHBIX TPYIMINaxX JEeTeH ¢ XpOHUUYECKUMHU 3a00JE€BaHUSIMU B
pa3nnuHbIX cTpaHax [154; 156].

IIpu ouenke KK y 30 nmanmentoB ¢ MB B Bo3pacte or 16 mo 42 njer c
UCIOJIb30BaHUEM IMiKajdbl SF-36 ObLIO BBIABICHO CHUKEHHUE MHOTHX IOKa3zaTelew.

Bonbiie Bcero Obuia cHukeHa (usnveckas akTUBHOCTH (31.7 + 40.4), B To BpeMs Kak
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poiib  Qu3Mueckux NpobieM B O00ECNEeUEeHUU S KU3HEAEATENbHOCTH MOJy4HIIa
HauOosbIee KoJmuecTBo OamioB (61,2+27,4). MccnenoBaHue mpoaeMOHCTPUPOBAIIO,
4TO JKCHIIMHBI Ooyiee HeratuBHO oleHuWBamu cBoe KXK mo BceM mopmkamam, 1o
CpaBHEHHIO ¢ MyX4nHamH. OTIEHKH, KOTOPHIE [aBajidl >KEHIIWHBI, MpeBbimamn S50
OaJIJIOB TOJILKO MO cleayromuM mnoamkanaMm: «dusndyeckoe (yHKIHOHUPOBAHUEY,
«Ponp »smonmoHanbHOro coctostHUs» U «llcuxmyeckoe 310poBbe» (HamboJbIIEE
KoJu4decTBO 0awioB (54,9 £ 17,7). Y Myx4uH HanboJiee HEraTUBHYIO OLICHKY IOTy4nia
noamkana «OOmee cocrosHUEe 3A0pOBbs», MeHee S50 OamioB (32,9 + 26,2).
MaxkcuManbHble pe3yNbTaThl OBUTM  TMOJMYYEHBI [ MOJIIKaIbl  «Du3ndeckoe
dbyHKIIMOHUpOBaHKue». HecMoTps Ha mosoBbie paznuuus B oneHke KK, cratuctuuecku
3HAYMMBIX pa3IuIuii 0OHApyKEHO HE OBLIO.

KauecTBo ku3HM y marnueHToB ¢ MB B Bo3pacte > 25 nmeT ObUIO HUXKE, YeM Y
nanueHToB < 25 net. Toxapko mo mkane «Poib IMOIMOHATBHBIX MTPOOIeM» MAIlUEHTHI B
BO3pacTe > 25 JIeT MPOJEMOHCTPUPOBAIU PE3yibTaThl, NpeBbimatomue 50 Oamnos.
HaubGonee Hu3kuii pe3ynbrar mojydyeH no noamkane «Ponb dusmyeckux mnpoOaem»
(20,0+42,2). V maumeHtoB B Bo3pacte < 25 neT Obul BBIABIECH HU3KUU ypoBeHb KOK
(37,5€39,3) B mnonmkamnax «Ponb Qusnueckux mnpodiem» u «OOIIee CcOCTOosTHUE
3I0POBBS». 3HAYUMBIC PA3NUUYUS MEKIY TPyNIaMH MaueHToB <25 yerT u >25 et
oOHapy>keHbl 1o noAmkanam «KuznecnocodHocts» n «llcuxuueckoe 310poBbe» [229].

[To pe3ynpTaTam McciaenoBaHUN, 000CTPEHUS JISTOYHBIX WHMEKIMA TPUBOIAT K
3HAYUTEIIPHOMY CHIDKEHHIO CBSI3aHHOTO co 3710poBheM KK y 6ombHbIX ¢ MB [56, 59,
81]. Ilpm o>ToM BHE 3aBHCHMOCTH OT TOTO, TPOBOJUTCS JIM WHTEHCUBHAS
AaHTHOMOTHKOTEpANHs B YCIOBHAX CTallMOHApa WM Ha JIOMY, arpecCHBHOE JICUCHHE
o0OCTpeHH JeroyHoil HMH(MEKIMH MPUBOAUT K 3HAUYMUTEIbHOMY yiydmeHuto KK
[11;166], a Takxke K YBEJIMYECHUIO HPOJOJKUTEIBHOCTH XW3HU [216]. JleueHue
XpOHHUYECKON WHeKunuu Pseudomonas ¢ WCHOIB30BAaHUEM HWHTAISIIUOHHON (HOPMBI
toOpamuinHa [189] uiu azrpeonama [195] Takxke NPUBOIUT K YIYUIIEHUIO CBI3aHHOTO
co 3nopoBbeM KK, a takxxe ODB,;.

[lpumenenne  (U3HOTEPANIEBTUYCCKUX  METOAOB,  HANpaBIECHHBIX  Ha

OCBO60)KIICHI/Ie AbIXaTCIbHBIX HYTeﬁ OT CKaHJII/IBaIOH_IeI‘/'ICSI MOKpPOTBI H CJIU3HU,
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OTJINYAETCSI HU3KUM YPOBHEM IPHUBEPKEHHOCTU MALUEHTOB B JOJITOCPOYHOM MIEPHUOJE,
Tak kak TpeOyer ot 20 go 45 MuHYT 1Ba paza B cytku [75]. Ucmons3yembie B
KIIMHUYECKON MPaKTUKE METOMAbl JEMOHCTPUPYIOT 3(PPEKTUBHOCTh B KPATKOCPOUHOM
MIEpUOJE, OJHAKO MX BIIMSHUE Ha CBsA3aHHOE co 310poBbeM KOK B pamkax xopoio
CIUIAHUPOBAHHBIX UCCIIEN0BAHUN HE OLIEHUBAJIOCH.

@apMaKoJOTHYECKUE TpenapaTrbl JJisl BOCCTAHOBIEHUS MYKOLMJIMAPHOTO
KIMpeHca nabixarenbHbix myted BkimrowarorT JIHKasy, B,-aroHucTbl, moctaBisieMble C
MOMOIIbIO HeOynai3epa, a TakKe HHrajsiluu runepronnyeckoro pacrtBopa NaCl
HecMmoTpst Ha TO, 4TO G€30MacHOCTh U 3()PEKTUBHOCTD BBILIEYKA3aHHBIX METOAOB Obla
MOATBEPKIEHA B pPaMKaxX pPaHAOMHU3UPOBAHHBIX KOHTPOJIMPYEMBIX HCCIEAOBAHUM,
yOenuTEeNbHBIX JaHHBIX, CBUJETEIbCTBYIOIIUMX OO0 VIYYIIEHUH CBSI3aHHOTO CO
3nopoBbeM KK y manuento ¢ MB nonyueno ve Obuto [101; 185; 198; 202; 235].

B uccnenosanuu Jleraiikunor M.E. (2005) BeisiBieno, uro KXK kak B3pocibix,
Tak u Jieredd, 0onbHBIX MB B OCHOBHOM CHHXEHO 3a CUET OrpaHWYeHHs (PU3nyecKou
AKTUBHOCTH, XKMU3HECIIOCOOHOCTU U COLMATIbHOW aKTUBHOCTH Ha ()OHE HEraTUBHOTO
BOCIIPUSITHSL CBOETO 3/I0pPOBbSl B IIEJIOM; MPU 3TOM Haubosee ysS3BUMOM KaTeropuei
okazanuch noapoctku 14-18 net [15].

Onenka KXX y gereil cBsizaHa co cnenuduueckumu 3arpyaHeHusMu. K Hum
OTHOCSITCSI CIIOCOOHOCTh TOHUMATh BOIPOCHI Y J€TeH MIIaJIlIero BO3pacta, U3BMEHEHHSI B
CIIOCOOHOCTH OTBEYaTh HA BOMNPOCHI, CBSI3aHHBIE C POCTOM U pa3BUTHEM peOEHKa B
OoJee MO3JHEM BO3pacTe, a TakKe OIMIMOKH, CBA3AHHBIE C HCIOJb30BAaHHUEM OTBETOB
poauTenel B kauecTBe nocpeanuka [91; 119; 122; 200].

[lepBass Bepcus wuHAeKkca mnone3HocTH g 370poBbi — HUI-1 — Obuta
pa3paboTaHa JUIsl OLIEHKU UCXOJOB y JIeTel ¢ AKCTpEMajbHO HU3KOW Maccou Tena mpu
POKIEHUU U JJI1 OLEHKH 00111ero OpeMeH! JEeTCKUX OHKOJIOruYecKux 3adoneBanuit [79;
222; 223]. HanbHeilmass MoaepHuzainus npuBena k paspaborke HUI-2, xoTopbrit
BKJIIOYall OoJjiee IIMPOKMH  Juama3oH MpOTrHo3upyemoro oOmero OpeMeHu
3aboneBaemoctu [143; 224]. Hnsa yctpanenuss HemoctatkoB HUI-2, Brmrouas
HEJIOCTATOYHYIO MPUMEHUMOCTh B KJIMHUYECKUX YCIOBHUSAX W JUIS UCCIEOOBAaHUWA B

oO1eit momynsiuu, Obuta pazpadborana cienyromas Bepcusi, HUI-3.
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HUI-3 Obln Bamuau3upoBaH sl TNEAUATPUUECKOW TPAKTUKH W CUYUTACTCS
HaJIe)KHBIM TTOKA3aTeJIeM IIPU UCTIOJIb30BAaHUM y JIeTel B Bo3pacte oT 5 10 18 mer [84;
119]. Omenka cCOCTOMT W3 BOCBMHU IOKa3zaTeleil: 3peHHe, CiIyX, pedb, CIOCOOHOCTH
MepeIBUraThCsl, MEJKas MOTOpPHKA, AMOIMH, KOTHUTHUBHBIC TIPOLIECCHI U YPOBEHD
6oseBoro cuuapoMa. Kaxxabiii mokasareiab UMEET MSATh WIH miecTh Tpananuii [118]. s
MPUCBOCHMS ONIPEICICHHON 3HAYUMOCTH JIJISl K&KJI0r0 YPOBHSI ITPU3HAKA HCIIONB3YETCS
MHOTOMepHasi (yHKuMs mnoje3Hoctd. C  MOMOIIbIO  CHEUaNbHOW  (POpPMYIIbI
MOJIYYCHHbIE 3HAYEHUsS B COUYETAHUM IMO3BOJSIOT ONPENETUTh OOIIYI0 IMOJE3HOCTD,
00€eCleYnBaIOIIYI0 KOMIUIEKCHYIO  OIIEHKY TMalMdeHTa, O0O0JIeTYarollyl0 OLEHKY
pa3IUYHBIX MOCJIEICTBUM 3a00JIeBaHUS W PA3JIMYHBIX CTEIEHEHW TSKECTH 3a00seBaHuUs
[119]. B CIIIA ObutuM TpOBEIAEHBI HCCIEIOBaHUS MOAPOCTKOB ¢ MB mpu momoriu
onpocuuka HUI, monyueno moxaszarenu mo o6meit mxkane HUI2 -0,83, mo mikane
«60mb» -0,93, «omommm» -0,88 [165]

Bo mMHoOrox crpanax Mupa CyIIECTBYET HAIIMOHAJIbHBIA KAaTAJIOT YTUIUTAPHBIX
WHJIEKCOB, JaHHBIE KOTOPOT'O MPUMEHSIOTCS B HAYYHO-TIPAKTUUECKUX HCCIEIOBAHUSIX
[114;98]. He pexomMeHmyeTcss HCIOJB30BATh YTWJIMTAPHBIE KOIPOUIIMEHTH APYyroi
NOMYJSIMK B CUJy HallMOHAIBHBIX ocoOeHHocTed. B Poccum takoro karaiora Her.
Hauat nporecc ero ¢opmupoBanus B 1a00paTopun COUATBHOM neuaTpun
HI3/.

kanel st u3MepeHust cBsa3aHHOro co 3aopoBbeM KK B HacTosimiee Bpems
UTPAIOT BAXKHYIO POJb B JKOHOMHUYECKOM aHaju3€ pa3IMYHBIX BMENIATEIbCTB H
METOJIOB JICUEHHUsI, TaK KaK MapaMeTpbl Pa3IuYHBIX COCTOSIHUN M 3a00JIeBaHUUA MOTYT
OBITh OOBEIUMHEHBI B IMMOKa3aTelslb JIET KU3HU C TMOIpaBkoil Ha ee kadecTBO (QALY),
CTaHJApPTU3UPOBAHHBIM  TOKa3aTedb MCXOJAa, HCIOJIB3YEMBIM  PEryIUPYIOIUMHU
OopraHaMmH JUIsl IPUHATHUS PEIICHUM B YCIOBHUSAX OTPAHUYCHHBIX PECYPCOB, BBIICISIEMBIX
Ha 3apaBooxpaHenue [147; 120; 180]. Ogun QALY »SKBUBaJICHTEH OJHOMY TOHAY
UJICaNbHOTO 370POBbs, a YPOBEHb MOJIE3HOCTH «HOJIbY MPEACTaBIseT COOO0H CMEpTh.
QALY uyacto UCHONB3YIOT MJisi CPAaBHEHUs COOTHOIICHHS 3(P(HEKTUBHOCTH/CTOMMOCTH

Pa3JINYHBIX BMEIIATENBCTB B Pa3JIMYHbIX rpynnax nauueHrtos [85; 147; 180].
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1.4. OnpenesieHne nNokasaTesiei MOJI€3HOCTH MeIMIITMHCKUX TEXHOJIOT Wil
QALY u DALY

JoctynHbeie  (UHAHCOBBIE  pecypchbl  MPAKTHYECKH  BCEraa  SBISIOTCS
HEJOCTATOYHBIMU JUIsI OOECHEYeHHs] HYXKJ 3paBOOXPAHEHMS, YTO HEU30€KHO
NPUBOJIUT K HEOOXOJIHMMOCTH YCTAaHOBJIEHHUS TNPUOPUTETOB. B HacTosiee Bpems
MPEIJIOKEHbl  Pa3HOOOpa3Hble TNPUHIMIBL ISl YCTAHOBJIEHUS MNPHOPUTETOB. B
COOTBETCTBHUHM C MPUHIIUIIOM MaKCUMAaJIbHOW TOJIb3bl, PECYPCHI CIIEIyeT HANpaBisATh Ha
BMEIIATEIbCTBO, OOECHEUYHBAIOIEEe HAWOOJNBIIYIO MONB3Y A 3A0poBbs. [lpuHIUD
HanOOJIbIIEH MOJIb3bl HAXOAUT MOJJIEPHKKY, KaK CO CTOPOHBI OOIIECTBEHHOI0 MHEHUS,
TaK M CO CTOPOHBI peryiaupyromux opraHoB [92; 149; 204]. JlaHHBII NPUHITUIT TECHO
CBSI3aH CO CTaHJIapTHBIM aHau30M <«3aTpaThl-3¢gdhextuBHocTh» (CEA) [236]. Hecmotps
Ha BEJyILUECs CIIOPbl U KPUTUKY, OJTHUM M3 HauboJiee pacnpOoCTpaHEHHbIX MOKa3aTene
JUTSL OLICHKHU TOJIB3bl, UCTIOJIB3YIOIIUXCS B KauecTBe equHUIbl B pamkax CEA, ocTaeTcs
MoKa3aTesb JIET )KU3HHU ¢ mornpaBkoi Ha kadecTBO (QALY) [63; 108; 130].

B03MOXHOCTh cOYeTaHMsI OIIEHKM KayecTBa M KOJIMYECTBA KU3HU B OIJHOM
MoKa3arejie OCHOBaHA Ha MJIEE O TOM, YTO KAauyeCTBO YXU3HH MOKHO KOJHUYECTBEHHO
OIICHUTh C HCHOJB30BAaHUEM KOHIENIUU «mojie3Hoctu» [107].  «Ilone3HocThy
COCTOSIHUSL 3/10POBbSi OOBIYHO OMMCHIBAIOT KOJMYECTBEHHO Mo mkaie oT 0 go 1, B
KOTOpol 0 COOTBETCTBYET «CMEPTH», a | — TOJIE3HOCTH >KU3HU B COCTOSIHUU
«UJ€aTBHOT0 30pOBbs». [10J1Ie3HOCTH ONPeIeIEeHHOT0 COCTOSHUS 3JJ0POBbSI OLIEHUBAIOT
C TIOMOIIBIO CHEHHAIM3UPOBAHHBIX METOJOB, HANpPUMEP, PEUTHHTOBBIX IIKAI U
MHJIEKCOB, METOJIa «BPEMEHHOT0 KOMIIpomucca» u ap. [5; 179].

Tepmun QALY BnepBbie ObL1 Hcnonb30BaH B 1976 rony R. Zeckhauser u D.S.
Shepard B kauecTBe nmokasaTelis pe3yJIbTaTUBHOCTH JICUCHHUS, BKIIOYAIOILIETO B ce0sl Kak
MPOAOJDKUTENBLHOCTh, TaK U Ka4eCTBO XU3HU [242]. OnHaKo KOHUEMIMs, JeXKalas B
ocHOBe, Obuta chopmupoBaHa emie B Hayaie 1970-x rogoB B pamkax pa3pabOTKu
«rmokKaszaresis YpoBHS 310poBbsi» [115; 225; 226]. HcxomHble NpeanonoxeHus,
nexaiue B ocHoBe Mojienu QALY, B panbHeiinieM Obuth u3noxeHbl B padote Pliskin ¢
coaBT. (1980), rme Obuto obOocHoBaHo mpumeHeHue QALY B pamkax Tteopuu

MHOToMepHoO mosiesHoctd [183]. JlanpHeitmas pa3paOoTka KOHIEMIMK Oblia
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npoBejieHa B padortax J.M. Myamoto u S.A. Eraker (1985), G. Loomes u L. McKenzie
(1989), A. Mehrez u A. Gafni (1989) [159; 164; 173]. B 1992 roay 6»u1 onmyOauKoBaH
MacmTabHbId 0030p, BKItOUaBIIUK 51 uccnegoBaHue 3KOHOMUYECKON 3 (HEKTUBHOCTH
¢ ucnons3oBanueM QALY B kauecTBe OCHOBHOro mnokasarens [127]. Bcero uepes
Heckobko JieT koHmenmus QALY Obuia mpuHsTa B KayecTBE CTaHAapTa aHaliu3a
«3atpatel-3pdextuBHoCcThY [25; 108; 131; 162], HecMoTps Ha MNPOAOIKAIOIIHECS
ne6aTbl OTHOCUTENBHO TEOPETUYECKUX OCHOB U MPAKTUYECKON 3HAUMMOCTH MOKa3aTess
(manpumep, 77). Ha ceromgmsiminuii neHp mnokaszatenb QALY  mpumeHsercs B
OOJIBIITMHCTBE SKOHOMHYECKUX aHAJIM30B U MCIOJIB3YETCS PEryJIHPYIOMINUMU OpraHaMu
MIPU aHaliu3e «3aTpaThl-2P(HEKTUBHOCTHY» B paMKax Mpoliecca MPUHATHUS PEIICHUH, B
TOM YHCJIE U B NIEAUATPUHU [3; 4; 8].

Unes, nexamas B ocHoBe omnpeaeneHuss QALY, mpocra: rox Ku3HU B
COCTOSIHUY TOJTHOTO 3710p0Bbsi cooTBeTCTBYET 1 QALY (1 roj »Ku3HU X MOJE3HOCTh 1 =
1 QALY), a oguH roj )KU3HU B COCTOSIHUH, XYK€, YeM IOJTHOE 37I0POBbE, OIIECHUBACTCS
HKe enuHuibl. [ns  ompenenenuss TouyHoro 3HadueHuss QALY  moctaTodHo
IIEPEMHOXKUTh 3HAYEHHUE IIOJIE3HOCTH, CBSI3aHHOE C OIPEIEICHHBIM COCTOSIHUEM
3I0POBBSI, HA KOJUYECTBO JIET, MPOXKHUTHIX B 3TOM COCTOSIHUM. TakuM obpazom, QALY
BBIpQXAIOT B paMKaX <«IET, MPOKUTHIX B COCTOSIHUU TIOJTHOTO 3JI0POBBS»: IMOJITOJa B
COCTOSIHMM TIOJHOTO 3710p0Bbsi cooTBETCTBYET 0,5 QALY, 4TO COOTBETCTBYET Troay
KU3HU B CUTYyallUM, TIPU KOTOPOH YpPOBEHb MoOJie3HOCTU cocTamisier 0,5 (Hampumep,
Oyay4u MpUKOBAaHHBIM K mocTenu) [107].

Konnenuua QALY mocinyxuia OCHOBOM JUisi pa3pabOTKH HECKOJIBKUX
MOKa3aTeJaed pe3yJbTATUBHOCTU JICUEHMS, BKJIOYasg IIOKa3aTeldb JIET >KU3HH,
CKOPPEKTUPOBAaHHBIX 10 HeTpynocnocooHoctu (DALY) B Hauane 1990-x ronos. DALY
ABJIIETCSI OCHOBHBIM IOKa3aTesieM OpeMeHH 3a00JeBaHusl, KOTOPBIM TakKe JOCTaTOYHO
4acTO MPUMEHSIETCS B paMKax aHajau3a <«3aTparbl-3QdeKTuBHOCTHY. B KkadecTBe
MoKasaresisi pe3yJbTaTUBHOCTU JIEYEHUsI B paMKax 3KOHOMHMueckoro aHaimmsza DALY
ornuuaetrcss oT QALY B HeckonbkMX acmnekrax. Ba)kHO OTMETHUTh, UTO TOKa3aTelb
DALY Bxitodaer B ceOsi KOPPEKIMIO IO BO3PACTy C MPUCBOCHUEM Pa3IMYHOTO

YACIABHOT'O 3HAYCHUA IodaM KU3HU B 3aBUCUMOCTH OT BO3pacTa. H€CMOTp$I Ha TO, 4TO
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npoduiIb HETPYAOCTOCOOHOCTH, Jexamuii B ocHOoBe mojcuera DALY, mocratodno
pocT (YacTo MPEIOJIaraeTcsi CTOMKass HETPYAOCIOCOOHOCTD), pealbHOE BBIYUCICHUE
MOXET O0Ka3aTbCsl J0CTaTO4HO TpoMoszakum [29; 171; 123]. C agpyroil CTOpOHBHI,
npodusp kayecTBa Ku3HM s noxacuera QALY sBusercs Oosee CIOXKHBIM, C
M3MEHEHHUEM KAaueCTBa KU3HU B OAHY U APYT'YIO CTOPOHY C TEUEHHEM BPEMEHU, OJHAKO
BBIUMCIICHUS TOKAa3aTesii MOTYT OBbITh 3HAYMTENbHO YIPOLIEHBI C HMCIOJIb30BAHUEM
JUCKPETHOTO MPUOIKEHHs] HeNpephIBHOM (yHKIIMU 310poBbs [108].

[lokazatrens DALY mno3Bosiser oueHUTh Opemsi 3a0o0jieBaHHUS B paMKax
oOmiecTBeHHOTO 3/10poBbsi. Punocopus DALY noapasymeBaeT, UTO KaKIIblil YeJIOBEK
POKIAETCs C OMNPENIETCHHBIM KOJMYECTBOM JIET, KOTOpPbIE MOTYT OBITh MPOKUTHI C
ONTUMAJbHBIM 370pOBbeM. JIIOIM TEPSIOT 3TH TOIBI 3JA0pPOBbS B NEPHON >KU3HHU B
COCTOSIHUM OOJIE3HM W/WIM yMHUpash [0 JOCTHKEHHUS OIpEIETICHHON OXUIaeMOn
MPOJOJKUTENBHOCTH KU3HU. OTH TOTEPU 3J0POBBIX JIET JKU3HU U SBISIOTCA
npeameToM usMepenus B eauHunax DALY. Takum obpazom, 10 DALY cooTBercTBYeT
notepe 10 et 310pOBOM KU3HU B CBSI3U C 3a00JIEBA€MOCTbIO M/WIIM cMepTHOCTHIO. Ha
NOMYJISIIMOHHOM ypOBHE 3a0oyieBaHMsl ¢ OoJjiee 3HAYMUTEIbHBIM BJIUSHUEM Ha
00IIIECTBEHHOE 37I0pOBhE€ OYAYT COOTBETCTBOBaTH OojbieMy koimuectBY DALY mo
CpPaBHEHUIO ¢ 3a00J1€BaHUSMHU, OKa3bIBAIOIIMMU MEHBIIIEE BIUSHUE.

Ilokazarenp DALY cknaapiBaeTCs M3 KOJWYECTBA JIET, MPOXKUTBIX C YTPAaTOU
Tpynocnocoonoctu  (YLD) wu  konuuecTtBa  JIET, TMOTEPSHHBIX  BCJEACTBHE
npexaeBpeMenHoir cmeptu  (YLL). YLD, cooTrBercTByromnue 3a00j1€BaeMOCTH,
BBIUUCISAIOTCS 110 opmyse Y LD= uucio ciayyaeB X NpoAOHKUTENbHOCTh 10 PEMUCCUU
WM CMEPTHU X YAEJIbHOE 3HAaU€HHE HETPYIOCITOCOOHOCTH.

VYaenbHoe 3HaueHue HeTpynocnocooHoctn (DW) sBisercs KIHOYEBBIM
KOMITIOHEHTOM BbluMcienuss DALY, Tak kak Mo3BoJII€T NEpeBECTH 3a00J€BaeMOCTh B
MOTEPSHHBIE BCIIEICTBUE 3a00JI€BaHUS TOJbl 30POBOM KU3HU, TMO3BOJISAS CPABHUTH
3a0oneBaeMoCcTb U cMepTHOCTb. DW mu3mensercsa ot 0 (uaeanbHOe 310poBbe) 10 1
(Hauxy/iiee BO3MOXKHOE COCTOSHUE 3/I0POBbSI) U MOXKET OBbITh MPENCTABICHO Kak
MIPONOPLUUOHAIIEHOE YMEHBIIEHUE 310POBbs BCJIEACTBUE HEXKEIATEIIBHOTO COCTOSHUS.

Taxum obpazom, 10 net xu3au ¢ DW 0,1 coorBeTcTBYeT 5 rogam xxu3nu ¢ DW 0,2 unu
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MOTEepe OJIHOTO TMOJHOTO TOJa HAealbHOro 370poBbsi. YLL, kommnonent DALY,
OTpakarolIui CMEpPTHOCTb, BhIuUcisieTcs no gopmyse YLL = konudyecTBO cmepTeit x
O’KHJIaeMasi IPOJOJKUTENIBHOCTD KU3HU B BO3PACTE HACTYIUIEHUs cMepTH. [loka3aTenp
DALY npencransier co6oit mpoctyio cymmy YLD u YLL. Kpome toro, B gpopmyny
s BeruuciaeHuss DALY  4acto BBOJAT KOPPEKIHMIO 1O  BO3pacry, KoOTopas
MOAPA3yMEBAET, YTO LEHHOCTDh KMU3HU 3aBUCUT OT BO3pacTa. MakcUMallbHasl EHHOCTD
OTAAeTCA 3I0POBBIM roJiaM >KU3HU B Tiepuot oT 9 1o 56 met [171].

Poct mpumenenus QALY B nocinenHue aBa AECATWIETHS CBSA3aH C BaKHBIMH
ocobeHHOCTSIMU TIoKazarens. Bo-mepBbix, QALY coueraeT B OJHOM TOKa3arele
M3MEHEeHHs 3a00J1eBaeMOCTH (Ka4eCTBO), TAK U CMEPTHOCTU (KOJIM4ecTBO). Bo-BTOPHIX,
QALY nerko BBIYMCIUTH MYTEM IMPOCTOrO MEPEMHOKEHUS, XOTS CIEAYET YUUTHIBATH,
YTO NPEABAPUTEIBHOE BBIYHMCIECHUE MOJE3HOCTH OIPEAEIEHHOIO COCTOSIHUS 310POBBS
npejicTaBiser coboii  Oosee ciokHyr 3agady. Hakonmen, QALY  sBasercs
HEOThEMJIEMON YacThl0 JKOHOMHMYECKOTO aHal3a 3aTpaThl-MOJIE3HOCTH B cdepe
3npaBooxpanenus [107]. B To Bpems kak B pamkax ananuza CEA s dexr orieHuBaoT B
OOBIYHBIX €JIMHUIIAX, HANpUMEp, KOJIMYECTBE CIACEHHBIX YXWU3HEH, MOTYYEHHBIX JET
KU3HU, MAJUIUMETPaxX PTYTHOTO cToJI0a U T.1, u3MeHeHue B pamkax CUA u3zmepsietrcs B
QALY. OgnuM u3 ocHOBHBIX npeumyinectB QALY sBisieTcs BO3MOKXHOCTh CPAaBHEHUS
3aTpaT-MoJb3bl BMEMIATENILCTB B COBEPIIEHHO pa3IMYHBIX O00JacTsIX, KOTOpbIE
BCJIEACTBUE pa3IU4Uil B pe3ysibTaTax HE MOTYT OBbIThb MOABEPTHYTHl CPAaBHEHUIO B
pamkax CEA [107].

B xoxe uccnenoranus, nposeaeHHoro P. Tappenden c coast. (2014) [219] 6b110
MPOJEMOHCTPUPOBAHO, YTO MPUMEHEHUE KOJMCTUMETAaTa HaTpus B (QopMe MOpoIlKa
Uil MHTasui - obecneynBaeT MeHbIIMi mnpupoct QALY mo cpaBHeHUIO C
ToOpaMULIMHOM B (opme BbIMycKa pacTBopa g UHramsnuid. B To ke Bpewms,
ToOpaMULIMH B (opMe MOpOIIKa JJIsi HMHrajdsuui obecrieyrBaeT OOJBIIMI TPUPOCT
QALY, no cpaBHeHuto ¢ ToOpaMULIMHOM B ¢opme pacTBopa. Ha ocHOBaHMU JTaHHBIX O
CTOMMOCTH  JICKaPCTBEHHBIX IpenaparoB B BenukoOpuranuu, KO3 UIIHMEHT
3G ()EKTUBHOCTH TOMOJHUTENbHBIX 3aTPaT OKa3bIBA€TCS HE B MOJIb3y TOOpaMHIIMHA B

BHAC IIOpOIIKa MIJIsA HHFaHHL[Hﬁ. TaK, npn NIPUMCHCHHUHA T06paMI/II_II/IHa B (l)opMe
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MOPOIIKA JJISl MHTAAIUNA CTOMMOCTh KaXaoro naonosiHutenbHoro QALY cocraBur
123000 (hyHTOB CTEpPIMHIOB, IO CPABHEHHMIO C TOOPaMHUIIMHOM B BHJE pacTBOpa IJis
uHransuud [219]. B pe3ynbTaTe, NpuU OTCYTCTBHM CIEHHAIM3UPOBAHHBIX CXEM
(rHaHCUPOBaHUS U TOJJEPKKU CO CTOPOHBI rOCyJapcTBa, Hambojee OJIaronpusTHOE
COOTHOIIIEHUE <«3aTtpar-a¢dexTuBHOCTH» B pacuere Ha QALY nemonctpupyer
ToOpaMULIMH B (hOpMe pacTBOpa ISl MHTAJISUUN, XOTS OH M OKa3bIBAETCS HECKOIBKO

MeHee 3(hPEeKTUBHBIM, YeM TOT K€ npenapaT B GopMe Mopoika I uHransuuii [219]

1.5. IlepcnieKTHBBI MCCJIETOBAHNIT MYKOBHCIIM/103A Y JIeTel

Takum oOpazom, MB mnpezacraBiasier co0oil HaclieqCTBEHHOE 3a0oJieBaHUE,
CBSI3aHHOE C YMEHBIICHUEM O0XKUIAEMOU MPOJOKUATEIBHOCTH KU3HU U CBA3aHHOIO CO
3nopoBbeM  KOK  mammenrtoB. Ilammentst ¢ MB  noaBepkeHbl  pa3BUTUIO
PELUIUBUPYIOMNX WHPEKIIMOHHBIX 3a00JI€BaHUM TbIXaTEIbHBIX MyTEH, MPUBOISIINX K
HEYKJIIOHHOMY  YXYIIIEHHWIO (YHKIIMM BHEIIHETO JbIXaHUs. XOTA BKJIaJg B
3a00J1€Ba€MOCTh U CMEPTHOCTh BHOCSIT KaK MOPaKCHHUE MUIIEBAPUTEIILHOTO TPAKTa, TaK
1 MH(EKIMY JIETKUX, XpoHnueckast nuHexkmus P. aeruginosa no n1aHHBIM UCCIIEAOBaHUM
SBJISIETCS. OCHOBHBIM  (DAKTOPOM pHUCKAa CMEpPTEIBHOTO HcXojaa. VIHTEHCHBHBIC
uccienoBanuss B obnactu jedenuss MB mpuBenn k paspaboTke pa3zHOOOpa3HBIX
METOOB JICYEHUS U POCTY OKHUAAEMON MPOJOJLKUTEIIBHOCTH KU3HU IAIMEHTOB, OIHY
W3 KJIIOYEBBIX poJied B JieueHun MB wurpaer sddexktrBHas aHTHOMOTHKOTEpanus,
HaIpaBJIeHHas Ha spaaukanuio P. aeruginosa u nedeHue odboctpeHuil nudexuuu. B
paMKax  COBPEMEHHOTO  3IPABOOXPAHEHHS B  YCIOBUAX  HEIOCTATOYHOTO
(dbunHaHcupoBaHus OoJblIOe 3HAUeHHUE UMeeT 3P (PEKTUBHOE PaCXOJIOBAHUE JOCTYIMHBIX
pecypcoB. OmHUM U3 TEPCIEKTUBHBIX HAIMPABJICHUNU SBJISETCS HCMOJb30BAHUE
koHuenuuu QALY B pamkax KIMHUKO-3KOHOMUYECKOIO aHaJIM3a.

Ucnonb3zoBanue nokazarens QALY MO3BOIUT MPOBECTH COBOKYIHYIO OIIEHKY
KaK COOTHOIIEHUS «3aTPaThI-II0JIE3HOCTh», TaK U BIUAHUA MPOBOAUMOM Teparvu Ha
cBsizaHHOE co 31opoBbeM KOK manueHToB, SBISIONIEECSs HA CErOAHSIIHUN JI€Hb
HEOTHEMJIEMBIM KOMIIOHEHTOM OIIEHKH  «IIOJIC3HOCTH» KOHKPETHBIX JIeUEOHBIX

IO AXOJ0B.
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I'TABA 2. OBBEM U METO/bI HCCJIEAJOBAHUA

2.1. MeTtoabl KJIMHUKO-PYHKINOHAJIBLHOI0 UCCJIEI0OBAHNS AeTeil
00JIbHBIX MYKOBHCIIH/1030M
Pabota Beimonnsuiack B ®I'AY «HayuHblil eHTp 310pOBBs AeTei» MuH3apaBa
Poccun (nupexrop — akagemuk PAH, npodeccop A.A. bapanos), B teuenue 2010 —
2015 rr. Ha 6a3e oTneseHUs MyJILMOHOJIOTUH U ajieproioruu (3as. ota. — A.M.H. O.1.
CumoHOBa) W JabopaTopuu CoOLMAIBHON mneauaTpun (pykoBoauTelb— K.M.H. H.B.
YcrunoBa).
Kputepuu BK/IIOYeHNsI B HCCJIEIOBAHUE:
e Bo3pacT nanueHToB ot 5 1018 ner;
e [loaTBepKIEHHBIN TUArHO3 MYKOBUCIIUO03;
Kpurepuun uck/Io4YeHus U3 UCCJIeT0BAHNS:
e Bo3spact Menee 5 niet u crapuie 18 ner;
e Hanuuwne octporo 3aboneBanus MeHee ueM 3a 14 nHeit 1o oOcnenoBanus;
e J[narHocTupoBaHHAas MHTEIEKTyalbHAs HEIOCTATOUYHOCTH;
e SI3pIKOBOI Oapwep;
B cooTBeTcTBUM ¢ nU3aliHOM pabOThI, aHKETUPOBAHUE, KIMHUYECKOE
U 1a00paTOPHO-UHCTPYMEHTAIbHOE 00C/eI0BaHUE MAUEHTOB MPOBOJAMIOCH B
JTUHAMUKE HECKOJBKO pa3. Mbl ucciieioBain Bcex aetrer (99) nmpu nmocTymieHUu B
cTauuoHap - 1 Touka, OHM COCTaBWIM OOIIYIO Tpymmy ucciegaoBaHus. s omneHKH
JTUHAMUKH OBLIM MPOBEICHBI MOBTOPHBIC UCCIEAOBaHUS: 2 TOUKa - uepe3 14 muei, 3
TOYKa - BTOpas TOCMUTaIM3alus B cTalMoHap (depe3 6 mecsues), 4 Touka — 3-5
rocnuTanu3anusa. Ha NOBTOPHYH TOCHUTANM3alUI0 JETH, KaK IPABHIIO, MOCTyNald

yepe3 6 MecsEB.
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Onpoc 1 nabopaTopHO-
WMHCTpPyMeTanbHoe obcnenoBaHme
nauMeHToB

1 rocnutanusauma 2 rocnuTanmnsaumn 3 rocnuTanmnsauma

1 TouKa - npu L 3 TouKa L 4 TouKa
B ocTynneHun (N=53) (N=23)

2 TOYKa - npu
BbIMUCKe

Cxema 2.1. Jluzaiin ucciiejoBaHMs
Yacte ob6cnienyeMbIx neteit (37) onpoIieHbl ABAXKIbI C HHTEPBAJIOM 12 MecsIeB.
[lon waGmonenneM Haxoawauch 99 nereil, OOJBHBIX MYKOBUCLHUIO30M, B
Bozpacte oT 5 g0 18 mer. Ilo renmepHoMy NpHU3HAKy B TpyMIe HCCIEIOBaHUS
pacripeiesieHne ObUIO MPAaKTUYECKH PaBHOMEPHOE - 52 1eBOYKHU, 47 MabuUUKOB. Y BCEX
HaOJII0JaeMBbIX JleTel ObLJI YCTAHOBJIEH U MOATBEPXACH HUAarHo3 «MYyKOBHCLMIIO03». B
nuarsoctuke MB ObuTH MCTIONIb30BaHbI cOBpeMeHHbIe kpuTepuu. B 2013 roay rpymnma
skcneptoB EBpormeiickoro obmectBa mykoBucuugo3a (ECFS) paspaborana HOBbIC

cTaHgapThl fuarHoctuku MB (cxema 2.2) [113].

[onokuTenpHas moroBas npoda (KOHIEHTPAIUs XJIOPHIOB MOTa BhIIIE 59 MMOJIB/m*
U/ niau

JBe knuanuyecku 3HaunMbie MyTanuu B rene CFTR(cornmacuo peectpy CFTR-2http://www.cftr2.org)

n

HeonaranpHas rUIIepTPUTICHHOT €HEMHUS
WIH
XapakTepHble KITHHUYECKUE MPOSBICHUS, TaKKe Kak TU(PPy3HbIE OPOHXO0IKTA3HI, BBICEB H3 MOKPOTHI

3HaunMon misi MB maTtorennoit mukpogiiopsl (ocodeHHo Pseudomonas aeruginosa), SK30KpHHHAS

MaHKpeaKTHYecKast HeIOCTATOYHOCTh, CHHAPOM TOTEPH COJIeH, 0OCTPYKTHBHAS a300CTIEPMUS

* - 3HaYeHWs] KOHLEHTPAIIMU XJIOPHJIOB 110Ta YKa3aHBI JUIS MPSMOT0 U KOJIMYECTBEHHOTO METOo/a 10
I'u6cony-Kyky. B PO mupoko uCmoib3yoTes anmnapaTHbie METOIbI ¢ HEIPSIMBIM ONPEICICHUE XJIOPHIOB T10Ta,
JUTS. KOTOPBIX MP00a SIBISETCS TMOJIOKHUTEILHON NP SKBUBAJICHTHBIX 3HAYCHUSX KOHIIETPALUN XJIOPUIOB BBIIIE
80 mmonb/n [32]

Cxema 2.2. CtanaapTbl IMarHOCTUKH MYKOBUCIIU03a
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[ToMMMO OCHOBHBIX CTaHAAPTOB JUATHOCTUKH JIJIsl YCTAHOBJIEHUS MPABUIHLHOTO
JIUarHo3a MpPUHMMAId BO BHUMaHHE TaKXKe JaHHbIE aHaMHe3a >KU3HU (Ciiydau
3a00eBaHUsl B CEMbe, CiIyyaud HEBBIHAIIMBAEMOCTH M paHHEH CMEpTH), aHaMHe3a
3a0oneBaHusi (MEKOHUAJBHBIN Wieyc, crearopes, mjioxas npuOaBka B Macce, 4acTble
OpOHXMTBI, MHEBMOHUHM C TPYJHOOTIAEISIEMON MOKpPOTOH, CHUHYCHUTBI, DSIH30]IbI
(GKUPHOTO CTYJay, MOSIBICHUE KPUCTAIIOB COJIM Ha J10Y). Takke BaKHbI ObUTH JAHHBIC
OCMOTpa, CHelU(PUYECKUEe CHUMITOMBI MYKOBUCIMI03a W JaHHbIE JaOOpaTOpPHO-
MHCTPYMEHTAIILHOTO 00CIeIOBaHUS!.

Bcee HaOMIoaemMble  MAlMEeHThl IOJydYaldd TOCTOSAHHYIO Oa3uCHYIO
MEIMKAMEHTO3HYI0 Tepanuio M KhHe3uTepanuio. JleueHne Ha3HA4yalloCch BO
COOTBECTBHM C POCCUUCKMMH M MEXIYHAPOJIHBIMU KIMHUYECKUMH PEKOMEHJIAlUIMU
[57; 106]. OcHOBHBIE IpyHIIBI NPENAPATOB:

1. AxTtubaxTepualibHas Tepamnus MpUMeHsIach Kypcamu ot 1-2 pa3 B roj Ao
O0ojee YacToro TMPUMEHEHHs 1O HEOOXOJMMOCTH, BO BpeMs O0OOCTpeHUs
OpOHXOJIETOYHOTO  Tporiecca.  BbpiOop ~ aHTMOMOTHKA  ONpEeAeIsUICS  BUIIOM
MuKpoopranuzma. Haunbornee yacTo ucmnojib3yeMble aHTUOAKTepUabHbIE NpenapaThbl
MpU  XPOHUYECKOM BbiceBe Staphylococcus aureus Oblmu 1€ aJoCIOPUHOBBIC
aHTUOMOTUKH 2-3 TOKOJEHHs, MaKpOJUIbl, KO-TPUMOKCA30Jl, IpU  TSHKEIIOM
000CTpeHHH OPOHXOJIETOYHOr0 Mpoliecca MPUMEHSUTUCh BHYTPUBEHHO 11e()aTOCTIOPUHBI
3 mnokonenus. B cayuasx BeiceBa MRSA mnpumeHssmch Takude mpenaparsl, Kak
JUHE30JIUJl, BAaHKOMHUIIMH, KO-TpuMOkca3zoi. Ilpu oOHapyxenun Haemophilus
influenzae Ha3HAYANMCh AMOKCUIIMJUIMHKIIABYJIAHOBAsI KUCIOTA, 11e(agoCnopuHbl 2-3
MOKOJICHUS, a3UTPOMUIMH. BpiceB u3 OpoHxuanbHOro cekpera Pseudomnonas
aeruginosa  ompenensa  KOMOWHHUPOBAHHYIO  aHTHOAKTEPHAIbHYIO  TEparwuio.
BHyTpuBeHHO  Ha3HayalWCh  CIEAYIOLIME  KOMOMHAIMUM  aHTUOAKTEpUATBHBIX
npenaparoB: aMUHOTIMKO3UABI + 1edanocnopudsl  3-4 mnokoneHus. Jletn ¢
XpPOHUYECKON CUHErHOWHOM WH(pEKIueH, Hapsay ¢ BHYTPUBEHHOH, MOIydaiu
UHTAIAIMOHHYI0O  AQHTHOAKTEPUAIBHYIO  TEpamnuio ToOpaMULIMHOM  JIHOO
KOJMCTUMETaTOM Hatpus. Mcrnonb30Baauch KOMOMHAIMK WHTASIMN TOOpaMUIIMHA C

MUINICPAIUITIINHOM, L[e(l)TaSI/II[I/IHOM, TUCHAMOM, MCPOHCMOM.



40

2. 3aMecTUTeNIbHBIC MAaHKpeaTUUeckue (HepMEeHTHI B BUIE MUHUMUKpOchep;

3.  Mykonutudeckue mpemnapatbl  (IopHaza  anbda,  aleTUIIUCTEHH,
aMOpOKCOI);

4.  BpoHXOCHa3MOJMTHKHU (canbOyTaMol, unparponus 6poMus, GeHoTepo -
M0 TIOKa3aHUsIM);

5. ButamuHoTepamnus;

6. T'emaronpoTeKTOpsl (YPCOAE30KCUX0JIEBas KUCIOTA, aIEMETUOHUH);

7. Koptukoctepouabl nepopanbHo (110 MOKa3aHUSIM);

8 Kunesutepanusi BBITIONHATIACH €KEIHEBHO BceM mamueHTam (1 wiaum 2
paza B JE€Hb, IO IMOKa3aHWsIM), B 0053aTEIBLHOM TMOPSAKE, MO WHAUBUIYAIbHON
nmporpaMmme, 1oja KoHTpojeM Bpada JI®OK u uMHCTpykTOpa MO KUHE3UTEpanuu, Ha
MPOTSHKEHUU BCETO MPEOBIBAaHUS B CTAIlMOHAPE: MAcCaX TPYAHON KJIETKH C JPEHaXKEM;
JbIXaTeJbHbIE YIPXKHEHUS, THMHACTUKA Ha Ms4aX, GJaTTep-Tepanusi, YIPaKHCHHS C
nomoibio BECT-xunera.

[Ipu mocTyIuieHUu B KJIMHUKY MPOBOJUJICA OCMOTpP MAaIllMEHTa M CTaHIAapTHOE
nabopaTOpHO-UHCTPYMEHTaNbHOE  oOcienoBanue. Ilpu ocMoTpe  y4HUTHIBAIUCH
nmokazateiau (U3UYECKOTO0 pa3BUTUS, COCTOSHUE TMHTAHUS, NPU3HAKUA CepACUYHO-
COCYJIUCTOM W JAbIXaTeIbHOW HEAOCTATOYHOCTH. OJHUM M3 OCHOBHBIX KOMIIOHEHTOB
o01Iero ocMOTpa UcciaeayeMbIX Obula olleHKa GYHKIUA OPraHoB JbIxaHud. M3mepsnachk
caTypauusi KUCJIOpojAa TNylibcoKcuMeTpoM. OIeHuBajiCs XapakTep, dYacToTra U
MPOAYKTUBHOCTh Kanuis. [loacuuteiBanack yactota asixanus (Y1) 3a ogHy MUHYTY,
ayCKyJIbTaTUBHO OMNPEACISUIOCh HAJIMYME WJIM OTCYTCTBHE XPHUIIOB, 3aTpyAHEHUE,
ocnabnenue apixaHus. OCHOBHbIE JabOpaTOpHbIE OOCIEAOBAHMS BKIIOYAIIN: OOIIMI
aHaJgu3 KPOBH M MOYM, OMOXMMHUUYECKHUU aHAJIN3 KPOBHU, HCCIEIOBAaHHE Ta30BOTO
coctaBa kpoBu, KIIC u mukpoOHosorHveckoe HcciaeqoBaHWEe MOKPOTHI. DyHKIUsA
BHEIIHEr0 JIbIXaHMsI HUCCIeAOoBaJlach y JeTei crapuie S5  JeT, IPOBOJUIHCH
yIBTPa3BYKOBBIE HCCIICIOBaHMS cepina u OpromHoi mosoctu, IKI'. Bponxockomnus
MPOBOJIMJIACH C JIEYEOHOM M JUAarHOCTUYECKOM lenbio. PentreHorpadus jerkux wu
MPUAATOYHBIX Ta3yx Hoca mpu Heobxomumoctu. KT opranoB rpymaHol mosiocTu

npoBoauiack 1 pa3 B 6-12 MecsueB, HapsAay ¢ OCHOBHBIMU HCCIEIOBAHUSIMU.
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Omnenka (U3MUYECKOTO PAa3BUTHUS MPOM3BOIWIACH MYTEM H3MEPEHUS pPOCTa H
Macchl Tella TAIMEeHTOB OOMICTIPUHATBIM CHocoOOM. Pe3ympTaThl  M3MEpeHH
OLICHMBAJIUCH ¢ TTOMOIbI0 nepueHTUIbHBIX Tabmui NCHS (National Centre for Health
Statistics), koTopbie ObuH npemsioxkeHbl BO3 s MexAyHapOAHOIO HCIOIb30BaHMUS.
Taxke Ha OCHOBE MOJNYYEHHBIX IaHHBIX PACCUMTHIBAJICS MAaCCO-POCTOBOW HHIEKC
(MPH) no dpopmyme:

(daxTudeckas macca tena (kr) x 100

MPU (%)=
JOJDKEHCTBYIOIIAsE Macca (Kr)
COOTBETCTBYIOLIAsl POCTY U BO3PACTy

VY 6onpHBIX MB 3Hauenue MPU paciiennBaeTcs, Kak HOpMaJIbHOE, €CITH UHJEKC
6ombiie 90%.

[ToTOBBI TECT MPOBOAWIICS B OTIEJICHUU IYJIBMOHOJOTUU M aAJUIEPrOJIOTUH
HII3 4 metomom monodopesa ¢ muwiokapnuHoMm 1o ['mbcony u Kyky (1959), a Taxxke
NyTeM CKpPUHUHI-TecTa Ha amnmapate «Makponakt» ¢upmbel  Beckop, CHIA.
Pe3ynpTaThl OLEHUBANUCH KaK IMOJOKUTEIbHBIE MPU KOHUEHTPALMH XJIOPUAOB IOTa
cBoiie 60 mmonb/n, npu HaBecke mota Ooinee 100 mr (mo I'mbcony u Kyky), Ha
anmapate «MakpojgakT» MUHUMYM 6-10 MK, MOJOXKUTEIbHBIN Tpu 80 MMOJIB/I U
BblIlIE. [IpoBOAMIICS NBOMHOM KOHTPOJIb PE3YJIBTATOB TECTA.

['enetnueckoe oOcienoBaHHe OOJBHOIO W €ro CEeMbH MPOBOJUIIOCH B
naboparopuu reHeTudeckor osnugemuonorun  «OIBHY  Menuko-reHeTHUeCKUiA
Hay4YHBIM 1IeHTp» (nupekTop — mpodeccop, Kynes C.1.). [IpoBoaunock ucciegoBanue
KpoBU Ha 22 Haumbonee yactble mytanuu B reHe CFTR. MukpoOuonornyeckoe
UCCJIeIOBAHUE TIOCEBOB MOKPOTHI Ha ()JIOPY M €€ UyBCTBUTEIBbHOCTh K aHTUOMOTHKAM
npoBogwIKCh B aboparopun mukpoouosorun HI3J[ (3aB mad. kxmu Jlazapea A.B.).
Martepuan s uUcciaeOoBaHHUS: MOKpPOTa WM TpaxealdbHbIM acmupar, COOpaHHBIA B
CTEPWIbHYI0 €MKOCThb. [loceBbl MPOBOAMINCHL HAa COOTBETCTBYIOLIUME CPEMBL.
Onpenensncs BUA W IITaMM BO30yAMTENs, YyBCTBUTEIBHOCTh K AaHTHUOMOTHKAM, U
cTerieHb 00CEeMEHEHHOCTH HcclieyeMoro Mmarepuana. Ha ocHOBaHMM MOJy4YE€HHBIX

JaHHBIX IIPOU3BOJAHIICA aIIeKBaTHBIﬁ HOI[60p aHTH6aKT€pHaHBHOﬁ TCpaIunu.
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UccnenoBanus byHKIIUN BHEIIIHETO JIbIXaHUS (ctupomMeTpusi)
OCyHIECTBILUINCh, ~ Ha anmaparte «Eutest-2». OuneHuBanuCh OCHOBHBIE IAapaMETpHI:
kpuBasi Bbioxa ®XKEJI (motok-o0wem), paccuuthiBaiuchk: [ICB (mukoBas ckopocTh
BbIjI0Xa), MOC 25%, 50%, 75% (MakcuMaiibHas o0beMHasi ckopocTh B % oT XKEJI), u
O®B,; (oovem dopcupoBanHoro BwOXa 3a | cekyHay). OCHOBHYIO TSIKECTh
OpOHXOJIETOYHOT'O TIpoliecca M MPOBOJUMOCTD IO JABIXaTEIbHBIM MYTAM OIEHUBAIACh
nmo OdB,, Tak KaK Mo JaHHBIM HCCJICIOBAaHMI JTOT IOKA3aTelb SBISCTCS HamOoJce
3HaunMbIM [16;30]. HopmanbabeiMu 3HaueHuss ODB; npu MB cuutarorcs - Oosblie
81%, ymepennble HapymeHus - or 66 1o 80%, Tskenble HapylIeHHs - MeHblIe 66%
(b.I1. CaBennes, U.C.Iupsiera, 2001). Ha ocHOBaHUM 3TUX JAHHBIX CYAWIH O TSKECTH
Oponxoisieroudoro mporecca [55]. Bce uccnemoBanuss ®BJ] Obuim mpoBeAcHBI B
orneneHun (QyHkiuoHanbHoM mauarnoctukd HI3J[  (3aB. ortn. — k.M.H. O.B.
KoxeBHukoBa). 3HauUMTENbHbIE HapyIIEHUS OTMEuYeHbl y 22% nered, yMepeHHbIe Y
11%, nHopma y 67 %.

OYHKIUA CEePJIEUHO-COCYIUCTON CHUCTEMBI OBLIM HCCIEIOBAHBI MPHU MOMOIIH
anektpokapauorpaduu (OKI), axokapauorpabun (3XO-KI'). Tlo manasim DXO-KI':
JaBJeHUE B JITOYHOM apTepuu, pa3Mepsl Kamep cepAla, (ppakius BbIOpoca, CyAMId O
HAJIMYUM M CTEMECHM JIETOYHOW TUNEPTEH3MU. Takke MPOBOJAMIOCH  YIBTPAa3BYKOBOE
uccienosanue (Y3U) opraHoB OprolHOM MOJNOCTH, € JAomniuieporpadueit cocyaos
nedyeHu. OIEHUBAJIOCh COCTOSIHUE MApPEHXUMbl MEYEHW W MOJKEITYJIOYHOU KEJE3Bl,
KPOBOTOK B TI€YCHOYHBIX BeHaX. Ha ocHOBaHWHU AaHHBIX 0 KPoBOTOKE (3x-(ha3HbIi, 2X-
(da3HbIil, JHUHEHHBIN) pemancs BONPOC O CTENEHW TMOpa)keHus TMedeHu. Bcee
yIbTPa3BYKOBBIE HCCJIEAOBAaHUS  ObUIM TPOBEACHBI B OTACICHUU YIbTPA3BYKOBOM
nuarnoctuku HII3/] (3aB. oTa. — k.M.H. PeByHenkos I'.B.).

Pentrenonorunueckue HCCJICIOBAHUS BBITIOJIHSJINCH B OTAEICHUUN
pentrenosniorun HI3J[ (3aB. ota. — a.m.H. Lpiruna E.H.). Hapsiay ¢ atTum npoBoaunach
KOMITBIOTEpHAsI TOMOTpadusi OpraHoB IPyIHOM KJIETKH 2 pas3a B rojl. PEHTreHOrpaMMbI
OpraHoB TpPyOHOM KJIeTKu (B TpsAMOW W TpaBOd OOKOBOW  MPOEKIUIX),
PEHTIE€HOJIOTHYECKasT KapTHHA B JIETKUX OLICHMBajJdach B OaljiaX MO YHUBEPCATbHOM

mIKaJje KpI/ICHI/IHa-HOpMaHa, rac CTCICHb BBIPAKCHHOCTH U3MEHEHUHN CO CTOPOHBI
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OpraHoB JbIXaHus (KoH(pUTrypauus pyIHON KIETKH, JUHEHHbIe OpOHXHAIbHbIE TEHH,
TOYEUHBIC, KOJIBIIEBBIE TCHH, «OOJBIINE» TEHH) BhIpakaeTcss B Oamiax oT 0 mo 2, a
3arem cymmupyetcs (Crispen A., Norman A., 1974) [Own6ka! UcTounuk ccbinkm He HaligeH.;
npunoxenue 2]. Ilpu oneHke monydeHHbIX CHUMKOB o mkaine Kpucnuna-Hopmana
YUUTHIBAJIUCH  CIENYIOUIME TOKa3aTelau: CTeneHb JAepopMalud TPyAUHB U
MO3BOHOYHMKA, CTOSIHME JAuadparMbl, BbIPAKEHHOCTh ASM(QU3EMBbl, JHMHEWHbIE U
y3€JIKOBO-KUCTO3HbIE H3MEHEHUsT B JIETKMX, a TakkKe OoJiblIue MOpaXeHusl.
Makcumanbubii PU, paBHbiii 38 Oamiam, OTpakaeT KpailHEe TsDKeNoe MOopaXeHue
JIETKHX.

OneHka cTeneHu TKeCTH 3a0o0JjieBaHMs B OaiiaX MPOBOJAMIACH C MOMOIUIBIO
mkansl [1IBaxmana-bpacounpaa B moaudukauuu C.B. Paunnckoro u H.W. Kanpanosa
(1987) [9; mpunoxenue 1]. lanHas MeToIMKa MOCTPOEHA HA OCHOBE OIIEHKH OOIIEro
COCTOSIHUS - pabOTOCIOCOOHOCTh, YTOMIISIEMOCTb, BO3MOXHOCTH IOCEUIaTh KO,
KallleJIb, XapaKTep MOKPOThI; KIIMHUYECKHUX MOKa3aTeJIed - IBET KOKHBIX ITOKPOBOB,
dbopma rpyaHOIN KIETKH, MYJIbC, 4YaCTOTA JbIXaHUs, «OapaOaHHbIe MalbIIbl», «4aCOBbIE
CTEKJIa», JaHHbIE AYCKYJIbTAlUU JIETKUX, PAa3MEpPbl MEYEHU U CEJE3CHKHU, MOBBIIIEHUE
TeMIlepaTypbl U COCTOSIHUSI MHUTaHUA (Macca Teja, POCT B MEPLEHTHIAX M XapakTep
cryna). Ilpu noacyere yuuthiBatorca 3HaueHue PU. Ilo momyuyenHoit cymme OaiioB
ONPEJENSIOT TSHKECTh TEUeHUs 3a00JIeBaHUS OT JIETKOTO JO0 TSXKEIOrO0 COCTOSIHHS.
CornacHo JaHHOM METOJIMKE, BCE MAI[MEHTHI NEIWIUCh Ha 3 rpynmbl. bonbmias yacTte
HaOmoaeMbIx fgeteid umenun MB cpenneit crenenu Tsxkectu - 44%, Tskenas CTEIEHb
orMmeuanachk y 14% OonbHbIX, Jerkas y 42 %. CoriiacHO KpUTepusiM KiaccupuKaiuu
mykoBucuugo3a C.B. Paunnckoro nu H.U. KanpanoBa, Bce HaGni0aeMble 1€TH UMENU
cmemannyio popmy MB. M3mepenue catypanuu (HachlllleHUs KPOBU KUCIOPOJIOM) U
MmyJibca TPOBOJWIIOCH C TMOMOIIBI0 amnmapara mnynbcokcumerpa “MEDANZ Oxi-Puls
Hand-Oxymeter”, Radiometer, ['epmanus.

[Ipy BBISIBIEHMM Yy TMALMEHTOB OCJIOXXHEHHM OCHOBHOIO 3a0oJieBaHMS,
HEOOXOIMMOCTH  JIOTIOJIHUTENbHBIX ~ HA3HAUYEHUW, MPOBOAWINCH  KOHCYJIbTAIlUU
COOTBETCTBYIOIIMX  creuuanuctoB. B 32.3% cioyyasx ObUIM  HEOOXOIUMBI

KOHCYJIbTAallUN JIOP-Bpaqa, Imo 1moBOAY XPOHHYCCKOIO MOJUIIO3HO-THOMHOT'O
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puHocuHycuTa. YacTto TpeboBanach KOHCYIbTALMS 3HIOKPUHOJIOTA, Tak Kak y 29,3%
neTei ObLTH OCJIOKHEHUSI CO CTOPOHBI OPTaHOB SHIOKPUHHON cucTteMbl. KoHCynbTarus
racTposHTeposiora 6suta Heooxoauma B 31,3% ciyuae. Kapauosor 6bu1 HEOOXOIUM /ISt
18,2% nereit, ¢ JMArHOCTUPOBAHHBIM <«JICTOYHBIM  CEPAILIEM», BBISIBICHHBIM
MOBBIIIICHUEM JIaBJICHUS] B JITOYHOM aprtepuu. B psge cioydaeB Jnerel ¢
aJUIEpPrUYeCKUMU 3a00JIeBaHUSIMU KOHCYIbTUpOBai ameproior (11%). Koncynpramuto

TICUX0JIOTA TOJTy4Yaau OOJBIIUHCTBO aAeTel (79%).

2.2 CnenmajbHble METOAbI HCCIACAOBAHMUS

Bce oOcnenyemble neTu TpoOULIM aHKeTUpoBaHUe omnpocHHukoM Health
Utilities Index (D. H. Feeny, W.J. Furlong, G. W. Torrance, O. N. Dundas; Canada)
Bepcun HUI23P2RU.15Q u HUI23S2RU.15Q.

JIaHHBI MHCTPYMEHT ObLI BHIOpAaH B CBSI3U C €r0 MHMPOKON MU3YUYEHHOCTHIO
(cBpime 300 wuccnenoBanuit Oosiee yem B 20 cTpaHax Mupa), JTOKa3aHHOMU
HAJIe)KHOCThI0O W BaluAHoOCThI0 [145;234]. HWuctpyment 15Q pa3zpabortan B
yauBepcuteTe McMaster criennanbroii rpynnoit no HUI (yrunurapHbiM nHIeKcam
3JIOPOBBSI) W OBLJI MPUMEHEH B OOJIBIIOM KOJMYECTBE HCCJIEIOBAHUN. YPOBEHB
KaXXJ0Tro aTpubyTa ompeaessieTcss MO0 COOTBETCTBYIOIMM OTBETaM MaIMEHTa,
0o0paboOTaHHBIM C  MOMOLIbIO  CTAHAAPTHOTO  AJTOPUTMA  KOJMPOBAHUSA.
Yrunutapueie 6ambl 1 onpenesienus HUI-ctaTyca 340poBbS pacCUUTHIBAIOTCS
C WCIIOJIb30BAaHUEM CTAaHJAPTU3UPOBAHHBIX M  OMYOJMKOBAHHBIX  METOJMK,
MPEIOCTABIISIEMbIX ABTOPOM. BbIuuclieHHE MPOU3BOIUTCS € MOMOIIBIO (POPMYT U
TaOJINII.

B uccnenoBanum ucnonb3oBajgach pycCKOs3bIlUHAs Bepcus, pa3paboTaHHas U
BaIMMpOBaHHas B Jjabopatopum couumanbHor mnenmatpum HII3J[ [8]. JlanHubli
OMPOCHUK COCTOMT M3 15 BONpPOCOB JJII CaMOCTOSTEIIBHOTO 3aIlOJIHEHHUS,
OIIeHUBaeT MH(MOPMAITUIO 32 TIpOoIIeanIne 2 HeJeIIu.

[IpennasnayeH JJs MCHOJIB30BaHUS y JeTeil B Bo3pacte oT 5 g0 18 uer.
OnpocHUK cOCTOUT U3 IBYX OnokoB: Self-assessment u Proxy-assessment. Bepcus

Self-assessment 1151 caMOOIIEHKH, TIpeIHa3HAaYeHA ISl JeTel B Bo3pacTe 12 et u
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cTapiie, naetT UHPOPMALUIO O 3J0POBBE OINMPAIIMBAEMBIX C UX COOCTBEHHOW TOUYKHU
3penus. Bepcus Proxy-assessment mpeaHa3HaueHa JJisi OMNpPOCa JOBEPEHHBIX JIUIL
(ponutenu, Bpauu U Jp.) AeTel B Bo3pacTe OT 5 jeT u crapme. B mporecce
UCCJICJIOBAaHUSL ONPOCHUKA HE OBUIO MOJIYYEHO JTOCTOBEPHOM pa3HUIIBI B OTBETax
nerte u poauteneil. CorjiiacHO aBTOPCKOM METOAMKE, OIIEHKAa NPOU3BOAUTCA B
COOTBETCTBUM C JAByMs KkiaccudukanumonHeiMu cuctemamu: Health Utilities Index
Mark 2 u Mark 3 (HUI 2 u HUI 3). Cucrema HUI 2 sBnsercs GoJsiee paHHel
Bepcuet, HUI 3 paspabotana Ha oOcCHOBe 2-0H CHUCTEMBI U SBJISETCS €€
MPOJIOTIKEHUEM.

Onmna w3 JABYX KIACCU(PUKAIMOHHBIX CHCTEM, pa3pabOTaHHBIX aBTOpPaMHU
ompocHUKa nJisg omucanusi pesynabraroB - Health Utilities Index Mark 2 (HUI 2) —
cocTouT u3 6 mKan (arpubyToOB) — «OLIYIICHUE», «IOABUKHOCTBY, <«3IMOLUNY,
«KOTHUTHUBHBIE CIIOCOOHOCTH», «CaMooOCTyXuBaHue» u «0onb». Cucrema Health
Utilities Index Mark 3 (HUI 3) coctout u3 8 aTpuOyTOB: «3pEHHE», «CIYX», «PEUby,
«CMOCOOHOCTh  MEPEJBUTATBCA», «MEJKas MOTOPUKA», «3IMOLMHN», «KOTHUTHUBHBIC
crocoOHoCcTH» U «00iby». B nByX cucteMax aTpuOyThl C OJHUM M TEM K€ Ha3BaHHUEM
HarpaBJIeHbl Ha BBISBICHHE pa3HbIX cocTaBisomux. B HUI 2 smoumu cBs3aHbl ¢
HapyIICHUSIMA HAaCTPOCHHMS, TpeBOramu, crpaxamu, torna kak B HUI 3 — omrymenuem
PECIIOHJIEHTa YYBCTBA CHACThsi-HecuacThs. KorautuBHbie cnocooHoctu B cucreme HUI
2 XapakTepHu3yloT BO3MOKHOCTU 00ydenus, B cucteme HUI 3 — cmocoOHOCTH pemiath
noBceaHeBHble npoOsnembl. B HUI 2 omenka Gonu BkiIrOyaeT B ceOs 4acToTy U
BO3MOXKHOCTH €€ KOHTpoJiupoBath, B HUI 3 — BeIpakeHHOCTb 0O0JIEBBIX OIIYIICHUH.

B pe3ynbpraTe 00pabOTKM OTBETOB Ha BOIPOCHI JAHHOI'O HMHCTPYMEHTA IO
aBTOPCKOW METOAMKE MOYKHO BBIYMCIIUTD:
® MyJIbTHATPUOYTHBIA YTHIUTHBIA WHACKC (MHACKC 370pPOBBS), KOTOPBIH OTpakaer
o0lllee COCTOSIHME 370pOBbsi M KauecTBO >KU3HU. OH SABISIETCS HWHTETPaIbHBIM
MoKa3zarejlieM OIPOCHHMKA, KpOME TOro, €ro HUCHoib3yloT miga nojacueta QALY wu
KJIIMHUKO-?)KOHOMHUYECKOTO aHaIH3a.
® OJTHOATPUOYTHBIC UHACKCHI, KOTOphIe oneHuBaroT K)K 1Mo Kakol OTaenbHOM ITKaje

(atpuOyTy), coctaBismomeld onpocHuk. C HX MOMOIIBI OIHUCBHIBAIOT OCOOEHHOCTH
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Hapymenuss KK mpu pasubeix 3a0oneBaHUSX, Yy OTIAEIBHOTO OOJIBHOrO ISl OLIEHKH
JUHAMUKH COCTOSIHUSA, J(P(OEKTUBHOCTH JICUCHHS, BKJIIOUYEHHS JOTOJHUTEIBHBIX
METO/I0B JICUEHHUSI IPU HEOOXOANUMOCTH;
® YpOBHU (CTENEHb) HapyleHUus (YHKIHMOHUPOBAHUS, KOTOPBIE MPUMEHSIOT IS
KOHKPETHU3aIlM1 OMKUCAHUS COCTOSIHUS 3/I0POBbs. YPOBHU JUIsl KaXKJOro aTpruOyTa MOTYT
BappUpOBaTh OT 5-6 (Tsxkenoe HapyuieHuwe) a0 1 (HopMmanbHOe (DYHKIIMOHMpPOBAHUE,
OTCYTCTBUE  HApyUIeHUH) U ONpEelNeNsiTh  MHOTOYpOBHEBOE  HapylIleHUE
(GYHKUIMOHUPOBAHUSL.

Pa3paboTtanHas mo aBTOPCKOW, YHUKaJbHOM CHUCTEME KiacCU(DUKALUs OLUEHKH

HapyuieHu (yHKIMOHUPOBAHUS NpeicTaBiieHa B Tadnuie 2.1.



Taoaunna 2.1.

Cucremsl knaccugukanuu yposHeit atpudyros HUI2 u HUI 3 i onpenenenus ypoBHS HapyIIEHUN: OTCYTCTBYIOT,

JICTKHUC, YMCPCHHLIC U BLIPAKCHHLBIC

Atpudyr HUI2

Hapymenus

Atpubyr HUI3 ‘ Hapymenus

Atpudyr HUI3 ‘ Hapymenus

Oy

CHUA

YpoBHH

1

OTCyTCTBYIOT

Jlerkue

YMEPEHHBIE

EENIAS AN S

BeIpaxeHHbIe

TloaBmxHOCTE

OTCyTCTBYIOT

Jlerkue

YMEPEHHBIE

BeIpaxeHHbIe

N[ W[

BeIpaxeHHbIe

OMonnn

OTCYTCTBYIOT

Jlerkue

YMEPEHHBIE

BeIpaxeHHbIe

Atpudyr HUI2 | Hapymenus
KorautusHbIe CIOCOOHOCTH
1 OTCyTCTBYIOT
2 Jlerkue
3 YMmepeHHbIe
4 BeIpaxxeHHbIe
Camoo0cyXxrBaHue
1 OTCyTCTBYIOT
2 Jlerkue
3 YMmepeHHbIe
4 BeIpaxeHHbIe
boub
1 OTCyTCTBYIOT
2 Jlerkue
3 YMmepeHHbIe
4 BeIpaxeHHbIe
5 BeIpaxeHHbIe

N ||| —

BeIpaxeHHbIe

3peHue Meikast MOTOpHKa
YpoBHU 1 OTCYTCTBYIOT
1 OTCYTCTBYIOT 2 Jlerkue
2 Jlerkue 3 YMepeHHbIe
3 YMmepeHHbIe 4 BripaskeHHbIE
4 YMepeHHbIe 5 BeIpaxeHHbIe
5 BeIpaxeHHbie 6 BeIpaxeHHbIe
6 BripaskeHHbie DOMonun
Cayx 1 OTCYTCTBYIOT
1 OTCYTCTBYIOT 2 Jlerkue
2 Jlerkue 3 YMepeHHbIe
3 YMmepeHHbIe 4 BripaskeHHbIE
4 YMepeHHbIe 5 BeIpaxeHHbIe
5 BeIpaxeHHbie KorautusHbIE CIOCOOHOCTH
6 BeIpaxxeHHbIe 1 OTCyTCTBYIOT
Peup 2 Jlerkue
1 OTCYTCTBYIOT 3 Jlerkue
2 Jlerkue 4 YMepeHHbIe
YMepeHHbIe 5 BeIpaxeHHbIe
4 YMepeHHbIe 6 BeIpaxeHHbIe
5 BeIpaxeHHbie boub
CrnocoOHOCTD MepeBUraThCs 1 OTCyTCTBYIOT
1 OTCYTCTBYIOT 2 Jlerkue
2 Jlerkue 3 YMepeHHbIe
3 YMmepeHHble 4 BripakeHHBIE
4 BeIpaxeHHbie 5 BeIpaxenHbie
5 BeIpaxxeHHbie
6

BeIpaxeHHbie




B xauecTBe rpynmnbl cpaBHeHUs ObIIU B3SThI PE3yJIbTaThl OPOCA FPYIIIbI
340POBBIX AeTel OT 5 10 18 net, mojayyeHHbIe PU BalUAaluK onpocHukKa [14].

[TonyyeHHble MyIbTHATPUOYTHBIE YTUIUTAPHBIE HHIEKCHI UCTIONIbB30BATUCH IS
pacueta nokazarens QALY (Quality-Adjusted Life Year), o3Hauarorero coxpaHeHHbIH
roJi KaUeCTBEHHO MPOXKUTON KU3HU. JJaHHBIN MMOKa3aTeNlb PACCUUTHIBAJICS MO GopMyJIe:
QALY=ron xu3HU NanyeHTa (Ha Teparnuu) X MyJIbTHATPUOYTHBIN yTHWIMTHBIA UHACKC
HUI3. Ilomy4yeHHbIE B  pe3yiabTaTe€  pacyeTOB  MOKA3aTeNb  «IIOJE3HOCTH»
(YTUIMTapHOCTH) MBI HCIIOJI30BAIM B aHAJIM3E «3aTPaThI-MI0JIE3HOCTbY. JlaHHBIN
METOJ] KJIMHUKO-JKOHOMHMYECKOI'O0 aHajlhu3a MCIHOJIb30BAJICA JUIsl Tpynn  JeTew,
WHQUIUPOBAHHBIX CHUHETHOMHOM TMaJOYKOM MW  TOJYYalollUX HHTaJSIUOHHBIN
ToOpamuliiH. Kputeprem BKIIIOUEHUS B HCCIEJOBAHUE CTANO YCIOBHE MPOXOKIACHUS
MOJIHOIIEHHOTO TOJIOBOTO Kypca HWHTAISIIMOHHOIO TOOpaMHIIMHa  — 6 KypcoB mo 28
IHEW B roj, ¢ mepepoiBamu B 1 mecdi. TakoMy yCIOBHIO COOTBETCTBOBAIM 37 AETEH,
COIMOCTaBUMBIX IO CTENIEHU TSKECTH, U3 HUX 23 yenoBeka noayvanu Toopamununl, 14
nereil - ToOpamuuumu2. Ha3nauenue mnpemnapara ObUIO OOYCIOBIEHO HAJIUYUEM B
anTeke. bbuIn paccunTaHbl MyJIbTUATPUOYTHBIE MHAEKCHI IS ABYX TPy MAlMEHTOB,
MOJIYYAIOIINX pa3Hble aHTHOAKTEpHUAJIbHBIE Mpenaparbl, U MPOBEIEH CPAaBHUTEIbHBIN
ananu3. llena npemapatoB Obuia B3siTa U3 «['OCYyAapCTBEHHOrO0 KOHTPAKTa» anTeKu
HII3O.

AHanu3 «3aTpaTbl-M10JIE3HOCTHY PACCUUTHIBAETCA 1O (HOpMyIIe:
CUA=DC/Ut

CUA - cooTHoOILIEHUE «3aTpaTbl—T10J€3HOCTh» (T.€. CTOMMOCTh €JIMHHULIbI MOJIE3HOCTH,
HaIMpUMeEp, OAHOTO rojia KAYeCTBEHHOM KU3HM)
DC — mnpsmble 3arpaThl (CTOMMOCTH MpernapaTa HMHTaJIsUOHHOTO TOOpaMHIIMHA
npeacraBieHa Ha ocHoBaHUU «Peectpa nen» anteku HI[3][ Ha MOMEHT ncciie10BaHMs )

Ut — yrunutapaocts (QALY)

B X04A€ Haero UuCCJICI0BaHUuA ObLIN IMOJIYYCHBI JAaHHBIC, CBUACTCIILCTBYOIIUC

0 Hamyuu y 601pHBIX MB 0oneBoro cuHapoma, Tak Kak 3T0 HE ObLIO ONMCAHO paHee,
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MBI pa3pa60TaJ11/1 AHKCTY, COCTOAIIYIO U3 5 BOIIPOCOB JIdI OLHCHKH YaCTOThI 6OJII/I, cC
JIOKaJIN3alluu, THTCHCUBHOCTU U KYIIMPYCMOCTHU JICKAPCTBCHHBIMHA IIPCIIaApATAMU. Ceé

IIOMOIIIBIO OBLI0 OAHOKPATHO OIIPOIICHO 34 ImanmucHTa.

1. Boznukaet i uyBcTBO 60717
a. -Ja
b. -Her
C. -HMHOTJa
2. Hackoiapko CHiIbHO BBIpakeHa 00I1h?
a. - OYCHb CHJIBHO
b. - Tepnumo
C. - HEMHOTO
3. I'ne m uro Gonut?
a. -ToJoBa
b. - KuBOT
C. - OOJBHO KaILISAThH
d. -apyroe
4. Kaxk wacto 6omut?
a. - HECKOJIbKO pa3 B JICHb
b. -1 pa3 B Henenwo
c. -1 pa3Bwmecsn
d. -apyroe
5. [IpuxoauTcs 11 NPUHUMATD JIEKapcTBa OT 00IU?
a. -Ja
b. -Her
C. -HMHOTJa

2.3. CratucTnueckas oopadoTKka Marepuasa

Bce pacuersl mpousBoawiuch B nporpamme IBM SPSS Statistics 22. [lpu
o0paboTKe [aHHBIX O 3HauyeHUAX 14 OogHOATPUOYTHBIX MHIEKCOB M 2-X
MYJIBTUATPUOYTHBIX HHJIEKCOB HMCIOJIb30BAINCH METOABl OMUCATENBHOM CTATUCTUKHU:
aHaJI3 TOKa3aTeled CpelHero apupMeTH4ecKOro, CTAaHAAPTHOIO OTKJIOHEHMS,
MeJIMaHbl, a Takke rpa@uuecKuil aHaliu3 Ha OCHOBE T'MCTOIPAMMbl paclpe/eleHUus U
AIIMYKOBOM AHarpaMMbl.

[IpoBeneH CpaBHUTENBHBIA aHAIU3 3HAYUMOCTH pPa3jW4yUil MHIEKCOB IO
CPaBHEHHUIO C TPYNIONW 3J0pOBBIX jAeTeil. B 3aBUCHMOCTH OT pa3nuyHbIX (aKTOPOB

(HOJI, PETUOH IIPOKHUBAHUA, THII MYTAllUH, (l)nopa, KOJIMYCCTBO MCCIALICB oe3 JICUCHUA,
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O®B,, MPU, tsxectp mo mkane IlIBaxmana, PU) omnpenensiuch HTOCTOBEpHBIC
paznmuuus C ToMmoliblo t-kputepus CTbIOJEHTa MJi1 HE3aBUCHUMBIX BBIOOPOK,
OMHO(AKTOPHOTO JUCIIEPCHOHHOIO aHaiu3a. B ciydae BBISBICHHS 3HAYUMBIX
pa3Iuuuii MyJIbTHATPUOYTHBIX WHJEKCOB B JUCIIEPCHOHHOM aHalu3€ MPOBOJUIUCH
aroCTEPUOPHBIE MTapHbIE CPABHEHHS MEXKIY KaTeropusiMu (akTopoB.

3HAYMMOCTh PA3IUUUi MYJIBTHATPUOYTHBIX HHJIEKCOB B 3aBUCUMOCTH OT
KIIMHUYECKUX (haKTOpOB TMpOBEpsJIach TaKXKe HEMapaMeTPUYECKUMU TECTaMH.
[Ipumensuicss kputepuit ManHa-YuTHH 111 (PAKTOPOB C JBYMS KATETOPUSMH H
HelapaMeTpUUeCKuid JaucrepcuoHHbld aHanmm3 Kpyckana-Yosmuca mist GakTopoB ¢
YHUCJIOM KaTeropuii 3 u Goiee.

JI1s1 yCTaHOBJIEHHS 3aKOHOMEPHOCTEN MEXAY KaTErOpUAIbHBIMUA NTEPEMEHHBIMU
(mytamuu,  ¢uiopa, T1MOJ, PErHOH)  CTPOWIUCH  TaOJUIBI  CONMPSKEHHOCTH,
aHAJTM3UPOBAIIUCH YACTOTHI U MPOILICHTHI B TaOJIUIIE COMPSHKEHHOCTH U BBIBOJIMIICS TECT
HE3aBUCHUMOCTH XU-KBaJpar.

JInst vccrieoBaHus CBSI3M MEXKIY KOJUYECTBEHHBIMHU TepeMeHHbiMH (ODB,
MPU, tsxkectr mo mkane IllBaxmana, PU, yrtunurapHble WHACKCHI) MPUMEHSIICS
KOPPESALMOHHBIN aHAIU3.

JInd  OLEHKHM  3HAYUMOCTHM  M3MEHEHMs  IoKazaTteleid B JIMHAMHUKE
(MynpTHATpUOYTHBIE M  OAHOATPUOYTHBIE YTWIMUTApHbIE HHIEKCHI) Ha (oHE
MPOBOJAMMON TEpanuu NPUMEHSIACh MOJIENIb JUCIIEPCUOHHOTO aHAJIN3a C MIOBTOPHBIMHU

HU3MCPCHUAMMU.
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I'TABA 3. KIMHUKO-®YHKIINOHAJIBHAA XAPAKTEPUCTHKA
BOJIBHBIX

3.1. O0mas KIMHNKO-QYHKIMOHAJIbHAS XAPAaKTEPHUCTHKA HA0/II01aeMBbIX J1eTeil ¢
MYKOBHMCIHM/1030M

B nepgoit Touke 6pu10 006cnenoBano 99 nereit ¢ MB B Bo3pacte ot 5 mo 18 net
(11,3 #1,5), pacupenenenue no nony — 47(47,5%) manbuukoB u 52(52,5%) neBouexk.
dopma 3a00eBaHus y BceX JeTel Oblia CMelIaHHas - JIerOYHO-KHUIIIeYHas.

Ha coBpeMeHHOM 3Tane pa3BUTUS MEIULUHBI TOCTUTHYTO MHOXECTBO YCIIEXOB
B paHHel nuarHoctuke W Tepanuu MB. B anamuese 3a0oneBanHusi y geTeil 4yacto
(burypupoBajii CUMOTOMBI C PAHHETO BO3pPAcTa, KOTOPbIE ObUIH PACIIEHEHBI KaK APyrue
3a0oneBaHusi, ¥ auarHo3 MB Obul BBICTaBJ€H CIYCTS JIMIb HECKOJBKO JIET, TOCIe
MOSIBJICHUSI  XapakTepHBbIX Mpu3HakoB. Ilpu paHHeMm BbIsBICHUU 3a00JeBaHUA,
CBOEBPEMEHHO BBICTaBICHHOM JMArHo3€ Tak)Ke HE BCE JIETU MOJy4Yaldud KOMILIEKCHYIO
Tepanuio B moyiHoM oobeme. Ha pucynke 3.1 MbI ipeicTaBiId pacrpeiesieHue IeTei B

uccieayemoil rpynmne MB no Bo3pacty, B KOTOpOM ObLT BBICTABIIEH JUATHO3.

Bo3pacT noctaHOBKM IUarHo3a

B po 1lroga
mot1po3ner
ot 3 a0 7 net

B cTapwe 7 net

Pucynoxk 3.1. Bo3pact noctaHOBKH JuarHo3a y HaOII0AaeMbIX JIETEH ¢
MYKOBHCITHIO30M.
Onnako, HECMOTpST Ha YCTAaHOBJEHHBIA JuarHo3, Oa3WCHasl, KOMILUICKCHAs
Tepanus HazHadajlach Bo3pacte a0 1 romga, aumb y 37% wuccienyeMbIx OOJIbHBIX, Y

14% nereit Tepanus Obula Ha3HaueHa B Bo3pacTte oT 7 1m0 14 7jeT, U MOpPOBHY
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pacnpeaennioch KOJIU4eCTBO AETEH, Y KOTOPBIX JiedeHHe ObU10 HayaTo oT 1 10 3-X jer
u ot 3-x 10 7 net — no 24%. HecBoeBpeMeHHOE Ha3HaueHHE 0a3UCHON Tepanuu Mpu
YCTAHOBJIIEHHOM JIMAarHO3€ BO3MOXHO IIPU SKOHOMHUYECKUX TPYAHOCTAX PErHOHA,
OTCYTCTBMU MEIUKAMEHTOB U CIICLIUATIUCTOB.

B ornenenuun HaGmropanuch AeTH U3 pa3HbIX pernoHoB Poccuu u ctpan CHI'.
[Ipyaumass BO BHUMaHUE Ieib Hamed padoThl, Mbl pa3leNuwiId MalUeHTOB Ha
MOATPYIIHI [0 MecTy npoxkuBaHus. [Ipeobnanatoiiee OONBIIMHCTBO JIeTEN MPOKUBATU

B peruoHax P® - 49% ot oOmero uncia oocieayemsix (puc. 3.2).

Pucynok 3.2. Pacnipenenenue aeTeil o MECTY KUTEIbCTBA B UCCIIEYEMOM TpYyIIIIE

Bonwimas gacts o6cnexyembix aerei — 70,7% - mocTynanu miaHOBO, TOBTOPHO,
MMEIId paHee YCTAHOBJICHHBIM U TOJTBEPXKICHHBIM auarHo3 MB. Opna Ttpeth
nanueHToB (29,3 %) noctynana B cTallMOHAp MEPBUYHO AJIA 00CIEAOBAHMS, YTOUHEHUS
JIMarHo3a U KOppeKuuu tepanuu, 92,5% u3 HUX UMENM TaKKe paHee yCTAHOBJICHHBIN
nuarao3 MB.

Huarno3 MB BbIcTaBisICS Ha OCHOBAaHMM COBPEMEHHBIX CTaH/IApTOB
EBponeiickoro obmiectBa mykoBucuuosa (ECFS) [113]. B o6cnenyemoii rpyrine aerei
JOTIOJTHUTENIbHBIMA KPUTEPUSIMH JTUATHOCTHKU CIYKWJIH CIEAYIOIINE KIMHUYECKUE U
aHAMHECTHUYECKUE JIaHHbIC:

1. [TonoXUTENBbHBIA pe3ylbTaT HEOHATAIIBHOTO CKPUHUHTA, IPOBEJICHHOIO B
MepUOJI€ HOBOPOXKJIECHHOCTH, B poaaomMe y 4-x mnamueHtoB. B ocranbHbIX 16-TH
ciaydasix, y nereit 2006 roma poKaeHUs W MIIQAIIE, JaHHBIX O pe3ysbTaTe /WU

IMPOBCACHUU CKPUHUHTA HCT.
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2. B panHem Bo3pacTe Takue KIMHHUYECKUE MPU3HAKK, KAaK MEKOHUAJIBHBIM Hieyc
(6%), BeImanienue npsimoit kumku (9%), crearopes (54,2%), moxas npubaBKa B Macce
(29,3%), peuuauBupyoolue OpoOHXUTHI, THEBMOHUH (47,5%), CUHIPOM TOTEpHU Ccojen
(3%);

3. VY nereit crapuie 3X JeT, B JONOJHEHHE KO BCEMY MEPEUHMCICHHOMY BBIIIIE,
OTMEUAJIUCh YacThle HH(EKUHUH OpraHoB JbIXaHusd, OpoHX03KTa3zbl (7%), yacThle
cunycuTthsl (9%), HazanbHbIN TOMUNO3 (5%) U T.1.

4. [TonouTeNbHBINA pe3yJbTaT HOTOBOrO TECTA Ha anmnapare «Makponakt»-29,6% u
METOJIOM  MWJIOKApNMUHOBOTO  3JekTpodope3a mno  ['mbcony-Kyky  -71,4%
(MOJOKUTETBHBIN pe3yabTaT >59 MMOIb/1);

5. ['eneTnueckoe ucciaeaoBaHue ObUIO MPoBeneHO Yy 94% manueHToB, y 3-X U3 HUX
MyTal1 HE OOHAPYKEHBI,

JleTw, TOCTYNUBIIME B OT/AEJIEHUE, MPOXOJWUIM CTaHAAPTHBIE OSTaIlbl
oOcnenoBanus M JieyeHus. [lepBuyHO MpoBOAMIICS OCMOTP peOeHKa, U3MEPSIICS POCT,
Macca Tela, OLEHUBAJIOCh (PU3MYEecKoe pa3BUTHE B ILEJIOM C MNOMOIIbI0 Macco-
poctoBoro unaekca (MPN).

OueHuBanuCh pe3yabTaThl N[O cieaywomum Kputepusm: MPU > 90%
HOpMaJlbHbIe 3HaueHus, oT 85-90% - morpanuyHbie 3HaueHusd, < 85% - runorpodus.
[Ipu npoBeAeHNN PacyeTOB MbI MOJTYUYMIH CIAEAYIONIEE paclpeeieHHe B UCCIeayeMOM
rpynne nerei 6onpHbIX MB: y 25,3 % nereii auarnoctupoBaHa runotpodus, 23,2%
MMeNd TorpaHuyHble 3HadeHus macchl tena (MPU 85-90%), Bce oHM HYXIaluch B
JOTIOJTHUTENBHOM NIUTaHuu, 51,5% nereit uMenn HopMaabHbIE TOKa3aTEIU Beca.

B 3aBucumMocTH OT TSDKECTHM TedyeHUs 3a0osieBaHus 3HaueHus MPU
npejcTaBieHbl Ha puc. 3.3. VY NMalHUeHTOB C TSHKEIbIM TeYeHHUEM 3a00JICBaHUSI MEXKITY
rpynnamu ¢ pa3sHbIMu nokasarensiMu MPU pa3Huiisl npakTudecku He nojiydeHo. [eru
CO CpelHel cTemneHblo TskecTu 3a0oneBanHusi B 47,6% cinydaeB UMeNU HOpMaJibHbIE
3HaueHUsl (U3nyecKoro pa3ButHs, 23,8% mOrpaHHYHBIC TMOKAa3aTeld MAacChl Tela, y
28,6% npeteil Obla AWarHocTUpoBaHa Tunorpodus. B rpymme getelt ¢ Jerkum
TeyeHrueM 3a0ojeBaHusi HOpPMallbHBbIE IOKa3aTeldM Macchl Teia oTMedeHbl y 51,2%,

runorpoduss otmeueHa y 23,2%, mnorpaHuuHble 3HaueHus B 25,6 % ciaydaeB
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(CTaTI/ICTI/I‘IeCKI/I 3HAYMMOM pasHUIbl HC IIOJIYYCHO B TIpyIIIax I[eTeﬁ C PpPa3sHbIMU

I10Ka3aTCJIsIMH (I)I/ISI/I‘IGCKOFO pasBUTHA B 3dBUCUMOCTH OT CTCIICHH TSDKGCTI/I).

yuncno
nauMeHToB
25

20

B MPU <85%
15

m MPW 85-90%
10

| mill

O_

TAXKEN0e TeUeHNe CpeHen TAXKeCTM  fierkoe n=43
n=14 n=42

MPWU >90%

Pucynok 3.3. I[lokazarenu MPU y nabmronaemsix aeteit ¢ MB
B 3aBUCHUMOCTH OT TSDKECTH TE€UCHUS 3a00JIeBaHUS
Hapsany ¢ nogcuerom MPU, nokazarenu maccel T€1a U BO3pACT OLIEHUBAJIUCH T10
nepreHTuIbHbBIM TabauiiamM Tanner J. (1976) [218]. Ilpu orieHKe MOTYyYE€HHBIX JaHHBIX

oTpeeNsiach TApMOHUYHOCTh (PU3MUECKOT0 pa3BUTHs peOeHka (puc 3.4).

Pucynok 3.4. [lokazarenu rapMOHUYHOCTH (PU3UUECKOTO Pa3BUTHUS Y HAOJIOAAEMBIX

JETEN C MyKOBUCIUI030M

[Ipu mpoBeAeHUN OLIEHKH MAacCO-pOCTOBBIX IMOKa3aTeNell KaXJIoro pedeHka 1mo
tabnuiam  ObUIO  BBISIBIEHO, 4TOo Oousbmiasg wyacte jgeret (37,4 %) wumeer
AUCTapPMOHUYHOE Pa3BHUTHE, 32 CUET HEJOCTATOYHOW MacChl Tela U HECOOTBETCTBHUSA

Maccel pocty. Y 29,3% uccinenyeMmbiX JE€T€l UMEIIOCh TApPMOHUYHOE Pa3BUTHUE, HUKE
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cpennero. OTcTaBaHue Mo Macce U pocTy paBHOMepHOe.  [IoJHOCTBIO rapMOHUYHBIE
MOKa3aTesin, COOTBETCTBUE MACChI T€JIa U POCTa BO3pacTy OTMeHanoch y 1/3 manueHToB
(26,3%). Jlumb y Manoi yacTu ucclienyeMbix nerert (5%) oTMeuanoch rapMOHUYHOE
pa3BUTHE, BBILIE CPEIHETO, Y 2% - OTCTaBaHUE MO POCTY, IPU HOPMAJIBLHOW Macce Tena.

[Ipy mocTymjieHuH B CTAallMOHAP OTMEYEHO, YTO NPOAYKTHUBHBIM Kalllelb C
OTXOXKJIEHUEM MOKPOTBI CIM3UCTO-THOMHOTO XapakTtepa Obul y 37,5% mnanueHTos,
CyXxoi#l ManonpoaykTuBHbIl - y 3%. Carypaius y OONbIIMHCTBA NAMEHTOB ObLa BhIIIE
90%, numb y 10% nerel ¢ TSKEIBIM TeYeHHWEM 3a00JIeBaHUS OTMEUAIUCh SBICHUS
TUIIOKCEMUH, caTyparius koyebanach B ripeaenax 82-88%. [Ipu npoBeneHnn nepKyccuu
nerkux y 58,5% mnanueHToB TEPKYTOPHO 3BYK OBLT KOPOOOUYHBIH, C ydacTKamMu
NPUTYIJICHUSI, YTO XapakTepHO [JIsi OpoOHXO’KTaTHyeckux wu3MeHenut (53,5%).
Bonbiine y4acTku BbISBIEHUS KOPOOOUYHOIO OTTEHKA 3BYyKa COOTBETCTBOBAIM KapTHUHE
MOBBIIIEHHON MHEBMATH3allMU JIETOYHOM TKaHU — sMduszeme, ObLIN BbISBIEHBI B 5%
Clly4aeB. YYacTKU NPUTYIUICHUS JETOYHOrO 3BYKa ObUIM XapaKTepHbI IS AETel C
o0OCTpeHHeM TMpolecca MO0 MHEBMOHUYECKOMY THMY, TakkKe Kak W IS
MTHEBMOCKJIEpOTHUYECKUX u3MeHeHul. [lneBMopuOpo3 Obu1 auarHoctupoBan y 17%
MAalMEHTOB, MHEBMOHUA - Y 15% nereil. AykynbratuBHO npu nocryrieHun y 30%
MAlMEHTOB BBICIYIIMBAINCH XPHUIBl B JIETKUX, MPEUMYIIECTBEHHO BJIAXXHbBIE,
pa3HOKanuOepHble, XapaKTepHble Mg mepuoda obocTpeHus 3aboneBanus. llpu
HAJIMYUA  OpPOHXOOOCTPYKIIMM - XPUIIbl  BBICIYIIMBAJIUCh CYXHE, CBUCTALIUE
CUMMETpUYHO ¢ JBYX cTopoH (15%). OtcyrcTBHe XpumoB BcTpeuaioch B 54%
Cly4aeB, YTO XapakKTepHO ObLIO i1 MNAlUMEHTOB B CTAJUU PEMHUCCHH, C JETKUM
TeYeHUEM 3a00JIEBaHUs U, B €AUHUYHBIX CIy4asix, CBUAETEIbCTBOBAJIO O BBIPAXKEHHOM
MYKOCTa3€¢ B MEJIKMX OpoHXaX M OpPOHXHOJIaX, BCJIEACTBUE IMOBBIIMICHHON BS3KOCTH
CJIM3H.

HaubGonee  xapaktepHbiM  (QYHKIIMOHAJIBHBIM  HapylIEHHEM  SBISAETCS
OOCTPYKTUBHBIN cuHApoM. BbponxuanbHas oOctpykius npu MB uamie Bcero HOCUT
reHepau30BaHHbIA XapaKTep U BbI3BaHA KaK XPOHMUYECKUM BOCHAICHUEM C HATMYUEM
MATOJIOTMYECKH BSI3KOT'0 CEKpeTa B MpocBeTe OPOHXOB, TaK U AepopMaliveid OpOHXOB U

6pOHXO3KTaBaMI/I, U3MCHECHHOM 6pOHXHaHBHOﬁ PCAKTHUBHOCTLIO. CKJIepOTI/I‘IeCKI/Ie
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M3MEHEHUSI TapeHXHMMBbl JIETKMX HW3MEHAIOT €€ pPacTSKUMOCTb, 3TO MPOABISAETCS
PECTPUKTUBHBIMU U3MEHEHUSIMH MPU MCCIIEIOBAaHUN (YHKLIMU BHEIIHEro AbixaHus. U3
METO/I0B (DYHKIIMOHAJIBHOW TUArHOCTUKU OPraHOB JAbIXaHUs HauOosiee BoCTpeOoBaHa
CIIUPOMETpPHS, KOTJIa HA OCHOBaHMM (DOPCUPOBAHHOTO BBIOXA JACTCS XapaKTepUCTUKA
neroynbix o0beMoB (DXEJI, O®PB;) u OpoHxuaibHOW MPOXOAUMOCTH (TIOKa3aTesu
CKOPOCTH BbII0XA B PAa3JIMYHbIX TOUYKax U Ha yyacTkax Beioxa OXKEJ) [16;27].
HccnenoBanre (yHKIMM BHEIIHErOo JAbIXaHUs OBUIO NPOBEIEHO Y BCEX
HaOmomaembix geteit ¢ MB. Camblii paHHUN BO3pacT BO3MOXKHOCTU MPOBEACHUS
JAHHOTO MCCIICJOBAaHUS W 3aIllOJIHCHMSI AHKETHI COBIAJAj, 3TO IMO3BOJUIO OXBAaTUTh
IPYIILY MMAIlMEHTOB MOJHOCTBIO U OLIEHUTH ITOJYYEHHbIE TaHHbIE. MccaenqoBanue AETIAM
OpPOBOJWJIM B TMOJHOM O0BEME, HO Il OLEHKM ¢ CpPaBHEHHMs, COIJIACHO
MEXIYHAapOJHbIM CTaHAapTaMm, ObLI B3AT mokazatenb - OO0beM (HOpcHUpPOBAHHOTO

BbI10Xa 3a nepByto cekyHay (ODB)) B mpoleHTax K J0JKHOMY 3HAYCHHUIO.

Yucno
nauueHToB
100% -
O®dB-1>81%
80% -
B ODB-1 66-80%
60% -
B ODB-1<66%
40% -
20% -
O% il 1 1 1
TAXENoe TeYeHNe  cpefHen TAXKEeCTU nerkoe n=43
n=14 n=42

Pucynoxk 3.5. Panpenenenue creneHn GyHKIMOHAIBHBIX

Hapymienut jerkux (O®B,) B 3aBUCUMOCTH OT TSHKECTH 3a00JI€BaHUS

Ha pucynke 3.5 BUOHO, 4YTO TIpyllla MAUECHTOB C TSIKEIbBIM TEUCHUEM
3aboneBaHusl Ha 2/3 TpeAcTaBlieHa JETbMH CO 3HAYUTEIBHBIMU HapYIICHUSIMHU
nokazarenss OO®B;. VYV gereil co cpegHel CTENEHBIO TSIXKECTH  3HAUYUTEIbHBIC

HapyHICHUA BCTPCHAKOTCA PCIKE, JINIIb Y YCTBCPTH U3 BCEH I'pynikel, a 'y }]eTeﬁ C JICTKUM
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TEUEHHUEM TMPAKTUYECKU OTCYTCTBYIOT (2), OOJBIIMHCTBO JET€H JaHHOW TPYIIIBI
HapyiieHuit He uMeroT (35). JlomoMHUTEIbHO MPOBEICH KOPPEJSIIIUOHHBIN aHalu3 |
BBISIBICHA JIOCTOBEpPHAs B3aUMOCBSI3b CTETEHU TSHKECTH 3a00JIeBaHUS W 3HAYCHUM
nokazatenss ODB,; y nereii ¢ MB (1-0,6, p<0,001).

[Ipu mpoBeseHNN JadbHEUIEero UCCIeA0BaHUs, IOMUMO KIMHUYECKUX JAHHBIX
MOPaKEHUS JICTOYHOW TKaHU, Mbl OTMEYAJIM XapaKTEepPHbIE U3MEHEHUS MPU MIPOBEICHUN
WHCTPYMEHTAJIbHBIX OOCTEOBaHUN:  pEeHTreHorpaduu JIETKUX U KOMIBIOTEPHOM
tomorpammbl  (KT) opranoB rpyaHoit mnonoctu. Ha pucynke 3.6 moka3zaHsl
NOCTOBEpHbIE OTIMYMA Mokasareine PU y nerell ¢ pasHOW CTENEHBIO TSXKECTH
3a0oneBaHus. Y nereit ¢ TsKeNbIM TeueHueM 3abosieBanust PY Obu1 paBeH B cpeiHEM —
23,7+1,4 GamnoB, ¢ TeueHueM cpeaHed TsokectH — 18+0,65 6aI0B My MAIIMEHTOB C

YAOBJIETBOPUTEIBHBIM COCTOSTHUEM — 12,4+1,5 Gaios.

Bannbl

HPU

nerkoe n=43 cpepHen Taxkectn n=42|Tarkenoe TeyeHune n=14

TAXeCTb

Pucynok 3.6. 3HaueHus peHTI€HOJIOT0YECKOTO UHAEKCA B 3aBUCUMOCTH OT TSKECTH
3a00JIEBaHUS
[Ipu mpoBeaeHUN KOPPEISIIIMOHHOTO aHayn3a ObLIa BBISABJICHA JTOCTOBEPHAS
B3aUMOCBsI3b PenTrenonornyeckoro uuaekca (PU) u Tsoxect TeueHust 3a00sieBaHMUS.
UYewm Beiie PU, tem 6onee Tsxenoe teuenne MB ormedanock y 001HOTO U HA000POT
(r=-0,785; p<0,001).
Pentrenonornueckuii umHaexkc Kpucnuna-Hopmana sBisieTcs oOAHOM U3

COCTABIIIOIINX, KOTOpad YUYHUTBIBACTCA IIPpU OaJUIbHOM OOCHKC TAKCCTHU TCUCHUA
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3a0oneBanus no tabnuue llIBaxmana-bpachunsaa B monudukanuu C.B. Paunnckoro-

H.U. Kampanoga (pucynok 3.7).

4 N
THKECTh TE€YCHUS

44% H TAXKeN0e
B cpeaHel TAaxKecTn

nerkoe

- /

Pucynok 3.7. Pactipefenenue nereii B HCCIEyEMOM TPYIIIE 1O TSKECTH TEUCHHS
3a00seBaHusl.

Ha nuarpamme 3.7 BugHOo, uto y 42% wucciemyeMbix jaeTedl 3a0ojieBaHUE
MPOTEKAJIO CPEIHEN CTENeHU TsAxKeCTH, Y 44% TedeHue oleHUBaIOCh Kak jerkoe, 14%
MAlMEHTOB UMENH TSHKENYIO CTENEeHb 3a00JIeBaHusl.

OnHuM W3 KpUTEpHEB TsDKECTH 3a0oseBaHus Tnpu MB mpuHsATO CcuuTaTth
HaJU4YUe CUMIITOMOB XPOHWYECKOW TUIIOKCEMHH «OapabaHHBIE MalbIb» M «YaCOBBIC
crekna» [9; 19; 174]. Hamu Obuto otMeudeHo, uto y 20% aeTelt JaHHbIE CUMITOMBI
orcyrctBoBaiu (Sd=0). [looBUHA OCMOTPEHHBIX ACTEH UMea yMEPEHHbIE HAPYIICHUS
(Sd=1+) u 1/3 nereéi umena BbIpakeHHbIe cuMnToMbl (Sd=2+). Pacnpenenenue
JAHHOTO CHUMITOMA MOJHOCTBIO COOTBETCTBOBAJIO PACIPEICNICHUIO JETEH MO CTeNeHU
TSOKECTH.

Kak u3BecTHO, OrpoMHYIO pOJIb B MaTOreHe3e 3a00JieBaHUs UTpaeT UHQPEKIUs
JbIXaTeIbHBIX MyTel. Bum Bo3OyauTenss M IIUTEILHOCTh BBISIBIICHUSI €0 Y IMallueHTa
OTIPENICNIACT BBIPAXKEHHOCTh PECIHUPATOPHBIX CUMIITOMOB, M KaK CJIEJICTBUE, TSHKECTh
teyeHus: MB. Haubonee uwacto BcTpeuarommmucs y nered ¢ MB sBasiorcs takue
Bo3Oynutenu: Pseudomonas aeruginosa, Staphylococcus aureus, Heamophilus
influenzae, Stenotrophomonas maltophilia, Burkholderia cepacia. Tlporpeccupyrtoliee

yXyalleHue (QYHKIUU JIETKUX 3a4acTyl0 OOYCIIOBJIEHO XPOHMYECKOW CHHErHOWHOMN
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uHpekuueit (BeiceB P.aeruginosa 6oinee 6 mecsaieB noapsan). Ilosromy o0s3aTeIbHBIM
uccienoBaHueM s geteil ¢ MB sBisieTcs moceB MOKPOTHI (TpaxeanbHOTo acmupaTa)
Ha (QIIOpPY M YyBCTBUTEIBHOCTh K aHTHOMOTHKaM. [Ipu oOcrneqoBanny Hamiel TPyl
nereir B 54% ciydaeB ObUT BBISIBICH pOCT P.aeruginosa, xax W30JMPOBAHHO, TaK U
COUETAaHUU C JIPYTUMU BO3OYAUTEISIMU. S.aureus 8viceaics y Habawooaemvlx oemei B
48% HaOIOACHUN, U30JIMPOBAHHO JIMIIL y TpeTu mnauueHToB. B 10 % ciydaes
NaTOTeHHON (JIOpHl HE BBISIBICHO, YTO OBLIO CBA3aHO PETYISAPHBIMH Kypcamu

aHTUOAKTEpHUAIbHON Tepanuu (PUCYHOK 3.8).

0%
0% 0%

3% _\ | 2%
*ANG” ® H.influenzae
9%
Enorm
29%

P.aeruginosa
B S.aureus, p.aeruginosa

W S.aureus
54%

3% S.pneumonia
(o]

Pucynoxk 3.8. Pe3ynbrarsl moceBa MUKpOQIOpbl OPOHXHAIBHOIO CEKpeTa

y Ha6JIIOIIaCMBIX JIETEH C MYKOBHUCIHI030M.
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Y nmauMeHToB ¢ TsKEIbIM TeueHueM M B yaiiie BbISBIIsIIaCh XpOHUYECKAs

cuHerHoiHas uadekius (pucyHok 3.9.)

4yncno

nauMeHToB
40

35
30

25

20 W S.aqureus

15 B P.ageruginosa

10

TAXKENnoe cpepHen Taxectn nerkoe n=43
TeyeHne n=14 n=42

Pucynok 3.9. Mukpodiiopa 6poHXHaTBEHOTO CEKpeTa y HabII0JaeMbIX OOJIBHBIX B
rpynmnax ¢ pa3Hoi CTENEHbIO TSXKECTH MYKOBUCIIU03a
(*p<0,01 - pazmuuus TPy p.aeruginosa N s.aureus B 3aBUCUMOCTH OT CTETICHU
TSXKECTH )

Ha pucynke 3.9 0T4eTnMBO BHIHO, YTO y JI€T€d C TSKENIBIM TEUYEHHEM
3a00ieBaHUS MUKPOOHMOJOTMYECKasi KapTHHA B JIETKUX INIPEJICTaBlieHa B OCHOBHOM
P.aeruginosa (12). Y pnereit co cpeaHel CTENEHBIO TSHKECTU 3a00JI€BaHUS TaKkKe
npeobiianaer cuHernovinast uadeknus (32). Y aeteit ¢ JerkuMm TedeHreM npeodiagaet
Staphylococcus aureus (20), muub y 1/4 cuHerHoiHas uHQEKIHs.

[Ipy ouLEeHKEe CepIeYHOCOCYAUCTOW CHUCTEMBI, B XOJ€ MEPBUYHOTO OCMOTpa
noacuntseiBanack YCC B MHMHYTY, BbIsIBI€Ha Taxukapausa B 71% caydaeB. Y 26%
MAlMEHTOB BBICIYUIMBAICA CHCTONMYECKUH, (DYHKIHMOHAJIBHBIM IIYM Ha BEpXYIIKE
cepaua. AprepualibHOE J[aBJIIEHHE Yy BCeX JeTell ObUIo B mpenenax HOPMAaJbHBIX
3HaueHui. CraeayronM dTarnoM ObUTH HMHCTpyMeHTanbHble oOcnemoBanus OXO-KT,
OKT'. ITo nanueiM Y3U cepaua B 22% cnydaeB ObLIO 3aperUCTPUPOBAHO MOBBIIICHUE
JaBJ€HUs B JIETOYHOM apTepuM, MNPU3HAKA XPOHHUUYECKOrO JIETOYHOTO Ccepiua, ¢
auatanyuen u runepTpodueil Muokapaa npaBoro xemygouka. OnuH u3 odciaeyeMbIx

JeTel UMeN TSHKEJIYI0 COMyTCTBYIONIYIO matojioruto cepana — JKMII (nunaranmonnas
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kapauomuonartus). [lo ganasiM K[ oTMeueHbl HapyuieHus putMa y 56 HaiMeHTOB
(Murpanusi BoAMTENss puTMa, OJokaaa Hoxek nydka ['mca, skcrtpacucronus). [lpu
BBISIBJIEHUW U3MEHEHUH, 1€TU ObUTH KOHCYJIBTUPOBAHBI KapAHOJIOTOM.

[Ipu ocmoTpe u 00CIEIOBAaHUU KEITYJOUYHO-KUIIEUHOIO TPaKTa OTMEYEHO
yBEJIMUEHUE TEUEHU OT Kpasi pedepHoM nyru Ha 2-5 cMm y 19 manueHToB, yBenuyeHue
cene3eHku (5). Becem manmentram, 0e3 MCKIIOYEHMS, MPOBOJMIOCH OOUIEKIMHUYECKOE
uccienoBanue kana. B komponorumueckom ananuze y 15% neredt mpucyTCTBOBAU
MPU3HAKK HEJIOCTATOYHOCTH MOJKEITYIOUYHOMN JKee3bl — HEUTPaTbHBIA KUP, HECMOTPS
Ha npueM (pepMEeHTATUBHBIX IMpenaparoB. Takue MalUEeHThl HYXIAJTUCh B KOPPEKIUU
7036l TaHKpeaTuueckux (epmentoB. Bcem persm mpoBoauioch Y3U opranoB
OpIOIIHOM TMOJIOCTHU, TJI€ NOMHMO CTaHJAPTHOI'O OCMOTpa OPraHoOB, OILICHUBAJICS
KPOBOTOK B neueHu. Y 32 neteil KpOBOTOK ObUT «JIMHEHHBIN», 4TO CBUAETEIHCTBOBAIIO
00 M3MEHEHMSIX B TKAHSIX IEYEHHU, TAKUM MAIMEHTaM JOIMOJHHUTEIbHO Ha3HayaluCh
renaTonpoTeKTOphl  (aJ€eMETUOHUH, YPCOJAE30KCUXojeBas Kuciora). OlleHuBantach
crenienb (puobpoza mneduenu mno crneuuduueckort mrare METAVIR wmetomom
¢bubposnacrorpadguu neuenu. Y 24 nmanueHToB ObUIM BbIABIECHBI Y 3-pu3HaKku ¢pudposa
neyeHu. BoabIIMHCTBO eTell KOHCYIbTUPOBAIUCH TACTPOIHTEPOJIOTOM U JUETOJIOTOM,
MHIUBUYaIbHO paccuMTHIBaIACh n03a MUKpOCHEpUUECKUX bepmeHTOB
MOJIKENTYIOYHON JKeJle3bl, KOPPEKTUPOBAJach JAMETa, HA3HA4YaloCh JOIMOJHHUTEIIbHOE
neyeOHOe TUTaHUeE.

['eneTnyeckuii ananu3 y HaOMIOAaeMBIX JeTel IMokas3aji, 4To y 89 maiueHToB
MyTallud ObUTA OMpENENICHbI, 7 - He 00CienoBaHbl, y 3-X - MyTallii He 0OHAPY>KEHO
(rabmuma 3.1). Ilpu ananu3e HOaHHBIX, Mbl pa3leNuwiId JeTed Ha 3 Tpynmbl ¢
3aBUCUMOCTH OT THMa MyTauuu. Y rpynmsl naumeHToB ¢ myrauuein «del F 508/ del F
508» B MOJIOBUHE CiIy4yaeB OTMeYalach CpEHSsA CTEeNeHb TSHKECTU 3a00JIeBaHMUS.
HauGonpiee uyucio pgere ¢ TSOKENOM cCTeneHbIO 3a00JIeBaHMS, MO CPaBHEHUIO C
ApyruMu MyTanusmu, Obuto B rpynme «delF508/-». V nereér ¢ apyrumu myTanusiMu
OONBIIMHCTBO  JI€Te MMeNU JIeTKylo  cTeneHb  3aboneBaHus. OTCyTcTBHE
CTaTUCTHUYECKOW 3HAYMMOCTH, BEPOSITHEE BCEro, CBA3aHO C HEOONBIIMM KOJIUYECTBOM

JIETKUX» MyTaluii B HaOIrogaeMoil rpyrre feren
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Taoauna 3.1.
Pacnpenenenue 00IbHBIX MYKOBUCIIHI030M

B 3aBUCHMMOCTH OT I'€HOTHIIA U TSDKECTH T€UCHUS 3a00JIeBaHUS

MyTanuu del F 508/ del | [pyrue delF508/-
F 508

N 22 35 32

% JIeTel C THKEIBIM TEYCHUEM 2 4 6

% cpenHel CTEeNEHU TIXKECTH 12 11 14

% nerkou 8 20 12

[Ipu cTatucTHueckoil 06paboTKe MaTepuasa HE BBISIBICHO KOPPEISIUU MEXAY
TUTIOM MYTallMH U TSXKECThbIo cocTostHus (p>0,05).

MyKOBUCIIUJI03 OTHOCUTCS K TOJIMOPTraHHbIM 3a00JeBaHUSIM: [0 Mepe
YBEJIMUEHUS ~ CpeJHEH  NPOJOJDKUTENBHOCTH  KU3HM  OonbHbIX MB  wame
PETUCTPUPYIOTCS TaKUe MO3HUE MPOSBICHUS U OCIOKHEHHS, KaK caxapHbId AuabeT u
TsDKenash ~ [EeYEHOYHash  MAaTOJIOTHs,  KOTOpble  paHee  M3-3a  HEOOJBIION
MPOIOHKUTEILHOCTHU KU3HU OOJIbHBIX CUMTAINCH HETUITMYHBIMU 1711 MB [20]

B nabmiogaemoit rpynmne aereil, Haubosee 4acTo BCTPEUYAIUCHh OCIOKHEHHS CO
CTOPOHBI JIETKUX: OPOHXOIKTAaTHUECKHUE HU3MEHEHHs Jierkux (43) u HeoOpaTuMbie
M3MEHEHUS JIETOYHOU TKaHU (MHEeBMOpuOpo3) orMeueHbl y 17 nmauuentos. M3meHeHus
co ctopoHsl JIOP-OopraHoB - XpOHUYECKHI MOJIUIIO3HO-THOMHBINA PUHOCUHYCHUT, TAHHOE
COCTOSIHUE NMATHOCTHUPOBAHO y 32-X NauuMeHTOB. V3MEHEHHs CO CTOPOHBI NEYEHU
OTMEUEHbl y 26 MalMeHTOB, cpeau HUX y 6 -uuppo3, y 20 nerell BhIsABIEH (UOPO3
neyeHu. JKemuekameHHast Ooyie3Hb BbIsiBIeHA y 5 gereil. OCIOXKHEHHS CO CTOPOHBI
CEPJIEYHO-COCYIUCTON CHUCTEMBI, MEperpy3ka MpaBbIX OTIEIOB cepiala («WIETOYHOE»
cepaue), ormeueHsl y 18 nmereir. U3 conmyTcTByromux 3aboneBaHuil Haubosee 4acto
BCTpeyanaach MaTOJIOTHSI CO CTOPOHBI OPraHOB AHAOKPUHHOU cucteMbl (33). Cpeaun HUX
BBISIBJIEHBI CJEAYIOIIME 3a00JeBaHuUsA: y 5 nuddy3Hbiii HeTOKkcHuYecKHil 300,

YBCIIMUCHUC H.IHTOBHIIHOﬁ JKeae3pl 1 cTemeHM  Takxke y 5 MafcHTOB, HAPYIICHHC
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TOJIPAHTHOCTH K TJIOKO3€¢ — y 16, runotupeos — y 5, caxapuwiii nuabder (CJl) —y 2.
Yacte pnereit crTpagana amiepruueckumu 3aboneBanusMu  (11), u3 HuUX y 5
JIUarHOCTUpOBaHa OpOHXHaNIbHAs acTMa, Takxke y 3-x aronudeckuil nepmatut (ALl), y
3 - nowmHO3. Y 2X JeTed aJUIeprU4ecKuid acmepruuies. S5 gered ¢
TYOMH(QUIIMPOBAHHOCTHIO Ha MPOPUIAKTHUYECKOW Tepanmuu MpPOTUBOTYOEpKYJIE3HBIMU
npenaparamu. [laTonorus co cTOpoHbl OPraHOB 4YBCTB oTMeueHa y 11 nerei, cpenu
HUX y 6 Tyroyxoctb u 5 nereil ¢ HapymeHueM 3penus. Hambomnee peakue ciydau:

nenuakus (2), s38a IBEeHAAIIATUTIEPCTHON KUIIKH (2), sHYpe3 (2).

3.2. OcHOBHBbIC HANIPABJICHHUS IPOBOJAUMON Tepanuu y Ha0JII0aeMbIX JeTel ¢

MYKOBHUCIIH/1030M

VYuurtsiBas popmupyromuecs: HeoOpaTUMble U3MEHEHUSI B OpraHax U CUCTEMaX,
BCJICJICTBUE TMOBBIIICHHONW BS3KOCTH CIIM3U BCEX SK30KPUHHBIX >Keje3, OOJIbHbBIE,
ctpajarome MB, MOXW3HEHHO JOKHBI MONy4YaTh  Oa3UCHYIO  Teparuio,
HaIpaBJICHHYI0 Ha TMOJJEpXaHue M HOpMalbHOE (YHKUHMOHUPOBAHHE OpraHHU3Ma.
OCHOBHBIMH HANPABJIEHUSAMH TEPATIUU SABIISIOTCS:

1. Kunesurepanusi, sBigercss GU3HMUYECKHUM METOJIOM JI€UYEHHS, TO €CTh CIOCOOOM
OUYHUIICHUSI OPOHXHAIBHOIO JIepeBa OT BSA3KOIO CEKpEeTa, COCTABISIET 3HAYUTEIbHYIO
4acTh KOMIUIEKCHOM Te€panuy, BO MHOIOM OIpPENENss JJIUTEIbHOCTh U KAYECTBO KU3HU
6oJsbHOTO [52].

Bce netn u3 oOcinegyemoil rpynmbl MOJydadud pa3idyHble BUIbl KHUHE3UTEpaANUu
(100%): maccax rpynHoi kiaeTku u apeHax — 100%, dbnarrep-repanus — 22,%, BECT-
ket — 32,3%, ruMHacThKa Ha Ms4yax — 88%, neueOHast ruMHacTHKA — 98%

2. BTopblM OCHOBHBIM KOMIIOHEHTOM Oa3ucHOW Tepanuu npu MB sBisercs
MYKOJUTHYECKAasl Tepamnus, HaOpaBJICHHAs Ha pa3KWKEHUE BA3ZKOW MOKPOTHI,
OCBOOOXKJIEHHE JAbIXaTeNbHBIX MyTed. HamMu ucnonb3oBasiuch 3 rpynmbl OCHOBHBIX
npenapatoB — 43,4% manMeHTOB MOJydYaid amMOpOKCOJI (BHYTPb), AalleTHIIUCTEHUH

(BHYTpp W wuHramsauuonHo) — 73%, nopHaza anbdpa (uHranmsuuu) — 100%.
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JlononautenbHo yacTh nered (36%) moiyyanu WHTAISUU C TUIEPTOHHUYECKUM
pactBopoM (6% NaCL) ¢ MyKOJIUTHYECKOH LIEIbIO.

3. Hapsany ¢ MyKOIMTHYECKOW Tepanueil HCIOoJIb30BaIuCh OpPOHXOTUTUKHU (-
arOHHUCTBI KOPOTKOTO M MPOJIOHTUPOBAHHOTO NecTBuUs) y 31,3% HabmromaeMbIX IeTei,
YUUTBIBasA HaJTU4re OPOHXOOOCTPYKTUBHBIX U3MEHEHUH.

4. T'enaToNpOTEKTOPbl HA3HAYAIUCH C MPOPUIAKTUYECKON U JIe4eOHON LEISIMU.
[Ipy He OCIOXHEHHOM CO CTOPOHBI MEYEHU TEUEHUHM HA3HAYAJIUCh NpernapaThbl
YPCOAE30KCUXO0JINEBON KUCIOTHI B 93,6 % ciyuaeB. Ilpu BBISBICHHM «IMHEWHOTO»
KPOBOTOKA B MeueHH, prudpo3a — TONMOJHUTEIHHO Ha3HAYalCs afjeMeTuoHuH (29,3%).

5. Bce getn monyyanu maHKpeaTH4eckue (GEpMEHTBI, C LENbI0 KOPPEKIUU
XPOHUYECKON HEIOCTATOYHOCTH MOKENTyI0YHOM JKeyie3bl, WHANBUAYyaJbHAs J03a
paccUMTHIBANIACh KAXKIOMY MalMeHTy. JlomoiHuTeNnbHOE NUTaHWEe ObUIO HA3HAYEHO
31,3% narnueHToB, B KpaltHE TSAKENbIX ClydasX Ha3HA4yaJloCh NapeHTEepaIbHOE MUTAHUE
(2%).

6. C poxnenus 6osbHbIe MB mpenpacnonokeHbl K pa3BUTHIO OaKTepUaTbHOU
MH(DEKIUU JbIXaTeIbHBIX MyTeld. DTO MpelonpeeeH0 OMOJOTUYECKUM MEXaHU3MOM,
CBSI3aHHBIM C T€HETHUYECKH 00ycioBlIeHHbIM nedexToM cuHTe3a MBTP [210]. IToatomy
OJIHUM M3 OCHOBHBIX KOMIIOHEHTOB JICUEHUS SBIISIETCSI aHTUOAKTEpHUalIbHASI TEpAIHs.
Bribop aHTHOMOTHKA ONpenessics Ha OCHOBAaHMU JAHHBIX MHKPOOHOJIOTHYECKOTO
UCCJEJIOBAHUS ~ MOKpPOTBHI, KOTOpOE€ NPOBOAWIOCH BCEM 0€3  HCKIIOYEHHS.
AnTubaKTepuanbHas TEpamusi HUCIOJNb30Balach KaK BHYTPUBEHHAas, TaK W
UMHTQIALIMOHHAsA, W nepopanbHas. OCHOBHbIE TMpenaparbl U METOJbl HX BBEACHUS

npejcTaBiieHbl B Tabnuie 3.2.



KOM6I/IHI/IpOBaHHa${ aHTI/I6aKTepI/IaJIBHa${ TCpalusd, UCII0Jb30BaBIIAACA Y Ha6JIIOIIaeMBIX neTeﬁ C MYKOBHUCIIMJO30M B 3aBUCHUMOCTHU

oT (pI0pBl OPOHXUATBHOIO CEKpeTa

Taoauna 3.2

Pseudomonas aeruginosa

Staphylococcus aureus

BuyrpuBennas a/0 Tepanus IlepopanbHas | UHraassumoHHast BuyrpuBennas a/0 | Ilepopanbhas HNHuransunonnas
Tepanus
Hedrazumum (18) A3zuTpoMuUIIH ToGpamura LedTpuakcon (4) - -
Hedrazumum (5) - - HedTpuakcon (13) [Hedukcum Tuamdenukon  ymbo
Kosmmcrumerar Hatpus

Hedrazumum + Amukanus (5) ABUTPOMHUITH Tobpamura mu6o | Lledpomepazon+ AMOKCUITUIUTHH Tuamdenukon
Komucrumerat varpus | CynbOakram (9) KJIaByJIaHAT

[edonepazon+ Cynb0akraM | ABUTPOMUIIIH TobOpamura m6o | Meponernem (4) AMOKCHUTIINIUTAH -

(41) Kosmcrumerar Hatpus KJIaBYyJIaHaT

[edonepazon+ Merponugazon | - Jluneszonun (3) - -

Cynb6akram+Hmunenem+1{nna

cratuH (1)

Hedrazumum+ lledonepazon+ | AsurpoMunina ToGpamura 6o | Bankomurms (1) Ko-Ttpumoxkcazon | -

Cynbs6akram (2) Komuctumerar HaTpus

[edonepazon+ ABUTPOMHUITH Tobpamura oo | - AMOKCUITUJUTHH -

Cynbsbakram+Mepomnerem (1) Konuctumerar Hatpus KJIaBYyJIaHAT

Mepomnenem (8) A3zuTpoMuULIH Komucrumerar Hatpus

Awmukanuatlledomnepazon+ ABUTpOMHUITH Tobpamura 60

Cynb6akram (13)

Kosmmcrumerar Harpus

Amuxkanua+ meporiesem (4)

Komucrumerar Hatpus
160 ToOpamMunima
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IIponomnxenue

Taoauna 3.2.

Staphylococcus

aureus,

Haemophilus

Moraxella (Branhamella) catarrhalis

influenzae

Achromobacter xyloxidans + Pseudomonas aeruginosa

BuyrpuBennas a/6 tepanus Mepopanbuasi | MuransiumonHasi | BuyrpuBennas a/o tepanus | IlepopanbHas HNuransiunonnas
AMuKaIuH+ MEPOIIEHEM - - Nmunenem+unacratun (4) | ASUTpOMULIMIH Komucrumerar Hatpus
Amukanusa+ Kommcrnmerar Awmukamuat Ledonepazont | - Komucrumerar Harpus
Nmunenem+Iunacrarun HATpus Cynb0akram
edrazumum [edypoxcum Tuamdenukon [Munepammmma+Tazo0akram Tobpamura
Hedrpuakcon - - Achromobacter xylosoxidans + Staphylococcus aureus
Awmuxanun-+tlleponepazon+ A3UTpOMULIH Lledrpuakcon + Ko- | Asutpomunn | KonucrtumeraT HaTpus
Cynb0akram TPUMOKCA30JI
Staphylococcus aureus + Pseudomonas aeruginosa JInnesonu
Amukanusa+ Ledomnepazon+ | Asutpomunun | Konmuctumerar Meponenem - -
CynbbakTam HaATpUs
(o edrazumum +
AMMKaIH)
[edhonepazon+ Cynpbakram Asutrpomutind | ToOpamuima
[edTazuaum - ToGpamunua
- - Komuctumerar

HaATpUs 6o

Tobpamuima

[edrazumum




bonbmmHCTBO  KeTen (71,7%) HAXOJWJIMCh HAa  BHYTPHUBCHHOU
aHTHOaKTepuanbHON Tepanuu. JleTsm ¢ BeiceBoM Pseudomonas aeruginosa 4auie BCero
HasHavaycs  uedomepa3zoH+cynbbakTam, — nedrazuauM,  MeporneHeM.  J[aHHBIC
aHTHOAKTEpHANbHBIC TpenapaThl HCIONB30BAINCH KAaK MOHOTEpamus, TaKk W B
KOMOWHAIIUAX C aMHUKAI[MHOM, HMHIICHEMOM+1IiIacTaTiHOM. [lareHTaM ¢ BBICEBOM
Staphylococcus aureus HazHauaincs 1edTpUakcoH, medonepazoH+ CyabOakTaM U MPH
MRSA - nuHe30/MJ, BaHKOMHUIIMH, MEpOIEHeM. Y JAeTel co cMemaHHoOu (Iopoit
OpOHXHMAIBHOTO CEKPETa MCIOIH30BAINUCH Pa3IMYHbIe KOMOWHAIIMN B 3aBUCHMOCTH OT
YyBCTBUTEIHHOCTH BBIABICHHBIX MHKPOOpraHuzMoB (tabmmma 3.2). Hapsay c
BHYTPUBEHHOW Tepanuei, nepopajibHO aHTHUOaKTepuasbHble npenapathl noaydanu 30%
JeTeil uccieayeMol TpyIIbl, B OCHOBHOM Ha3Hayaiucs asuTpoMuuud (23,3%)
ATBTEPHUPYIOIIUM KYpPCOM C TPOTHBOBOCHAJIUTEIFHOW W WMMYHOMOIYJIHPYIOIIEH
IENbI0, TaKXKe MPUMEHSIN aMOKCHIIWIUIMH KiaBymaHaT (6%), uedypoxcum (4%),
nepukcum (2%), uunpodaokcauud (3%), kKo-Tpumokcazon (2%). BonbIIMHCTBO
NAIMeHTOB TONydald KOMOWHUPOBAaHHYIO aHTHOAaKTepHalbHYIO Tepamuio (B/B +
WHTAJSIIMOHHAs). 3a BCE BpeMsl HaOJIONCHHUS HMCIIOJIB30BAMCH TAKHE MHTAISIIHOHHBIC
aHTUOMOTUKH, Kak ToOpamuiua (50,5%), xomuctumerar Hatpus (39,4%),
truamdenuxoi (8%). Y aetelt ¢ XpOHUUYECKON CHHETHOMHOM MH(DEKIIUEeH HHTAISIITUOHHO
Yame BCETO TPUMEHSIIM TOOpaMUIIMH, KOTOPBIM OBUT MPEICTaBICH B KIWHUKE
npernapaTaMi  pa3HbIX MPOW3BOAWUTENCH. B eOMHMUYHBIX clydasx MalndeHTaM C
OTCYTCTBHEM pOCTa B TOCEBaX, MO JaHHBIM MHKPOOHMOJIOTHUYECKOTO WCCIEAOBAHUS
MOKPOTBI, aHTHOMOTHKY HE Ha3HAYAJIHCh.

7. JIOTIONHUTENBHO BCE€  MAIMEHTHI IMOJIy4ald BUTaMUHOTepanwio. [lpu
HaJIMYUUA OCJIOKHEHUH, TaKUX KaK «Iero4yHoe CepAlle» YacTh MAaIlMeHTOB MOJydyau
aHTUTUINIEpTEH3UBHYI0 Tepanuio (9%), auypetuku (4%), KapauoTpodHyO Teparuio
(15,2%). C mpoTHBOBOCHATUTEIBHON I11€JIbI0 4 TMalMeHTa IMOJydalyd IMPETHU30JI0H
MJIaHOBO MEPOPATBHO.

8.  YuuThiBas HaIMYME COMYTCTBYMOIIMX 3aboneBanuii, 1 pebdenok c¢ CJ|

HaXOOWJICA Ha TCpallnh HHCYJIHHOM, 1 moJjryvdani L-TI/IpOKCI/IH; OJHOMY pe6eHI<y C
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oMann3ymao,

Ha Oa3uCHOW Tepanuu

KOMOMHUPOBAHHBIM NpenapaToM (0yaecoHuA+(GopMOTeposl) HAXOAUIUCh 2 MalUeHTA.

3.3. [MHAMHUKA KIMHUYECKHNX, Ja00pPaTOPHO-MHCTPYMEHTAJIbHBIX IOKa3aTeel

Ha0J/1101aeMbIX JIeTell ¢ MyKOBUCIIH/1030M

B paMKax HalICro UCCICIOBAHUA MBI O6CJICIIOB2UII/I IIaMMCHTOB B JMHAMUMKC 3

paza. O0mias KIMHUYECKasi XapaKTepucTUKa TPy JIeTel mpeacTaBiieHa B Tadnune 3.3.

Taoaunna 3.3.

Knumanueckas XaAPaAKTCPUCTUKA Ha6JIIO}IaeMBIX }IeTeﬁ C MYKOBUCTTUIO30M

1 rocnuraauzanus

2 TOCIMTAIN3ANNSA

3 rocnuTaJIN3anuga

N

929

53

23

IHepBuunbie (N)

29

14

7

IToa

H-58%, M-42%

H-58%, M-42%

H-47%, M-53%

MecToO XKUTEIbCTBA

Pernonsr - 48%,
Mocksa — 20%

Permonsr - 50%,
Mocksa — 25%

Pernonsr - 46%,
Mocksa — 33%

MO -14% MO -17% MO -17%
CHI-18% CHI-8% CHI-4%

MyTtauuu «del F 508/ del F 508» - | «del F 508/ del F 508» - | «del F 508/ del F 508» -
25% 28% 35%
«del F 508/ -» - 36% «del F 508/ -» - 24% «del F 508/ -» - 26%
Jlpyrue - 39% Jpyrue - 33% Hpyrue - 29%

dJiopa P.aeruginosa — 56%; P.aeruginosa — 22%; P.aeruginosa — 61%;
S.aureus — 29% S.aureus — 36% S.aureus — 30%

(010) Tskenele Hapymenus — | Tsbkenele HapymeHus — | Tspkensle HapylneHus —
5% 6% 4%
Cpenneit TsKecTH — Cpenneit TsKecTH — CpenHeit TsKecTH —
24% 17% 13%
Hopwma — 71% Hopwma — 77% Hopwma — 83%

MPHU l'unotpodus — 48% l'unotpodus — 26% l'unotpodus — 48%

Hopwma -51%

Hopwma -74%

Hopwma -52%

TsxecTh TEeUEeHUS

Tsoxenmoe -14%
Cpenneil TSKECTH —
42%

Jlerkoe -43%

Tsoxenoe -17%
Cpenneit TSKECTH —
47%

Jlerkoe -36%

Tsoxenoe -4%
Cpenneil TSKECTH —
48%

Jlerkoe-48%

NuraassumnouHas
aHTHOAKTepHaJIbHAs
Tepanus

To6pamurys -36%
Hpyrue (konuctumeraT
HaTpHUsl, THAM(EHUKOIT)
—21%

ToGpamurua -23%
Hpyrue — 21%

To6pamurya -39%
Hpyrue — 61%

HCpBYIO rpymnmy ucCiICHOBAHUA COCTABUIIM NCTHU, OIMPOIICHHBIC IIPpU HepBOﬁ

rocinvralin3alnnu,

KOTOpPBIM  OBLIO

IPOBEICHO

HCCIICAOBAaHHUC

IBAXIbl: TIpHU

MOCTYIUICHUU U MpHU BBIMKCKE, yepe3 14 gueit. Bo BTopoil rpynmne (2 rocnutanu3amnus
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yepe3 6 MecdieB) HaOmoganuch 53 peOeHKa, MOCTYNHUBIIME B CTAl[MOHAP MOBTOPHO.
CootBerctBeHHO 3 rpynmna (3-s1 rocnuTanuzaius) MOpeacTaBieHa 23 MalueHTaMH,
MIOCTYNUBIIMMH B CTAIlIMOHAP IUIAHOBO B TPETHUM pa3, YXKE UCCIECIOBAHHBIC IBAXIbI IPH
IIEPBOU U BTOPOM INOCIUTAIU3ALINY.

Cpenn manueHToB B MEPBOM TOYKE TOJIBKO TPETh AETEW MOCTYNAIN NEPBUYHO,
OCTaJibHbIE TOCHUTAIU3UPOBATIUCH MOBTOpHO. [lepBuunbie aetu (29) B OCHOBHOM
MOCTYIAJIN C YCTAHOBJIEHHBIM UAarHo30M (27), nis koppekuuu tepanuu. [lpu ananuze
JAHHOM TpYIIIbl paclpeiesieHue MO TeHJIEPHOMY MpPHU3HAKy paBHOMEpHOE, OoJiblias
YacTh JIETEW MPOKUBAIU B PETMOHAX, OKOJIO 60% MMENN «TSHKENbIEe» MYTALIMU U BBICEB
P.aeruginosa. Tlokazarenn O®B; B OOJIBUIMHCTBE CiIy4yaeB B IMpeieiax HOPMaJbHbIX
3HA4YEHUH, Y MMOJOBUHBI UCCIENYEMBIX OTMEUEHO CHMKEHUE Beca. 1o cTenenn TskecTu
MAalMEHTBl PAaBHOMEPHO PACHOPEACINCh MEXAY IpYNINamMud CO CpPEOHEW CTENEHBIO U
JerkuM TeueHueM 3abosieBanus. Okxono 60% neredt  mojydalid HWHTATSLUOHHYIO
aHTUOAKTEpUANIPHYIO Tepamnuio, cpeau Hux 36% moiydaiu HHTaJsSIUOHHBIN
ToOpamuiiuH. Bo Btopoil rpymnme wuccinenoBaHus 26% TNEpBUYHBIX JETEH, MpH
CpaBHEHMH C MPEIbIAYIIEH IPYNIOi MEeHbIe AeTel ¢ runorpoduei (26%) 1 BhICEBOM
P.aeruginosa (22%). Jetu w3 3 rpymmbl, MO BCEM IOKa3aTelsM ObUIM CPaBHUMBI C
IIEPBOU I'PYIIIION.

CornacHo au3aiiHy UCCIENOBaHMs, Mbl OLEHUBAIM  Hauboyiee 3HAYMMBIC
KJIIMHUYECKHE TOKa3aTenu Bcell rpynnel gerted ¢ MB B auHaMuke npu KakIoM
MOCTYIUICHUU B crauuoHap. [{ns ompeneneHus AMHAMUKU Ha (QOHE JieueHUs ObLIU
BbIOpaHbl OOBEKTUBHBIE KpUTEpUU: nokazarensb crupometpun ODB;, macco-pocToBoit
MHJEKC U peHTreHosornyeckuii unaexc Kpucnuna-Hopmana (PU) B 3aBucuMOCTH OT
TSDKECTU TeUEHHMs 3a00JIeBaHMs M HAIMYUS XPOHUYECKON CUHETHOMHON MH(EKIIUH.

3a BpeMmsi mepBOM rocnuTanu3anuu B craudoHap (1-2 TOukHM) AOCTOBEpHOM
MIOJIOKUTENIBHOW AWHAMHUKH TIO HCCIEIYEMBIM IapaMeTpaM He MOJy4eHO. Takxke He
OTMEUEHO BIIUSHUA TAKECTU T€UEHUsSI U (II0opbl OPOHXHAIBHOIO CEKpETa Ha U3MEHEHUS
JAHHBIX napameTpoB 3a 14 nueil. OgHaKo MO KIMHUYECKUM KpUTepusm B 92% ciryyaes

OTMEUaJoCch YMEHbIlIeHHE Kauuisd, y 46% nerel cpenuss npubaBka Macchl Tena 3a 14
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nHerr coctaBuia 1300+150 rpamm m y 77% peredl yaydliniach ayCKyJIbTaTHBHAas
KapTHUHA JIETKUX (YMEHbBIIICHUE WU UCYEC3HOBEHUE XPHUIIOB).

B tabnuue 3.4 mpencrtaBieHa TUHAMUKAa KIMHUYECKUX TOKaszaTesnell Ha (one
JeueHus 3a 6 MecsleB, MEXAY NMEpPBOM M BTOPOM rocnuTalu3auusMu. J[ocToBepHOE
yIy4IlIEeHuEe OTMEUEHO y JeTel C TSKEIbIM TeYeHHWeM 3a00JIeBaHMs IO TMOKa3aTessM
O®B,; u PU. [JocroBepHOoe yBEIWYEHHE MACCHI Tena, Mo JaHHbIM MPU, otmeueHo y

neTeﬁ C JICTKUM U CPCAHCTKCIIBIM TCUCHUCM 3a00JIEBaHUS.

Tabauuna 3.4.
JInHamMuyKa KIMHUYECKUX TTOKa3aTenen
Ha (poHe seueHus 3a 6 mecaneB ucciaeaoBanus (N=53)
ITokazare Tsoxects Teuenus no mkane [1IBaxmana-bpadunbaa
JIb 1-3 Touka
Tsoxenoe Cpennsis CTENECHb Jlerkoe
ODB, (%) | 61 +2,3 -68 +3,1* 87+ 1,8—-87+1,9 |99+21- 90+£272
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 17,5+£3,4 —17,4+£5,0 | 11,1£2,6 - 14,9+5,6
+1,7*

*p<0,05 pazanuns mexay 1 u 3 Toukamn

B 3aBucumMocTH ot (hs1opbl OpOHXHUATBHOTO CEKpeTa JOCTOBEPHON pa3HUIIbI HE
nosryueHo (p>0,05).

JluHamuka KIMHUYECKUX TMoKa3zarened Ha (oHe JedeHus 3a BpeMs Tpex

rocruTaln3aluil npeacraBieHa Ha pucynkax 3.11, 3.12, 3.13.

*p<0,05 pazauuus nokaszatesnaed Mexay 1 u 3 rocnuTanu3anusIMu

Pucynok 3.11. lunamuka nokazarens O®B, Ha ¢hone neuenus (N=23)



71

OrMeuanach  JOCTOBEpHass  MOJIOKUTENbHAas  JWHAMHMKAa  IOKa3aTess
cniupometpuu (ODPB;) y nereit ¢ TsxkenapiM TedeHHEM 3abosneBaHusi. [lanueHTHI,
BOIIE/IINE B JIaHHYIO Ipynny, ¢ Oojee JierkuM TeueHrneM MB uMenu HopMalibHBIC

nokazarenu ODB;(>81%) 3a BpeMsi Tpex rocnuTaaInu3aiuii.

100 *
98 /‘ ‘\
96
l/ N A
92
. \\ 7 A= =@=TAKE/NOE TeHeHNe
88 \/ = cpesHeii TAXeCTH
86 nerkoe
84
82 T T 1
1-an 2-aa 3-a
rocnuTanM3aumsa rocnuTanmnsauma rocnutanmsaums

*p<0,05 paznuuus nokazarenend Mexay 1 u 3 rocnuTamuzausIMu
Pucynoxk 3.12. Jlunamuka MPU Ha pone neuenus (N=23)

Ha pucynke 3.12 no nokasaTeinto, OLIEHUBAIOIIEMY MAacCy Tejla COOTBETCTBEHHO
pOCTY, JIOCTOBEPHYIO TMOJOXKUTEIbHYIO JMUHAMHUKY MEXIy BTOpOM H TpeThe
rOCMUTAIN3ALUIMI UMEIU JIETU C TKEIbIM TEYeHHEM 3a00JIeBaHUs, Y NAlUEHTOB CO
CpEelHEeW CTEeNeHbI0 TSHKECTH TeuyeHusi 3a0oseBaHusi JOCTOBEpHAas MOJIOKHUTEIbHAsS
JUHAMUKA BBISBJIEHA MEXAY NEpBOM M BTOpOM rocnurtanusaunuei. B ocTanbHBIX

cinydasix nokazarenb MPU konebascs B npenenax HOpMallbHBIX 3HaUeHUH (>90%)).

*p<0,01 paznuuus nokazareneid Mexay 1 u 3 rocnuTaau3ausIMu

Pucynok 3.13. lunamuka nanasix PU Ha pone neuenus (N=23)
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Ha pucynke 3.13 BunHo, uto PM nocToBepHO CHMXKAJCS y AETEH C TSIKEIBIM
TeyeHueM 3a0oseBaHus Ha (POHE JIeYeHUsl, [0 CPABHEHUIO C TAHHBIMU JIETEN U3 TPYIIIbI
C JIETKUM TEYEeHUEM U CpeJHEH CTeNeHU TSHKECTH, YTO CBHUIETENBCTBOBAIO 00
YMEHBIIEHUH  PEHTICHOJOTHYECKUX TPHU3HAKOB AKTUBHOCTH  OPOHXOJErOYHOTO

npolecca.

[TogBoass wmTOrM BHIIIECKA3aHHOMY, MOXHO pE3IOMHpPOBATh, UYTO  TpYyIINa
HCCIIeYyeMbIX MalueHToB ¢ MB mpeacraBieHa, B OCHOBHOM, JETbMH CO CpeaHEH
CTEMEHbIO TSKECTU TEUYEHHUs 3a00JIeBaHUs, TMOJYYalOIHe KOMIUIEKCHYIO TEepamuio, ¢
paHee YCTaHOBJIEHHBIM TMarHo30M. [Ipu cTaTUCTHYECKOM aHaIN3€e JAHHBIX TPYIIIIBI, MbI
BBISIBIUIM JOCTOBEPHYIO B3aUMOCBSI3b TSKECTH TEUCHUS 3a00JICBaHUS M KIMHUYCCKHUX
rokaszaTesiel manueHToB (peHTreHosorndeckuii unaexe Kpucrnuna-Hopmana, Hanmuuue
CUHETHOMHON uH(MEKIUHU, T[oKa3aTelu O®B,). [JloctoBepHasi TOJOXKUTEIbHAS
JMHAMHKA KJIMHUYECKUX TMOoKa3aTelield OTMeUYeHa B IPYMIE eTeH C TSHKEJIbIM TeYCHUEM
MB 3a 6 mecsieB Ha (poHe MpPOBENEHUS KOMIUIEKCHOM Tepamuu, 3a CUeT 3HAYUMOTO
MOBBINICHUsT cpeaHero 3HadeHus nokasarenss ODBI1 ¢ 61% no 68% (p<0,05), macco-
poctoBoro unaekca ¢ 88% 10 95% (p<0,05) u peHrresosornueckoro uuaekca ¢ 23,3 o

21,6 6amios (p<0,05).
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I'JIABA 4. KAYECTBO )KM3HM JIETEM, BOJbHBIX
MYKOBUCIINAO30M. PABPABOTKA YTUJINTAPHBIX THIAEKCOB

Onenka xayectBa xu3Hu (KXK) pycckoit Bepcuei obuiero onpocuuka Health
Utilities Index (HUI) 6puta mpoBenena y 99 nereii, 6osibHBIX MB, kinHHYeckas
XapaKTepUCTHUKa KOTOPBIX IIPe/ICTaBlIeHa B riiase 3.

Hetu 5-11 net u 12-17 ner (oTBeTHl AeTell U poauTenei) ObLIIM 00BEICHEHBI B

OJIHYy TPYIIIY, TaK KaK JOCTOBEPHBIX PA3IMUMMA MOTYyYEHO HE ObLIO.

4.1. MyabTHaTPpUOyTHBIE YTHJIMTHBIE HHACKCHI (001ee KAa4eCTBO KU3HN) Yy JeTel
¢ MYKOBHCIIH1030M

Ha mnepBom »srtame wuccrnenoBanuss KK HamMu  Obutn  ompesesieHBI
MYJIbTHATPUOYTHBIC YTWIMTApHbICE HHACKCHI B OOIICH Tpymme AeTel, T.e. €IUHOE
3HaueHue KOK mo BceM mapamerpam, BKIIOYEHHBIM B OMPOCHUK, a TAKXKE MPOBEIACHO
CpaBHEHHE C MYJIbTUATPUOYTHBIMU HMHJIEKCAMU, MOJYYCHHBIMH paHee HJIs 30POBBIX
JeTeil COOTBETCTBYIOLIEro Bo3pacta — Tabnuna 4.1.

Tabauuna 4.1.

MynbTraTpuOyTHbIE HHAEKCHI JeTel, 001bHBIX MB, 1 3110pOBBIX CBEpPCTHUKOB.

aTpuOyThI bonsusie MB 310pOBbBIE
N=99 N=102
Mt o M+ o

HUI3 o6mmit 0,81 +£0,02** 0,85+0,013

HUI2 o6mni 0,85+0,013* 0,90+0,01

*#P<0,001 - paznuuus co 310poBbiMH eTbMu  *P<0,01 - pa3znuuus co 310pOBBIMH JIETBMHU

Kak BUJIHO N3 Ta6JII/II_[BI 41, My.HBTI/IanI/I6YTHBI€ HHACKCHI, XapaKTCPU3YIOIIHUC
oOlee COCTOSTHUE 37I0pOBbs JETel, OKa3auch JOCTOBEPHO HIXKE y OonbHbIX MB 1o
CPaBHCHHIO CO 3JOPOBBIMU.

I[JIH aHaJin3a pasﬂnqnﬁ B COCTOAHHHU O6H.I€I‘O 300pOBbsid B 3aBUCHUMOCTHU OT

BO3pacTa, MbI IMOCTPOUIIN I‘pa(l)I/IK «Ku3HeHHBIN IIyTb KOI'OpThD», A€ HAa OCHOBAHUU
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MyJIbTHATPUOYTHBIX MHIEKCOB OTMedeHa nuHamuka m3meHeHuit KOK nmereit ¢ MB u
3JI0pPOBBIX JeTeil Mo Bo3pactam, To ecTh ¢ 5 g0 18 ner. /laHHas meTonuka sBIsIETCS
CTaHJAPTHBIM CIOCOOOM TMPEACTaBICHUS JaHHBIX YTHIUTapHBIX HHAEKCOB (Gold m
coaBTOpbI, 1996).

Ha pucynke 4.1. 0TY4ETINBO BHIHO, YTO MO JAaHHBIM YTHJIMTHOTO MHAeKkca HUI
2 B Bo3pacte 6 yer y rpymnmbl gered ¢ MB mokaszatenu oOmiero 370poBbs HUKE
(0,78+0,01), yem y nmereil Gosiee cTapiiero BoO3pacTa M 3HAYUTEIBLHO HIDKE, YeM Y
3n0poBbix cBepcTHUKOB (0,96+0,008). B myGepratHOM nepuoje B 00eux rpymmax
PETUCTPUPYETCS «IIPOBAI» MMOKA3aTesl, HO y aeterd ¢ MB oH oTmeuaeTcsa 4yTh paHbliie
— B 12 net (0,86+0,015), a y 3mopoBbix — B 13 (0,83+0,004). Kpome TOr0o, B OCHOBHOI
rpynne OTMEYaoCh CHIDKEHHE MYJIbTHAaTpUOYTHOIO HMHAEKCAa B Bo3pacte 16 mjer

(0,85+0,034), B oTmuuue 0 370pOoBBIX CBEpCTHUKOB (p<0,05).

HUI2
1 -
0,8 -
0,6 -
04 -
HHUI 2
0,2 -
H 380poBble

"]
5|6|7| | |
8|9 | |
| 10|11 12|13|14|15| |
16 17|

Bo3pact |

Pucynoxk 4.1. )Ku3HeHHBIN yTh KOTOpPTHI JieTei, 60apHbIX M B, 1 310poBbIX
CBEPCTHUKOB, PACCUUTAHHBIN MO pe3yiabTaTaM MYyJbTUATPUOYTHOTO YTHUIUTHOTO
naaekca HUI 2

Pe3ynbpTaThl, MoMy4eHHbIE NMPU UCIOJIb30BAaHUU KIACCU(UKAIMOHHONW CUCTEMBbI
HUI 3, npogemonctpupoBanu 0osiee Bblpa)keHHbIe pa3nuuus (puc. 4.2.). B Bo3pacre 6
JIET OTMEYalioch BbIpakeHHOoe majaeHue nokaszatens (0,74+0,02) npu pocte B rpyIire

3nopoBbix (0,954+0,017), uyTro mano 3HAYMTENBHBIE pA3IUUUA MEXIYy TIpyHIaMu.
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Crnenyronuii 3Ha4MMBIN mpoBasi yctaHoBiieH B 12 jer (0,75+0,007), mpu 3TOM Yy
3I0POBBIX J€TeH OH ObUI 3HauMTeNIbHO MeHee BhipaxkeH (0,85+0,009). B Bospacrte 16
JIET TaKXke MyJIbTHATpUOYTHBIA MHAEKC uMen cHwkenue (0,77+0,012) u 3HAYUTEIHHO
oTiMyaics OT mokaszatens 3a0poBbix aeted (0,89+0,006). OmnpeneneHHbId BO3pacT
cHKeHus mokasatenet KK, mo mameMy MHEHHIO, CBSI3aH ¢ MEepUoJaMUu (PU3UYECKOTO
Pa3BUTHUA U TICUXOJIOTHYECKUMU 0coOeHHOCTAMHU. Hampumep, Bo3pacT 6 JieT coBmaaeT
C MEepPUOJIOM aKTUBHOTO pocTa pedeHka - «BTOPOE€ BBITSDKEHHE», U
MICUXOJIOTHYECKUMHU, YMCTBEHHBIMHU Harpy3kamu, Tak Kak 3a4acTylO 3TO BO3pacT Hauala
IIKOJILHOTO 00yueHus pedenka. B 12 ner - Havayno myGepTaTHOro mepuojaa pa3BUTHS,
TOPMOHAJIbHBIE  «IEPECTPONKH», Ha (OHE Yero BO3MOXKHA SMOLMOHAIbHAS
nabuibHOCTh. UTO Kacaercs aetel B Bo3pacTe 16 jer, TYT BO3MOKHO OCMBICIICHUE
0one3Hu, crpax mnepea OyAylmuM, MEpexoJ BO B3pPOCIYIO KWU3Hb M NPOJOJIKEHUE
aKTUBHOTO POCTA.

B 1ienniom HE0OX0AMMO OTMETHUTD, YTO 3HAUYCHUSI MHTETpaTbHOTO Mmokazares KK
HUI 3 Bo BceM nM3yyaeMOM BO3pacTHOM JAHana3zoHe, Kpome nepuoja 8-9 jet, okazaauch

HHIKC, UCM Y 31O0POBBIX CBCPCTHUKOB.

HUI3

0,5 -
EHUI3
0 ] H3p0posble
5|6|7| | |
8|9 | |
10|11 12 | |
13114 15| | |
16 | 17

Bo3pact |

Pucynoxk 4.2. )Ku3HeHHBIN MyTh KOTOPTHI JieTei, 60apHbIX M B, 1 310poBbIX
CBEPCTHUKOB, PACCUUTAHHBIN MO pe3yiabTaTaM MYyJbTUATPUOYTHOTO YTHUIUTHOTO

nanexkca HUI 3.
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OpHoli U3 3a/1a4y HalIero UccieoBaHUs ObLIO M3YYEHUE BIMSHUS Pa3IMYHBIX
daktopoB Ha KJXK mnamuentoB. Mpl aHanmu3upoBanu, kak wusMmensercs KK B
3aBUCUMOCTH OT BO3pacTa, MoJja, MECTa KUTEIbCTBA PECIIOHACHTOB (B CBSI3U C pPa3HOMN
HPKOHOMHMYECKOM CHUTyallMel B peruoHax M O0OECIEeUEHHOCThI0O MeAMKaMEHTaMH),
0coOeHHOCTEH 3a00JIeBaHMs, TAKUX KAK TSXKECTh TEUEHUs, CTEIIEHb MOPAXKEHUS JIETKUX,
nokaszarenu (U3MYECKOro pa3BUTHs, THUIN MYTallUM, HalW4Yhe WIH OTCYTCTBUE
XpPOHUYECKUN CUHETHOWHON wuH(pexkuuu. He MeHble BHUMaHUS YIEISIM TaKUM
acmekTaM, Kak BO3pacT MOCTAaHOBKM JHAarHo3a v Bpems Hayana 0asucHoil Tepamuu. B
XOJIe HCCIIEIOBAaHUSl TALUMEHThl ObUIM pa3lelieHbl Ha TpPyHnbl B COOTBETCTBUU C
M3y4aeMbIMH MPU3HAKAMU JUIsl IPOBEJICHUSI CPABHUTEILHOTO aHAIN3A.

AHanu3 pa3iauuuMii B TPYINax MO OCTAJIbHBIM (aKTopam MpeACTaBlIeH B
tabmune 4.2. Tabnuua WUTIOCTPUPYET PSAJ  3aKIIOYEHUN, CHENaHHBIX TIPHU
CPaBHUTEJILHOM aHaJHU3e.

N3yyenue reHAepHbIX OCOOEHHOCTEH HE BBISBWIO JOCTOBEPHBIX pPa3jinduil B
rpynmnax, XOoTs MoKa3aTelu Yy JIeBOYeK ObLIM HECcKoJbko Huxke. He ompeneneHo
CYLIECTBEHHOIO BIMSIHUSA MecTa mpokuBaHus mnauueHtoB Ha KK, xors B MO
YTUJIMTHBIE MHJEKCHl OKa3aJMCh HECKOJBKO BbIlIE. B 3aBUCHUMOCTH OT THMa MyTalllu
camMble HM3KHE TMOKa3aTesd ObUIM Yy TAIMEHTOB ¢ Hanbojee YacTo BCTPEUAIOIIUMUCS U
TsokensiMu MyTanusimu: del F 508/ del F 508 u del F 508/-, cHuxenue yTumuTapHbiX
MHJIEKCOB Y HUX OBLIO CTATUCTUYECKH 3HAUMMO B CPABHEHHH C IPYTUMU MYyTalUsIMU.
Ananu3z BiusHus nokasarenss OPB| npogeMoHCTpUPOBaIL, UTO NMPU €TI0 HAPYIICHUH 10
CPaBHEHUIO C HOPMOUM MYJIbTUATPUOYTHBIE UHAEKCHI JOCTOBEPHO CHIXKAIUCH. Y POBEHBb
¢usnueckoro pasutusa jaoctoBepHo He Bhusa Ha KXK nereit ¢ MB, xors 3HaueHus
MHJIEKCOB y MAalMEHTOB C e(PUIIMTOM Macchl Tejla ObLIM HUXKE HAa YPOBHE TEHJECHLIUM.
Hanuune narorenHoi (pyiopbl JOCTOBEPHO HE BIUSIO HA ypoBeHb obmiero KiK.

He BbIIBIIEHO Takke 3HAYUMOTO BIIMSHMS TSAXKECTH TEUEHHUsS 3a00JeBaHUS Ha
MYJIbTUATPUOYTHBIE MHIEKCHI, IPU ATOM TOKA3aTeNIu MPHU TAKEIOM TEUEHUU BCE-TAKU
OKa3aJlUCh HECKOJIbKO HH)KE OCTaJbHBIX. BO3MOXHO, OTCYTCTBHE J1OCTOBEPHBIX

pas3nu4Mii CBsI3aHO ¢ HEOOMBIION Ipynoil 00abHBIX (14 ven.).
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Taoauua 4.2.

MynbTHaTpuOyTHBIE MHAECKCHI B TPYIIAX B 3aBUCUMOCTH OT U3y4aeMoro ¢akropa

TPYIIIBI N HUI3 (M= o) HUI2 (M= o)

JleBouKu 52 0,78+0,034 0,84 +0,02

Manbp4uku 47 0,84+0,02 0,87+0,013

MecTo KHUTENBCTBA

Mocksa 20 0,8240,05 0,87+0,033

MO 14 0,86+0,04 0,89+0,03

CHI" 17 0,814+0,054 0,86+0,24

Pernonst 48 0,79+0,029 0,84+0,02

Myranun

Hpyrue 35 0,914+0,029 0,93+0,02

del F 508/ del F 508 22 0,77+0,035*"" 0,810,023 *""

del F 508/- 32 0,78+0,036** 0,85+0,023*P*
ODB,

HapymieHuss — TSDKEIBIE 23 0,73+0,071* 0,77+0,043*"

cpenneit TsokecTH <80%

Hopma >81% 71 0,84+0,02 0,870,014
MPU

TUTIOTPO st 25 0,78+0,043 0,84+0,03

[Torpannunbie 3HaYEHUS 23 0,76+0,051 0,83+0,029

HOpMa 51 0,85+0,023 0,870,016
®dnopa

norm 9 0,79+0,099 0,88+0,04

P.aeruginosa 56 0,81+0,023 0,85+0,02

S.aureus 29 0,82+0,037 0,86+0,026

Tsprects TeueHus 3aboneBanus mo mkane [1IBaxmana bpachunsaa

TSDKEI0e 14 0,76+0,056 0,83+0,04

CpeIHe! THKECTH 42 0,79+0,036 0,85+0,02

JIeTKOe 43 0,834+0,027 0,86+0,019

*p1<0,05 —paznuuus ¢ rpymnnon «Ipyrue» MyTanuu

*p2<0,05 — paznuuus ¢ rpynnou «apyrue» MyTauuu

*p3<0,05 —paznuuus ¢ rpynnoil ¢ HopMaabHBIMU HOKa3aTesiMu >81%
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4.2. OngHoaTpuOyTHBIC YTHJINTAPHBIC HHICKCHI Y JeTeH ¢ MyKOBUCIH/I030M
Tabnuna 4.3.
OpHoaTpuOyTHBIE MHACKCHI Y AeTel, 00ibHBIX MB, U 310pOBBIX CBEPCTHUKOB 10

kinaccudukanmonnoi cucreme HUI 2

bosibabIe MB 310poBbIe

N=99 N=102

M+to M+o
OmymeHne 0,914+0,016 0,95+0,011
IToaBMKHOCTD 0,99+0,004 0,99+0,0065
Omonuu 0,89+0,01* 0,92+0,009
Korautusnoe cnocodnoctu | 0,94+0,007 0,96+0,007
Camoo0ciTy>kuBaHue 0,93+0,018** 0,99+0,003
Bonb 0,95+0,008* 0,97+0,005

**¥P<0,001 paszmuuus co 3gopoBbiMu;  *P<0,05 pasznuuus co 310pOBBIMU

Jis Oosiee JETAJBHOTO NPEACTaBIEHHS O COCTOSHUU 3/10pOBbA  Je€TeH
UCCJIeyeMOM TpyINmbl Mbl IPOBEJN aHAIU3 OJHOATPUOYTHBIX UHAEKCOB, SBJSIOLIUXCS
CpPEIHUM 3HAYEHHEM MO KaXKIOo¥ IKane onpocHuka (aTpudyTy). JlaHHbIE UHAEKCHI MO
knaccupuxanuonHoin cucreme HUI 2 mpeacraBnensl B Tabmuue 4.3. AHanmu3upys
IIOJIyYEHHBIE JAHHBIE, MOKHO CJII€JIaTh BBIBOJ, YTO BBISBIEHBI JIOCTOBEPHBIC Pa3INUHUS
CO  3I0pOBBIMH 1o napaMmerpam/aTpudyram «OMOLIUNY, «Oomp» u
«camoobOciyxuBanue».  HauOosblime — pasnuuuss  OTMEYANUCh 1O ACHEKTY
«CaMOO00CITy>)KMBAaHUEY», YTO CBUAETEIBCTBOBAJIO O TPYJHOCTSIX MAI[MEHTOB BBIMIOJHSITH
OCHOBHBIE TIOBCEIHEBHbIE JI€UCTBHUS (MPUHUMATH TMHILY, OJEBATHCS, BBITOIHIThH
TUTUEHUYECKHUE TPOLEAYPHI). [IposiBneHHsT HapylIEeHUN HACTPOEHHUs, AEIPECCHUM,
YyBCTBO TPEBOTW, CTpaxa 4Yalle BO3HHMKanM y Jnered ¢ MB, ueM y 310pOBBIX
CBEPCTHUKOB. YacToTa BO3HUKHOBEHHMsSI OOJIM W CHUXEHUE BO3MOXXHOCTU €€
KOHTPOJIUPOBATh y JeTel ¢ MB Tarke oka3zamach JOCTOBEpPHO 0OoJiee BbIpaXkKeHa, IO

CPaBHCHHIO CO 3JOPOBBIMU CBCPCTHUKAMMU.
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Taoauua 4.4.
OnHoaTpuOyTHBIE UHIIEKCHI Y JeTel, 00JIbHBIX M B, 1 310pOBBIX CBEpCTHUKOB I10

knaccudukanmonnon cucreme HUI 3

ATpulyThI bonsasie MB N=99 | 3nopoBbie N=102
M+t o M+o

3penue 0,99+0,003 0,99+0,004

Ciyx 0,99+0,01 0,99+0,006

Peun 0,94+0,012 0,98+0,01
CrocoOHOCTh MepeIBUTATHCS 0,98+0,007 0,99+0,01

Menkas MOTOpHKa 0,98+0,009 0,99+0,01
Omonuu 0,934+0,012** 0,98+0,005
Korautusoe crocobHocTn 0,94+0,01 0,95+0,01

Bonb 0,91+0,015%* 0,95+0,01

**P<0,001 paznuums co 310pOBBIMH

*P<0,01 pasznHums co 370pPOBBIMH

Kax nmmoctpupyet Tabin. 4.4., y nereil ¢ MyKOBHUCIIHMI030M 110 CPABHEHUIO CO
3I0POBBIMH JIETHbMHU Ha IMEPBBIA IIJIaH BBIIUIA AMOIMOHAIBHBIE MPOOJIEMBI U OOJIEBbIC
omyIieHus. JlocTtoBepHbIe pa3inuus ObLIN BBISBJICHBI MO MIKAJIE «IMOIMN» - TAIUCHTHI
yaiie 4YyBCTBOBAJIU C€0sl HECUACTHBIMU — U MO LIKaje «00Jb», KOTOpas XapaKTepu3yer
BBIpOXXEHHOCTh OoJieBbIX omymieHud. [lo ocTtanmpHbIM Mmikamam netu ¢ MB Obuin
CpaBHUMBI CO 3JOPOBBIMH CBEPCTHUKAMHU. Jlanee HamMu ObUT TPOBEICH
CpPaBHUTENbHBIM aHAIU3 OJIHOATPUOYTHBIX HMHJAEKCOB B TpyMIax B 3aBUCUMOCTU OT
oJia, BO3pacTa, MecTa KUTEIbCTBA, KIMHUYECKUX U JTaDOPaTOPHO-UHCTPYMEHTATBHBIX

baxTopos (Tab:m. 4.5.).



80

Taoaunna 4.5.

OIIHO&TpI/I6YTHBIe HUHACKCHI B I'PYIIIIAX IIeTeﬁ ¢ MB B 3aBucumocTu oT N3y4acMOro

Q)aKTOpa, 1O KOTOPBIM ObLIN IMOJTYYCHBI JOCTOBCPHBIC PA3JINYHA

['pynmsr WHJIEKC M+to
Myramuu: ['ereposurota del F 508 OmMonun 2 0,85+0,02*
pyrue myranuu Omoruu 2 0,95+0,05
[Tokazarens ODPB; Dmoruu 2 0,85+0,032*
Cpenneil Tsxectn u Tskensle <80% B | Omonuu 2 (N) | 0,91+0,01
CpaBHEHUH c HOpMaJIBHBIMH | Boms 2 0,92+0,03*
nokazarensimu >81% (N) Bous 2 (N) 0,98+0,003
DOwmorun 3 0,88+0,04*
Omonmu 3 (N) | 0,95+0,007
boxs 3 0,8+0,05*
bone3 (N) 0,93+0,012
MPU, runotpodus boan 2 0,92+0,03*
MPU, runotpodus bons 3 0,89+0,027
MPU, nopma boinb 2 0,97+0,007
MPU, nopma bois 3 0,94+0,009
*p<0,05

Ta6JII/II_Ia WITIOCTPUPYET, UYTO OIIHO&TpI/I6YTHBI€ HMHACKCHI 110 IIKAaJIC «OMOIOHUN)

(HUI2) y nereit ¢ mytanueii ['ereposurora del F 508 umenu MmunuMaibHble 3HaUYCHUS U

JOCTOBEPHO OTJIMYAJIUCh OT TMOKa3aTeNed Mpu JPYyruX MYTalUsaX.

CpaBHenue

OJIHOEITpI/I6YTHBIX HHIACKCOB B TIpyIIIax € pa3H0ﬁ CTCIICHBIO HAPYHICHUA ITOKA34TCJIIA

O®B,; nmpoaeMOHCTPUPOBAIO, YTO AOCTOBEPHO YXYAIIAIOIIMMHCS NapaMeTpaMu IpHU

caumkeHun O®B; saBmsuHche dMonMu U 60ib (M0 obOenM  Kiaccu(pUKAIMOHHBIM

cucreMaMm, ocoOeHHo BbeipakeHHoe mno HUI3). CHuxeHnue maccel Tela, Halu4yue

rUNOTPOQUU JOCTOBEPHO YXYIUIANO Yy AETe BO3MOXXHOCTbh KOHTPOJUPOBATH OOJIEBbIE

OIYIICHU:A, a4 TAKIKC YCHUIINBAJIO YYBCTBOBAHUC IMAIITUCHTOM ce0s1 HeCYaCTIIMBBIM.
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YuuThiBas BBISBICHHBIN 10 aHKETUPOBAHUIO OOJIEBOM CHUHIPOM, MBI TIPOBEITH
JOTIOTHUTENIbHOE MCCIIEJIOBAaHUE CIEIMAIbHO pa3pab0TaHHON aHKETOH Mo OlleHKe 00U
y 34 nereit ¢ MB, panee mnpomenmux wucciaegoBanue ompocHukoMm HUI, Obuin

MOJIYYEHBI CIIeYIoLue pe3yybTathl (Tadmauua 4.6).

Tab6auna 4.6.
Pesynpratsl onpoca

Bonpocksr OTBeTbI
Hanmuuune 6omm . 10,7% -na

. 82,2% -nHorga

. 7,1% -ner
NHTEHCHUBHOCTH . 7,1% -04eHb CHIILHO

. 35,7% -Tepnumo

. 57,2% - HeMHOTO
Jlokanu3aus . 71,4% - KUBOT

. 14,3% - 6076 TIpH KaIIIe

. 14,3% - ronoBa
YacTto BO3HUKHOBEHUS . 32,1% -1 pa3 B HeaeJ10

. 39,3% -1 pa3 B Mecsill

. 7,1% -HEeCKOJIbKO pa3 B JICHb

. 14,2% —HEecKOIbKO pa3 B HEJCIIO
HeoOxonumocTh npuema aHanbr€TUKOB | * 50% -unorna

. 39,3% -HuKoraa

. 10,7% - Bcerma

AHau3upys NOJIy4YeHHBIE JaHHbIC, Mbl BBISBUIIU, YTO Yallle Bcero y aereii ¢ MB
BO3HUKaNa 0O0JIb B JKUBOTE, C Pa3IMYHOW NEPUOAUYHOCTHIO, B 50% ciayuyaeB ObLI
HEOOXOIUM TIpUEM aHaJIbI'eTHUKOB. bBoiab B JXKMBOTE dalle BCero Obla CBs3aHA C
MOTPEIIHOCTBED B JUETE, HEAOCTATOYHOW JO30M WJIM OTCYTCTBHEM IMpUEMa
(dhepMeHTaTUBHBIX TIpenapaToB. boib mpu Kaiie oTMeyanach MpuU OPOHXO-JIErOYHOM
000OCTpeHUH OCHOBHOro 3aboineBaHusa. l[lomydeHHble AaHHBIE CBUACTEIBCTBYIOT O
HEO0O0X0UMOCTH OoJiee TIIATeILHOTO KOHTPOJIS JieueHus aeteit ¢ MB.

Hamu Obl1 Takke MPOBEJEH KOPPEJSIITUOHHBIN aHAIU3 MYJIbTUATPUOYTHBIX U

OJIHOEITpI/I6YTHBIX YTUIUTAPHBIX HHACKCOB U U3yYdCMbIX (l)aKTOpOB.



82

Taoaunua 4.7.

3HaYMMbIE KOPPEJALIMOHHBIE CBA3M MTOKAa3aTeIen

HHJICKCBI Bospact bponxuansenas | PU Kpucnuna | TsoxecTts

npoxoaumocts | Hopmana TEYCHUS

HUI3 - r=0,21 r=(-0,23) -
p=0,043 p=0,021

Omoruu (HUI 2) - r=0,22 r=(-0,28) r=0,23
p=0,034 p=0,006 p=0,022

CamoobcnyxuBanue | r=0,25 - - -

(HUI 2) p=0,012

bons (HUI 2) - r=0,31 r=(-0,31) -
p=0,002 p=0,002

Omonmu (HUI 3) - r=0,26 r=(-0,29) -
p=0,01 p=0,003

bons (HUI 3) - r=0,41 r=(-0,28) -
p=0,000 p=0,005

Croco6HOCTH - - r=(-0,29) -

MepeIBUraThCs p=0,034

(HUI 3)

OCHOBHBIMHM KJIMHUYECKUMHU KPUTEPUSIMU, CBA3AHHBIMU C OJTHOATPUOYTHBIMH U
MYJIbTUATPUOYTHBIMU HHJIEKcamu, okazanuch ODB; (Hambombinas CBsI3b CO MIKATON
6omu HUI3) u pentrenonornueckuii uugekc Kpucnuna-Hopmana. Takxke BbIsBICHA

KOppEALMOHHAs CBSI3b MEX Iy Kanou smonuii HUI2 u TsxkecThio TeueHus.

4.3. OcobeHHOCTH HApYLIIEHNH (PYHKIIMOHUPOBaHusA y aereir ¢ MB

Onpocuuk HUI  sBasiercss MHOrOQYHKIIMOHAIBHBIM UHCTPYMEHTOM IO OIIEHKE
KauecTBa >KM3HU. Hapsny ¢ BO3MOXKHOCTBIO paccUUTaThb MYJIbTUATPUOYTHBIE U
OJIHOATPUOYTHBIE MHJEKCHI ISl HUCCIEAYEeMbIX NAalMEHTOB, KOTOpbIE B MpoIecce
UCCJIEOBAHMS MOYKHO MCIIOJIb30BaTh Ul KIIMHUKO-D)KOHOMHYECKOTO aHalIMu3a, pacuera

HHACKCA QALY, JIaHHBII‘/JI OIIPOCHHUK IMO3BOJIICT TAKIKC HCCICAOBATH ITAIIMCHTOB IIO0
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YPOBHIO HApYIIEHUH (DYHKIIMOHMPOBAHHUA MO KaKIOMY OIMUCHIBAEMOMY acCIEKTy. OTu
YPOBHHU BO3MOKHO OIpPEACNIUTh 10 aBTOPCKOM Kiaccuukauuu, pa3padOoTaHHOU
CIIEUAJIBHO JUISI 3TOr0 ONPOCHUKA. PacnpeneneHue HapylIeHUNW B JTAaHHOW CHCTEME
MPOBOJMUTCS MO KaxkaoMy atpubyty B nByx cuctemax - HUI 2 u HUI 3. Kaxgomy
YPOBHIO HapyIIEHUsI COOTBETCTBYET OIPEECIEHHAs CTENEHb HAPYIIEHUI: OTCYTCTBYET,
JIerKasi, YMEpEHHasi, BBIpAKEHHAS.

Ha pucynkax 4.3. u 4.4, mnpencraBieHbl AuarpaMMbl  MPOLIEHTHOIO
pacnpeneneHus ypoBHEW HapylleHus (YHKIMOHUPOBAaHMS MO Kaxaomy acrnekty KK

(mkase onmpocHUKa) y neret ¢ MB 1 310pOBbIX CBEPCTHUKOB.

omyueHue, 1etu ¢ MB OLYLLIEHH s, 310POBbIE

1%

1%\ 1%

H OTCYTCTBYIOT
M oTCyCTBYHOT
H nerkve
H nerkue
I ymepeHHble
I yMepeHHble
H BblpaXKeHHble

JAETH ¢ MB, noaBMKHOCTh

1%

H OTCYTCTBYHOT
H nerkue

I yMepeHHble

3[10p03},1e, MOABUKHOCTH

2%~ 1%

H OTCyTCTBYHOT
H nerkue

I yMepeHHble
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JETH ¢ MB, KOTHUTUBHbI€
CIMOCOOHOCTH

H OoTCyTCTBYHOT

W nerkue

3n10poBbIe, KOTHUTHBHBIE
CIIOCOOHOCTH

1%

H OTCYTCTBYHOT
H nerkue

I yMepeHHble

JAETHU ¢ MB, camoo0dcayxuBanue**

1% 4%

H OoTCyTCTBYHOT
M ferkue
I yMepeHHble

M BblpaXeHHble

3n10poBbIe, CAMOOOCTY:KMBAHHE

5%

H oTCyTCTBYHOT

N nerkue

JETH ¢ MB, smoniuu*

5% 1%

\

B OTCYTCTBYHOT

B nerkue

I yMepeHHble

N BbIpaXKeHHble

3n0poBbie, IMOIUH

4%

“ M OTCYTCTBYIOT

M nerkue

I yMepeHHble
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JETH ¢ MB, 60ab* 3nopoBbie, 00J1b

5% 2l 1% 6%

H OTCYTCTBYHOT
H OTCYTCTBYHOT
H nerkve
H nerkue
yMepeHHble
yMepeHHble
H BblpaXKeHHble

P<0,001 pazmuuus co 3mopoBeiMu *P<0,05  paznuuus co 370pOBBIMH

Pucynok 4.3. YpoBHM HapylieHui (yHKIMOHUPOBaHUS y Jerei, OonbHBIX MB, 1

3I0pPOBBIX CBEpCTHUKOB (%) o cucteme HUI 2

[lpoBenss anammM3 pacmpeneneHuss 1O YPOBHAM HapymieHUs QyHKIUH
MOJyYEHHBIX JaHHBIX To cucteme kimaccuukarmum HUI2, MbI BBISIBHIM, YTO JETH,
CTpaJarolne MyKOBUCIIUI030M, HE UMEIH HAPYIICHUH 1O MOKa3aTel0 «OIIYIIEHUE,
TaK KaK OCHOBHas 4acTh OTBETOB (96,7%) oTHocuiack K 1 ypOBHIO, aHAaJOTUYHBIC
pe3ynbTaThl OBLTH  TOJNYYEHBI no arpudyTy «moIBWXKHOCTBY. I[lo acmekrty
«KOTHUTHBHBIE CITOCOOHOCTH» JOCTOBEPHBIX Pa3IUYMA CO 30POBBIMHU YCTAHOBJICHO HE
OBLTO, XOTS Yy MAalMEHTOB JOJs JETKUX HapyIICHWH oKa3anach Oojee 3HAYMTEIhHOU -
39% nipotuB 28% y 310POBBIX.

Kaxaplii mAThIN MAlMEeHT UMEIT HapyIISHHS 10 MIKae «CaMOOOCITYKIUBAaHUE» OT
JIETKUX J0 BBIPAKEHHBIX, TI0 TOMY aCIeKTy ObUIM BBISBICHBI JOCTOBEPHBIC Pa3TUUHsI
co 3m0poBbIMH. HanOonee 3HaYMMBIE W CTAaTUCTHYECKH JTOCTOBEPHBIC PE3YJbTATHI
OBUTM TOJIY4EeHBI 1O aTpubyTtam «Ooisby (y aetedt ¢ MB HapyiieHus pa3HOU CcTeneHU
BBIPAKEHHOCTH HaOIoganuch B 57% cityyaes, B TO BpeMs Kak y 310pOBbIX — B 44%) u
«3MoIun» (HapyuleHUs pa3HOW CTeNeHW BbIpakeHHOCTH — 68% nereir u 50%
COOTBETCTBEHHO). HeoO0X0oaMMO OTMETHUTh, YTO MO OSTHUM IIKajJaM BBIPAKCHHBIX

HapyLIEHUH y 310POBBIX JAETEH HE OTMEYAJIOCh.
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deru ¢ MB, 3penue

1%

H OTCYTCTBYHOT
H nerkve

I ymepeHHble

310poBble, 3peHue

0%
“l M OTCyTCTBYIOT

M nerkue

I yMepeHHble

deru ¢ MB, cayx

B OTCYTCTBYHOT

M BblpaXKeHHble

3n0poBble, CIayX

1% 2%

M oTCyTCTBYIOT
H nerkue

I ymepeHHble

deru ¢ MB, peunb

9

H OTCYTCTBYHOT

W nerkue

I ymepeHHble

3n0poBble, pedyb

M oTCyTCTBYHOT
H nerkue

I yMepeHHble
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Jletu ¢ MB, KOTHUTUBHbIE
CIMOCOOHOCTH

B OTCYTCTBYHOT
H nerkue
I yMepeHHble

M BbIpaXeHHble

3n0poBbie, KOTHUTHBHbIE
CIIOCOOHOCTH

H OoTCyTCTBYHOT
H nerkue
I yMepeHHble

M BbIpaXeHHble

Jeru ¢ MB, smoumu**

5% 2%

\

H OTCYTCTBYHOT

M nerkue

I yMepeHHble

H BbipaXeHHble

3n0opoBbie, IMOIUH

2%

H OoTCyTCTBYHOT
H nerkue

I yMepeHHble

Jletu ¢ MB, 604b*

0%

Q

H OTCYTCTBYHOT
H nerkue

I yMepeHHble

H BbipaXeHHble

3nopoBbie, 00J1b
2%
5% |0%
B OTCYTCTBYIOT
M nerkue
I ymepeHHble

H BbIpa*KeHHble
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Heru ¢ MB, cioc.nmepeaBurarbcs 310poBbIe, CIOC.MEPEABUTATHCS

1% 104 2%

H OoTCyTCTBYHOT
H OTCYTCTBYHOT
H nerkue
H nerkve
I yMepeHHble
I ymepeHHble
H BbIpa’KeHHble

Jetu ¢ MB, mesikasi MOTOpHKa 310poBbie, MeJIKasi MOTOPHKA

19 0% 2% 1% 1%

H OTCYTCTBYHOT
B OTCYTCTBYHOT
H nerkue
H nerkue
I yMmepeHHble
[ BbIpaXKeHHble
H BbIpa)KeHHble

**P<0,001 pasznauuus co 300poBbiME ¥P<(0,05 pas3muuus co 3710pOBBIMH

Pucynok 4.4. YpoBHU HapylieHUN yHKIIMOHUPOBAaHUS y JAeTel, 60abHbIX MB,

U 3JI0pPOBBIX CBEepCTHUKOB (%) o cucteme HUI3

ITo xmaccudukanuonnort cucreme HUI3 mo mapameTpam <«3peHHE», «CIYX»,
«peuby, «MeJKasg MOTOPHKa» HapyIIEHUs  OTCYTCTBOBaJHM, TaK Kak HauOOIBIIUI
IIPOLIEHT OTBETOB HAaXOAWJICS Ha 1 ypoBHE, U IaHHBIE JOCTOBEPHO HE OTIMYAIUCH OT
310POBBIX.

[lo mKkamaM «KOTHUTHBHBIE CIIOCOOHOCTH» U «CIIOCOOHOCTH MEPEABUTATHCS
JOCTOBEPHBIX Pa3IMUMi MEXAY IpylnrnamMu TakKe He OOHApy»KEHO, XOTS Ha YPOBHE

TEHACHIMA y MauueHToB ¢ MB HapylleHUs TOW WA WHOM CTENEHU BBIPAXKEHHOCTH
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BCTPEUAIMCh dYalle, 4eM y 3A0poBbiXx Aered — 39% mnpotuB 30% mno acnekrty
KOTHUTHUBHBIX CIIOCOOHOCTEN U 9% npoTHB 3% 10 acleKTy ABUTaTEIbHON aKTHBHOCTH.

Haubonee vactbie HapyileHUs, JOCTOBEPHO OTIMYAIOUIMECS OT IMOKa3aTenei
3JI0POBBIX CBEPCTHUKOB, BBISBIEHbI B SMOLMOHAIBHON cdepe, KOTOpble CyMMapHO
IUarHocTupoBaHbl y 61% OonbHBIX POTUB 35% Yy 3I0POBBIX, U MPHU OIIEHKE 00JIEBOTO
cunapoma. Hapymenus QyHKIMOHUPOBaHUS, CBsI3aHHBIE ¢ 00JIbIO, oTMeHanCh Y 60%
neteit ¢ MB (y 3m0poBbix — B 39%), mpudeM B 6% ciiydaeB — BhIpaKCHHBIE.

AHAJIOTHYHO TPEIBIAYIIUM JTalmaM MbI pa3feiuin OONBHBIX Ha TPYMIBI B
3aBUCUMOCTH OT H3y4aeMblX (DaKTOpOB U OIpejAesieNd OCOOCHHOCTH CTENeHU
HapyleHus QyHKINOHUPOBAHHUS.

[Ipu ananuze TeHIEPHBIX OCOOEHHOCTEH YCTaHOBJIEHO, YTO B TPYIMIE JEBOYEK
HECKOJIbKO OOJIBIINIA TPOLEHT JAEeTe UMEeNu yMEpeHHbIe HapylleHus Mo aTpuldyTram
«camoobcnyxuBanue» (4%), «momun» (12%), «Oomb» (19%), uwem B rTpynmne
MaJIbYMKOB, COOTBETCTBEHHO - 1%, 7% u 11%, HO pa3nuuusa HEJOCTOBEPHBI.

[lpu cpaBHEHWHM JaHHBIX y JeTeil B 3aBUCHMOCTH OT MECTa KHUTEIbCTBA
BBISIBJICHO, YTO YETBEPTh NETEH, MPOXKHUBAIONINX B pernoHax PD, wumenn ymepeHHBIE
HApYIICHUS MO aTpUOyTy «OUIYIICHUS», TPETh MAIMEHTOB - YMEPCHHbIE KOTHUTHUBHEIC
HapymieHusi. CamooOcayKuBaHue ObLI0 yMepeHHo HapymieHo y 20% nereit, y 10%
OTMEUaJINCh BbIpakeHHbIe HapymeHus. [lo atpulOyram «3mouun», «00Jib» IMOJIOBUHA
nerei umena Jjerkne HapymeHus u okoio 10% - BelpaxkeHHble. J[aHHas moarpymnmna
OTIUYANIACh (XOTb U HEJJOCTOBEPHO) B XYAIILYIO CTOPOHY IO OMCAHHBIM MapaMeTpaM OT
JIPYTHX TEPPUTOPHIA.

B pesynbrate nccneqoBaHusl yCTaHOBIEHO, YTO THUIl MYTallMd, TIPUCYTCTBYIOLIUN
y TaIlueHTa, BIWSAJI HAa CTENEHb HApyIIeHUs (QYHKIIMOHMPOBAHHS IO CIETYIOIIHM
acnektaM: «dmouumn» (75% nerer ¢ myrarueit delF508/- umenu nerkue HapyuieHus,
OKOJIO JIBYX TpeTel NeTell B Tpymme ¢ PEeIKUMH MYTalusMH HUMEIH yMEpEHHBIC
HapylieHusi, B Oojee ueM TmosioBuHe ciaydaeB npu wmytarumen del F 508/ del F
5080TMeHaoCh CHUYKEHHOE HACTPOEHUE B JIETKOM cTeneHn); «0oiby» (50% HapyiieHuit
nerko crenenu y aeteit ¢ myrtamuend delF508/- u del F 508/ del F 508, nBe tpetun

IICTCﬁ C YMCPCHHBIMH HAPYIICHUAMH Y }IeTeﬁ C pCOAKUMHU MYTaL[I/ISIMI/I) N «KOT'HUTHUBHBIC
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cnocooHoctn» (30% nereit ¢ ¢ myranueir delF508/-umenu ymepeHHble HapyIIeHUS U
cTonbko ke fneredt ¢ myrtanueit del F 508/ del F 508 umenu BblpakeHHbIE TPYTHOCTH ).
Paznuuns ve 6puH 1ocTOBepHBIMU (p>0,05).

B 3aBucuMoCTH OT cTerneHW HapylieHUs QyHKuuu BHemrHero apixaHus (ODB,)
BBISIBJIEHBI CIIEYIOIINE OCOOCHHOCTH
o JACTH C TSDKENIBIM HapylIeHHeM OpOHXHAIbHOW MPOXOJUMOCTH OTIMYAIUCH
BBICOKOH 4yacToTol (60%) O0JIeBBIX ONIYIICHUN YMEPEHHOUN CTENEeHH, TakKe CTpajalia
amormoHambHas cdepa (y 90% perucTpupoBaIMCh JIETKUE HAPYIICHHUS );

o JETH CO CpPEIHEW CTENEHbIO TKECTH XapaKTEPU30BAIHUCH JIETKOH CTENEeHBIO
HapyluleHu# 1no acrnekraM smouuid u 6omu (50%), y oqHON YeTBepTH IeTel HapylIeHus
Obu yMepeHHBIMU. Takke B 3TOH MOATPYIIE OTMEYAIUCH JIETKUE KOTHUTHBHBIC
HapymieHus B 50% ciydaes;

o rpynna jaerei ¢ HopMaiabHbIMU Noka3atensiMu ODB; B monoBuHe ciaydaeB Oblia
Mpe/ICTaBlIeHa JIETKUMHU HApYUICHUSIMH SMOLUN U OO0JH, CIIOCOOHOCTh CHPABISATHCS C
MOBCEAHEBHBIMHU 3aJjlayaMM OKa3ajlach HapyllleHa B He3HauuTelbHOU cteneHu y 30%
NETEH.

Takum o0Opa3om, XOTS W HEIOCTOBEPHO, TOJBKO Ha YpOBHE TEHICHIMH, TpPH
YBEIMYCHUH CTENICHH TSHKECTH  HapylleHuss (YHKIMKA  BHEIIHETO  JIBIXaHUS
YBEIIMYMBACTCSI YacTOTa M TSDKECTh HapyIIeHWH (QYHKIIMOHUPOBAaHUS OOIBHBIX,
O0COOCHHO 10 TTapaMeTpaM 00JIM U IMOIIHH.

JlocToBepHbIE pa3iuyus CTENEHH HapyUIEHUsT TOTO WJIM HWHOTO acleKTa
YCTaHOBJIEHbI MEXAYy OOJIbHBIMU C TUNOTpodueil W ¢ HOpMaJbHOM Maccoil Tena,
BBIPAKAIOIIMECS] B CHUXKEHMHM KOTHUTUBHBIX crocoOHocter y mepBbix (30%
BBIPAKEHHBIX HApyLIEHUH), HapyIIEeHUHU 3MOLMOHANbHOrO Onarononyuus (6oxee 50%
yMEPEHHBIX HapylIeHui) u 6o1eBoM cunpome (6omee 50% ymepeHHBIX HApYIICHUMN ).

B 3aBucuMocTH OoT Quiopbl OPOHXMATBHOTO CEKpeTa Pa3IMyuuid B MOATPYIIax He
nosiyueHo. OJJHUM U3 KPUTEPUEB CPABHEHUS B HAILIIEM UCCIIEIOBAHUHU SIBJISIACH CTETIEHb
TspKecTu 3a0oneBanus (mo mkane [IBaxmana-bpachunbaa), KOTOpYyr0 MOKHO CUUTATh
UHTETpATbHBIM KpuTepreM. CTaTUCTUYECKU JTOCTOBEPHBIX Pa3IMUYMil HE BHISIBICHO, HO

MMPOCICIKUBACTCA P TCHIICHI_II/Iﬁ.
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Taoaunna 4.8.

YpoBHU HapymieHuN GYyHKIIMOHUPOBAHUA y AeTeHd, 60apHBIX MB, B 3aBUCHMMOCTH OT

cTerneHu TsokecTH o mkane [IBaxmana-bpachunsaa (p>0,05)

ITo cucreme kiaaccupuxanuun HUI3
Tskesas cTeneHb Cpenneii TsxecTH Jlerkasi creneHn
3peHue HET - 97%:; HeT — 85,7%; 1. — 11,9%; HET - 95,3%;
1. - 3% ym. — 2,4% I —4,7%
Ciyx HeT - 100% HeT — 97,6%:; B. — 2,4% et — 100%:;
peub HeT - 71,4%; HeT — 88,1%:; HeT — 81,4%:;
I -14,3% I —7,1% ia1.—11,6%
yMm. - 14,3% yMm. - 4,8% yM. — 7%
KoOrHuTuBHbIC HeT - 57,2% HeT — 64.2% HeT — 60,5%
CII0COOHOCTH 1. - 28,5% i1 —4,8% 1. —27,9%
yMm. - 14,3% ym. — 23,8% ym. — 11,6%
B.-7,2
SMOILUH HeT- 35,7% HeT — 42,9% HeT — 37,2%
1. - 50% 1. —33,3% 1. — 60,4%
yMm. - 14,3% ym. — 7.2%; B. -2,4% B.-9,3%
6011b HeT - 42,8% et — 40,4% HeT - 41,9%
1. - 28,6% 1. —45,2% 1. —41,9%
yMm.- 14,3% M. — 7,2% ym. — 14%
B.- 14,3% B. — 7,2% B.-2,2%
Cnoco6HoCTb Het — 85,7% et — 90,4% Het — 93%
NIEPEABUIaTELC 1. —14,3% 1. —7,2% i1 —4,7%
yM. — 2,4% B. —2,3%
Mernkast Het- 100% HeT— 95,2% HeT - 97,8%
MOTOpHKa 1.—2,4%:; B. — 2,4% B. —2,3%
ITo cucreme kiaaccupuxkannu HUI2
OIIYIIIEHHE et — 64,3% Het — 76,2% Het — 76,7%
I —7,2% 1. —11.9% i1 —4,7%
yM. — 28,5% yM. — 9,5% ym. — 18,6%
B. — 2,4%
HOIBHKHOCTE Hert - 85,7% et — 90,5% Het — 93%
i1 —14,3% I —7,1% i1 —4,7%
yMm. -2,4% yMm. - 2,3%
KoOrHuTuBHEIC HeT— 57,2% HeT- 62% HeT — 60,5%
CII0COOHOCTH 1.—42.8% 1. - 38% 1. -39,5%
CaMOOOCITy)KUB et — 71,4% Her -85,7% Her — 72% ; 1. — 16,4%
aHue 1. —28,6% i1 —14,3% ym. —2,3%; B. — 9,3%
OMOIIUH Het — 28,6% Her — 31% Het -34,9%
1. —57,1 % 1. — 64,4% I —62,8%
yMm. - 14,3% yM. -2,2% yMm. -2,3%
B -2,2%
6011b Het — 21,4% Het — 47,6% Het — 44,1%
1. — 64,3% 1. —47,6% a1.—51,2
ym. — 14,3% yM. — 2,4% ym. — 4,7%
B. — 2,4%
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I[To cucteme knaccudukanuu HUI2 BeIsiBIeHA TEHIEHITUS K 00Jiee BBIPAKCHHBIM
HapyIICHUSM Yy TAaIlMeHTOB C TSOKEION CTEeNeHbl0 3a00JIeBaHUS IO  aCIEeKTaM
MOJABWKHOCTH, ’Momuu u Oomm, mo HUI3 — mo acmekram 00aM M CIOCOOHOCTH
MEePEABUTATHCS. AHAIM3UPYS TIOJyYCHHBIE JaHHBIC, MOXKHO CJCJIaTh BBIBOJ, YTO
WHTETPAIbHBIA KPUTEPUN TSKECTH TCUCHHs 3a00JIEBaHUS HE CTOJIb MOKA3aTeNICH IPHU
OIICHKE CTEICHM HapymeHui (GpyHknuoHupoBanus mo onpocHuky HUI, kak oTaenbHbIC

(baKTopBhI.

4.4. JIuHaMuKa yTUJIUTAPHBIX HHAECKCOB HA (poHE JIeYeHus

B cooTBETCTBUM ¢ IM3alHOM MCCIEAOBaHUSA, Mbl OlleHMBAIA Toka3arenun KK
Bcel rpynmnsl Aetet ¢ MB B nuHaMuke NMpu MNOCTYIUIEHWM MMaludeHTa B ctaruoHap (1
TOYKa) U 4yepe3 JBe HeJAeNd JieueHUsl B cTauuroHape (2 touka). U3 Bceil rpynmsl y 53
nanneHToB KK onieHnBasioch Takke Npy NOBTOPHOM TOCIUTAIIM3ALHUH Yepe3 6 MeCsEB
(3 Touka). Kpome Toro, y 23 nereil AONMOITHUTENBHO HUCCIAEAOBaHUE OBLIO MPOBEICHO
erie yepe3 6 MecsIeB MpH CIEAYIONIeH rocnutanu3anuu (4 Touka).

B Ttabnune 4.8. mpeacTtaBieHbl pe3yibTaThl JUHAMUKH Mokazatenet KK B
TE€YeHUe JABYX HeNedb 3a BpeMs OJHOW rocnurtanuzanuu. Kak BUIHO W3 TaOIMIIBL,
JOCTOBEpHAs MOJOKUTEIbHAS TUHAMHKA OTMEYalach MO YPOBHIO MYJIbTHATPUOYTHBIX
ungexcoB HUI2 u HUI3, uto xapakrepusytor ynyumienue oouiero KXXK nereit ¢ MB Ha
¢done neuenus B ctanmoHape 3a 14 nueil. Yto xacaercs oqHOATPUOYTHBIX UHAEKCOB, TO
JOCTOBEPHOE VYIIYUIIIEHHE I[OKa3aTesle HaOIIoAanoch TOJBKO IO 3MOIMOHAIBHOMY
coctosiHuio 1o cucreMe kinaccupukanuu HUI2, xoTs Ha ypoBHE TeHACHIIUN

yIIyumuniioCb CaMOO6CJIY)KI/IBaHI/Ie N HCCKOJIBKO YMCHBIIIHJICA 0oseBou CUHApPOM
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Taoauna 4.9.

JluHamMuKka MyJIbTHATPUOYTHBIX U OJJHOATPUOYTHBIX

MHJIEKCOB Ha (hoHe sieueHus 3a aBe Heaenu (N=99)

WHJIEKCHI 1 Touka (Mpu NOCTYIIIEHUH) 2 To4Ka (TpH BBIIHUCKE)
[To cucreme knaccudukanuu HUI 2 (M+o)

HUI2 0,80+0,03* 0,89+0,025%*

(MynbTHATPUOYTHBIN

WHJIEKC)

Omrymenue 0,91+0,027 0,95+0,02

IToaBMKHOCTD 0,99+0,006 1,0+£0,003

OMonun 0,84+0,029* 0,92+0,023*

Korautusnsie 0,91+0,014 0,94+0,017

CIIOCOOHOCTH

Camoo0ciTy>kuBaHue 0,91+0,039 0,98+0,01

boib 0,91+0,03 0,95+0,015
[To cucreme knaccudukanuu HUI 3 (M+o)

HUI3 0,72+0,042* 0,83+0,047*

(MynbTHATPUOYTHBIN

WH]JIEKC)

3peHue 0,99+0,004 0,99+0,004

Cayx 1,0+0,00 1,0+0,00

Peun 0,94+0,027 0,98+0,014

Crioco6HOCTE 0,97+0,012 0,99+0,007

TIePEIBUTATHCS

Menkas MOTOpHKa 1,0+0,00 0,99+0,006

OMo1 0,87+0,039 0,9+0,04

Koruutusnsie 0,9+0,022 0,92+0,03

CHOCOOHOCTH

bonb 0,86+0,035 0,92+0,028

*p<0,05 pazmuuus Mexay 1 u 2 TOUKO#

Cnenyromum

YTUIIMTHBIX UHACKCOB IIPH IMOBTOPHBIX I'OCIIUTAIN3AIIUAX ;:[eTeﬁ B CTaloHap. Ta6JII/II_Ia

4.10 wutrocTpupyeT u3MeHeHnue nokaszareneit KK.

ATanoM Hamed paldoThl

OBLI0 HCCIICAOBAHHUC

ANHAMHUKHN
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Taoaunna 4.10.

JluHamMuKka MyJIbTHATPUOYTHBIX U OJJHOATPUOYTHBIX

HHACKCOB Ha (I)OHe JIeueHus 3a 6 MCCALCB HUCCIICAOBAHUA

HMHIEKCHI 1 Touka nepBast 3 Touka
TFOCIUTAIN3ALINS BTOPAs TOCTIATATH3AIUS
N=53 N=53
[To cucreme knaccudukanuu HUI 2 (M+o)
HUI2 0,85+0,019* 0,9+0,016*
(MynbTHATPUOYTHBIN
WHJIEKC)
Omrymenue 0,92+0,019 0,93+0,024
IToaBMKHOCTH 1,0+0,03 1,0+0,03
OMo1 U 0,89+0,017 0,94+0,01
KoruutupHbIe 0,92+0,01 0,95+0,012
CIIOCOOHOCTH
Camoo0ciTy>kuBaHue 0,93+0,028 0,95+0,027
Boib 0,95+0,013 0,98+0,005
ITo cucreme knaccuduranuu HUI 3(M=+o)

HUI3 0,81+0,027* 0,86+0,026*
(MynbTHATPUOYTHBIN
WHJIEKC)
3penue 1,0+£0,002 0,98+0,009
Cnyx 1,0+£0,00 0,98+0,019
Peun 0,95+0,017 0,96+0,014
Crioco6HOCTE 1,0+0,05 1,0+0,05
MIEPEIBUTATHCS
Menkas MOTOpHKa 0,99+0,01 1,0+0,003
OMo1uu 0,93+0,02* 0,96+0,007*
KoruutupHbIe 0,92+0,014 0,94+0,02
CIIOCOOHOCTH
Boinb 0,91+0,019 0,94+0,013

*P<0,05 pazmauns Mexay 1 u 3 Toukor

Pe3ynbpTaThl, mnpeacTaBieHHbIE B TaOJWIE, WUIIOCTPUPYIOT JIOCTOBEPHYIO
MOJIOKUTENbHYIO JIUHAMHUKY MYJIbTHATPUOYTHBIX MHAEKCOB M  OJHOATPUOYTHOTO
uHaekca no mkaie «odmoruu» (HUI3) ¢ MoMeHTa mnepBOro HUCCiaeIOBaHUS 10
MMOBTOPHOM TOCTHMTAIM3AlMK B CTAaIlMOHAp, 3a 6 MecsieB JiedeHus noma. [Ipu stowm,

HCCMOTPA HA OTCYTCTBHC CTATHCTHUYCCKHUX pasnnqnﬁ, TCHACHIIMA K ITOBBIIICHUIO
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YpOBHsI 3HAYEHUW OTMedYallach IO acrnekTam 00y, KOTHUTHUBHBIX CIOCOOHOCTEH (IMo
obeum cucremam) u smonuii (HUI2).

JluHaMuka MyTbTHATPUOYTHBIX MHIIEKCOB 32 BPeMs TPEX rOCIUTAIN3AIUN
MIpEACTABIIEHA Ha pUCYHKE 4.5, re npociexuBaercs yinydieHue nokasareneid KK nmo
cucrtemam knaccudukaruu HUI2 u HUI3 ot 1-0i1 10 2-0if rocnuTtanu3aiuii B
CTal[MOHap, CTAOMIM3alMs TIoKa3aTenel K MOMEHTY 3-eil TOCIUTaIn3aluu.
CraTtucTuyeckoi JOCTOBEPHOCTH HE MOIYUYEHO BCIIEICTBUE HEOOJIBIIOrO Ynucia
MaIMEHTOB, BOMIEAIINX B TPYIITY, HO MIPOCEKUBACTCS YETKAsI TCHICHIUS

MOJOXKUTEIbHOM JUHaAMHUKH.

0,92
0,9 // >
0,88

0,86 ///'. -0
0,84 == MyNbTUATPUBYTHbIN

0,82 :,// nHaexc HUI2

0,8

== MybTNATPUOYTHbI

0,78 mHaekc HUI3
0,76
0,74
l-an | 2-an 3-a |
rocnuTanansaumm |

Pucynok 4.5. J[uHamuka MyJabTHaTpUOYTHBIX UHJIEKCOB Ha QoHE eueHus (n-23)

Ha pucynkax 4.6., 4.7. npencraBiieHa JUHAMUKa OJHOATPUOYTHBIX UH]IEKCOB 110
Ka)XZIOMy OTAEJIBHOMY aclekTy, 1o cucreMe kinaccuukanuun HUI2. Otmeqaercs
MOJIOKUTENIbHAS IMHAMKKA TI0 aTPUOyTaM «IMOLIMMY, «KOTHUTHUBHBIE CTICOCOHOCTH,
«CaMoO00CITy)KMBaHHUE», «00JIbY», «OUTyLIEHUE». BhIpaXeHHbIN POCT MOKa3aTenei

OTMCYAJICA C HepBOﬁ IO BTOPYIO I'OCIIUTAIINU3AIHIO, ITPH ITOCIICAYIOIICM UCCICJOBAHUHN
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nokasarenu KK ocraBanuck Ha mpeskHEM YpPOBHE - 0€3 IMHAMUKHU

0,96
0,94
0,92

0,9
0,88
0,86
0,84
0,82

p—,

A—

=== OLLyLLEHNE 2

== s3mouunmn 2

1-an | 2-an 3-a

rocnntannsauumn

Pucynoxk 4.6. Jlunamuka ogHOaTpUOYTHBIX

cucreme kinaccudukamuu HUI2 (n-23).

HHACKCOB «OIIYIICHUC)», <«OMOIHUN» II0

0,98
0,96
0,94
0,92

0,9
0,88
0,86
0,84

_a—a

=== KOrHUTUBHOE pPa3BuUTHE 2

=
.//
<

== camoobcnyxkunBaHue 2

6osb 2

1-aa | 2-an 3-a |

rocnntannsauumn |

Pucynok 4.7. /lunamuka oJHOATpUOYTHBIX MHIEKCOB «KOTHUTHUBHBIE CIOCOOHOCTH,

«caMo00CITy )KMBaHUEY, «00Jb» Mo cucteMe kinaccupukanuu HUI2 (n-23)

ITo cucreme kinaccubpuxanuu HUI3 monoxxurenbHas IUHAMHKAa OTMEYallach

110 anI/I6YTaM «KOTHUTHUBHBIC CHOCO6HOCTI/I», «001b». BBIsIBIICHO HCKOTOPOC CHUKCHUC

HMOIMOHATIBLHOTO (hOoHA ¢ MOMeHTa 2-0i rocnutanu3anuu. [lo npyrum mapamerpam KX

AWUHAMHUKHU HE IMMOJYUCHO.
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0,97
0,96 -
095 +—#

o /
0,94 /.>( =¢—HUI3 smouun
0,93 — N 4
0,92 \

0,91 / == HUI3 KorHntnsHoe
0,9 I/ passutue

0,89
0,88
0,87 |

HUI3 60sb

1-an 2-an | 3-a |

rocnntannsauumn |

Pucynok 4.8. [lunamuka OJHOATPUOYTHBIX HHJACKCOB <OAMOIMN», «KOTHUTHUBHBIC
criocoOHOCTHY, «001b» TI0 cucTeme kinaccupukanuu HUI3 (n-23)

Ha ocHOBaHMM MOJTYYEHHBIX JAHHBIX, C YIETOM BBIPAKEHHON MOJIOKUTEIbHOM
TUHAMHUKA MEXIy 1 U 2 rocnuTaiu3anusMyd U OTCYTCTBHEM M3MEHEHUUW Mexnay 2 u 3
TOCTIUTANM3ALMUSIMU, MBI JCTAIBHO paccMoTpenu Tpymmy aeted (53), y KOTOphIX ObLI
OTMEYEH POCT MOKa3aTeeH.

Cambie BBIpOXCHHBIC TIOJOKUTEIbHBIC HW3MEHEHHUs ITIOKazaTelell KadecTBa
KU3HU OTMEUEHBI Y 14 nereil u3 Bceil rpyniibl, MOJIOBUHA U3 HUX MOCTyNaaa MepBUYHO
B OTJEJEHHE, Y TPeTU ObLJIO OTMEYEHO OOOCTpEeHHE OPOHXOJIETOYHOTO IMpolecca.
Knuandecku 11 manueHTOB UMENH TSAKEI0€ U CPEIHETIKEI0e TeueHre 3a00JIeBaHUs U
XpPOHUYECKYI0 CHHErHOWHYI0 wuHpekuuw. OTCYyTCTBHE IMHAMUKU MEXay 2 u 3
TOCIUTANIM3ALUSIMH, BO3MOXKHO, OOYCJIOBJICHO MEHBIIUM IMPOIEHTOM  TSXKEIbIX
OOJIBHBIX B TPYIITE (OKOJO TPETH), OTCYTCTBUEM MEPBUYHBIX MAIIMEHTOB CPEAN HUX.

Kpome ToOro, ™Mbl mpoBeNM JOMOJHUTEIIBHOE WCCIEAOBAaHUE W3MEHEHUM
nokazateneit KK B 3aBucuMocTH OT M3ydaeMmbiX (haKTOpOB, C IIEJIBIO OMPEICIUTh
HauOoJiee 3HaYMMbIe U3 HUX B AMHaMuKe oT 1 10 2 rocnutanu3anuu (n=53). C yuyeTom
MOJTYYEHHBIX paHee B UCCIICIOBAHUM JaHHBIX, Mbl BHIOpAIH CICAYIOIINE KIMHUYECKUE
MOKa3aTeu: TSKECTh TeUeHHUs 3a00JIeBaHuUs, PEHTTCHOJOTHUYeCKU nHIeke Kpucnuna—
Hopmana (cteneHp mopakeHus JeTOYHOM TKaHM), mokazareinb ODB; (cnupomerpusi),

nokaszarenu ¢usnyeckoro pazputus (MPU).
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Taoanma Ne 4.11.

Junamrika HeKOoTOpbIX nokazarenei KK 3a 6 mecanes y nereit ¢ Hapymennem OPB,

O®B; Cpennee 3nauenue (M+c) 1 Touka - 3 Touka

<80% > 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

[Ipu nepBoi rocnurtanuzauuu B crtanumoHap (1 Touka) mokaszatenu oObema
(bopcupoBaHHOTO BbIJOXA 32 1 CEKyHly ObLIM 3HAYUTENBHO HIKE, YEM IIPU MOBTOPHOU
rocnuraiu3auuu uyepe3 6 wmecsueB (3 Touka). 3a MepuUOA, NPOIMISAIINNA MEXITY
MOCTYIUICHUSIMU B CTAllMOHAP, BCE JIETU MOIYYalIl KOMIUIEKCHYIO TepaIluIo.

[lo nanHbIM, IpeicTaBIEHHBIM B Tabnuie 4.11. BUIHO, 4TO y AeTel ¢ XyAIIUMU
nokazatesnsiMu ODB,; (<80%) BbIsiBIEHA JOCTOBEPHAs IOJOKUTENIbHAS AUHAMUKA 3a 6
MECAILIEB MO JBYM MYJIbTUATPUOYTHBIM UHIEKCAaM U OAHOATpUOyTHOMY «60ib» (HUI2),

IIpHU 5TOM MAITUCHTBI C HOPMAJIBHBIMU JAHHBIMHA OCDBl JUHAMHUKHU HC UMCJIN.

Taoanma Ne 4.12.
Jlunamrika HekoTophiX mokazaresnein KXK 3a 6 mecsiieB y nereit ¢ HU3KUMU

I1oKa3aTcJIsIMM MaCChI TCJIa

MPU Cpennee 3nauenue (M+c) 1 touka- 3 Touka

amxe 90% BoIre 90%

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

**p<0,01

B rpynne nereii ¢ Hu3koi maccoi tena, rae MPU mensme 90%, B nuHamuke
yepe3 6 MecsleB BBISABICHA TOJOXKUTENIbHAS JMHAMHKA, KOTOpas BbIpakajach B
JIOCTOBEPHOM TOBBIIICHUN 3HAYEHUs OJHOATPUOYTHOrOo MHAekca «Oonby (HUI2). V

JICTCﬁ C HOPMAJIBHBIMU TTOKA3aATCIISIMU MACCHI TCJId PAa3HUIBI HC BLIABIICHO (Ta6JI.4. 12)
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Taoanma Ne 4.13
Junamrika HekoTophix mokazateneir KK 3a 6 mecsiieB y neTeil B 3aBUCUMOCTH OT

PEHTIE€HOJIOTHYECKON KapTUHBI B jierkux (PU)

Pentrenonornueckuit unaexc Kpucnuna-Hopmana Cpennee
3HaueHne (M=*c) 1 Touka- 3 Touka
Hke 16 BbIIIE 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*
Camoobciyxu
BaHHE 2 0,91+ 0,046 - 0,92+ 0,046 0,93+ 0,024 - 0,98+0,011*
bons 2 0,97+ 0,009 - 0,98+ 0,009 0,93+ 0,03 - 0,97+£0,005%*
Omoruu 3 0,95+ 0,008 - 0,93+ 0,033 0,89+ 0,047 - 0,94+0,03*
* p<0,05 **p<0,01

N3 tabnuust 4.13. BUAHO, 4TO AeTH ¢ O0Jjiee BBIPAXKECHHBIMH MU3MEHEHUSMU B
nerkux (PU Beime 16) umenu gocroBepHoe ynydmeHue nokaszatenein KK B nunamuke,
yepe3 6 MecsleB, Kak 0 000MM MYJIbTHATPUOYTHBIM MHJIEKCaM, TaK U MO OTIEIbHbIM
acriektam KK, takum kak «camoobcnyxuBanue» (HUI2), «6omb» (HUI2), «amorumy»
(HUI3). V nereit ¢ PU menbie 16, To ecTh ¢ Jydilieid peHTTeHOJIOTMYEeCKOM KapTUHON
B JIETKUX, TOCTOBEPHOTO YJYUIlIEHUS MMOKa3aTeleil BhISIBICHO HE OBLIO.

[Ipu uccienoBaHUU B JUHAMUKE Mbl BBISIBHIIA JOCTOBEPHYIO TOJIOKHUTEIbHYIO
JUHAMUKY OJIHOATPUOYTHBIX MOKa3zaTenen «omyiieHnue» u «ooiap» (HUI2) y nereit ¢
TSOKEIBIM U CPEJHETSKENbIM TeueHHeM 3a00sieBaHusl.

I'pynma npereri ¢ nerkum

TEUEHHEM JIOCTOBEPHBIX pa3Iu4HMil HE MPOoIeMOHCTpUpoBaa (tadn.4.14.).
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Taoanma Ne 4.14.
Jlunamrika HeKoTophIX mokazarenein KXK 3a 6 mecsiieB y neteil B 3aBUCUMOCTH OT

TSKECTH TCUECHHS 3a00JICBaHUS

TsOKECTh 1o mkaiie [1IBaxmMana kareropuu
Cpennee 3nauenue (M+c) 1 Touka- 3 Touka

Tsxenoe TeueHue +TeueHue JICTKOC

CpPEIHEU TIKECTHU

Omrymenue 2 0,87+ 0,03 - 0,95+0,022* 0,96+ 0,019 - 0,910,042
Bob 2 0,94+ 0,024 - 0,98+0,005* 0,97+ 0,01 - 0,98+0,01
* p<0,05

Takum 06pa30M, ACTN C 0ojee TSOKEIBIM TEYEHHEM OOJIE3HHM HMEIU OoJiee

BBIPAKEHHYIO MOJIOKUTENbHYIO AMHaMUKy nokasareneit KK Ha gone neyenus.

4.5. O0ocHOBaHMe BHIOOPA JIEKAPCTBEHHOI0 NIPEeNapaTa Ha OCHOBE aHAJIM3a

«GaTpaTbI-NMOJIE3HOCTH» B paMKaX KIMHUKO-9KOHOMHUYE€CKOIo aHa/in3a

OnHoli W3 3a/1a4 HAIIETo MCCIEOBAaHUS ObUIO MPOBEJICHUE aHAIM3a «3aTPAThI-
MOJIE3HOCTH» C HWCIOJB30BAaHWEM IMOJYYEHHBIX B HAIIEM HCCICIOBAHUU YTUIUTHBIX
uHAekcoB. C TMOMOMIBI0 YTHIMTHBIX WHACKCOB mpom3BoauTcs pacueT QALY,
SBIISIOLIUIICS €IUHUIICH TOJIE3HOCTH [UIsl ManueHTa. B paMmkax MeTojga «3aTparhbl-
none3Hocth» QALY  cumraercss kpurepueM  A(G(GEKTHUBHOCTH  METUITMHCKOM
TEXHOJIOTHH.

[lenplo aHanmm3a  «3aTpPaTHI-NIOJNIE3HOCTH»  SIBJSIETCS  ONpENEJeHHuE  TOro
MEIUIIMHCKOTO BMeEIIATeNbCTBA, KOTOpoe oOecmeunBaeT Haumbombmee QALY mpu
camoii HuU3KOW cromMmocTd (Hambombmiee QALY Ha mMOTpadyeHHYIO €IUHUILY
(MHaHCOBBIX CPECTB).

B  Hamem wuccieqoBaHMM MBI  CpPaBHHBAJIM  JIBA  HMHTAIAIMOHHBIX

aHTI/I6aKTepI/IaJIBHBIX npcrapara Pa3HbIX HpOI/ISBO}II/ITeﬂeﬁ — T06paMI/ILII/IH1
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(opurunanbehbiil) 1 ToOpamurua2 (ananor). [lanueHTH ¢ XpOHUYECKOW CHHETHOWHOMU
uH(peKuen, Hapaly C BHYTPUBEHHOH aHTHOAKTepUalbHOM Tepamnuel, mojydanud u
MHTAJISIHAOHHYIO.

CrouMocTh OJHOTO Kypca mpernaparta Oblna B3sita u3 Peectpa mnen (2012 r.) u
coctaBuia st Toopamurunal 95 546,44 py6. (300 mr 5 M Ne56), nns Tobpamuiinaa?2
- 125 507,225 py6. (300 mr 5 mut Ne56).

Tadauna 4.15. CtouMocTh rog0BOr0 Kypca Je4eHus

[Ipenapart CroumocTs 3a 6 KypcoB (12 mec.)
Tobpamurun1 573278,64 py6.
Tobpamuruu2 753043,35 pyO.

Omnpenenenne QALY 3a 12 mec. Ha OCHOBE MYJIbTUATPUOYTHBIX YTUIMTHBIX
MHJEKCOB ISl KaKJI0OM CPaBHUBAEMOM T'PYIIIBI [TOKA3AJI0 CJIECAYIOIINE PE3YyJIbTAThI:

QALY y gereil, monyvaronux OpuruHajdIbHbIN penapaTr ToOpaMuIvH 1,
okazajyics paBeH 0,86, a y nereil, moaydyaroux HHraasamuy ToopamuiiaoM 2, — 0,8.

Croumocth 1 QALY npu neuenuun Toopamurimuom1 = 573278,64 py6./0,86 =
666 603,07 py0.

Croumocts 1 QALY npu neuenun Tobpamunmaom? = 753043,35 py06./0,8 = 941
304,18 py6.

Kak mokaszan ananus, 1 roj KaueCTBEHHO MPOXXHUTOM >KU3HU B MEPBOM TpymIe
CTOUT MPAKTHUUECKU HA TPETh MEHbIIIE, 4eM BO BTOpoil. Takum obpazom, ToOpamuniuH 1
IPU MEHBIIEH CTOMMOCTH sIBisieTcs Oosiee MONEe3HbIM ISl MaleHToB (0osee BhICOKUE
nokazarenn KXK), B To Bpems kak ToOpaMHIIMH2 — MPUHOCUT MEHbINE MOJIB3bI MPHU
OOJIBIIKX 3aTparax.

B pesynbrare aHanu3za ycTaHOBIEHO, 4TO JieueHue ToOpamMuuuHOoM] MOXKHO
CUMTAaTh JIOMUHAHTHBIM MeToaoM [64], 1enecoo0pa3HbIM [JIsi  JaJbHEHIIero
UCIIOJIb30BaHMSI, TaK MO3BOJISIET COIKOHOMUTD JICHEKHBIE PECYpChI MpHU 0oJjiee BHICOKON

noJyie3HOCTH (3 PEKTUBHOCTH).
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B 3akiaroueHMH MOXHO CJellaTh BBIBOJA, YTO OONBITMHCTBO Aerei (84.8%) c
MYKOBHUCITUI030M UMEIOT yxyameHue napamerpoB KK, mo cpaBHEHUIO CO 310pOBBIMH
JIETbMH, 32 CUeT OOJIEBOTO CHHApPOMA, HECTAOMIHLHOTO AMOIMOHAILHOTO COCTOSHUS H
CHIDKEHHUS BO3MOXKHOCTH CaMOOOCITY)XKHBAaHHS, M3MEHEHHs] HamOoiee BBIPAKEHBI B
Bo3pacte 6, 12, 16 ner. 3HaunMbIMU KIIMHUYECKUMU (hakTopamu, Biustomumu Ha KK
SIBIITFOTCS: HAJIMYNE «TSDKEIBIX» MYTallMd, HapylieHUe (YHKIUHA BHEITHETO JbIXaHUS
(ODB; menee 80%) u runorpodbus (MPU menee 90%). Ha ¢one mnposeneHus
KOMIUIECHOW Tepamuu y JeTed C TsDKEIbIM TedeHHeM 3a0oJeBaHUs, XyIIITUMHU
MOKa3aTeISIMH PEHTTCHOJOTHYCCKOTO HHJEKCAa W  BBIPAKCHHBIM  CHUXCHUEM
nokazatenss ODB, BeisiBIIeHA TIOJOXKUTENbHAs quHamuKka oomero KK, B ocHoBHOM, 3a
CYeT TOBBIIMICHUSI SMOIMOHANBHOTO ()OHA. BBISBICHHBIE B HAlleM HCCIEIOBAaHUU
JTaHHBIC aHAJIOTUYHBI pe3yIbTaTaM, KOTOPBIC ObLTH TIOTYYCHBI IPHU UCCIICIOBAaHUH JIETEH
cnenuduyeckum 11t MykoBuciuao3a ornpocHukom (Cystic Fibrosis Questionnaire), e
TaKXKe OTMeYanach B3auMOCBs3b mokazaresneit KK ¢ «oMormoHanbHbpIM U PU3UIECKUM
dbysakmonupoBanuem», ODPB,; wHIEKCOM Macchl Tena, YTO JAeNlaeT OOIIUK OMPOCHUK

HUI wyBcTBUTENBHBIM UIs KcCenoBanus aeren ¢ MB.

4.6. Knunuveckue npuMepbl

Kiannunveckunit npumep Nel (u/0 Ne 8180/11)

Hesouka II., 10 mer (12.05.01 r.p.), moctynuia B OTAENIEHHWE MYJIbMOHOJOTHU U
ajyieprojiorud  BrnepBble B ceHTaOpe 2011 roma ang  yTOYHEHHs JUarHosa,
oOcne0BaHus U BBIPAOOTKH TAKTUKH JICUEHUSI.

AHaMHe3 KHM3HM: paHHMM aHaMHe3 0e3 0cCOOEHHOCTeH, pocila U pa3BUBANACH
COOTBETCTBEHHO Bo3pacTy. OTmeuanuck yacteie OPBU.

AHaMmHe3 3a00/1eBaHusI: B Bo3pacTe 5 JIeT Obljga roCHUTAJIN3UpPOBaHa B CTALIMOHAP IO
M/’K C JUarHO30M: PEUUIUBUPYIOMIMI TPaXxeoOpPOHXUT, OTMEYallach CIJIEHOMETrasus,
naHkpearonaTtusi. B Bo3pacte 7 jeT MOBTOpHas TOCHUTAIM3alUsg C JBYCTOPOHHEH

O04YaroBOW MHEBMOHHUEW, OCIOKHEHHAs aTeJIEKTa30M cpeaHeu nonu cmpasa, JH 1 ct.,
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XpPOHUYECKUN IBYCTOPOHHUM ITOJIMIIO3HBIM CHHYCUT. B Bo3pacte 7,5 JeT mO JaHHBIM
KT guarnoctupoBana kucta S-6 mpaBoro jerkoro. IloBropHas mTHEBMOHUSI B BO3pacTe
8 net, abcuecc S-6 MpaBoro JIErKOro, COXPaHsJICS Ha3adbHbIN MOJIUIO3.

Yepes 1 ron mpu oOcieAOoBaHUM BBICTABICHBI JUArHO3bl: bBpoHXo03KTaTHUeCcKas
00JIe3Hb, THOMHBIM 3HIOOPOHXUT, acmepruuies. B mocieayromeM HEOJIHOKPATHO
JeYUIach B XUPYPIUUECKOM CTallMOHApe MO MOBOAY OpPOHXO’KTaTHueckoi Oone3nu. B
Bo3pacte 10 neT coxpaHseTcss TOT ke auarHo3. Co cl0oB Marepu, CTAN MOABISATHCS
KPHUCTAJJIbI COJIU Ha JIOY, B )KapKOoe BpeMs.

IIpu nocrymnennu: OOIIEe COCTOSHUE CpeaHEH TSKECTH IO OCHOBHOMY
3a0oneBanuio. Pu3nUecKoe pa3BUTUE MO BO3pACTy, FTApMOHUYHOE. B nerkux asixaHue
KECTKOE, BBICIYIIMBAIOTCS YMEPEHHOE KOJUYECTBO CPEAHE-IYy3bIPUaThiX BIAXKHBIX
xpunoB. Kamens BinakHblif, MOKpoTa oTX0auT. CTyn oQopMIIEHHBIN, exXelHeBHbIH. B
OCTaJIbHOM 0€3 0COOEHHOCTEH.

IIpu oOcsienoBanum:

B kinMHMYecKMX aHaldu3axX KPOBU, MOYM M3MEHEHHMHM HE BBISIBIIEHO, OMOXMMHUYECKHE
MOKa3aTesu TakKe B Ipenenax HopMbl. [1o JaHHBIM KOTpOrpaMMBbl — €IMHUYHBIE Karliu
HEUTPAIBHOT'O JKUPA.

IlotroBblii TecT Ha anmapate MakpogakTt — 3JekTpoiuThl nmoTa 110 Mmomb\.
Pe3ynbpTaT nos0KUTENbHBIN.

IHoroBbiii TecT Mo 'mbocony u Kyky: aBasKabl - NOJOKUTENbHBIA. XJIOpUABI MOTA —
99,6 MMOJIB/71 (HaBecka oTa 202 Mr), MyTHBINA OCaJIOK.

Xnopunsl mota — 123,3 MmoJib/1 (HaBecka mota 272 Mr), MyTHBIN OCaJIOK.
IHankpeaTnueckas 3jacra3a-1 kanaa: 513 Mxr\r (Hopma).
Boanninerusmorpagpuueckoe uccaenopanue: JXXEJI 76%, BI'O 90, OOJI 127, OEJI
89, OpouxuanbHOEe comnpoTuBieHne 237%. 3akiodeHue: YMEPEHHO TOBBIIICHO
OpoHxHanbHOE conpoTUBiIeHUE. CHUKEHUE KUZHEHHON €MKOCTH JIETKHX.
Cnupomerpusi: ®XKEII 82%, ODPB1 90%, UT 111%, IICB 101%, MOC 25 113%,
MOC50 119%, MOCT75 76%. 3axmrouenue: Hopma

YabTpazBykoBoe mucciaeaopaHue OpromHod monoctu: [lomxenynoynas »kenesa

(HOpMaNbHBIX pa3MepoB): ronoBka 15mm, temo 12 mm, xBoct 18 MM, mapeHxuma
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HeonHOpoaHasA. Henb3s HCKIIOYUTH Hamuyue KUCT 10 2 MM. [lpyrue opransl 0e3
W3MEHECHUN

KT rpyaunoii mosoctu: PacnpocTpaHeHHblEe HWIMHAPUYECKHE OPOHXO03KTa3bl 000MX
nerkux. MemoTtdaTteie (KUCTOBUIHBIE) OpoHxodkTasbl C4,C6 mpaBoro JIerkoro.
[Tpuznaku xponuueckoro nuddysnoro oOponxura. Buyrpurpyanas sumdoaaeHonaTus.
KT 0Ko0710HOCOBBIX Ma3yX: KAPTHHA XPOHUYECKOTO PUHOCUHYCHTA.

Bponxockonusi: ABYyCTOPOHHUI 3HIOOPOHXUT 2 CT. BBIPAXKEHHOCTH BOCHAIUTEIBLHOTO
nporecca. Tpaxeur.

IoceB MOKPOTHI: poct Pseudomonas aeruginosae muc. 107; Staphylococcus aureus
10°.

MoJiekyasIpHO-TeHETHYECKOEe HCCJIeI0OBAHMEe HAa MYKOBHCHH/I03: OOHApY>KEHbI
myTtarun  E92K u DelF508 B komMnayHI-reTepo3UroTHOM COCTOSIHUM. JlHarHos
«MyKOBHCIIHI03» MOJIEKYJISIPHO-T€HETUYECKUMH METOJaMU ObLIT TIOJITBEPKICH.
IToctaBnen pumarno3: MykoBucuuao3d (kogx mo MKB-10 E 84.8) [renorum:
F508del/E92K], aérouyno-kumeuyHass ¢opma, TedeHHe CpeAHell  THKECTH.
Xponuveckuit aupPy3Hpiii Oponxur. PacnpocTpaHeHHble UIMJIMHAPUYECKHE
Oponxo3KkTa3bl 00omx Jerkux. Kucrosuanbie Oponxoskrtassl C 4,6 mpasoro
JIerkoro. JlpIxaTteabHasi HEIOCTATOYHOCTDH 1-2 cTeneHu. /{BYCTOPOHHUII IHOMHBIN
3na00ponxuT 2c1. Tpaxewur. XpOHUYECKUH JIBYCTOPOHHMH PHHOCHHYCHT.
JIucKkuHe3us KeJT4eBbIBOAAUINX My Te.

HaznaueHna koMIUIeKCHasl Tepanusi: KMHE3UTepanus (Maccax, ApeHax); MYyKOJUTUKU:
aMOpOKCOJ, AaleTWIIHMCTeHH, JopHaza anb(a; AHTHUOAKTepuadbHas Teparus:
nedTazuanum B\B; I'enaTonpOTEKTOPHI: YPCOAE30KCUXO0JIeBast KHCJIOTA,

BI/ITaMI/IHOTepaHI/IH, HaHeraTI/I‘IeCKI/If/'I Q)CPMCHT.
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ITo cucreme knaccuduxaruun HUI3 Ilo cucreme knaccuduxaruun HUI2

3peHue 3 OwyuweHue 2

1 1

6onb 3 6 nyx 3 6ot 2 NOABUKHOCTb
I4 2
KOTHUTUBHO ’
eub 3
e..
camoobcnyx
2 amounm 2
smouyn 3 nBaHue
MesiKan KOTHUTUBHOE
moTopuka 3 pa3suTHhe 2

Puc. 4.9. IIpoduns KK npu nocrymnnenuun

Ouenka KX y nanHo# manueHTKH MpY NOCTYIUIEHUM TOKa3aia CHHXKEHUE TTOKa3aTesnei
obmero KX (HUI3 — 0,56; HUI2 -0,78), mo OTmenbHBIM aclieKTaM H3MEpsIeMbIM
OMPOCHUKOM HanboJiee BHIPAXKEHHOE CHUKEHHE OTMeYasloch Mo Imkaie «06oabp HUI3»-
0,77, «wwmomun  HUI3»  -0,73, «kornutuBHoe pazsutue HUI2»  -0,86,
«camooOcmyxuBanue HUI2» -0,85.

Yepes 6 mecsileB 1eBOYKA MOCTYNH/IA MOBTOPHO AJIs1 KOHTPOJISAA COCTOSTHHSA.

3a BpeMsl MEX]y TOCHUTAIM3ALUSIMHU O0OCTpEHUN OpPOHXOJErOYHOro Mpolecca He
HaOmoaanock. basucHyro Tepanuto nomyyana B noiHom oobeme. IlpubaBuna B Bece 2,5
KI' ¥ BBIPOCJIA HA 2 CM.

[Ipy mpoBeeHUU KOHTPOJIBHOTO OOCJEIOBAaHMS COXpaHseTcs BbiceB Pseudomonas
aeruginosa muc. 1 0”° o6unvhuii pocm.

[lo npanHbIM OoaMIUIETH3MOrpa)Mu OTMEYAETCs IMOJIOKUTENbHAS JUHAMUKA B
cpaBHeHnH ¢ naHHbIMH OT 08.09.11r: JKEJI 88%. 3akntoueHue: yMEpEHHO MOBBILIECHO
OoponxuanbHoe conpotusiaeHue. Ctpykrypa OEJI u3meHneHna no pecTpuKTUBHOMY THITY.
[lo naHHBIM CIMPOMETPHH, TaK K€ OTMEUYeHO yaydiieHue nokasareneit: ®XEJT 88%,

O®BI1 95%.
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Mo cucreme kmaccudurammm HUI3 o cucreme kmaccudurarmu HUI2
OwyweHwne
3peHune 3 2
1
6osb 3 6 nyx 3 e NOABUKHOC
4 6onb 247
4 ; Tb 2
KOTHUTUBH 0
eub 3
oe...
camoobcny
amounm 2
*unBaHue 2
amounm 3
MesKas KOFHUTUBHO
MOTOPMUK... € passutne

Puc. 4.10. Ilpoduns KK yepes3 6 mecsien

[lo cpaBHeHHMIO C TIpeAbIAYHIEH TOCHUTATU3ANMEH OTMEYAeTCs IMOJI0XKHUTEIbHAs
IWHAMUKa, Kak 1o mokaszareism ooOmero KXK (HUI3 — 0,8; HUI2 —0,87), Tak u
yIy4IlleHue IO OTHAEJIbHBIM IIKaJIaM: «KOTHUTHUBHBIE cmoco6Hoctn HUI2» - 1,0,

«Mmoruu HUI3» - 0,91.

Yepe3 12 MecsiieB J1eBOYKA MOCTYNMJIA MOBTOPHO JJISA KOHTPOJS COCTOsiHUA (3
roCIUTAJIN3AHUA).

3a BpeMsi, TIpolIe/IIee ¢ MOMEHTa TMOCJIEAHEeH TocnuTaIn3alu, 0a3UCHYI0 Teparuio
noyyyaia, oooctperue Obl10 1 pas, Mo OpOHXUTUUYECKOMY THUITY. 3a TOoJl mpubaBuiIa B
Bece | kr, BeIpociia Ha 5 cM.

[To kTMHUYECKUM JTaHHBIM: coXpaHseTcs pocT Pseudomonas aeruginosae muc.

IIpu oOcnepoBanmu: no nanHsiM  Cnmpomerpum npu noctymieHun - OXEJI 49%,
O®B1 52%, UT 107%, IICB 60%, MOC 25 57%, MOC50 35%, MOC75 17%.
3akmoueHue: Pe3ko BbIpak€HHbIE TE€HEPAIM30BAHHBIC HApYHIEHUs OpPOHXHAIBHOM
npoxoauMocTu. [lociie mpoObl ¢ GepoayasoM OTMEUYaeTcs JOCTOBEPHOE YBEITUUYCHUE
®XEJI u ODB,;. B nmuamuke: ©XEJI 73%, O®B1 68%, UT 93%, IICB 78%, MOC
25 - 85%, MOCS50 - 48%, MOC75- 27%. Ywmepennoe camxenne OXKEJI u ODB,,
OCTaJbHbIC TTOKa3aTeNn He u3MeHeHbl. [1o cpaBHeHuto ¢ ucciaenoanuem ot 05.03.2013

- BBIPpAXXCHHAJ ITOJIOKUTCIIbHAA JTUHAMHUKA
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SAKJIIOYEHUE KT OI'K: KT — kaptuHa mykoBucuuaosa. [Ipu3Haku XpOHHYECKOTO
muddy3noro 6ponxuta. PacmpocTpaHEHHbBIE HUJIMHIPUYECKUE OPOHXOAKTa3bl 00OMX

nérxkux. KuctoBuanesie OpoHx09KTa3bl S 4,6 mpaBoro JErKoro.

Mo cucreme xnaccudukarmu HUI 3 o cucreme xnaccuduranun HUI 2

MOTOPUKa 3

Puc. 4.11. Ilpoduns KK yepe3 12 mecsies

[lo cpaBHeHHMIO C MpeAbIaYyIIeH TocnuTanu3alueil (roj Ha3zaa) oTMeYaeTcsl yaydlleHue
nokazarens oomero KK (HUI3 — 0,93 B cpaBHeHMH € npeaplIyIIei rocnuTaiu3anuen -
0,8), mokazatens smoruu HUI3 — 0,91 Ha TOM e ypoBHE WU ynaydlleHUE MoKa3aTenei

no cucteme HUI2 no Bcem ucciienyeMbiM napaMmeTpam.

Puc. 4.12. Jlunamuika MyabTHATPUOYTHBIX UHJEKCOB Ha (DOHE JedeHus

3a 3 rocuudTaIM3aluu
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AHanu3 JUHAMUKH MYJIbTHATPHOYTHBIX HWHIEKCOB [I0Ka3aja, 4YTO0 C MOMEHTa
Ha3HAYCHUs O0a3WCHOW Tepanuy OTMeYajach BBIPAKCHHAS TOJIOKHMTENIbHAS JTUHAMHKA
oomero KK.

JlaHHBINA KIMHAYECKUH Cydall WUTFOCTPUPYET 3P(HEKTUBHOCTD JICUCHUS Y IEPBUYHOTO

ImanueHTa ¢ MyKOBUCITUIO30M, KOTOpBIP'I paHCC KOMIUICKCHYIO TCPAIIUIO HC ITOJIyYaJl.

Kuannunveckunit npumep Ne2 (u/0 Ne 9874/11)

JeBouka VY., 7 ner, mocrynwia B OTJAEJICHUE BIEPBBIE C PaHEE YCTAaHOBIECHHBIM
JIUArHo30M «MYKOBHCLHI03». [loBOAOM ISl MOCTYIUIEHUS TMOCHTYXKWIU KalnoObl Ha
YXYAILIEHUE COCTOSHUS, YCUJICHUE KAl ¢ THOWHOM, TPYAHO OTAEIsIeMOl MOKPOTOM,
MOCTOSIHHOE TOBBIIICHUE TEMIEPATYPHI Tena 10 GeOpuiibHbIX U cyOheOpuIbHbIX Uudp,
noTeps Beca, cadocTh, OJBIIIKA B MIOKOE.

N3 anamHe3a u3BeCTHO, YTO C Bo3pacTta 1 Mmecsla OGECOKOWJI YacTblid, MKUPHBIMH,
3JIOBOHHBIA CcTyl A0 12 pa3 B cytku. B Bospacte 11 mecsueB, npu NpoBEICHUH
oOcne0BaHMs, BBISIBIEHA MPABOCTOPOHHSS HUKHEO0JIeBas MHEBMOHHUSA, Ha3Hayanaach
aHTHOAKTEepHUaJIbHAs TepaIusl, COCTOSIHUE C HE3HAYUTENIbHBIM yiyullieHueM. B Bo3pacte
3 et mpoBeeHbl MOTOBbIE MPOOBI (METOA HE yKa3aH) — ABAXAbl MOJOXHUTENbHO — 117
MMoutb/1, 115 Mmonw/a. Ilo nanaeim KT opranoB rpynHol KJI€TKHM — MHOXECTBEHHBIE
atenekTa3bl. [lo MaHHBIM KONPOJOTUU — HEUTpabHBIA XKUp 4+, MaHKpeaThuueckas
anacta3za-1 kama — 15 MKr/r (Tsokénas cTeneHb MaHKpPeaTUYECKOW HEIOCTaTOYHOCTH).
[loBTOopHas motoBas mpoda — 105 mmoib/n. BreicTaBieH AWarHo3 MyKOBUCLKI03a,
HayaTo TMpoBeJeHue Oa3ucHOM Tepanuu (KpeoH, ypcocaH, myiabmo3um, AL,
aHTHOAaKTepUalibHas Tepanus, KUHe3uTepamus), Ha (OHE KOTOPOH COCTOSHHE
yny4dmmioch. [1o gaHHbBIM moceBoB MOKpOThl — pocT St.aureus. C oktsa0ps 2010 roma
(Bo3pacT 6 5eT) B CBSI3M C YXYIIIEHHUEM COCTOSIHUS, YCWJICHHEM OJBIIIKH Ha3HAYeH
npeauausonon (0,5-0,7 mr/kr) — 6e3 cylecTBeHHON auHaMUKUA. YacTo BO3HUKAIH
obocTpenus OGpoHxoserouHoro mpoiecca. B centsabpe 2011 roga mo gaHHBIM TOCeBa
MokpoTbl — MRSA (BmepBhie), Ha3HaueH HAMIMH C THEHaMOM, Ha (oHe

KOMOMHUPOBAHHOW aHTHOAKTEpHAIbHON Tepanuu 0e3 CYIIeCTBEHHOW MOJIOKHUTEIbHOU
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IUHAMUKHA. B CBS3M € TSDKENBIM COCTOSTHUEM, OTCYTCTBHEM 3(deKTa OT IpOBOIUMOMN
aHTHOaKTepUaNbHOW Tepanuu BrepBble noctynuia B HIB3/[ a1 npoBenenus
oOcne0BaHMs U BBIPAOOTKHU TAKTUKH JlajbHENIIEH Teparuu.

Ipu nocrymienuu: CocrosiHue TKENOE MO OCHOBHOMY 3aboneBaHuio. KokHbie
MOKPOBBI OJIEAHBIE, 36MIIUCTO-CEPhIE, O€3 FTIEMEHTOB ChINH, IEPUOPOUTATIBLHBIN ITHAHO3,
aKpolMaHo3. BeIpaskeHHbIE CUMIITOMBI “OapabaHHble NaNOYKU~ U ‘“‘dacoBble CTEKIIA” Ha
pykax u Horax (Ha 3+). CyTynocTb, KpbUIOBUIHBIC JIONATKU. BbipakeHHBIH AepUIUT
MIOJAKOKHO-)KMPOBOM KJIETYATKA M MBIIIEYHOW Macchl. J[pIxaHue dYepe3 HOC He
3arpynneno. Y11 — 26 B muH. Ofpliika B TOKO€ (BTSDKEHHE YCTYMUUBBIX MECT TPYIHON
kieTkn). Kaienb HaBs3YMBBIN, BIAXKHBIM B TEUEHUE CYTOK, MOKPOTa TEMHO-3€JEHAs,
rHOWMHAs, OTXOAMT IUI0X0. ['pynHas kieTrka OoukooOpas3Has, B3ayTa. B jerkux
MEPKYTOPHO 3BYK C KOPOOOYHBIM OTTEHKOM, IPUTYIUICHHE B HIXKHUX OTAENax, OOJbIIe
cnpaBa. AyCKyJIbTaTUBHO JbIXaHUE MPOBOJAUTCS BO BCE OTHAEIbI, )KECTKOE, OCIA0ICHO B
HIOKHUX OTJeNaX, pa3HOKAIMOEpHbIE BIAXKHBIE XPUIIBI IO BCEM TMOJSAM JIETKUX.
Sat0,=82%. O6nacth cepala BU3yaJdbHO HE U3MEHEHA. TOHBI cepialla yMEpPEeHHOU
3ByuyHOCTH, puTMHuHble. YCC — 108 ynapoB B MuHyTy. JKMBOT yBelHueH B 00bEME, HE
B3/1yT, AOCTYNEH TJyOOKOW Manblaluu, MSATKUM, 0€300JIe3HEHHBIH BO BCEX OTENAX.
[Teuensb +3 cM OT Kpasi peOEpHOM AYTH MO CPEIHEKIIOUNIHON TMHUH, Kpalh KaMEHUCTOM
IUIOTHOCTH, poBHBIN. Cene3enka He nanbnupyetcs. CTyn (Ha GepMeHTax) u AUype3 He
Hapymensl. Bec 15,2 kr (<3 mnepuentuns), poct 110 cm (10-25 mnepueHTUib).
duznyeckoe pa3zBUTHE HHUXKE CPEIHEro, NTUCrapMOHUYHOE (3a CYET AeduuuTa Macchl

Tela).
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/lanHble 00c/1eI0BAHMS:

IIpu nocrynjieHnu

IIpu BbIIKMCKE

OO0mwmi anains
KpOBH

JIEKOIIMTO3 710 26,8 X109/JI,
COD-57 mm/4

Jefikorurer 13,3 x10°/m,
COD 48 mm/4

buoxummnueckue CPb -76,07 mr/m; CPb -4,63 mr/m;
MoKa3aTelIn IIKT — 0,15 ar/mn IIKT — 0,1 ar/mi
IIMB 31,4 n0J0XKUTEIbHBIN -
(anaTHTena IgM)
Komnponorus Hevtpansupii  xup —| -
yMEPEHHOE KOJUYECTBO
CnupomeTtpus OXKEJI% - 38%; OXEJI% - 33%;
ODB1% -41% ODdB1% - 38%
Y3U opranos [leueHp yBenHUCHA - [leueHb: CTPYKTYpHO —

OPIOITHOM MOJIOCTH

Huddysnas

9XOHEOJHOPOTHOCTb,
[leyeHOUHBIC BEHBI:
PUCYHOK 00€THEH,
KPOBOTOK 2-X (ha3HBIN

0/0, me4€HOYHbBIC BEHBI
KPOBOTOK 2-X (pa3HBIi.

O9XO-KT"

JlaBneHue B IErOYHOM
aptepun P/R — 0,23
(Hopma)

KT OI'K

KT-kapTuna
MYKOBHUCIIH103A.
Pacnipoctpanéunsie
WINHIPUYECKUE U
KHCTOBU/IHBIC
OpPOHX03KTa3bl 000UX
nérkux. llpuznaku
XPOHUYECKOTO
00CTPYKTUBHOTO
oponxura. O6ocTpeHue
npolecca 1o
OpOHXMTUYECKOMY THUITY.

bakrepuonornueckoe

HCCIICAOBAHHUC
MOKPOTBI

Staphylococcus aureus
10 exMHHYHBIC KOIOHHH
Achromobacter
xylosoxydans

OOUJIBHBIN POCT

10°

Staphylococcus aureus
107 ymepennsrii poct
Pseudomonas
fluorescens
yMEPEHHBIN POCT

107

JMuarno3: Mykosuciuao3 (kox no MKb-10 E

TSHKEIIOE  TEUYEHUE.

XpOHUYECKHMN

i Py3HbIT

84.8), nerouHo-kuiie4yHas (opma,

OpOHXMT.

Pacnipoctpanénnbie
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[AJTUHIPUYECKHE ¢ KUCTOBUJIHBIE OpPOHXOMKTa3bl o0oux J€rkux. OOocTpeHue
OpOHXOJIETOYHOTO  Tpoliecca IO  OpOHXUTUYECKOMY  THIY. JIpIxaTeapHas
HenoctatouHocTh [I-III crenenn. XpoHudeckas NmaHkKpeaTHdecKas HEIOCTATOYHOCTb,
TSDKEJIOW CTeNMeHU.  XPOHMUYECKHH TracTpoJlyoJleHUT, oOocTpeHue. XpOHUYECKUU
JIBYCTOPOHHMM puHOCUHYCUT. OTCTaBaHHE B (PU3UUESCKOM PA3BUTHH.

bbli1a Ha3HA4YeHA Tepanus:

I. JIONOTHUTENBHOE MUTAHUE, KUHE3UTEPAIUs: MACCAX OPraHOB T'PYIHOW KIETKH,
IpEHAX.

2. AnTuOaKkTepuagbHas Tepanusi: 3WBOKC B/B KalelbHO, CyMamel, KOJUCTHH
WHTAJISIIIUOHHO.

3. MYyYKOJUTHKH: allETWILUCTENH, JOPHA3a ajb(a

['enaTonpoTeKTOphl: renTPaJ B/B Kar, ypcocaH

BpOoHXUIIMTUKM: 6ep0nya.11 HHI'aJIINMOHHO

4
5
6. ®epmenTsl: kpeon 10.000
7

[IpoTuBOBOCHANIUTEIbHAS: MPeAHN30J0H 10 Mr/cyT

B oTnenenun Ha oHE Tepanuu COCTOSHUE € MOJIOKUTEIBHON TUHAMUKON: cTana bosee
aKTMBHA, HACTPOCHHE W CaMOUYYBCTBHUE VYIYUIIWIUCh, YMEHbBIIUJIACH OJIETHOCTh
KOXHBIX TIOKPOBOB, Kalllelib pexe, Oojiee mpoaykTuBHbIN. SatO, — 90%. B nerkux
JbIXaHUE C JKECTKHUM OTTEHKOM, PAaBHOMEPHO MPOBOJIUTCA BO BCE OT/AEIIbI, yMEPEHHOE

KOJIMYCCTBO BJIAJKHBIX XPUITIOB. HpI/I6aBI/IHa B BC€CC 1,5 KT.

OwyweHwne

==@==T1pN NOCTYNAEHNN

== npu BbINnUCKe

KOTHUTUBHOE
passuTtue 2

Puc. 4.13. IIpopuas KK no cucreme HUI2
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IIpu nccnenoannu KXX B MoMeHT noctymienus no cucteme HUI2 ormedanoch
camkenne oobmero KX (0,71), smonumonanbnubie Hapymenus (0,6), 3aTpyaHEHHS
camooOciyxuBanus (0,85) u koruutusHble Hapymenus (0,86). Ha ¢pone npoBenennoro
JIeYeHMsI Tepe]] BHITUCKON U3 CTAallOHApa MOJIOKUTEIbHAs TMHAMKUKA HAOI01a1ach 1Mo
BCEM HapyIIeHHBIM napameTrpam (puc. 4.13.).

ITo cucteme knaccudukannu HUI 3 cutyanusa okaszanack aHamorudnou. [Ipu
MOCTYIUICHUU OTMEYaJIUCh BbIpaXKeHHbIE HapylieHus no oomemy unaexkcy HUI3 (0,45),
yacTtele mposiBiaeHuss Oomu (0,48), CHUKEHHUE BO3MOXKHOCTHU €€ KOHTPOJIHMPOBATH,
CHW)KEHHBIA sMonuoHanbHbId QoH (0,73) u xorHutuBHble HapymeHus (0,86). Ilpu
BBINIMCKE HAOJIOAaIach OTYETIMBAs TMOJIOKUTENbHAS JTUHAMHUKA 1O BCEM CHUKEHHBIM
ungexcam (puc. 4.14). Ilo 1aHHBIM JOMOJHUTEIBHOTO OMpPOca MO OO0MM BBIIBIEHO, YTO
uHorjga (1pa3 B JeHb) BO3HHMKAIM *ajnoObl HAa O0Jb B JKMBOTE MPU MOTPEIIHOCTU B

AUCTC, MPOXOANIIN CAMOCTOATCIIBHO, TAKIKC OTMCYHAJIACh 00Jb IIpu CUJIIbHOM KallJIC.

3peHune 3
60nb 8 nyx 3

1)

A
KOTHUTMB 4 ==@==1PpU NOCTYN/IEHUN
eub3
O€... == npu BbINUCKe
amouumn

MenKas

MOTOPMUKa...

Puc. 4.14. IIpodpuas KK no cucreme HUI3

HpI/I HCCIICAOBAaHNNU MyJIBTI/IanI/I6y'THBIX HMHACKCOB HAa (I)OHG JICUCHUA BO BpCMA

roClMTaAJIN3alui U 34 MMOCJICAYIOIICC BpEMA O CICAYIOMICTIO IMOCTYIUICHUA B CTALlHOHAP
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IIOJIOKUTCJIbHAA JUHaMHKa NpcaAcCTaBJICHA Ha I‘pa(l)I/IKC.

1,2
: /. -

0,8

0,6 .//

0,4 /

0,2
0

1-aa oKtabpb 2011 npw BbiNUCKe 2-aa mapt 2012
npu noctTynaeHnn.  Hosbpb 2011. npv NOCTyNeHUN

[ocnutanusaymu | |

=¢=HUI3 =li=HUI2

JlaHHBI KIMHUYECKUN MpUMEP WIUIIOCTPUPYET TMOJOKUTEIbHYIO JUHAMUKY
nokazareneil KK (omHOaTpuOYTHBIX U MYJNbTUATPUOYTHBIX MHJIEKCOB), Yy peOeHKa ¢
TSDKEIBIM TE€YEHHUEM 3a00JeBaHUs, B COCTOSSHUU OOOCTpeHHs, Ha (OHE JIeueHus 3a

BpCMA OI[HOﬁ rocnvralin3alnuu.
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3AKJITIOYEHHUE

MyKOBUCIIUI03  SABJISCTCS  TSKENIBIM, HACJIEACTBEHHBIM, IOJUOPraHHBIM
3a00J€eBaHUEM, C PA3JUYHBIMU KIMHUYECKUMHU TPOSIBICHUSAMHU W OCJIOKHCHUSMH.
[Togxon K JeYEHUIO JODKEH OBbITh KOMIUIEKCHBIM W CBOEBpPEMEHHBIM. IlomMumo
OCHOBHBIX TMPOSIBJICHUN 3a00JIeBaHUS, CBS3aHHBIX C MATOTCHETHYECKUMH aCIEKTaMH
teueHus MB, HaumOosiee 3HaAYMMBIM B MPOTHO3€ 3a00JIeBaHUS SIBIACTCS HHQEKIUS
OpOHXOJIETOYHOM CHCTEMBbI, B YaCTHOCTH XpOHHM4YecKas uHbpeknus P. aeruginosa.
MHorouuciieHHble HcclieloBaHusl B oOnactu jedeHus MB mpuBenun k paspaboTke
Pa3HOOOPa3HBIX METOJOB JICUCHHUS M POCTY OXKHUIAAEMON MPOJOJDKUTEIBHOCTU >KU3HU
nanueHToB. OpHy U3 KIIOYEBBIX posiell B jedeHun MB wurpaer sddexruBHas
aHTUOMOTUKOTEpAIusl, HalpaBJICHHAass Ha HJpaaukanuio P.aeruginosa W JnedeHUe
oboctpenuni unpexuuu [72;205]. IlockonbKy JieueHrne nanueHToB ¢ MB noxusHeHHOE
W BKIIOYaeT B ce0sid HECKOJBKO HEOOXOAUMBIX acleKTOB, HauboJiee aKTyalbHO
rpaMOTHOE PacXxoJO0BaHUE MEIMIIMHCKUX pecypcoB. B Hacrtosiiee Bpemsi onenka KK
MalKUeHTOB W omnpeneneHue 3¢G(OEKTUBHOCTH Tepanuu TPU TMOMOIIU CIEIHATbHBIX
OTMPOCHUKOB SIBIIIETCS HEOOXOJWMBIM [IJII ONTHUMHU3AIMU Tepanuu OOJbHBIX. 3a
pyOeKOM HCCIEOBaHUS IO OIEHKE KadecTBa KU3HM y JeTed C MYKOBHUCIIHI030M
MPOBOJATCS TTOBCEMECTHO, PA3JIMYHBIMU ONPOCHUKAMH, W TOJIYUYECHHBIE PE3YIbTaThl
yuuTbiBatoTcsl B TakTuke Ttepanuu. B Poccum KK y gereit ¢ MB He wu3ydeHo,
HCCIIeIOBAaHUsI TTPAKTUUECKU OTCYTCTBYIOT. B maGopaTopuu coruanbHON IMeIUaTpuu
HII3[ Obu1 agantupoBaH u BanuaupoBaH oOmuii onpocHuk Health Utilities Index,
paspaboranneiii B Kanane rpynmoit aBtopoB - D. H. Feeny, W.J. Furlong, G. W.
Torrance, O. N. Dundas. JlaHHBIIf HHCTPYMEHT MO3BOJISIET PACCUUTATH YTUIUTAPHBIC
WHJIEKCBI, KOTOpbI€, B TOM YHCII€, MOLYT HCIIOJIb30BaTbCSI B KIMHHUKO-
SKOHOMHYECKOM aHanu3e i nojacueta QALY. JlanHas MeToauka SBJISIETCS
a0coiroTHO HOBOM 111 Poccun.

Llenp HacCTOAILIETO UCCIEAOBAHUS 3aKJII0YAJIach B ONPEIEICHUH BO3MOKHOCTEN
ucnoib3oBanust onpocHruka HUI u o60ocHOBaHMM 11€71€CO00PA3HOCTH €r0 BKIIOUYCHUS B

AJITOPUTM CTAHAAPTHOT O O6CJI€IIOB&HI/I$I JIETEH C MYKOBHUCIIUIO30M.
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B coorBercTBUM ¢ AM3aHOM HCCIEIOBaHUS, Mbl MPOBOJMIM KIMHUYECKOE
obcnenoBanue u onenky KX B nuHamuke Heckoibko pa3. [lpu  nmepBoit
FOCOUTANIM3allMM B CTAlMOHAP JABaXIbl, WU OJHOKPATHO IIPU IOCIEAYIOIIMNX
MOCTYIUIEHUSIX B CTALIMOHAP B TEYEHUE I'0J1a, BCETO 4 TOUKHU UCCIEIOBAHUA.

OcHoBHas rpymnmna wuccieqoBaHusi ObUla TnpencraBieHa 99 getbMu ¢
MYKOBHUCIHI030M, B Bo3pacte oT 5 10 18 ner. dopma 3a0oneBanus y Bcex AeTeil Oblia
CMellaHHasi - JIeroyHo-KHIleyHas. bonbmas dacte oOciemyembix aereid — 70,7%
MOCTYMAJIN ITUIAaHOBO, MOBTOPHO, MMEJIM paHEe YCTAHOBJIEHHBIM M TMOATBEPKICHHBIN
nuario3 MB. Ogna tpeth nanuentoB (29,3 %) noctynaiu B cTallMOHap MEPBUYHO IS
oOcne0oBaHMsl, YTOYHEHUSI MarHo3a W Koppekuuu Tepanuu, 92,5% W3 HUX UMETu
TaK)Ke paHee YyCTaHOBJIEHHbIM nuarHo3 MB. HabGmiomaemas rpymma nereit ¢ MB
npeacranieHa B 43% cityuaeB J€TbMU CO CpeiHEN cTeneHblo TshkecTu. Y 40% TeueHue
OLICHUBAJIOCh KaK YJIOBIETBOpPUTENbHOE, 14% mMalMeHTOB MMENM TSKEIYI0 CTENEHb
3a0oneBanus. Y 37% wuccienyemMbiX OOJNBHBIX JUArHO3 ObUI BBHICTABJIEH B PaHHEM
Bo3pacte, 10 1 roga.  Ilpeobnanaroiiee OOIBIIMHCTBO AETEH MPOKMUBAIU B PErHOHAX
P® - 49% ot obmiero umcia oOcneayembiX. JleTw, MOCTYNUBIINE B OTIEICHHUE,
MPOXOJIUIIN CTaHJAPTHBIE dTarbl oOcnenoBaHus U JiedeHus. [lepBUYHO TpOBOMIACH
OlIeHKa (u3nyeckoro pazputus OosibHOro MB, yuuThIBajach mponopLUUOHATIBHOCTD,
rapmMoHM4HOCTh. 1lo manueiM MPU BeIIBIEHO, uTO y 25,3 % nereld oTMeuanach
runorpodusi, 23,2% - morpanuunbie 3HaueHust maccel Ttena (MPU 85-90%), 51,5%
JeTeil MMenu HOpMallbHbIE MOKa3aTenau Beca. llpu  oleHke (QYHKUIUMU BHEIIHETO
JbIXaHUS BBISBJICHBI JIOCTOBEPHBIE pa3jIUuus TPYNN JeTed C YMEpPEHHbIMU U
3HauUUTENbHBIMU HapymeHussMu O®B; 1o cpaBHEHHIO C HOPMOW M BBISIBICHA
B3aMMOCBS3b JAaHHBIX MOKa3aTejell Cco CTEeNEeHbIO0 TSHKECTH TedueHHs 3aboseBaHus (r-
0,6,p<0,001). PentreHonoruueckass KapTHHa B JIETKUX OIIGHMBajdach B Oamiax Mo
yauBepcanibHoM 1kane Kpucnuna-Hopmana. I[lpu ananuze JaHHBIX BbISBJICHBI
JOCTOBEpHbIE OTIMYMs Tokazareneil Penrrenonorumdeckoro muaekca (PU) y nereit c
pa3HOM CTENEHbIO TsKeCTH 3aboneBanud. [Ipu npoBeneHn KOPPEISIMOHHOTO aHATN3a
Oblla BbIsIBIIEHa  B3auMocBa3b PU u Tsxectw Teuenusi 3aboneBanus. boree

BBIPAKCHHBIC HM3MCHCHHA B JICTKUX OTMCYAIINCH VY }IeTeﬁ C TAXKCIBIM TCUYCHUCM
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3aboneBanus (r=-0,785; p<0,001). [Ipu ananuze pe3yabTaTOB MOCEBOB OPOHXUATBLHOTO
CeKpeTa y JIeTell Halel rpynmnsl ObLT BRISIBIEH pocT P.aeruginosa B 57% ciiydaes, U B
29% - S.aureus, B HEOONBIIOM KOJMYECTBE nApyrue Bo3Oyautenu. B 9% ciyuaen
MaTOr€HHON (JIOpHl HE BBISABIECHO, YTO OBLIO CBSA3aHO C PETYISPHBIMH Kypcamu
aHTHOAKTEpUAIbHOW Tepanuu. Y JeTed ¢ TOHKEIbIM TEUYeHHeM 3a00JIeBaHMS
MUKpPOOHOJIOTHYECKasi KApTHHA B JIETKUX ObLjIa pe/icTaBlieHa B OCHOBHOM P.aeruginosa
(88%), xak u y nmereil co cpemHed creneHblo TsokectH (72,5%). YV gereit ¢ Jerkum
TedeHueM mnpeodnanan poct  Staphylococcus aureus (50%). Ilpu obGcrnenoBanuu
opraHoB cepaeuHo-cocyaucton cucremsl (OXO-KI') B 22% cnydaeB Obuio
3apErucCTpUpPOBAHO  TIOBBIIEHHWE JIaBJIEHUS B JIETOYHOW apTepuu, MPU3HAKU
XPOHUYECKOTO JIETOYHOI'0 cep/la, ¢ AWIaTtauueid u runeprpodueil MuUoKapaa mpaBoro
xenyaouka. [Ipu oOcnegoBaHUM KENTYJOUHO-KUIIEYHOTO TPAKTa OAHUM K3 OCHOBHBIX
MeTO0/10B uccienoBanus 0b10 Y3U OpromHoit mosnoctu, pudposnacrorpadus neyeHu -
OIlCHUBAJIaCh CTENEeHb (uOpo3a meueHu no crnenuduyeckor mraae METAVIR. V 24
MAlMEeHTOB ObUIM BBISBICHBI NpHU3HAaKK (uOpo3a meueHu. ['eHeTHUecKUd aHAIU3 Yy
HaOJII0JaeMBbIX JeTel moka3ai, 4To y 89 malnueHToB MyTalluu ObUTH ONpe/ieNieHbl, 7 - He
oOcnenoBanbl, y 3-X - MyTrauuii He oOHapykeHo. Bcem oOcnemyeMbIM JeTsM ¢
YCTAHOBJICHHBIM JIMarHO30M Ha3Hayallach KOMIUJIEKCHas Tepanus. Beibop aHTHOMOTHKA
onpenensics (Quopoil OpOHXMAIBHOTO CeKpera. bBoJbIUMHCTBO JeTei (71%)
HaXOJWJINCh Ha BHYTPUBEHHOM aHTHOAKTEpHAbHOM Tepanuu. JleTh ¢ XpOHUYECKOH
CUHETHOMHON MH(eKuue mnojaydyaad KOMOMHUPOBAHHYIO aHTUOAKTEpUATbHYIO
Tepanuio (B/B + wuHrajasuuoHHas). bomnpmmas dYacTh MAUMEHTOB noJjiydasua
MHTISAIMOHHBIA TOOpaMUILIMH, KOTOPBIM OBLI MPEACTABICH B KIMHHUKE MpernapaTtaMu
pasHbIX npousBoautened. YacTb geTed monyyana OpUTHMHANBHBIA — Mpenapar
HMHTAISIIMOHHOTO TOOpaMHIIMHA TTOJTHOLIEHHBIMU Kypcamu (23) — 6 KypcoB 10 28 nHei
B roji, ¢ nepepbiBamMu B 1 Mecsi. Yacte nereit (14) - monyuana anasnor npenapata. [Ipu
UCCJIEJIOBAHUM  KIMHUYECKUX T[IOKa3aTejed B JUHAMUKE 3a BpeMs OJHOMU
rocnuTanu3zauu B 92% ciydaeB oTmedanoch yMEHblIeHUE Kauuisi, y 46% nerei
cpenHss nmpubaBka macchl Tena 3a 14 nuei cocraBuna 1300+£150 rpamm u 'y 77% nereit

YIIyuiujiiacb ayCKyJIbTaTUBHAS KapTHHA JICTKUX. HpI/I ITOBTOPHOM HCCJICAOBAHUKN YCPC3
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6 MecAleB JOCTOBEPHOE YIYYIIEHHE OTMEUEHO y JeTed ¢ THKENIbIM TeUCHUEM
3aboneBanus mo nokazarensim ODPB; ¢ 61% mo 68% (p<0,05) u PU ¢ 23,3 6autoB a0
21,6 6amnoB (p<0,05) , yBenuueHrue Macchl Tea, no fjanupiM MPU, oTmedeHo y nereii ¢
JIETKUM U CPEIHETSKENBbIM TeueHreM 3aboseBanus ¢ 91% m0 92% (p<0,05) .

Bce netn u3 mcciieyeMold Tpyniibl PO aHKeTupoBaHue onpocHukom HUI,
olleHUBaIKUCh Noka3atenu odmero KXK u oTaenbHbIe aceKThl 3I0POBBS, 1O JBYM
cuctremam kiaccudukamuu: HUI2 (opranel YyBCTB, MOABUKHOCTh, OSMOIIUH,
KOTHUTHBHBIE CHOCOOHOCTH, camooOcaykuBanue, 6oab) u HUI3 (3penue, cnyx,
pedb, CHOCOOHOCTH IIEPEIBUTATHCSA, MEJIKas MOTOPHUKA, IMOIIMH, KOTHHUTUBHBIC
cnocoOHocTH U 00J1b). Ha mepBom 3tane ObuUTM paccuuTaHbl mokaszatenu oomero KK
(MyTbTHATPUOYTHBIC WHJICKCHI) M TIPOBEJCH CPAaBHUTEIBHBIA aHAIN3 C JaHHBIMH
3J0POBBIX JIE€TEN COOTBETCTBYIOIIErO BO3pacTa. BrisBieHO, 4TO ¥ Aeret ¢ MB no nsym
cucrtemam knaccudukanuu HUI3 - 0,81 +0,02, p<0,001 ; HUI2 - 0,85+0,013, P<0,01
oOIlIMe WHAEKCHI JOCTOBEpHO HWXKe, 4eM y 3xaopoBbix HUI3 - 0,85+0,013; HUI2 -
0,90+0,01. ITpu cpaBHeHuu rpynmbl aeteid ¢ MB co 340pOBbIMH B 3aBUCUMOCTH OT
BO3pacTa (ONMHCAHUE «KU3HCHHOT'O MyTH KOTOPTHI»), BBHISBICHO 3HAYMMOE CHIDKCHHC
KX B BO3pacte 6, 12, 16 ner y nereit ¢ MB. [lo HameMy MHEHHIO, 3TO CHUXKECHHUE
MOXXET OBITh CBSI3aHO C TEpHOJAMHU (U3MYECKOTO Pa3BUTHS M IICUXOJOTHYECKHUMU
O0COOCHHOCTSIMHU, TOPMOHAJILHBIMU «IIEPECTPORKAMU.

[locne mnpoBeNeHHOrO aHaiu3a BIUSHUS BO3PACTHO-TIONOBBIX U KIWHHUKO-
nabopaTopHbIX mokaszatesield Ha KK, ObuTH BBISIBIICHBI JTOCTOBEPHBIC Pa3Indus y JeTeH
¢ mytauusimu: rereposurora del F 508, romozurora del F 508, nokazarenu obmero KK
HUKE TI0 CPAaBHEHUIO C HOCHTEISIMH JApYyrux Mytanuid. Takke Wy Jgeredd co
3HAYUTEIBLHBIMA M3MEHEHUAMH Toka3areiss ODB; oTMEYeHO TOCTOBEpHOE CHMKCHUE
obmero KK, mo cpaBHeHHIO ¢ HOpMaJIbHBIMU ITOKA3aTEIISIMHU.

Ha cnenyromem stane mui onenunin KK nereit mo kaxxaoi ornenbHON o0acTu
3JI0POBBSI, IPU MTOMOIIH pacdeTa OJJHOATPUOYTHBIX WHIECKCOB U BBISIBUIIM, YTO Y JETEH C
MB mnaubonee 3Haummbie u3MeHeHuss B cucteme HUI2 orMedensl mo mikanzam:
«monun» (0,89+0,01;p<0,05), «601b» (0,95+0,008;p<0,05) 1 «camMoOOCTyKMBAaHUECH

(0,93+0,018;p<0,05). TlomydeHHble JaHHBIE CBHJETEIHCTBOBAIA O TPYIHOCTIX
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MAIMEHTOB BBINOJHITH OCHOBHBIC IIOBCEIHEBHBIC JCHCTBUSA (NMMPUHUMATH TIHIIY,
OJICBAaThCsI, BBITIOJHATh THTHCHHYCCKHE IPOICAYPHI). [IposiBiieHHsI HapymICHUH
HACTPOEHHUS, JENPECCUM, YYBCTBO TPEBOTH, CTpaxa 4Yallle BOZHUKAIHU y aerer ¢ MB,
4eM Yy 3JI0POBBIX CBEpPCTHUKOB. YacToTa BO3HHUKHOBCHHS OOJM ¥ CHWXKCHUE
BO3MOXKHOCTH €€ KOHTPOJUPOBaTh y AeTeil ¢ MB Takxke okaszanach JOCTOBEpHO Ooee
BBIpa)KE€HA, [0 CPAaBHEHUIO CO 340pOoBbIMH cBepcTHUKaMHU. 11o cucteme HUI3 y nereit ¢
MYKOBHCITUI030M TaK)K€ OTMEUEHBI IMOIMOHaIbHBIE pobsiemsl (0,93+0,012; p<0,001)
u 6oneseie omymieHus (0,91+£0,015; p<0,01). CornacHo aBTOPCKON METOAUKE B TAaHHOU
CUCTEME KIacCU(HUKAITUU U3MEHEHUS 10 3TUM IIIKajaM 03HA4YaroT YyYBCTBO «HECUYACThS»
U BBIPAKCHHOCTb OOJICBBIX oOIIymieHud. [lpu aHanw3e BIMAHHUS KIUHUYCCKUX
rokasarejieii Ha OJTHOATPUOYTHBIC MHECKCHI OTMEUYCHO CHUKCHHUE TIO IIKAJIE «IMOITUM
(HUI2) y nere#t ¢ mytanueit ['ereposurota del F 508 (p<0,05) B cpaBHEHUU ¢ APYTUMH
MyTanuamu. Y aeteit ¢ HapymenueM ODB; ctpagamu smounu (0,84+0,05; p<0,05) u
Obu1 OoJyiee BbIpakeH OoseBod cuuapom mo mmkaine HUI3 (0,79+0,06; p<0,05). ¥V
MAIMEHTOB C THMOTPOoPHUEH OTMEUYEHBI OoJiee BBIPAKCHHBIC OOJIEBBIC OIIYIICHUS
(0,89+0,027;p<0,05).

YuuteiBasi BBISABICHHBIN Ipu omeHke KJK 0oneBoit CHHIpPOM, MBI MPOBEIH
JOTIOJIHUTEIIPHOE MCCIIeIOBaHUE CIIEIMAbHO Pa3pab0TaHHON aHKETOH 1O OlleHKe 00JH
y 34 nereit ¢ MB, panee npomenmux ucciaegoBanue onpociukom HUI. Ananusupys
MOJIYYCHHBIC JJaHHBIC, OBLIIO OTMEYCHO, YTO Yallle BCEro BO3HUKAJIA 0OJIb B )KMUBOTE, ITPU
CHJIEHOM KalllJie, pexe roJIoBHas 00Jb.

Hcnonb3yst OAHYy U3 BO3MOXHOCTEH OIPOCHHMKA, MBI OIICHWJIM CTCIICHb
HapyIlIeHUs N0 KaxJAoW uccienyeMor obsactu 310poBbi. Oxosio 20% marueHToB
JOCTOBEPHO 4dallle 30pOBBIX JETEH WMEIM JIETKHE HapylmIeHUs I0 IIKaje
«camooOcmyxuBanue» (p<0,001). Haubosiee 3HauMMBbIe U CTATUCTUYECKU JTOCTOBEPHBIC
pe3yabTaThl OBUIM MOJYYEHBI MO aTpulOyTaMm «00ab» u «dmorun» (p<0,05) mo obeum
cUCTeMaM KJIacCHU(UKAIINU. B Oosiee yeM IMONOBHHE CIy4aeB PETHCTPUPOBAIUCH
JETKUEe HapymeHus, y 5% Jaereld OTMEYalMCh YMEpPEHHBIE IO CPaBHEHHUIO CO

3I0pPOBBIMU.
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[Ipu ouenke nuuamuku nokazareneil KK 3a BpeMs oaHON rocnurtamu3ainuu
(n=99) orMmeuanach nosokUTENbHAsE AMHaMuKa 1o odmeMy KK - mynbTuaTprOyTHBIM
ungexkcam HUI2 u HUI3 (p<0,05), uyto xapakTepusyeT yIy4lllEHHE CaMOOLIEHKHU
310poBbsl aeteil ¢ MB B oOmem Ha (oHe nedeHus B cranuoHape 3a 14 aHeH, B
OCHOBHOM 3a CUeT yJyYIIeHUsI IMOIMOHAIBHOTO coctossHus (p<0,05). Kpome Toro, Mol
OLICHWJIM M3MEHEHHUS 3a BpeMms, Mpollenimee Mexay 1-oi u 2-oi rocrnurain3auusiMu
(n=53). Tlpu uccinegoBaHUM AETEH, MOCTYNMHUBIIMX MOBTOPHO B CTAaI[MOHAp yepe3 6
MeCAIIeB, OTMEUasach MOJIOKUTENbHAS IUHAMUKA MYJIbTUATPUTOYTHBIX HMHJIIEKCOB U
oJlHOaTpuOyTHOTO MHAEKca «Omouuu 3» (p<0,05) ¢ MOMEHTa MepBOro UCCIIEeI0BAHMUS
710 TIOBTOPHOW TOCIUTANIM3ALMU B CTAl[MOHAp, 32 6 MecsLeB JieueHus noma. 3meHnenus
COOTBETCTBOBAJIM JWMHaMuKe 3a 14 ngHer  ogHoM rocrutaimm3amuu. C  Oenbro
JUHAMUYECKOTO HaOJIIOJIEHUs MbI ONpoCcHiIn 23 AeTeil, MOCTYNHUBIINX B OTIEJICHUE B
TpeTHil pa3 IIaHOBO. 3a BpeMs TPEX TOCHUTAIM3ALMI OTMEeYanach IMOJOKUTEIbHAs
JUHAMUKA MYJIbTHATPUOYTHBIX UHJIEKCOB 1O cuctemaM kiaccudukanuun HUI2 u HUI3
Mexay 1-oii u 2-0if rocnuTaNM3alMU B CTalMOHAP, OTCYTCTBUE TMHAMUKH 10 MOMEHTA
3-eii rocnutanuzanuu. CraTHcTUYECKas JOCTOBEPHOCTh HE IMOJIy4YeHa, BCIEACTBUE
HEOOJIBIIOr0 YMCJia MAalKMEeHTOB, BOUISANIUX B TPYIIlY, HO MPOCIEKUBAIACH YETKas
TEHJEHUUS TMOJIOKUTENbHOW JuUHAMUKH. Camble BBIPOKEHHBIE IOJIOKHUTEIbHBIC
M3MEHEHMs MOoKa3aTesed KauecTBa )KM3HU oTMeueHbl y 14 nereii u3 Bceit rpynmsl, 50%
U3 HUX MOCTyNaldd NEPBUYHO B OTAEJIECHHUE, Y TPETH OBLIO OTMEUYEHO 000CTpEeHHuE
Oponxosieroy”Horo mpoirecca. Knuaudecku okoino 80% W3 HUX HMENH TSHKEIOe U
CPEIIHETSDKEJIOe TeueHHe 3a00JIeBaHMsI U XPOHUYECKYIO CHUHETHOMHYIO HH(EKIIHIO.
OueHka BIUSHUS KIMHUYECKUX (DAKTOPOB HA JMHAMHUKY 3a 6 MECALIEB BBIABUIIA, YTO Y
neteil ¢ xyamumu nokazatesnsimu OPB, (<80%) ymyumiarorcst nokaszarenu odmero KK
U Mokaszarelb «00ib 2» (p<0,05), Tarxke ylydlIeHHe OTMEUEHO Y JeTel ¢ TUmoTpoduei
yepe3 6 MecsleB, BbIpakarolieecss B yMeHblIeHun OomneBbix omymieHuit (p<0,01). ¥V
MalMEeHTOB ¢ 0ojiee BHIPAKEHHBIMU W3MEHEHUSMH B JIETKUX JOCTOBEPHO YJIYUIIAIUCh
nokazatenu odmero KX (p<0,05) u mo oTaenpHBIM acnieKTaM, TAaKUM KaK «OIIYIIICHHE
2», «caMooOcnyKuBaHUE2», «00Nb 2», «3MOIUHU 3», B XOJIe HCCIENOBAaHUA ATHU

MoKa3aTeIu ObUIN TaK K€ JJOCTOBEPHO BhINIE Yepe3 6 MmecsiieB Habmoaerus (p<0,05).
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OpHoii U3 3a/1ay HAIIEro MCCIeAOBaHMs OBLUIO MPOBEJCHUE aHAM3a «3aTpaThl-
MOJIE3HOCTh» C HCIIOJNIB30BAHUEM MOJYYEHHBIX B HaIlleM HCCIIEIOBAHUU YTUIUTAPHBIX
uHaekcoB. C TMOMONIIBIO YTHIWTAPHBIX HMHAEKCOB mpousBoautcs pacuer QALY,
ABIIAIOIIMICS  €IUHUIEH TOJE3HOCTH JUJIsS MalnueHta. Mbl CpaBHMBAJIM  JBa
WHTIALMOHHBIX ~ aHTUOAKTepUAJIbHBIX IMpenapara pa3HbIX [POU3BOAUTENICH —
TobOpamuninal (opuruHanbHbIN) U ToOpamuiuu2 (ananor). Kpurepuem BKIIOYECHUS B
MCCJIeIOBAHNE CTAJIO0 YCIOBHE MPOXOKIACHUS MOJIHOLUEHHOTO TOJ0BOr0 Kypca JeUeHUs U
CpaBHUMasi CTENEHb TsHKECTH 3a0oyieBaHus B rpymmax. [Ipu mpoBeneHuHu pacueToB
MIOJIyYEHO, YTO JAETH, MOJy4YaBUIME OPUTMHANIBHBINA Ipenapatr, umenu QALY, paBHbIi
0,86, a netu, nomydatomue aHaior - 0,8. AHAJIN3 «CTOMMOCTB-TIOJIE3HOCThY MOKa3all,
gyT1o crouMocTh 1 QALY npu neuenun ToOpamurmaom1 = 573278,64 py6./0,86 = 666
603,07 py0 , a croumocth 1 QALY npu neuenuu ToGpamunimaom? =753043,35 py6./0,8
= 941 304,18 pyO, 4TO, COOTBETCTBEHHO Ha TPETh JOPOXKE, YEM B IEPBOM TrpyIIIE.
Takum o6pazom, ToOpamunuHl mpu MEHbLIEH CTOMMOCTH SIBISLICA Oo0Jiee TMOJIE3HBIM
st nanueHToB (6onee Bbicokue nokaszarenu KOK), B To Bpems kak ToOpamunmu2 —
MPUHOCHII MEHBIIIE MOJIb3bI PU OONBIINUX 3aTparax.

[IpoBeneHHOE WUCCEIOBaHUE TO3BOJIMJIO JIOKA3aTh BBICOKYIO 3HAYUMOCTD
onpocauka HUI B onenke KK OGOIbHBIX MYKOBHUCLUIO30M, ONPEACIUTH (PAKTOPBHI,
pausitonue Ha KUK »ToM rpynmbl geted, oueHUTbh A(G(PEKTUBHOCTH JIEUEHUS U
YCTAaHOBUTH MPEANOYTHTENIbHBINA MpenapaTr I JICYeHUS XPOHUUYECKOHM CHHETHOWHOMN

UH(DEKIUH.
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BbIBO/IbI

1. BoIsBI€HBI KIMHUKO-Ta00paTOPHBIE OCOOCHHOCTH TEUCHHMS MYKOBUCIHA03a Y
HaOJII0/IaeMbIX JIeTel B Bo3pacte OoT 5 10 18 mer co cmemanHon ¢hopmoii 3aboeBaHus:
npeo01aaano TeUeHUe CpelHel cTenenu TsukecTH - 43%, B 14% - oTMeuasnoch Tshkenoe
TE€UEHHUE; TeHOTHUIl MPEJCTABICH «TSIHKEIBIMIY MyTauusMu y 61% OONbHBIX; MO3THSSA
JMarHocTuka 3adosneBanus (mociue 3-x jeT) umena mecto B 38% ciyuaes; 29,3% nereit
MOCTYNWIM B cTaiuoHap BroepBbie. [lomoBuHa HaOMOMaeMbIX JeTed HMENH
runotpoduto. 54% nereit Obu uHGUUUpPOBaHBl P.aeruginosa, u 88% W3 HUX UMENH
TSDKEJI0e TeueHue 3aboneBaHusa. BblpakeHHble HapyuieHusi mokazarenss OOB,
oTMeHaIHCh Y 25% OOIBHBIX.

2. Jlns  HanuoHanmbHOro — Karajora  YTWJIHMTAPHBIX  HWHIEKCOB  pa3paboTaHbI
MYJIbTHATPUOYTHBIC UHACKCHI, KOTOphIe cocTaBuin 1o cucreme HUI 2: st 3m0poBbIxX
nereit - 0,90+£0,01, nis gereit ¢ mykoBucuugo3zoM - 0,85+0,013; o cucreme HUI 3: nns
310poBbIX aereit - 0,85+0,013, g nereit ¢ mykoBuciuao3om - 0,81+0,02.

3. AHanu3 <CKU3HEHHOTO MYTH KOTOPTHI» IMOKAa3bIBAECT, UTO HAa BCEM H3y4aeMOM
BO3pacTHOM uHTepBajie (5-17 yer) olbIiee Ka4ecTBO KU3HU J€Te ¢ MYKOBHUCIIU030M
HIDKE, YeM 3JI0POBBIX CBEPCTHUKOB, KpoMme nepuoja 8-9 net. [Ipu aTom oTMeuaeTcs Tpu
«IMpoBajiay MYJIbTHATPUOYTHBIX YTUIUTAPHBIX UHACKCOB: B 6 jeT - 0,74+0,02 npoTus
0,95+0,017 y 3mopoBeix; B 12 ner - 0,750,007 npotuB 0,85+0,009 u B 16 ner -
0,77£0,012 mpotus 0,89+0,006 coorBeTcTBeHHO (p<0,05).

4. N3 Bcex acreKkToB KauecTBa >KU3HHU, OLICHMBAEMBIX C MOMOIIbI0 onpocHuka HUI,
JIOCTOBEPHOE CHIDKEHHE HaOmrojaercs mo arpuoyram «06omb» B 55,6% (p<0,05),
«mouumn» B 65,6% (p<0,05) u «camoobcnyxuBanue» B 20,2 % (p<0,001) ciydaeB y
OOJIbHBIX MYKOBHUCIIUJIO30M TI0 CpPaBHEHHMIO CO 3J0pPOBBIMU JeThMHU. JlaHHOE
HCCIICIOBAHUE  BIIEPBBIC  BBIIBWIO  3HAYUMYIO POJIb OOJIEBOTO  CHHJpOMAa  IPH
MYKOBHCITUZI03€ y JeTel, OOYCIOBICHHOTO OOJSIMH B KUBOTE, TOJOBHON OOJBIO U
00JIbIO CBSI3aHHOM C KaIllJIeM.

5. 3HayuMbIMU  (aKTOpaMH, BIUSIONIMMA Ha KAd4eCTBO IKU3HM JIETeH ¢

MYKOBHUCHIMAO030M, ABJIANOTCA: HAJIMUYUC MYTAllUH del F 508 B roM0o3urorHoM HWid B
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TE€TEPO3UTOTHOM IOJIOKEHUH, HapylieHne (GyHKiuu BHemHero nbixanus (ODB; menee
80%) u runotpodus (MPU menee 90%), KoTOpbie CIOCOOCTBYIOT CHIKCHHUIO KaK
oO1rero mokaszaTessi, TaK M OTACIbHBIX acnekToB (dMoumu, 6oisb). [lonm u mecto
MPOKUBAHUS MAIMEHTOB IOCTOBEPHO HE BIUSIIA HA KAYECTBO KU3HMU.

6. O1eHKa CTeneH! HapyImIeHUH (yHKIIMOHHUPOBAHUS TI0 MHOTOYPOBHEBOM CHCTEME
W3MEPEHUs TOKa3bIBAET, UYTO JIETH ¢ MYKOBHCIIUI030M MO CPaBHEHHUIO CO 3J0POBBIMHU
CBEPCTHUKAMHU OTIMYAIOTCS JOCTOBEPHO XYJIIKUMH MOKA3aTEISIMU 10 aCIIEKTaM «O0JIb»
- 43% nereli umeroT nerkue HapymeHus, 11% - ymepeHHble U 6% - BBIpaKEHHBIE;
«Mouumn» -y 62% mnanueHToB OTMEYAIOTCS JIETKHE HapylmeHus, y 6% - yMepeHHbIE U
BBIPAKEHHBIE; «camMooOciyx uBaHue» - B 17% cioydaeB BBIABISIIOTCS JIETKUE
HapyuieHus, B 5% - yMepeHHbIE U BhIpaKEHHBIE.

7. OTMeueHa MOJOKUTEIbHAS JUHAMUKA MYJIbTHATPUOYTHBIX MHIEKCOB 3a BpeMs
ONHOW rocnuTanu3anuu (2 Hemenu) Ha (OHE JE€YEHHUsS, B OCHOBHOM, 3a CYET
MOBBINICHUST AMoIlMoHanbHoro (Qona (0,84+0,029 u 0,92+0,023 COOTBETCTBEHHO,
p<0,05). Ilpu TOBTOpPHOM TOCHHUTAIM3ANMK Yepe3 6 MecsleB JIOCTOBEpHas
MOJIOKUTENIbHAST JUHAMHMKAa OTMEUYaeTCs y TAlIMEHTOB C TSDKEJIBIM TEUYCHUEM
3a00J1€BaHMs, XYIIIUMH MOKa3aTESIMA PEHTTeHOJIOTUUECKOTO UHJIEKCA U BBIPAKCHHBIM
cHmkeHuem nokazatenss OOB,; (p<0,05). IloBbiieHne MyIbTHATPUOYTHBIX UHIEKCOB
MIPOUCXOJUT, B TMEPBYIO OYEPeab, 32 CUET POCTAa 3HAYCHUN MO IIKAJIEe <«IMOIIMH
(0,93+0,02 u 0,96+0,007, p<0,05).

8. Anipobarusi MpUMEHEHHUs pa3pabOTaHHBIX MYJIbTHATPUOYTHBIX HHACKCOB IS
MIPOBEJICHUS KIMHUKO-YKOHOMUYECKOTO0 aHajiu3a «3aTpaThI-MOJIE3HOCTh» Ha TPUMEpE
CpaBHEHMsI OPUTHHAIIBHOT'O ¥ BOCIIPOM3BEACHHOTO MperapaToB TOOpaMUIIMHA MOKa3ala,
YTO OpPUTHMHAIBHBIN TpenapaT ToOpaMHIIMH MpU 0o0Jiee HU3KOM CTOMMOCTH oOJazaet
OoJIbIIIeH TMOJIE3HOCTHIO JJI MAIMEHTOB IO CPAaBHEHHUIO C aHAJOTOM, YTO JENAeT ero
NPEANOYTUTEIBHOW  QJIBTEPHATUBOM JUISL  JIEYEHHS XPOHUYECKOM CHUHETHOWHOM

MH(DEKIUHN y eTel ¢ MyKOBUCIIUI030M.
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NPAKTUYECKHUE PEKOMEHJIAIIUA

1. Pazpaborannbie nns HarumoHanbHOTO KaTajora MyJIbTHATPUOYTHBIE HHICKCHI
3MI0POBBIX JI€Te€ M OOJIBHBIX MYKOBHCIIMIO30M PEKOMEHIYIOTCS ISl Hay4dHO-
MPAKTUYECKOTO HCIOJIb30BaHUS, B TOM YHMCJIE MPOBEICHUSA KIMHUKO-2KOHOMHYECKOTO
aHajgu3a TP OOOCHOBAaHWU BKIIOYEHHUS JICUEOHO-AMArHOCTHYECKUX METOJIOB B
KIIMHUYECKNE PEKOMEHAAllU, MPOTOKOJIbI JICUEHUSI, CTAHAAPTHI MEIUIIUHCKON TTOMOIIH,
a JICKapCTBEHHBIX IIpemapaToB - WU B IMEPEUYHU JIEKAPCTB (MEPEUCHb >KU3HEHHO
HEOOXOJUMBIX U  JICKAPCTBEHHBIX  IpenapaToB, MEPEUYCHb  JOPOTOCTOSAIINX
JIEKapCTBEHHBIX MPENapaToB, NEPEUCHb JICKAPCTBEHHBIX MPENapaToB JJis 00eCIeUeHUs
OTJICJIbHBIX KaTeTOPHUil TpaXKIaH).

2. [lenecoobpasno BrmtounTh omnpocHuk HUI B anroputMm  cTaHIapTHOTO
oOclieIoBaHMs IeTe C MYKOBHCITUI030M JIJIs OIICHKU KauyecTBa KU3HHU, B KIIMHUYECKUE
PEKOMEH/IAITUH 110 BEJICHUIO OOJIbHBIX JAETEH C MYKOBHCITUI030M.

3. B Bo3pacTHbie nepuoast 6, 12 u 16 et peKoMeHIyeTcsl IPOBOIUTh YIIIyOJIEHHOE
oOclieIoBaHNE TAIMEHTOB JIJIsl BBISBJICHUS MPUYMH CHI)KCHUS KAa4eCTBA JKU3HU U HX
BO3MOXHOI'0 YCTPaHEHHS.

4. VY4uuThiBas BBIABJICHHBIN B MPOIECCE UCCIEOBaHUs 00JIEBOM CUHAPOM Y IETEH ¢
MYKOBHCITUI030M, HEOOXOJIUMO YUUTHIBAThH ATOT (haKTOP M MPOBOJIUTH CBOEBPEMEHHYIO
JTUArHOCTUKY MIPUYUH U KYIMUPOBaHUE OOJICBOTO CHHIpPOMA.

5. JIns1 yMEHBIIIEHUSI MOIIMOHAIBHBIX HApPYIICHUNH PEKOMEHIYETCS 00s3aTelIbHOE
BKJIIOUEHHE TICUXOJOTHYECKON TMOJJEPKKU B aJITOPUTM JICUCHHUS U peabuIuTalluU
TaKUX TaIMSHTOB.

6. HeoOxomum peryiaspHbli MOHUTOPUHI JaHHBIX W CBOEBPEMEHHOE JICUCHUE,
HalpaBJICHHOEC Ha KOPPEKIHWIO (YHKIMM BHEIIHETO JbIXaHUS M MacChl Teja, 4TO
MO3BOJIUT HE TOJBKO YIYUIIUTh KIMHUYECKYIO KapTUHY 3a00J€BaHMs, HO U Ka4eCTBO
’KU3HH OOJILHBIX.

7. Pexomenayercsa ucnonp3oBath onpocHUk HUI kak HOBBIIT MHCTPYMEHT MEIUKO-
COITMATILHOM JKCIEPTHU3bl B OLICHKE HAIW4Ws HapyIIeHUH (YHKIIMOHUPOBAHUS U HX

CTCIICHH IIPH PA3JINYIHBIX 3a00JIEBaHUSIX.
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8. I[JIH BBI60pa OIITUMAJIBHOTO MCTOJa JICUCHUA OOJIBHBIX MYKOBUCIITUA0O30M
uenec006pa3H0 HCITIOJIB30BATDH aHaJIn3 «3aTpaTbI-IIOJIC3HOCTH» Ha OCHOBC

pPaCcCUUTAHHBIX YTHIIUTAPHBIX HHACKCOB.
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paborocriocobHOCTH, okpacku. Ilynbc u  gpixanume He | mexay 15 u 25 Xopolee HiIH
YTOMIISIEMOCTh K Bedepy. | HapyuleHel. ['pynHas KiIeTka He | NepUEHTHISIMU. Xopolee
Xopolree mocenieHne MKojibl. | nepopmupoBana. B nmerkux 0e3 | Typrop Tkaned u
Karmens no yrpam (MBHKANLHBIX H3MEHEHHUI MBIIIEYHBIH TOHYC 71-100 Gamnos
JIOCTaTOYHBIE.
Cryn 1-2 paza
0 OpMJIICHHBIH,
00BIYHO 0e3
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OrpaHnuecHHasi BO3MOXKHOCTb | CTEKOJ +), HesnauutensHast | ymMmepeHHO
MoceIaTh mKony. | gedopManuss TPYOUHBL, XpUIBl B | cHKeHbBL CTyi 2-
[MponyKTUBHBIA  Kamieab B | JIETKHX HENOCTOAHHBIE, | 3 pa3a, IUIOXO
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MIPUCTYIIBI MAJONPOAYKTUBHOrO | BhIpaxeHHas KWJIEBUJHAs | Typropa  TKaHEH,
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3€eJeHOro I[BeTa, Hepenko c | aedopMainus TpyauHbl, OapabaHHBIE | pocTa Tena. HUKE
MPOXKUIKAMU KPOBH. MAJIOYKH W YacoBble cTekia (++++), | YBenndeHHbIH
Macca BJIQXKHBIX, TPECKYUUX XPHIIOB | JKUBOT, MBIIIITBI
¢ obeux  CTOpOH, NIpU3HAKK | ApsOble,
HEJIOCTaTOYHOCTH TIPaBOrO CepJia. | oOBHCIIHNE, CTya
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I[MPUJIOXEHUE 2

Tabnuua OOMIBHONW OLIEHKM PEHTIEHOTpAaMM TPYAHOW KJIETKH y  OOJBbHBIX
MyKoBHCcIIMA030M 110 Kpucnuny-Hopmany
[Ipu3nak OTtcyrcTBYyeT [IpucyrcrByer [IpucyrcrByer
B c1a00# cTeneHu BBIPAKEHHOW CTENEHU
Koudurypauus rpyaHoit kietku
Bri6yxanue rpyauHbl 0 1 2
Onymenne nuadparmol 0 1 2
Kudo3 mozponounmka 0 1 2
JluneitHble OpoHXUANbHBIE TEHU
[IpaBas BepxHss 30Ha 0 1 2
[IpaBas HMKHSA 30HA 0 1 2
JleBast BepxHss 30HA 0 1 2
JleBast HWOKHAA 30HA 0 1 2
Toueunsie Tenu (MeHee 0,5 cM B quameTpe):
[IpaBas BepxHss 30Ha 0 1 2
[IpaBas HMKHSA 30HA 0 1 2
JleBast BepXxHss 30HA 0 1 2
JleBast HWOKHASA 30HA 0 1 2
Komnbuessie Tenu (oxoso 0,5 cm B quamerpe):
[IpaBas BepxHss 30HA 0 1 2
[IpaBas HMKHSA 30HA 0 1 2
JleBast BepxHss 30HA 0 1 2
JleBast HWOKHAA 30HA 0 1 2
«bonpme» Tenu: (1 6amn 3a 1 cerment, 2 Oana 3a 2 u 60Jee cerMeHTa)
[IpaBas BepxHss 30Ha 0 1 2
[IpaBas HYKHSA 30HA 0 1 2
JleBast BepxHss 30HA 0 1 2
JleBast HWOKHAA 30HA 0 1 2




