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Pabomsl, npedcmasiientvle HA KOHKYPC KIUHUYECKUX HAOMI00eHUll

XIII Hayuonanvhwlil Konepecc ¢ MeXcoyHapoOHbimM yuacmuem
«MHHOBALIMOHHDIE IOCTHI)KEHHUA B JUATHOCTUKE U TEPAITHU MYKOBHCILIHIO3A»

PABOTDHI, ITPENCTABJIEHHBIE HA KOHKYPC
KJIMHUYECKINX HAB/IIOJTEHUIA.

CIIVYAM PA3BUTHS TEIIATO-PEHAJIBHOTO CMHIPOMA
Y PEBEHKA C MYKOBYMICIIMIO3-ACCOIIMIMIPOBAHHBIM

OVPPO30OM IIEYEHMN.
A.B.Iopaunosa, ®ITBY «PIKb» M3 P®, Mocksa, Poccus.

PE3IOME

Hamu paccMoTpeH mpumep YCHENTHOTO /e4eHMA KpaiiHe PeAKOro OC/IOXKHeHUA
Lppo3a IeYeH) C HNOpaKeHMeM IIOYeK — TeIlaTOPeHaJbHOr0 CYHApPOMa y peOeHKa
C TKENBIM 000CTpeHNeM OpOHXOJIETOYHOIO IIpoljecca  IpM  MYKOBUCLMTO3e.
BoBpeMsa AuarHOCTMpOBaHHOE IOpaKeHNUe MOYeK M CBOEBPEMEHHO HayaToe JIeueHMe
C IpMMEHeHueM ajabOyMMHA IIO3BOMWIO CTaOMIM3MPOBAThb COCTOAHME IallMeHTa U
IIPaKTMYeCKM HOPMaIM30BaTh 1abOpaTOpHBbIE IOKa3aTelu KPOBM ¥ MOYM, OTKpBIB
MePCIeKTUBY K TPAHCIUIAHTALUY TIeYEeH.

BBemenne:

lematopenanpubi cuuApoM (IPC) - HO cOBpeMEHHBIM IIpeACTaBACHUAM — 9TO
K/IVHIYEeCKOe COCTOSIHYIE, pa3BUBaOlljeeCs y allMeHTOB CXPOHMYeCKMMM 320 0/IeBaHMAMMU
IleYeHY U TNOPTAJIbHOI TUIIepTEeH3Mell, XapaKTepusylolieecsa YXyAlleHueM (QyHKIUM
TOY€eK, BBIPAXKEHHBIMM HapYIIEHUAMM apTepPUaTbHOTO KPOBOTOKAa M aKTMBHOCTH
SH/IOTEHHBIX Ba30aKTUBHBIX cucTteM. Pacnpoctpanennocts I'PC, y manueHTOB C
LMPPO30OM IeYeHM, TOCIUTAIM3MPOBAHHBIX 110 MIOBOJY aCLIMTa, COCTaB/AET 0Komo 10%
[1]. MexaHu3MBl, BefyLye K IIOYeYHOI AUCOYHKIMM TIpYU NMPPO3e IedeH!, KO0 KOHIIa
HEM3BECTHDI, U1 BCe ellle ABAITCA MPefMeTOM UCCIefOBaHMIA. BHe- u BHYTpuInoyeyHble
Ba30aKTVBHBIE (PaKTOPBI, CUCTEMBI 3a/Iep>KKM HATPKs M BOJBI, HAPYIIEHUA CUCTEMHOI,
CepAeYHO M CIUTAHXHUYECKOJ TeMOAMHAMMUKY, a TaKXXe 3ab0/IeBaHue edeH ), Befyliee
K TAKENoM IOpPTajabHON TIUIEPTEH3UMM U TIEYEHOYHON HeJOCTaTOYHOCTH, WUTPAIOT
BaxkHylo ponb B marodusmonoruu I'PC. Takum obpazom- I'PC- aBnsercs KoHeuHOI
cTapueil (YHKIMOHA/JIPHOTO HapyLIeHVs MOYeYHBIX (QYHKIMII, XapaKTepu3yHlasics
BBIPa)KEHHBIM CY>KE€HJEM ITOY€YHBIX COCY/IOB.

[Ipm ecTecTBEHHOM TeYeHMM LMppo3a IedeHM, (QYHKIMOHAJIbHOE IO CBOel
IIpUpOJie Iporpeccupyolliee yxypuieHre (GyHKLMI IOYeK, BefieT K HECHOCOOHOCTU
HIOffilep>KaHus 0O'beMa BHEKJIETOYHOM XXMAKOCTY B IIpefieiaX HOPMa/lIbHBIX I'paHnly. ITo
HapylleHye peryranyuyu o6beMa BHEKIETOYHON >XMAKOCTY OOYC/IOB/IEHO HapylleHVeM
CIUTAHXHMYECKOTO Y CYICTEMHOT'0 KPOBOTOKA. I1py 9TOM pasBuBaoTCcsa GYHKIMOHAIbHBIE
M3MEHEHN NOYeuHbIX (YHKINII, CIOCOOCTBYIoMMe 3afep)Kke HaTpus. Ee 0CHOBHBIM
K/IMHINYECKVM ITOC/IEN,CTBYEM CTAHOBUTCA pelAMBIPYIOllee HAKOIIEHVe BHEK/IETOYHO
KUIKOCTM B BUAE acluTa WU/WIM OTeKOoB. Tspkemas 3afiep)kKa HATpMs 3a4acTyo
COIIPOBOXK/IAETCS HapYLIeHMEM CIOCOOHOCTY K BBIBEJIEHUIO PETyIAPHO YIOTpeOnaeMoit
BOJBI, YTO MOXKET IPUBOAUTD K IMIIOHATPUEMUY pasBefeHNs (CBIBOPOTOUHBII yPOBEHb
Na< 130 MMonb/7), 06yC/IOB/IEHHON HecOalaHCHPOBAaHHBIM YBelTNYeHVeM KOIYecTBa
BOABl B OpraHM3Me OTHOCUTENbHO oOiero kommdectBa Na. IlaToreHes 3amep)xxu
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BOJBI IIpY IVIPpO3e NeYeHN CBA3AH C TPeMs COOBITHAMM: YMEHbLICHNEM IIOCTYIUICHNA
yIbTpaguiIbTpaTa B BOCXOfAllee KOJAEHO IeTan lenne (pa36aB/AIOMII CEeTMEHT
HeppoHa); CHIDKEHMEM CMHTe3a B IIOYKaX NPOCTAINIAHJVHOB; YBEINYEHNEM CEeKpelyn
aHTHUANMyperudeckoro ropmona (AJIT) min Basonpeccuna [2,3]. Ilpu nmporpeccupoBannu
3a00JIeBaH, IION, IeVICTBMEM LMPKYIMPYIOINX Ba30KOHCTPUKTOPHBIX cucteM (PAAC
n CAC) [4,5,6], B moukax OOBIYHO IIOCTEIEHHO pPa3BMUBAETCS Ba30KOHCTPUKIINS,
IpUBOAALIAA K TUIONepdy3uy IOYeYHON TKaHM, CHIDKEHMIO CKOPOCTU KITyOOYKOBOI
¢unprpanny (CK®), u HakoHel, K II0YeYHOI! HeOCTATOYHOCTI M/IM, TaK Ha3bIBAEMOMY
relaTopeHaTbHOMY CUHAPOMY.

Boipenator asa Tna I'PC. I'PC 1 tuna ABnseTcs ocTpoil U OBICTPOIpOrpeccupylomei
[IATOJIOTMeEl C O4YeHb IUIOXuM mporHosoM, IPC 2 tnma- 6onee crabmnbHas ¢opma ¢
HECKOJ/IBKO JIYYIIMM IIPOTHO30M. [7]

Knununyeckue st TE€IIaTOPEHAJIbHOTO CMHIpOMa:

Ty IIpoasnenus
I BBICTPO IIpOrpeccupyloliee yXyalleHHe TOYeYHbIX (QYHKIHUILKPeaTHHUH
CBIBOPOTKH

> 2,5 mr/m1,220 MKMOJIB/IT

II YXyqleHHe MOYeYHbIX (DYHKIIHIT C YDOBHEM CBIBOPOTOYHOTO KpeaTHHHUHA > 1,5
mr/mt (130 mkmorb/i),He oTBevaromiee Kputepusam pust [PC II Tuma

IToueunas HemocraroyHocts mpyu I'PC B GONBIIMHCTBE CIy4aeB COIPOBOX/AeTCA
OJINTYPMEN, BBIPAKEHHONM 3aJepXXKOM HaTpus M CIIOHTAHHOM TUIIOHATpUEMUEN
pasBefeHus.

Ina opuarHoctuku I'PC He cymecTByeT creluduyecKux MCCIefOBaHNII WIN MapKepoB.
VIMeHHO IOSTOMY OHa OCHOBBIBaeTCA Ha OOHapyXeHuu cHikeHHolI CK® mnpu
OTCYTCTBUM [JAHHBIX, YKa3bIBAIOMIMX Ha APYTYIO IPUYMHY NOYEYHO HEJOCTaTOYHOCTI.
ITpepmaraeMble KpUTepyM, IpUBeeHBI B TabnuIie Hioke [7].

JluarHocTUYecKue KpUTepUM TIelaTOpeHaJIbHOro cuHApoMa (IO  JaHHBIM
MexpyHapogHoro kiay6a aciuTa)
OcHOBHbIE KpUTEPUN

1. Hwuskaa CK®, omnpepeneHHble TPy YPOBHE CHIBOPOTOYHOrO KpeaTMHMHA >1,5
mr/mn (130 MKMOJIB/ 1), vy Ipy 24-4acOBOM KJIMpeHCce KpeaTuHNHa <40/MuH

2. OTcyTcTBUe LIOKA, TeKyllell GakTepuanbHON MHQEKIN, IOTepPU XKUJKOCTH,
NedeHns HepPOTOKCHYECKUMI TIpenapaTaMu

3. Yiydirenye NOYeuHBIX (QYHKIVIL ITOC/Te OTMEHBI JUYPETUKOB U yBeIMYEeHNUA
ob6beMa IJIa3MBlL.

4. ITpotennypus < 500 MI/CyTKM M OTCYTCTBUE Y3-IPU3HAKOB OOCTPYKTUBHON

yponaTtum mimn 3a00/1eBaHA TIOYEYHOM TIApE€HXVIMBbI

KacarenbHO MeponmpyaATHii, CIOCOOCTBYIOIIMX IIpefoTBpamieHuio passutua IPC,
Hajo OTMETUTb, YTO y MAIMEHTOB C LIUPPO30OM IIe4eHM C IIePBUYHBIM OaKTepUalIbHbIM
nepuronutoM (ITBII), BBemeHme anb6ymuna (1,5 MI/KI/Macchl Tela Ha MOMEHT
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mvarHoCTUMKM MHbexiuyu u 1 Mr/kr/maccel Tema depe3 48 4acoB), IpefoTBpalaeT
LUPKYIATOpHYIO pucyHKIuio u mnocrenyiomee passutue I'PC [8]. Bsenmenne
anpOyMMHA MOXKeT IpefOTBpalllaTh Ba3oAWIATALMIO C IOCeNyIOLlell aKTUBaLueil
BAa30KOHCTPUKTOPHBIX cucteM. Yactora paseutua [PC y manmentos c IIBII,
IOy JaoIIVX aMbOYMIH M aHTMOMOTUKOTEPATINIO, COCTaBAeT 10%, o cpaBHeHuIO ¢ 33%
y HaI[IeHTOB, He IOTy4YalollX ero. ¥ MalleHTOB, HOMTyYaolNX albOyMIH, OTMEYaeTCs
6onee Hu3Kas j1eTanbHOCTb (10%) MO CpaBHEHUIO C He IONYYAIOIMMU BO3MEIeHUA
OLIK (29%) [9].

IIpn paccMoTpeHuM MepyuKaMeHTO3Horo jedeHumsa IPC crmemyer ckasaTb, dTO
HaWIydluM crocobom JedeHusas [PC  cuMTalOT MCIONb3OBaHME  CUCTEMHBIX
Ba30[WJIATATOPOB C yBeIMYeHMeM oObeMa IUIa3Mbl. D(P(PEKTUBHOCTD TAKOrO CIocoba
JedeHnsA, OblIa IOATBEP>KJeHa MHOXeCTBOM MCCIefoBaHMil. XOTA MCIO/Nb30BaHUe
Ba30KOHCTPUKTOPOB B YC/IIOBUAX, XapaKTePU3YIOLUIMXCA TOYeYHOI Ba30KOHCTPUKIIMEIL,
Ka)keTcsl IapajjoOKCaIbHbIM, OOOCHOBaHMEM [JAaHHOTO IIOAXOAa SABIAETCA TOT (aKT,
YTO IepBOHAYaJIbHBIM CcOoObITMEM B naroreHese I'PC aABnferca cIlaHXHMYecKas
Ba3oWIaTalyA, CIOCOOCTBYIOIass aKTMBALMM SHJOTEHHBIX Ba30KOHCTPUKTOPOB
[10,11].

K BasoxoHcTpmkropaM, ucmonbdyeMbiM npu nedeHun I'PC, oTHocATca aHamoru
Ba3oIpeccyHa (TepINIPeccyH), aHaJIOIY COMATOCTaTVHA (OKTPeOTH]), BBICTYIAIOMye
B PpOmM VHIMOUTOPOB IMIOKaroHa MU anbda-agpeHOMUMeTHKY (MUJOAPUH U
HOpPaJpeHO/IVH), TaloKe BBI3bIBAIONINE Ba30KOHCTPUKIIMIO IIOCPEACTBOM BO3JEHICTBMA
Ha aibga-aipeHopelenTopbl. B 60/mbIINHCTBE CTy4YaeB, Ba30OKOHCTPUKTOPBI HA3HAYAIOT
B KOMOMHAIMM C YyBelIM4eHMeM oOObeMa NMPKYIUpyIOLlell IUIa3Mbl (BBefeHUeM
anbOyMIHA), YIYYIIAIOMM pe3y/IbTaTsl nedennus. [12,13].

Ilenpio JleyeHVs HRO/DKHO OBITH CHIDKEHME YPOBHSA CBIBOPOTOYHOIO KpeaTMHVUHA
mo sHaueHmit MmeHee 1,5 mr/mm (130 Mxmomb/m). Bo Bcex crydasx peKOMEHAYIOT
OIHOBpeMeHHOe BBefieHNe anbOyMmHa (1r/Kr/mMaccel Tena B 111 fieHb, a 3ateM 20-40 1/
CYTKMW), U YBeMM4eHNs 00beMa IMPKYIMPYIOLell IIa3Mbl.

B oTHOIIEHMY NanVeHTOB JETCKOIrO BO3pacTa C MYKOBUCIUJI03-aCCOLMMPOBAHHBIM
IIOpaXKeHNEM IIeYeHN, 110 TaHHBIM Pa3/IMYHbIX aBTOPOB YaCcTOTA PasBUTUA IOPAKEHMA
IleYeH!U BapbupyeT oT 2 #o 68% ( BKIOYaeT B cebsA -6ecCUMITOMHOE IOBBIIICHNE
aMmHOTpaHc(depas, creaTo3d IedeHV, ¢uOpo3, (OKaJbHBII M MYIbTHIOOYIAPHBII
OMIMapHbI NUPPO3 C CUHAPOMOM BHYTpPUIEYeHOYHON NOPTaIbHOI runepreHsmn). K
10 romaM >XU3HM IpuUMepHO y 5-10% mnaumeHTOB POpMUPYETCA MYIBTUIOOYIAPHBIA
LUppPO3 IeYeHM C CUHJPOMOM BHYTPUIIEYCHOYHON IIOPTaJbHON TUIEPTEH3UU Y
OONBIIMHCTBA U3 HUX. [14]

Cuyraercs, 4YTO NIMPpPO3 IeYeHVM  3aHMMaeT TpeTbe MeCTO B OOIIeM CIIMCKe
IPUYMH CMEPTHOCTM IIAIMEHTOB C MYKOBMCLMAO30M, IIOC/e OPOHXONETOYHBIX I
IIOCTTPAHCIUIAHTAIMIOHHBIX OC/IOXHEHUIL.

MyKOBMCIMEO03-aCCOLMIPOBAHHBII IMPPO3 NeYeHN MO KIMHUKO-MOPQOIOINIeCKOMY
TUITY OTHOCUTCSA K OVIMapHBIM IVPPO3aM ¢ 00Typalyell BHYTPUIeYeHOYHBIX JKeTIHBIX
IIPOTOKOB, STUOIOIMYECKI, €TI0 MOXKHO OTHECTH K IIOPaYKEHVIAM IledeH ), 00yCTIOB/IEHHBIM
reHeTVYeCKMMY HapylIeHnAMY oOMeHa BelecTs.[15]

Kimuandeckn, nuppo3 Ie4eHM, acCOUMMPOBAHHBIA C MYKOBMCLUZIO30M, IIPOTEKaeT
IVINTENBHO OecCUMIITOMHO, 0e3 >KeNTyXM U 3yfa, C MUHMMAJIbHON M CpefHell
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aKTUBHOCTBIO IIe4eHOUHbIX (epmeHToB (AJIT, ACT, I-I'TII, III® He 60Mee 7-10
HOpPM, dallle BCero IpefieNiax 3-5 HOpM). B mopasidiomeM OONBIIMHCTBE CIy4aes, y
HOZIPOCTKOB C IVIPPO30M IIeYEeHU BBIAB/IAIOT CHYDKEHNUE HYTPUTUBHOIO CTATyca, 4acTo
-TenaTocIyieHoMerannio, GOpMMpOBaHNe CUHAPOMAa BHYTPUIEYEHOYHON MOPTAIbHON
rumnepreH3un (TUIePCIIEHN3M, BapUKO3HO-PaCIIMPEHHbIE BEHBI IUIIEBOAA, acLiuT, [I3I1
(mevenouHnas snnedanomnatus)). [16,17]. YeTKux cTaTUCTUYECKUX JAHHBIX 110 Pa3BUTHIO
TaKVUX OC/IOXKHEHMII IIOPTaNbHOM TMIIePTEeH3MM, KaK TellaTOy/IbMOHA/IbHBIN CUHAPOM,
HOPTONY/IbMOHA/IbHAS TUIIEPTEH3)A, TellaTOPEHA/IbHBI CUH[POM- HeT, B JIMTeparype
OIVICaHBl eVMHUYHBIE CIyYay IAlMeHTOB C TelaTOIYJIbMOHAJIbHBIM CUHAPOMOM, C
IIOIPaBKOJl Ha BO3MOXHYIO TMITOAMArHOCTUKY NAHHOTO OCJIO>KHEHUA, YYUTBIBAsA PUCK
Ha/INYYA TUIIOKCeMUM U (PeHOMEHa OPTONIEOKCUY Y XPOHMYECKUX JIeTOYHBIX OONbHBIX,
KOMMIU ABJISIOTCS BCe manuenTsl ¢ MB, 6e3 mammuus I'TIC. [18,19,20]

Ciry4yay remaTopeHanbHOTO CUHPOMA IIPY MYKOBUCILIMIO3-aCCOMPOBAHHOM LIIPPO3e
HeYeHY, IPaKTUYeCKU He ONVICAHbI, Y BUAVMO, ABIAIOTCA Kadyuctudeckumu [21] . Tem
CaMbIM, HVDKEOMCAHHbIN KIMHUYECKIIT IPUMep, IPeACTaB/IseT MHTEPEC [l IMPOKO
ayaUTOPUY KIVHNILVCTOB, KaK FACTPO3HTEPOJIOrOB- I€MIaTO/IOTOB, TAK J ITyIbMOHOJIOTOB,
3aHMMAIOIINXCS TpobIeMoit Kucto3Horo ¢gubposa

Kinnanyeckoe HabmofeHe 1 006Cyx/ieHue:

Manpuuk P, 12 ymeT co cMenraHHOM GOpMOIl MyKOBUCUMAO32, LMPPO3OM IIeYeHl,
CUHAPOMOM BHYTPUIIEYEHOYHON IIOPTATbHON TMIIEPTEH3NM MOCTYINMI B OTAeNeHNe
nepuarpym PIKD ¢ ximHM4YecKkoll KapTHHONM 060CTpeHnsA 0 OPOHXUTUYECKOMY TUILY,
CMHIpOMOM MyKocTasa, [JH-2-3 cremenu B Mae 2016 roga; ano6aMu Ha peskoe
YXyALIEHNEe COCTOSHNA- MMXOPafiKy B Te4eHMe 5 CyTOK, HapacTaHMe OfIbIIIKM, YCUTIEeHUE
MaJIOIPORYKTMBHOTO KalllIAA; CYO'beKTUBHOE CHIDKEHME CYTOYHOrO Juypesa.

V3 anamHe3a WM3BeCTHO: NpeAbIylasd TOCHUTaNM3aluA B OT[eNeHMe TefuaTpun
B Hos16pe 2015r. Janusie B PIKB pekomeHpmanuy, BBIIONHSINCh He IMOTHOCTBIO:
pebeHok He momy4yan CIMPOHONAKTOH, IPOTUBOBOCIANIUTENBHYIO Tepaluio, MOTydal
MEHBIIYI0 HeafleKBaTHYI0 JO3MPOBKY ypcome3okcuxomueBoit kucnorel (YIXK).
Hacrosmee obocTpeHye Hauanoch 3a 7 HHeHM IO TOCHMUTAIM3ALMU- C YXyALICHNA
00lIero caMOYYBCTBUA, PE3KOTO CHIDKEHMsA [BUTATEIbHON aKTUBHOCTM, AIIIETHUTA, C
HepUOMYeCKVIMY MObeMaMyl TeMIIepaTyphl Tela B0 (eOpUIbHBIX 3HaYeHUIT, HapoCya
OJIbIILIKA, YCUJIM/ICS Kalle/b C OTAE/IeHMEM I'yCTO BA3KON IHOMHOM MOKDPOTHI.

Humppos medyenu y peroeHKa AmarHocTupoBaH Brepsole B PIIKB B 2009 ronmy, B
BO3pacTe- 5 jieT (Ha OCHOBaHMY Pe3y/IbTaTOB YAbTpacoHOrpaduy (IedeHb yBelIudeHa,
[apeHxXyMa HEeOJHOPOAHAs, TSDKUCTas C MpU3HAKaMM IepunopTanpHoro ¢gubposa),
Henpsimoit anactomerpun (F3-4 mo Metavir), gaHHbIX pusnukanpHOro ocMoTpa (IeYeHb
+2,5; +2,5; B/3- Kpail IVIOTHBIIL, 3aKpyITIeH, 6e300/Ie3HeHHBIIT; cefle3eHKa y Kpas p/fyrn),
NabopaTOpHBIX MoKasaTeneil (OuoxuMmyeckye Mapkepsl (anpbymmH-35,3 r/n, AJIT-98
En\n, xonecrepuH-1,9 Mmonb/n, koarynorpamma- I1K-60,0%, MHO-1,2 ¢ubpunoren-
2,00 r/nm (N-2,03-4,72). Ha npotsxenun 5 ner nonydan YIXK u3 pacyera 25-30 mr/
Kr/cyTKI/l, Apemetnonun 400 Mr/cyTKI/I, ButamuH K, Bepommnupon 25 Mr, ¢ I‘py6bIMI/I
HOTPEIIHOCTAMM B IpyeMe (peGeHOK MOr He IOJNy4aTb IpelapaTrbl IO HEeCKOIbKO
MeCSILEB).
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[Tpu nocrymrennu B Mae 2016: Poct 134 cm.Bec 24 xr. Miupexc maccel Tena (MIMT)=13,
37 xr/m2. Temneparypa 37,0.CaTypupoBaHHBII KUCIOPOR 75 % (Bo3pyx), 82% (yBi.
kucil. 3 n/mMuH). CocTosiHMEe peOeHKa odeHb TsDkenoe. CaMOYyBCTBUE CTpajiaeT 3a CyeT
CHMHJIPOMa 3HJOTOKCEMUM, bIXaTeIbHOI HElOCTaTOYHOCTH. [Io/moxeH e BBIHYXeHHOE
B OpTOIHO3. TemocnoxeHne acreHndeckoe. CoCTOSAHMe IMTaHNA IOHVDKeHHOe. KoxkHble
IIOKPOBBI OJIef{HbIe C CepOBATHIM OTTEHKOM, aKpOLMAHO3, YMCThIe OT UHPEKIMOHHON U
aJUIeprIYecKoil ChbIM. BupuMble cIM3MUCThIe IMAHOTUYHBIE, TYCK/IblE, YUCTDIE OT ChIIN
U HaseToB. [yObI IVIaHOTWYHBIE, CyXMe, IOTPECKABIIMECH C MENIKMMU 3PO3VAMM 1107
reMopparn4eckoit Kopouxoit. ITofgkoxHO-)KupoBas KIeT4aTka pasBUTa HEJOCTATOYHO,
pacrpeneneHa paBHOMEPHO, OTEKOB, IACTO3HOCTY HeT. IpynHas kieTka 604koobpasHas
C pasBepHYTOIl HIDKHeil ameprypoit. Oprasbl gbixanus: U]l 56 B MMHYTY, pUTM
HOPMaJIbHBIIL. BpIpakeHbI IPU3HAKM,XPOHIYE KOV TKAHEBOJ I'MIIOKCHUN — «bapabaHHbBIe
IaJIOYKM» M “gacoBble cTekna’ OfbIIKa BHIPaKEHHAs B IIOKOE C Pe3KUM BTsDKeHMEM
SIpeMHO AMKUY, HaJi-TIOAK/IIOYIYHBIX AMOK, MeXXpeOepHbIX IIPOMEXYTKOB, pasfiyBaHIeM
KpbUIbEB HOCAa, CMEIIAHHOrO Xapakrepa. Kamlemb 4YacTblif, MaONPORYKTUBHBINL.
MoxkpoTa cKygHas, BA3Kas, THOHasA, Cepo-3e/leHasd. AyCKY/IbTaTUBHO B JIETKVIX JbIXaHIE
PaBHOMEpPHO yMEpPEeHHO OCnableHo 3a cYeT MYKOCTaza. XpUIBI MHOTOYMCIICHHBIE
pasHOKa/MbepHble BIaXKHbIe pacCeHHBIE, BHICTYIINBAIOTCA II0 BCeM ayCKY/IbTaTUBHBIM
nomaM. UCC 135 yu. B muH. Ceppeynas obnmactb u3MeHeHa o tumy Hibus cordis.
[epudepuyeckue cocympl ImynbcanusA OpIONIHON aOpPThL. [paHUIBI OTHOCUTEIBHON
CEepAEYHON TYIOCTM CY>KeHbI 3a c4eT SM(u3eMbl. AyCKyIbTaTMBHO TOHBI Cepplia
IIPUITYIIeHbI, PATMUYHbIE. AIIIIETUT Pe3Ko CHIKeH. JKMBOT OKPYI/ION pOpMBL, yBeIn4eH
B pa3Mepax, IIpM ITa/JbIIAllMM MATKMIL, Oe300/Ie3HEHHBbII BO BCex oTHenax. IledeHs
IanpImpyetTcs +6; +4,5 +¢/3- u3 nox kpas pebepHOI Kyry, Kpaii INIOTHBIN, OYTPUCTBIIL,
6e360/1e3HEHHBIIT , ITy3bIPHbIE CUMIITOMBI OTPMLATeIbHbIE, Cele3eHKa y Kpas p/oyry,
II0THaA, 6e360e3HeHHas. [Ipy TUXOII IepKyCCUM )KUBOTA, OIIpefie/isAeTCA IPUTYIUICHNE
3BYyKa I10 ITYIIOYHOJ JIMHVMM HEMHOTO Mefjuia/IbHee CpedHHO-KTIOUMYHBIX JITHMI C 00e1x
CTOPOH; B OPTOCTaTUYECKOM IIOJIOKEHUU- B OOKOBBIX OO/IACTAX >KMBOTA- TUMIIAHUT,
IIPUTYIUICHUE IIePKYTOPHOTO 3BYKa OIpefendeTcsa B TMIIOCTpaabHON obmactu. Cryn
0 OPMIIEHHBIN, CAMOCTOSITE/IbHBI, 1 pa3 B JeHb, 6e3 BUAMMOIT creaTtopen.: Pe6eHOK
B CO3HaHMY, BSIBI, COH/IMBBIN, Ha BOIPOCHI OTBEYaeT C BPEMEHHON 3aJiep>KKOIL,
aJleKBaTHO, 04aroBOJl HeBPOJIOTMYECKOI CMMITOMATUKI I MEHVHIeaIbHBIX 3HAKOB HeT.
[Tpu o6cnemoBanmy: B KIMHNYECKOM aHAIM3e KPOBYU HPY IOCTYIUIEHUM- OTMeYanach
aHeMMsA JIETKOJ CTelleHM, Hapsfly C BBIP@KEHHBIMM PeaKTVBHBIMU VI3MEHEHVAMMU
Oermoil KpoBM CO CHBUIOM (GOPMY/Ibl BJIE€BO, BBIpOXEHHBIM yckopeHumeM CO3I
(M3MeHeHNUs, XapaKTepHbIe I THKETIOT0 00OCTPeHUA OPOHXO-TeTOYHOro Ipoliecca,
y manyentoB ¢ MB) : Hgb-119r/n, RBC- 3,77,HCT-35,5% , wbc- 19.00 (Myenonmrsl-
3%,/ neitkountei-11%, c/g1-69%, numbountei-12%, MoHOUUTHI-13%, COD-86 MM/
9ac.); B OMOXVMMWYECKOM aHajM3e KPOBM IIPY HOCTYyIUIeHMy- obmuit Genok- 68,00
r/n, anpbymun-23,00 r/n (N 35-55), moueBmHa- 25,30 MMonb/1, KpeaTuHuH- 406,70
MMOJIB/JI, XOJecTepuH obummii- 1,78 MMOJB/NI; OCTa/lbHBble IIOKa3aTelu B IIpefenax
HOpMBI- Ommmpy6oun o6mmit-9,70 mxmons/n (N 2-21), AJIT-22,00 Ex/n (N- 10-45),
ACT-57,00 En/n (N 10-42), KOK- 33,00 ME/n, JIAT obmras -373, 00 E/n, IIP- 363,00
Me/n ( N-42-110), I-I'TII- 131 E/n (N- 2-32) mmokos3a-5,50 MMonb/n, Kammii- 3,10
mMonb/m, Na- 129,0 mmonb/n. B koarynmorpamme- AYTB- 36.60 cex (N 25.1-34.7),
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ITK no Keuky- 46,12% (N 76-128), MHO-1,6, ¢ubpunoren- 1,9 (N 2,03-4,72). Takum
006pa3oM, NpM MOCTYIUICHUY, MM/ MeCTO IapIMa/bHBII JIaOOPAaTOPHBI CUHIPOM
IeYeHOYHO- K/IeTOYHON HeOCTaTOYHOCTH (IMI0aTbOyMIHEMNA, TUIIOXOIeCTepYHEMIA
6e3 runepOWIMpyOMHEeMUN ¥ LMUTOMUTUYECKOTO CUHAPOMA, IMIOPUOpUHOTeHEeMU,
BTOpPMYHAsA Koarylomarus (BbIpa)kKeHHas TUIIOKOATy/IALM:A)), M BbICOKME LUGPEI
MOYEBVHBI, KpPeaTMHUHA, COLPYXECTBEHHO ¢ HUSKUMM IOKasaTe/LIMM HaTpusd MU
Ka/msdA, 3aCTaBWIM 3a[f[yMaTbCAd O BO3MOXKHOM PasBUTUY (YHKIMOHA/IBHON IIOYEYHON
HEJIOCTAaTOYHOCTY Ha pOHEe JeKOMIIEHCHPOBAHHOTO IIIPPO3a MeYeH.

Janee npu obcnenoBanyy, B aHammaax Mouy: OAM npu HOCTYIUIEHUM- LIBET- CBET/IO/
JKE/IThIN, MYTHBIN, KOnu4ecTBo- 70,0 ML, yienbubiii Bec- 1,004, mepexomHbIit 31 Te/i-
8-10k71 B 11/3p., /TeViK.-2-3 B 11/3p., 9pUTP. U3MEHEHHbIe- 3-4 B 11/3p., CIM3b B HEOOIBLIOM
KOJIMYeCTBe; B OMOXVIMMYECKOM aHaaM3e MOYM- CYTOYHBIA Amypes- 600Mi/cyTkm
(mocTymmao XMAKOCTV BMecTe ¢ MHQY3MOHHOI Tepammeii- 2.100mm), 6emok- 112,7
mr/cytku (N- 0-250), moyeBuHa-103,5 mmons/n (80-600), rmokosa-13,8 mr/cyrku (0-
350), ocMonApHOCTD- 543 MMonb/cyTkn (30-3.000), okcanarbl- 30,1 mr/cyTku (10-40).
COOTBETCTBEHHO, AMype3 COXPAHSICA B mpefenax 20 MJI/KI/CYyTKH, YTO TOBOPUT 06
OTCYTCTBUY MCTUHHOJ OJIUTYPUH; TAKOKe HeT IPOTeMHYPUM, 3HAUVIMOI JISMKOLUTYPUL,
reMaTypuu.

B moceBe MOKpPOTBI NOATBEP)K[H XPOHMYECKNII BBICEB CIHETHONHON ITaOYKI:
Pseudomonas aeruginosa- yMepeHHBINI POCT, ¢ YyBCTBUTeNbHOCTBbIO K Komucruwny,
Hetmnmuumny, To6pamunyny, Lledrasupumy.

ITo paHHBIM MHCTPYMEHTA/IbHBIX OOC/IeOBaHMIl: IIpM IIPOBELIEHUN Yy3M- OPraHOB
opromHoit monocty ¢ Y3JII' IOpTanbHOrO KpOBOTOKAa- OTMEYAKOTCA IIPU3HAKU
LOUPPOTNYECKOTO M3MEHEeHMA MapeHXVMBbI IeYeHN C CHMHPOMOM BHYTpPUIIEUYEHOUHON
MOPTa/NbHON TMIEPTEH3NN U aCHUTOM- IIeYeHb YBeIMYeHa, IepefiHe-3aJHIII pasMep
mpaBoil gomu 150 MM, neBoit o 66 MM. KoHTypwl OGyrpucrble, IapeHXuMa
HEO[HOPOJHAsA, TKNUCTAA, 9XOT€HHOCTb YMEPEHHO IOBBbILIeHa. BHyTpuIIe4eHOYHbIE
JKeTTYHbIe IPOTOKM He pacumpeHbl. Y3/I: OTTOK OT HmedyeHM 3aTpPyAHEH, KPOBOTOK
II0 BOPOTHON BeHe l7cM/cek, MO cene3eHOYHOU -l4cm/cex. HauanbHble mpum3Hakm
BHYTPUIIEYEHOYHO! IIOpTaJbHOM IuiepTeHsunu. CBoOOmHAA XUAKOCTb: B IIPaBOM
JaTepasbHOM KaHajle 10MM, B 71€BOM -23MM, B IIOJIOCTY MajIOTo Ta3a 50MiL.

[Mouku pacronoxxeHsl 060br4noO: IIpaBass 111x57 (19) mm. JleBass 118x51 (19) mMm.
Koutypst  posHble. [lapenxmma nuddepennmpoBka ocnabneHa. IXOreHHOCTb
HOBBIIIeHA (OTEYHOCTD). YallleYHO — JIOXaHOYHBIN KOMIUIEKC He pacIlypeH.

ITpy RyIIeKCHOM MCCeOBaHMU IIOYeK, OOHApy>KeHbl IPU3HAaKM runonepdysuu
IIOYEYHOI TKaHM- KPOBOTOK Ha ITOYEYHBIX apTepuaAx: cmpasBa 105/27 cm/cex, RI0,72.
cnepal12x/25 RI 0,76, Backynspm3anys B MOAKAIICY/IbHBIX OTAENaX He ONpemenaeTcs,
Ha YpOBHE apKaJHBIX COCY[0B HepaBHOMEPHO cHIDKeHa, RI 0.6. Ha ypoBHe HO/EBBIX
cocynoB 4erkasa RI 0,65.

Ha ocHOBaHUM IIpOBENEHHOrO AYIUIEKCHOTO ¥ y3-O0C/IefOBaHNA, MOXXHO TOBOPUTD
0 pasBuTMM Yy peOeHKa LMPKYIATOpHOU Hedpomatum, T.e. IpepeHanbHoit OITH
(HapsARy ¢ APYrMMM BBIIICNICPEYNCICHHBIMY KIMHNMKO-Ta00paTOPHBIMI IpU3HAKAMI),
pasBMBIIENCA B Ppe3yabTaTe TIeMOAMHAMMIYECKMX HAPYLIIEHUN, XapaKTepHBIX [iA
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TSDKETOTO TeYeHUs] CUHAPOMa IOPTaabHOI TMIEPTEH3UM C acUUTOM U (HEeHOMEHOM
CIUTaHXHMYeCKOI1 Ba30oAMIATal[y OHOBPEMEHHO B IIOYEYHOI runomnepysueit.

Ha Rg-rpadum opraHoB IpygHON KJIETKM IIpU HNOCTYIUICHUM KapTMHA, XapaKTepHas
IS TSDKENIOTO OPOHXUTUYECKM-ITHEBMOHMYeCKOro obocTpennsa MB: JIérkue B3pyTHI,
II0 BCeM JI€TOYHBIM MOIAM C/IMBAKOIUecs OYaroBOIOAOOHble TeHW, OoJblle B
6a3ajbHOMEMANIBHBIX CerMeHTaX o0oMX NErKuxwo. JlerouHble IOA HEOAMHAKOBO
MPO3PaYHOCTU ,YMEHbBIUEHBI CpefHAA MONMA U A3bIYKOBbIE CETMEHTBI, CHIDKEHa UX
nHeBMaTy3auuA. HopMmanbHbBI NI€TOYHBIA PUCYHOK He oOnpefiendercsa. JIerodHsbi
PUCYHOK oboraiméH u peopMUpOBaH B BEPXHUX AONAX ¥ Oas3aJbHOMENUAIbHBIX
CerMeHTax 00oux JIETKUX 3a CY6T CPOPMUPOBAHHBIX OPOHXO3KTA30B ,JONIBKOBBIX
B3JyTUIT , THeBMO(uOpo3a. KopHu 6eccTpyKTypHBI, pacliypeHsl, YIIOTHEHbI, PUCYHOK
ux 06oraéH ,ieopMUpPOBaH ,3aTeMHEHBI IPOCBETHI OpOHXOB. . KocTanpHas miespa He
M3MEHEeHa ,YIVIOTHEHa MeXJo/eBas IUleBpa crlpaBa. IleBpanbHble CUHYCBI 3allasHBbI.
Huadparma ¢ gyeTKVMM, POBHBIMU KOHTYpaMH, KYIIO/IBI YIUIOLeHbl, ckoueHbl. DXO-KI
B IVHAMMKE OT NpeAbIAYIIeil TOCIUTANN3ALNN YBEIUYNIOCh CpefiHee faBeHne B JIA
(Cp.n. BJIA - 26 MM pr.cT) 1 pa3mep oboux npenceppuit (JIIT - 30 mm IIIT - 30x32 mm).

YuuTeiBas Hanu4ye TSDHKEION MOMOPraHHOM HMAaTONMOTUY, KOIIETHanbHO pe6eHoK Obut
pacijeHeH KaK MalMenT C TSHKENbIM 000CTpeHreM 6pOHX0-1eroqHoro mpouecca, [1H 2-3
(xponmueckuii BoiceB Pseudomonas aeruginosa); XpoHM4YecKUM CYOKOMIEHCUPOBaHHBIM
JIETOYHBIM CepALleM, JIETOYHOJ TIMIepTeH3Mel; MYKOBMCIV/03-aCCOIMIPOBAHHBIM
LVPPO30M II€4eHV B CTafuy [eKOMIEHCAlMM C CHHAPOMOM BHYTpPUIIEUEHOYHOI
MMOPTA/NbHOI IUIIepTeH3UM (aCUMT), M Pa3BUTUEM OCIOKHEHUS- TelaTOpPEHaTbHOTO
cuHpoMa  (BBICOKVe IV(PB MOYEeBMHBI M KpeaTmHuHa > 130,0 mmonb/n (406,0
MMOJIb/11), Ha (POHE HETIOMTHOTO CMH/IPOMA [TeYeHOYHO-K/IETOYHOI HEOCTATOYHOCTH, B
COYeTaHMM C TMIOHaTpueMuent nerkoit ctenenn (129,0 Mmmorb/n), runokanuemueii (3,10
MMOJIb/TT), ONUTYpUeli 6e3 IPOTEeMHYPUU M TeMaTypuy; Y3Ar- MpU3HAKaMU IIOYeYHON
runonepdysum, HOpTaJIbHON TUIIEPTEH3UN, M YIbTPACOHOIpapUIeCKUMY  IpU3HAKAMU
LMppOo3a IeveHy ¥ HaIn4ysi aclinTa. )

r]/HIOKa]H/IeM]/IH, HE yKHaI[bIBaIOHIa}ICH B KpUTEpUN HU TE€NATO-PE€HAIBHOTO CUHAPOMA,
HI prI‘I/IX BUIOB TIOYEeYHO HEeJOCTAaTO4YHOCTU, O6’bﬂCH}IeTCH XapaKTE€pHbIMI I
MYKOBI/ICI_U/I}IOSa INIEKTPOINTHBIMN HapyIHeHI/IHMI/I IIpu- TakK Ha3bIBaeMO! COJIb-
tepsitomieit  ¢dopme  kmcrosHoro ¢ubposa (cuuppom IlceBmo- bBaprrepa) [22],
IIPOABJIAIOIIETOCA HOTepeI?[ Kanmns, ¥ 9aCTO TAKXKE XJIOPUI-MIOHOB HAaTPUA C Pa3BUTNEM
ankano3a, Ha (oHe oOOCTpeHMsSI OPOHXO-TE€TOYHONM IATONOTUM, CAMOCTOSITEIbHON
OTMECHBI Kam/lﬁ{c6epera}0umx IU/IypeTI/IKOB, He[f[OCTaTO‘IHOI?[ 9K30Te€HHON KOMITI€eHCa N
COJIENA.

B cooTBeTCTBUM C peKOMEHAALMAMII II0 JIEIEHMIO TeIIaTO-PEHAIBHOTO CUHAPOMA, Oblia
IpoBefieHa MHQY3MOHHAA Tepamys Ipenaparamu anbbymmHa, C3II - ampbymmu 5%
200,0- Ne5. C3II- 300,0- Ne4 B/B KamenbHO + guypeTndecKas Tepanus B Bupe Jlasukca
(Oypocemup) 40,0 Mr-Ne5 B/B MefyIeHHO O0/IOCHO, per 0s- CIIMPOHOTAKTOH 50 MI/CYTKI,
Ha q)OHe KOppEeKUNM 3/IEKTPONNTHBIX HapyHIeHI/H/UI HyTeM BBEIIEHNA COIEBBIX PaCTBOPOB-
KCl 4% 40,0 Ha pacTBOpe I/I0K03BI 5% 200,0- Ne7.
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Taxoke, y4uThIBasA COYeTAHHYIO IIATOIOTMIO, IIPOBOAM/IACH MaCCUBHAA KOMOVMHIPOBaHHAA
a/6 Tepamus [O3MPOBKaMM, peKOMEeHIOBaHHBIMI /s HanueHToB ¢ MB- Iedrasupnm
6r/cytkn + Metparun 750 mr/cytku- Nel6 B xombunanuy ¢ Ilunpodnokcanyaom 750
MI/CYTKH per 0s, MHrasnuoHHbM To6pamuipaom (Bpamuto6 300 mr/2p/cyTkm).

Dbbita ycwieHa remaTonpoTekTopHasd Tepamus- lentpan (AmemeronuH) 800,0- B/B
Kane/lbHO + Ypcodainbk u3 pacdera 30 MI/Kr/cyTKu per os- 750 MI/CyTKuL.
Merabonudeckas tepanusi- L-xapantud 10,0, ITananrns, KKB B/B kanensHo.

Ha ¢oHe npoBoayuMoro nedeHns, Majab4uK IIPORO/DKAI MIONTy4YaTh 0A3UCHYIO Tepaluio,
HeoOxouMyo HanmeHTaM ¢ MB, a Taioke, paHee HasHadeHHble HepopanbHble IKC
QIBTepHYPYIOIIUM KYpCOM, OpOHXONMMUTUYECKYIO, MHTalALUoHHYI Tepammio (Kpeon
10.000E]] -20 xamc/cyt. ALILT 600 mr/cyTkn. Atakang 2 mr B 19:00. IIpegansonon 12
mr/4yepe3 peHb. VMuramauuu O2. Ilympmosum, NaCl 3%. Ilynemuxopr + bBepopyar,
KIMHEe3MOTepaIsl).

Hike npuBeeHa fuHaMuKa HOpMann3anuy 1abopaToOpHbIX IOKas3arenell (KpeaTnHuHa,
MOYEeBVHBI, a/IbOYMIHA, 9IeKTPOINTOB) Ha ¢oHe mpoBopmmoro nedenus (Puc. 1, 2).
IMTocnemHue cTONOMKY B AUarpaMMax, JaloT IpefcTaBIeHle O IOBTOPHOM HOCTYIJIeHUN
pebenka B centsibpe 2016 ropa.

406,7

311,94 325
[

| 106,98
— 1 70,99
19,8 1
: 17,9 ] 24,3
“33 - = 20 @ 89 7l I =
= —» 21 == 3k 3 42 " KpeaTuHuH
26.04.16r- 4 04.16r. - o r / Mosesuta
3004.06r oo /" Anb6ymun
06.05.16r.
07.09.16r.

Pucynok 1. [Junammka 6MOXMMIYeCKMX [TOKasaresieil Ha oHe IPOBOAUMOIL TepaInm
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CK+ [MMmOABb/A 3,5-5,5]
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Pucynoxk 2. [Junamnka nokasateneit Kamusa u Harpusa Ha ¢poHe IpoBOAMMOTo edeHNA:

Ha ¢one nposopumoit MaccuBHOI a/6, B/B MH(Y3MOHHOI TePAIIN —COCTOSHUE MaTbIMKa
C YeTKOJl IIO/IOKUTENbHON [VHAMMUKON B BMUJE YAYYLIEHUSA KIMHUYECKOTO CTaTyca,
TMabopaTOPHBIX IIOKa3aTeselt (uypes Ha 5-6 CyTKM IIPOBOMMON TePAIUM YBETUINUICA IO
1.700 m1/cyTKu, Ipy OTMEHE ANy PETUYECKOI TePaIny, Ha 511 IeHb JiedeHN s, COXPaHANCA
amekBatHbIM  (1.500-1.900M1/cyTKM); OTMedaeTcsi abCOMIOTHAs  HOpMaIM3aLusa
IOKas3aTe/eil MOUYeBMHBI M KpeaTMHMHA [ puc. 1]; Taxoke KOppeKIMsA 37MeKTPOTUTHBIX
HapyueHuit [puc. 2], yaydlueHue ob1iero caMouyBcTBUs pebeHKa (yBenndeHue Sat o
95-96% 6e3 poTtanuyu O2, Mcue3sHOBEHNUE ORBILIKY, YMEHbLICHNs KOINYeCTBA XPUIIOB B
JIETKMX, yTy4lIeHne 6pOHXO-TeTOYHOTO IpeHaXka B BUJe OTXOKIEHMA CBET/ION HeTyCTOl
MOKpOTBI B GOJIbIIIOM KOTNMYECTBe; YMEHbIIEHN MPU3HAKOB aClUTa, BOCCTAHOBICHUSA
IIOYeYHOr0 KPOBOTOKA IT0 JAHHBIM KOHTPOJIBHOTO y3-UCCIE0BAHNS OPTaHOB OPIONTHON
IOJIOCTH).

PeGeHOK KOHCYIBTMPOBaH TpPaHCIUIAHTONIOTOM, pEKOMEHIOBaHa I  IIOKasaHa
TpaHCIUIAaHTauys IedeHM oT >kmBoro poHopa (TIDKI), npm wHammumm HLA-
copMecTuMocTy (oueHKa mo mkane Yaitnp-Ilsto >9 6ammoB -xmacc C); yumuTbIBas
TEeKOMIIEHCHMPOBaHHbIN HUPPO3 Me4€HM, pa3BUTHE TENATOPEHATBHOIO CMHPOMA.

Ha momenT Bhimmcky (Manbumk kommeHcuposal 1o KIIC, crabumen, camModyBcTBIe
COXPAHANIOCh YOBIE€TBOPUTENbHBIM, OTIYIEH HOMOI Ha 3 MecAlja C pEKOMEHAlAMMI
TI0 YCU/IEHUIO TeITaTOPOTeKTOPHON Tepanuy (BBINMCAH Ha crnefylomeit tepamm: YIXK
750 mr/cytku, lentpan (AgemernonuH) 800 mr/cyTku, Bepoummupon (CnupoHONTaKTOH)
50 mr/cyTky, Bukacon 15 Mr/cyTku, TakKe Tepanus, HallpaB/leHHasA Ha IPOQUIAKTUKY
IeyeHoYHoIt sHIedanonaryy (Pudaxcummu 200 Mr/4p/cyTkn Kypcamu mo 14-20 gHeir,
gepenys ¢ L-opunutun-acaprarom, JlakTynosoii + 6asucHas tepanus MB, Ilpenuusonon
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12 mr/depes nenb+ IlaHaHTMH+ IIpeIapaThl KaIbIys).

ITp IOBTOpPHOM, KOHTPOJIBHOM IIOCTYIUIEHMM depe3 3 MecAna (ceHTAOpp 2016)-
COCTOSIHME TIalieHTa OBbUIO paclieHeHO KaK CTaOWIbHOe, TsKeIoe IO OCHOBHOMY
3a00J1eBaHMIO (B ME>XTOCIIVTA/IbHBII IIEPUOJ, HAXOMVJICA Ha PeKOMEH/IOBaHHOI Tepanmnuy,
COCTOSIHME COXPaHATIOCh CTAOMIBHBIM, 0e3 YXYAIIeHNU, CAMOYYBCTBYE BBIPAXKEHO He
CTpajano).

ITpy KOHTPOIBLHOM OOCHIefOBaHNM- OMOXMMUYECKMe IIOKa3aTe/ B IpefenaX HOPMBI
(or 19.09.16: ampbymmu-39,00 r/n, ModueBMHa- 3,5 MMOJB/N, KpeaTMHMH- 24,34
MKMOJb//T, Kamuit- 5,00 MMOnb/m, HaTpuil Monib/n-136,6; oTMedanach HelpsaMas
runepbunupyousemnss —obwmit  6unnpy6mn-13.30 mkmonb/n, Hempsimoit- 11,40
MKMOJIb/JI, KaK IIPOsIBJIEH}E TellaTOHeIPecCUBHOIO CHHAPOMA.

OAM, 6moxmmmyeckuil aHanus Moun- 6e3 maronoru. Ilo pesynbraram Y3U u Y3[T
HOPTA/IbHOV CHCTEMBbI M IOYEYHBIX COCY/I0B: COXPAHAIOTCS IPU3HAKY BHY TPUIIEYeHOYHO
[OPTa/IbHOM TUIIEPTEH3UM, MUHMMAJIBHBI aCUNT; IIOYKM- 0e3 IaTOMOTMYeCKUX
M3MEHEeHUI IapeHXVIMBI ¥ KPOBOTOKA.

3akodeHye. YUuThIBasA pefikyro BcTpedaeMocTb I'PC B 1e1oM, 1 0co6eHHO cpeny ieTelt
C VPPO30M IIeYeHM Pa3IMIHO STUONIOTUY, B TOM YMCIIe IIPY MYKOBUCLIUAO3€, HAHHDII
KIMHUYeCKMIT CITy4ail ABIAETCA IPUMEPOM YCIELIHOIO MeAMKAMEHTO3HOTO JIe4eHMs
pebeHKa mpy OBICTPOM NPOrpeccUpOBaHUY (QYHKIVIOHATBHON ITOYeYHOI ITaTONIOTVM.
ITpu aTtoM 6bUI MONYyYeH OBICTPBIA M XOpoIMii 3GQeKT OT Tepaluy anbOYMMHOM.
B karamHe3e oTMedaeTcsi G/aronpusiTHOE CTAabMIbHOE TedeHye 3ab0/IeBaHMs MOCTIE
paspelleHN A rellaTOpeHaIbHOTO CUHAPOMA, IIPEAIIONOKUTE/IbHO BTOPOro TuIla. Beeenue
npernaparoB, mnosbimatomux OIIK, orpaHnYeHHOe KpaTKOCPOYHOE NCIIO/Nb30BaHUE
AUYPETUKOB, OTKA3 OT IIPYIMEHeHNs Ba3OAMIATaTOPOB, B YaCTHOCTU DYPUIINMHA), Hal
BO3MOXXHOCTb CTa0MIM3UPOBATh COCTOSAHME pebOeHKa, NPaKTUIecKy HOPMalu30BaTh
nabopaTopHble IIOKa3aTe/IN U IIOCTaBUTDb B 04epefb Ha TPAHCIIAHTALIMIO IIeYeHN.
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KJIMHNYECKUI CTTYYAU ITO3THEN TUATHOCTUKU
MYKOBVICIIMTO3A.

A.A. IbsaykoBa,
@IBOY BO «MTI'Y um. H.I1.Ozapesa», Pecny6nuxa Mopoosus 2. Capanck, Poccus

Pestome. JIaHHBIN KIVHIYECKNIT CITyqall AEMOHCTPUPYET COXPAHSIONECs IPOOIeMbl B
AVaTHOCTMKE MYKOBMCIV/[03a Y MAIMIEHTOB cTapiue 18 jIeT ¢ OTHOCUTENbHO «MATKIIM»
TeyeHVeM 3a00JIeBaHNsI, HECMOTPSI Ha OYEBU/JHOCTh U KJIACCUYECKOe TeueHye 60ne3Hn
U €€ OCTIO>XKHEHUI.

Beemenme. MyxkoBucunpos (MB) - opHo u3 Hambonmee pacIpOCTpaHEHHBIX
HAC/IE[CTBEHHBIX 3a00/I€BAHNUIT, YaCTO MMEIOINI HeOMaronpusTHbI IporHo3. Panee
MB cuutanu neguarprdeckoil mpobmemoi. B HacTosiiee BpeMs B €ro musydeHue
BOBJIEYEHO GOJIBIIOE YMCIO CHENUaIMCTOB pasHoro mpodwas. Ecmum B 50-x romax
mpouytoro cronerus 6onee 60% 6ompHBIXx MB yMupanu B Bo3pacTe 0 OFHOTO roOfa, TO
ceityac 6ormee 50% HabIOKaeMbIX B Pa3BUTHIX CTPAHaX IIAL[MEHTOB CTapllie BOCEMHA/IIATI
ner.[1]  3HaunMTenpHO yBeMMYMIOCH OOIiee 4MCIO GOMBHBIX HE TONBKO Oaromapst
BHEIPEHMIO TOMKOMIIOHEHTHOM MENVIKAMEHTO3HOM ¥ HEeMEIVKAMEHTO3HOM TEepPaIV,
HO ¥ Y/Iy4LIEHNIO AVAarHOCTVMKI JAaHHOTO 3aborneBaHust. XOTs IOPOI 3HAHME Y Bpadel-
TepaleBTOB O MYKOBMCIVI/IO3€ OCTAeTCA HEBBICOKVMM I ABHBIN [JMAarHO3 CKPbIBAETCA 32
MHO>XeCTBOM JIPYTVIX IMarHO30B, YTO HAILATHO AeMOHCTpuUpyeT ucropus 6onesnu IIBJI.
Kmuanmyeckuit  cmydaii. BrepBele B Hame jedeOHOe yYpexJeHue oOpaTmics
pasHOsIIOBHIT 6par-61m3Her; manyenta B 2007 Tofy, IO PeKOMEHAALMN XXeHbI Opara,
KOTOpast paboTaeT neguarpoM. [maBHOI kamo60ii, ¢ KOTOPOit 0O6paTMIICS K HaM MAI[MEHT,
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OblTa xanmob6a Ha 6e3neTHOCTDb, APYTUX >Kajob OH He IPefbAB/LAL. B TOT MOMeHT
IIPOBECTM TeHeTN4IecKoe 0bcIefjloBaHMe He NPEeACTaB/IsAIOCh BO3SMOXKHBIM, a OT IPYIUX
00cyeoBaHMiT My>K4MHa OTKa3aICA.

ITo npomectsuu 8 net, B 20151, 10 HACTOSTHMIO JKeHBI, o6patuics cam [1BJ1, 03.02.1968r.p,
>kuTensb I. KoBbikyHo, Pecriybnuka Mopnosus, ¢ kanob6amy Ha Kallle/b, ¢ OTXOKeHIeM
IIJIOXO OTAENAEMON CAM3UCTO-THOMHON BA3SKOM MOKPOTBI, KPOBOXApKaHbE, «CBUCTBI»
U «XpUIIbI» B TPYRHON KJIeTKe, ORBILIKY IIPY He3Ha4MTeIbHON (MU3NIecKoll Harpyske,
KUAKUI CTyn 2-3 pasa B JieHb, 0e3 IIpuMecell YaCTUYHO HeIlepeBapeHHON IIMIIN,
nepyuomyyecKye TAHyIMe 60mM B IIpaBoM IofpeOepbe M OKOJIONYIIOYHON 06macTy,
TOJIOBHBIe OO/, CHIDKeHMe 3peHs, mofgbeM AJl o 180/100 MM.pT.CT., TOIOBOKpYXKeHe,
CYXOCTb BO PTY.

VI3 aHaMHe3a >XU3HY M3BECTHO, YTO B CeMbe OpaTbeB MMENINCh CMEPTU HAeTel OT
OpOHXO0-JIerouHol maronorun (6par ymep B 3 Mecsna, cecTpa B 12 IeT OT AbIXaTe/IbHOM
HegocTarouHocTn). Y IIBJI nmeeTcs 30poBbIii ChiH 18 r1eT.

V3 aHamHe3a 3abo0neBaHNA: CO C/IOB OO/NBHOTO, B NETCTBE OH OTCTaBaJl OT CBOMX
CBEPCTHUKOB B (U3NYECKOM pPasBUTHUM, C PaHHETO HETCTBA CTpajaeT XPOHUYECKUM
THOVHBIM OpOHXVTOM, KOTOPBII COIpPOBOXJAJACA KalIeM C IUIOXO OT/e/sgeMOil
MOKpPOTOJ1, TaKXe OTMeYajach IIOJMIIO3HAsA PUHOCHMHycomatyus (ObIIO HECKOIbKO
HO/INIIDKTOMUIT). AMOYIaTOPHO HEOJHOKpAaTHO obpalmjaicad K IIYJIbMOHOJIOLY IIO
HOBORY 000CTpeHMsI THOIHOIO XpoHudeckoro 6ponxuta. Ha ocHoBanyum pannbix KT-
JIETKUX OBUIM AMarHOCTMPOBAHBI ABYXCTOPOHHME LVMIMHApPUYECKNe OPOHXO09KTa3bl. B
TOCINTAIN3aLuY OOJIBHOMY BCeTfIa OTKa3bIBa/IOCh. Tak >ke C paHHEeTo IeTCTBA y alyieHTa
Ipo6/IeMBI CO CTY/IOM: YacTBIil IVI0X0 0(GOPMIIeHHBI cTyl. B 10 jeT auarHocTupoBan
XPOHMYECKUII XONMEUICTUT 1 sA3BeHHas 0one3Hb >xenyaka. C 2000 roga cocTouT Ha
ydere ¢ puarHosoMm «CaxapHpli guaber, I Tum, TsDxenoe tedeHue. dmabeTndeckas
sHuedanonatysa». [lo faHHOMY 3a60/IeBaHUIO TONTYYN/I MHBAIMTHOCTD U HabIOaeTcs
SH/IOKPMHOJ/IOTOM.

ITpu 06BeKTUBHOM OOC/IEIOBAHUN: COCTOSHME ONVDKe K YHOBIETBOPUTENIbHOMY. PocT
185 cM, Bec 63 kxr. CosHaHUe ACHOE, KOXKHbIe IIOKPOBHI O71efHble. SI3bIK 067I0)KeH OerbIM
HasieroM. QajlaHIV KMUCTell HAIOMUHAIOT 6apabaHHble aJIOYKM, HOITY B BJJIe YaCOBBIX
crexon. IlluroBupHas >kenesa o6bIYHOrO pasMepa u Qopmsl, JIumparndeckye ys3ibl
He YBelM4eHbI, 0e300/le3HeHHble IpM Najbnauuy. HeBpomormyeckyx HapyLIeHWI
He oOHapyxeHo. IpynHas kierka 6oukooOpasHasd, oOe e€ IIOJIOBMHBI PaBHOMEPHO
YyYacTBYIOT B aKkTe pbIxaHuA. [Ipu mnampmanuy rpygHas KieTka 6e300/1e3HeHHa.
ITepkyTOpHO — 3BYK KOpOOOYHBIN. AyCKY/IbTAaTMBHO — AbIXaHUe ocnabneHo. ITo BceM
JIETOYHBIM IIO/IAM BBICTYIIMBAIOTCA IIyxme cBuUCTAmme xpumbl. Y1 20 B moxoe.
Iparnubl cepaua cMereHs! B1eBo Ha 1,5-2 cm.CepmedHble TOHBI IPUITyLIEHBI. PuTMm
npaswabHbI. YCC 110. AJl 140/90 MM.pT.cT. JKMBOT MATKWIL, 9yBCTBUTE/IbHBIN B IPABOM
nozipebepbe ¥ OKOJIOIYIIOYHOI 06acT. I[ledeHb He BBICTYIAET U3 IIOJ pebepHOI JyTH.
ITepudepuueckux OTEKOB HeT.

ITanmenTy Ha anmapate Nanodact gBak/pl OBUI BBIIOTHEH NOTOBBIN TECT — IIOTOBBII
TeCT MOTIOKNTeNbHbIN 107, 114 Monb/m1.

Crounpomerpust: @IKEJI-76%, ODPB1- 56%, ODPB1/DIKEI - 68%.

®ekanbHas snactasza < 100MKr.

IIBJI u ero cembe (>keHe, CBIHY, pasHOANIIOBOMY Opary-OnusHely) B jaboparopun

_14-

XIII Hayuonanvhwlil Konepecc ¢ MeXcoyHapoOHbimM yuacmuem
«MHHOBALIMOHHDIE IOCTHI)KEHHUA B JUATHOCTUKE U TEPAITHU MYKOBHCILIHIO3A»

[IPEHATA/NbHOM [UATHOCTUKY HAC/IENCTBEHHBIX OOJIe3Heil MHCTUTYTa aKyLIepCTBa
n ruHekonormy uM J.O. OTTA O6bUI0 IpOBEefeHO MOJIEKY/LIPHO-TeHeTUYeCKoe
JICCTIEfOBAHNME Ha HOCUTENIbCTBO MYTALMM B TeHEe TPAHCMEMOPAHHOTO PEry/IsTOPHOIO
OefKa MYKOBNCLVIO3a. BBIIO yCTaHOB/IEHO, YTO CHIH M Opar sBIAIOTCA HOCUTETSAMMU
CFTR dele2,3(21kb). A y camoro manueHnta ObUmM BbLiBIeHBl aBe Myranum: CFTR
dele2,3(21kb) 1 3849 + 10kbC>T.

[Tocne mpoBemeHUs] TEHETMYECKOTO OOCIENOBAHNMSA, TMALMEHT OT [abHENIIero
HaO/IIOeHsA OTKA3a/ICs.

BeiBoppl. XapakTepHble CYMITOMBI MyKOBMCIV/I032 Y IAIMEHTA IIOSIBIUINCH B PAaHHEM
merckoM Bospacre. OgHAKO B Te€YeHME MHOTUX JIET Bpadyl, K KOTOPBIM OOpaIfaics
[IAL[MEeHT, He 3aIOfO3pWIM AMATHO3a «MYKOBUCIMZO3». JmarHos ¢axTmdeckn Obu1
ITOCTABJIEH YKEHON MAI[MEeHTa, KOTOpas sABJSETCs HequarpoM. BonbHOI HMKOTHA He
IIPOXOAMII IIOJTHOTO 06C/IeOBaHNs 1 He MOMydas afieKBaTtHoil Tepanuu. Kpome Toro, B
[AQHHOM C/Tyd4ae HEBO3MOXKHO OBIIO IIPEIOMUTH HefoBepue OONBHOIO «K MERUIIVHE»,
BCTaTb HA YYeT M HAYATh [IOJIYYaTh IIATOT€HETIIECKOe IeIeHIe.

1.Mykoucuupos. Ilom pepmakumeit H.M.Kampanosa, H.JO.Kammpckoir. -M.:. UJ
«MepnpakTuka -M»,2014,672 c.

PS. xouercs BbIpasuth OnarogapHocTh MM4HO VIBameHko TarbsHe DpyapHoBHe, 3a
IIOMOIIb B IIPOBEJEHUY TeHeTUIeCKOro 00C/IeIOBaHNA JaHHOTO MAIMeHTa.

CIIYYAM MTO3THEV IUATHOCTUKM MYKOBUCIIMIO3A Y

IIOJIPOCTKOB C INMPPO30OM IIEYEHM.
Boponxkosa A.I0., Kexkaiire E.K.
@DI'BHY «Meouko-zenemuueckuii HAyuHvlli UeHmp»

AxTtyanbpHOCTh Tpo6neMbl. HacToTa IOpakeHMsA IledeHU IIpU MyKoBucuupose (MB)
BapbupyeT oT 3 no 48 %, nmpu sToM Luppo3 Habmopaerca y 2,9 -10,8 % OONbHBIX.
(European Cystic Fibrosis Society Patient Registry, 2011). Ilo gaHHBIM eBpOIEIICKOIO
perucrpa OOIBHBIX MYKOBUCIU/I030M LYIPPO3 IIe4eHM CTOUT Ha TPeTbeM MecCTe IOCIIe
OPOHXOJIETOYHBIX ¥ MOCTTPAHCIVIAHTAIMOHHBIX OC/IOKHEHMI, KaK IPUYMH CMEpPTU
IIpU JaHHOM 3aboseBaHuu. Y 1,5% HalMeHTOB IOpakeHMe NedeHN ABJIATCA HMepPBBIM
KIVMHNYECKMM CUMOTOMOM MB; ¥IMeHHO I03TOMY B AMAarHOCTMYECKWII aATOPUTM NP
LVppo3e IeYeHN HEsACHON ITHONOIMM PEKOMEHAYeTCS BKIIYaTh ITOTOBBIN TeCT IJIA
ucknoderns MB.

B mnHamer crtpaHe (mo pmaHHBIM permctpa 2015 roma, http://mukoviscidoz.org/
mukovistsidoz-v-rossii.html) qacTora nupposa ¢ nopTaapHOI rUIEPTEH3NEN COCTaBIUIA
cpeny metelt 3%, y B3pOCbIX -5,2%. ITo JaHHBIM peructpa 60/IbHBIX MyKOBUCIIMI030M
Mockser 1 MockoBckoit o6mactu 2015 rofa 4acToTa uppo3a coctaBuia okomno 7,2% (27
4eJIOBeK) OT 00IIero KojamdecTsa geteil. /I3 HuX mopTanbHas IUIepTeH3N UMela MeCTO
y 15 nanuenTos (55%).

B knuHMYeCKoit MpakTuKe Mbl HaOmofaeM 2 MOAPOCTKOB C MO3[HEN JMArHOCTUKON
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MYKOBWCL[I/I03a C IOMVHUPOBAaHNEM CHMIITOMOB NOPaKeHMA IEeYeHU C MCXOHOM B
LVppO3, IMpUBEAIIee B OJHOM Clyyae K IPOBENEHMIO TPAHCIUIAHTAUM IIeYeHM [0
AMATHOCTUKY MyKoBUcIMAo3a. Llenpio faHHON NyOmuKaumy sBIAeTCA OOpaTUTh
BHUMaHJe Bpayell Ha HeOOXOMMOCTDb BKIIIOYEHMS B aITOPUTM 0OC/IeoBaHme JieTell ¢
HOpaXKeHVeM Ile4eH) HesACHOI STUOJIOTUMY - 00C/IefjloBaHye Ha MyKOBUCIIMTO3.
Kmuanyeckwit cny4air 1. Poputenu pebenka B. BmepBble ob6paTmiach B TOPOJCKOI
CTallIOHAp B BO3pacTe 7 JIeT B CBA3Y C yBeIMYEHNEM IIEUYeHN U Cee3eHKM, 3allopaMIu.
V3 anamHe3a BBIACHEHO, YTO C POX/IEHUA OTMEYA/NOCh yBeNM4YeHME >KMBOTA, JaCThIi
JKUPHBI CTyNI, 4acTble OOCTPYKTMBHBIE OPOHXMTBI, C 1 Trofja BbINafieHVe IIPSAMOIL
kumku. [Tpy obcnemoBanuy BbIsIBIEHO HOBbIlIeHue TpaHcammuas - ACT-77 Ex./n (N
0-40), AJIT-95 En./n (N 0-40)), menounoit pocdaTassl, yBemndeHue neveHu 1o +4 cu,
Ce/le3eHKM +5¢M, 1o JaHHBIM Y31 ObU1 BbLABIeH Huppo3 nedenn. 1o nanusiM OIITIC
BapUKO3HOe pacumpeHne BeH mumesoga. Ha KT opraHoB OpromHOi IOMOCTH C
KOHTPaCTUpPOBaHVeM BBLABJ/ICHDI T'elIaTOCIVIEHOMeTamus, AU y3Hble U3MeHeHM s IIeYeHN
(IMppo3) M IOIKETYHOYHON >Kele3bl, NPU3HAKM IIOPTAJbHON I'MIEpTeH3UM. bbuin
VICKJIIOYEeHbI BUPYCHBIE TenaTuThl, 60ne3Hb Tome. Ha ocHOBaHVM JaHHBIX 00C/IeOBaHNIA
AvarHocTupoBaH LIppo3 neyeHn KpUNITOTE€HHDIN, MUHVMA/IbHON CTETIeH aKTMBHOCTIL.
JucKuHe3NsA >XKeMYHBIX IIyTeil. BTopudyHbIe WM3MEHEHMA MOMKeTYJOYHON JKele3bl.
Toxcnyeckas sHLe¢anonaTys.

B Bo3pacre 8 net o6¢cnegoBanacs B HUY TpancmranTonorun um. lllymakoBa ¢ ;uarHo3om
KpuritoreHHbIl IMPpO3 ITEUSHN C CMHPOMaMI IOPTAIbHON IMIIEPTEH3UY 1 IeYEHOUHO-
KJIeTOYHO HefloCTaTOYHOCTH. [Tpu 1abopaTOpHBIX MCCIef0BaHNAX BBIABICHO CHIDKEHIE
TpoMbouuToB 1o 77 * 109/, neiikouutos fo 3,1 * 109/1, xonecrepuna 1o 3,1MMOB\I,
I[ITU 72%. YBenuuyeHne medeHu + 6 cM. BbIo OPUMHATO pelleHre O HEOOXOAMMOCTHU
HepecajKy nedeHn. B kasectse oHopa 61 06CIEROBAH OTELL.

B Bospacre 9 neT nposefeHa opToTONNYECKasA TPaHCIIAHTALMA JIEBOI JOMK MEeYEeHN OT
>KMBOTO POJCTBEHHOTO JOHOPa. B moc/eonepanionHOM nepuoyie Ha 14 cyTKM pa3Buiach
KapTyHa KMIIEYHOM HEIPOXOAVMOCTH, BBIIIOTHEHA PeNanapoTOMuA C MOCIENYIOLei
MHTYyOAaIMell TOHKON U TOICTOV KnIuky. OyHKIUA TpaHCIUIAHTaTa YAOB/IeTBOPUTE/IbHAS.
UYepes 2 roga B BospacTe 11 j1eT MosABUIOCH HapylLIeH)e HOCOBOTO JbIXaHM, IPOBENEHO
KT IITIH, BbIABIeH HOMUIO3HBIN NaHcuHycuT. C 12 jleT Hayan 6eCIOKOMTD Kallleyb
BJIAKHBIA C OTHENEeHMEM YMEPEHHOTO KONMYeCTBa THOMHOM MOKpPOTHL IloaBmmuch
YacThble MOFbeMbl TeMIlepaTypsl. [IpuMeHeH1e aHTNOAKTepUaTbHON M MYKOMTUTIIECKO
Tepanuy NPUHOCWIO KpaTKOBpeMeHHbII 3¢dekr. C 13 ner B IOceBaX MOKpPOTBI
BbIABJIEH pocT Ps. Aeruginosa u St. Aureus. ITpu 06cnefoBaHUM B ITy/IbMOHOIOTMYECKOM
OTZIeJIeHUM 3aIlOff03peH MYKOBMCLIMIO3, HallpaBjieHa Ha obcenoBaHye B Poccuiickuii
LEeHTp MyKoBucuuposa. Ha mepsuunom mpueme — Bospact 13 net. Bec - 45,5 k1, pocT
- 156 cm. IMT=18,72kr\M2. XKano6b!I Ha Kalllellb C THOHOJ MOKPOTOJI, 3aTpyHEHNe
HOCOBOTO pAbixaHus. Ilpym ocmoTpe obpamjanu BHuMaHue «bapabGaHHbBIE MaIOYKN»,
«JacoBBle CTEK/Ia», B HIDKHNUX OTAENaX JIETKMX BBICAYMIVMBAINCh CpefHEIy3blpyaThle
BJIa)KHBIE XPUIIbI, TOHBI CEPALIa IPUITYLIEHDI, AbIXaTe/TbHasA ApUTMUA, )KUBOT YBeMITIeH
B 00'beMe, He B3[yT, IedeHb BBICTYIIA/Ia U3-TI0f Kpas pebepHOIL yru Ha 1 cM, cene3eHka
He [TAJIBIIPOBANIACH, CTYI 5O 3-4 pa3 B CyTKY, 9113075l 607Ieil B )KUBOTE, 3aIIOPOB.
ITpoBeneHBI 2 MOTOBBIE IIPOOLL: IPOBOAMMOCTD ITOTA SKBUBa/IeHTHa 123, 1 130 MMOIB\1
NaCl, mccrenoBanue maHkpeatmdeckoil smacrasbl — 75 Mkr\r kama. Ha KT merkmx
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BBISIB/IEHBI C(OpMIPOBaHHBIe 6poHX09KTa3bl, KT IpuAaTOYHBIX MasyX HOCA - KNCTO3HO-
IIO/IMIIO3HOE pa3pacTaHye CIM3NUCTON 0O0I0UKM OCHOBHOJ IIa3yXU, BepXHEYeMI0CTHBIX
Iasyx ¢ 06eux CTOPOH, ¢ pacIpOCTpPaHEeHNEeM Ha HOCOBbIE XOJbI, SYEHKM pelleTdaToln
kocti. Ilo MaHHBIM CHOMPOMETPMM 3apPETMCTPMPOBAHO YMEPEHHO BbBIPa)KEHHOE
HapylleHue BeHTWIALMM JIeTKUX 110 06cTpyKkTuBHOMY Tiiry, FEV1 - 76-84%.

®yukyus  TpaHcilaHtata o gaHHeIM Y3V, KT u  mabopaTopHBIX FaHHBIX
VAOBIeTBOPUTEIbHAA.  [IMarHOCTMPOBAaH  MYKOBMCLMZI03, CMeIlaHHas  Qopma
(E84.8), tsxénoe teuyenme. lenotmm: del F508\del F508. Xponmdeckmii THOJHBII
OOCTPYKTVBHBII OPOHXUT, OpPOHXO09KTa3bl. XPOHNYECKUI ITOJIMIIO3HBI IAaHCUHYCUT.
XpoHndecKas MaHKpeaTndecKas HeOCTaTOYHOCTDb. COCTOSHME ITOCTIe OPTOTOIMNYECKOM
TPaHCIJIAaHTALMM JIEBOVL JOMIM ME€YEHN OT XKMBOTO POJCTBEHHOTO JOHOPA. XpOHMYeCKas
cTapWIOKOKKOBast MH(EKIVA, MHTEPMUTUPYIOLINI BBICEB CHETHOIHOI ITaIOYKIL.

C aroro BpeMeHU pebOeHOK HabIOfaeTcA PeryiApHO, IOIydaeT 0asUCHYI Tepaluio,
oOydYeHa MHTA/IALMOHHON Tepalyy, OpPeHaXxy, NofoOpaHa Ho3a IaHKpeaTM4ecKux
(depMeHTOB, Ha ()OHe Yero KynmupoBaIuch 601N B XKUBOTE, CTY/I CTAJI PETY/LAPHBIIL, 3aII0PbI
He MIOBTOPSUIVNCH. 3a JiBa Tofia HaOmoneHus npubasmia B Bece 12 kr. [lnarHocTupoBaHa
XpOHMYECKasi CHMHETHOVHas MHQEKIysA, MPOBOAUTCSI MOCTOSHHAS MHTASILVOHHAA U
BHYTpMBeHHas aHTHOaKTepuaabHas Tepanu. [lonydaeT 6asucHYIO Tepanuio.
Kmuanveckuit cmydait 2. Pebenox [I. Ilepuop HOBOpOXKHeHHOCTM 6e3 IaTo/IOrMy,
KMIIEYHOTO CUH[POMa He OTMeYanoch, PEeCHUpPAaTOPHBI CUHAPOM He BBIpaXKEH,
ITHEBMOHMIT He ObIIO, OpOHXMTHI pefKo. CUHIPOM ManbabcopOuuy B Byjie 3I0BOHHOTO
CTy/Ia TOSABM/ICA B LIKOTBHOM BO3pacTe P YBEIWYEHUM AOTALVM >KMPHONM NI
3aTspKHBIE PUMHUTH HOCTOSHHO. B 8 ner mpu Y3V BBIABIEHBI M3MEHEHNA B IICYEHU
- YIUIOTHEHMe TapeHXuMbl. HampapieHa K TacTpO3HTEpOJOry, Ha3HadyeHa Tepamnms
IaHKpeaTndecKuMy gpepMeHTaM (KpeoH) Kypcamy, Ha (poHe 4ero yMeHDIIICS 3alax.
B 10 netT npu o6cnenoBanmy B fyHaMyKe Ha Y 3V ObIIv BBIAB/IEHO HapacTaHMe I3MEHEeHUI
IIapeHXMMBI IleYeHY, HallpaBJieHa Ha 00C/IeoBaHue B CIelMaIu3MpOBaHHOE OTHE/ICHNE,
AMarHOCTMPOBAH LMPPO3 IeYeHN, KpUOTOreHHbIN. [Ipu obcremoBaHuu 3aImofospeH
MYKOBMCLIMIO3, IIpOBelleHa IIOTOBasd Ipo6a Ha amnmapare HaHopmakT, pesynbTaT
COOTBETCTBOBAJI HOPMA/JIbHBIM 3HaYeHMAMU — 24 MMOnb\I. PekoMeHJj0BaHa IOTOBasA
npo6a 1o [m6cony-Kyky, pe3ynbraT 6bUI IONMOXKUTEIBHBIM — 156 MMonb\1. [ToBTOpHAaA
mpo6a — 148 Mmonb\i1. [InarHocTrpoBan MykoBucimpaos. IIposenena [JHK guarnocruka,
BoigBrieHa Myranus reHa CFTR - delF508 B reTepo3uroTHoM COCTOSHMY, BTOpas He
ompepenena. I1py npoBefeHNN 971aCTOMETPUY IIeYeHN OIIpefieieHa cTelleHb puoposa F4
o METAVIR. HanpasineHa Ha AMHaMU4eckoe HaO/MoeHNe B LIEHTP MYKOBUCLIUIO3a.
Ha npueme B Bospacte 10meT 11 Mec. 3apeructpupoBaHbl Bec - 39900 1, pocT -143,8
cM, IMT- 19,3. CarypupoBaHHbIiT KUcTopof, 98%. B nerkmx pgpixaHue IpOBOAUTCA BO
BCe OTJeNbl, XPUIIOB HET, TOHBI Cepflia IPOMKIe, pUTMUYHbIe. JKMBOT He yBemiueH B
o6beMe, He B3[yT. [ledeHb BBICTYIIaeT U3-II0f Kpast peOepHOII YTy Ha 3 CM, celle3eHKa He
nanpnupyercs. Cryn 1-2 pa3a B CyTKU Ha 3aMeCTUTE/IbHON Tepanmy TaHKPeaTNIeCKIMI
¢depmentamu. CyTounas pmosa Kpeona 10 xamcyn (100 000 ENI) B cyrkm. Ilpm
obcnenoBanuy 1o ganHbeiM crpomerpun: FVC (2.531) -106%, FEV1 (2,0271) - 99%, FEV
25-75 (1,94) - 73%. B moceBe MOKpOTHI - pocT MSSA.

Ha ocHOBaHMu faHHBIX aHaMHe3a (IMPPO3 IeYeHN, KUIIEYHbI CUHAPOM, HelTPaIbHbII
JKUP B KOIIPOJIOTMY, HU3KIE [IOKa3aTenn aHKpeaTuyecKoit amactassl (MeHee 15 MKr\r),
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KT nerxux - 6ponxoskrassl, KT masyx Hoca -TOTa/JbHOe 3aTeMHeHUe IIPYJaTOYHBIX
I1asyx HOCa, IIOJIOKUTE/IbHBIe TOTOBbIe IIpo06bl, ZaHHbIX JHK anarHocTukm — koMmayHp-
rereposurora no del F508\? numarHocTMpOBaH MYKOBMCUMEO3, CMellaHHas ¢opMa
(E84.8), Txénoe Teuenue. Tenorum: del F508\He onpeneneHa. XpoHM4eckiil THOVMHBIN
OOCTPYKTUBHBII OPOHXNT, OpPOHXO9KTa3bl. XPOHMYECKMII ITAHCUHYCUT. XpOoHMYecKas
cra¢pmnokokkoBass wuHbexkuma. IIuppos mneuenn, F 4 METAVIR. Xponmyeckas
IIaHKpeaTnyeckas HelOCTaTOYHOCTb.

3axmioueHne. JlaHHBIe  KIMHMYECKWE  CIy4ay  IIOKa3blBalOT  HEZOCTATOYHYIO
OCBEJIOM/IEHHOCTD TI€MATPOB U TaCTPOIHTEPOIOTOB B OTHOUICHNM NPUYVNH PasBUTHUA
LOUppo3a Ie€4YeHM I KIMHUYECKNX IIPOABJIEHMII MyKoBucumposa. Hecmorpsa Ha
BBefieHre B PO HeoHaTanbHOro cKkpumHuHra Ha MB B 2007 ropy, amarsoctuka MB no
K/IVMHMYECKVM MIPU3HAKaM IIPOJO/DKAET COXPAHATHCA aKTyanbHON. OmbiT Poccuiickoro
LIeHTpa MyKOBMCIMAO3a IeMOHCTPUPYET HeOOXOAMMOCTb BHECTH B IUIAaH 00 C/IeOBaHNA
IeTell, IOAPOCTKOB ¥ B3POCABIX C IMPpO3aMM IIe4eHM - IOTOBylo mpoby m JTHK
AMArHOCTUKY Haubomee yacThix MyTanuit reHa CFTR mis uckroyenns MyKOBUCIMI03a
U TIpeRyIpPeX/IeHN ero MO3IHell ANarHOCTUKIL.

TPYIHBIN CIIYYAN IIO3THEN TVIATHOCTUKU JTIETOYHOMN
®OPMbI MYKOBUCIIUIO3A Y BOJIBHOI P, 35 IET, MATEPU
IBYX 3TOPOBBIX IETEIL.

A.B. 3unyeHko.

Knunuxa HUV unmepcmuyuanvivix u opdannoix 3a6onesanuii neekux, ®I'bOY BO
«Ilepewvtii Canxm-Ilemep6ypzckuii 20cyoapcmeentviii MEOUUUHCKULI yHUBepCcUmem
um.axao.VI.I1.I1anosa».

Canxm-Ilemep6ype, Poccus

Pestome: IlpuBopmuTcs ommcaHue KIMHUYECKOTO HaOMIONeHMs CIydas MO3THeN
IVMAaTHOCTUKM MYKOBUCINI03a Y >KEHIUHBI 35 JIeT, MaTepu [ByX 3[OPOBBIX JETell.
AKIeHTMpYyeTCAd BHUMMaHUEe Ha HeoOXOfMMOCTb 0053aTeIbHOTO  UCKIIOYeHNA
MYKOBUCLIV/I03a TPV HaJIMIUY PaCIPOCTPAHEHHBIX OPOHXO9KTa30B.

Beepmenue. MyxkoBuctnunos (xucrtodpubpos momxenynodHoit oxeness) (MB) —
MOHOTeHHOe 3a0o0jeBaHMe C ayTOCOMHO-PELeCCMBHBIM THIIOM Hac/e[OBaHU,
00yC/IOBIEHHOE MyTalueil TeHa MyKOBMCIMIO3HOTO TPAaHCMEMOPAaHHOTO peryiiropa
nposopumocty (CFTR), xapakrepusymoljeecs IOpakeHMeM SK30KPUHHBIX >KeJe3
JKM3HEHHO Ba)KHBIX OPTaHOB M CUCTEM M MMelollee OOBIYHO TsDKeNoe TedeHue U
nporros. B 1936 r. mseiitiiapckne nepuarpsl G.Fanconi u S.Uchlinger Bnepsble onvcanu
9TO CTpajjaHye KaK CaMOCTOSATEIbHYI0 HO30JIOTMYECKYI0 efMHMIY. B cBA3KM ¢ HM3KOM
BBDKMBAEMOCTbIO IALIMEHTOB, J[INTeIbHOe BpeMa MB cumranca MCKIIOYUTEIBHO
neguaTpudecKko npo6baemoit. B ranpHeiiiem, 671arofapsi reHe TMMECKUM UCCIETOBAHMSM,
[IO3BOJIMBIIYIM YTOYHUTH IIATOTeHe3 3abojeBaHMsA, ObUIM pa3paboTaHbl 3¢ eKTUBHBIE
CXeMBbI HaO/MIOeHM S M METOJIBI JIeYeHN A, B pe3y/IbTaTe KOTOPBIX MeiaHa BBDKVBAEMOCTI
MaIIeHTOB 3HAYMTENbHO BBIpOCa. B HacTos1Iee Bpems 6onbpHbie MB crapuie 25-30 1 40
JIeT He ABJIAI0TCA PEJKOCTHIO.

HI(()?CIIe BepI/I(bMKauMI/{ reHa MyKoBucuuzjosa B 1989 ropy, K HacrosueMy BpeMEHM
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omucaHo okono 2000 ero myranmii. BHMMaHue B IOC/IeHME TOAbI CTalN NPUBJIEKATh
¢deHOTUIIIYECKIE TIPOSIBIEHMST «MSTKMX» MyTaumit MB wam coderaHme «Msrkas -
KeCTKasgs» MyTammu. B aTux cimyuyasx sabonmeBaHye O0OBIYHO HMpOTeKaeT 6osee JIerko,
MO)KeT MaHM(pecTupoBaTh B IOAPOCTKOBOM WIM MOJIOAOM B3pPOC/IOM BO3pacTe,
IpeXje BCero IIATONIOTMEN JIeTKUX, IIPU3HAKM HeJOCTaTOYHOCTY IIOJKEeTyHOYHON
JKe/le3pl ¥ TelaTOOMIMApHON CUCTeMbl IOABJIAIOTCA 3HAUUTEIBHO IIO3KE WIM He
noABAKTCA Boobme. IIpu orcyrcTByu adpdexkTHBHOM TedyeOHON NOMOLIY, Ipex[e
BCEro afleKBaTHOJM MYKOJIMTUYECKON, APeHMPYIOLIell I aHTMOAKTepUaJbHON Tepalny,
6one3Hb IIporpeccupyeT M IpuoOpeTaeT IPU3HAKU XapaKTepHoro mii MB raoitHo-
OOCTPYKTMBHOTO IIpOIlecca B JIETKMX, HO OTCPOYEHHOIO II0 BpeMeHM IO CPaBHEHUIO C
M3HAYaIbHO CMelIaHHoIt hopMoii 60me3Hn.

Ina wuroctpanuy  0COOHHOCTeN KIMHWYECKOTO TeYeHMUsdA, OMMOOK TPAaKTOBKM U
TPYRHOCTEN J[VIATHOCTUKM IIPEUMYILIECTBEHHO JIETOYHON (OPMBI KIacCHYECKOro
MYKOBMCLIMIO3a IPUBOAUTCA KIMHIYeCKOe HaOMoeHe.

Knununyeckoe Habmogene

Bonbhas P, 27. 07. 1980 ropa poxxpenns, npoxxusaer B I. Cankr-IleTep6ypre.

PaboTaeT KOHAUTEpOM, He 3aMY>KeM, IMeeT IBOVX feTell. BriepBble o6pariiach B KIMHUKY
mnynpMoHonoryy I[ICII6IMY mm.JI1IIaBnoBa B 2015 . ¢ >Kamo6aMu Ha IOCTOSHHBIN
€KeJHEBHBIN Kallle/Ib C OTXOXKJEHMEM TI'HOVMHOM MOKPOTHI 10 60 MJI B CYTKM, OJbILIKY,
IIpeUMYIIeCTBeHHO 9KCIIMPATOPHOTO XapaKTepa Ipy YMepeHHOI (PU3MYecKoil HarpysKe
(xonmpba MO pOBHOI MMOBEPXHOCTH, MPOTSHKEHHOCTh 0KOMo 200 M Wiy mombeM Ha 3-4
aTax). B mepuonsr ob6octpenns 3aboneBanusi (0Komo 4 pas B rof;) OTMeUYEHbI OBEMBI
TeMIepaTypsl Tena fo 38,5C (5-7 mHeilr), yBelIudeHMe KOMMYeCTBa BA3KOIL 3e/IeHOBATON
MOKPOTHI 10 150-200 M1, ycuieHme OfibIIIKI.

VI3 aHamMHe3a M3BeCTHO: peOEHOK OT MOJIObIX POAUTeNel, 6epeMeHHOCTh IpOTeKana
HopManbHO. Popmnacek B r.JleHuHrpaje, Macca Tena npu poxpenuu 2760 r., poct 47
cM. BckapmnmBanme rpymHoe fo ropa. C feTcTBa OTMEYAINMCh JacTble IPOCTYAHBIE
nHpexuunu (okono 8 pas B rop). B pocre n pasBuTUM OT CBEPCTHMKOB He OTCTaBalIa.
OpHako, B IIKOJIe C TPYAOM BBIIONH:AIA YIIPaXKHEHNA Ha YPOKax (pU3N4ecKoil KyIbTypbl,
6eCIIOKOV/IN YCTATIOCTD, BIXaTeIbHBI AVCKOMPOPT.

B 15 net mpu nepBOM IJIAHOBOM BBIITOTTHEHNUY (PIH00pOrpadmvecKoro 1cciefoBaHms
(OJIT) opraHOB IPyAHONM KIETKM BBLABJICHBI, CO CJIOB MAalMEHTKM, M3MEHEHUA B
BEPXHUX OTHeNaX OOOMX JIETKMX, 4YTO HOCAYKIWIO IOBOIOM JyIA HAaIlpaBlIeHMs K
¢GTU3MATPY B TOPOACKON IPOTUBOTYOEpKY/Ie3HbI [UCHAHCEpP UIA VICKITIOYeHUA
JWIN TIOATBEP)KJEHN AMarHosa TyOepKyné3HOro IopakeHus JErkux. IIpoBommmich
MHOTOKpAaTHBIE JCCIIeOBaHMs MOKPOTHI Ha DK, HeomHOKpaTHBIe ITOCEBBI MOKPOTHI,
MUKpockomusa Mokpotel Ha MDBT ¢ oTpumartenpHbIM pesynbraToM, Ipoba MaHTy
- coMHUTenbHbI pe3ynbrar (12 mm). Ha ocnoBanmu pansbix OJII, coMHMTENbHON
mpo6sl ManTy B 1995r.(15 net) mocrapieH fuarHo3 «Tybepkyre3 jerkux, 3akpbiTas
¢dopmar. B TeyeHme mocenyromux 2x jeT NallMeHTKa IPUHMMAIA IIOCTOAHHBIE KYPChI
IIPOTUBOTYOepKyne3HOo! Tepamuu. IIo JaHHBIM PEHTTEHOIPaMM OPraHOB I'PYLHOI
KIeTKM 0e3 IOMOXUTENTbHON AMHAMUKY, U3MEHEHMs B BEPXHMX OT[enax ob6omux
JIETKMX TPAaKTOBAJICh KaK «II0NIOCTH ¢ nHpuabTpaumeii». Cama 60/pHass He OTMeYasa
YIYYIIeHNS COCTOSHMA, IEePUOAUNYECKM OeCIOKOMIM SHM3O0ABI  IIPUCTYIOOOPa3HOrOo
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Kalll/IA C OTXOXKJj€HMEeM CIM3MCTO-THOMHOM MOKPOTBI, COIIPOBOXK/IABIIMEC NOAbBEMOM
temneparypel go 39 C. B 1997 ropa mepeBefieHa Ha JUCIIAHCEpPHOe HaOMOfeHVe B
JHEBHOJI CTAallMOHap IPOTUBOTYOEPKY/Ie3HOTO AMCIIAHCepa, Iie pery/ipHo (3-4 pasa B
TOJI) IPOXOAM/IA PEeHTTeHOrpauIo OPraHOB TPYRHON KJIETKM — JVHAMMKJ OIVCAHHBIX
VI3MEHEHMII HE OTMEYEHO.

B 2002 ropy, B BodpacTe 22 jIeT HACTyNWIa IlepBas OepeMeHHOCTb, KOTOpas IpoTeKasa
6e3 ocoOeHHOCTell M YXyAIIeHUsA caMO4YyBCTBUA. Popbl cpouHble Ha 39 oif Heperne,
py poXkzieHun Macca tena pe6éuka 3750 r., poct 47 cM, HeBOYKa 3mopoBa. Yepes 3
Mecsla MOC/Ie POJOB MAlleHTKAa OTMeTWIA IOSABJIEHNE OfbIIIKY, IIOCTOSIHHOTO KalllIs
C TPYAHOOTXOAMMOJ MOKPOTOJM THOMHOTO XapaKTepa C IONLbEMOM TeMIEpaTyphl
tena o 38 C, BBHIONTHEHA PEHTTEHOIpaMMa OPraHOB TPYHHON KJIETKM, IpU KOTOpPOIt
BBISIBIEHO HapacTaHue «IOMOCTHBIX» M3MEHEHWII C MOosB/IeHMeM MHQWIbTpaLuu B
npoekunu S5, S6 neBoro yerkoro. JKamoOb! maryeHTKy, M3MeHeHN Ha peHTreHOrpaMMe
JIETKUX TPaKTOBa/IMCh KaK peliuiuB TyOepKyIe3HOro Ipolecca, TOCIUTaIN3IPOBaHa U
HaXoJWIach Ha CTAL[IOHAPHOM JIEYCeHMN B IPOTUBOTYOEPKYIe3HOM AUCIIAHCEPe OKOJIO
6 MecsAeB. 3a BpeMs NpeObIBaHMUA B YCIOBUAX OT/eeHNA HEOJHOKPATHO HOBTOPSA/IN
noces MOKpoThl Ha BK, Mykpockommm Ha BK, Bce pesynbTaTsl HOCHIN OTpULIATENIbHBIN
xapaktepa. HecMoTpst Ha oTpullaTenbHble HaHHBIE TabOpaTOpHOro 06CIENOBaHMSA
HOMTy4YwIa 2 Kypca IPOTUBOTYOEPKY/Ie3HON Tepalui ¢ MOTOKUTEIbHBIM 3¢ (HeKTOM 110
JaHHBIM PEeHTTeHOI'PaMM IPYAHOI KJIETKM B BUJie IIOJTHOTO perpecca MHGUIbTPATUBHBIX
M3MEHEHNUII B JIEBOM JIETKOM, OIHAaKO Ha MecTe WHOUIbTPATUBHBIX WM3MEHEHMIT
OIVICBHIBA/IOCH NOAB/IEH)E KUCTO3HBIX MI3MEHEHUIA.

C 2003 ropa oTMeTWIa MOABJIEHNE OFBILIKY IIPY YMepeHHOI pu3ndeckort Harpyske. C
2003 o 2007 rox B IpOTUBOTYOEPKY/Ie3HOM AUCIIAHCepe Pery/LIpHO He Habmopanach. B
9TOT HEePMOJ, OTMeYasIa YacThIe SIIM30/ bl BUPYCHBIX MH(EKIINIL, CO CTIOB, OKOJIO 4 pa3 B TOfI.
ITocTossHHO MpMHMMana MYKOIUTUYECKME TpenapaThl, MOKpPOTa THOMHOTO XapaKTepa
OTXOfIMJIA B Te4eHNe NHA B 06beMe 10 40 mi1. B 2007 (27 neT) ropy — BTopasi 6epeMeHHOCTD,
BbUI TOKCKKO3 B [IEpBOI [TOTIOBMHE HePEMEHHOCTH, HO B 11€JIOM O€peMEeHHOCTD IIepeHeca
YOOBJIETBOPUTENBHO, HE IOMHUT CYII€CTBEHHOTO YCUIEHMA Kalll/IA VI OFbIIIKN. Posib
cpouHble Ha 39it Heflene, peOeHOK - MalbuMK 3T0POB, PocT 48 cM, Bec 3200 kr. Ilocre
POTOB HapacTaHMe OfbILIKY, YCUIeHNe Kaluid. Torga sxe suepsble BbimonHeHa MCKT
OpraHOB TPYJHONM KIETKM, Ifie ONMCAHO HalyMuyue Yy MalMeHTKN PpaclpOCTPaHEHHBIX
6poHx09KTa30B. KoHcymprupoBana ¢rusuarpamyu (MeIMIMHCKUE JOKYMEHTBI He
COXpaHMINCD), ObUTa Ha3HayeHa aHTUOAKTepMasIbHas Tepanysi OZHMM IIpernapaTroM
uMHPOQ)HOKcauMHOM B TedeHye 10 mHeN, KOTOPBIN Ja/ OTYET/IVMBBIN MOIOXKNTEIbHbIN
9¢dexT B BUAe YMEHBIIEHNA ONBIIKM M Kauuid. KoHCy/IbTHMpOBaHa IIyJIbMOHOIOIOM,
PeKOMeHJ0BaHO IPOBefieHNe HeOyIali3epHoli Tepanuy ¢ 6epofyanoM, aMOPOKCONIOM IIpK
obocTperyn. MOXXHO IIPeANIONOXUTD, YTO B 9TOT IIePUOJ, AMATrHO3 TyOepKyIé3a IErknx
ObII IpaKTNYeCKy OTBEPrHYT. B mocnenyromenm o 2012 roga 60/1pHasA K BpayaM aKTMBHO
He oOpallanach, Ae4MIach CaMOCTOSTENbHO aHTMOaKTepumanbHbIMU cpepcTBamn. C
2012 r. HOABMINCH HOBBIE >KaOOBI Ha HaJCaJHbI/ Kallle/lb B Te4eHUe IH:A, IPUCTYIIDI
yayubs. KoHCynbTMpoBaHa IIyJIbMOHOJIOIOM, PEKOMEHJOBAaH IIpMeM CanabbyTaMola
IUTAaHOBO 2 pasa B fieHb. Ha ¢doHe Ha3HaueHHO Tepammy OTMevasa IOIOXKUTETbHBIN
3¢ deKT - 3HAYMUTENIPHO YMEHBUIMICS Kallle/lb, YICYe3/IM IPUCTYIBL yAyubsa. B 2014 r.
(6ompHOI yxe 34 ropa) npoBeneHa uddepeHIaTbHO — JUATHOCTIYeCKass KOMUCCUA

-20-

XIII Hayuonanvhwlil Konepecc ¢ MeXcoyHapoOHbimM yuacmuem
«MHHOBALIMOHHDIE IOCTHI)KEHHUA B JUATHOCTUKE U TEPAITHU MYKOBHCILIHIO3A»

B IPOTUBOTYOepKy/lesHOM aucnaHcepe. IIo JaHHBIM IIOCeBa MOKPOTBI TPEXKPaTHO
BIIepBble BbIABIECHa Ps.aeruginosa 10 (6) KOE/mn. MBT mpum moceBe MOKpOTHL,
MuKpockormy MOKpoTbl, [TITP MokpoTsl, kpoBy He 06Hapy»xeHbI. [Juarnos «Tybepkynes
JIETKMX» O(bl/mmaano cHaT B 02.2014. BoicTaBneH AmarHos «bpoHXOsKTaTMYecKas
601e3HbY.

C 02.2015 r. yXyqiieHMe CaMOYYBCTBUA IOC/Ie NEPEOXTAXCHNA B BUIe HApACTaHMA
OZBIIIKY, ITIOBBIIIEHN A TeMIIepaTypbl Tena o 37,6 C. Y4acTKOBBIM BpauOM peKOMEH/IOBaHa
aHTHOAKTepyaJbHasg Tepansa: aMIMCKy (aMIMIVUIMH+CYIb0aKkTaM) B TedeHue 10 Her,
He OTMEeYEHO NOMOKUTeNnbHOM ayHaMMKH. CamocTosaTenbHo Boinonanta MCKT opranos
rpynHoi knetku 06.02.2015: ITpu cpaBHeHnn ¢ gfaHHbIMM OT 2007, 2012 IT yBEeIMYINIOCH
KONMYECTBO OPOHXO9KTA30B M3MEHMIACh MX KOHQUIypalMs, OIVCAHBI IPU3HAKK
6ponxmomura. C 19.02.2015 3aperncTpuMpoBaHO IOBBILIEHNME TEMIIEPATYphl Tela O
(G eOpUIBbHBIX 3HAYEHMI, YTO ITOCTY>KUIO IIOBOJOM IJI HeMeJJIEHHON TOCIMUTaIN3alin
Ha CTallIOHapHOE JIeYeHMe B IyJIbMOHONOrMYecKoe othenenme Nel xmmumkun HUM
MHTEPCTULMAIBHBIX M opdaHHbIX 3abomeBanuii nerkux. IOV IICII6IMY nm. akap.
N.I1.ITaBnoBA.

ITpu mocTymieHNy 06'beKTUBHO: COCTOSHUE CpPeHell CTelleHM TXKeCTU. BrlpaxkeHHas
acteHusamys: Bec 42 kxr npu pocre 170 cm, VIMT 14,9 kr/m2. Koxa 61egHO-po3oBoro
nsera. IIpm ocMOTpe uU3MeHEeHBI KOHLeBble (pajaHry NajblieB -«OapabaHHBIE
TTAJIOYKM» U «9acoBble cTeKma». SpO2 94 %. YCC 92 B 1 mun. YJI 18 B1 MuH. [JpixaHue
PaBHOMEPHO IIPOBOAMTCA BO BCE OTHEIBI, XKECTKOe C PasHOKaIMOEpHBIMI BI>KHBIMU
XpUIIaMJ. B HIDKHUX OTZHeNax oboux yerkux. ToHBI cepala 3ByuHble. JKMBOT MATKmit,
6e36onesHensblit. IIpy maboparopHoM obcnenoBanym: yckopenue COD go 37 mm/y,
nosbirenyie CPB o 86,6 1/11, ypoBeHb JIeIKOLUTOB B KPOBU B IIpefieNiax HOpMBI (6,0
*109/m). B moceBe MOKpOTHI BBIABIEH Streptococcus viridans 10 (6) . Compomerpus:
JKEJI - 1,96 1 (51 %[I), O®B1 0,88 1 (27 %]I), Becbma 3HaunTenbHoe cHmkenne JKEJTI,
KpalfHe pe3Kyie HapyUIeHN IPOXOAVIMOCTH [IbIXaTe/TbHBIX Iy Teil.

[TpoBopmyiach BHYTpVBEHHAA Je3VHTOKCUKAIMIOHHAS U aHTUOAKTepuaabHasA Tepamlys
(MemakcoH — 7 [Heil, UMIIPUHOI - 14 Helt), HeOy/naii3epHas OPOHXO- M MYKOIUTIYECKas
Tepanusi, caHalMoHHasA GpruOpoOPOHXOCKONNS C BBeleHIeM aHTUOMOTUKOB (MeTPOTMIL)
C BBIP)XEHHBIM IIOJIOXKUTEIBHBIM 3¢ (eKTOM B BYJje HOpMaIM3aluy TeMIIepaTyphl Tea,
M3MEeHEHNA XapaKTepa MOKPOTBI Ha C/IM3UCTBIN, yMeHbIIeHNA ofbIKu. Ilo maHHBIM
xoHTponss MCKT opranos rpypnoit xretkn (ot 03.03.15r) oTMedeHa MOTOXKUTEIbHAA
OVHAMUKa B BUJIe OTCYTCTBUA paHee BBIABIIACMBIX NepUOPOHXMAIbHBIX OYarOBBIX
VIUZIOTHEHMII IO THUIy «JepeBa B IIOYKAaX» ¥ YYaCTKOB YIUIOTHEHMs JIETOYHOM
TKaHVM VHTepCTUIVIATbHO-MHIWIBTPATUBHOrO XapakrTepa. [lanueHTKa BbINMCaHa
C PpEeKOMEHfaUUAMM - MPOJO/DKUTh IOCTOSHHYI0 HeOy/aiisepHyl0 OpOHXO- ¥
MYKOMUTUYECKYI0 TEpalnio, BBIIIOJHEHNE IPEHAXHON TIMMHACTUKY, YBeINdeHNe
kajopaxka muiy. C yderoM >kajo6 Ipy HOCTYIUIEHUM, GaHHBIX aHaMHe3a >XM3HU
U 3ab0NeBaHNsA, CTEHNEHU pPaclpOCTPaHEHHOCTM OpOHX03KTa30B Io pmaHHBIM KT,
MOJIO[IOV BO3pPAacT, MaljMeHTKa Oblyla HampaBieHa B Mexuko-TeHeTndyeckuit LieHTp ms
BBITIO/THEHMA IIOTOBOI TPO6BI. Pesynmbrar coctasw 116 MMonb/ 1, TOBTOPHO 109 MMOB/ 1T
(N=g0 60 mMMmornb/m). AHaMM3 MOTOBOI HPOOBI MONOXKNTENEH. 3al0f03PEHO HAMNYMe
MyKOBMCLMIO3a. Draromaps ¢uHaHCOBON Tomjep)Kke OIaroTBOPUTEIBHOrO (oOHpA
«OcTpoBar, 6BUIO BBIIIONHEHO IIONTHOE ceKBeHnpoBaHye rena MBTP. Boraiensl My Tanumu
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CFTRdele 2,3 (del21kb), L138ins. O6cmemoBana cecTpa MauMeHTKN: OOGHApPyXeHO
reTepo3uUroTHoe HocuTenbcTBO reHa MB (myrauma CFTRdele 2,3(del21kb). Inaruos
MB nopTBep>X/iEH.

BonpHast P, 35 net B3sATa mop gucnancepHoe Habmiogenue B HUV nHTepCcTUMIIMAaNTBHBIX
n op¢annbix 3abomeBaHmit nerkux, HVW nynsmononorvm IICII6IMY wmm.akap.
WN.I1.ITaBnoBa, 3apeructpupoBaHa B Peectpe 60mpHbix MB CIIb. Ilonyunna 3 rpymmy
VMHBaIVJHOCTY, IIPaBO HA JIbTOTHOE JIeKapCTBEHHOE OOecIieueHue.

[TnaHoBas rochnuranusanusa B KIVMHNUKY IIYIbMOHOJMIOTMM M1 IIPOBEREHNA
mooOcenoBanys, Koppekumy Tepanuy B siHBape 2016r. 3a mpolueniuine MeCsIibl
(TedeHMe NPOBOAWIOCH IO CYIIECTBYIOIIMM CTaHfapTaM jedeHus MB) ormermma
CTaOMIM3AII0 COCTOSAHUA, Kalllelb YMEHBIIWICA, HO COXPAaHS/ICA, MOKPOTa CBET/IO-
3eJIeHasl B yMEpeHHOM KOM4yecTBe He 6oymee 15 MJI 3a CYTKY, OfBIIIKY OTMedYasa IIpu
BBIIIO/THEHUY YMepeHHON (pu3ndeckoil Harpys3ku (IIogbeM Ha 3-4 aTax), Habpasa B Bece
2 xr. Ilo paHHBIM 1abOPaTOPHBIX MCCIEHOBAaHMII ONIpefe/LIoch yckoperue COI po 25
MM/4 IIpU HOpMaJIbHOM ypoBHe C-peakTuBHOro 6enka (1 mr/m). Coupomerpus: XKEJT 2,2
71 (58,66 %/1), ODB1 950 M1 (32 %/[1). MCKT opraHoB rpynHOI KIeTKI: OTpUIlaTe/lbHasd
AVHAMMKa B CPaBHEHVM C JaHHbIMM npepbigymero KT-mccnemoBanms ot 03.03.2015r
C TIOSIBJICHNEM IaTOJIOTMYECKOrO COAEPXKVMOIO B IIPOCBETaX JAVCTaNbHBIX OPOHXOB U
OpOHXVONI B 00OUX JIETKVX, YIUIOTHEHME CTEHOK OpOHXOB, yBe/IM4YeHVe KOIMYecTBa
U Pa3MepOB OYaroBbIX YIVIOTHEHMII 110 TUILY «[E€PeBa B IIOYKAX» B BEPXHEN U HIDKHEN
TOJIAX IIPaBOTo, B BepxHell fone u S6 eBoro nerkoro. XO-KI' n Ypesmmnmesogaoe 9XO-
KI: mpaBble oTmensl cepla Ha BepxHel rpanuie HopMsbl, CIIJIA 35 MM.pT.CT, BBIABJICH
HedeKT MeXIIpeICcepaHOI TeperopoaKu - gedeKkT oBanbHOl Gopmsel (4D) 10x15 MM co
cOpocoM KpoBMU CiIeBa HalpaBo. KoHCyIbTMpoBaHa KapAuOXUPYproM, peKOMEHIOBaHO
Habmopenne. KT okomonocoBpix masyx: KT kapTuHa XpOHMYeCKOTO JIBYCTOPOHHETO
IO/IMIIO3HOTO  BEPXHEYETIOCTHOTO CYHYCUTA, IMIOIUIA3VA JIOOHBIX VM KIVHOBVMIHBIX
cuHycoB ¢ pmBYX CcTOpoH. Ocmorpena JIOP-BpauoM, Ha3Ha4eHBI TONMYECKINE
IJIIOKOKOpTUKOCTepouabl kypcamu. ITo maHubIM Y3V opraHoB OpIONIHON ITOTOCTH:
BBIABJIEHBI MeJIKJe KUCTBI ITOJKeTyROYHOI JKerie3bl (A1MaMeTpoM 10 3 MM), YMeHbIIIeHNe
B pasMepax caMoli >xerne3bl. OFHAKO 10 JaHHBIM OMOXVIMUYECKOT0 UCCIIEOBaHNUA KPOBY,
KOIIpOrpaMMBbl IIOKa3aTeln B IIpefierlax HOpMbl. B moceBe MOKpOTHI: Streptococcus
viridans group 1*105 KOE/mn, Pseudomonas aeruginosa mucosa 1*105 KOE/mn
(4yBcTBUTeNMbHAA K aHTUOAKTepUaAbHBIM IIpenaparaM (DTOPXMHONIOHOBOIO pAfa,
6era-nmakramaM, ToOpamuuuHy), Staphylococcus aureus 1*104 KOE/mn. Ilo maHHBIM
INEeHCUTOMETPUN: IIOKa3aTe/y MUHEPaIbHON IUIOTHOCTM KOCTHOM TKAaHM B IIpefernax
OXIJaeMbIX JUIA Bo3pacTa 3HadeHMil. IIpoBefeHa IUIaHOBasg aHTUOAKTepualbHasA
Tepamnus: BHyTpUBEHHO unpodokcanyH 10 fHeil, B HeOynalisepHYIO Tepanuio fo6aBIeH
6paMuToO. BhinucaHa ¢ peKOMeHAIMAMMU: IPOJO/DKeH)e BBICOKOKATOPUITHOM [VIeTHI,
IIpOBefieHMe TIOCTOSHHOI HeOylali3epHOil Tepammu ¢ NPUMEHEHUEM MYKOTUTIKOB—
Iy/IbMO3UM, aHTHOAKTEPUATBHOTO CPeAcTBa — OpamMmurob, mmpueM OpPOHXOAMIATATOPA
putenpHoro peiictBus ( Tuorpomms 6pommpa), asmrpommuyuaa 250 mr 1 pas B 3
IH:A, HaOJIOleHNe y IY/IbMOHOIOTOB 1 IaCTPOSHTEPOJIOroB. PekoMeHpmaIum, co CoB,
cobmopnana MocToAHHO. ITocme BBIMUCKM 060CTpeHMe OCHOBHOIO 3a00/IeBaHUA JIETOM,
npuHUMana (GTOpXMHOMOHBL (eBodiokcauuH 500 Mr 14 pHeil) ¢ IOTOXUTENTbHBIM
acdexrom.
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Hacrosamee yxynmenne camodyBcTBMA ¢ AHBapsA 2017 T., KOIfa MOC/Ie IepeHeCeHHON
BUPYCHOJ WH(QEKIUN, CONpOBOXJABLIECA IIOABbeMOM TeMieparypel jgo 40 C,
BBIPa)KEeHHBIMM KaTapaJbHbIMU ABJIeHUAMU (00/b B Topjie Ipy ITIOTaHUY, pPUHOpes U
3aJI0>KeHHOCTD HOCa), OTMETIIA HapacTaHue OfBIIIKY, YBeINYeHNA KOTNYeCTBAa MOKPOTHI
o 40 MJI TeMHO-3€JI€HOro, VHOrZa Oyporo IBeTa. locnmranusupoBaHa B KIVHUKY
nynremononoryy. MCKT OI'K (22.02.2017): B nepudepuyeckux orpenax S1, S5, S6, S8,
S9, S10 mpasoro nerkoro u B S6, S9, S10 1eBOro 1erKOro 0TMEYaloTCs NepuOpOHXMaIbHbIe
oYary IO TUIIy «fiepeBa B II0YKaX», HPOTSKEHHOCTb M BBIPRXKEHHOCTb M3MEHEHMI
3HAUNTEJIbHO YBEIMYWIICh B CPAaBHEHUM C NMPENBIAYLUIMMY JaHHBIMU, GOpPMUpPOBaHUe
¢dubpoarenexraza (puc.l). Croumpomerpusa (21.02.2017): JKEJI - 1,7 n (50,1 %),
O®B 1 - 964 mn (33,4 %[I). IToceB MOKpoTH B pabote. Havyara aHTHbaKTepHanbHas
Tepanusi npenaparamyu (GTOPXMHOIOHOBOrO psifia (eBoIoKcalMH), MPOJOKAETCS
IIOCTOsIHHAA Heby/aii3epHas Tepanys (6epopnyal, mynbMo3nmM, 6pamMnuto6), Ha poHe Yero
OTMeYaeT HOPMaIM3aLMI0O TeMIIepaTyphl Tela, HEKOTOpOe yMeHblIeHNe KOIMYecTBa
MOKPOTHI 11 I3MeHeHIe ee XapaKTepa Ha CIM3UCTO-THONHBIA. B mtane nedenns: mogbop
VHTJIALVIOHHOM 0a3yCHON Tepammy, IpyeM asUTpOMUIIVHA, IIPOROJ/DKeHNe IIAHOBBIX
KyPCOB aHTUCUHETHOIHOJ TepaIy, KOppeKIusA HyTPUTUBHOTO CTaTyca MaIlIeHTKI.
Knuanyecknit [uarHos:

OcHoBHOI: MykoBucnmao3, yeroyHass ¢opma 3aboneBaHusa (MYKOBUCLULIO3 C
HeHapyIIeHHON (QyHKIVel ofKenTyoYHoii >kene3pl) E84.0

XpoHndeckuil  OOCTPYKTMBHBII ~ OpoHXuT, obocTpeHye. PacmpocTpaHeHHBIe
ABYCTOpOHHNe OpOHXO09KTasbl. JlpIxaTenbHas HefocTaTodHOCTh II cT. BropumuHas
JIeTOYHas I'UIepTeHsN 1 CT.

XpoHWYecKUI JBYCTOPOHHMII IOJNUIIO3HBII PUHOCUHYCUT, BHe OOOCTpeHMA.
JIByCTOpOHHAA I'MIIOIIIA3YA TOOHBIX U KITHOBUIHBIX CUHYCOB

Tenetuyeckumit guarnos: Tesotun CFTR dele2,3 (del21kb), L138 ins.
Muxpobuonorndeckuii suarnos: Xp. Crapunokokkopas nHekuya. Xp. CHHerHoitHas
nHbexuuA (epBUYHbIA BbiceB Ps,aeruginosa B 2014 1.).

Ocro)xHeHMs1 0CHOBHOTO: BenmKoBo-aHepreTnyeckas HegocTaTo4HoCThb 2 cT (VIMT 15,92).
ComyrcrBytommit: Bropuunsni [JMIIIT (oTkpbITOe 0OBambHOE OKHO). [eMopyHaMudeckn
He3HauMMbli IIPOJIAIIC MUTPAJIBHOrO KiamaHa. [lo6aBoYHasA Xopfia B IIOJIOCTU JIEBOTO
Kenmygouka. KycTel momxenrymoaHoit xenessl. Bucieponros.

13.01.2016 22.02.2017

Puc. 1. QuHamuka MCKT op2aHos 2pydHou knemku 3a 2016 -
2017 22: nosenerue gubpoamenexmasa sepxHel donu neeozo
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3HaueHue HaOMIONeHVA Y IOJTYYeHHBII OIIBIT.

Beenenne B 2007 rofy HeOHaTaabHOTO CKPMHMHTA Ha MYKOBUCLIMJ03 Ha TEPPUTOPUA
P®, a Tak ke cucTeMaTM4eckoe IIOBBINIEHVe 3HAHUI Bpadell, pabOTaIOMUX C 3TUMU
OO0JIbHBIMY, OIpENeIIIIO CYLeCTBEHHBIN Iporpecc B paHHelt Bepudukanyy MB. Uncno
JIO)KHOOTPULATE/IbHBIX PE3y/IbTaTOB HEBEINMKO, ONHAKO, OHM MMEIT MeCTO KaK Ha
yposHe VIPT TecToB, Tak 1 JI0)KHOOTPUIATE/IbHBIX OTOBBIX TECTOB, YTO MOXET MIMETb
MecTo npy Hammuym MyTanuii IV wim V xmaccos. Kpome Toro, HekoTopble 60/nbHBIE
(cTapurero Bo3pacTa), poOOMBIIVECA NO BBEEHNUA CKPMHMHIA M YETKO HA/IKEHHOTO
QITOpUTMa J[MAarHOCTVKY, jIe4eHMs, HaOmiofieHua OonbHbIx MB mmm mpocto He
[ONaBIIVe CBOEBPeMEHHO K CIeLUaIlcTaM, CTpajamolye jaéroyHoir ¢opmoit MB
CpenHell CTeNleHN TSDKeCTH, BOJIr0e BpeMs MOTYT Hab/mofaThcA y Bpadell, ¥ UM CTaBUTCA
HENPaBWIbHBI [UArHO3, Yalle BCero OPOHXOIKTATIIeCKast 60/Ie3HDb WM TYyOepKyés.
B npuBefieHHOM CIy4ae AMarHo3 Ty0epKyés nerkux (6e3 kakoro —mbo 1a6opaTopHOro
HOATBEP)KAEHNA, YTOUHEHUA (GOpPMBI M T.Ji) CTaBWICSA OONBHON B TEYEHUU IIOYTU
20met. JledeHue IpOTMBOTYOEpPKYIE3HBIMM IIpellapaTaMyi BbI3BIBAJIO 3aKOHOMEpPHOE
yIydllleHVe COCTOSAHWA, TaK KaK BKIIOYAJIO0 aHTMOMOTMKY, K KOTOPBIM  ObUIM
YYBCTBUTE/IbHBI HeTyOepKy/I€3Hble MUKPOOPTaHM3MBI. TONbKO KBamuuUIMpOBaHHOE
penTrenonornyeckoe mccneposanue (CKT) M KOHCHWIMYM CIleianyCTOB IIO3BOJIMIN
caATh puarHo3 TBIl m moctaButh pmarHos bBD. JledeHme m KOHCyIbTanMs B
crienyanm3upoBaHHOM lleHTpe, Ifle XOpOLIO 3HAKOMBI ¢ OCOOEHHOCTAMMU JIETOYHON
¢$hopmbl MB, HanipaBuIO a/ITOPUTM IIOMCKA B HAIIpaB/IeH)e yTOYHEHMe XapaKTepa IPUYIH
PacIpOCTPaHEHHOCTN NOpaXKeHMA. IIONMOKNMTEeNbHBIN IOTOBBIN TEeCT IPAKTUIECKN
IIO3BONIMJI HEe COMHEBATbCs B TIeHeTHdYecKoil mpupope 6omesHu IIpu reHeTmyeckoit
BepuMKalUy TaKye ITalVIeHThl OKAa3bIBAIOTCA /MO0 TOMO3MUIOTaMM IO MATKUM
MyTalyAM, 1060 KOMIIaygaMu- TsDKemasd + MArkasd MyTanusa. Cpeny HaOMIOQaBIINXCA B
HWW nynsmononoruu 1 HMM nHTepcTULMANBHBIX M Op(aHHBIX 3a00/IeBaHUII JIETKNX
OI'bOY BO IICII6TMY um. M.ILITaBnoBa 60mpHBIX MB ¢ HEZOCTaTOYHO TUIIMYHONM
MaHudecranyeil B TeTCKMe TOAbI ¥ COOTBETCTBEHHO MO3[HEel IMarHOCTUKON MPOLeHT
MOJKOOHBIX OOBPHBIX HOCTATOYHO BemuK- 9,5% (1). VIHTepecHO, 4TO MpMOMM3UTETHHO
TaKas >Ke 4aCTOTa IpuBeeHa 1 B paboTax MOCKOBCKUX (2), eBporeiickux (3) Kosuier.
3HayeHNe JAaHHOIO HAOMIOJEHNS COCTOUT B TOM, 4TO el pa3 HAIlOMMHAeT BpadaM O
HeoOXOMMOCTY MHAVIBUIYaIbHOTO IOAXOfa K NOHMMAaHMIO 0COOEHHOCTelT IaToreHe3a
60JIe3HM Y MOJIOABIX JINL] C XPOHMYECKOII IaTONOIVell NETKUX, IPaBWIbHOMY aHaIN3y
MAaHHBIX aHAMHe33a, TPAaKTOBKM JAHHBIX KOMIIBIOT€PHO! IMATHOCTUKM M VICKTIOUYEHNIO
JWIN TOATBEPXKACHMIO T'eHETUYeCKOil IpUpOAbl OO/Me3HM. AJITOPUTM JUATHOCTUKU
OpOHXO09KTa3Wil ¥ OCOOEHHO INPUHATUE PEIIeHUA O XUPYPrMYeCKOM MX JIeYeHWU
0053aTeIbHO [TO/DKHBI BK/IIOYaTh TecThl Ha MB. [laxke mosmHsAs muarHocTMka MB
CYIeCTBEHHO MEHAET OpPraHU3aIMI0 IOMOIIY Y JIeYeHN A GOJIbHBIX, IIOBBIIIAET KaueCTBO
VX )KVI3HIL.

B 3axIroueHye X0Tenoch 65l OAYEPKHYTh 3HAUMMOCTD €lllé OffHON aKTya/JIbHON 3a/jadn
B paMKax IpoOseMbl IepBMYHON npoduaaktuku MB, a mmeHHO, HeoOXxOmMMOCTHU
TeHeTUYeCKOro 00cyeoBaH YA eTeil oT 60nbHBIX MB popyTeeli, ¢ COOTBETCTBYIOMIMA
peKoMeHAauAMY B OymylieM (B IIPUBENCHHOM CJIydae ABOE JieTeil, TeTepO3UTOTHBIX
HOCUTeJIeN IO OIpefie/IeHNI0), a TaK Jke APYIUX cuO6COB B ceMbe (y Halleil MalyieHTKN
ecTb cecTpa, 00C/IefjoBaHa, TeTepPO3UTOTHBII HOCKUTeNb MyTauuy). KoHcynbTupoBaHa
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criegquannucTaMy, Janbl pEKOMEHAANN IIPY IVNTAHNPOBAHNN 6epeM€HHOCTI/I.

VlctouHuky MHPOPMAIMOHHO MM PUHAHCOBO MOANEPIKKIL: HeT.

CHUCOK TUTepaTypHl:

1. T.E. Iemburkas, T.9.VBamenko, A.I'Uepmencknit u ap. PeHoTHIIIYECKIe OCOOEHHOCTH 1 TeHeTUYeCKast
HEOJHOPOAHOCTb I0ONIbHBIX IIPN HO3J:[H€I/UI MaH]/Id)eCTaLU/H/I M HEKJTACCUYECKOM TECUYCHUU MyKOBI/ICLU/II[OBa.
[Tynpmononorus 2014,1; 66-70.

2. C.A.Kpacosckuit, E.JI. Amenuna, M.B.YcaueBa u fp. eHoTunmdeckme 0co6€HHOCTI B3POCTIBIX OOBHBIX
MYKOBUCIIMI030M — HOocuTeneit Mytanyn 3849+10kbC>T. Ilynbmononorusa 2014, 1; 71-76.

3. de Monestrol I, Klint A, Sparén P, Hjelte L. Age at diagnosis and disease progression of cystic fibrosis in an
area without newborn screening. Paediatr Perinat Epidemiol. 2011 May;25(3):298-305

ONIIMBKN IMATHOCTUKM XPOHUYECKON
IMAHKPEATUYECKON HEJOCTATOYHOCTU

T.IO. MakcuMbryeBa
@DIBHY «Meouko-zenemuueckuii HAyuHvlli YeHMP».

I[Tpu myxoBucrupose (MB) Hanu4ne ABYX «TsDKeTIbIX», B OTHOLLIEHUY HAPYLIeHNA PYHKINN
TIOfIKEeTYJOYHOI >Kele3bl, MyTalMil B TOMO3UTOTHOM MM KOMIIAyHTHOM COCTOSAHUMU
IPUBOAUT K MMAaHKPEATN4eCKol HeJOCTaTOYHOCTH, TOIfla KaK HaaM4uue OffHOM «TSKenoi»
¥ OLHOJI «MATKOV» WJIM JBYX «MATKUX» MyTalMil BCTpedaeTCst Y OONIbHBIX C COXPaHEHHO
octatouHoit pynkuyeit IDK. IIpu MB y naIjueHToB ¢ «MATKMMMU» MyTalusaMu (KOMIIAyHN
reTepO3UTOTHI O MyTauysM IV u V K/IaccoB) U COXpaHEHHOI 9K30KPUHHOI (PyHKIMel
IDK B 1,24% cny4aes HaOMI0NAI0TCA  SMMU30MbI peUMAVBUPYIOIIETO IaHKpeaTuTa B
CBA3K C Ha/mMumeM CyOCTpaTa A/t BocmameHus. KpoMe TOro, HaHHble HAaIMOHATBHOTO
peructpa mo MykoBuciuaosy 2015 ropa (http://mukoviscidoz.org/mukovistsidoz-v-
rossii.html) meMoHCcTpMpyIOT, 4TO uMCIO MauMeHTOB ¢ MB M «MATKMMM» MyTaLUAMU
3HAUUTENbHO IPEBBLINIAIOT KOMMYECTBO IAIMEHTOB, He TOMYYaloUIMX 3aMeCTUTETbHYIO
Tepanyio XpOHNYECKO! HefOCTaTOYHOCTHU MOMKENyJO4HOI Kele3bl MaHKpeaTUdeCcKIMM
bepMeHTAMM.

ITpuBomuM fiBa KIMHMYECKMX IIpMMepa, KOTOpble JeMOHCTPUPYIOT HeONpaBJaHHOE
Ha3Ha4eHMe TaHKpeaTNIecKuX pepMeHTOB IAIMeHTaM C PeLVANBIPYIOLIMM XPOHUIECKUM
IIAaHKPeaTUTOM B CBA3YM C HEKOPPEKTHBIM OIpefie/ieH/eM MaHKpeaTUyecKoll 3/acTaspl 1
Kaja ¥ IpoBeJieHMeM aHaIK3a He TIOTHOTO CIeKTpa JacThix MyTanuit rena CFTR.
IIpumep 1. Manbuuk V., 5 net, 2009 roga poxxeHns.

JlyarHo3 MyKOBUCIIMZO3 ObUT IIOCTaBIeH Ha OCHOBAHMUIL: IBYX IIONOXUTE/IbHbBIX TeCTOB Ha
MMMYHOPeaKTUBHBII TPUIICKH (HeOHATAIbHBIN CKpUHMHT 98 Hr/MI (HopMa fo 70), peTecT
- 50 ur/mn (HopMa fo 40)), pesyabrata motoBoro tecta (76 Mmons/n NaCl, 83 MMons/n
(nopma 10 60 mmonb/m, 60-80 comHuTenbHas1, 60mee 80 — MOMOKMUTENbHAS), HATMYINS
KUIIEYHOTO CHMHApPOMa (Heo(pOpMIEHHBII OOMIBHBII CTYI C BUAUMON CTeaTopeer,
HeJITpasIbHBII XUP B cTy/Ie). [Ipy moucke 15 9acTbIX MyTaluit Obl/Ia BbIsABIEHA MyTalysA
F508del (II xmacc myTaruit rea CFTR) B reTepo3UroTHOM COCTOSHUML.

CriepBOroroza, 1o faHHbIM peHTIeHOIpadIueCKOro UCC/IefOBaHMsA, 0OTMEYae TCAA yMEepeHHOe
B3Iy THUe JIETKMX, OOefHeHe IETOYHOTO PUCYHKA, eTo feopMalyisa B IPOEKLNM BEPXHIX
morneit. B moceBax MOKpoThI 06HapysxeHsl: St. aureus, Candida albicans. B centsabpe 2014
rofia B MOKpoTe 0OHapy>xeH pocT Pseudomonas aeruginosa. B kauecTBe spafyKaIoHHO
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Tepanuy HasHadeH Lunpobait BHyTpb M mHramsanym bpamuroba (tobpammiyi). ITocne
IIPOBEJEHHOTO Kypca B IOCEBAaX MOKPOTBI POCT CHHETHOJHOI [Ta/IOUKY He ObIT BBLIBIIEH.
B BospacTe 1 ropja mpu yIbTpasByKOBOM MCC/IE[JOBAHMM OPraHOB OPIOIIHON IIOJIOCTH
obHapy>xeHo yBenmunuenne IDK, koTopoe coxpaHseTcs 10 Hacrosllee BpeMs. JmacTasa-1
Kasa - 80 MKT/T Kasna.

C 2013 ropa HabmogaeTcsl pelMANBUpYIOLee MOBBILIEH)Ee aMMUIa3bl U JIMIIa3bl Ha QoHe
yXyAIeHysi oOIiero caMOYyBCTBMS C IEPUOBMIeCKMM 6omeBbIM cuHApoMoM. Camblit
BBICOKMIT YPOBEHD MTOKa3aTeeil KpOBU ObIT 3aperncTpupoBaH B anpene 2014 ropa.

[AWHaMWKa YPOBHA aMmmNazel v nunassl (Eg/mn)

o == =

06.02.2012 26.10.2012 30.01.2013 23.04.1013 06.08.2013 21.09.2013 30.10.2013 17.01.2014 07.04.2014 17.05.2014
— AWM = = = AMNASE

B cBsi3u ¢ atum B nioHe 2014 ropy pe6eHOK ObUI TOCIUTANMN3NPOBAH B IEIUATPUIECKOE
oTfeneHne, rhe ObUI IOCTaBlIeH AuarHo3: «MyKOBMCUMEO3 cMelIaHHas ¢opma.
Xpounyeckuit  6poHxuT. XpOHMYECKas  IAHKpeaTHdyeCcKass  HEJOCTaTOYHOCTb.
Xponudeckuit maHKpearut oboctperrme. Duodenum  mobile.  IuckunHesns
ABEeHAfLATUIEpPCTHON  Kkumuku.  [ucaxapmpasHas  (akTasHasd,  caxapasHas)
HeJOCTaTOYHOCTb BTOPUYIHAA».

ITo paHHBIM /1a6OpPATOPHON [UATHOCTUKM: B OMOXMMMHM KpOBUM HaOIIOfAaeTCst
peuMauBuUpYyolliee MOBBIIIEHNE aMIIa3bl U JIUIIa3bl. B MummuporpaMme Kaja BBIABIEHO
HOBbILIIEHNe YPOBHs >kupoB. HabofaeTcs: moBbllleHne [uacTa3bl MOYN. Pesymbrars
06cIeoBaHMs IIPEfCTAB/IEHbI HIDKE.

brnoxnmuyeckoe nccineqoBanne KpoBu:

IHata 4.06.14 9.06.14 16.06.14 19.06.14 23.06.14 Hopma
Benok,r/n 71,9 68,0 64,0-83,0
CPb 0,22 0-5,0
Amwutasa,En/mn 411 285z 805 376 600 22-80
JTunasa,En/mn >1255,2 508,8 >1529,6 546,5 1162 5-31
I D,En/mn 265 233 248 250 50-360
BunupyOus oOIIHiT,MKMONb/ T 9,8 1,7-20,7
BunupyOus npsiMoi,MKMONb/ 1,7 0-3,4
XonecTepuH,MMOJIb/ 11 5,37 4,36 3,7-5,2
TpurmuuepunsL,MMONb/ 0,74 0,81 0,4-1,69
Tnoko3a,MMoIb/1 4,26 5,2 3,3-6,1
Kpeatunankunasa,En/mn 116,1 138,9 98,0 0,0-171
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JIumuporpamMma Kana:

JInnnpsl Kana Or 5.06.14 Hopma

O61re TUIHIbI 979,0 825,0-939,0 avhint
Poconumumer 162,8 113,0-135,0 Mmr/an
MoHormuIepumbI 6,1 Mmr/an
XonecreHoH 201,0 116,0-138,0 Mmr/an
Konpocrepon 24,5 243,0-295,0 Mmr/
Jurmumepuaet 26,0 33,0-57,0 Mmr/
JKupHble KHCTOTHI 137,1 80,0-106,0 Mmr/an
Tpurmunepuper 214,2 66,0-86,0 Mr/ I
Komnpocranon 102,8 166,0-184,0 Mr/

YpoBenb fnactassl B Moue (Hopma — menee 480 En/n):

Jlata YposeHn
4.06.14 414
9.06.14 2483
11.06.14 1363
16.06.14 4093
19.06.14 1031
24.06.14 1895

ITposopumasn Tepanus: Kpeon 4-5 kamncynst 10 000 EJI Bo Bpemsa Kaxx[oro npuema IuIu
(cyrounas fosa zo 30 000 E]l B cytkn), pocdantorens 10 My x 2 pasa B ieHb,ypcocaH 250
Mmr/cyT, TpumenaT 100 M x 1 pas B CyTKM, TyIbMO3UM 2,5 MT B MHTanAnuax, ALILL 100 mr
X 3pasa B CyTKM, BUTAMMHOTEPATINA.

Jvera. B cBsA3M c TeM, 4TO pebeHKY HeOOXOVIMO yBeMYeH e Cy TOYHON KaTOPUITHOCTI 10
150% OT BO3pacTHOI HOPMBI 1 Y pebeHKa MMeeTCsl TaHKpeaTndeckas HelloCTaTOYHOCTb,
Ins Hero 6ObUta paspaboTaHa crmenmanbHas auera. Ha done mposopmmoit Tepammn
cocTosiHMe pebeHKa 3HAUMTEeNIbHO YIYYIINIOCh, YPOBEHb aMUIashl B KPOM M B MoOdYe
CHM3WINCh [0 HOPMaabHBIX BemumuuH. OfHaKo depes 6 MecAlleB BHOBb OTMEYEHO
HoBbllleHNne ammnasbl. OmpefeneHne snacrasbl-1 Kama ObIIO NPOBENEHO TPYDKABI U
II0Ka3aj10 3HadeHus: 145, 450, 500 MKI/T Kasa.

B cBssM ¢ aTMM pellleHO IPOBECTM IIOBTOPHO TeHeTMdeckoe obcmefmoBaHMue Ha 30
MYTaIuit, IpY KOTOpOM OOHapy>KeHa «MsArKas» MyTtauusa E92K B kommayHz cocTossHUM,
XapaKTepU3YIOIIAACA OTCYTCTBMEM ITAHKPEATNIeCKOJ HEJOCTaTOYHOCTH.

B mocnenytomem mpoeomiack mocTenenHas (B TeueHue 2 MecsleB) oTMeHa Kpeona. ITpu
AVHAMIYeCKOM aMOynaTopHoM HabmofeHnu B 2015-2016 rT. 060CTpeHys TaHKpeaTuTa
oTMedeHbl B ampernie 2015 roma u B sAHBape 2016 ropa. IIpu aTom mo cpaBHeHHUIO C
npepbifyiumMy snuszogamu 2013-2014 rr., 6071eBOI CMHAPOM KYIMPOBAJICSA B TeUeHUe
2-3 pHell, a IOBBILIEHVE aMIIa3bl KPOBM M IMACTA3bl MOYM HOCHU/IO MEHEE BbIPAXKEHHDIN
xapakTep (ammnasa 198 En/mn, npu HopMe no 118 En/mn). K HacTosmeMy BpeMeHn
pebeHOK He MONTyYaeT 3aMeCTUTENbHYI0 (ePMEHTHYIO TepaIliio B TedeHMe 2-X JIeT.

-27 -



Pabomsl, npedcmasiientvle HA KOHKYPC KIUHUYECKUX HAOMI00eHUll

ITpumep 2. leBouka 3 1. 5 Mec., 2013 rofa poXXaeHNA.

JIMarHos «MyKOBUCIIII03» YCTAHOBJIEH HA OCHOBAHMI: II0JIOKUTE/TBHOTO HEOHATATbHOTO
CKPUHMHIa Ha MyKOBMCIIM03, IIOJIO>KUTEIbHOTO pe3y/IbTaTa IOTOBON IIPOOBI Ha anapare
Hanopakr (112 mmons/n), JHK guarnoctukm: 2143 delT / He BblsiBieHa, XapaKTepHOI
K/IMHMYECKOJ KapTMHBI (HeJOCTaTOYHble MPMOaBKM MAcChl Teja, Kalllelb, 00BeMHBIN
ctyn). Ob6¢cnefoBaHue Ha ITAHKPeaTUYeCcKylo HeJOCTaTOYHOCTb MMENIO pasHOpeduBBIe
IoKasaTenu. B cepun konporpamMm — nepuoAMYecKy MOsAB/IeHN e HeITPaIbHOTO KMpa 0
3HAYMTEIBHOTO Ko/mndecTBa (ceHTs16pp 2015 1.). [ToBTOpHBIE 06C/IE[OBAHNS HA 971aCTa3y
Kaja B HopMe: 15.02.2015 6onee 550 Mxr/t u 09.04.15 — 483 MKr/T.

B mnoceBax Mokxporbl BbiABIeHO: Haemophilus parainfluenzae (aBryct 2015),
XpoHM4ecKas crapuiaokokkoBas MHpekysa. PebeHOk momydaeT 6asuCHYIO Tepamuio ¢
POXJeHMA: KPEOH, YPCOCaH, IyIbMO3UM, XMPOPAaCTBOpUMbIe BUTAMUHBL. B aHaMHe3e ¢
1 ropa MposAB/IeHNA TAKTA3HON HeOCTaTOYHOCTH (yrIeBopsl Kama — 0,2 %), monydana
nakrasap. Ha ¢pone mpmema makTasapa u KpeoHa OTMeUYeHbI XOpoLIIe prbaBKu B Macce
tena. Pusndeckoe pa3putie pebeHKa He OTCTAeT OT BO3pacTHBIX HOpM. [loza Kpeona 10
TBIC. B 2-X/IeTHeM Bo3pacTe (1roHb 2015 rox) coctasua 18 xarcyn (180 000 EIT) B cyTku.
C 2015 ropa pebenka 6ecriokosT 601y B >XuBOTe. bo/IeBoll CMHAPOM IPOSABIAETCS, KaK
Pe3KO BOSHMKAIOIIMMY O0/IAMY B BEPXHelI IIOIOBUHE XXMBOTA, TaK I TYTIBIMY, HOIOI[VIMA.
IIpu nanpnanyum >XMBOTA PETUCTPUPOBAIUCH ITAHKPeaTUYeCKIe CUMIITOMBI.

IIpy MOBTOPHOM reHeTMYECKOM UCCIejoBaHUM B MioHe 2015 BbIABIEHDI 2 KIMHUYECKU
3HauyMble MyTanuy: E92K/2143 delT, yTo, Kak 1 B IIpefbIAyIIeM KIMHIIeCKOM IIpUMepe
MO>XKeT CBUJETEeNbCTBOBATh 00 OTCYTCTBUM NTAHKpeaTYeCKOl HelOCTaTOYHOCTH VTN ee
YaCTUYHOM JlepuiyTe. YUUThIBasA pe3y/IbTaThl TeHeTUIeCKOTr0 MICCIeOBaHM U 571aCTa3bl
KaJIa, 6BUIO pellleHO CHYDKATh J03Y KPeoHa.

B aBrycte 2015 roga fo3a KpeoHa coctaBuIa 10 kancyn (100 000 E]T), Ho B konpomnoruu
HIOSIBMJICS. HEMTPA/IbHBII XKV, CHIDKEHME JO3bI IPUOCTaHOB/IeHO. B cenTsabpe 2015 roga
BIIepBBIe BBIABJICHO yBelInMYeHMe anbga — amunassl Kposu fo 131 Ex/mn (Hopma mo 100
En/min), HesHaunTenpHoe yBenundenne ACT mo 62,8 En/n (Hopma o 60 En/n). [lanuble
M3MEHEHMA B MMOCTIENYIOIeM HapacTalIn.

IuHaMuka usMeHeHmit mokasareseit anbga — amuaassl 1 ACT.

HaTa 09.2015r | 10.2015 | 03.2016 | 05.2016r | 10.2016 | 03.2017 | Hopma
Anbda-Amunasa,En/mn 131 144 150 184 142 202 28- 100
ACT En/n 62,8 70,4 140 86,6 78,7 84 15-60

Y3W opraHoB 6plomHoil monoctu B aBrycre 2015 r: axorpadmyecKux M3MeHEHU
MapeHXMMbI TIO/PKENY[OYHO >Ke/le3bl, TeYeHM U Ce/le3eHKM He BbIABNIeHo. Y3U
OpraHoB OPIOIIHOI IOZIOCTH B MapTe 2017 I: 9XOIpU3HAKY rernaToMeraani, fud¢ysHsie
M3MeHEeHMA TOfIKEeMYI0UHO YKeTIe3bl.

ITponomxanachk 6as3ucHas Tepanus U gueToTepamusa — cton Ne5 II, a Takxke Kypcosoe
nedeHye: HekcuyM 10 Mr - 21 ieHb; 6yckoman 1 Tabn x 2 pasa, TpuMenar 25 Mr 1/4 a6
2 pasa o enpl - 14 gHen

B oktab6pe 2015 ropma mpopo/mkuan cHibKeHye Bosbl Kpeona 10 Thic. no 4 kamcyn (40
000E[T) B cyTku. B 2016 rony pe6enok nomyydan 3-4 karncyynst Kpeona 10 Tbic. 1y1s medeHns
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IIaHKpeaTnuTa. B Cepun KOmporpamMmm — HeﬂTpaHbeIﬂ KNP OT €AVUHNYIHDBIX BKpaIUIeHI/HZ
IO YMEepPEHHOTO KOMMYeCTBa. oy B )X1BOTe HAO/MIO[AIOTCS PeXe, CTYNI — ORHOKPATHBIN,
0 OpM/IEHHBIIL.

3aK/oueHme:

1. ITpu noABnIeHNN pelIMBUPYIOIIETO TAHKPEATUTA [I€EPECMOTPETD PE3yIbTaThI
IVArHOCTUKY XPOHMYECKON ITAaHKPEATUYECKON HEIOCTaTOYHOCTM.

2. «Kputmaeckn» OTHOCUTBCS K pe3y/lIbTaTaM KOIPOTOTMYECKMX VICC/IeNOBaHMIA
M 97acTasbl-1 Kajma, ecmu OHM He COOTBETCTBYIOT KIMHWYECKMM U 71abOpaTOpHBIM
NPOABIEHMAM PEUUAMBUAPYIOLIETO IIAHKPEAaTUTa, KOTOPhI XapaKTEPEH I «MATKUX»
MyTauyit MB 1 coxpaHHOI 9K30KPMHHON (QYHKIVIN SKeTIe3bl.

3. B HacTosee BpeMs ClenyeT NPUAEPKUBAThCA TPeOOBaHMII K TeHeTIIeCcKOo
AMaTHOCTMKe MYKOBYICIIIJI032: Ha IEPBOM 3Talle JUATHOCTUKY onpepenarsb 30 Haubonee
YaCcThIX MYyTalMil COIJIACHO HAIYIOHa/JIbHOMY KOHCEHCYCy IO MyKoBMcHMpmo3y. Ecmm
VICXOJJHO OIIPefie/IA/IOCh MeHblIlee KOIMYeCTBO MyTaumii (MeHee 30 4acTbIX MyTaLuil), TO
OIpefieNnUTh HefloCcTarlmye MyTaguu. IIpomomxarh MOMCK pefiKUX MyTalNii, €Cl OfHa
W 2 MyTaluy He 0OHapy>KeHBbI, ¢ IOMOIIbI0 cekBeHupoBanusa rea CFTR.

BPOXXJTEHHBIN IIOPOK PA3BUTUSA NETKUX Y BOJIBHOTO C

MYKOBUCIIITIO30M

IO.M.MockBuHa, E.B.boitiiosa

Omoen mepanesmuuecxoii nynomononozuu HUUII IICII6TMY um.ax./.11.IIaeénosa,
Canxm-Ilemep6ype, Poccust

JI.LE.KonoBanoBsa

Omoenenuem nynomononozuu JIOI'BY3 [JKB, Cankm-Ilemep6ype, Poccus

Pesrome. IlpencraBneH KIMHMYECKMIT CIydall PESKOTO COYETaHMA MYKOBMCINUIO3a U
BPOX/ICHHOTO ITIOPOKa pasBUTHA JIETKMX (KMCTO3HO-aJleHOMAaTO3HON MaTbpOpMarivn).

Beenenne. MykoBucriunos (MB) — MoHOreHHOe 3a60/IeBaHue C Ay TOCOMHO-PELleCCHBHBIM
TUIIOM HAC/lefOBaHMs, IOpakalolljee 9K30KPMHHBIE O>Kele3bl; SBIAETCA  YacTo
BCTPEYalOLMMCsI TeHeTUYeCKM HeTepPMUHMPOBAHHBIM 3aboneBaHueM. B sureparype
OIJVICaHbI CIy4Yall OFHOBPEMEHHOTO IpOsBIeHMsA MB M Apyrux TsDKenbIX 3a0oeBaHMIL.
Tak, mo MaTepuanam LenTpa MB B CaynoBckoit ApaBun ObUIM 3aperuCTPUPOBAHbI CIyYan
couetanyMsa MB ¢ cepmoBMIHO-K/IETOYHOJ aHeMMeil, MHCYINHO3aBYICYMBIM CaXapHbIM
AnabeToM, BPOXKAEHHON TIMIepIIasueil HafIOYeYyHMKOB, MOpoKamm ceppua (medext
MEXOKeTTYIOYKOBOI IIepPeTOpoiKM y OnusHeoB) ¥ cuHApoMoM Onepca-Jlanmoca [1].
ITomumo at0r0, y 601bHBIX ¢ MB ObIIM OIVICAaHBI CMPMHTOMMENS M CKOMINO3 [2], ocTpbIit
muM¢obmacTHbI Jeitko3 [3], ¢ubpoma CunbBueBoro BopompoBopa [4], BpoxmeHHas
reHepann3oBaHHas ramapToMa [5], ronorpossnuedanus [6], BpokeHHas KICTa XO/IefoXa
[7] n runeprpoduyeckuit mutopudecknit creHos [8]. Ha 6ase mynpMOHOMOTMYECKOTO
otmeneHnss JleHuMHrpagckoit o6GMacTHONM [eTcKoi KiauHmdeckoin 6ompamipr (JIOTBY3
JKB) nabmomamich manueHtsl ¢ MB B coueTaHuu ¢ rupspoHepo3oM IPaBoil IOYKIL,
BpOXfieHHBIM mopokoM ceppua (IMIKII), moTpe6oBaBIIMM OIEPATUBHOTO JI€YEHNUS, U
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cuagpomoM JlayHa. Takke B OTHeNeHMM HaOMIOBANCS peOeHOK C BPOXXAEHHBIM IIOPOKOM
Pa3BUTHUA JIETKMX — KUCTO3HO-afleHOMAaTO3HOM ManbdopManyeit. OmMcaHus codeTaHUs
MYKOBMCIIII03a C JAHHBIM ITOPOKOM Pa3BUTHUA B TUTepaType HaM HalTV He YAaIoCh.
Bpoxaennble mopoku passutus nerkux (BITPJT) B HacTOAIIMII MOMEHT IIPeACTaBIISIIOT CO6 0t
aKTya/[bHyI0 IpobmeMy Meauiyubl. Hanbomnee pacipocTpaHeHHBIMYU CPENY HUX SIBTISIOTCS
kucrosuele BIIPJI: KMcCTO3HO-a/leHOMATO3HBIN IIOPOK DasBUTHA JIETKMX, BPOXKJAEHHasA
nobapHas sMmpusema, OPOHXONETOYHAS CEKBECTPALMsl M BPOXKAEHHbIE JI€TOYHbIE KMCTHI.
YacTora kucrosubix BITPJI cocranser okono 1 xa 10 000-25 000 poxpenuit. Takue mopoxku
XapaKTepu3yoTcA KaK IIOTEeHIIMATbHO XXI3HEeYTpoyXKalollue aHoManuu y fieTeit. Hioke peub
OyzeT UAT O BPOXKICHHOI KMCTO3HO-afieHOMaTo3Hoil ManbdopManuu (KAM). JaHHbIil
HOPOK pa3BuTHsA cocTasisieT 25% Bcex BITPJL. ITpu 9ToM MOTYT GBITh M3MEHEHbI HECKOIBKO
JIETOYHBIX JIONell; HamboJee YacTas JoKanmusauusa — Bepxuue jgomu. CylecTByeT 3 Tuma
KAM: 1 tun - KucrosHble 06pa3oBaHus BeMM4MHON 2-10 cM; 2 TUI — MHOXKECTBEHHbIE
KuCTel 0,5-2 ¢M; 3 TMI — CONMU/HBIE MACChI, COCTOSIINE 3 MUKPOKMCT. Cpeyt KIMHIIeCKNX
IIPOSABTIEHMII - PeCIMPATOPHbIN AUCTPeCC-CUHAPOM B HEOHATaTbHOM II€pUOJie, BbI3BaHHBIN
CTIaBJIEHMEM JIETKOTO M CMelleHMeM CPeJOCTEeHNs, BO3MOXKHA BOIAHKA IUIOZA, pasBUTHE
HepCUCTHUPYIOLeil JIETOYHO TIMIEePTEeH3UM HOBOPOXKIEHHBIX. Y 0ojlee CTapIIMX Jereil
MOTYT OBITh peLMANBYPYIOLIMe OPOHXNUTBI, M Xe MIOPOK ABIACTCA CIy4afHON HaXOKOI
IIpYU TIpOBefeHNN 0OCNIeNOoBaHNs B CBA3Y ¢ ApyruMu npobnemamu. OcnoxxHeHreM KAM
ABJIAETCA THEBMOTOPAKC. B pAme cly4yaeB AMar€Hos MOXKHO IIOCTABUTH IIPEHATAaTbHO
(BBIAB/IEHNE KMCTO3HBIX 00Opa3sOBaHMII C MOMOLIBIO Y/IBTPACOHOrpaduu); MOCTHATAIBHO
UICIIONIb3yeTCA METOJ, peHTreHorpadum (BBIABIAIOTCA IIOJIOCTHbIe OOpa3soBaHMA WM
TOMOTEHHBIE 3aTeHEHMs CO CMeLIeHMeM OpraHOB CPelOCTEeHNs), KOMIIbIOTEPHOII
ToMorpaguu (BU3YalIUSUPYIOTCA KUCTO3HbIe OOpa3soBaHMA, MOXKHO YCTAHOBUTH TUII
IIOpOKa), a TakXKe 6poHxockonuu [9, 10].

Knuanuecknit coydait.

Manpuuk B. 2014 r. poxgennst, ot VII 6epemenHocTn, mporekasureir Ha ¢oune XYIU,
IIT cpouHBIX poOmOB, cTpeMuTenbHbIX. Bec mpu poxpenun 2960 1, poct 48 cm. VIPT
OTpULIATeNbHBII. B IIeprone HOBOPOXKAEHHOCTI Y pebeHKa OTMeYaIach 3aTsDKHAs XKeATyXa.
Ha rpynHoM BckapM/IMBaHMY HAXORWICA 1o 1,5 Mec. Y MaTepu ecTb cTaplias 1o4b oT I 6paka
18 net, 3poposa. II pebeHok ymep B 3,5 Mec. (OT HacTosAIero O6paka, IPeAIoI0KIUTEIbHO
UMelT BpPOXIEHHBII IIOPOK CepAlia, B Bece IpUOABIAN  YHOBIECTBOPUTEIBHO,
pecnuparopHbix mpobnem He umen). Peberox B. smepsbie moctymut B JIOTBY3 KB B
BO3pacTe 5 MecCALEB B CBA3M C IIPaBOCTOPOHHEN BepXHeHO/IeBOll MHeBMOHMell. 3aboen
OCTpPO, OTMEYaJoCh IIOBbILIEHNME TeMIepaTypbl [0 (GeOpWIbHbIX LVQpP, KalpU3HOCTb,
CHIDKEHMe alllleTUTa; CIIPaBa BBICTYLIMBAMNCH BIayKHbIE MEIKOITY3bIpYaThle XPUIIbl. Boin
rociutanusuposad B 1IPb, Ha peHTreHorpaMme OpraHoB IPY/IHON K/IETKM — TOTA/IbHOE
HEOJHOPOJIHOE 3aTeMHeHNe BEepXHeil [OMM MPaBOro JIETKOrO C HaaMdyeM IIONOCTeil [0
0,5 cM. BbicraBneH auarHo3 «IIpaBOCTOpPOHHsAS BepXHeHojeBas ITHEBMOHMA», peOeHOK
nepesefied B otfienenye peanumanyu JIOIBY3 JKbB. Ilpu nocTyniennn: Ha CIOHTaHHOM
IbIXaHMM, Oe3 pecmpaTopHOIt noaepxku. Gusndeckoe paspurie HU3Koe. Jlnxopangni fo
¢bebpunbHbIX Hudp. KoxxHble IOKPOBBI 671efHO-Cepble, XOMOAHbIEe Ha OIYIb. II0fKoXHO-
JKUPOBOIT C/Oit MCTOHYeH. TOHBI cepplla MPUITYIIeHbl, putMuyHble. ITonydan O2 yepes
Macky. [IpIXaH1e IIPOBOJUIOCH C 06eNX CTOPOH, Cllerka ocmabeHo cipasa. I1o rasoBoMy
coctaBy 1 KOC kpoBu - KOMIIEHCMPOBAaHHBIN PeCIMPaTOPHbIN anuo3. B K1nHMYecKoM
aHamm3e KpoBU — jefkoumros o 23,6*10'9, anemus (Hb 106 r/n), Er 4,09*10'12. Ha
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PEeHTreHOrpaMMax OpPraHOB IPYHHOI KeTku (puc.l): ymeHbleHMe o6beMa, YIZIOTHEHUe
BepXHeJl JO/I IIPaBOTo JIETKOT0; CTPYKTypa BepXHell oM IIPaBoTo JIETKOrO HEOJHOPOHA
3a CYeT Y4YacTKOB IpocBeTaeHMs. IlpoBommicsa anddepeHIManbHbIl AMarHo3 MEeXHy
NIpaBOCTOPOHHE! BEpPXHENO/IEBOIl ITHEBMOHMEN, OCIOKHEHHON AecTpykuueit, u BIIPJI
(k1CTO3HO-aIeHOMATO3HOI MaIbpopMaryeit).

o Pnc.1

B cBst3u ¢ HapacTaHMeM Ocmab/IeHNs AbIXaHIsI B BepXHell ojie CIipaBa Oblla BBIIIOTHEHA
KOMIIbIOTepHasA TOMOrpadums jerkux (puc.2): BBIABICHO 3HAYMTETbHOE KOMNYECTBO
BO3[yXa B IUIEBPAJIbHOI IOJOCTH CIIpaBa, 6ojblile B IepefHe-MeANaIbHOM, HIDKHe-
JlaTepaIbHOM OTfeNax ¢ (OPMIPOBAHVEM BepXHell MeIMaCTUHANbHOI TPbDKU. CpeHsisa
U HYDKHSASL JOJIY IIPABOTO JIETKOTO KO/TabupoBaHbl Ha ¥4 06bema. CpefocTeHne CMeleHO
B/IeBO. YMeHblileH/e 00beMa, YIIOTHEHIe BePXHell JO/y IPaBOro JIETKOTO C Ha/IM4YMeM
MHO>KECTBEHHBIX BO3[YIIHBIX IOJIOCTEl C HaMMdueM YpoBHA >Kupkoctu. ITpusHaxu
aHOMa/IMM Pas3BUTKA IPABOIO JIETKOTO (KMCTO3HO-afleHOMaTo3HasA ManbdopManus
BEpXHeJ HO/IY IIPaBOro JIETKOTO).

Puc.2
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3a Bpemsa Haxoxpenus B JIOTBY3 JIKB peGeHok momydan aHTUOaKTepUaTbHYIO
Tepanuio (aMImcuy — B/M) ¥ MYKOJIIMTUYECKYIO Tepaluio. BellycaH ¢ yrydiieHneM: Ha
MOMEHT BBIIIVICKN HE€ KallJIATI, HE JINXOPAaaWl, B JIETKUX 6e3 XpUIIOB. PeKOMeHJIOBaHa
rocnuranMsanya depes 1 Mec. Ay KOHTponmbHOro obcnegosanya: KT rpynHoit kieTku
B JTHAMMKE.

Ha mosropuoit KTJI (puc.3): BBIABIsAETCS YIUIOTHEHME, yMeHblIeHume oObema
BepXHell JIo/M IpaBOro JIETKOTO ¢ Ha/JM4MeM KUCTO3HBIX obOpasoBaHumit. Ha asToM
doHe BM3yanM3MPYIOTCA pacliMpeHHble NeOopMUpPOBAHHBIE IIPOCBETHI OPOHXOB.
HHeBMaTI/ISaIH/IH JIETOYHO TKaHM 00OMX JIETKUX HE€paBHOMEpPHAA 3a CYET NbIXAaTE/IbHBIX
apredakTOB.

Puc.3

PebeHOK 6bUI IIPOOIIEPMPOBAH: BHIIIOTHEHA OllepaliyA — BePXH:AA JTOOIKTOMM CIIpaBa;
BBIIIVICAaH B YIOBJIETBOPUTENIBHOM COCTOAHUM. IIpu MOpdomorndyeckoM ucciefoBaHNm
MIOATBEPXKIEH BPOXKIECHHBIN IIOPOK pasBUTHUA JIETKMX — KHMCTO3HO-aJeHOMAaTO3Has
MasbpopMarus.

ITpu crepyrowieil rocnutanu3anyuy depe3 4 Mecsla - IUIOXME BeCOBble HpUOaBKI,
CMMIOTOMBI MajbabcopOLyM, paclieHuBaeMble Kak IpOsBIeHUe ucbaKTepyuosa,
BJIQXHBI/I MaJIONPOAYKTUBHBIN Kaluenb. OOBbeKTUBHO: ofllee COCTOSHUE CpefHell
CTeIleHM TsDKeCTU. PeOeHOK MPOMSHOCKUT OTHENbHbIE CIOIM, CAMOCTOSTEIbHO CafUTCH,
BCTaeT, XOOUT 0e3 IOffep>KKM. 3HAUUTENIbHO OTCTaeT B (PU3MIECKOM PasBUTUU: POCT
u Bec B 1 xopuaope (0 LIeHTWIbHBIM TabnuijaM). B nerkux ppixaHue >kecTKoe, cyxue
JKyXOKallye ¥ BJIaXKHble pasHoKanubepHsle xpuibl, Y/ 32/muH. ToHbI cepaua scHbIe,
purmuunble, YCC 128/muH. ITanbnupyeTcs medeHb 1,5 cM U3-NIOX Kpas pebepHOI
nyru. CTyn o 6 p/cyT, OOWIBHBIA, ¢ XUPHBIM OneckoM. ITo jaHHBIM 06C/efoBaHNA B
OTZieJIeHUM: KOIIpOTpaMMa - cTearopes N0 +++; moroBasd mpoba 75 u 114 mMmonb/i;
snmactasa Kaza 0,9 Mkr/sr. [TpoBefieHO TeHeTIYecKoe 06CIeoBaHMe, BBIABIEHBI My TAIVIN
F508del/F508del; Omoxummdeckuii aHaau3 KpOBM: YMEPEHHO IIOBBIIIEH YPOBEHb
IIe7I04HO ocaTaspl; Ma3OK C 3ajHell CTEHKM ITIOTKM Ha GJIOpY U YYBCTBUTEIBHOCTD K
a/6: St.aureus cKymHbII pocT; Y3V opraHoB OpIOIIHON TOZIOCTU: Y 3-IIPU3HAKY YMEPEHHO
BBIp@KEHHBIX JU(PPY3HBIX U3MEHEHMII MOKeTYOYHOI Xerne3bl; 9x0-KI: B Hopme. Ha
PeHTreHorpaMMe OpraHOB IPYAHOI KIeTKy (puc.4) — COCTOAHUE IIOCTIe OIePaTUBHOrO
NedeHus (BepxHell TOOSKTOMMMU CIIpaBa); HEpaBHOMEpHas ITHEBMATMU3AIVA JIETKMX C
medopMariyell pUCYHKa B BUJIMBIX OT/e/ax.
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Puc4

3a BpeMA HaxoXMeHMA B OTHEICHUM NOMy4a]l 3aMeCTUTENbHYI (epMeHTHYIO,
MYKONMUTHYECKYIO, aHTUOAKTepUaIbHYIO, OPOHXONMUTUYECKYIO TepaInIo,
BBICOKOKA/IOPUITHYIO CMeCh, MAacCaXX TPYAHOII KIeTKn. BecoBas mpubaska 3a 10 gHeit -
600 rp. Cryn HopManm3oBascA. [Ipy BeIIMCKe COXPAHAICSA HEYACTBIN BIAKHDIN Kallleyb.
Ha ocHoBaHuy gaHHBIX aHAMHe3a ) JAHHBIX [IPOBELEHHOrO 0OC/IEHOBAHNS BBICTAB/IEH
mmarHos: «MyKoBUCHMAO03, cMeltaHHas GopMma, Tsoxenoe TedeHne. OOMUTepUPYOLIIt
OpOHXMONMNT, TIepuox 00OCTpeHMs». BbUI BBIINMCAH HOMOIN C PEKOMEH[ALIVSIMIL:
[Tynbmosnm, Kpeon, Ypcocan, waramamym c 3% NaCl, kuHeswurTepammsa, Maccax,
BUTaMIHOTEepAIIN, BHICOKOKAJIOpUITHOE IUTaHNe, Hab moieHne mynbMoHosora JIOIBY3
JKB. K coxaneHuio, B [ajbHeilleM peGeHOK He HAOMIOFAJICS B CBA3U IIEPee3TOM B
npyroi pernon Poccun.

3ax/IoueHne: JaHHbI KIMHWYECKMIT CTydail ZeMOHCTPUPYeT MO3[JHIOI AMAarHOCTUKY
MYKOBHCLIMI033, YTO CBA3aHO C OTPUIIATEIbHBIMI JAHHBIMI HEOHATATbHOTO CKPMHMHIA
Y HEOCBEOM/IEHHOCTDIO CHELMA/NNCTOB O BO3MOXXHOCTM COYETaHMS MYKOBMCIUIO3a,
YacTO BCTPEYArOIIeTocs FEeHETUYECKN [eTePMUHUPOBAHHOTO 3a00/MeBaHms, C
BPOXKIEHHBIMI IIOPOKAaMM pPa3BUTUs JIerkux. KinmHu4ecKkme CUMITOMBI y peOeHKa
CBA3BIBA/INCH WCKTIOYNTENBHO C KUCTO3HONM ManbpopMaruell, XOTs OTCTaBaHVE B
¢$u3MIecKOM pasBUTUM, CUMIITOM ManbabcopOLM U AIMTENIbHAS XKEITyXa B IepPHOfie
HOBOPOXXIEHHOCTM HOJ/DKHBI OBUIM HACTOPOXWUTh CIIELMAIMCTOB M  PACHIMPUTD
IVaTHOCTMYECKMI TOMCK. B TO ke BpeMsA IIpM aHa/iM3e NAHHBIX TMTEPaTypbl Mbl He
06HAPY>XIIH ITYO/MUKALIT O TAKOM COYETaHUY, YTO, BEPOSITHO, TAKXKE MMEJIO 3HAYEHNE
B IIO3JHE [AMAarHOCTMKe MYKOBMCLUAO03a y pebeHka. llenp maHHOi myOmukanum -
MIOATBEPANUTb BO3MOXXHOCTDb TAKOTO COYETAHM, TaK KaK paHHee BbIABJICHNUE ITaTOIOINN
crroco6cTByeT 6os1ee 6IarOMPUsATHOMY TEUEHNIO U MCXORY 3a00/IeBaHMUIL.
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KIMHUYECKUN CIIYYAN HAB/TIOOEHWSA 3A BOJIbHBIM
MYKOBUCHIIO30M C TSKEJIBIMU ITPOSB/IEHU MU

HYTPUTUBHON HETJOCTATOYHOCTU

B.B.Yukynos

Kadgeopa oemckux 6onesneii ¢ kypcom I10, ®I'BOY BO “Kpacroapckuii
20cyoapcmeennviii MeOUUUHCKUL yHudepcumem umenu npogeccopa B.D. Boiino-
SAceneyxozo”, 2. Kpacnospck, Poccus.

Pesrome. Mykosucuyznos (MB) - Tsxenoe Hac/eicTBeHHOE ITOJIMOPTaHHOE 3a00JIeBaHIe,
00YC/IOBJIEHHOE CUCTeMHOJ IMCQYHKIMeN SK30KPUHHBIX JKele3 C PpasBUTHUEM
[IAHKPeaTNIeCcKoil HefoCTaTOYHOCTH. [IprBoanM caydait HabmofeHns 3a 6ompHbIM MB
C TAXKe/IbIMU HPO}IBHCHI/IHMI/I HyTpI/ITI/IBHOI‘/JI HeJOoCTAaTOYHOCTH, CHOCO6aMI/I KOppeKIH/H/I
OAHHOI'O COCTOAHUA C HpMMeHeHI/IeM HOBbBIX KOMHbIOTepHI)IX TEeXHOJIOTIA.

Beepmenue. MykoBucumpos (MB) - Tsxenoe Hac/IefCTBEHHOE IIONMMOpPraHHOE
3aborieBaHNe, OOYC/IOBIEHHOE CHUCTEMHON IMCPYHKIMe! 9K30KPUHHBIX OKele3 ¢
paSBI/ITI/IeM HaHeraTI/I‘IeCKOﬂ HeJOCTAaTOYHOCTMN. HI/IeTa n (bepMeHTHa}I 3aMeCTUTENbHAA
Tepanus SABJSIOTCA OCHOBOI ajIeKBATHBIX TEMIIOB (PM3MUYECKOTO PasBUTUs pebeHKa.
HyTputuBHbI1 cTaTyc 601bHBIX MB MMeeT npsAMYyIo Koppemanuio ¢ GyHKIMell TeTKuX,
TSAXKECTbIO TEYECHU A 3a6OHeBaHI/IH, HpOI[OII)KI/ITeIIbHOCTbIO JKM3HN.

Peay}leaT TaKOM 3aBUCUMOCTU ﬂeMOHCTpI/IpYIOT JaHHbIE HaI_U/IOHaIIbHI)IX peI‘I/ICTpOB
marueHToB ¢ MB, kak y Hac B cTpaHe, Tak u 3a pybexom [1].

Knmandeckuit cydait.

IIpuBogum cay4ait HaOMOGEHMS 32 MALVEHTKON C TSDKEIBIMM IIPOSIBICHVSIMUI
HYTPUTUBHOI HEJOCTATOYHOCTH.

Esrennsa [I., 1 rog 8 mecsanes. [leBouka OT MOJIOABIX, 3/[0POBBIX pOAMTENeil, oT 1-11
¢dusnonornyeckoit (HOpManbHOI) OepeMeHHOCTH, 1 CPOYHBIX PONOB, BeC/pOCT IIpU
poxpenun 2900 r / 52 cM, oreHKa 1o mKkaje Anrap 8 / 8 6asios.

ITocne poxpeHua (B mocrenymoljue 16 4YacoB) cOCTOsAHUE peOeHKa YXyHILIANIOCh:
II0ABMIACh BOCKOBVJHAA 6IIeI[HOCTb KOX1, CprFI/IBaHI/[e, qacTas pBOTa )KCIIYI[O‘IHI)IM
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COMePXKMMBIM C IPUMECBIO XKeT4l, B3[[y THe )XMBOTA, KOHTYPUPOBa/IV NET/IV KUIIeYHUKA.
[TprcoenHUINCh CUMIITOMBI ~MHTOKCMKALMM WM [erMApaTalii:  IIOBBIIIECHNE
TeMIIepaTyphl TeNa, BRIpayKeHHas )KaXK/a, CYXOCTb KOXKI, CHVDbKeHue AJl, mosbrmenne Y1
n YCC. OTx0XKIeHus Kaaa He ObIIo.

CocrosHye pebeHKa OBUIO paclieHeHO KaK OYeHb TKeNIoe, IepeBefieHa B XUPYprudeckoe
OT/ie/IeHNe, T IPOBefieHO XVPYprUdecKoe jedeHue (JIaapoTOMUs, peBU3UA OPraHOB
OpIOIIHOM MONOCTM, HEKOMIIPeCCUsl KUILIEeYHVKA, TepMMHANbHAs WIeoCToMus). B
MOCTIE0NepaliMOHHOM Ilepuofie B TedeHMe 1 cyTok Haxopumack Ha AVIBJI. B neyenun
MpOBOAWIACh AKTMBHAs aHTMOAaKTepuanbHas Tepamusi, IIOJIHOE I[apeHTepanbHOe
IUTaHUe, C IIOCTEIICHHBIM IIePeXOfoM Ha 9HTepanbHoe (IIyOokwmii rupponusar 6e3
CofiepyKaHMsI TAKTO3BI).

B npouecce rocnyranusanyy ObUIV NOMYYeHbl pe3y/IbTaThl HEOHATA/IbBHOTO CKPYHIHTA.
Yposenb HeonaranbHoro IRT coctasun 167,4 Hr/mi1, Toc/e IpoBefeHNs petecTa — 202,4
Hr/MJ1. Pe6eHOK 0CMOTpEH reHeTMKaMu, POBefieH OTOoBII TecT (anmmapar «Nanoduct»)
— IPOBOAMMOCTD XTopuzoB moTa coctaBuaa 109 (1 tect) n 110 (2 Tect) Mxmonb/ 1. Boutn
IIOJTy4eHBl Pe3y/IbTaThl I'€HeTUYeCKOro TUIVPOBaHUA — BblABIeHa MyTtanus Fdel508
B TOMO3WTOTHOM COCTOSIHUM. B Bo3pacTe 3 MecAleB peOeHOK IIOCTaBJIeH Ha y4eT B
PernoHanbHOM LieHTpe MyKoBUCIUAo3a I. KpacHospcKa, Ile HayaTo AMUCIIAHCEPHOE
HabmoeHne.

ITpu ocMortpe (B Bo3pacTe 3 MecsAlLeB): cocTosHMe Tshxenoe. Koxxa 6refHas. BeipaxeHHOe
CHIVDKEHME MBIIIEYHOM MacChl ¥ IOJKOXXHO-)XMPOBON KiaeTdaTku. JacToTa IbIXaHUS
28 ¢ MMHYTY, ofbIIKy B nokoe HeT. Carypaumsa 96%. Kaulenb He 4acThlif, C BA3KOI
MOKPOTOI1, OTHe/AeTCA ¢ TPyRoM. IIpu mepkyccum lerkux — KOpoOOYHbIN 3BYK, IIpU
ayCKY/IbTAllUM — >KECTKOEe JbIXaHMe, IPOBOAUTCA HEPaBHOMEPHO, C  OCTableHVeM
Oonbllle B HIDKHUX OTHeNAX, XpUIIOB HeT. ToHBI ceppua purMmyHble, 110 ymapos B
MUHYTY. EcT caMocToATeNbHO, He 0XOTHO, COCET ¢ OCTAaHOBKaMM, IpepbIBUCTO. JKMBOT
yBeluYeH B oObeMe, HO MATKUIL, 6e300/me3HeHHbII. B obmactu mepenHeir OprolIHOM
CTeHKM — mmeocToMa. Koxka BOKpYr cTOMBI runepeMupoBaHa (pasgpaxenue). Iledenn
1o Kpar pebdepHoit fyru. CeneseHka He yBenudeHa. CTyI )KUAKMIA, 3€/ICHOTO 1IBETA, O
12 pa3 B CyTKM, >KVMPHBI, 37TOBOHHBII, BUAVIMbIe Karm >xypa. OTekos HeT. Bec 4300 rp
(z-score= - 2,5), poct 59 cMm (z-score = - 0,4), macca/ poct 77% (z-score = - 3,1). CocTosiHme
paciieHeHo Kak xpoHndeckast BOH 3 crenenu (Tspxenmas).

[Ipu mpoBeleHNM MCCIENOBAHNS BBIABIEHO: OGMOXMMUYECKMIT aHA/IM3 KPOBIM: OOLMil
O6mmmpy6us — 14,7 mxmonsb / 1 (Hopma 2,4 - 20,5), AJIT - 22 ME / n (Hopma 5 - 40),
ACT 18 ME / n (nopma 5 - 42), I'TT - 30 ME / n (nopma 5 - 35). Kanmit 1,5 MMomb/1.
Hartpuit 130 mxmonb/n. O6umit 6enox 58 r/n. Komporpamma: BelpakeHHasi crearopest
(HelITpanbHBIT XUP ITOKPBIBAaeT BCe MOss 3peHusi). [lankpearnyeckas anacrasa-1 kana:
15 mkr / T (HopMa 200 - 500) - TsDKesnasi CTeleHb TaHKPeaTM4ecKoil HeOCTATOYHOCTH.
IToceB MokpoTbl: Pseudomonas aeruginosa — 106. PeHTreHorpadus rpymHON KIeTKU:
[THeBMOTM3ALMsI JIETOYHON TKaHM MTOBBIIIEeHa. MejKue oyaru MHQUIbTPATUBHBIX TEHE.
JIero4HBIT pPUCYHOK yCHIIEH 32 CIET COCYAMCTOrO KOMIIOHEHTa, 60/Iblile B HIDKHIX 30HAX.
KopHu jlerkux cTpyKTypHble, paclIpeHbl, HeOZHOpOo#HbIe. Cep/ilie 0ObIYHBIX Pa3MepoB
n ¢opmsl [Inadparma pacronoxeHa 06bIYHO, CUHYCHL AU epeHIUPYIOTCA.

Pe6eHox rocnuranmm3aMpoBaH ¢ CTanMoHap (OTAe/lIeHMe IMATONOIMU JieTell T'PYLHOro
Bo3pacTa). [IpoBefileHa KOppeKIMs /MIeKTPONMUTHBIX HapylleHMi (CMHApOMa IICEBIO-
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6aprepa), OenkoBas Koppekums (B/B uHQy3ua anpbymmua). Hawata Kypcopas
VHTJIANVIOHHASA Tepanmusa TOOpaMMIMHOM, pery/LipHOe IIpUMeHeHNe NOopHasbl-anbda,
runeproHndeckoro pactsopa NaCl 7%-+ruanypoHoBas KMC/IOTA, eKeSHEBHBIV IIpHUeM
>KupopactBopuMbIx ButaMuHoB (A, II, E, K), YIXK, kunesutepamus. C yyeToM Ham4Ius
y peOeHKa TSDKeNbIX HYTPUTUBHBIX HapyIIEHMI IMUTaHUE IPOBOAWIOCH C IIOMOIIBIO
«arpecCUBHBIX» METOJIOB HYTPUTVBHON MOAIEPXKKY — Ha30raCTpajbHbI 30HA (00beM
nede6GHOI cMec yBenudeH o Tpebyemoro). IIpoBeseH mof6op 03I 3aMeCTUTEIBHON
dbepmentHoit Tepanuu (pacuer mposogynn u3 pacdera 7000 EJl numassr Ha kr). Mame
[aHBl peKOMEHJAIVIM II0 YXOAY 3a MIeOCTOMOI. Bpinmcana ¢ yrydiieHneM.

B BospacTe 4 MecsleB peOeHKY BBeeHBI IIPOAYKTBI IPUKOPMa (IIEPBBIM IIPUKOPMOM
Obl/Tla Kallla, Jajee BBOAWIM MACO, oBowM, (PpykThI). B BospacTe 6 m 9 MecAnes
BO3HMKa/IM TPUSHAKY KUIIEYHON HENMPOXOAMMOCTU, HEOFHOKPATHO OCMAaTpUBAIach
HeTCKUMM XUpPypraMu. YdYuTbIBas [aHHble IPOSBJICHUA Ha pEryIApPHONl OCHOBe
HO/Ty4ajIa Iperaparsl TaKTY/I03bl C MHAMBUYAIbHON KOPpPeKIVel 03bI B 3aBUCUMOCTI
OT XapakTepa cTy/Ia. B BospacTe 1 ropa mpoBefieHO OIlepaTUBHOE 3aKPBITVE CTOMBI.
PacyeT HYTPUTMBHOIO CTaTyca 3a BeCh IepyOJ, HAOTIONEHNA IPOBOAMICA C IIOMOIIBIO
KOMIIBIOTEPHOI IIpOorpaMMbl «MOHUTOPUHI HYTPUTMBHOIO CTaTyca, (pepMeHTHOI
Tepamuy, palyoHa NUTaHUA Hnpu MykoBucumpose” (focymapcTBeHHas permcrpauys
OUIIC N 2016660762 ot 21.09.16), koTopas Oblla co3faHa Ha 6a3e KOMIIBIOTEPHOI
mwiar¢popmbl 1C (OO0 «Kammran») cOTpySHMKAMM HayYHO-KIVHUYECKOIO OTHeNa
mykoBucuuposa OI'BHY «Meanko-reHeTMYeCKMiI Hay4HbBI LEHTp» INPU y4acTUK
OI'BYH «®UI nutanus n 6uorexHonornm». KommpioTepHas mporpaMma IO3BOMNTIA
IIPOBOZIUTD OLICHKY (PM3NYECKOTO pasBUTHA, afieKBaTHOCTb AMeTOTepamuy Ipu MB,
a TaKXe CBOEBPEMEHHYIO INepCOHM(MUIMPOBAHHYI0 KOPPEKIWI0 NPV 3HAUUTEIbHON
9KOHOMMM BpauyeOHOro BpeMeH [2].

B cBssM C TSDKeNBIM HapylleHueM HYTPUTMBHOIO CTaTyca y pebeHKa aKTyaJbHBIM
ABJLAIOCh TIPYIMEHEHVe CIelVaIM3MPOBAaHHbIX JIe4eOHBIX CMeceil ¥ IIPORYKTOB
IOIIOTTHUTENIbHOTO MMTaHuA. B Xxone Hab/IofieHnA 3a peOeHKOM PeTy/LIPHO IIPOBOAMIACH
KOppeKIusA NUTaHKA (C IOMOLIBI0 BBeJEHMs OIOTHUTENbHBIX JIe4eOHbIX IPOyKTOB
— JKUPOBBIX SMY/IbCUII, CMecell C IIOBBIINICHHBIM COfepXKaHMeM Oeska), mopmoop mo3
3aMeCTUTENbHOI (GepMeHTHON Tepanuy (pacueT HPOBOAWIM PasHBIMU CIOCOO6aMu
- Ha KT Beca pe0OeHKa, a Talkke B 3aBUCUMOCTU OT oObeMa HOTPeOIAEMOro >KUpa).
CBoeBpeMeHHasd KOppeKIMsA II03BO/IMIA MOCTUTHYTb HOPMAaJIbHBIX IIOKa3areel
HYTPUTUBHOIO CTaTyca. B HACTOAIMIT MOMEHT COCTOSHME HYTPUTHBHOTO CTaryca
CKOpPPeKTUPOBaHo, Ipu3HakoB BAH He ormevaercs: Bec 11400 rp (z-score=0,5), pocr 81
cM (z-score = - 0,7), macca/ poct 111% (z-score = 1,1).

B HacTOALIMIT MOMEHT JileBOYKa HaO/IIOfjaeTCA C JUArHO30M: MYKOBUCIIMJ03, CMEelllaHHAasA
¢dopma (MyKOBMCIMTO3 C ITAHKpeaTN4ecKoil HelOCTaTOYHOCTbI0), E 84.8. Xponnyeckuii
OOCTPYKTUBHBII OpoHXUT, obocTperme. JJH 1 cr. XpoHudueckas IaHKpeaTHdecKas
HEeIOCTaTOYHOCTD, TsDKenmas. leHetmueckuit guarnos3: Fdel508/F508del. Xpoumuecknmit
BbIceB Ps.aeruginosa. Ocnosxnenns: MekoHneBbIl mieyc. CUHAPOM KOPOTKOJ KMIIKI.
CuHppoM 1ceBRo-6apTepa B aHaMHese.

3axmodenye. JJaHHBIA KIMHWYECKUIT CIy4ail JeMOHCTpUpPYeT HEOLEHUMYIO PpOJb
AKTMBHOIO [VCIIAHCEPHOTO HAOTIONEHNMs, BHENPEHME COBPEMEHHBIX KOMIIBIOTEPHBIX
IpOrpaMM, MCIONb30BaHMe JIe4YeOHBIX IIPOAYKTOB IIMTaHMA B HOpPMalIu3alyn
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HYTPUTMBHOTO CTaTyca. B pe3ynbrare 4ero nmauyeHT C MCXOJHO TAXKETbIMU NPU3HAKAMMU
HYTPUTMBHONM HEIOCTATOYHOCTH JOCTUT ITOKa3aTesiell BO3SPaCTHON HOPMBI.

CHUCOK MCII0/Ib30BaHHOI NNTEPaTYPhI

1. Kanpanos HI, Kammpckas HIO. (pepn.). Mykosucumpos. M.: V] «Mepgnpakruka-M», 2014, 672 c.

2. Konpparvea E.J., Makcumpiyesa T.IO., Tlopraos H.M., Vnbenkosa H.A., IIsippeBa E.A., YukyHoB
B.B., Hasapenxo JL.II., Cmupnosa JL.JI. IlepBble pe3ynbTaThl IpMMEHEHN KOMIbIOTEPHO IMPOrpaMMbl
«MOHI/ITOPI/IHF HyTp]/ITI/IBHOFO CTaTyCa, paLU/[OHa IINTAaHUA U (bepMeHTHOﬂ Teparu/u/[ HpI/I MyKOB]/ICLU/I,[IOSe»
/1 Bonipocst fetckoit auetonornu.-2016-14(6).- C.5-12.
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PABOTDHIL, ITPENCTAB/IEHHBIE HA KOHKYPC
HAYYHBIX PABOT MOJIOOBIX YUYEHBIX

KIMHUKO-OYHKIVMOHAJIbHAA XAPAKTEPMICTUKA
COCTOAHUA OPTAHOB JIBIXAHVA Y JETEN, BOJTbHBIX
MYKOBUCIINNTO30M

Asrop: Kupmmna Vipuna AnexceeBHa, acCUCTEHT Kadepbl TOCIUTATbHON
neguaTpuu

Hayunsrii pykoBoputens: Ilapmnnosa Enena bopucosHa, g.M.H., npodeccop, 3aB.
Kadempoit roCIMTaTbHOI MeTUATPUU

DI'BOY BO «Omckuii zocydapcmeennouii meOuuunckuii ynueepcumem» Munsopasa
Poccuu, 2.0mcxk, Poccus.

BBenmenue.

MykoBucunpos (MB) - Hambormee wacToe HacIeNCTBEHHOE ayTOCOMHO-peLleCCHBHOE
3abo7eBaHIe Cpey L] eBPOIeOMAHON packl. OHO BCTpedaeTcsi BO BCEX ITHUIECKUX
TPymIax ¥ C PaBHOM YacTOTON y OOOMX IIOJIOB, M XapaKTEPU3YeTCs XPOHUYECKUM
[IPOrpefieHTHBIM TeUeHMeM C TONMMOPTaHHbIM mopaxkeHneM [1]. B 2014 r. B Poccumitckoii
Qepepanuny Mo JaHHBIM HAlIMOHAIBLHOTO PETUCTpa cpefiHAs yacToTa MB coctaBmia 2,31
Ha 100 TbIc. Hacenmenus, B OMCKoiT 0671acT B 9acTHOCTY - 2,881 Ha 100 ThIC. HaceTeHNS

[2].

HecMoTps Ha coBpeMeHHBIe JOCTVDKEHNUA B Tepalny 3a00/1eBaHus, I0pakeH1e OPTaHOB
IBbIXaHY [TO-IIPEKHEMY OCTAeTCSI OCHOBHOI IPUYMHON CMePTH Y 60NIBIIHCTBA O OTIbHBIX
MB [3]. Vcxoms m3 9TOrO, BO3HMKAeT HEOOXOAMMOCTD IOCTOSHHOTO MOHUTOPMHIA
(yHKIMY BHENIHETO AbIXaHMs y BCeX 60/mbHbIX MB, HesaBucnmo ot Bospacra. «30/10TbIM
CTaHJIapTOM» B HacTosdllee BpeMsA sABAeTcsA crmporpadusa. O6beM GpopcupoBaHHOTO
BBIIOXa 3a 1 CeKyHAy B IIPOLiEHTax OT pacdeTHoro mnokasarens (O®Bl1) saBnsercs
PaHHUM ¥ Haubo/ee YyBCTBUTEIBHBIM IIapaMeTPOM HapyLIEHVs BEHTVIALMU JIETKUX
[4]. K coxaneHuo, B IIefyaTpU4ecKoil IpaKTUKe IPOBefeHIe CIUporpaduy CTaHOBUTCA
BO3MOYXHBIM TOJIBKO Y fieTeil 6 JIeT ¥ CTapilie BBUAY HEOOXOAMMOCTY AKTUBHOTO yIACTHS
HalMeHTa B UCCIeTOBAHUMN.

[TpobmeMy no3BosnseT pelmnTh KoMmmbloTepHas 6ponxodonorpadpus (KBDI') - merop,
OCHOBAaHHBII Ha PErMCTpAaLMy PeCHMpaTOpPHOTO LMKAA M aHaaM3e aMIUIMTYTHO-
YaCTOTHBIX XapaKTePUCTMK [bIXaTelbHBIX IIyMOB. Ilpy moMOIM CHenyaabHBIX
JaTYMKOB IIPOBOJMTCA pPErMCTpalusA CIOKOVMHOTO [bIXaHMA TanueHTa. Meron
BBICOKOMH(OPMATVBEH B [MarHOCTUKE CKpBITONl OpoHxmanbHOI o6bcrpykiym. Ilo
nanHbIM KBODT y 30% meteit, 60mbHBIX MB, perncTpupyoTcs HapyieHys 6pOHXMaIbHOM
IIPOXOJVIMOCTY TP OTCYTCTBMM BBIPaYKEHHBIX KIMHIYECKUX IPOABICHNUI ITOPaskeHNA
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OpraHoB jbixaHus. IIoMMMO 3TOro, OTMeYeHO, UTO IIpU TsDKEIOM TedeHueM MB
rokasarery Kb®I' B BBICOKOYaCTOTHOM JiMalta3oHe HaXOAATCA B IIpefie/laX HOPMaTbHBIX
3HAYEHUIL, YTO MOXKET OBITD C/Ie[ICTBYIEM BBIPa>KeHHOI e opMaly GpOHXOB, MYKOCTa3a
U «TalleHNA» 3BYKOBBIX ()eHOMEHOB [5]. B HacTOAmUII MOMEHT MeTOJ, He II03BOJIACT
OLICHUBATDb CTENleHb TKECTH OPOHXMATBHON 0OCTPYKLNY, TOMBKO KOHCTATUPYA (akT
ee HammuuA. CraemyeT OTMETWTb, 4TO ucnonb3oaHyme KBOI saBmgercs mocTaTovHO
IIepCIIeKTUBHBIM I BBLABIEHNA OPOHXO0OCTPYKTUBHOTO CMHAPOMA Y eTell paHHero
BO3pacTa, cTpajanoiux MB. Tpebyercsa npopomkeHue McCIeOBaHUIL /I YTOYHEHNS
IVarHOCTMYECKO 3HAYMMOCTY METO/IAa ¥ TaKMX MaIlIeHTOB.

XpOoHMYECKIIT MMKPOOHO-BOCIIANMUTENIbHBI MIPOLleCC B OPOHXO/IETOYHON CUCTEME Y
6onbubIXx MB pasBuBaercs pano. Pseudomonas (Ps.) aeruginosa sB/sieTcs BeRyLIUM
natoreHHoM 1pu MB. XpoHudeckas CHUHerHOWHas WMHQEKLUUsA COIPOBOXAAETCS
nporpeccupyoowum cHivkeHreM O®BI1, moBbllleHMeM pUCKa TOCHUTAAM3ALMI U
yMeHbIlIeHMeM BbDKVMBaeMoCcTH OonbHBIX. Hambonee TspKenoe MOpakKeHMe JIeTKUX
pasBuBaercs npu uHpuuuposanuu Burkholderia (B.) cepacia [6, 7]. OpHako He
YCTaHOB/IEHO BMsAHME MMKPOOHOTO Iefi3aka JNBIXaTeIbHBIX IyTell Ha COCTOSHME
¢byHKIMY BHeLIHero AbixaHus 10 faHHbM KBOT.

B wHacrosmmit MoMeHT ommcaHo 6Gomee dem 2000 pasIMIHBIX MyTalluil TeHa
TpaHCMeMOpaHHOrO peryastopa mnposogumoctu mnpu MB (MBTP) [8]. Bce
UACeHTUPNIVPOBAHHBIC MyTallM) CTPYIIIMPOBAHLI B 6 KJIACCOB B 3aBUCMMOCTM OT BUJA
HapyiueHus gyukiyu 6enka MBTP [1, 9]. Teopernueckn, myranuu I k1acca IpuBOAAT
K 60Jee TSDKEIOMY IOPAXKEHWMIO OPraHOB [BIXAHVS BCIIECTBME IIOTHOTO OTCYTCTBUS
IIpoTerHa Ha aIMKa/JbHOJ MeMOpaHe SINMTeINANbHON KIeTKU. B psame mccmemoBammit
YCTAQHOBJIEHO, YTO (PYHKIIMS JIETKUX Y OObHBIX, TOMOSUIOTHBIX II0 MyTarusaM I kmacca,
HIDKe, 4eM y ull, Hecymumx myranmit II ximacca [1]. Vsydyenne BIMAHMA TeHOTUIIA Ha
COCTOAHME OPraHOB [bIXaHUsA TIPENCTABIAET ONpPENENeHHbII WMHTEPEC, YYMThIBasA
IIMPOKYIO PAaCIPOCTPAHEHHOCTD B HOMY/IALIUN POCCUIICKMX OOIbHBIX MyTaumii I kiracca.

B TedyeHme nocnegHUX AeCATUIETUII OTMEYEHO, UTO, HECMOTpPA Ha 3HAYMTEIbHBIN
nporpecc B Tepanuyu MB, Meanana Ipojo/DKUTETBHOCTY >KM3HU JKEHIMH B CpeHEM
Ha 3 roja Kopode, yeM MY>XuMH. HemaBHMMM MCCIEeNOBaHUAMM YCTAHOBJIEHO, YTO
17-B-acTpanyon MHIUOMPYeT IPORAYKIMIO MHTEPIeHKIHA-8 B SIUTEINM JbIXaTe/IbHbIX
nyTeit 601bHBIX MB, a Taxoke cioco6cTBYeT pasBUTUIO MYKOUAHBIX popM Ps. aeruginosa
[10, 11, 12]. OpgHako B HAcTOAIIMII MOMEHT JVUCKYTaOeIbHBIM OCTaeTCsl BOIPOC O
Ha/IMYMU TEHIEPHOTO pa3pbiBa CpPefiu JieTelt U MOApoCTKOB [13,14].

Llenpb paboThl: pa3paboTaTh KPUTEPUHM JUATHOCTUKY CTETIEHN TSDKECTV BEHTU/ISILIOHHBIX
HapyweHuii mo fanHbIM KB®I' y feteit ¢ MB 11 OIleHKM CTeNeHN TsXKeCTH M IPOrHO3a
3abonmeBaHm.
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Samaun:

- COIOCTaBMUTb IapaMeTpbl (PYHKIUM BHeEIIHero AblxaHuA Ho gaHHbIM KBOI n
crmporpadun y fieteir ¢ MB 1o cpaBHeHMIO CO 3TOPOBBIMYU CBEPCTHUKAMIL.

- YCTaHOBUTb BJIVISTHME IIOJIa, TeHOTHIIA, MUKPOOHOTO Iefi3aka bIXaTe/IbHBIX Iy Tell Ha
cocTossHMe QYHKIMM BHEITHETO AbIXaHMA 60IbHBIX MB.

- BBIABUTH B3aMMOCBA3b MEX]y OCHOBHBIMM IIOKasaTenamu cnuporpaduu u KbOT
mpu MB.

Marepuabl 1 METOJbI

V[CC)’IC)IOBaHI/Ie OJHOMOMEHTHO€ METOJOM IIOIIEPEYHOTO Cpe€3a, IIPOBOAMIOCH B NBa
JTarla. I[maﬁm nuccinenoBanns MpeACcTaBj/ICH Ha pUCYHKE 1.

B ocHoBHyI0 rpymmy Obuin BKIIOUEHBI 48 [ieTeil ¢ YCTAHOB/IEHHBIM AMarHosoM MB,
HaxomuBLIMeECs O HabmiofgenreM B metckoM llentpe MB ropoma Omcka B meprmorn
2013-2016 ropos. Kputepuy BKIIOYeHNA: a) YCTaHOBJIEHHBIN fuarao3 MB; 6) pemuccus
OpOHXO0JIETOYHOTO IpoLiecca; B) MHGOPMUPOBAaHHOE TOOPOBOIBHOE COTIACKe 3aKOHHBIX
npencTaBuTerelt pebeHka 160 MOAPOCTKA IATHAAIATY JIeT M CTaplie HA yJacTye B
MCCTIENOBAHNIL.

KouTpornbHyo rpynmy coctaBun 91 pebeHok B Bospacte oT 4 MecsiueB fo 17 mer 11
MecsitieB. Kpytepyun BK/IIOUEHNsI B KOHTPOJIbHYIO TPYIIILY: @) OTCYTCTBUE y pebGeHKa Ha
MOMEHT [TPOBeAeHNsI HCCIE[OBAHSI CUMITOMOB OCTPOTO PECIUPATOPHOrO 3a60/IeBaHNs;
6) OTCyTCTBMe yKasaHNil B aHAMHe3e Ha Ha/ldye XpOHNYECKUX 3a00/IeBaHNMIT OPTraHOB
IBIXaHWs; B) OTCYTCTBME YKa3aHMII B aHaMHe3e y pebGeHKa Ha Halu4ue XpOHUIECKOI
COMATMYECKOJ MATOMOTUM, CIIOCOOCTBYIOMIEN PasBUTUIO OGPOHXOOOCTPYKTMBHOIO
cuHppoMa (mapasuTapHble MHBasuy, 3a00/eBaHNs BEPXHMX OTHENOB JKETYHOYHO-
KUIIEYHOTO TPAKTa, BPOXKAEHHbIe U MpHoOpeTeHHble IIOPOKY Cepfla ¢ oboraiieHnem
MajIoro Kpyra KpoBooOpaimeHus); TI) MHPOPMUPOBAHHOE HOOPOBONIBHOE COIIacue
3aKOHHBIX IMpefcTaBuTeNell pebeHKa MMb60 MOAPOCTKA IATHAALATK JIeT M CTaplie Ha
ydacTue B MICCIeOBAHNIL.

WV ocHOBHasA, U KOHTpPOJbHAsA IPYIIbI OBUIM IOfieJIeHbI Ha NOATPYIIILI, KpUTepUeM
Tpaflaliuy KOTOPBIX CTala CIOCOOHOCTh pebeHKa K IPOBeleHUI0 (OPCHPOBAaHHBIX
ABbIXaTe/IbHBIX MaHEBPOB IIPY CIIpOrpadpuu.

HeuBasuBHast oleHKa cOCTOsiHMA (PyHKUMY BHelIHero gbixanus MetogoM KBOT 6brta
IpOBefieHa y Beex AeTelt ¢ momolnbio mpubopa «[TATTEPH-01» ¢ makeToM IpUKIaZHBIX
nporpamu. [IpoBoAM/ICsE aBTOMATHYIECKUIT pacdeT aKyCTUIECKUX KOMIIOHEHTOB PaboThI
meixanust (AP]T) v CBsI3aHHBIX ¢ HMMU OTHOCUTENbHBIX K09 ¢uuentos K. Bemruanabt
API1 n K1 xapakTepusoBalu COCTOsAHME BEPXHUX HAbIXaTelbHbIX myTeit, AP[I3 n K3
OTpaXka/lu COCTOsIHIE Tpaxeu U GPOHXOB KPYIHOTO 1 cpegHero kamubpa, API2 u K2 -
OPOHXOB MeJIKOTO0 Ka/mbpa 11 OpOHXMOI.
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KpI/ITCpl/II/l BKJIIOYCHHA U UCKITIOYCHUS
v v
JleTn ¢ MyKOBHCIIHI030M Jletu 03 MaToJIOruy OPraHoOB JbIXaHHs
(ocHoBHAasI rpynmna), n=48 (KOHTpOJIBHAA rpynma), n=91

v v

KB®I + cnuporpadus
(mu1s mereit crapiie 6 Jer)

KB®I (ans nereii muaame 6 aer)

A

Jletr ¢ MyKOBHCIIIJIO30M (OCHOBHASI TPyMIa)

v v
‘ Jeru o 6 et (moarpymma 1), n=23 ‘ ‘ Jetu 6 1et u crapiue (moarpynma 2), n=25 ‘

! !

‘ JIHK-muarnoctiuka — Pacnpezenenue mo momy MUKpoOHOTa JbIXATENIbHBIX yTeil ‘

/\

KnnHuueckoe cocTosiHHE OPraHOB
JbIXaHUS:
- mkana llIBaxmana-bpacouinna

- uamenenns Ha MCKT/ perrtrenorpadun OI'K

- HaJIM4Ke OCJIOKHEHUH

DYHKUUOHATBHOE COCTOSIHHE
OPraHoOB AbIXaHHU:

- CTerNeHb IMIOKCEMUH

- KboI

- criuporpadust (2 moarpymmna)

Jletn ¢ MyKOBHCIIH/I030M 6 JIeT U cTapiie (oArpynmna 2)

bajuibHas oLeHKa COCTOSHUS Crernenb 00CTPYKTHBHBIX

o mikase [[IBaxmana- 1 HapyLICHUH 110 JaHHBIM
Bpachunna crniuporpadun

Kb®r

Pucynox 1. [lnsaifH KIMHNYECKOTO MCCIENOBAHNA

Jna nun 2-X NOATPYNII OCHOBHONM ¥ KOHTPOJIBHON TI'PYIII IPOBOAMIACH criuporpadus
¢ ucnonp3oBanreMm comporpada SpirovitSP-1R. OueHuBanuch BeTMYMHBI JKU3HEHHO
emxocty nerkux (JKEJI) B mpoueHrax oT pacyeTHoro mokasarens, O®PBI1, nsmeHeHue
¢dopcuposannoit JKEJI (OIKEJI) u nukosoit ckopoctu Boigoxa (IICB). OBD1 80% u 6onee
COOTBETCTBOBA/I HOPMe, JIETKV€ BEHTI/LILMOHHBIE HAPYIIEHNs IT0 0OCTPYKTUBHOMY THUITY
peructpuposanuch npu ODB1 70-71%, ymepennsle — 60-69%, cpegnetsaxensie — 50-59%,
TspKenbie — mpu O®B1 35-49%. BonbHble ¢ KpailHeTsDKenol OpoHX006CTpyKiuueil npu
O®BI MeHee 35% Ha MOMEHT 00C/IeOBaHNA OTCYTCTBOBAIIL.

HapropomaTaneObIInpoBefieHaHaIM3 BV AHMATEHOTUIIA, IT0/1a, MMKPOOMOTbI IbIXaTeTbHbIX
Iy Teil Ha KIMHNYecKoe ¥ GYHKLMOHATbHOE COCTOsIHYIE OPTAHOB IbIXaHMSA JieTeil OCHOBHOI
rpynmsl. JTHK-auarHocTuka ocyiectsisnace Ha 6ase LleHTpa MOeKy/IspHOI TeHETUKMY,
r.MockBa, 1 6blIa mpoBefieHa y 47 feTell OCHOBHOI TPYIIbL, 1 pe6GeHOK He 06C/IefOBaH.
VccnepoBaHne BIMAHNA T'€HOTHMIIA Ha TeYeHNe 3a00JieBaHNA NPOBOAMIACH Y OONBHBIX
C [BYMA WeHTM(UIMPOBAaHHBIMY MYTaHTHBIMU aIe/siMU. Mukpobuonornieckoe
UICCTIeTloBaHMe MOKPOTHI OBUIO BBIIIOJTHEHO Ha 6ase 6aKTepuONIOrM4ecKoil nabopatopuu
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OO6macTHO JeTCKOM KIMHMYecKol 60mpHNIbl I.OMcKa. KnuHndeckoe cocTosgHMe OPraHoOB
ABIXaHVsI XapaKTepU30BaIi UTOrOBast OLeHKa COCTOsIHMS 60mpHOrO 110 1mKase llIBaxmaHa-
Bpacdunpa B mogudukauun C. B. Paunnckoro n H. V. Kanpanosa (IIIIIB) u nsmeHeHus
Ha MYyIbTHCIUpanbHOI KommbioTepHoil Tomorpadmm (MCKT) wmnu penrreHorpadum
OpraHoB IpyAHOI KleTKM. PYHKIMOHAIbHOE COCTOSIHME OPTraHOB JbIXaHUA ONpPENe/AIn
CTelleHb I'MIOKCeMMN (IIOKasaTely caTypauuy ra3obbiii coctas kposnu), KB®I, a Takxe
cimporpadus s feTeit 2-il MOATPYNIIBI OCHOBHOJ TIPYIIBL. JMarHoCTuKa JeroqHOi
TUIEPTEH3UM M XPOHMYECKOTO JIETOYHOTO Cepflla IPOBOAMIACH C MCIOIb30BaHMEM
yIBTPa3ByKOBOTO alnapaTa skcrepTHoro knacca II VIVID E9.

Cratuctudeckass 06paboTKa IIOTyYeHHBIX pPe3yAbTaTOB U CO3JAHME MAaTeMaTN4eCKOl
MOJIEN OCYIIECTB/IAIOCH € MTOMOIIBIO MTaKeTOB MpuKIagHbIx nporpamm STATISTICA 6.0
n NCSS2004.

PesynbraThl 1 06CyX/ieHue.

OcHOBHas 1 KOHTPO/IbHASA IPYIIIbI OBUIM COIOCTABUMBI MEX/Y 0601 10 BO3PACTY U IOy
(Maunna-VYurtHu, p=0,563 ms geteit mnagute 6 et u p=0,293 s feteii cTapiie 6 1eT).
Mennana BO3pacTa yCTaHOBJEHMA [uar€osa s pgereli 1-JI MOATPYNIIBI OCHOBHOM
rpynmsl coctaBmma 1,5 [1,5; 2,0] mecsina, 4To OBIIO CYLIECTBEHHO HIDKe, YeM B 2-i
noprpymnne (ManHa-Yuthu, p=0,001). [JaHHBIN pe3ynbTaT ABWICA IPAMbBIM CIEACTBYEM
BBeJleHNA NIPOrpaMMbl HEOHATAIbHOIO CKpMHMHTA Ha MB ¢ 2006 roga. ITo ganapiM KBOT
aKycTuyeckass paboTa AbIXaHMs B BBICOKOYAaCTOTHOM JMaIla3oHe Y AeTell Miajile 6 JieT,
6onmpHBIX MB, 6pla comocraBuMa ¢ pe3ynbTaTamy 340POBBIX CBEPCTHUKOB (Tabmmia 1).
STO CBUJIETENBCTBOBANIO 00 OTCYTCTBUM OOCTPYKTMBHBIX HApYLIEHWII B IbIXaTe/IbHBIX
OyTAX Ha MOMEHT ob6cmemoBaHMA M 9(P(EKTUBHOCTU paHHET0 Havala KOMIUIEKCHOTO
crienmduyeckoro edenus. Opnako nosbimeHne API3 y 6onpHbix MB oTpaxkano
Ha/IM4ue yMepeHHBIX 0OTYpalIOHHbIX M3MEeHEeHNII Ha YPOBHE CPefHMX OPOHXOB 3a CYeT
TUnepceKkpenyy MOKpoTbl. Menbmne mnokasatenn API1 B 1-if moArpynme OCHOBHOM
TPYIIIBI, BEPOSITHEE BCErO, CBSA3aHBI C PEryIsApHbIM IIPOBENEHMEM NETbMU KOMIUIEKCA
YIpa)KHEHMII KMHe3WTepanmy, HAIpaBIeHHBIX Ha OYNMIIEHNMEe IbIXAaTeIbHBIX IyTed OT
cekpera.

Tabmuua 1.
ITokasaremy KOMIbIOTepHON OpoHxooHorpaduu y gmereil KO 6 /€T OCHOBHOW U
KOHTPO/BbHOM TPy

ITokasarens OcHOBHasd rpymnia, KoHnTponbpHas rpyma, p>Manna-
noarpymnmna 1,n=23 noarpymnmna 1,n=43 Yurau
Me QL QU Me QL QU
APJT1 MKk 0,974 0,606 3,880 4,187 1,966 6,396 0,010*
APJI2 MK ]Ik 0,110 0,034 0,165 0,047 0,018 0,122 0,066
APJ13 MKk 1,686 1,002 2,461 0,856 0,451 1,861 0,004*
K1 113,830 65,880 255,950 23,985 11,71 42,170 0,001*
K2 3,920 0,750 13,400 1,205 0,410 2,330 0,004*
K3 113,080 63,530 113,080 22,460 10,960 22,460 0,001*

ITpumeyanme: * - pa3nmuumsa CTaTUCTUYECKM 3HaYMMBI, P<0,05, MaHHa-YUTHM
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JuarHos3yeTeii2- IO PYIIIBI OCHOBHON IPYIIIBIObIIBbICTaBeHB 8,0[4,0;27,0] MecALeB
Ha OCHOBaHUM K/IMHUYECKON KapTUHBI 3a00/IeBaHMsI B COYETAHUM C IOTOXKUTENbHBIM
pe3ynbTaTOM NMOTOBOTO TecTa. PYHKIMOHAIBHOE COCTOSHME JIETKMX B 2-J1 MOATpYIIe
OCHOBHOJI I'PYIIIbI OBUIO HEY0B/IeTBOPUTEIbHBIM. Bce IIoKasaTem crimporpaMmsl Obn
CYLIECTBEHHO HIDKE, YeM Y 3[IOPOBBIX JIMII, YTO OTPakKajJo IPOTpefUeHTHOe TeyeHue
3a00/IeBaHNsI C IPEVMYIIeCTBEHHBIM [TOPAKEeHMEM OPTAHOB JbIXAHISI 32 CI€T MYKOCTasa,
IUIEePIPORYKIMY MOKPOTBI, XPOHMYECKON OaKTepyanbHON MHQEKIUY ¥ BOCIaTeHN
C JeCTpyKIueil CTeHOK OpOHXOB M pasBuTueM NHeBMo(duoOposa. KBOI moprsepamia
Ha/ly4ye paclpOCTPAHEHHOTO IIOpaKeHUsA OPOHXONIETOYHON CUCTEMBl Y OOJIBHBIX
MB. Bricokue mokasarenu APII 6b111 0TMeYeHbI BO BCEX YACTOTHBIX [Malla3OHax, Kak
KOCBEHHBII IPM3HAK TOTA/JIbLHOTO BOBJIEYeHMA CTPYKTYP TPaXxeoOpOHXMATIbHOTO JiepeBa
B [IATOJIOTMYECKIX Iponecc. TsokecTh 6pOHXMAIBHOI 06CTPYKIUI OATBEPKAeHa bomtee
BBICOKMMM 3HaYEHMIMU OTHOCUTENbHBIX K03 duimentos K (Tabnuua 2).

Tabmuna 2.
QyHKIMA BHEIIHETO JbIXaHMA JeTell cTapiue 6 1eT OCHOBHOI ¥ KOHTPOJIbHO TPYIIII 1O
[AHHBIM CIIpOrpaduu 1 KOMIBIOTEPHOI OpoHxOdoHOrpadmn

ITokasarenn OcHoBHa# rpymma, KonTponeHas rpymnma, p-Manna-
nojrpymnmna2,n=25 noarpynna2,n=48 Yutau
Me QL QU Me QL QU
KELY% 75,0 62,0 95,0 92,5 85,5 100,0 0,003*
DOKEJLY% 70,0 55,0 84,0 79,0 85,0 95,5 0,001*
OB®1,% 56,0 72,0 90,0 86,0 93,5 100,5 0,000*
T1CB% 83,0 71,0 106,0 85,5 95,0 105,5 0,045*
APJI1,mx]Tx 11,533 9,366 12,470 4,052 1,807 7,897 0,000*
APJI2,mx]Tx 0,169 0,073 0,294 0,029 0,010 0,090 0,000*
APJI3,mx]Ix 2,664 1,513 3,173 0,537 0,119 1,532 0,000*
K1 22,460 15,540 30,170 13,810 6,165 21,185 0,010*
K2 1,585 0,680 2,610 0,680 0,300 1,530 0,017*
K3 20,430 14,755 27,530 12,690 5,940 20,025 0,012*

IIpumedanue: * - pasnuumuaA cTaTUCTUYECKM 3HaUMMBI, p<0,05, MaHHa-YUTHU

B 1-it moarpynme ocuoBuoit rpymnsl JHK-muarHocTnka 6pita mpoBefeHa 22 meTsM, 1
pebeHOK He ob6cnenoBaH. [eHOTHUIIBI, TOMO3UTOTHBIE 10 MyTauysaM | Kmacca, BBLAB/IEHBI
y 3 GONbHBIX, Y aHAJIOTMYHOIO KOJIMYECTBA 0OCIeJOBAHHDIX ObUIa OIpele/leHa MYTalysA
IV kjmacca B KOMIIayH/I-T€TEPOSUIOTHOM COCTOsAHMM ¢ Myranueir II xmacca. 4 pereit
ObUIM KOMIIayHA-TeTeposuroTamu no myrtaumam I u II xmacca. BompmmHCTBO 6OMBHBIX
MB B jaHHOI BO3pacTHON rpymie (9 4enoBeK) AB/SUINCH TOMO3UTOTAMY 110 MYTaIVsAM
IT xmacca. ¥V 3 mereit OfVH M3 MYTaHTHBIX ajlefiell ObUI He YCTaHOBNIEH. VlccmenoBaHue
(YHKIMOHAIBHOIO COCTOSIHMA JIETKMX He BBIABMIO CylecTBeHHBbIX ormmumit (Kpackernma-
Yonmuca, p=0,550 s API2). He ycraHOB/IeHO ponm reHOTHIIA B KadecTBe (hakTopa
pucka popmypoBaHua 6pOHX03KTa30B (TOuHbII KpuTepuit Ouinepa, p=0,316), a Tarxke
XPOHMYECKOJ KOJOHM3alMM JbIXaTeIbHbIX MyTeil Ps.aeruginosa (TOYHBIN KpuTepuit
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Duinepa, p=0,142).

B 2-11 moprpynmne ocnoBHoit rpynmsl JHK-guarHocryka Oblia mpoBefeHa BceM 6OIbHBIM, Y
3 merelt OIMH U3 MYTAaHTHBIX aJljIefieil He 6b11 ycTaHOBJIeH. B mogassmomem 6O0/IbIINHCTBE
CIy4aeB PETMCTPUPOBATNCh T€HOTHUIIBI, TOMO3UTOTHBIe 10 MyrauuaMm II xmacca (11
yernoBek). Heckonbko pexke BCTpeyanuch KOMIAyHA-TeTepO3UroThl 1mo Myraumam I u II
Kmacca (9 meTeit), ¥ TOIBKO y 2 HeTell 3a60/meBaHMe ObIIO OOYCIOBIEHO COYETaHUEM JBYX
MmyTauuii I kmacca. He ycTaHOB/IEHO BIMAHNS TeHOTHUIIA Ha (QYHKLMOHAIBHOE COCTOSHUE
nerkux, Meguanel O®B1 n AP/I2 He MMenyu DOCTOBEPHBIX pasaMUMil MEXY TPyNIIaMu
(Kpackena-Yommuca, p=0,883 1 p=0,905 coorBeTcTBeHHO). OHAKO OTMEYEHO, YTO Ha/IM4I1e
OPOHXO03KTA30B Yallle PEerNCTPUPOBAIOCH Y JINL], KOMIIAYH/I-TeTEPO3UTOTHBIX IO My TallUAM
I n IT xnacca (tounsiit kpurepnit @umepa, p=0,042). B cpaBHeHUM ¢ BeTbMU, HECYIMMU
mBe Myrauuu II ximacca, B aHHOI rpynme orHocuTenbHblil puck (OP) dopmyposanus
6poHx03KTa30B ObLI BILe U cocTaBua 1,833 [[JoBepurensHslit untepsan (V) 1,07; 3,14].
ITono6HbI1 pe3ynbTaT 00bsACHUM 60/IbIINM yrHeTeHVeM (yHKIyHM 6enka MBTP y 601bHbIX,
KOMIIQyHJI-TETEPO3UTOTHRIX 10 MyTauuaM I u II KmaccoB, B CpaBHEHUM C IIPOYMMU
KoMOMHanuAMYN aieneil. He ycTaHOBIeHO pomu reHoTuIla B KadecTBe (pakTopa pucKa
PasBUTHUA XPOHMYECKOII CMHETHOHO nHpeKym (TouHbt Kputepuit @uirepa, p=0,535).
Kak npy 3aboneBaHMM C ayTOCOMHO-PELIeCCHBHBIM TUIIOM HacleJOBaHMA COOTHOILIEHMe
HO/IOB B 00eMx IOATpyHIax ObUIO OVMHAKOBBIM. Y HeTell Miajile 6 jIeT MTOroBas
orjeHka coctosiuyus 6onpubix no IIINB (Manza-Yurhu, p=0,614) u ¢yHKuMOHATBHOE
coctosinue nerkux (MauHa-Yuthu, p=0,804 g APJ2) He Meny JOCTOBEPHBIX OTINUNIA
B 3aBJICHMOCTM OT IIO7a. B flaHHOJ Bo3pacTHOM rpymie mon He nosbiman OP passutna
XpoHMYeckoit nHpekum Ps.aeruginosa n ¢popMypoBaHusa HeOOPATUMOrO MOBPEXIEHNA
JIeTOYHOI TKaHU. B 2-it moprpymmne k1nandeckoe cocrosanme no B y neBodek 661710 XyoKe,
4yeM y Manbunkos (ManHa-YurHy, p=0,001), ograko Megyansl O®B1 u AP[]2 y ManbumkoB
U ieBoveK 6bumm coroctaBuMbl (ManHa-Yutanu, p=0,726 u p=0,913 coorBeTcTBeHHO). OP
PpasBUTHUA XpOHMYeCKOI nHek1uy Ps.aeruginosa He 3aByceN OT 10JIa (TOYHBIN KpUTEPUil
Duinepa, p=0,593). [Tpu nposepennnt MCKT ycranosneno, uto OP BbisiBreHMs 9M(pu3eMbl
JIETKMX, NMHeBMO(1Opo3a, GPOHXOIKTa30B M KOCBEHHBIX IIPM3HAKOB OPOHXMOMNUTA ObLI
BBbILIe y leBOYeK (Tabmuua 3). MenyaHa Bo3pacTa leBO4YeK IPUXOIACh Ha IIpenyOepTaTHBII
nepuof, u 6osee TsDKenoe TedeHMe 3ab60NeBaHMs y AeBOYEK HMOATBEP)KATIO HEraTHMBHOE
B/IMSHE XEHCKIX MOJIOBBIX TOPMOHOB Ha COCTOSHNE OPTaHOB [IBIXaHMA.

Tabmuua 3.
ITopakeH1e OpraHOB ABIXAHMVs y fieTeil cTapiue 6 jieT, GONbHBIX MYKOBUCLMAO30M, B
3aBJMCUMOCTH OT IO/
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IIpusHax Manbuyuku, JleBOouKH, P,TOYHBII OP,[IN]
n=12 n=13 KpUTEpU
Qumrepa
IAMmbusema nerkux,abe. 2 9 0,005* 4,875 [1,31; 18,17]
ITaeBMODHOPO3,a6¢. 8 12 0,039* 1,625 [1,06; 2,49]
BponxoakrassL,abe. 6 12 0,005* 2,167 [1,21; 3,89]
Bpouxuonurt,abe. 3 10 0,005* 3,611[1,29; 10,06]

ITpumeuanme: *- pa3nmums CTaTUCTUYECKM 3HAYUMBI, p<0,05, TouHblit KpuTepuit Puiiepa
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BospacT XpOHMYEeCKOI KOMOHM3ALUY JbIXaTeMbHbIX IMyTeil Ps.aeruginosa 6bi1 Hibke B 1-11
mogrpymnne u cocrasun 1 [1,0; 1,8] et mportus 5 [3,5; 6,4] net mnst 2-11 mogrpynns: (ManHa-
Yurun, p=0,001). Cpeny 60/1bHBIX MIafLIE 6 T€T XpOHIYeCKasi CHHErHOMHast nHpexuus 6p11a
y 10 (43%), n ux xmHndeckoe cocrosinue 1o LB 66110 Xy>ke, 4eM Yy HeMHOULMPOBAaHHBIX
mny, (MaHHa-YutHM, p=0,007). O HeraTMBHOM BIMAHUM Ha COCTOSAHME OPIaHOB JIBIXaHMA
XPOHMYECKOJl CHHETHOVHONM MH(EeKUMu CBUAeTeIbCTBOBaMM noBbiureHye APJI2 (MaxHa-
Yuthy, p=0,035) 1, Kak oTpakeHue AUCHYHKINU SHIOTEMNA TeTOYHBIX COCY0B BCIEACTBIE
TUIIOKCEMIU ¥ BOCTIA/IeH s, 60/1ee BBICOKME 1M (PbI CPEFHETO HAB/IEHNS B TIETOYHON apTepUn
(Manna-YutHn, p=0,011). BoiceBoB B.cepacia 3aperucTpupoBaHo He ObITIO.

XpoHndecKkass CMHETHONHas MHQEKIMs ¥MMenach y HOAAB/IIOIIEro OOMBIIMHCTBA AeTel
crapme 6 et — 21 (84%), ux mrorosas cymma 6amnos no IIIIE 6b10 Hike, YeM y
HenHOUUMpoBaHHBIX 1y (MaHHa-YutHK, p=0,039). OnHako QyHKLUMOHAIBHOE COCTOSIHUE
JIETKMX IIO pes3y/bTaTaM 0OC/IefoBaHMs He MMeNO CYLeCTBeHHbIX oTmnynii (MaHHa- YuTHy,
p=0,128 1 ODB1 n p=0,194 nyst APJ12). BeposiTHee Bcero, B JaHHOM BO3pacTe XpPOHMYeCKas
CMHETHOVHasA MHQeKIMsA ABIAETCA JNUIIb OfHMM M3 MHOIMX (aKTOpPOB, BIUAIOMINX Ha
6pouxoneroynyio cucremy. Y 3 (12%) 60/1bHBIX 2-11 IOATPYIIIILI B aHAMHE3€ OTMEYasICs BbICEB
B.cepacia. O6paranu Ha ce6s1 BHUMaHue Hu3K1e 3HadeHus oreHky o B (Manua-YurHn,
p=0,046), meHburas BemunHa carypauyy (Mauza-YutHu, p=0,034) u nossimesne APJI2
(ManHza-YutHn, p=0,006) B cpaBHeHUM ¢ HeMHOULIIMPOBAHHBIMM TUIIAMIY, YTO HOYEPKUBATIO
KpajiHe HeOIarompusATHOe BIMSAHNE JAHHOTO MMUKPOOpPraHy3Ma Ha COCTOSIHJE OPTaHOB
ObIXaHUA.

C nenbio uccnegoBanusa auHaMuky BenumunH APJI2 B 3aBUCUMOCTM OT CTENEHU TSIXKECTU
OOCTPYKTVBHBIX HapylleHWil ObUI IpOBefeH OXHOBPEMEHHBIN aHamM3 25 CHUpOrpamm,
nrorosoro 6ajra mo B u maTrepHOB AbIxaHus. B mogaBsomeM OOMBIINHCTBE CTyYaeB
BEHTWIALMOHHBIX HApyIUIeHWl [0 JaHHBIM COmMporpaduy 3aperucTpupoBaHO He ObUIO
(9 pereit, 36%), no 4 pebenka (16%) mMenu OPOHXOOOCTPYKIMIO JIETKOil, YMEpPEHHOI
CpeIHETsDKENOM U TsDKeNol CTeIeHM COOTBeTCTBeHHo. IIpy uccnemoBaHMM [UMHAMUKU
BermmuuH APJI2 B 3aBucumocTty ot 3HadeHuit O®B1 BbIABIEHO, YTO IO Mepe HapacTaHUA
TSDOKECTVM BeHTWIALMOHHO HEOCTAaTOYHOCTU OT JIETKOM K CpefHETsKeIol IIPOMCXOAMUIO0
Iporpeccupypouiee yBeludeHue MeAuaHbl MHTeHCMBHOCTM API2, a mpu TsxKenoi
6pOHX006CTPYKIMM perncTpupoBanach curxansl APJI2, He IpeBblllaoNiye 3HAYEHWIT
HOPMBI, YTO MOIJIO OLIMOOYHO TPAKTOBAThCs KaK IOMOXuTenbHas gumHamuka (Kpackema-
Yonnuca, p=0,0003). BeposTHee Bcero, mofgo6Hble USMEHEHNA Y TAXKE/BIX OObHBIX ABIATNICH
CTIe[ICTBUEM «TallleH)s» 3BYKOBOTO CUTHa/Ia BCIeACTBUe Grbpo3a M MyKocTasa (PUCYHOK 2).
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Ilo Mepe HapacTaHMA BEHTWIALMOHHBIX HApYIIEHMII OTMEYEHO IIPOTPecCUBHOE
cHmxeHre cymmbl 6atoB mo IIIIIB, um wuroropas oueHKa y OONBHBIX C TKENION
6poHX000CTpyKIVel OblTa HIDKe, 4eM B mpouux rpynmnax (Kpackena-Yomnuca, p=0,002),
eé MepyaHa cocTaBmia 37,5 [35; 40] 6awtos. O6paiiano BHUMaHMe, YTO IMEHHO Y 9THX
60IbHBIX OTMeYa/ICs (PeHOMEH «TallleHMsA» 3BYKOBBIX CUTHamoB APJI2.

BoLsiBneHa o6patHas cunbHasi cBsi3b mokasarerneit O®B1 n APII2 (koppensauus CiipmeHa,
r=-0,59, p=0,003), a Takxe mpsimMasi cuiabHas cBA3b mokasarteneit ODBl u oueHKoI
no IMIB (xoppensauma CoupmeHa, r=0,68, p=0,0003). Ha ocHOBaHMM IONy4eHHBIX
pe3y/IbTaToB IIOCTPOEHA MaTeMaTHdecKasg MOJeNb, IO3BOJIAKIIAs IPOTHO3MPOBATb
BermuuHy O®B1 ¢ yueTom sHauennit APJI2 u urorosoro 6ajia no IIIB.

BriBogpbI.

1.ITo nannbIM KEOT'y meTei fOIIKONMBHOTO BO3pacTa, 60MbHBIX M B, 0TMeYeHO IOBBIIIICHE
APJ13 BcnencTBye runepceKpenyy MOKPOTBI M COIIOCTaBUMBIE C TIOKa3aTeIAMM 3/J0pPOBBIX
cBepCTHMKOB BenmdyHbl APJI2. B crapmieit BospacTHOI IpyIine B CPaBHEHNUH C TPYIIIION
KOHTPOJIA IO JaHHBIM CIMPOrpadpuyu perucTpupyoTCs CMellaHHble BEeHTWIALVOHHBIE
HapyIlIeHN ¢ IpeobnajanyeM o0CTpyKIuy, a 11o fanHbIM KBO®I' oTMedyeHO NOBBIIIeHME
AP]] Bo Bcex 4aCTOTHBIX Mana3oHax.

2.He ycTaHOB/ICHO BIMAHNA T€HOTHUIIA 1 [IO/Ia peOeHKa Ha COCTOSTHME OPTAHOB IBIXaHVA Y
TOIIKOJIbHUKOB, OTHAKO Y [ieTel CTaplIle 6 JIeT, KOMIayH/|-TeTepO3UTOTHBIX 110 My TalAM
I u II kmaccos, B 1,833 pasa moBbilieH pucK GOpMUPOBaHMS OPOHXOIKTA30B, a I/
JKEHCKOTro 1ona B 3ToM Bospacte OP ¢popmmpoBanms ambusemsl nerkux cocrasun 4,875,
nHeBMOGubpo3a - 1,625, 6poHx09KTa30B -2,167 u 6ponxmonuta - 3,611. Xponndeckas
CUHETHOIHAasI MH(beKuI/m y ZieTeli 1o 6 JIeT conpoBoXKaaeTcs nopbimenneM APII2, B To
BpeM: Kak B CTapllell BO3PAacTHOI rpyme nosbienye APJI2 6oee xapakTepHO IIpu
nHpuuuposanuu B.cepacia.

3. BoiaBnena obparHas cwibHas cBA3b nokasarenellt O®Bl u APJI2 (xoppemAnus
Croupmena, r=-0,59, p=0,003), a Takxe mnpsimasi cuiabHas CBsi3b mokasareneit OPB1 u
ouenkoit o IIIITB (koppensiuus Cuupmena, r=0,68, p=0,0003). YcTaHOB/IEHO, YTO ITO MEpe
HapacTaHUA TAKECTV BEHTUIALMOHHONM HEJOCTATOYHOCTH OT JIETKOI K CPEJHETKEION
MIPOUCXOAMIO TIpOTrpeccupyloliee yBenndeHne Mefinanbl nHTeHcuBHOCTH APII2, a ipn
TSDKeTI0) OPOHXOOOCTPYKIMM perucTpupoBanach curiansl APJI2, He mpeBblaromue
3HayeHMIT HopMbl. OTMeYeHo, 4To uTorosas ounerka no 1B B ganHoIT rpymnme Obita
MeHee 40 6ay1oB. Ha ocHOBaHMM ITO/TyYeHHBIX pe3y/IbTAaTOB IOCTPOESHA MaTeMaTideckas
MOJiefb, TI03BOIA0IAA IPOrHo3KupoBaTh BenmunHy OPBI1 ¢ yuetom snadennit AP/I2 u
6ata o 1IITB.
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BIIVITHUE IOJIVIMOP®U3MA TEHOB ITEPBOVI ®A3bI
BVMOTPAHCO®OPMAIIVINI KCEHOBMOTHMKOB HA
IOOEKTUBHOCTb AHTUBAKTEPUAJIBHOWM TEPAIINI U
PVICK PA3BUTHUSA HEXKEJTATE/IbHBIX IOBOYHBIX PEAKITUN

Y JETEN C MYKOBUCIIVITO30M

Asrop: HoBocenosa Onbra IpuropnesHa, acnupant ®TBHY «MI'HII»
Hayunblit pykoBoputens: Kongparsesa E.JL., g.M.H., npodeccop
Deoepanvroe 20cydapcmeentoe 6100xemnoe Hayunoe yupexcoenue «Meouxo-
2eHemuyecKkuil Hay4uHovlil uenmp», Mockea, Poccus

AxrtyanbpHOCTB: VccnemoBaHuss B 00acTV IeHETHYECKON IPefpacloNoXeHHOCTU K
TIOBBIIIIEHHOM 9YBCTBUTEIDHOCTI K aHTI/I6aKTepI/IaHthIM IIpernaparaM, a TaK JX€ K
IIOVICKY IIPUYMH OTCYTCTBUA 3 QeKTa, Hada/lu aKTUBHO pa3pabaTbIBaThCA B IIOC/ICTHIIE
TOIDbI. OHHI/IM "3 NMEPCIIEKTUBHBIX HaHpaBHeHI/H;'I ABIACTCA paspa60TKa HOBBIX METOIOB
U IIOAXO0J0B HepCOHaHI/I3I/IpOBaHHOI/UI MEOUIVHDBbI HA OCHOBE€ I'€HOMHDBIX, IIOCTT€HOMHBIX
TEXHOJIOTU A7 TPaHCIALONM B CUCTEMY OKa3aHNA Me,HI/IIH/IHCKOI‘/JI IIOMOINM 1 peanm3annn
IIpOrpaMM MHAMBUIYaIbHOTO ITO00pa JIeKapCTBEHHBIX CPEJICTB.

Myxkosucunpnos (MB) - MoHOreHHOe 3a60/IeBaHue C BBICOKOI YaCTOTON BCTpevaroleecs
B poccuiicKo nmomyAnuy (3adoneBaeMocTb 1:10 498 HoBopo>keHHBIX). MB 06ycioBnen
myranysamu resa CFTR, nprBopsmuM K HapyLIeHNIO CUHTe3a 6enka, GOopMUPYIOLIEro
x7nopHbII KaHan Hapymenne xnoproro kaHama CFTR m3MeHser CBOJCTBO CeKpera,
IIPOAYLMPYEMOTO >Kele3aMyl MHOTMX OPraHOB (JIErKMX, [eYeHM, TOHKOTO KMIIeYHIKA,
TIOJDKEITY/IOYHO >KeJIe3bl, TeCTUKY/IaMu). B peciupaTopHOM TpaKTe, IPONYKIVA IyCTOM
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CNIU3Y IPUBOAUT K HAPYIICHMIO MYKOLMIMAPHOTO TPaHCIOPTAa, M KaK CIefCTBUE -
XPOHMYECKOMY TEYeHMI0 OaKTepuaJbHOTO MHGEKIMOHHOTO Ipoliecca, PasBUTHLIO
JKU3HEYTPOXKAIOMIMX COCTOAHUIL. TsKecTb KIMHIYeCKUX NMposBIeHnit MB o6ycnosnena
meiictBueM Oonbuioro umucna akropos: TurnoMm Myrtanuii reHa CFTR, BmusaHuem
reHOB-MOM(UKATOPOB, (aKTOPOB BHEINIHEH CPefbl, B TOM YUC/Ie IOTOKUTEIbHbIN
U oTpunaTenbHbIl 3¢ dexT oT Tepamuy. borpHble MB npencTaBIAT OFHY U3 CaMBIX
TSDKEJIBIX KaTeTOPYIT ITY/IbMOHOIOTYeCKIX O0/IbHBIX M KOPpeKTHasA aHTUOaKTepualIbHas
tepanmua (ABT) pecnmpatopHoil mHpekiyy mpu MB onpepmensdeT IpOrHo3 TedeHMA
3a0oneBaHNA. YUMTBIBasA OCOOEHHOCTM OpPOHXOJIETOYHOIO IIpOIlecca, BbI3BaHHBIE
(YHKIVOHMpOBaHMeM KaHajla MYKOBMCLMIO3HOTO TPaHCMeMOPAaHHOIO peryriropa
nposopumocty (MBTP), x aHTMOaKTepyaNnbHOI Tepaluy IPefbAB/AOTCA CIefyIoIe
TpeOOBaHMA: UCIIONb30BaHME B MAKCUMAa/IbHBIX BO3PACTHBIX 103aX Y KypcaMyl He MeHee
14-21 pgua. C 3¢ deKTMBHOCTDIO aHTNOAKTEPHUATBbHON TepaNuyl KOPpeIpyeT KauecTBO U
IIPOJO/DKNUTEBHOCTD JKU3HY OONBbHBIX MYKOBUCIIUIO30M, B CBSA3Y C 4eM MCC/IeOBaHNUe
IpUYMH aHTMOAKTepUAIbHON PE3UCTEHTHOCTU Y HeXKelIaTebHBIX IOOOYHBIX ABJICHWI
y HaHHOJ KaTeropuy OOJBbHBIX SAB/ACTCS HEPCHEKTUBHBIM ¥ MOXET PElIUTh BBIIIE
o6o03HaueHHbIe Tpo6eMbl s Beell monyanym (Conese M, Castellani S, Lepore S, et al,
2013, Pacheu-Grau D et al, 2010, 2013, Bindu LH, Reddy PP. et al, 2010).

Llens uccnepoBanysA: VI3yuuThb BIMAHME HOMUMOP(HBIX BAPMAHTOB FeHOB IepBOli (a3bl
6rorpaHcopManyy KCeHOOMOTIKOB Ha 3¢ (PeKTUBHOCTb aHTUOAKTepHMaTbHOI Tepanmnuy,
YacTOTY HeXKeaTeNbHbIX T0004YHbIX peakuuii (HIIP) y manueHToB ¢ MyKOBUCIIVII030M
It 000CHOBAaHNUS HOBBIX IHOAXOMOB K IIEPCOHANM3MPOBAHHON aHTUOAKTEPUATIbHON
Tepamnuim.

3agaun nccaeqoBaHmA:

1. VM3yunurp nomumopdusM reHOB (epMeHTOB 6MoTpaHChOpMAIMM KCEHOOMOTHUKOB
1 ¢aspl y mopeit 6e3 MyKOBMCLMO3a Ha OCHOBE VCIIONB30BAHUA MOJIEKY/IAPHO-
reHetnveckux metronos (ITLP, TILP-TITAP® u ap.)

2. Omnpegpemutb NOMMMOP}U3M reHOB (PepMEeHTOB OMOTpaHCPOpMaIVM KCEHOOMOTUKOB
1 ¢aspl y aleHTOB C MYKOBUCIIV/I030M IIPY Pas/INYHBIX KIMHNYECKUX IPOSB/ICHIAX
3ab0meBaHMAL.

3. Ouenntp BMMAHMe TNONMMOpPQU3Ma TeHOB (epMeHTOB OuoTpaHcopManyu
KCEHOOMOTUMKOB 1 aspl Ha IPefpacIooKeHHOCTh K XPOHMYECKOMY Te4eHMIO
MHQEKIMOHHOTO IIpollecca, OOYC/IOBIEHHOIO BBICOKOIIATOTEHHON OaKTepuanbHOM
dnopoii.

4. Tlpoectu uccnenoBaHye GpapMaKOKMHEeTUKY aHTHOakTepuanbHbIX JIC pasnm4HbIX
TPYIII B 3aBYICUMOCTH OT FeHOTHIIA (pepMeHTOB 6M0TpaHCcHOpMaL iy KCeHOOMOTUKOB
M YCTAaHOBUTb CBA3b TeHOTMIA C (OpMMPOBaHNMEM He6IaronpyuaTHOTO
(apMaKoIOrN4ecKoro OTBeTa.

Hayynasa HoBuM3Ha uccnefoBaHuA: B HacrodAlllee BpeMsA KIMHMYECKOE IMpPMMEHEHNE
(apMaKoreHeTMKM HECKOJIIBKO OrpaHMYeHO, B OCHOBHOM paMKaMMl Hay4HBIX
UCCIIeOBAaHUIT U y4eOHbIMU IporpaMMaMy. C pasBUTHEM TE€XHOJIOTHIL, MONEKYIAPHO-
TeHeTH4YecKas JMATHOCTUKA, C IIeNbI0 NPOTHO3MPOBAHMA OTBETA HA JIEKapCTBEHHBIN
Iperapar, CTaHOBUTCA Bce 6oree IOTMYHOI. PelneHrme Bompoca IPOTHO3MPOBAHIIA
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($aKTOpOB pUCKa 15 JAHHOI KaTeropuy 60/IbHBIX ITO3BO/IAT YIYYIINTD UCXON TEPAIINIL,
TEeM CaMbIM ITOBBICUTH COL[MAIbHO- 3KOHOMMYeCKuit 3 ekt /1t 601pHOrO 1 001IeCTBA.
PaHee mof06HbIe MCC/IE[OBAHNS He IPOBOAVIINCD KaK B IPYyIIIe IanyeHToB ¢ MB, Tak 1
B 3[JOPOBOI1 IOIY/IALMN.

TeopeTmyeckas ¥  IpakTHdecKas 3HAUMMOCTb  McCClefoBaHusA: IlomydeHHBble
pe3y/IbTaThl IIO3BOIAT OOOCHOBATH QITOPUTM Tepalmy MYKOBMCLIMAO3a C Y4eTOM
ocobeHHOCTell apMakoreHeTukyu (6moTpaHcopManuy KCeHOOMOTHKOB U [p.) C
IIOCIIERYIONIEll SKCTPAIOALelT Ha (papMaKOKIMHETHKY [IperapaToB 1 IpeRyIpex/eHue
He6/IaronpyATHBIX TOOOYHBIX 3P PEKTOB XMMIOTEPAIINY VI €I'0 OTCYTCTBUE.

Matepuassl 1 MeTOABL: VI3yueHue HOMMMOp(HBIX BAPMAHTOB I'eHOB OMOTpaHchOopMaLn
CYP2C9*3 (1075A>C; I359L, rs1057910), CYP2C9*2 (430C>T; R144C, rs1799853),
CYP2C19%2 (681G>A, 1rs4244285), CYP2C19*3 (636G>A; W212X, 1rs4986893),
CYP2D6*4 (1846G>A, rs3892097), CYP3A4*3 (M445T; 1334T>C, 1rs4986910),
CYP3A4*1B (-392C>T, rs2740574) nposopunu MetogoM ITLP u nocnenyromero ITJPD
aHaImM3a.

OueHKy BIVSTHVS IOIMMOP (PHBIX BAPMAHTOB FeHOB 6110TpaHchOopMaLny KCeHOOMOTIKOB
IIepBOJi pa3bl Ha OTBET Ha aHTUOAKTEPUA/IbHYIO TePAIINIO IIPOBOAVIIN C MCIIO/Ib30BaHVEM
AM3aiiHa CTy4Yail-KOHTPOJIb B TpeX IPYIIAX CPaBHEHVA B 3aBUCMMOCTM OT KpUTEpUEB
BKJIIOYEHVIS -VICK/TIOUEH .

Husaiin 1. Kpurepun BKIodeHNA:

Ipynma 1.1 - ITaumenTsl, crpapaiomye MB, ¢ pe3ucTeHTHON K aHTMOAaKTepUaIbHOI
Tepanuu ¢ropoit (MykonpHasa gopma Pseudomonas aeruginosa, Burkholderia cepacia
complex, MRSA).

Ipynma 1.2 - ITanueHTsl, cTpafaoIiye MyKOBUCIM030M, C KOJIOHM3ALMeN CM3UCTON
IbIXaTeNbHbIX myTelt Staphylococcus aureus (MSSA) u 6e3 3Ha4MMOI1 PrIOpHL.

Husaiin 2. Kpurepun BKIodeHNA:

[pynmna 2.1- ITanyenTsl, cTpapgaromye MB, umeromye 8 HIIP Ha pone ABT (epopanbHblit

JUIN NIapeHTepaIbHbII Iy Th BBEIEeHNA):

a. JlekapcTBeHHO OOYCIOB/IEHHOe IOpaKeHUe IedeHM (TOKCHMYecKue peakIUuyu co
CTOPOHBI IIEYEeH Y, Pa3BMBAIOIIVIECS B TeYeHNe 6 MeCsIleB C MOMEHTA IIpyieMa IIperapaTa,
KaK IpaBWIO, B IlepBble 1-4 Hemenu, CONpPOBOXKAAIOUIMECH HecHelyQuaecKon
KIVHIYECKOI KapTUHO (He[oMOraHMe, TOIIHOTA, KeNTyXa, 3yf KOXI, JUCKOMPOPT
B 00JIACTY II€YeHU, CHIIb, 503MHOGIINA) VM yBEIMYCHUEM YPOBHA TpPaHCAMIHA3
IIeYeH! U YPOBHA OMIMPYOUHa II0 pe3y/IbTaTaM OMOXMMIYECKOro aHaIn3a KpOBH)

b. Toxcumyeckyme peakuuy cO CTOPOHBI IOYeK (MOYEBON CMHAPOM, NPOTEUHYpUA,
reMaTypus)

c. Anneprudeckne peakLun

Ipynmna 2. 2 - ITanuenTsl, crpagatomye MB, He nmetomue B anamuese HITP na pone ABT.

KoHTponpHas rpymma: CTaHZAPTU3MPOBAaHHAA 110 BO3PACTy M IOy TPYIIIA 3[0POBBIX

meteit 6€3 XpOHMYECKOIT COMAaTIYECKOT aTOTIOTUMN.
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Hu3aitu 3. Kputepun BKIIOYEHNA:

Ipymma 3.1- ITanuentsr ¢ MB, nmonyyatomue B rof 3 u 6o/ee Kypca BHYTPUBEHHON
TepaIuy B CBA3U ¢ OPOHXO/IETOYHBIMY 0OOCTPEHUAMI.

Ipymma 3.2- ITanuenTsl ¢ MB, nonyvatomye ABT criopaguyecku (MeHee 2 pa3 B TOf)
760 He IOJTy4Yalolye BOBCe.

Ycnosus npoBefieHNA

[MTauyeHTHI pOXOAMIN OOCIENOBaHME B JETCKOM HOMMKIMHUYeCKOM oTaenennn [IKB
PAH - xmHudeckoil 6ase Hay4HO-KIMHUYECKOro OTHena MykoBucnuposa OIBHY
«MTI'HII» (3aBepytommit OTHeNOM A.M.H., mpodeccop Konnparbesa E.J1.).
MorexynapHO-TreHeTHYeCKue VICCIe[OBAaHV BBIIIOTHEHDI B Ta00paTOpyM ITeHeTNIeCKOl
smupemuonoruy ®IBHY «MI'HI» (3aBemyromass naboparopueit A.M.H., mpogeccop
3unuenko PA.).

OnucaHne MeAUIIMHCKOTO BMEIIATe/TbCTBA

MarepuanomM [ MCCAEROBaHMS CIyXnuT obpasen renomuoit [THK, BeimeneHHOl
u3 mnepudepnyeckoll KpoBM IanyeHTa. [IIA 9TOro IpefBapUTEIbHO 3abMpaioT
BEHO3HYI0O KpOBb B KO/IM4ecTBe 3-5 M/ B Npobupky ¢ koHcepBantoM DI TA. 3abop
KpOBU IIPOM3BOAVTCS U3 JIOKTEBOJ BeHBI OfHOpazoBoyl wurnoir (puamerp 0,8-1,1
MM) B OFHOpPas3oBbIi wmpuy obvemoM 5 M. Ilpu 3abope B Impui; KpoBb U3 HETO
aKKypaTHO IIEPEeHOCAT B OJHOPA30BYI0 IIPOOMPKY C aHTUKOAry/siHTOM (6% pacTBOp
SITA B coorHomeHymy 1:19, remapyH B KadecTBe AHTMKOATy/IAHTA WCIIOIb30BATh
He/b3sA), IPOOVPKY 3aKpbIBAIOT IPOOKON M IIepeBOPAuMBAIOT HECKONBKO pas Jyid
[epeMeNLIVBAHNs C AHTUMKOATYISTHTOM. IIpOOMPKY ¢ KPOBBIO [1O MCC/IEHOBAHMS XPAHAT
B xonopmnbHuKe npu +4°C - +8°C He 6oree 2-X CyTOK, 60 B 3aMOPOXXEHHOM BUJie
npu -20°C. TpancopTUpoBKY 06paslja KpOBY OCYILECTB/LAIOT B 3aKPBITOI HeOblowerics
IpoOMpKe, MMEIOIeil YeTKYI0 MapKMPOBKY, B CIIEL[Ma/IbHOM KOHTeiiHepe (TepMoc CO
JIBIIOM VIV CyMKa-XOJIOfV/IDHUK).

Brimenenue renomuoin JJTHK
Tenomuyto JTHK BBIEeNAIOT COITIACHO IPOTOKONY (GUPMBI-IIPOU3BOAUTENA Habopa i
BoizienteHys reHomHol JTHK n3 nenproi kpoBn. PactBop JHK xpansaT mpu -20 °C

ITonmMmepasHas neNHasA peakyyuAa

IMony4ennyio renoMuyto JHK ncnonp3yror aia aMmmmduKkaum mocnefoBaTeIbHOCTEN,
BK/IIOYAIOIMX HOMMMOpP(HBIE YYacTKM TeHOB OMOTpaHCPOpPManyM KCEHOTMOTVKOB:
CYP2C9, CYP2C19, CYP2D6, CYP3A4, B xofe mOMuMMepasHON LEIHONM peaKuun
(TILIP). CoctaB peakumonHoit cmecu IIIIP: 50-100 ur renomuoit JHK, 1,5 - 2.0 MM
MgCl2, 2MM xaxxgoro dNTP, no 2 nMonb npsamoro u o6paTHoro npaiimepos (ta6n.1),
2 en. TepMocTabubHOI Taq-momumepassl, 2 MK 10-kparHoro 6ydepa mra IILIP (60
mM Tris-HCI pH 8.5; 25 mM KCl; 10 mM 2-mepkanroaranorn; 0.1% Tpuron X-100),
IeVOHN3MPOBAaHHON BoAbl 10 25 MKI. Ycmosus IIIP: HavanpHaa meHarypanusa 95 °C
3 MmH 30 ¢; manee 32 nukma 95 °C - 20 ¢, 20 ¢ mpu TeMIepaType OTXXUTa IpaiMepoOB
(Tabn.1), 72 °C - 20 ¢; 3akmounTenpHad snoHranua npu 72 °C - 3 myH. JJomyckaetcs
UCIIONb30BaHMe Apyrux OydepHoix pactopos ani IIIIP ¢ Taq-monmumepasoii, ecnu aTo
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He IPUBORUT K 0Opa3oBaHMIO Hecrmenmduyeckux npopykros peaxumu. ITIIP moxHO
IIPOBOAUTD B aMIUI(UKaTOpe TI060J1 KOHCTPYKIIUN.

Tabmuma 1.ITocnenoBaTeIbHOCTY U TEMITEPATypa OTXKNUTA IPaiMePOB.

Ten Iomumopdusm [TocnenoBaTenbHOCTD PaiMEPOB T°C orxura

CYP2C9 1075A>C (I359L) F 5" TGCACGAGGTCCAGAGATAT 60
R 5’ ACCCGGTGATGGTAGAGGTT

CYP2C9 430C>T (R144C) F 5 GCATGTGCCTGTTTCAGCAT 60
R 5 TATGGCCACCCCTGAAATGT

CYP2C19 681G>A F 5 TCAAAAGCAGGTATAAGTCTAGGAA 60
R 5’CCTTGACCTGTaTAAACATCCGT

CYP2C19 636G>A (W212X) F 5 CAGGATTGTAAGCACCCCAT 60
R 5’CCAGATATTCACCCCATGGCT

CYP3A4 €.1334T>C (M445T) | F 5> GGACACATCACCACCCTGAAT 60
R 5 TGTTCAGGAGAGCAAACCTC

CYP3A4 -392C>T F 5’CAGCCATAGAGACAAGGGCC 62
R 5’ACACACACCACTCACTGACC

CYP2D6 1846G>A F5 AGAAGGGCACAAAGCGGGAA 60
R 5> AGAGACTCCTCGGTCTCTCGC

1. Pectpuxuus ITITP-npopykTOB

[TonyueHHble  aMIUMUKATBl  IIOABEPraloT  PeCTPUKLMM  ClenupUYecKUMU
9HJIOHYK/Iea3aMyl C Ie/IbI0 BBIABIEHMA IOMMMOpGU3Ma MCCIefyeMbIX TeHoB (Tabm.l).
CocTaB pecTpUMKILMOHHOM cMecu: 5 MK amiumdukara; 1 MKn 10-kpaTHoro 6ydepa
I pecTpukuyyu (mpenaraeMoro (GpupMoii-IpOU3BOJUTENIEM SHAOHYKIeas), 9 MKII
IeVIOHM3VMPOBAHHOJ BOAbBI, 2 e.a. 9HJOHYK/Ieasbl, CrielnpUuecKoil i U3y4aeMOro
normmopduama (tabn. 2). Yemousa naky6anuu: 16 gacos npu 37°C B CyXOBO3YIIHOM
TepMOCTaTe.

2. Pa3neneHue IpORYKTOB PeCTPUKLINIU METOLOM T'efb-37eKTpodopesa

AHanu3 NpORYKTOB PeCTPUKIINYU IPOBOAAT METOJOM BepTUKAIBHOTO 37IeKTpodopesa B
nomakpunamupsoM rene (ITAA). K o6pasuy (V=15 M) g06aBng0T 3 M KpacKu s
HaHeceHu: (40% caxaposa, 0,25% kcuyieH 1yaHorn, 0,25% 6poMdenon cuuuii). Pasgenenue
amiummouuypoBaHHbX ¢pparmenToB JHK npoBopsaT metomoM anexkrpodopesa B 8%-oM
ITAA-rene (cooTHOLIEHNe aKpUIaMIa K OMc-aKpuaaMupy - 29:1,3) B Teuenne 1-1,5 yacos
nipu 410B. Ha ka>kaplit reb IOMUMO aHaIU3MPYeMbIX 00pasIjoB HAHOCAT KOHTPOJIbHBII
He aMIIMUIMPOBaHHBIT obpaser u Mapkep Macchl (100-1000 m.H.). Busyanusaruzo
U JOKYMEHTHPOBaHNME Pe3yNbTaTOB IPOBOAAT IOC/IE OKpallMBaHUA Telsd B pacTBOpe
TUAMA OpoMuJia ¢ TIOMOIIBIO CHCTEMBI [iI I'e/ib-JOKYMEHTMPOBAHNS B IPOXOAALIEM
ynbTpaduoneroBoM cBete (Hampumep, Vilber Lourmat (Dpanims) uim mo6oit gpyroii).
O1eHKY pa3MepoB (pparMeHTOB IPOBOAAT IPY CPaBHEHMY C KOHTPOJIbHBIMM 00pasLiaMu
U MapKepoM Macchl. VIHTepIpeTauus pesy/IbTaToB TeHOTUIIMPOBaHA B Tabnu1ie 2.
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Tabmuua 2. AHanms TomMop¢$u3MoB.

Ten ITpomyxT OHJIOHYK/Ieas3a Amneny [MTpoayxTe!
(mommmopdusm) ammuuKaun pecrpukiuu (IL.H.)
(n.1.)

CYP2C9 183 EcoRV 1075A 183
(1075A>C; 1359L) 1075C 165+18
CYP2C9 (430C>T; | 400 AspS9 1 430C 81+177+142
R144C) 430T 81+319
CYP2C19 512 Mspl 681G 2774235
(681G>A) 681A 512
CYP2C19 169 Ncol 636G 18+151
(636G>A;W212X)

636A 169
CYP3A4 173 Mspl -392C 19+154
(-392C>T) 392T 173
CYP3A4 (M445T; 395 Fael 1334T 233+139+23
c1334T>C) 1334C 233+162
CYP2D6 264 Mval 1846G 73+191
(1846G>A) 1846A 264

3. Cratuctuyeckas o6paboTKa pe3y/nibTaToB

Jnsa oumeHKM cooTBeTCTBMA pacupepeneHusa reHotunos [JHK-mapkepoB oxmpgaeMbiM
3HaYeHUAM IIpu paBHoBecun Xapau-Baita6epra (PXB) mcmombpsoBamym Kpurtepmit X2
[Mupcona. [Ins cpaBHeHUsl pacupefie/ieHNII YacTOT ajjieneil U TeHOTUIIOB B BBIOOpPKax
6O/MBHBIX M 3[0POBBIX - TOYHbIN Kpurepuit @uiepa. O6 accoumanuym reHOTHUIIOB C
IIPEfPaCIONOKEHHOCTBIO K OC/IOKHEHMIO CYAVW/IN TI0 BeMYMHEe OTHOLIEHWA IIAHCOB
(OR - odds rate). [lnsa pacyeroB nucnonb3oBany mporpaMmsl «Kanpkynarop mns pacyera
CTaTUCTMKM B MICCTIEIOBAaHVAX “caydaii-KoHTponb » (http://test.tapotili.ru/ calculator_
or.php) u InStat3. CrarucTuyecky 3HAYMMBIMU CIUTAIN pasnuans npu p<0,05.

IIpn aHanm3e MeXTeHHBIX B3aVMOJENCTBIUIT METOOM PENYKLMM MYIbTU(HAKTOPHBIX
pasmepHocTeli - Multifactor Dimentionality Reduction (MDR) (mdr-2.0_beta_8.3; http://
www.multifactordimensionalityreduction.org/) ucnonp3oBaH aaropuT™M BCECTOPOHHETO
noucka (exhaustive search algorithm. MeTon mo3Bo/nAeT OLIEHUTh BCe BO3MOXKHBIE
n - ¢axTopHble Moflemu (n<m; m - uymcrno usydaembix JHK-mokycos).[1] YpoBens
3HaUMMOCTY (p) /Ui BBIOPAHHOM N-TOKYCHOM MOJENM MEXI€HHBIX B3aMMOMENCTBII
olleHMBaeTcs npouenypoit MonTe-Kapno (1000 nepecTaHOBOK).

Pesynprarsl: AHamm3 4YacTOT TeHOTMIOB IOMMMOp(dU3Ma Te€HOB IepBOil (a3bl
6rorpancopmManyy KCeHOOMOTUKOB He BBIABWI CTATUCTUYECKM 3HAYMMBIX Pas3Inyuii
MeXJy CpaBHUBaeMbIMU Ipymnnamu: 118 O0JbHBIX MYKOBUCIU030M ¥ 70 3[OpPOBBIX
nHanBK#oB 13 PO, (p>0,05; Tab. 5).
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IIpy cpaBHeHUM [ABYX Tpynn OONBHBIX MYKOBMCHMZO30M: 30 [eTeil, MMEIOIINX
PE3UCTEHTHYI0 K aHTUOAKTepMaJbHON Tepanuy MUKPOQIOPY [BIXaTeTbHOrO TpaKTa
(mykompHas ¢opma Pseudomonas aeruginosa, Burkholderia cepacia, MRSA) (rpymma
1.1), u 88 meteit, nmeromyx B BoiceBe Staphylococcus aureus (MSSA) nnn 6e3 3Ha4MMOI
MuKpo¢opsl (rpymnma 1.2); He BBLAB/IEHDBI JOCTOBEPHBIC PasIN4Mil B paclpene/ieHun
YacTOT aJUleieli ¥ TeHOTUIIOB M3y4eHHbIX TeHOB IMTOXpoMOoB P450 (Tabmn.5).

I[Tpu cpaBHEHUY ABYX IPYIII OOTIBHBIX MYKOBUCIIUI030M: 12 TeTell ¢ HeOMaronpuaTHBIMA
no6ounpiMu peakuyamu (HIIP) Ha nmpenapartpr (amtubuortuxm) (rpymma 2.1) u 106
IIALIMIEHTOB, He MMEIOIMX IOOO0YHBIX peakumil (rpymma 2.2), BBIABIEHbl JOCTOBEPHBIE
pasnuyus B pacupefie/ieHn 4acTOT ajUleliell M TeHOTUIOB nomumopdusma -392C>T
rena CYP3A4 (ta6n.5). IIpu cpaBHeHMM Kaxxfjoil u3 rpymn 6onbHeix MB ¢ rpymmoir
3[l0POBOTO KOHTPOJI He BBIABJICHO Pas3IM4Mil B 4acTOTaX ajylefieil ¥ FeHOTUIOB II0
U3y4eHHbIM IommMopduamaM. HabmogaeTcss HOCTOBepHO 6ojee BBICOKME YaCTOTHI
amnena CYP3A4*1B u rereposurorsoro renotuna CYP3A4*1B/*1A B rpymme feteii ¢
HITP Ha aHTMOMOTHKM 10 CPaBHEHMIO C AeTHMH, Y KOTOPBIX TAKUX PeaKIii He OTMeYeHO
(p<0,05; Tabm1.5). HocurenbctBo rereposurorsoro renorumna CYP3A4*1B/CYP3A4*1A
MOXXHO paccMaTpuBaTh, KaK MapKep IIOBBINIEHHOIO pUCKa pPa3BUTUA ITOOOYHBIX
peakuuil Ipy NpMMEHEHN! BHYTPUBEHHON aHTMOAKTepPMaJIbHON Tepaluy y OOIbHBIX
MB (OR=8,50 (95%CI 1,64-44,04); Ta6m1.6). CriefiyeT OTMETUTb, YTO IIPY MYKOBUCLITO3€E
[O3bI IIperapara Ha3Ha4aloTCsI BBILIE, YeM Y JTofiell 6e3 JaHHOTO 3a00/IeBaHs, C YI€TOM
ocobenHocTelt 3abomeBaHus. Bo3amoxxHo, uto HIIP BBIABISIOTCS Npy HasHAYEHUN
BBICOKMX JI03, YTO OTCYTCTBYET Y 3l0POBBIX /n1. B To ke Bpems pasmep rpynnst ¢ HITP
OBbUT HEBEJIMK.

ITpu cpaBHEHMN ABYX TPy OOTBHBIX MYKOBMCIIMI030M: 38 fleTeif ¢ BBICOKOII YaCTOTOI
OpOHXO-7IErOYHBIX OOOCTPeHNIT, MONYYAIOIUX BHYTPUBEHHYIO aHTHMOAKTepUalIbHYIO
Tepamio 6omee 3 pas B rop (rpymma 3.1) m 80 feTeif, MOMyJalOIX BHYTPUBEHHYIO
aHTMOAKTEPMaNIbHYI0 TePaNMio CHOPafudecKy MO0 He IMOMyYaoIMX BOBCe (Tpymma
3.2); He BBIABJIEHBI [JOCTOBEpPHbIe pPa3IM4Mii B pacIpefie/IeHMM YacTOT ajUIeNeil U
TeHOTHIIOB T€HOB IUTOXpoMoB P450. HabmrofaeTcs TeHIEHIVA K TIOBBIIIEHNIO YaCTOTHI
amnensa CYP2C9*3 u rereposurorHoro renoruma CYP2C9*3/CYP2C9*1 B rpymme
TeTell, TOMYYAIOIX BHYTPUBEHHYI aHTMOAKTEPUATbHYI0 TEPalMio CIIOpajndecKn
mm60 He TMONyYaloIVX BOBCE IO CPAaBHEHMIO C IIONTYYAIOIIMMU BHYTPUBEHHYIO
aHTUOAKTepMaIbHYIO Tepanuio 6omee 3 pa3 B rof (p<0,1; Tabn. 6). laHHOe HabmOfEeHUE
COITIACYeTCsl C YTBEP)KAEHMEM, 4TO INpM (PEHOTUIIE «MeAIeHHBII MeTabos3aTop»
TepameBTMYecKmil 3¢ ¢deKT MokeT OBITb JOCTUTHYT IIpu Oojee HU3KUX [03aX
JIeKapCTBEHHOTO CpefcTBa [2],
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Ta6muua 5. YacToTs! a/tesiell ¥ TeHOTUIIOB FeHOB IMTOXpoMOB P450 B rpymiie 3[0pOBBIX
VI TPyIIIax OObHBIX MYKOBUCIIUIO30M.

3mopo- BonpHbIe
Bbie MB (sce) [}y 12 2.1. 2.2, 3.1. 3.2.
(koHT-
pornb)
N % N % N % N % N % N % N % N %
CY- 70 118 30 88 12 106 38 80
P2C9*3
AA 57 | 81,1100 | 84,| 26 | 86,| 74 | 82,| 12 | 100,] 88 | 83, | 36 | 94, | 64 | 80,
43 75 67 50 00 02 74 00
AC 13 18, | 18 15, 4 13,] 14 17,1 0 0, 18 16, | 2 5, 16 20,
57 25 33 50 00 98 26 00
CC 0 0, 0 0, 0 0, 0 0, 0 0, 0 0, 0 0, 0 0,
00 00 00 00 00 00 00 00
p=0,55 p=077 p=021 p=0,053
A 1271 90, | 218 | 92,| 56 | 93, | 162 | 92,| 24 | 100,] 194 | 91, | 74 | 97, | 144 | 90,
71 37 33 05 00 51 37 00
C 13 9, 18 7, 4 6, 14 7, 0 0, 18 8, 2 2, 16 10,
29 63 67 95 00 49 63 00
p=0557 p=1,00 p=023 p=0,064
CYP2 69 118 30 88 12 106 38 80
C9*2
CC 52 75,1102 | 86, 26 | 86, 76 | 86, 9 75,1 93 87,1 33 | 86,| 69 | 86,
46 44 67 36 00 74 84 25
TC 17 24, | 16 13, 4 13,] 12 13, 3 25, 13 12, 5 13,] 11 13,
64 56 33 64 00 26 16 75
T 0 0, 0 0, 0 0, 0 0, 0 0, 0 0, 0 0, 0 0,
00 00 00 00 00 00 00 00
p=0,073 p=0,76 p=021 p=093
C 121 87,1220 | 93, 56 | 93,| 164 | 93,| 21 | 87,199 | 93, | 71 | 93, | 149 | 93,
68 22 33 18 50 87 42 13
T 17 12, ] 16 6, 4 6, | 12 6, 3 12,1 13 6, 5 6, 11 6,
32 78 67 82 5 13 58 87
p=0,088 p=1,00 p=0,21 p=1,00
CYP2 70 118 30 88 12 106 38 80
C19*%2
AA 2 2, 1 0, 1 3, 0 0, 0 0, 1 1094 1 2, 0 0,
86 85 33 00 00 63 00
AG 14 | 20, 23 19,1 8 26, | 15 17,1 3 25, 20 18, 8 21, 15 18,
00 49 67 05 00 87 05 75
GG 54 | 77,1 94 | 79, 21 | 70,| 73 | 82,| 9 75,1 85 80, | 29 | 76, | 65 | 81,
14 66 00 95 00 19 32 25
p=0,71 p=0,19 p=0,71 p=0,62
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A 18 12,25 (10|10 16|15 8| 3 1222 |10]10]f135]15]09
86 59 67 52 50 38 16 37

G 122 | 87, 211] 89, 50 | 83, 161] o1, 21 | 87,190 89, | 66 | 86, | 145 | 90,
14 41 33 48 50 62 84 63
p=0,51 p=0,09 p=0,73 p=0,37

cyp2 | 70 1s| u | 30 88 12 106 38 80

C19%3 1O

TO

AA oloflofo|lo]loflofo]o]o|lofo|]ofo]ol]o
00 00 00 00 00 00 00 00

AG 1| ,]lo]loflo]olo|loflo]olof|o]ofo]ol]o,
43 00 00 00 00 00 00 00

GG 69 | 98, | 118 100, 30 | 100,] 88 | 100, 12 | 100,| 106 | 100,| 38 | 100,| 80 | 100,
57 00 00 00 00 00 00 00
p=0,37

A 1t|lolo]loflo]olo|lolo]olof|lo]ofo]o]o,
71 00 00 00 00 00 00 00

G 139 | 99, | 236 | 100,] 60 | 100,{ 176 | 100,| 24 | 100,| 212 | 100, 76 | 100, 160 | 100,
29 00 00 00 00 00 00 00
p=037

cyp2 | 70 118 30 88 12 106 38 80

D6*4

AA 1| nfs]lel 1 ]3]els|1|s]l7le6|l2]5]s6]7
43 78 23 05 33 60 26 50

AG 19| 27,] 43 | 36, 10 | 35| 34| 36,] 3 | 25| 40 | 37, 14 | 36, | 29 | 36,
14 44 48 78 00 74 84 25

GG 50 [ 71, 67 | 56,] 19| 61,| 48 | 55, 8 | 66,] 59 | 55, | 22 | 57,] 45 | 56,
43 78 29 17 67 66 89 25
p=0,071 p=0,67 p=0,58 p=0,90

A 21 [ 15,0 59 | 25, 12 | 20,] 46 | 26,| 5 | 20,| 54 | 25| 18 | 23,| 41 | 25,
00 00 00 14 83 47 68 62

G 119 ] 85| 177 | 75, 48 [ 80, | 130 | 73,] 19 | 79, | 158 | 74,| 58 | 76, | 119 | 74,
00 00 00 86 17 53 32 38
p=0,026 p=0,39 p=0,80 p=087

cyps | 70 118 30 88 12 106 38 80

A4*3

TT 69 | 98, | 118 100,] 30 | 100,] 88 | 100, 12 | 100,| 106 | 100,| 38 | 100,| 80 | 100,
57 00 00 00 00 00 00 00

CT 1| L]lo]loflo]olo|lolo]loloflo]ofo]o]o,
43 00 00 0% 00 00 00 00

cc oloflofo|lo]loflofo]o]o|lofo|]ofo]ol]o
00 00 00 00 00 00 00 00
p=0,026 p=0,39 p=0,80 p=087
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cyps |70 118 30 88 12 106 38 80

A4*3

TT 69 |98, | 118|100, 30 | 100,] 88 |100,{ 12 | 100,| 106 | 100,[ 38 | 100,| 80 | 100,
57 00 00 00 00 00 00 00

CT 1 |1, o Jo, Jo o, [o Jo, Jo o, [o fo, o |o o [o,
43 00 00 0% 00 00 00 00

cc o lo, o fo, Jo o, fo fo, Jo o, [o fo |o |o o [o,
00 00 00 00 00 00 00 00
p=037

T 139 | 99, | 236 | 100,{ 60 [ 100, 176 | 100,| 24 | 100,[ 212 | 100,| 76 | 100, 160 | 76
29 00 00 00 00 00 00

C 1 |o, o Jo, o o, [o Jo, Jo o, o fo, o |o Jo o
71 00 00 00 00 00 00
p=0,37

cyps |70 118 30 88 12 106 38 80

A4*1B

TT 64 |o1, [111 |94, [27 |90, |84 |95 [9 |75 [102 |96, |34 |89, |77 |96,
43 07 32 40 00 23 47 25

CT 6 |8 |7 |5 [3 |9 |4 |4 |3 |25 [4 |3 [4 |10, |3 |3
57 93 68 60 00 77 53 75

cc 0 0 o lo, o fo% [o Jow |o fow |o [o, |o |o

00 00 00

p=0,56 p=0,39 p=0,023 p=021

T 134 | 95, [ 22997, |57 |95, 172 |97, | 21 |87, [ 208 |98, [72 |94, | 157 | 98,
71 03 00 73 50 11 74 13

C 6 |4 |7 |20 13 |5 |4 |2 |3 |12 |a |1, |24 |5 |3 |1
29 97 00 27 50 89 26 87
p=0,56 p=0,37 p=0,025 p=0,22

Tabmuua 6. OTHOLIEHNE IIAHCOB, YYBCTBUTEIBHOCTD M CHELVI(PUIHOCTD.

CYP3A4*1B/*1A
(-392C/T)

CYP3A4*1B/*1A(-392C/T) 4
CYP2D6*1/*1(1846G/G)

Ornomenne mancoB (OR)

8,50 (95%CI 1,64-44,04)

35,00 (95%CI 3,29-372,14)

quCTBMTeTIbHOCTB

0,2500 (95%CI 0,05484-0,5717)

0,2500 (95%CI 0,05484-0,5717)

CreruduHOCTD

0,9623 (95%CI 0,9061-0,9896)

0,9906 (95%CI 0,9485-0,9998)

[TonoxxurenpHas
TIpeficKasaTe/IbHask OlleHKa

0,4286 (95%CI 0,09895-0,8158)

0,7500 (95%CI 0,1942-0,9937)

OrpuiaTenbHas
IIpefcKasaTenbHast OL[eHKa

0,9189 (95%CI 0,8516-0,9623)

0,9211 (95%CI 0,8552-0,9632)

OrHoI1IeH1e BEPOATHOCTHU

6,625

26,500

CYP3A4*1B - (-392C)

Ornomenne mancoB (OR)

7,43 (95%CI 1,56-35,46)
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O6cyxpenne: CucreMa umroxpoma P-450 medeHM OTBeTCTBeHHa 3a IlepBYIO (asy
MeTabo/13Ma OOJIBIIHCTBA SH/JOTCHHBIX V1 9K30TeHHBIX MOJIeKy/I. DepMeHTHI IUTOXpOMa
P-450 npeBpaIaoT 3TM BellleCTBa B IIPOMEXYTOUHBIE 3TIeKTPO(IIbHbIE IIPOU3BOJHEIE,
KOTOpBIE 3aTeM COeNUHAIOTCA C TUAPOPIIBHBIMY JilepUBaTaMU IIOCPEACTBOM (pepMEHTOB
BTOPOI1 (pa3bl ¥ BBIBOJATCS U3 OpraHU3Ma.

Cy6ctparamu nuroxpoma CYP2C9 asiatorces 6omee 100 cOBpeMeHHBIX JIeKapCTBEHHBIX
CPEZICTB, COCTABIAIIMNX 0KOMo 10-20% dYacTo MCHonmb3yeMbIX MpenapaToB. VI3BecTHBI
6onee 50 pasMMYHBIX OFHOHYKJICOTUHHBIX IIOMMMOP(U3MOB, 3aTParuBaloLIUX Kak
IIPOMOTOPHYIO, TaK U Kopypyouyko obmactu reHa CYP2C9 [3][4]. V3y4ensl Haubonee
vacTble onumopdusmsl - CYP2C9*2 (430C>T, R144C) u CYP2C9*3 (1075A>C, I1359L).
Yacrorer amneneit CYP2C9*2 (430C>T, R144C) u CYP2C9*3 (1075A>C, I359L) B
BbIOOpKe 310poBbIX cocTaBuu 0,1232 1 0,0678, COOTBETCTBEHHO, a B BBIOOPKE 60IBHBIX
MB - 0,0763 n 0,0929, cooTBeTcTBeHHO (Tab6m.6). Pasmmamsa gacToT MeXXmy Tpymmamu
He JOCTOBepHBI. BbIAB/IEH ONVH MALMeHT U YeThIpe 3[0POBBbIX MHAVBUMA, ABJLAIOIINXCA
reTepo3uroTHeIMM KoMmayHpamyu CYP2C9*2/CYP2C9*3 (Ho pasnmume dYacToT He
JocTuraeT ypoBH:A 3HaunMocty; p=0,065).

Huroxpom CYP2C19 yyacTByeTr B MeTabomyM3Me MHOTMX KIMHUYECKM Ba)KHBIX
IIpenaparoB TaKMX KaK, MHIMOMTOPHI IPOTOHOBON ITOMIIBI (OMeIpasos, JTaHCONpasorl,
pabempa3on, IIAHTOIPA30J), AHTYMAJAPUIHBIA IIPOTYaHWI, aHKCUONUTUYECKUI
mnasenam). VMpentugunyposano okono 20 momumop¢usmos rena CYP2C19. Yacto
Bcrpeuyaemsie BapuaHTb: CYP2C19*2 (681G>A) u CYP2C19%*3 (636G>A, W212X) [5].
B mccnenoBanHbIx BbIOOpKax wactora awiena CYP2C19*2 y 3mopoOBBIX MHAMBUJIOB
cocraBmia 0,1286, a atens CYP2C19*3 - 0,0071. ¥V 6onbHbIXx MB wacToTa amensa
CYP2C19*2 paBHa 0,1059, torma kak awiens CYP2C19*3 He obHapyxeH (Ta6m.6).
B rpynme 3m0poBoro KOHTpoOIsA OOHapy>KeHO [Ba TOMO3MIOTHBIX HOCUTENA ajIeid
CYP2C19*2 m opmH rereposuroTHbni kommayhp CYP2C19*2/CYP2C19*3, cpemmu
607bHBIX MB — TONBbKO OIVIH MHAVBUI, MMEIOIINI TOMO3UTOTHBI reHoTun CYP2C19%2/
CYP2C19*2 (pasnmuunsa He focToBepHbY; p=0,1242).
HuroxpomCYP2D6MeTabom3npyeTokono20%BceX3BeCTHBIXIEKaPCTBEHHBIX CPEfICTB.
Ormmcano okomo 40 aseneif, CHYKAIOIVX aKTUBHOCTD MM CHeIMIIHOCTD K CyOCTpaTy
JBaHHOTO QepMeHTa. JIX paclpenenieHre XapaKTepyU3yeTCs 3STHOCIELV(PUIHOCTBHIO.
Oxo710 6-10% €BpOIIEICKOr0 HaCe/IeHNsI SIB/SIIOTCS «MeIJIEHHbIMI MeTab0/In3aTopamm»
1o atoMy depmerry [6][7]. Hacrora amnens CYP2D6*4 (1846G>A) cocrasnser 0,150 B
KOHTPO/IbHOII BeIOOpKe 1 0,250 y 60/1bHBIX MB (pasnuunsa gocroBepHsl; p=0,026) (Tabm.
5).

IIntoxpom CYP3A4 oTBevaeT 3a OKMCIUTEIbHBIN MeTab0MM3M 0 60% JCIIONIb3yeMBbIX
JIeKapCTBEeHHBIX IpenapaToB. Hanbonbmmit yposenb axcrpeccuu CYP3A4 y genoBexa
HaOmopjaercs B nedeHu. OH VHAYOMpYeTCA pa3IMYHBIMU areHTaMy, BKIIOYasd
ITIIOKOKOPTUKOUABL U ¢eHobapOuran. Ilo-BuaMMOMy, HapylleHMe aKTMBHOCTU WIN
yposH: akcipeccun CYP3A4 ABnsAeTca KIIOYOM I NpeNcKa3aHMA HeXKeaTeTbHON
OTBETHOJI peaKLMy Ha JIeKapCTBEHHBIII IIpenapar MIN ero TOKCUYHOCTD [8].

[Toxasano, uro momumop¢usm -392C>T B mpomoropHoit obmactu reHa CYP3A4
YCKOpsieT MeTabo/3M JIeKapCTBEeHHBIX Ipenaparos [8]. B Hacrosmelt paboTe u3ydeHsl
nBa amnenss CYP3A4*1B (-392C>T) nu CYP3A4*3 (M445T; ¢.1334T>C). B koHTpone
vactoTa ajmiend CYP3A4*1B cocrasua 0,0429, amnens CYP3A4*3 - 0,0071. B Bei6opke
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6ompubIXx MB amrens CYP3A4*1B obuapyxeH ¢ yactoToit 0,0297; amnens CYP3A4*3
He BbIABJIEH (HO pas3nuyus He SOCTOBepHBbI; p>0,05) (Tabs. 5). /s OLjeHKY Me>XIeHHBIX
B3aMMOJENCTBUII ¢ moMombio MeToga MDR 1cnonb3oBaH aaropuT™M BCeCTOPOHHETO
noucka (exhaustive search algorithm), npu koTopoM oneHuBaWTCA BCe BO3MOXKHBIE
koM6uHanmy nsyaemorx JJHK-mapkepos. IIpyu cpaBHeHUY Ipymil 300POBBIX ¥ OOTTBHBIX
MB, a Taroke rpynm 60nbpHbIX MB 1.1 ¢ 1.2 1 3.1 ¢ 3.2 He BBLAB/ICHO 3HAUVIMBIX MOJieIel
B3aMMOJIEMICTBUA IOMMMOPQHBIX T'eHOB. TONMbKO IIpM CpaBHEHUM Tpyln OONbHBIX 2.1
u 2.2 IIoATBepXKJeHa 3HauMMOCTb okyca CYP3A4 npu pasButuy He6G/IaronpyuATHBIX
NOOOYHBIX peaKLuil Ipy BHYTPUBEHHOJ aHTMOAKTepUaIbHON Tepalmy: TeHOTUII
CYP3A4*1B /*1A sBnsgercss MapKepoM IOBBIIIEHHOro prucka passutusa HIIP y mereit
6ompHbIX MB. KpoMe Toro, BhIAB/IEHa acconyalysa KOMOMHMPOBAHHOTO IeHOTHIIA IIO
nByMm reHaM CYP3A4*1B/*1AxCYP2D6*1 /*1 ¢ puckom passurus HIIP y nereit 60nbHBIX
MB (p=0,0031; Tabm1.6).

Amnenp CYP3A4*1B  xapaxTepmsyeTcs  IOBBIIIEHHONW  SKCIpeccrell  reHa
COOTBETCTBYIOIETO LIMTOXPOMA ¥, BEpPOATHO, 60/Iee BBICOKVM YPOBHEM MeTabomi3Ma
KCeHOOMOTHKa (JIeKapCTBeHHOTO cpeficTBa) [9]. CregyeT 0XmuaTh, 4TO U 60J1ee BBICOKYIO
CKOpPOCTb 00OpasoBaHMsl IPOMEXYTOYHBIX METaOONTOB, KOTOPBIE I MOTYT BBI3BIBATh
He)XeJlaTeIbHble II000YHBIe peakly y MalyueHToB ¢ MB, monyyaromux BbICOKUE O3B
BHYTPMBEHHOI aHTUOMOTMKOTepanuy, B clIydae HocurenbcrBa amnens CYP3A4%1B.
HocurenbctBo ~ KoMOuHMpoBaHHOro  gByreHHoro rexormma CYP3A4*1B/*1A
(-392C/T)xCYP2D6*1 /*1(1846G/G) He IPOTUBOPEYNUT JAHHOI TUIIOTE3€, IOCKOIbKY
reHOTUI ToMO3uroTHbI reHorun CYP2D6*1 /*1(1846G/G) cooTBeTcTBYeT (PeHOTUITY
«9KCTEHCVBHOT'O MeTabo/I13aTopa» ¥ IPUBOAUT KaK K BHICOKOMY YPOBHIO MeTabyIn3Ma
JIEKapCTBEHHBIX CPEACTB, TaK M K BBICOKOMY YPOBHIO IPOAYKLMU IIPOMEXYTOYHBIX
MeTabonuTos. [10]

BeiBoppr: HocurenbctBo reHotmma CYP3A4*1B/*1A MOXHO paccMaTpuBarh, Kak
MapKep HOBBIIIEHHOTO pucka pasButua HIIP Ha BHyTpMBeHHYI0 aHTMOAKTepHUaTIbHYIO
tepanuio y 6ompHbIXx MB (OR=8,50 (95%CI 1,64-44,04). C yueToM ocobeHHOCTell
(apMaKomIHaMMKM JIEKapPCTBEHHBIX IIPeIIapaToB y MalueHToB ¢ MB (BbIcOKuMil KMpeHc
JIeKapCTBEHHBIX IpemaparoB) [11], a Tak >ke maToreHesa 3a0ojeBaHMs, HEOOXOAMMO
orMetutTb, yTo ABT HasHauaeTcA HaHHON Ipynie OOJBHBIX B IIOBBINIEHHBIX [033X,
3HAUNTENbHO IPEBBIIAOIINX CTAaHAAPTHbIE IeAMaTpUYecKue  pPeKOMEH/AIVIN.
CymecTByeT BepoATHOCTb, 4To HIIP BO3HMKAmOT Ipy Ha3HaYeHMM BBICOKUX [j03, HE
IIpUMeHAEeMBIX TaK IIMPOKO B 0011l IeuaTpudeckoil mpaktuke. OKOHYaTeTbHBII BBIBOJ
o snavennn CYP3A4*1B B pucke pasBurust no6o4Hbx peakuuii Ha pore ABT MoxHO
OymeT cmenarb, MpOAaHAIM3MPOBAB OOJBIIYID 10 00beMy BBIOOPKY, TaK KaK pasmep
rpymnsl ¢ HITP 6611 He6ompimym.
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