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PEOKAA KOMOPBEMAHOCTb MYKOBUCLIMOO3A
U BUY-MHOEKLUM Y OETEN: ABA
NMPOTUBOMONOXHbIX AICXOOA
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HaumoHanbHbI MEOULMHCKMI UCCreaoBaTeNbCKUIN LEHTP
3gopoBbs geten Munsgpasa Poccun, Mocksa, Poccus

Kntouesble criosa: knuHu4eckuli criydad, 0emu,
mykosucyudos, BUY-uHgbekyus, ucxoobl

Axmyanvnocms. B HayuyHOH UTEpaType ONMHUCAHBI €AMHIY-
Hble cimydan BUY-undexnun y B3pocibiX OOJIBHBIX ¢ MyKOBHUC-
mo3oM (MB). Coderanue 3Tux GpopM naTosloruu UMeeT Hebla-
TONPUATHBINA IPOTHO3 U3-32 BBICOKOTO PHCKA Pa3BUTHS JIETOYHBIX
uHbpekuni, pudposa NErkux U OBICTPOTO CHUIKCHUS JIETOUHOM
(QyHKIHMH.

Onucanue kaunuveckux ciaydaeg. Manpuuk K., 11 ner.
C poxaeHHs OTMEYAINCh II0Xast IprOaBKa MacChl Tela, Kalllelb,
nuxopazka. Ha 1-m Mecs1ie xu3HY nepeHéc JBYCTOPOHHIOO ITHEB-
MoHHI0. B Bo3pacte 1 ron ycranosien quarnos MB: nonoxurens-
HBIIT IOTOBBIH TECT, 9K30KPUHHAS TAHKPeaTHIecKast HeIOCTaTou-
HOCTh ((pekanpHas smactaza < 50 MKI/i), B JaJbHEHIIEM ObLITH
BbIsIBIICHBI MyTauuu F508del/F508del B rene CFTR. B Bo3pacte
10 ner GObina BoisiBaeHa BUY-undexius. bonpHoit 6611 nHGUIN-
POBaH IIpU aIeHOTOMUY, Ha3HAUYEHA aHTUPETPOBUPYCHAS Teparus
(APBT). IIpu o6cnenoBanny BBISBIIEHA CEHCUOMIN3ALUS K TPH-
Oam Aspergillus, Xxpounueckuii BeiceB Pseudomonas aeruginosa,
B TOM YHCJIe¢ MYKOUJIHON GOopMBI. YMepeHHbIH GuOpo3 neueHu
(METAVIR — F2). ®yHKuus BHEIIHETO JbIXaHHUS HE CHIDKEHA
(PXKEJI 87%, ODB1 90%). ITpu komnbroTepHO TOMOrpaduu JIET-
KHX OIIpEJIeTICHbl: XPOHUUECKUI OPOHXUT, BYCTOPOHHHE LIMIIHH-
JpuuecKre OpOHX03KTa3bl, MyKocTa3 — 0e3 OTpULaTeIbHON Au-
HAMUKH IIPH CPABHEHWH C MIPOLUIBIMA TAHHBIMH. Y YUTHIBAs PaH-
HIOIO IMarHOCTUKY MB 1 cBoeBpeMeHHOE Ha3HaYeHUE Oa3UCHOM
Tepanuw, 3a Nepruoj HaOMIONeHUS OBICTPOTO CHIKEHHS JIETOUHOM
(yHKIIMK He oTMevanock, Ha ¢poHe APBT coxpaHsercs HU3Kas
BUpYCHasl Harpy3Ka.

Manpuuk C., ¢ poxxaeHus Obiia BeisgsieHa BUY-undexus
BCJIC/ICTBUE TIEPHHATAILHOTO 3apa)KEHHsI OT MaTepH, C BO3pacTa
1 ron momywan APBT. C nepBbIx AHEH KU3HU KUAKUNA 3TTOBOHHBIN
cTyn 10 15 pa3 B cyTkH, cTeaTopes, 4acTble OPOHXUTHI, THEBMO-
HHHM, KOTOpBIE OBbIIM HENPABUIBHO PACLEHEHbI KaK OCIOXKHEHUS
BHWY-undexiuu. Tonbko B Bo3pacTe 6 JeT ObLI YCTaHOBIIEH AUa-
rHo3: MB (renotun F508del/CFTRdele2,3(21kb)), muppo3 neue-
uu (METAVIR — F4) ¢ curapoMoM MOpTanbHONW TUMIEPTEH3HH,
runepcruieHu3MoM B ucxone MB. Tsoxénas mankpeatndeckas He-
JIOCTaTOYHOCTb ((ekanbHas amactaza < 50 Mkr/i). XpoHHUECKUit
BbICeB P. aeruginosa, ceHcuOunuzanus kK rpudam Aspergillus.
[Tpu xomnbrOTEpHO TOMOTpaduu JErKUX BBIABICHBI XpOHHYE-
CKUH 0OCTPYKTHBHBIN OPOHXUT U PAaCIPOCTPAHEHHBIE OPOHX0OAK-
Ta3bl 000X JETKHX.

HecMmoTps Ha azieKBaTHYIO Oa3MCHYIO TEpaIuio, HU3KYIO BU-
pycHyto Harpy3ky Ha APBT B Teduenue MB y 3T0oro 605sHOro or-
MEYaJoch MpOrpeccuBHOE CHIDKeHUE JiérouHol ynkimun (GIKEJT
50%, ODPB1 49%), pa3BuTue ne4€HOUHOM HLIEhaTONaTHH (THIIe-
paMMoHHEMUS 98 MKMOJIB/JT), HOMMOPTaHHON HEOCTATOYHOCTH C
JIeTAIBbHBIM UCXOJIOM B 15 JteT.

3akarouenue. Penkas komopouanocts MB u BUU-undeximm
MOXXET BCTpeUaThcs B IPAKTHKE MeauaTpa. Takoe codeTaHue yBe-
JMYMBAET PUCK Pa3BUTHUS HeOnarompusTHoro ucxona. Coespe-
MeHHoe BbisiBaeHHe MB u BUU-un(pexknuu u Ha3HaueHUEe JBYX
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TMapauICIIbHBIX CXEM TC€PpANH YBEIIUYHUBACT OXKUIACMYIO IIPOIOI-
KUTCIIBHOCTD )KU3HH.
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