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Ky3neyoea A.A., [lemposa C.H., 'pagpckaa U.H., ConomamuHa H.M.,
Ilo3Hsakoesa 0.9., IlewiexoHosa I0.B.
®edepasnvHoe 2ocydapcmeeHHoe 6100xcemHoe 06pa3o8amesbHoe yUpercoeHuUe
gbicuie2o obpaszosaHus «CaHkm-Ilemepbypackuti 20cydapcmeeHHbl
neduampuyeckuli MeOuyuHckull yHusepcumem» Mun3dpasa Poccuu. CaHkm-
Ilemep6ypez. Poccusi.

AKTYAJIBHOCTBb UCCJIEJOBAHUA

WUHTepcTunimanbHble 3abosieBaHus Jerkux (M3J1) y neredl paHHero
BO3pacTa 4YacTO CKpbIBAKOTCA MOJ MacKOM NHEBMOHWH, OPOHXMOJIMTA, 4YTO
NPUBOJUT K MO3/IHEN IMATHOCTUKE, AJUTENbHBIM KypcaM aHTHOAKTepHUaJbHON
Tepalnyuy U Tepaluly CUCTeMHbIMU cTepougamu. Jusa gerckoro U3JI cungpoma
XapaKTepPHbI IEPCUCTUPYIOIEE TAXUITHOI, O/IbIIIKA, KallleJib, MEJIKOMy3bIpYaThble
XpUIIbl, TUNOKCEMUS, UHTEPCTUILMAJIbHbIE HW3MEHEHUs MO0 THUIY «MaTOBOTO
ctekna» Ha KT nerkux [1]. Cpeau apetckux HU3JI ocoboe mMecTo 3aHUMAET
3aboJsieBaHMEe C HEYCTAaHOBJEHHOW 3THUOJIOTUEH - HEWPOIHAOKPUHHAas
KJeTo4yHas runepiiadusa wmJuageHnes (H3KI'M). Jlna storo 3aboJsieBaHUA
xapakTepHo coueTaHue U3JI cuHapoMa U runepna3ud 60M6e3uH-TO3UTUBHBIX
HEWPO3H/OKPUHHBIX KJIETOK NepudepruyecKrx JbiIXaTeJbHbIX NyTeW B OMONTaTe
Jerkux [2]. 'eHeTH4Yeckue HapylleHUs] MeTaboJsiM3Ma 6eJIKOB cypdakTaHTa
coctaBaAT 10% ot Bcex aerckux U3JI. [Ipu Hanmyuu mytauuu reHoB SFTPC u
SFTPA1 pecnvpaTOpHBIX CHMIITOMOB NPU POXKJAEHUH MOXKET He ObITh, HO M03Ke
pasBuBaeTca W3JI, KucI0poA03aBUCUMOCT MU HEOOXOJAMMOCTb NpPOBeAEHHUS
TPaHCIJIAHTaILMM JeTKux [3].

IEJIb UCCJIEAOBAHUA

[IpencraButh anroputm auarHoctuku U3J1 y nmerer mepBbIX ABYX JIET
»KU3HH, IPOBECTH CPAaBHUTEJIbHbIN aHa/IM3 U BbIIBUTb 0COOEHHOCTH TEYEHHUSI.

MATEPHUAJIBI U METO/JbI

O6cnegoBano 10 manueHTOB B Bo3pacTe OT 4-X Mec. /10 2 jieT (7 MaJIbYUKOB
M 3 paeBouku). Bce JeTW rocnutasuM3aupoBaHbl B CBSI3M C CUMITOMaMH
JibIXaTeJIbHOW HeJlocTaTouyHOCTH (/IH) pa3Hol cTeneHu TSKeCTH.

PE3YJIbTATbI

[TauueHTBI pa3gesieHsl Ha ABe rpynisl: 8 geter ¢ HOKI'M u nBa nanuveHTa
¢ SFTPC u SFTPAl. Bce petu poAuUCh JOHOUIEHHBIMH, COOTHOLIEHHE
MaJIbYUKOB U JAeBodyek 2:1. Y d4erbipex mnauyveHTOoB ¢ HIKI'M oTsdrouieHa
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Hac/J1eCTBEHHOCTb MO aTonuu (OpoHxuasbHas actMma). ¥ nanueHta ¢ SFTPC
OTArOLleHHAad HaCJeACTBEHHOCTb [0 XPOHUYECKOU IMaTOJIOTUU JIETKUX -
OpOHXO3KTaTHU4YecKasgs 6osie3Hb, y 60sbHOro ¢ SFTPA1l - uavonaTuU4YecKUu
¢ubpo3 serkux. /ledbr0T pecnMpaTOPHbIX CUMIITOMOB y BCEX MALlMEHTOB ObLI B
Bo3pacTte oT 1 g0 7 Mec. (cpegHUM Bo3pacT 3,5 Mec.) Ipu OTCYTCTBUM IPU3HAKOB
OCTPOM pecnUpaTOpHOM HHPeKUUU. Y JgeTed OTMedyaJuCb TaXUIIHOD
(48-80 B MMH.), oAbIlIKa CMEIIAHHOTO XxapakTepa, AUPPy3Has KpenuTauusi,
Sat02 93-99%. ¥ ngeteut ¢ HOKI'M B nepuoa HabatogeHus oT 1 mec. o0 9 JjieT He
pa3BUBaJIMCh  MPU3HAKUW  XpoHUYeckorn [JIH, KHUCI0OpOJ03aBUCUMOCTH,
du3nvyeckoe pa3BUTHE COOTBETCTBOBaJIO BO3pacTy. /lo MOCTAaHOBKU AYarHosa
BCe JEeTU IOJydaJd UHTraJSLMOHHbIe CTepOU/bl, 6 MNALUEHTOB I[0Jy4aau
CUCTEMHbIE CTepoubl OT 3-X A0 6 MecsdleB NPU OTCYTCTBUU KJIMHUYECKHU
3HauyuMoro 3dpdekta. PesysbraTel KT snerkux: y 4-x - BbIIBJeHA THUIHAYHasA
JIOKaJIU3alUsl - CAMIITOMbI MO3aU4YHOU epPpy3uu N0 TUIY «MATOBOTO CTEKJIA» B
CpefHer [o0Jie MPaBOTO JIEFKOTO Y A3bIYKOBBIX CerMeHTax JIEBOIO JIETKOTrO.
Y 3-x mayeHTOB U3MEHEHMS BbISIBJIEHDI B 4-X U 60Jiee cerMeHTax 000UX JIETKUX.
B Bo3pacTe oT 2-x 10 3 jieT y 7 MAaLlMEHTOB KJIMHUYECKHE U PEHTTeHOJI0TUYeCKue
CUMIITOMBbI 3a00JIeBaHUSI OTCYTCTBOBaJMU. Y OJHOM [€BOYKHU CHUMIITOMBI
COXPaHSAJIUCH 10 9 JieT.

Y manbyukoB ¢ myrtanued B reHax SFTPC u SFTPA1 cumnrombr /JIH
NpOrpeccupoBajd C pa3BUTHUEM KUCJAOPOA03aBUCUMOCTH, (POPMHUPOBAHUEM
«bapabaHHBIX MaJOYEK» KM «4aCOBBIX CTEKOJI», OTCTaBaHUEM B (U3NUYECKOM
pasBuTuu. Ha KT sierkux — iupPy3Hbie MHTepPCTULMA/IbHbIE U3MEHEHUS 10 TUITY
«MaTOBOr0 CTeKJIa», y NauueHta ¢ Mytanuved B reHe SFTPC B punamuke
OTMeYasioCh YTOJILEHUE MeXXaJIbBEOJIIPHBIX IMepPeropoiok ¢ obpa3oBaHUEM
cybmieBpasibHbIX KUCT. [Ipy reHeTHYeckoM 006C/IeJOBAaHMU BbISIBJIEHA MyTalLlUs
B reHe SFTPC ¢.325-2A>C B reTepo3UroTHOM COCTOSIHUU. JleueHHe CUCTEMHBIMH
CTepouJlaMU He  TIpUBeJ0O K  yMeHblleHUWO cumnrtomMoB [JIH wu
kucaopogo3zaBucumoctu (BUBJI, Fi02-70% mnocTossHHO), pebeHKy NpoBejeHa
TPaHCIJIAHTaLMA JIeTKUX. BTopomy mnaupueHty ¢ MyTtapuen reHa SFTPA1
c.248C>C p.G83A nposomKeHa Tepanrs CACTEMHbIMH CTEPOUIAMH.

BbIBO/Ibl

JlIoHOIIEHHBIM JeTsIM ¢ cuMnTomMokomiiekcom MH3JI HeobxoauMo
uckarduTb HIKI'M. [lpu npusHakax ObICTPONPOrpecCUPYIOLIEr0 TSXKEJO0ro
pecnupaTopHoro auctpecc cuaapoma (P/ZIC), He oTBeuarolero Ha CTaHapPTHY0
Tepanuio PJ/IC, ¢ pa3BuTueM xpoHUYeckod JIH Heob6XoaWMO TreHeTHYeCKOoe
TECTUPOBaHUE [JI1 WCK/IOYEHUA JAePeKTOB CUHTe3a O0esIKOB cypdaKTaHTa.
['eHeTH4YecKoe 06ciej0OBaHUE AABJIIETCA HEMHBAa3WUBHBIM METOL0M JUAarHOCTUKH
Y YMeHblIaeT NOTPeOHOCTh B OMONCHU JIETKUX.

117



‘f ?\‘ S Ci ence I KoHzpecc demckux epaueil Pecnybauku Y36ekucmax
@ i ¢ MexcAyHapoOHbIM yHacmuem
through time and cpace o
e e «AKmyaJibHble 80NPOCbl NPAKMUYeckol heduampuu»

BUBJ/INOTPA®PUYECKHUE CCbIJIKH:

1. Kuo C.S., Young L.R. Interstitial lung disease in children. Curr Opin
Pediatr. 2014; 26(3): 320-327;

2. Ky3HenoBa A.A., IlaxomoBa A.A., IlerpoBa C.H. Ilemexonoa [0.B.
HellposngokprHHasa runepmiasusa miageHnes. [leguatp T.7 Beinyck 2. 2016.
C.170-175.

3. ectkoBa M.A. OBcanHukoB /.10, Kysuenosa A.A., Aspee C.H,
[letpoBa C.U. v gp. BpoxxaeHHbIM eduUT cypdakTaHTHOro npoTerHa C: 0630p

JIUTEepPaATyphl U NepBble KJIUHUYECKHE HabatoaeHUusA B Pocculickoit denepanum.
[legunaTtpus. 2019; 98 (3): 265-73

118



