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B crartbe 00cyKAa10TCSl NPUHIMIbI ¥ IEPCIIEKTHBbI TEPANMN HHTEPCTHIMAIBLHBIX 3200/1€BaHUI1 JIeTKUX y AeTeil. VIHOrMe HHTepCTH-
HAJTbHBIE 320071€BaHus JETKNX MPOTEKAIOT ¢ MporpeccupyromuM ¢pudpo3oM, MO3TOMY B HACTOsIIEEe BPeMsi OCOOEHHO AKTYAJIbHO
HCMOJIb30BAHME HOBBIX NMPENapaToB, 001a1a0mux aHTU(GUOPO3HOI akTMBHOCTBIO. K Takum npenaparam otHocaTcs nupgeHuion
u HuHTenannO. Tepanus MHTEPCTUIMATBHBIX 3200JIEBAHMII JIETKUX C MCNOJIb30BAHHEM AHTH(UOPO3HBIX MPENapaTroB y aeTeil —
HOBOE NePCeKTHBHOE HANpaBIeHHe.
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The article discusses the principles of therapy and prospects for the treatment of interstitial lung diseases in children. Many of inter-
stitial lung diseases occur with progressive fibrosis, so the use of new antifibrotic drugs is especially relevant now. These drugs include
pirfenidone and nintedanib. Therapy of interstitial lung diseases using antifibrotic drugs in children is a promising new direction.
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HHTepCTHuHaanbIe 3a00J1eBaHMs JISTKUX — TeTepo-
TeHHas TpyIla 3a00jieBaHWi, MPU KOTOPBIX Tep-
BUYHO TOpaXalOTCs WHTEPCTULIMI, allbBEOJbI W TIEPU-
aJbBEOJISIPHBIC TKaHUW. 3a00JIeBaHUST XapaKTepU3YIOTCS
PECTPUKTUBHBIMU HapYIICHUSIMU, TPOrPECCUPYIOLIEH
JIbIXaTeJIbHOW ~ HEJAOCTaTOYHOCTBIO, PEHTTeHOJIOrrYe-
CKUMM MpHU3HAKaMU IBYCTOPOHHEM TUCCEMUHALIAM.

B Hnacrosimiee BpeMsi uszBectHo Oosiee 200 3a00-
JIeBAaHWI, WMEIOIINX TPU3HAKU MHTEPCTULIMATBHBIX
oonesHeit yerkux. B cBsa3u ¢ atum B MKB-10 Her
eMHON pyOpuKM, OOBeAMHSIONIe BT 3aboseBa-
HUSI, U OHU MPEICTaBJIeHbI B Pa3IMYHBIX TMOIKJIACCAX
n jgaxe kiaccax. [1o maHHBIM OTAENBHBIX MCCIeA0Ba-
TeJiei, 3a00JIeBaeMOCTh MHTEPCTUIUAIBHBIMU 3a00J1e-
BaHUSIMU JIETKUX Yy aeTei koseosercst ot 0,13 go 16,2
Ha 100 ThIC. neTelt, pacIpoOCTPaHEHHOCTh UX COCTaBJISIET
0,15-0,38 cirygas 1a 100 toIC. [1, 2].
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MHorue MHTepCTULIMAIbHBIE 3a00JIeBaHUST JIETKUX
OTHOCSIT K PEIKUM 3a00JIEBAaHUSM C TSDKEJIBIM Tede-
HUEM M HeOJIaroNpUsITHBIM TMPOTHO30M, TaK KaK B HX
ucxone (GOpMUPYIOTCS HEOOPATUMBIIA JIETOUHBIH (hrOpo3
M TSDKeJIask AbIXaTeJIbHash HeIoCTaTOYHOCTD |3, 4]. Jlerou-
HBI (UOpo3 orMevaeTcst y 18—32% Bcex B3pOCIBIX
OGOJIBHBIX ¢ MHTEPCTULIMAIBHBIMU 3a00JIEBAHUSMU JIeT-
kux [5]. B mocienHue rompl cTajq MCIOJIb30BAThCS TEP-
MWH «MHTePCTULIMATbHBIE 3a00JIeBaHUS JIETKUX C (PeHO-
TUIIOM Tporpeccupyoliero puoposzar. [IpuHIMTIHATBHO
BaXKHO, UTO YCTAHOBJIEHBI OOIlIME MeXaHU3Mbl (hrOpo3a
JIETOYHOM TKAHW TIPU Pa3IUYHbIX WHTEPCTULIMATBbHBIX
6oJ1e3HSIX JIETKUX [6]. PubOpO3 1erOUHOM TKAHU ITPU 3TOM
XapaKTepU3yeTCsl MPOTrPECCUPYIONINM, CaMOIOIICPKI-
BalOIIMMCS ¥ HE3aBUCUMBIM OT 3TUOJIOTMH U TTaTOTeHe3a
U TPUTTEPOB TeueHueMm [7—9].

HHTepcTriiianbHble 3a00JIeBaHUS JIETKUX B IETCKOM
BO3pacTe BKIIIOYAIOT HO30JIOTMYECKHE (hOPMBI, KOTOpHIE
BCTPEYAIOTCsI Y B3POCIBIX, a TaKXKe 3a00JIeBaHMS, XapaK-
TEepHBIE TOJIBKO ISl JeTeld, TaKhe KaK TMIepIias3us Heli-
POSHIOKPUHHBIX KJIETOK B MJIaJIECHYECTBE U 3a00JIeBaHUS,
CBsI3aHHbBIE C HACJEICTBEHHBIMU (DaKTOpaMu M Hapylle-
HusiMu pocta u passutus [3, 10, 11]. B nennarpuyeckoi
MpakTukKe (PeHOTUII ITporpeccupymoliero pudposa HadIO-
JTaeTCsl MPU Pa3HbIX HO30JIOTMUYECKUX (PopMax MHTEPCTH-
LIMAJTbHBIX OOJIE3HEM JIETKUX, B TOM UKCJIe TIPY TUIIePCeH-
CUTHMBHOM ITHEBMOHUTE, MAMOIATUYECKOM F'eMOCHUIIEPO3e,
cuHIpoMe XamMmMeHa—Puya, THCTUOLMTO3e, TeHETUYECKHUX
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HapylleHusIX cypdakraHTa (Hanpumep, MyTalluyd B TeHax
SFTPC, ABCA3 w NKX2.1), peBmaTtndeckux 3aboseBa-
HUSIX M JIy4eBbIX MOpaXeHusIX jeroyHon tkanu [10—17].
Kaxk 1 y B3pocCbIX ITalMeHToB, Y AeTell C IIpOrpeccupylo-
UM (GUOPO30M MPU MHTEPCTULIMATBHBIX 3a00JI€BaHUSIX
JIETKUX HaOJII0JaeTcsl yXyAllleHe KIMHUYECKUX CUMIITO-
MOB U CHIXKeHMe (pyHKImu Jierkux [10].

Pa3zHOpOmHOCTH 3THOJIOTMY U TIaTOTEHE3a MHTEPCTU-
LIMAJIbHBIX 3a00JIeBaHUIi JIETKMX U OTCYTCTBUE PAHIOMM-
3UPOBAHHBIX MEXIYHAPOIHbBIX KJIMHUYECKUX MCCIIeI0Ba-
HUii 10 olieHKe 3((PEKTUBHOCTU CXEM Tepariuu JejialoT
HEBO3MOXHBIM TPEAOCTaBIEHUE KOHKPETHBIX PEKOMEH-
Tl IO JISYeHUIO AeTell ¢ JaHHOoM naToyiorueid. [Toatomy
€IMHOTO TIPUHIIUIIA JICYEHUS JIeTell, OOJbHBIX MHTEPCTU-
LIUAJIbHBIMU 3a00JIEBAHUSIMU JIETKHX, OCOOEHHO HESICHOM
3TUOJIOTUH, He padpaboraHo [1, 11]. Bmecte ¢ Tem nipuH-
LIMTTAAJIbHBIM BUAMTCSI HAYaJIo Tepariuu Ha paHHUX, o0pa-
TUMBIX CTaausIX 3a0oJjieBaHUs. BOJBIIMHCTBO cXeMm Tepa-
MUY MHTEPCTULIMATIbHBIX 3a00JI€BaHUI JIETKUX OCHOBaHbI
Ha KOHILIETILMU MOJABJICHNS BOCTIAJIEHUST B LIEJISIX TIPEIOT-
BpallleHUsI TTporpeccupoBaHust (pubpo3sa [18].

Jns  nedeHusi pasHbIX (OPM  MHTEPCTULIMATBHBIX
3a00JIeBaHUI JIETKUX MCTOJIb3YIOTCSI pa3jiMyHbIe JieKap-
CTBEHHbIEC CPE/ICTBA, BKJIIOYAsl MTPOTMBOBOCTIAIUTEIbHbBIC
¥ UMMYHOMOJYJIMpYolue (Harpumep, TJIIOKOKOPTUKO-
CTEpPOUIbI, ILIMTOTOKCUYECKUE, WMMYHOCYIIPECCUBHbIC
npenapaTbl, THAPOKCUXIOPOXUH, BHYTPUBEHHBIN UMMY-
HOTJIOOYJIUH U Apyrue ouonornyeckue areHTsl). [1o naH-
HBIM KJIMHUYECKOUN JIMTEpaTypbl, TEKYIIUWW CTaHAApT
JIUEHUsI BKJIIOYAaeT 3MIUPUYECKOE UCIIOJb30BaHUE
CHCTEMHBIX TJIIOKOKOPTUKOCTEPOUIIOB, UMMYHOIETIPeC-
CaHTOB, TMIpOKcuxJiopoxrHa [1, 18—21].

CucreMHbIe TJTIOKOKOPTUKOCTEPOUIBI 10 HEAAaBHETO
BpeMEHM ObLIM OCHOBOW MEIWKAMEHTO3HOW Teparuu
OOJIBIIIMHCTBA MHTEPCTULIMAJIBHBIX OO0JIE3HEH JIETKUX.
OTU Tipernaparbl CIOCOOHBI MOAMMPUIIMPOBATH MMMYH-
HBIIi OTBET OpraHM3Ma Ha pa3sHOOOpa3HbIC pPa3APaKU-
Teau. [IIIOKOKOPTUKOCTEPOUIbl YMEHbBIIAIOT BOCIIAJe-
HUE MyTeM YMEHbIIEHUS] MPOHUIIAEMOCTH KaluJUISIpOB
U TIOAABJICHUSI aKTUBHOCTHU MOJUMOP(MHOSIAEPHBIX JICH-
kouuToB. [IpoTHBOBOCHANINTENIBHOE NEUCTBUE TJIHOKO-
KOPTUKOCTEPOMIOB OCHOBAHO TaKXKe Ha MHTMOUPOBAaHUN
MUTpALMU KJIETOK BOCTajieHUs1 (HEUTPODUIOB 1 MOHO-
LIUTOB) B TKaHb JIETKUX, MPETSTCTBUU BHICBOOOXIECHUIO
LIMTOKMHOB, CYIIpecCuuM MMMYyHHOro oTBeta. [lomamie-
HUE MMMYHOOITOCPEIOBAHHOTO aJIbBEOJIUTA U MEXaHU3-
MOB BOCMaJIEHUSI MOXET CHU3UTh MPOrpeccCMpoOBaHNe
(rbpo3a Mpy MHTEPCTULIMATIBHBIX 3200JI€BAaHUSIX JIETKUX.

[1tokoKOpTUKOCTEpOUIbl — OCHOBHOWM TIperapar
B Teparuvu TUIEPCEHCUTHBHOIO INMHEBMOHUTA — 3a00-
JeBaHMsI C HauOoJjiee OJIarONMPUATHBIM ITPOTHO30M
cpeay MHTEPCTUIIMAIbHBIX 3a00JIeBaHUM JIETKUX Y IeTei
MPU YCJIOBUM paHHEW MUAarHOCTUKM, DJIMMUHALIMU TIPU-
YUHHO-3HAYMMOTO ajulepreHa U CBOEBPEMEHHOM Havaje
tepanuu [22, 23]. Jpyrue uHTEpCTULIMATbHbBIE 3a00J1e-
BaHUS JIETKUX, KOTOPBIE JIEMOHCTPUPOBAIU ITOJOXU-
TEJbHBII OTBET Ha TJIIOKOKOPTUKOCTEPOUIbI, BKIIIOUAIOT

Hecren(pUUIeCcKyld HMHTEPCTULIMATIbHYIO ITHEBMOHMUIO,
JIUM@OUUTAPHYI0  MHTEPCTULIMAIBHYIO  TTHEBMOHMUIO,
KPUNTOTEHHYIO OPraHU3YIONIYI0 MTHEBMOHUIO, CUHAPOM
303MHO(MWILHOW TTHEBMOHUM, CApKOWI03, JIETOUHBIN
reMoCuaepo3, peBMaThdeckue 3abojieBaHUs U 3a0o0Je-
BaHUs COCAMHUTEIBHON TKAHW C WHTEPCTULHUATbHBIMU
MopaXXeHUsIMU JieTKux [24—26]. Ho3a U JIATETbHOCTh
Tepanuu  TJIOKOKOPTUKOCTEPOMIAMU  3HAUYUTEJbHO
BapbupyeT. TunuyHasi 103MpOBKa MpPeIHNU30HA/TIPEIHU-
30JI0HA COCTaBJIsIET 1 —2 MI/KT/CYT 10 TEX TTOP, TTOKa CUMII-
TOMbI 00JIE3HM HE OyIyT KOHTPOJMPOBATHCS, U 3aTeM
CHIDKaETCs 10 caMoit Hu3Koi a(pdekTruBHOM 10351. [1pe-
mapaTthl MOTYT Ha3HayaTbCsl B BBICOKHUX WMITYJIBCHBIX
no3ax (10—30 mr/kr/cyT) B TedyeHue 3 gAHEM moapsia exe-
MECSIYHO, 3aTeM 4YacToTa JO03MPOBAHUSI YMEHbIIAETCS
rnocJie cTabuaIn3aluy KIMHUYeckoro teyeHust. [1oaoxm-
TeJbHBIN 3(h(EKT OT MIIOKOKOPTUKOCTEPOUIOB CIYXUT
XOPOIIMM TMPOTHOCTUYECKHUM TPU3HAKOM JUISl JajibHeu-
111eTO TeYeHMUSsI OOJIE3HU.

IIpumMeHeHre WHTAISILIMOHHBIX TIIOKOKOPTHUKOCTE-
POMIIOB TPU MHTEPCTUIIMATBHBIX 3a00JIeBaHUSIX JIETKMX,
0COOEHHO MPU TUINEPCEHCUTUBHOM ITHEBMOHMTE, IaTO-
TEeHETUYECKM OOOCHOBAHO M KJIMHWUYECKU 3(P(PEKTUBHO,
TaK Kak B MAaTOJIOTMYECKUIA TIPOIIeCC, KaK MpaBUIIO, BOBJIE-
KaloTcsl MEJIKUE JIbIXaTesIbHbIe TTyTH. JIeueHue UHTassm-
OHHBIMU [JIIOKOKOPTUKOCTEPOUIAMU TIPU MHTEPCTULIU-
aJIbHBIX 3200JIEBaHUSIX JIETKUX TeM 0oJiee 11eJ1ecoo0pas3Ho,
€CJIM PEaKTMUBHOCTD JIbIXaTEeJIbHBIX TyTeil IMOATBEepXkKIeHa
npu (GYHKIIMOHATLHOM HMCCJIEIOBAHUM BHEIIIHETO JibIXa-
Hus. CrenyeT MoAYepKHYTh, YTO Ha3HAYCHUE WHTAJISLIU-
OHHBIX TJIIOKOKOPTUKOCTEPOUIOB TIPU MHTEPCTULIMATb-
HBIX 3a00JIeBaHUSIX JIETKUX W TIPU TUIIEPCEHCUTUBHOM
MMTHEeBMOHUTE OCYIIECTBIIAeTCS I10 TpuHLmITy off-labell.
Bwmecre ¢ Tem Halll COOCTBEHHBI OTBIT HA3HAYEHUSI MHTa-
JISLIMOHHBIX TJTIOKOKOPTUKOCTEPOUIOB B CPEAHUX U BHICO-
kux npozax (or 500 mo 1500 Mkr/cyt 1o OyaecoHuy)
B T€UEHUE JUIMTEJILHOTO BPEMEHHU, KaK MpaBujio, HE MEHee
1 roma, naBan y eTeil ¢ TUIIePCEHCUTUBHBIM ITHEBMOHM-
TOM TOJIOXKUTEIBHBIN KIIMHNIecKuii 3¢ dexT [3].

B orcyrcTBME KIMHMYECKOTO M (DYHKIIMOHAJIBHOTO
addekTa OT Tepanuu TIIOKOKOPTUKOCTEPOUIAMU aKTy-
aJIbHBIM SIBJISIETCSl HA3HAYEHUE MUMMYHOMOIYJIUPYIOIINX
WIM [UTOCTATUYECKUX TMpenapaToB. UMMyHOMOIYyIMPY-
[oIIMe TIperaparbl MCIOJIb3YIOTCS B KadyecTBE Tepanuu
BTOpOIi JIMHUHU, €CJIM OTBET Ha INIIOKOKOPTUKOCTEPOUIbI
HE MOJIyYeH, WIM B Ka4eCTBE JOIOJHUTEIHLHOIO K HUM
BCITOMOTATEJIbHOTO CPEICTBA TPU TSLKEIOM WU OBICTPO
porpeccupyliomeM TeuyeHUM 3aboneBaHuss. MMmyHO-
MOJYJIMpYIOIIME TperapaThl, MCIOJIb3yeMble Yy Talu-
€HTOB C WHTEPCTULIMAJIbHBIMU OOJIE3HSIMU  JIETKUX,
BKJIIOUAIOT a3aTUOINPUH, METOTpeKcaT, UuKiIodocda-
MU, LUKJIOCIIOPUMH, MUKodeHoaat modermn [27—29].
OTu Xe Tpernaparbl UCIOJb3YIOTCS U Y AT, OAHAKO
OOIIETIPUHATBIX cxeM Tepanuu Het [1, 18—21]. B HacTo-
siiiee BpeMsi B EBporie mpoBOIMTCSI OOHO paHIOMM3U-
pOBaHHOE JBOWMHOE CcJiernoe IIaned0-KOHTPOIMpyeMoe
OTKpbITOE ucciaenoBanue ¢dasbl Ila mo ucrnoab3oBaHuUIO
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TUMAPOKCUXJIOPOXHUHA TIPU MHTEPCTULIMATBHBIX 3a00J1eBa-
HUSIX JIETKUX Y JeTeil, KOTOpoe IUIaHWPYETCSI 3aBEPIIUTh
K 2024 1. (ClinicalTrials.gov ID: NCT02615938).

Jpyroii moaxoa K Tepanvu MHTePCTULIMAIbHBIX 00J1e3-
Heli JIETKUX — NMpUMEHEeHNe aHTUOKCUIAHTHOM Tepariu,
TaKk Kak aucOajiaHC B CHUCTEME OKCHUIIAHTbl/aHTUOKCH-
JIAHTBl UTPAET BaXKHYIO pOJib B MpoOLieccax MOBPEXIACHUS
U BOCTajJieHUs JieTKuX. B psine mcciemoBaHuii mokasaH
Ne(ULMT OCHOBHOTO €CTECTBEHHOTO 3KCTpaLEesLIIoJIsp-
HOrO0 aHTHMOKCHUAAHTA TJIyTaTUOHA Ha YPOBHE ajbBEOJI.
[IpenmecTBEHHMKOM TJIyTaTUOHA B OpraHU3Me ClIy-
kUt N-aterwinucteuH. Tepanust N-aueTHUIIMCTEMHOM
y OOJIbHBIX, TOJIy4alOlIUX MMMYHOCYIIPECCUBHYIO Tepa-
MU0, MPUBOAMJIA K JOCTOBEPHOMY YJY4IIeHUIO (hyHK-
LIMOHAJIBHBIX JIETOYHBIX IIOKa3aTejleil M TOBBILICHUIO
YPOBHSI TJIyTaTUOHA B XXKMIKOCTM OpPOHXOATbBEOJIIPHOTO
nmaBaxa [30]. buonornyeckne MeTonbl Je4eHUSI, UCIIOJb-
3yeMble y JieTeli, BKJIIOYAIOT I'paHyJIoLIUTapHO-MaKpoda-
TaJIbHBIN KOJIOHUECTUMYJIMPYIOLINIA (pakTop ISt JIeYeHUST
JIETOYHOTO aJIbBEOJIIPHOTO TMPOTEMHO3a, MOHOKJIOHAJIb-
HbIe aHTUTENA, B TOM YMCJIE PUTYKCUMAaO, IJIsl Teparnuu
ayTOMMMYHHBIX 3a00JIeBaHUII JIETKMX MW BaCKYJUTOB;
BHYTPMBEHHbBI MMMYHOIJIOOYJIMH; WHTUOUTOPHI a-(ak-
TOpa HEKpO3a OIMyXOJIM, aHTATOHWUCThI MHTEepJeiKnHa- |
U WVHTepJAeHKUHA-6 JJIT HEKOTOPhIX ayTOMMMYHHBIX
3a00J1€BaHU, COTTPOBOXKIAOIINXCS MHTEPCTUIIMATbHBIM
rnopaxkeHuem Jierkux [12, 31, 32].

Y naumMeHTOB ¢ UHTEPCTULIMATIbHBIMU 3a00JIeBaHUSIMU
JIETKMX W TIPOTPEeCCUPYIOIIUM JIETOUHBIM (h1OPO30M Tpe-
OyeTcsi CBOeBpeMEHHOE Ha3zHaueHue aHTU(OUOPOTUIECKOM
tepanmu. OCHOBHBIE HaIeXIbl B TePariuyi WHTEPCTUIIN-
aJIbHbIX 00JIe3HEl JIETKMX CBSI3aHbI C IBYMsI IperapaTaMu:
nmupdeHuIoOH U HUHTenaHu6. KinuHuyeckue wuccieno-
BaHUsI, BBITIOJIHEHHBbIC B TIOCJIEAHWE TOMIblI, TOKa3aju,
YTO TUPGEHUIOH U HUHTENAHMO 3aMeIIsSIM CHUKEHUE
(PYHKIIMY JIETKUX Y YJIYYIIAIN BKMBAEMOCTD MAIllUEHTOB
C UAMOTIAaTUYECKUM (UOPO30M JIETKUX U APYTUMU UHTEP-
CTULIMAJIBHBIMU 3a00JI€BaHUSIMU JIETKUX C TIPOTPECCUPYIO-
UM (pruOPO3HBIM (DEeHOTUTIOM.

IMupdeHunoH — nepopajibHbIN aHTU(HUOPOTUYECKUI
npenapaTr ¢ MHOXECTBEHHbIMU 3deKkTaMu (peryJisiust
MpohrUOPOTUYECKUX M TPOBOCHAIUTENbHBIX KacKaaoB
LIUTOKMHOB, YyMEHbIIeHUe mnpoaudepanuu Guopoo-
JIaCTOB M CHUHTe3a KoJjutareHa). [Ipemapar Ojokupyer
MUTOTeHHbIE 3(MGhEKTh MPOoGUOPOTUIECKUX LTUTOKU-
HOB, CHIXXaeT CUHTE3 3KCTPALEJUTIOJISIPHOTO MaTpuKca
u uHrubupyer abexTrl TpaHchopmupyloiero f-dak-
Topa pocta. B mocnegHue rombl B paHAOMHU3MPOBAH-
HBIX MHOTOIIEHTPOBBIX KIMHUYECKUX HWCCICIOBAHUSIX
MoKa3aHo, YTO NMUPHEHUIOH UMEET MPUeMIeMbIi TTPO-
(unp O6e30mMacHOCTM M MEPEHOCUMOCTU U 3aMeJisieT
rporpeccupoBaHue 3a00JieBaHUsl Y MAllMEHTOB C WIU-
OMaTUYECKUM JIETOUHBIM (DUOPO30M M JIPYTMMU TPO-
IpeCCUpYIOIUMHU  (GUOPO3HBIMUA  MHTEPCTUIMATbHBIMU
3aboneBaHuaMHU Jierkux [33, 34|. Kimauueckue wmccie-
JIOBaHUS MO OlLEHKe 3(h(GEKTUBHOCTA M 0€30MaCHOCTH
mupGeHnI0Ha TIPU WHTEPCTULIMATBHBIX 3a00JIeBAHUSIX

OBb30Pbl JINTEPATYPbI

JIETKUX Y TIAIIMEHTOB JAETCKOTO BO3pacTa /10 HACTOSIIETO
BPEMEHM HE TTPOBOINIOCH.

Huntenanu6 (MHrMOMTOpP TMPO3MHKMHA3) — IMpera-
paT ¢ 1oKazaHHOU 3(PHEKTUBHOCTHIO TP JCUEHUN UIUO-
MaTUYECKOro JierouHoro ¢hpudposa v APYyrux MHTEPCTULIU-
aJIbHBIX 00JIE3HEH JIETKUX C MPOTrPECCUPYIOLINM JISTOYHBIM
¢udpozom [5, 35]. Hunreganu6 3dPeKTuBHO OI0KM-
pyeT pelLenTOpHble U HEPeleNnTOPHbIe TUPO3UMHKWHA3ZHI,
KOTOpbI€ yYaCTBYIOT B MHMUIIMALIMM U TIPOTPEeCCUPOBaHUN
jieroyHoro ¢ubpos3a, TakMe KakK pelenTopsl (akropa
poCTa 3HIOTENS COCYI0B, PELIENITOPHI TPOMOOLIMTAPHOTO
¢akTOpa pocra, aKTUBHOCTb KMHA3bl perernropa hakropa
pocta (puOpoOIACTOB M TUPO3MHKMHA3BLI CEMEUCTBA Src
(Lck, Lyn u Flt-3) [36]. B pamkax mporpaMMbl KJIMHUYE-
CKHX UCCJIEI0BAaHUI y B3POCJIBIX HUHTEAAHWO BbI3bIBAJI
CTOMKOE M KJIMHUYECKN 3HAUMMOE 3aMelJIEHUE MpOorpec-
CHUPYIOIIETO CHMXEHMSI (PYHKLIMU JIETKUX, M3MEPSIeMOM
1o (popcrUpOBaHHOM XXU3HEHHOI €MKOCTHU JIETKUX, B TeUe-
Hue 52 Hen [37—39]. [IpeumyiliectBa HUHTeAaHUOA yOe-
JIUTEJILHO TIPOJEMOHCTPUPOBAHBI B KIIMHUYECKUX UCCIIe-
JIOBaHUSIX y B3pOCJbIX MALMEHTOB MpU (hUOPO3UPYIOLIMX
MHTEPCTUIMAJIBHBIX 3a00ieBaHMsIX jieTkux [39]. B Hacro-
siiiee Bpemsl HUHTeAaHUO 0100peH ISl JieYeHUsl uarorna-
TUYECKOTO JIETOUHOro (hudpo3a M ApYrux XpOHUYECKMX
(GUOPO3MPYIOIINX UHTEPCTULIMATBHBIX 3a00JIeBaHUIA JieT-
Kux ¢ mnporpeccupytommmM dperorunom B CIIA, cTpanax
EBporbl, Poccun [40, 41].

B nexabpe 2020 . B MockBe cocTosticss Mekaucim-
TUIMHAPHBIA COBET 3KCIEPTOB, IO pe3yJibTaraM pPabOThl
KOTOpOTO pa3paboTaHbl aJITOPUTM TUArHOCTUKU U Bele-
HUSI TTALIMEHTOB C MHTEPCTULIMAIbHBIMU 3a00JIeBaHUSIMU
JIETKUX C TIPOrpeccUpyromM (GpuOpo3HbBIM (EeHOTUTIOM
U KpUTEepUu OTOOpa OOJIbHBIX JUISI Ha3HAYEHMST aHTU(DU-
OpOTMYECKON Tepanmy HUHTeOZaHuOoM. B pesomonmn
MeXaucuuruInHapHOTrO COBETa 3KCIEePTOB yKa3bIBaeTCsl,
YTO B CJIydasix, KOraa IMpy CTaHAAPTHOW Teparnuu WHTep-
CTULIMATIBHOTO 3200J1€BaHUS JIETKUX C TIPOTPECCUPYIOIITUM
(GrOPO3HBIM (PEHOTUTIOM KJIMHUYECKOE COCTOSIHUE Tallv-
eHTa U jierouyHast (GpyHKIMsS U/ Wik GudpoTuiyecKue usme-
HEHUS B JIETKUX 110 JaHHBIM KOMITBIOTEPHOI TOMOTpahuu
BBICOKOTO pa3pelleHUs] He CTaOMJIM3UPYIOTCs, TToKa3aHa
aHTU(UOpOTUUECKasl Teparus HUHTenaHuooM [4].

Jlo HemaBHEro BpeMEHM KJIMHUYECKWE WCITbITAaHUS
aHTU(UOPOTUYECKUX TIpErapaToB y JeTeil ¢ MHTEPCTU-
LUAJIbHBIMU 3a00JIeBaHUSIMU JIETKUX HE TPOBOIUJINCH.
B 2019 1. 661 pa3paboTaH MPOEKT KJIMHUYECKOTO UCCie-
JIOBaHUSI MO OLEHKe (hapMaKOKMHETUKU M 0e30IacHO-
CTM HUHTeHaHMOa y nIeTeid W TompocTKoB (6—17 Jer)
C KJIMHMYECKM 3HAYMMON (buOpO3MpYIOIIeii MHTEPCTU-
HUaJIbHOM OoJie3HbO JierkuX. OCHOBHasl 1eJIb 3TOTO
PaHIOMU3MPOBAHHOIO TUIALIE00-KOHTPOJUPYEMOTO KIIU-
Huveckoro uccienoBaHust (1199—0337 wnm InPedILD;
ClinicalTrials.gov: NCT04093024) — noayuutb uHGpOp-
MallMio O JI03UPOBKE M 0E30I1acCHOCTU, a TaKXe M3YUYUTh
MOTEHIMAIbHbIE KJIMHWYECKUE TIpEerMYIIecTBa Jieue-
HUsS HUHTETaHMOOM neTeil ¢ (uOpO3UPYIOIINM Teue-
HUEM WHTEPCTULIMAIBHOTO 3a0ojieBaHusl Jierkux [11].
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910 uccnenosanue (¢aza I InPedILD) npeacraBnser
0001 MHOTOLIEHTPOBOE MHOTOHAIIMOHAJIBHOE TPOCIIEK-
TUBHOE PAHIOMU3UPOBAHHOE I1aLe00-KOHTPOJIMPYEMOE
KJIMHUYECKOE UCCIIEIOBAHNE HUHTENAHUOA B TOMIOJHEHKE
K CTaHAAPTHOM Tepanuu B TeueHue 24 Hea (IBoiHOe crie-
1oe) ¢ MoC/AenyIM ITPUMEHEHUEM HUHTeIaHuba pas-
JIMYHO TIPOIOJIKUTEIBHOCTH (OTKPBITOE) Y AeTeil U O/~
POCTKOB ¢ KIMHUYECKU 3HAYMMBIM (DUOPO3UPYIOLIM
WHTEePCTULIMAIBHBIM 3a00J1eBaH1eM Jierkux. Habop maum-
EHTOB oxkuaaeTcs rnpruMepHo B 70 ieHTpax (24 ctpan) [42].
B kauecTBe MepCreKTUBHBIX HAIPaBJICHUI Tepanmuu
BUJIMTCSI MCIMOJIb30BaHNWE HOBBIX Oojiee 3 (HEeKTUBHBIX
aHTU(UOPO3HBIX TPENnapaToB, MWHTMOUTOPOB IIUTOKU-
HOB, TIperaparoB cypdakTaHTa, TeHHOM Teparnuu.
OO6111Me peKOMEHIALMM BEICHUST IeTel C MHTEPCTULIA-
aJIbHBIMU 3200JIeBAHUSIMU JIETKMX OCHOBAaHbI Ha TTPUHIIU-
Max BeJACHUsI BCeX OOJIbHBIX C XPOHMUYECKMMU 3a00JieBa-
HMUSIMU JIeTKUX. K HUM OTHOCSTCS TIaTeIbHOE BHUMaHMe
K POCTY M MUTaHUIO pedeHKa, MpoduiakTika MHGEKIU
JIBIXaTeTbHBIX TIyTei, OCOOEHHO B TIEPUOIBI BLICOKOM
pecIMpaTopHOil BUPYCHOIM aKTUBHOCTH, B TOM YHCJIe HOBOM
KOPOHABUPYCHON WHMEKIIMU, CBOEBpeMEHHas BaKIMHA-
1Mt (B TOM YHMCJIe K TAKAM BO30YIUTENISIM, KaK PecIiparop-
HO-CUHIIMTUAJIbHBIN BUPYC, BUPYC TPUIITA U ITHEBMOKOKK),
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