MNEPEOBAS

CoBpeMeHHbIe MPOOJIeMbl HHTEPCTUIMAIBHBIX 00J1€3Hei JerKuX y JeTei

F0.JI. Muszepnuyxuii, H.C. Jleg

OCI1 «Hay4Ho-1ccnenoBaTenbCKUin KIIMHUYECKUIA MHCTUTYT neanaTtpumn uMmeHn akagemuka tO.E. Benstuuwesa»
®rAQY BO «Poccuiicknii HaumMoHaNnbHbIN UCCNeaoBaTeNbCKUA MEAULIMHCKNIA yHUBepcuTeT um. H.U. Muporosa»
MwuHsgpasa Poccumn, Mocksa, Poccusa

Modern problems of interstitial lung diseases in children

Yu.L. Mizernitskiy, N.S. Lev

Veltischev Research and Clinical Institute for Pediatrics of the Pirogov Russian National Research Medical University,
Moscow, Russia

HuTepcTuimabHbie 00J1e3HH JIETKUX — MHOTOYHC/IEHHAS TPYNNa 3200/1eBaHUil, IMEIONINX TSXKeJI0e TedeHHne U, KaK NPaBuiio, HedJia-
TONPHUSATHBIA NMPOTHO3, TAK KaK B MCXole 0osbmMHCTBA opM ITHX 3a00seBanuii opmupyeTcsi HeoopaTumblii GuOPO3 JieroyHow
TKAHH M PA3BUBAETCS BbIPAJKEHHASI IbIXaTeIbHAS HE0CTATOYHOCTD. ENMHCTBEHHBIM CIIOCOOOM CIIACEHHMS JKU3HH 0O0JIBHOTO 0CTAETCS
TPAHCIUIAHTAINSA JIETKHX.

B craTthe ocBelleHbI COBPEMEHHOE COCTOSIHUE MPOO/eMbl, JOCTHKEHHS M MPECIeKTHBbI B M3YYEeHHH, IUATHOCTHKE U MOAXOAX
K Tepanuy MHTePCTHIMAJIbHBIX 00JIe3Hell JIETKUX Yy JieTeil, MOIYePKUBAETCS, YTO ITO HANPABJIEHHE — OJHO U3 AKTYAJIbHEIIINX
B IYJIbMOHOJIOTHH JIETCKOTO BO3PACTA U KIMHAYECKON MeIUIUHE B LeJIOM.
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Interstitial lung diseases refer to a large group of diseases with a severe course and unfavorable prognosis, since the most forms
of these diseases cause irreversible fibrosis of the lung tissue and severe respiratory failure. Lung transplantation remains the only
way to save the patient’s.

The article highlights the current state of the problem, achievements and prospects in the study, diagnosis and approaches to the
treatment of interstitial lung diseases in children. The authors emphasize that this direction is one of the most relevant in pediatric

pulmonology and clinical medicine in general.
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HOHHTI/IG MHTEPCTUIUAIBHBIX 0O0JIe3HEeH JIETKMX
00BEIMHSIET TeTEPOTeHHYI0 TpyMIly 3a00JeBaHUMA,
MPY KOTOPBIX MIEPBUYHO TTOpAXKaeTCs MHTEPCTUIINH, alTb-
BEOJIbI U TIEpUAJIbBEOJISIpHBIE TKAaHU. 3a00JIeBaHUST XapaK-
TEPUBYIOTCSI  TIPOTPECCUPYIOLIEH JIbIXaTeJIbHOM  HeNo-
CTaTOYHOCTBIO, PECTPUKTUBHBIMU (PYHKIMOHATBHBIMU
HapyIIeHUSIMHA, PEHTTEHOJIOTUIECKMMU TIPU3HAKAMU JBY-
CTOPOHHEN NMCCEMUHAIIMY U3MEHEHU B JIETKHX.

Tak Kak ropaxeHue Mpu MHTEPCTULIMATbHBIX 00J1e3-
HSIX JIETKMX HEe OrpaHMYMBAETCS TOJBKO MHTEPCTUIIEM,
Ha TIpaKTUKE HEePEIKO MCITOJb3YIOT TepMUHbBI «Iuddy3-
HbIe 3a00JIeBaHUST JIETKUX», «IN(PPy3HBbIE ITapeHXruMa-
TO3HBIE 3a00JIEBAHUS JIETKUX», «IMCCEMUHUPOBAHHBIE
3a00JIeBaHMS JIETKUX». XOTs 9TU Ha3BaHUsI 0oJiee TOUHO
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oTpaxawT creuuuKy MaToJOTUM, BCe-TaKU B HACTOSI-
1ee BpeMsi OOIIeyNOTpeOMMbIMU TEPMUHAMU SIBJISIIOTCSI
«MHTEPCTULIMAJIBHOE 3a00JieBaHUE JIETKUX» WU «MHTEP-
cTulManbHas 00Je3Hb Jerkux». M3sectHo Oosee 200
3a00J1eBaHUI, UMEIOLINUX MPU3HAKU MHTEPCTULIMAIBHBIX
oose3Heit nerkux. B cBa3u ¢ atum B MKbB-10 HeT equHoM
pyOpUKHM, OObEAMHSIONIEH 3TH 3a00JIeBaHUs, 1 OHU TIpe/I-
CTaBJIEHbI B Pa3JIMYHBIX MOJKJIACCaX U JaXe Kjaccax.
BoabIIMHCTBO MHTEPCTUIIMAJIBHBIX 0OJIE3HEH JIETKUX
OTHOCST K PeIKUM 3a00JIeBaHUSIM C TSDKEJIbIM TeYEHUEM
1 HeOJaronpusITHBIM MPOTHO30M, TaK KaK B MX MCXOJIE
Hepenko ¢hopMupyeTcst HeOOpaTUMBbIH JIerouHbIN (hrdpo3
U TsDKeJasi IbIxaTeIbHasi HeJoCcTaTOuYHOCTh. [Iporpeccu-
pyroiuii Gudpo3 JeroyHo TKaHu oTMevaeTcsty 18—32%
BceX OOJIbHBIX C MHTEPCTUIIMATBHBIMU OOJIE3HSIMU JIeT-
kux [1]. DTo mpexae BCero MAMONaTUIYECKUiA JeTOYHbII
¢Gubpo3, a TakxkKe Apyrue uAuonaTuIecKre MHEBMOHUTHI,
XPOHUYECKUI TMIIePCEHCUTUBHBIN MTHEBMOHUT, CAapKOM-
1103, TIOpaKe€HUe JIETKUX MPU MMMYHOBOCITAJUTEbHBIX
peBMaTHMYECKNX 3a00JIeBaHUSIX, BaCKyIuTax [2—7].
WMHrepcTuninanbHbie 00JE3HU JIETKUX B JETCKOM BO3-
pacTe CYIIECTBEHHO OTJIMYAlOTCSI OT 3TOM IMaTOJIOTUU
y B3pocibix. Hekoropblie 0osie3HM B3pOCIBbIX HE BCTpe-
yaloTes y JeTeil, HalpuMmep MAMonaTudeckuit (puopo-
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3UPYIOLIMI  aJIbBeOUT (OOBIYHASI WMHTEPCTULIMAJIbHAS
ITHEBMOHMST), KOTOPBIM CTPAlaloT IMPEUMYIIECTBEHHO
mauneHThl crapmie 50 jeT. Bmecrte ¢ TeMm LieNnbIid psn
MHTEPCTULIMAIBHBIX ~ OOJIe3Hel JIETKMX  HaOJogaeTcst
KaK y B3pOCJIbIX, TaK U Y JIeTel (MauonaTuieckKue MHTep-
CTULIMATbHBIC TTHEBMOHUM: HecTlenpuiecKast MHTEPCTH -
LIMaJIbHAsT TTHEBMOHUS, OCTpasi UHTEPCTULIMATbHAST TTHEB-
MOHUS — cuHApoM XammaHa—Puua). [Ipu 3TOM TsXeCTb
HEKOTOPBIX MHTEPCTULIMAIbHBIX 0OJIe3HEN MOXKET CyIle-
CTBEHHO DPa3IMyaThCs Y B3POCIBIX TAIMEHTOB W JIETEi.
CylLecTBYIOT TakXe (OpMbI, KOTOPbIe TUArHOCHIUPYIOTCS
HCKIJTIOUUTESILHO Y JIeTell paHHEero BO3pacTa, B TOM YHCIIe
HOBOPOXIEHHBIX. K HUM, B YaCTHOCTHU, OTHOCSITCS JIETOU -
HBII TIIMKOTeHO3 (MHMAHTWIBHBINA COTOBBI WHTEPCTHU-
LIWJIbHBIA TTHEBMOHMWT); HEWMPOSHIOKPUHHBIE TUITEPILIA-
3UM, pa3IMIHble HApPYIICHUSs, CBSI3aHHbIE C TEHETUYECKU
00ycoBIeHHbIMU ieheKTamu cypdakTaHTa [8, 9].

OOwenpuHsTass  KjlaccUUKalUUs  MHTEPCTULIM-
albHBIX OOJIE3He#l JIeTKMX Yy neTell He pa3paboraHa.
OmHako yCJOBHO 3TU 0OJIE3HUM paslesisioT Ha 3aboJie-
BaHUS C M3BECTHOM DTUOJIOTMEN — MHTEPCTULIMATIbHBIC
00JIE3HU JIETKUX, Pa3BUBIIMECS] B pe3yjbraTe WHGEK-
LIMOHHBIX, TOKCUYECKUX, JEKAPCTBEHHBIX BO3ACUCTBUIA
WY TION BJIUSTHUEM HeOJIaronpusITHBIX (haKTOPOB OKpPY-
Karomeir cpenbl (K HUM OTHOCATCS TUIEPCEHCUTHB-
HBII THEBMOHMT WJIM 3K30T€HHBIN aJlJIepruYecKUil ajb-
BEOJIUT, TOKCUYECKHUE W JIEKAPCTBEHHBIC allbBEOJUTHI),
1 3a00JieBaHUS ¢ HEYCTAHOBJICHHBIM 3TUOJIOTMYECKUM
(bakTopoMm (MaMONATUYECKHE WHTEPCTUIIMATbHBIC ITHEB-
MOHMHU, capkonao3). Kpome Toro, BbIIEISIOT TaK Ha3bl-
BaeMble BTOPUYHBIC MHTEPCTULIMATBbHBIE OOJE3HU JIeT-
KUX, pa3BUBAIOIIMECS TIPU HWMMYHOBOCITAJIUTEIBHBIX
peBMaTUYECKUX 3a00JIeBaHUSX, BAaCKYJIUTAX, TAXKETBIX
3a00JIeBaHUSIX HEPBHOM, SHIOKPUHHON CUCTEM, XKey-
JIOYHO-KUIIEYHOTO TPAKTA, IPYTUX CUCTEM U OPTaHOB.

MHorue WHTEPCTULIMATbHBIE TIOPAaKEHUSI JIETKUX
y JeTeil ciykaT TPOSBICHUEM HMMMYHOIE(UIIUTHBIX
cocrosiHuii [7]. Kpome Toro, y neteit BbIACHISIIOT UHTEP-
CTULIMAJIBHBbIE OOJIE3HU JIETKMX, KOTOPbIe BO3HUMKIIN
B pe3yJbTaTe HapylleHUs pocTa W Pa3BUTUS JIETOYHOM
TKaHW BO BHYTPUYTPOOHOM TIEpUOIIe M PAHHEM JIETCKOM
BO3pacTe, B TOM YHCJIE WHTEPCTULIMAJIbHBIE OOJIe3HU,
00YyCJIOBJIEHHBIE Hac/IeNCTBeHHbIMU (hakTopamu [9—12].
CrenyeT OTMETHTh, YTO Ha OCHOBAaHUU TMPOBEACHHBIX
B TIOCJIEAHME TOABI HAONIOACHUI 3a JEThbMHU C WHTEp-
CTULIMAJIBHBIMU  OOJIE3HSIMU JIETKUX OBLIM  BBIICICHBI
OTIeIbHBIE NX (POPMBI Y HOBOPOXKICHHBIX U IeTeH MIa-
mrero Bo3pacra [9, 11, 12].

CornacHo Kiaccudukaunu, npemioxkeHHo B 2010 T.
A. Clement u coaBrT. [8], y IeTeil BBIIEJISIOT YEThIpE
OCHOBHBIC  TPYIIBI ~MHTEPCTUIUAIbHBIX  OOJIe3HEl
JIETKUX, CBs3aHHBbIe: 1) ¢ BHEIIHUM BO3ICHCTBUEM;
2) c cuCTeMHBbIM 3a0osieBaHUEM; 3) C HapyllIEeHUEM alb-
BEOJIIPHOIN CTPYKTYpbI; 4) crieliu@uuHbie 1JIsI MJIaJeH-
ueB. Jist GOJIBIIMHCTBA HO30JIOTMYeCKUX (hopM, aua-
THOCTMPOBAHHBIX B JIETCKOM BO3pacTe, STUOJOTUUECKUIA
(akTOp ocTaeTcss HEM3BECTHBIM.

NEPELOBAS

O pacnpocTpaHEHHOCTH MHTEPCTULIMATLHBIX 00J1e3-
Hel JIETKUX y IeTeil CyIUTh TPYAHO, XOTSI OOJBIIMHCTBO
KJIMHULIMCTOB M MCCIeoBaTeelt CXOAITCS BO MHEHUM,
YTO 3TO peaKasi MaToJIOTusi, a OTAEJIbHbIE HO30JOTUU
OTHOCSITCSI K KpaitHe peakuM. [To HEKOTOpBIM JaHHBIM
3aboeBaeMOCTh y neTeil Konebiaercs ot 0,13 mo 16,2
Ha 100 TeIC. meTeit [9].

ITockosbKy MHTEpCTULIMATIbHBIE OOJIE3HU JIETKUX —
Oosiblllasi M pa3HOOOpa3Hasl rpymra 3a0ojeBaHUM, WX
MaToreHe3 MOXET CYILIEeCTBEHHO pa3iuyaThbcsi. OaHaKo
ob1iee 111 HUX TO, YTO OCHOBY COCTaBJISIET CTPYKTYp-
HOE peMOCIMPOBAHUE WJIM MEePecTpoiika MHTEPCTULIM-
aJbHOW TKaHM, pa3lesiiolleidl aqbBeOoJibl, MTPUBOSIIICE
K HapylIeHUIO ra3000MeHa. DTU MPOLIECCHl TIPU UHTEP-
CTULIMAJIBHBIX OOJIE3HSIX JIETKUX Y IETEN MOTYT OBITh CJIeI -
CTBHEM TEHETUYECKMX MYyTallWii, HApyIIeHUI pa3BUTUSI,
peMOICIMPOBAaHUSI B OTBET Ha TOBPEXICHUE B PE3Yib-
Tare BoCTajeHUs, MHGEKIINI, ayTOMMMYHHBIX peaKIIuii,
BO3IEWCTBHSI BOBIXaeMOM OpraHWYeCKOW W HeOopraHu-
yeckoi mblId. Benen 3a aTuM 3amyckaroTcesl 10CTaTOUHO
CTEPEOTUITHbIE M3MEHEHUs JIETOYHON WHTEPCTULHAIb-
HOI TKaHW B BUAE BOCHAJIMTEIbHONW WHMUIBTpALIUN
Pa3IMYHOM CTEMEeHU BBIPAKEHHOCTU, IPOTYKTUBHOTO
aJIbBEO0JINTa, YTO B MOCJEOYIOIIeM MPUBOAUT K (hOPMHU-
poBaHUIO (hrOpPO3a, TEMIIBI TPOrPECCUPOBaHUS KOTOPOTO
MOTYT OBITh Pa3IUYHBIMU. TeueHHe MHTePCTULIMATBHBIX
3a00JIeBaHU JIETKUX y JETEH OCIOXHEHO TEM, YTO MaTO-
¢du3MoIOrMYeCcKre MPOIECChl MPOTEKAT B pa3BUBaO-
memcs opranusme [8].

IIpu uHTEpCcTULIMAIBHBIX OOJIE3HSIX JETKUX B (op-
MUpPOBaHUU TIATODU3MOJIOTUYECKUX peaKUUil 3ameii-
CTBOBaHbI KJICTKM BOCTIAJIEHUS TTIPAKTUYECKH BCEX TUIIOB,
BKJIOUasi 303MHO(UIIbI, TYYHbIE KJIETKH, HEUTPOMUJIIbI,
aJibBeOJIIpHbIE MakKpodaru, ornucaHa MX CIIOCOOHOCTh
K B3auMMOJEHCTBUIO ¢ (hnubpobiIacTaMu U IPYrMMU KJIET-
Kamu. MenuaTopbl, BbICBOOOXIaeMble KJIETKaMU BOC-
najieHusi, B YacTHOCTH MHTepJeikuH-1 (IL-1) u TpaHc-
dGopmupyrommit pakrop pocra 6eta (TGF-p), saBusitorcs
MOIIIHBIMUA aKTHBAaTOpaMU PEMOJIEIMPOBAaHNS, OTOCpE-
JIoBaHHOTO (ubpobdIacTaMu, KOTOpbIE TMepeMenialoTcs
B 00JacTh TIOBPEXACHMSI U BOCIAJIEHUsS] B JIETOYHOM
TKaHU, TJe MPpoaudeprupyioT U CO3Ja0T KOJIJIAareHOBBIM
MaTpukc. [1pu GOJBIIMHCTBE MHTEPCTUIIMATBLHBIX 00J1€3-
Hel JIeTKUX TakKe OTMedeHa Iposudepanns aabBeoso-
umToB I THITa ¥ X MUTpALIUsT B OYar MOBpeXXIeHUS. DTH
MPOLIECChl CUMTAIOTCS KJIIOUEBBIMU B 3artycke (puopo-
3upoBaHus [13].

®dubpo3HOe PeMOJCIMPOBAHUE — OCHOBHOW ITaTo-
pu3MOIOrMUeCKNii MeXaHU3M TIPU MHTEPCTULIMATBHBIX
00JIe3HSIX JIETKMX, PE3YJIBTUPYIONINI B KOHEUHOM CTaauun
GOopMHUpPOBaHUEM «COTOBOTO JIeTKOro». [IpuHIMIMansHO
BaXXKHO, YTO YCTaHOBJIEHBI OOIIIME MEXaHW3Mbl MPOTpec-
cupoBaHMsl (UOpO3a JIETOYHON TKaHU TPU Pa3TUIHbBIX
MHTEePCTULHAIHHBIX 00JIe3HIX Jerkux [13].

M3BecTHO, 4YTO MHTEHCUBHOCTDH IPOLIECCOB BOCMA-
JieHus 1 GuOpO3UPOBAHUS TEHETUUECKHU 00YCIOBJICHA.
Y namuMeHTOB C MHTEPCTULMAIBHBIMU OOJE3HSIMU
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JIETKUX YCTAHOBJIEHO YCHJIEHHE BDKCIIPECCUU TEHOB,
OTBETCTBEHHBIX 3a CUHTE3 MPOBOCITAJIMTEIbHBIX LIUTO-
kuHOB, B yactHocTu WMJI-1 u dakropa Hekposa ormy-
xosu anbda (TNF-a). [Tpeamnonaraercs Haauuue reHe-
THUYECKOM TIPEAPACITONOKEHHOCTH K M30BITOYHOMY
¢bubpo3oo6pa3zoBaHUI0 B JIErKMX (B OTBET Ha HecIie-
uuduyecKoe MOBpeXIACHUE BMUTENNs) U, CleaoBa-
TEJIbHO, K Pa3BUTUIO MHTEPCTUILIMAJIbHBIX OO0Je3HEeH
Jierkux. B To ke BpeMs porHo3 3a0oJieBaHUsI B 00JIb-
IIeil CTeTeHW 3aBUCHUT OT aHOMAaJIbHOUW perapaTuBHOM
peaknuu, 4YeM OT HMHIYHUPOBAHHBIX BOCHAJCHUEM
noBpexneHuit [13].

HMMeroTcst maHHBIE O CBSI3M  MHTEPCTUILIMATBHBIX
3a00JIeBaHU JIETKUX, B TOM YHCJIe Y JETeil, C TOoIu-
MOP(GHBIMU MyTallUSIMU T€HOB CYp(aKTAaHTHBIX OEJTKOB.
ITaTonornvyeckrie BapuaHTBl aCCOLIMMPOBAHHBIX C CYyp-
¢dakrantrom reHoB SFTPB, SFTPC, ABCA3 n NKX2.1
CBSI3aHBI C OTJIOXEHHMEM JIMIIONPOTEMHA B ajibBeoJIax,
Pa3IMYHON CTEMEeHbIO KJIETOYHBIX HApYIIEHWIT U UHTEP-
CTULIMAJIBHBEIM peMoaearpoBanueMm [9, 10]. B mociennee
JeCATUIIETUE TIOSIBUJIMCH JaHHBIE O BACKYJIOMATUU, CBSI-
3aHHOI C HACJIEACTBEHHBIM Je(eKTOM TeHa — CTUMYJIsI-
Topa nHTepdepoHoBoro orseta (STINGI), nedroTupyo-
et B MitageHuyeckoM Bospacte (SAVI) [7, 14].

B c¢BsI3u ¢ 3TMM TIpU MHTEPCTULIMAJIBHBIX 3a00J1eBa-
HUSIX JIETKUX CTaJlM YPe3BBIYaiiHO aKTyaJbHBIMU MOJIe-
KYJISIpHO-OMOJIOTMYeCKHe UCCIeIOBAHUS B LIEJISIX ITOMCKA
BPOXIEHHBIX MYTallMii, OOYCIOBIMBAIOIIMX (POPMUPO-
BaHUE MHTEPCTUILIMAIBHBIX TTOPAKEHWI, YCUJICHUE JKC-
MPECCUM TEHOB, OMIPECISIONINX MHTEHCUBHOCTh (DUOpO-
nposrepaTUBHBIX MTPOLIECCOB, WM CYIPECCUIO TEHOB,
CAEPKUBAIOIIMX OTU MPOLIECCHI.

I[ToHMMaHWEe TeHETUYECKOTO KOHTPOJISA peakIuii
MOBPEXIEHUsI, BocniajieHUs U (prdpo3a MOXET Croco0-
CTBOBaTh 3HAUYMTEIBLHOMY IIporpeccy B OOpnbe ¢ pac-
cMaTpuBaeMbIMM 3a00jeBaHUSIMU. BakHO TOHMMATBH,
41O (PpUOPO3 CYIIECTBYET HE MPU BeeX (opMax MHTEPCTH -
LIMAJTBHBIX 3a00JIeBaHUIA JIETKHX Y IETEH.

IIp Bcem pasHOOOpa3mMy KIMHUYECKUX (OPM BTUX
3a00J1€BaHUI ST BCEX HUX XapaKTEePHbI OOIIME KIMHM-
YeCKMe CUMIITOMBI, TTO3BOJIIONINE MX JTUAarHOCTUPOBATh
[9, 10]. OmHako y AeTeit pecmmpaTOpHBIE CUMIITOMBI MOTYT
OBbITb HEUSTKUMM U JJIUTEJIbHOE BPEeMSl PaclieHUBATHCS
KakK TIPOSIBIICHUSI IPYTUX (popM Mmatojioru. boyie3Hb yacto
HaYyMHaeTCs MCOoABOJIb. [Topoii KIIMHUYECKUE CUMITTOMBI
OTCYTCTBYIOT Aaxke TpPH HAIWMYUU PEHTTEHOJOTMUECKOM
cumnromMatuku. [ToatoMy Hepenko OT Haydaia 3aboJieBa-
HUSI O YCTAHOBJIEHUSI OKOHYATEJIBHOTO JUArHo3a Ipo-
XOMST MECSIIIbI U JaxXke ToAbl. A 3TO UYpeBaTO KIMHUUYECKHU
3HAYUMBIM PEMOJICIMPOBAHUEM JIETKUX €Ile JO YCTaHOB-
JieHus nuarHosa [7, 9, 10, 12].

BMecte ¢ TeM TaXWITHOD M OJBIIIKA — TJIaBHBIE CUM-
MITOMBI MMPAKTUIECKU BCEX MHTEPCTULINATBLHBIX OOJIe3HEl
Jierknx. YacTto OHM CIIy’KaT caMbIMU paHHUMU TpHU3HA-
kamMu. OJnpIIIKa HOCUT HEYKJIOHHO IPOTPEeCCUPYIOIINIA
xapakTep. Kak mpaBuiio, 3a60j1eBaHie COMPOBOXKIACTCS
CYXMM HETIPOAYKTUBHBIM KalIllJIEM.

Llnano3 — 6osiee MO3AHUI U MEHEE TTOCTOSTHHbBIN TTpU-
3HaK 0O0JIE3HU, BO3HUKAET WU YCUIMBAETCS MPU (HU3U-
YyecKoW Harpyske, y MaJIeHbKUX JeTeil — IMpu KopmJie-
Hum. B npouecce 6ose3nn GopMUpPYIOTCS BHEJIETOYHBIC
MPOSIBJIEHUS: 3HAYUTEJbHOE TTOXylaHue JeTei, OTcTaBa-
HUE B pocCTe.

YacTbiM M TMPOTHOCTUYECKU HEOJAronmpusiTHBIM
MPU3HAKOM  MHTEPCTUIIMAJIbHBIX OOJIe3HEH  JIETKUX
KakK y B3pOCJIbIX, TaK U Yy JIeTEM, CJIYy>KAT YTONIIEHUEe KOH-
LIeBbIX (hajaHT TajblieB MO TUITY 0apabaHHBIX MaJoyek,
nedopmalivsi HOITei B BUJIE YAaCOBBIX CTEKOJI («ITasIbIIbl
Tunnokpara»). C GOJNbIIXM MOCTOSIHCTBOM OTMEYaloTCsl
pasyinuHble AedopMaliu TpyAHON KIETKU. Y HEKOTOPbIX
JeTeil HaboaaeTcst IMXopaakKa.

JocraTouHo xapakTepHbl (PU3MKaIbHbIE N3MEHEHMUS
B JIETKUX. Y OOJIBIIMHCTBA OOJBHBIX MPOCIYIIIMBAKOTCS
HEeXHbIe KPENUTUPYIOILIKE, TaK Ha3blBaeMble lieslioda-
HOBBIE XpUIThI [§—10].

BaxxHoe nuarHocTMueckoe 3HaYeHME TIpU WHTEp-
CTULIMAJIBHBIX OOJIE3HSIX JIETKUX HMEET MCCleloBaHue
GYHKIIUM BHEIIHeTo abixaHus. Kak mpasuito, mpeobia-
AT PECTPUKTUBHBIA TUIT BEHTUJISLIMOHHBIX Hapylle-
HUii. BmMecTe ¢ TeM pecTpUKTUBHBIE PACTPOMCTBA Yy MeTei
HEPEeIKO COYETAIOTCS C OOCTPYKTUBHBIMU U3MEHEHUSIMU.

OueHb BaXKHbIN MPU3HAK MHTEPCTUIIMATBHBIX 3200~
JIEBAHUH JIETKUX — TUMOKCEMUSI, KOTOpasi MOXET OIlpe-
NEJSATbCS BO BpeMsl CHa, IMOSIBJSITbCS TPU KOPMJICHUM
MaJIeHbKOTO pebeHKa, a MHoraa Ha (oHe (Pu3MYecKux
VOPaXHEHU WM TeCTOB (HampuMmep, TeCT 6-MUHYT-
HBI XOIbOBI Y IeTel cTapllero Bo3pacTta 1 MoAPOCTKOB).
Tunokcemusi CcompoBOXIAeTcsl TUITOKAaHUel, OoTpa-
Kawuield 0COOEHHOCTHM AbIXaTeJIbHOTO TaTTepHa O0O0Jib-
HBIX — YaCTOro MOBEPXHOCTHOTO JbixaHus (rapid shallow
breating). [unepkanHus MosiBsieTCs B JaJ€KO 3allleIIINX
cranusix 6oje3Hn. OCHOBHON MEXaHM3M TMIOKCEMUU —
BEHTUJISIHUMOHHO-TIep(y3MOHHBII AUcOaTaHC, CHUXKEHNE
I hy3MOHHONM CMTOCOOHOCTH JIETKUX.

WM3meHeHne nabopaTopHbIX MoKasaresei, Kak Ipa-
BUJIO, HecIeM(UIHBI, HO MOTYT BBISIBJISITHCSI IIPU HEKO-
TOPBIX MHTEPCTULIMAJbHBIX 3a00JIEBAHUSIX JIETKHUX.

— Ilpu JlerouHOM KpPOBOTEYEHUU M T'€MOCHIECPO3e
Ha0JII0IaI0TCSI aHEMUSI M PETUKYJIOLIUTO3.

— Ilpu runepceHCUTUBHOM ITHEBMOHUTE B TlJa3Me
KpoBU ompenessitorcst cneunduyeckue IgG, npeuunu-
TUPYILIME aHTUTEJIa K TPUYMHHO3HAYMMBIM aJlJIepreHaM.

— Jlns wcimodeHus 3a0oyieBaHMII COCTMHUTEIBHOMN
TKaHW WIM ayTOUMMYHHBIX OOJIe3HEl ClIeayeT ompese-
JINTh MapKepbl PeBMATUYECKUX PACCTPOMCTB, BKJIIOYast
peBmatounHbiii ¢dakrtop (RF), aHTuTena k spepHbIM
antureHam (ANA) / anturena K asyxuenodyeuyHoit JTHK
(antn-dsDNA), aHTUHeNTpoGWIbHbIE UTOIIA3MaTH-
yeckue antutesaa (ANCA) u anTuTena Kk 6a3ajibHOM MeM-
opane (GBM).

— YpoBHUM aHTMOTEH3MHITPEBpaIlaIIero hepMeHTa
(AI1®D) u Mu301IMMa MOTYT OBITH TTOBBIIICHBI y TIAIIUCH-
TOB C CAPKOUI030M, XOTSI TIPU3HAKU HE OTHOCSITCS K CIie-
HU(UIHBIM.
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— B komiekcHoe oOciienoBaHue IeTeil ¢ MHTePCTU-
LIMAJIbHBIMU 3a00JIEBAHUSIMU JIETKMX JOJIKHBI ObITH BXO-
IIUTh TECTHI TSI UCKITIOUEHUSI UMMYHOIe(ULIUTA.

— TectupoBaHue Ha BUPYC MMMYHOIE(UIIMTA YeT0-
Beka (BMY) nokazaHo mpu Hanmuuuu JuMbOoLUTapHOI
WHTEPCTULIMATBHOM MTHEBMOHUU WJIM TUCCEMUHUPOBaH-
HOTO FMCTOIJIa3M03a.

— PesynbraThl aHanM30B Kajla Ha CKPBITYIO KPOBb
JIOJDKHBI  OBITH TTPOAHATM3UPOBAHBI MPU TONO3PEHUM
Ha JIETOYHOE KpOBOTEUEHHWE TIpU MAMOTNATHUYECKOM
JIETOYHOM TE€MOCHIEPO3e, APYIUX JIETOYHBIX reMopparu-
YECKUX CUHIpOMaX.

BbonbimuM noctrkeHreM B M3YYEHMU WHTEPCTUIIM-
aJIbHBIX OOJIe3HEel JIeTKUX B TIOCJEIHWE ACCATUICTUS
cTajy JI0Ka3aTeJlbCTBAa WX HACJEICTBEHHOUW MPUPOJIbI.
B cBsi3u ¢ aTUM TpeOyeTcs TiaTeIbHOe U3yYeHHUE CeMeli-
HOTO aHaMHe3a TaiueHToB. MccinenoBaHusi B o0JacTu
TEeHETUKM TIO3BOJIMJIM YTOUHUTHh MEXaHU3Mbl Pa3BUTUS
1 HOpMUPOBaHUST HEKOTOPBIX (DOPM ITUX 3a00JIeBaHUI
B IETCKOM Bo3pacte. Peub, B yacTHOCTH, MIeT 0 3aboie-
BaHMUSIX, CBSI3aHHBIX C MATOJIOTHEH cyp(aKTaHTHBIX Oe-
KOB, OCTPOM WMHTEPCTULIMAJIBHOW IMTHEBMOHUEN, JIETOU-
HBIM aJIbBEOJISIPHBIM ITPOTEMHO30M, BACKYJIOTIATUSIMU.

[eHeTnueckoe TeCTUpOBaHME BCe yallle UCITOIb3YeTC s
IIJIST BBISIBJICHUSI MYTallMid, CBSI3AHHBIX C M3MEHEHHOM
npoaykuueit (SFTPB, SFTPC, ABCA3 v NKX2.1), Hapy-
IIeHWeM MeTaboiu3Ma WM YCWIEHHBIM pa3pylieHUEM
cypdakrtanta (CSF2FA, CSF2RB, SLC7A7, MARS, GATA2
u OASI). TectupoBaHue Ha MmyTtauuu B reHax SFTPB
u ABCA3 cnenyet nMpoBOAWUTH NMPU HEOOBSICHUMO TsIXKE-
JIOM PECIMPATOPHOM AUCTPECCE Y HOBOPOXKAECHHBIX, OCO-
OCHHO €CJIM UMEIOTCS CIyvau TSKEJbIX JIETOUHBIX 3a00-
JIEBAHUU B CEMBE.

B nocnenHee necsituiieTue 00JblI0€ BHUMAHUE ye-
JISIETCSI MOHOT€HHOMY 3a00JIeBAaHUIO, OTHOCSILEMYCS
K BacKyJonaTusiM HOBOPOXJACHHbIX. boJjie3Hb acco-
uupoBaHa ¢ mytauueit reHa TMEM 173 (B HacTosee
BpeMsl TIpUHATO HazBaHue reHa STINGI), xomupyro-
mero 6esok STING (Stimulator of interferon genes) —
cunapoM SAVI (STING-Associated Vasculopathy with
onset in Infancy). OH oTHOCUTCS K TpyIie uHTephepo-
HOMaTUi, B Pa3BUTUU KOTOPBIX y4acTBYeT MHTepde-
poH-f. B cuMnromokoMIuiekce 60JIe3HU BaXKHOE 3HaYe-
HUE MMEIOT MHTEPCTULIMATbHbIE U3MEHEHUS JIETOUHOM
tkaHu [14]. Bmecte ¢ corpynHukamu HUHW pesmato-
noruun uMm. B.A. HacoHoBoil MbI HaOMIOgaIM CEMbIO,
B KOTOPO# Yy IBYX J€Teil M OTLIAa UMEJUCh UHTEPCTUIIU-
aJIbHbIE MOPAXEHMSI JIETOYHON TKaHU U MPU 3TOM ObLIN
BBISIBIICHBI AedekThl TeHa TMEM 173 [7].

PenTtrenonornueckre MeToabl OOCAEIOBAHUSI TPY/I-
HOM KJIETKM OTHOCSATCS K BaXKHEWMIIMM B JMArHOCTHKE
MHTEPCTULIMATBHBIX 00Jie3Hel jJerkux. PeHTreHorpamma
IPYIHOU KJIETKM 4acTO ObIBAaeT MEePBbIM CKPUHUHTOBBIM
uccienoBaHveM. Heocrnopumoe 3HaueHuMe B JIHMarHo-
CTHUKE 3TUX 3a00JIeBaHUI y IeTeil UMEeT KOMIMbIOTepHas
toMorpacdus Bbicokoro pazperieHust BPKT (high-resolu-
tion computed tomography).

NEPELOBAS

HecomHeHHO, 4YTO pasiu4yHble HO30JOTUYECKHE
(GOopMBI MHTEPCTUIMATBHBIX OOJIe3HEN JIETKMX HMEIOT
CBOM OTJIMYMTESbHBIE PEHTIEHOJOTUYECKHEe UM PEHT-
reHokoMmIibloTepHo-Tomorpauueckue  (PKT)  oco-
6enHoctu [15, 16]. OgHako BceM MM MPUCYILLIM OOLIMe
npu3Haku. Tak, mpu Bcex (opMax Ha paHHUX CTATUsIX
0O0JIE3HN BBISIBISIIOTCSI  TIPEUMYILECTBEHHO YCUJICHUE
u aedopMalns JIETOYHOTO PUCYHKA, TTOHMKEHUE IpPO-
3paYyHOCTH JIETOYHBIX TTOJIeil TI0 TUITY MAaTOBOTO CTEKIJIa,
MeJIKOOYaroBble TEHW, PETUKYJISIpHBbIE T€HU U LIEHTPO-
J00ynsipHBIe y3enku. Kak mpaBuito, Mm3MeHeHUsT HOCST
JIBYCTOPOHHUI XapakTep. 1o Mepe mporpeccupoBaHMs
npolecca aedopMalns JJeroOYHOTO PUCYHKA CTAaHOBUTCS
6oJiee BBIpAaXKeHHOM, BBISIBJISIIOTCS HApYIIEHUST JIETOYHOM
APXUTEKTOHUKU, TPAKIIMOHHBIE OGPOHXOIKTA3bI, MOJIOCT-
Hble 00pa3oBaHUs, YMEHBIIEHHE JIETOYHBIX OOBEMOB,
MpU3HAKA WHTEPCTUIIMAILHOTO (prdpo3a, hopMupyercs
KapTHHa COTOBOro Jjerkoro[16, 17].

HNuunamuky BPKT-npusnakoB nerouHoro ¢pubposa
MOXHO OIICHWBATh IMPU MCIIOJB30BAHUM TTOJYKOJIMYE-
CTBEHHOTO MeETOJa, KOTOPBIM Hallel IIMPOKOe IpH-
MeHeHue y mauueHtoB ¢ mHpexkuueit COVID-19 [18].
OTHo1IeHe 00beMa N3MEHEHHOI JIESTOYHOM TTapeHXUMBbI
K o01IeMy o0beMy JIETKOro MOXET ObITh MCITOJb30BaHO
Kak mis xapaktepuctuku wucxomHoro PKT-cratyca,
Tak M IS OLICHKM AMHAMUKM Tpoliecca. B mociemaHee
BpeMsl Bce OoJiblliee 3HaUE€HWE B JUAaTHOCTUKE MHTEPCTHU-
LUAJIbHBIX 00JIe3HEN JIETKUX MPUOOpeTaeT MarHUTHO-PE-
30HaHcHas Tomorpadust (MPT), nockosnbKy 3TOT METOA
He JaeT JydeBoit Harpy3ku [15]. MUmerorcst cooOiieHus
00 ucrnonb3oBanu MPT mist aMarHOCTUKM capKoMWmo3a
y neteii [19].

ITposenenue sxokapauorpadpum (Dxo-KI') Heob-

XO0OUMO  OJid  MCKIIIOYCHUA AdHOMAJIbHOIo  JICTO4Y-
HO-BCHO3HOI'O KpOBOO6paH_lCHI/IH, KOTOpPOC  MOXET
COMPOBOXKAATbCA pecnmmpaTOpHbIMUA CUMIITOMaMU

U HMHTePCTULMAIBHBIMU HAPYIICHUSIMU TI0 JaHHBIM
pentreHojiorndeckoro nu PKT-uccrnemoBanmii. Oxo-KI'
ITOMOTaeT BBISIBUTh JITOYHYIO TUIIEPTEH3HWIO W THUIIEep-
Tpoduio TpaBoro xeiaymouka. CrielagbHble MCCIIEI0-
BaHUs TTOKa3aJIv, YTO MPU3HAKHU JIETOYHOI TUIIEPTEH3NU
MPU UHTEPCTUIUATBLHBIX OOJIE3HSIX JIETKUX HAOII0IAI0TCST
y MalKeHTOB o4t Bo 64% ciydaes [20, 21].

BpoHxockomnusi ¢ OpPOHXOATBBEOISIPHBIM JIaBaKeM
WUCTIONB3YeTCST IJIT OUAarHOCTUKU U IuddepeHIna b-
HOM JIMarHOCTUKU OIpPeIeIeHHBIX MHTEPCTULIMATBHBIX
0oJie3HEel JIETKUX, BKII0YasT aJlbBEOJISIPHBIN MPOTENHO3,
JIETOYHBIA TEeMOCUAEPO3, ACIMPALIMOHHBIE CHHIPOMBI,
903MHOMDWIbHBIE CUHIPOMBI, TUIEPUYyBCTBUTEIbHBIIM
MTHEBMOHMUT, TUCTUOLUTO3 [9]. AHanM3 OpOHXOAIbBEO-
JIIPHO¥ JTaBaXKHOM XUIKOCTH MOXET OBbITh MCIIOJIb30BaH
TakXe JUIs OLIEHKM YPOBHSI cypdaKTaHTHBIX OenkoB B
(SP-B) u C (SP-C).

HccnenoBanus misi UCKIIOYEHUS TTATOJIOTUM XKEJTy-
JIOYHO-KUIIIEYHOTO TPaKTa, aCIMPAllMOHHOTO CUHIPOMA,
ractpoa3odareaJbHOM pedIIOKCHONM OO0JIe3HNM TakKKe
JIOJDKHBI  OBITh BKJIFOUEHBI B AJTOPUTM JTHATHOCTUKU
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MPY UHTEPCTULIMATBHBIX OOJIE3HSIX JIETKUX y AeTeil. Peub
uaeT o0 yIbTpa3ByKOBOM HCCJIEJOBAHUK OPraHOB OpIOIII-
HOI TIOJIOCTH, TacTPOMYOJEHOCKOIMU, PEHTTEHOKOH-
TpacTHOTO uccieaoBaHust ¢ O6apuem. st uckimoueHus
MYKOBHCIIMI03a MallMeHTaM JOJDKHO OBITh IPOBEIECHO
HCCIieIOBaHUE YPOBHS XJIOPUIOB IMOTA U MIPU HEOOXOIM -
MOCTH TeHETUIECKOE TECTUPOBAaHKE Ha MYKOBUCIIMIO3.

JlnarHocTuKa OOJbIIE YacTH WHTEPCTULIMATBbHBIX
OoJie3Hel JIerKMX OCHOBaHa Ha aHalM3e TMCTOJIOTMYe-
ckoro Marepuana Jjerkux [12]. buoncusi nerkux cum-
TaeTCsl «30JIOTBIM CTaHAAPTOM» B JIUATHOCTHKE 3THX
3a00JIeBaHU, TIO3BOJISIIOIINM YCTAHOBUTH JTMAarHO3
U OTpeNeTUTh BOBMOXHBIN OTBET Ha Tepanuio. OmgHaKo
BaXXHO OTMETUTh, YTO B HEKOTOPBIX CIyJyasx Jgaxe
MpU OLIEHKE THCTOIMATOJIOTMYECKON KapTUHBI BepudU-
LIMPOBATh IUArHO3 He YIaeTCs.

[ToBbicUTh MHPOPMATUBHOCTD UCCIICIOBAHUS Y ACTEH
MO3BOJISIET CITEIIMAIbHO pa3pabOoTaHHBINA ITPOTOKOI [9],
MpeayCMaTPUBAIOIIMI TECHOE B3aMMOICHCTBUE MEXKIY
KJIMHULIMCTOM, XUPYPTrOM, PEHTTEHOJIOTOM M MOpdoJio-
TOM JIJIST OTIpeNie/ICHUsT MeCTa ISl OTKPBITON WJIM TOPaKO-
ckommueckuii omoricun. O6paselr s THCTOJIOTUYECKOM
OLIEHKU JIOJDKEH OBITh B3SIT MMEHHO M3 00JacTH Iopa-
KeHus1. TpaHcOpoHXMaIbHBIE OMOIICUMU y NeTeil HeWH-
¢dopmaTuBHBI. He3aBUCHMO OT MCMOJIB3yeMOrO MeETo/a
00pas1bl OMOTICUU JOJKHBI ObITh MCCENOBaHbI C MPU-
MEHEHUEM CHelu(@UIecKnX METOAOB OKpalllMBaHUsI,
a METOIIbI aHaJIM3a TOJDKHBI BKITIOYATh CBETOBYIO, UMMY-
HOMJTIOOPECLICHTHYIO U 3JIEKTPOHHYIO MUKPOCKOTIHIO.

HecMoTpst Ha HeocIropuMylO LIEHHOCTb MCCIIeI0Ba-
HUSsT, OMOTICUST TTOKa3aHa U BO3MOXKHA He BO BCEX CITydasix.
ITo maHHBIM KPYMHBIX MEAUIIUHCKUX LIEHTPOB, OUOTICHS
JIETKMX TTPOBOIUTCS TOJBKO Y 11—12% GONBHBIX ¢ MHTEP-
CTULIMAIBHBIMU 00J1e3HSIMU JieTKuX. ClieayeT OTMETUTb,
YTO B TO3AHUX CTAAUSIX 3a00JeBaHUS Pa3IUIUs B MOP-
(osornueckoii KapTUHe MPU Pa3HBIX KIIMHUYECKUX Hop-
Max CTMPAIOTCsI, BBISIBJIsIEMbIE U3MEHEHUST TTPUOOPETAIOT
CXOJIHBI€ YEPThI, UTO CJIYKUT JOTIOJIHUTEIbHBIM ITOBOJIOM
K OTKa3y OT 3TOr0 MHBA3MBHOTO UCCIIEI0OBAHUSI.

EnvHoro npuHIMITA Tepanuy AeTeit, 00JIbHBIX UHTEP-
CTULIMAIBHBIMU ~ 3a00JIEBAHUSIMU ~ JIETKMX, OCOOEHHO
HESICHOI 3TUOJIOTUM, B HACTOSIIIIEE BpeMsI HE CYILIECTBYET.
OTHosornyecKasi pa3HOPOJAHOCTb 3TUX 3aboJieBaHUI
U OTCYTCTBUE PaHIOMU3UPOBAHHBIX MEXIYHAPOIHBIX
KIMHUYECKUX UCCIeIOBAaHMUI JeTaloT HEBO3MOXHBIM
MpeoCcTaBIeHe KOHKPETHBIX PEKOMEHIALWi IO HUX
JieyeHuto y nereit. OOIIMe peKOMEHAAlUU TPUIEPKU-
BalOTCS TeX Ke TNPUHLUIIOB, KOTOpPbIE MPUMEHSIIOTCS
KO BCEM JIETSIM C XPOHWYECKUMU 3a00JIeBaHUSIMU JIeT-
kux. K HUM OTHOCATCS TIIATeIbHOE BHUMaHUE K POCTY
U MUTaHWUI0, UMMYHU3ausT (BKJIIOYasl PecrpaTopHO-
CUHUUTHABHBINA BUPYC, TPUIIIT U TTHEBMOKOKK) U Jieue-
HUE BTOPUYHBIX MHGEKIINM; MTPU HEOOXOAUMOCTH OKa-
3bIBAETCsI KUCJIOPOIHAS MOIePKKa.

PanHsIsT 1 TOYHasl AMArHOCTHUKA MHTEPCTULIMATBHBIX
0oJIe3HEH JIETKUX y JeTeil BaxHa, TOCKOJIbKY TP psijie
3a00JIeBaHUI OHA TpeAIoaaraeT 3THONaTOTeHETUYEeCKU A

Moaxo K Tepanuu. Tak, KJI0UeBbIM 3JIEMEHTOM 1 OCHO-
BOIf BeJIcHUSI TTALIUEHTOB C TUTIEPCEHCUTUBHBIM ITHEBMO-
HUTOM SIBJISIETCSI UCKJTIOUEHNE KOHTaKTa ¢ «BUHOBHBIM»
ajutepreHoM. [unepceHCUTUBHBINM THEBMOHUT — TTPOTHO-
CTUYECKM HauboJiee OaronpusiTHoe 3a00JeBaHNe Cpean
BCEX MHTEPCTULIMATIbHBIX OOJIE3HEN JIeTKUX y JeTei
MpU YCIIOBUM paHHEeM IMarHOCTUKY Y JIMMUHUIIIY TTPU-
YMHHO-3HAYMMOT0 ajuiepreHa [7].

Hdna  neyeHus1 pa3iuuHbIX (GopMm  3abosieBaHU
WUCITOIB3YeTCSl LIeJIBIA  Psil  JIEKAPCTBEHHBIX CPEICTB.
IIpumeHsIOTCSI MHOTOYMCJIEHHBIE CTpaTeruu JeKap-
CTBEHHBIX BO3IeicTBUiA. OgHAKO HU OIUH TepareBTUYe-
CKUIi peXXruM TIPU MHTEPCTUIIMATBHBIX O0JIEe3HSIX JIETKUX
HE MCCJIeNOBAJICS B YCJIOBMSIX KECTKOTO PaHIOMU3UPO-
BaHHOT'O KOHTPOJIS y IETE.

OCHOBY MEIMKAMEHTO3HON Tepanmuu OOJIbILIMH-
CTBa MHTEPCTULIMAIbHBIX OOJIE3HEN JIETKUX COCTABIISIIOT
CUCTEMHbIE TJIIOKOKOpTUKOCTepouabl. OHM  yMeHb-
11al0T BOCIAJIEHNE MyTEM YMEHbIIICHUSI TPOHUIIAEMOCTH
KanuJuisipoB M MOJABJIeHUS] aKTUBHOCTU MOJUMOPGHHO-
SIIEpHBIX JIeKouuToB. [lpoTMBOBOCTIAIUTEIbHOE JIEii-
CTBUE 3TUX TPENnapaToB OCHOBAHO TaKXe Ha MHTMOUPO-
BaHWM MUTPALIMU KJIETOK BOCIHaJieHHsT (HeHTpoduioB
1 MOHOLIMTOB) B TKaHb JIETKUX, UHI'MOMpoBaHUU (hocho-
Junasel A2, TIPEeNnsITCTBUM BBICBOOOXICHUIO IIUTOKM-
HOB, CYIPECCMM UMMYHHOTO OTBeTa. [1oJIoXuTenbHbIN
3¢ dEKT OT TIIOKOKOPTUKOCTEPOUIOB — XOPOIIUI TTPO-
THOCTUYECKUI TTPU3HAK TeUeHUS OOJIE3HU.

Kak roka3biBaeT Halll OIbIT, MaTOTeHETUYECKU 000C-
HOBaHO M KJIMHWYECKU 3(H(MEKTUBHO TPUMEHEHME
UHANAUUOHHBIX — TJTIOKOKOPTUKOCTEPOUIIOB, OCOOEHHO
MpY TUMEPCEHCUTUBHOM ITHEBMOHUTE. DTHU TperapaThl
Ha3HAyalTCs B CPEIHUX M BBICOKHUX J103aX B TEUCHUE JUTU-
TeJIbHOTO BPeMEHH, KaK MpaBuio, He MeHee 1 roxa [7].

LluTocTaTnyeckre Tperiapatbl MCIOJbL3YIOT B Kaue-
CTBE Teparuu BTOPOI TMHUU B OTCYTCTBUE KIMHUYECKOTO
U ¢pyHKIMOHaIbHOTO 3hheKTa B OTBET Ha Teparuio Io-
KOKOPTUKOCTEPOUIAMU WJIM B KaueCTBE JIOMOJHUTEb-
HOTO BCITOMOTaTeJIbHOTO CPEeACTBA MPU TSXKEJIOM JIMOO
OBICTPO TIPOTPECCUPYIOLIEM TEUYEHUM 3a00JieBaHUS.
V nmereii ¢ MHTEPCTULMAIBLHBIMM OOJIE3HSIMU JICTKUX
WUCITIOJIB3YIOT a3aTUOMNPUH, METOTpeKcar, LMKIodoch-
aMUI, TUKJIOCTIOPUH 1 MUKOGEHOIaT MO(ETHII.

Buosornueckue MeToabl JedyeHUsl, HauboJiee 4acTo
WUCIIOJIb3YeMbI€ Y JIeTel, BKJIIOYAIOT TPaHyJOLMTaApPHO-
MakpodarajibHblii  KOJOHUECTUMYIUPYIOIIUA  (hak-
Top (GM-CSF) mist nedyeHus: JIETOUHOTO ajbBEOJIsSIp-
HOTO TIPOTEMHO3a, MOHOKJIOHAJIbHbIE aHTUTEJA, TaKue
KakK puTyKCcuMao, /ISl Teparuu ayTOUMMYHHBIX 3a00J1e-
BaHWIi JIETKMX W BACKYJWUTOB; BHYTPUBEHHBII MMMYHO-
mooyauH (IVIG); nHaruouropsr TNF-0, aHTaroHucTb
IL-1 u IL-6 mpu HEKOTOPBIX ayTOMMMYHHBIX 3a00JIeBa-
HUSIX, COMPOBOXKIAIOIINXCS WHTEPCTULIMAIBHBIM ITOpa-
JKeHUeM Jierkux [22, 23].

Y ManueHTOB ¢ TIPOTPECCUPYIONIMM  JIETOYHBIM
Gubpo3oM TpebyeTcss Ha3HAYeHHE CBOEBPEMEHHOM
anTuduoporndeckoir Teparmuu. OCHOBHBbIE HaJeXKIIbl

POCCUVICKWIA BECTHUK NMEPUHATOJIONMW U MNEANATPUM, 2021; 66:(3)

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2021; 66:(3)




B Tepanuu (Hudpo3a Mpv WHTEPCTULHUATBLHBIX 0OJE3HSIX
JIETKUX B MOCJIEHUE TO/bI CBS3bIBAIOT C IByMsI TIperapa-
TaMU: TUPPEHUTOHOM U HUHTETaHUOOM.

I[Mupdenunon — nepopanbHbIii aHTUDUOpPOTUYE-
CKUI1 TIperapart, HalolInuii MHOXECTBEHHBbIE 3(M(EKThI
(perynupyeT npodudOpoTUYECKUE M TMPOBOCIIATUTEb-
HbI€ IIUTOKMHOBBIE KAacKajbl, YMEHbIIAeT Npoiudepa-
o (pubpobiacToB U CUHTE3 KojulareHa). PaspeiieH
IUIST Tepallui WUIMOMAaTHUYECKOTo JierouHoro ¢Guoposa
y B3pocibiX mnauueHToB. HuHTenaHu® (MHrubuTOop
TUPOKCMHKMHA3) OTHOCUTCSI K TIpernapataMm C JoKa-
3aHHON 3(D(HEKTUBHOCTHIO MPU JICYCHUU UAMOTIATHYE-
CKOTO JIeTOYHOTO (prbpo3a M APYrux UHTEPCTULIMAIb-
HBIX 00JIe3HEH JIETKUX C TIPOrPECCUPYIONIUM JETOUHbBIM
dubpozom [1, 24]. DddexkTUBHOCT U 0€30MaCHOCTH
S5TUX TMpernapaToB y JAeTel ¢ WHTePCTULUHATbHBIMU
0oJIe3HSIMM JIETKMX T0Ka He wu3ydeHa. [lepcriekTuB-
HBIMU HaMpaBJICHUSIMU Tepariuu SIBJSIOTCS TTOUCKU
HOBBIX OoJiee 3(PPeKTUBHBIX aHTUOUOPO3HBIX MpeTapa-
TOB, MHTUOMTOPOB LIUTOKMHOB, UCMOJIb30BaHME TIperna-
paToB cypdakTaHTa, TeHHas Teparus.

TpaHcraHTalMs JIETKUX B HAcCToOsIIee BpeMsl pac-
cMaTpMBaeTcsl Kak Haubosiee 3HAUMMOE JTOCTHXKEHHE
B 00JIaCTM Teparvu M COXpaHEHMs XM3HU MallMeHTOB
C MHTEPCTULIMAIBHBIMU OOJIE3HSIMU JIETKUX C TMPOrpec-
CUpYIOLIUM JIerouyHbIM ¢ubposom. Otuer MexmayHa-
POIHOTO PETUCTpa TpPaHCIUIAHTALMKU Cep/lia U JIETKUX
(ISHLT) ot 2016 I. moka3bIBaeT, UTO BO BCEM MHUpPE €XkKe-
rogHo rpoBoautcs 6osiee 100 TpaHCcrUIaHTAUME JIETKUX
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