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IIpencTapiensl COBpeMeHHbIE CBENEHHS M Pe3YJIbTaThl COOCTBEHHBIX HAOIOAEHHI PA3IHYHBIX ()OPM MHTEPCTHUIHATBHBIX 00Je3-
Heii Jerkux. Oco0oe BHUMaHKE y/eJeHO TMIepYyBCTBUTEIbHOMY ITHEBMOHUTY KaK Han0oJjiee pacnpoCTPpaHEHHO HO30JJ0THH CPean
HHTEPCTUIHATBHBIX 00JIe3Heil JIeTKUX B 1eTCKOM Bo3pacrte. Iloa HaOmoneHnem Haxomuiauch 186 neteii ¢ runepyyBCTBUTENBHBIM
nHeBMOHUTOM. IIpencrasiieHbl HauGoIee 3HAYMMBIE KIMHUYECKHE, (DYHKIMOHAJIbHBIE, PEHTTEHOIOTMYECKHE W MMMYHOJIOTHYECKHE
JIMArHOCTHYECKHE NMPU3HAKU 3TOW MATOJIOTMH, PACCMOTPEHbI BONPOCHI MporHo3a. Kpome Toro, npuBeeHbl JaHHbIE, KACAIOIUECS
JIPYTHX PeaKuX (hOPM MHTEPCTHIMABHBIX 00JIe3HEH JIerKuX y JAeTeil (MIHonaTuyecKasi HHTePCTHIMAIbHAS THEBMOHKUS, MAUONATH-
YeCKMid JIETOYHbIi TeMOCHIEPO3 U JP.).

Knroueguie crosa: 5emu, UHmMepcmuyualbHovle bone3nu NecKUx, eunepttyscmeume/lbﬂbtﬁ nHeemMoHum, uouonamu4ecKas unmepcmuyu-
Ad/NbHAA NHEEBMOHUAA, uouonamu4ecKuil 1e204Hblil 2emocu0epo3.

The paper deals with interstitial lung diseases in children. It gives an update and the results of the authors’ observations of different
forms of interstitial lung diseases. Particular emphasis is placed on hypersensitive pneumonitis as the most common nosological en-
tity among childhood interstitial lung diseases. The authors followed up 186 children with hypersensitive pneumonitis. They present
the most important clinical, functional, radiological, and immunological diagnostic signs of this disease and consider its prognosis.
In addition, there is evidence for other rare forms of interstitial lung diseases (idiopathic interstitial pneumonia, idiopathic pulmonary
hemosiderosis, etc.) in children.

Key words: children, interstitial lung disease, hypersensitive pneumonitis, idiopathic interstitial pneumonia, idiopathic pulmonary he-

mosiderosis.
HHTepCTI/IHI/IaHBHBIC 0OJIE3HU JIETKUX — MHOTIO- YECKON TIpaKTUKE WCIOJAb3YEeTCd TEPMUH <«UHTEPCTH-
YUCJIeHHas TeTeporeHHasi Tpyrma 3a0oJieBaHUI, uajabHasi 00JIe3Hb JIeTKUX». YeTKHUX TaHHBIX O PacIpo-

MPU KOTOPBIX TEPBUYHO MOPAXKAeTCs JIETOYHBIM MHTEP-
crumii. B MKB-10 orcyrcrByer eaunasi pyOprka, ox-
BaTbIBalolllasl 3a00JieBaHUsl, U OHU MPEJCTaBICHbI B pa3-
JIMYHBIX MOJAKJIAccaxX W aaxe kjiaccax. Ha ceromHsiiHui
neHb u3BecTHO Oosiee 200 MHTEpCTUIIMAIBHBIX OOJIe3HEH
JIeTKUX. BOJBIIMHCTBO M3 HUX OTHOCHUTCSI K KaTEropuu
«peaKuX 00Je3HEN», UMEIOLIMX TPOrPECCUPYIOLINE Teye-
HUE U HEOJIArONPUSITHBINA UCXOI.

B nuteparype 1IMPOKO WMCMOJB3YIOTCS DPa3IUYHbIE
TePMUHBI, SIBJISIONIMECS CUHOHUMAaMM WHTEPCTUIIMATIb-
HBIX OOJIe3HEl JeTKuX: «auddy3Hble TapeHXUMATO3HbIC
3a00/1eBaHUsl JIETKUX», «IUCCEMUHUPOBAHHbIE 3a0oJie-
BaHUsl JIETKUX», «TPaHyJeMaTo3Hble OOJE3HU JIETKUX»,
«UHTEPCTULMAJIbHBIN JIETOUHBIN (hubpo3». B neauatpu-
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CTPAaHEHHOCTU YKa3aHHbIX 3a00JIeBaHUIl He UMeeTcs,
YTO OOYCJIOBJIEHO TEPMUHOJOTUYECKON HEOTHOPOIHO-
CTbIO U OTCYTCTBUEM €IMHOI 0a3bl perMCTpalivu.

WHTepcTunanbHble 00JI€3HU JIETKUX YCIIOBHO pasjie-
JISIIOT Ha 3a00J1eBaHUsI ¢ U3BECTHOM 3TUOJIOTHEH (TUriep-
YYBCTBUTEIbHBII MHEBMOHUT, WJIW 9K30T€HHBIN ajuiep-
TMYECKUI albBEOJIUT; TOKCUYECKUE U JIEKAPCTBEHHbBIE
TMTHEBMOHMTbI; THEBMOHUTbI BCJIEACTBUE ACTTUPALIMOHHO-
TO CUHAPOMA; UHTEPCTULIMAIbHbIE 00JIE3HU, BbI3BAHHbBIE
UHOEKIIMOHHBIMU areHTaMu), a TakxKe WHTEPCTULIAAIb-
Hble 00JIE3HU JIETKUX C HEYCTAHOBJIEHHBIM 3THOJIOTUYE-
ckuM (akTopoM (MAMOMATUYECKUE UHTEPCTULIMATbHBIE
MHEBMOHMU, CApKOWI03, WUIUONATUYECKUI JIETOUHbBII
TeMOCUIIEPO3, JIAHTEePraHCOKJIETOUYHBI TUCTUOLUTO3,
pasauyHble BacKyauThl) [1, 2].

WHTepctunanbHble 00JIE3HU JIETKUX JIETCKOTO BO3-
pacta M B3pOCJBbIX CYIIECTBEHHO pasznuyatorcs. He-
KOTOpble 0O0JIE3HU B3POCJbIX HE BCTPEUAIOTCSl Yy IETEH,
HampuMep UauonaTudeckuili pudpo3upyonmnili anbBeo-
JUT (OOBIYHASI MHTEPCTULIMATIbHAS ITHEBMOHMUS), KOTO-
PbIM B OCHOBHOM 00J1€10T Jitoau crapiie 50 get. Bmecte
C TeM Psii UHTEPCTULIMATIbHBIX 0OJIE3HEN JIeTKMX HabJI10-
JAeTCsl KaK y B3pOC/bIX, TaK Wy eTeli — uavonaTuye-

POCCUNCKWIA BECTHUK MEPUHATOJIONMMN U MEANATPUN, 1, 2014




CKHWe WHTEPCTUIIMATIbHBIC ITTHEBMOHUM: NeCKBaMaTUBHASI
nHTepcTuliMayibHas nmHeBMoHus1 (DIP), Hecneuuduye-
ckast uHTepcTulimanbHas nuesMonust (NSIP), numbona-
Hast uHTepcTuMaibHas nHeBMoHus (LIP). CyiiectByior
Takxe (OpMbl UHTEPCTULIMATbHBIX O0JIE3HEN JIETKUX, KO-
TOpbIE AUATHOCTUPYIOTCSI UCKIIIOUYMTENBHO y N€Tel paH-
HEro BO3pacTa, B TOM YHUCJIe HOBOPOXIEHHbIX. K HuM,
B YaCTHOCTH, OTHOCSITCSl JIETOYHBI TJIMKOT€HO3 (MH-
(baHTWIILHBIN COTOBBINT MHTEPCTUILIMIILHBIN ITHEBMOHUT),
HEUPOIHIOKPUHHBIE TUTIEPIUIA3UU, PA3IUYHbIE HapylIe-
HUSI, CBSI3aHHbIE C FTeHETMUYECKUMU Nedekramu cypdak-
TaHTa |3, 4].

BoJIbIIMHCTBO  MHTEPCTULIMAIBHBIX — 3a00JIeBaHU I
JIETKMX BO3HUKAET MOC/e KAaKOTO-JI11M00 MOBPEXIAIOIIETO
BO3ICCTBUS Ha TUCTAJbHBIC OTIENbBI IbIXaTeIbHBIX ITy-
Tei. DTO MOTYT OBITh SKCIO3UIMS OPraHUYEeCKON U He-
OpPTaHNYECKOU TBITH, WHGMEKITMOHHBIC areHTHI, ayTOUM-
MyHHbIe peakiinu. [ToBpexneHue (WM arnornros), a 3aTeM
BOCCTaHOBJIEHUE JIETOYHOM TKaHU UTPAIOT LIEHTPATbHYIO
pOJIb B MATOT€HE3€ MHTEPCTULIMATIbHBIX 00JIe3HEN JIETKUX
[5]. B mmpouecce peKOHCTPYKLIMU HapyllaeTcsl B3auMO-
NENCTBUE abBCOJISIPHBIX, SMUTCTUATBHBIX W ME3CHXM-
MaJIbHbIX KJIETOK, YTO MOXET MPOBOLIMPOBATH MAaTOJIO-
rMYecKre peakiiuu, B KOTOpbie BOBJIEKAIOTCS Pa3IuuHbIe
ME€IUATOPbl BOCTIAJIEHUSI: LIMTOKUHBI, SHAOTENUH- 1, (hak-
TOPBI POCTA, B TOM uuciie TpaHchopMuUpyroluii (pakrop
pocta-B (TGF-B) [6]. OTMeueHa nponvdepalys albBeo-
sgouutos Il Tuna, a Takxxe hbrudbpoOIACTOB U X MUTPALIUS
B oy4ar nmoBpexneHus. Pudpo3Hoe peMoIeTMPOBaHUE SB-
JISIeTcsl OCHOBHBIM MaTO(GU3UOJIOTMYECKUM MEXaHU3MOM
MPY UHTEPCTULIUATIbHBIX 00JIe3HSIX JieTKux [7].

IMpeanonaraercs HaaTMuYMe reHETUYECKOM Mpeapacno-
JIOKEHHOCTH K M30BbITOYHOMY (hrOpoobpaszoBaHuio [8].
IMoutn y 10% GOJNBHBIX C UHTEPCTULIMATLHBIMY O0JIE3HS -
MM JIETKMX 3200JIeBaHUE HOCUT CeMeHbII XapakTep [9].

VY naiueHToB ¢ UHTEPCTULIMAIBHBIMU ~ OOJIE3HSIMU
JIETKUX YCTAHOBJIEHO YCWJIEHUE IKCIIPECCUU TE€HOB, OT-
BETCTBEHHBIX 3a CUHTE3 ITPOBOCTIAIMTEIBHBIX ITUTOKH-
HOB, B YaCTHOCTU UHTepJeliknHa-1 u akTopa HeKpo3a
onyxosin-anbga [10].

HMeroTcst mJaHHBIE O CBSI3M MHTEPCTUITMATBHBIX 3200-
JIeBaHUI JIETKMX C HapylleHUeM CHHTe3a cypdakTaHT-
HbIx 6e1KoB. Kak n3BecTHO, BbIIEISIOT 4 OCHOBHbBIX BU/IA
cypdakrantHbix 6enkoB (SFTP — A, B, C, D). ®ynk-
uMsi cypdakTaHTHBIX OEJKOB 3aKJIIOYaeTcsi B UMMYHO-
MOJAYJISILIMA U PETYJIMPOBAHUU BOCHIAIMTEILHOIO OTBETA
B anbBeosiax. YpoBeHb SFTP-A u SFTP-D noBsiiaercst
y B3POCIIBIX OOJIBHBIX C WHTEPCTUIIMATBHBIM JIETOUHBIM
¢pubpozom. Mytauuu reHa SFTP-Bu SFTP-C BbI3bIBalOT
TSKEJIble MHTEPCTULIMAIbHBIE 32a001€BaHUSI JIETKUX C Bbl-
COKOI1 CMEPTHOCTBIO B IEPUOI€ HOBOPOXKAEHHOCTU. My-
tauusi reHa ABCA3, Koaupylouiero TpaHcMeMOpaHHbBIi
MEPEHOC BELLECTB Yepe3 OasaJbHyl0 MeMOpaHy, pHUBO-
JIAT K Pa3BUTUIO WHTEPCTULMAIBLHONH OOJIE3HU JIEIKUX,
MMEIONIe ayTOCOMHO-PELECCUBHBIN TUM Hacjeq0Ba-
Husl. UMeHHO 3Ta MyTauus sIBJsieTcsl HauboJiee 4acToi
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MPUYMHON JAaHHOTO 3a00JieBaHUSI Y HOBOPOXIEHHbIX,
HO TaKX€ MOXET MPUBECTU K Pa3BUTUIO OOJIE3HU Y MOJI-
POCTKOB ¥ MOJIOJBIX Jitoiei [9].

IlepcrniekTBbl  MOJEKYJISIPHO-OUOIOTUYECKUX —UC-
CJIeIOBaHU COCPENOTOYEHbI Ha MOWCKE BPOXKIEHHBIX
MyTaluuii, oOycloBIMBaIOIINX (OPMUPOBAHUE WHTEP-
CTULIMAIbHBIX 0OJIE3HEN, JOKA3aTEIbCTBE YCUIEHUS IKC-
MPEeCCU TE€HOB, OMNPEACSIONINX UHTEHCUBHOCTh (DU-
OpornponrdepaTUBHbIX MPOLECCOB, a TAKXKE CYNPECCUU
WY yIaJeHus TeHOB, CIEPXKUBAIOLIMX 3TH MPOLIECCHI.

IIpu Bcem MHOTOOOpPa3uu (hOpM MHTEPCTUITNATHHBIX
0oJie3HEN JIETKUX UM CBOMCTBEHHBI HEKOTOPBIE OOILNE
KIMHUYECKNE, (QYHKIIMOHAIBHBIC W PEHTIEHOJOTHYC-
cKue MposiBJIeHUs. DTO, MPEXIe BCEro, MPOrpeccupyro-
1ast OfIbIIKa, MpeodagaHue JbIXaTeIbHbIX PACCTPONUCTB
PECTPUKTUBHOIO THIIA, HapyllleHWEe Ta3000MeHa W Ha-
ymare Tudby3HBIX THOWIBTPATOB Ha peHTIeHOTpaMMe
U KOMIIBIOTEPHOI TOMOTpaMMe TPYIHOM KJIETKHU.

Cpey WHTEPCTULIMATbHBIX OOJIe3HEN JEerkux, Au-
arHOCTUPYEMbIX B JETCKOM BO3pacTe, 0c000e MECTO
3aHUMAcT THNEPYYBCTBUTEJbHBI NHEBMOHMT. [lepBoe
yIIoMuHaHue o 0ojie3Hu oTHocutcs K 17131, Korma
UTAbSIHCKUI TIpodeccop MeaulMHbl bepHannuHo Pa-
MallIMHU OMUCal CUMIITOMbI OOJIE3HU Y CETbCKOXO-
3SIMCTBEHHBIX pPabouyuX, CBSI3aHHBIX C MPOCEUBAHUEM
U U3MepeHueM 3epHa. nutenbHoe BpeMsi 3a00JeBaHUe
paccMarpuBaoch Kak npodeccuoHabHasi MaTOJOTHSI.
B nocneaytoniemM crano o4eBUAHO, 4TO 00JIE3Hb Pa3BU-
BaeTCsS HE TOJbKO IOJ BO3AECHCTBUEM IMPOMBIILIEHHBIX
(akTOpoB, HO U B pe3yJIbTaTe 3arpsi3HEHMST OKPYKalollei
cpenbl — BO3/1yXa, BOJbI, MOYBBI, @ TAKXKE B CBSI3U C 9KO-
JIOTWEH Xuauua, coAepKaHUeM B IOMAllHUX YCJIOBMSIX
XUBOTHBIX 1 OCOOCHHO TITHII.

o nmocnenHero BpeMeHM He ObLIO €IMHCTBA B OIpe-
neaeHuu 0oJie3Hu. 3abosieBaHue OMUCHIBAIOCH MOJ pas-
JINYHBIMYM Ha3BaHUSIMU: «TUTIEPCEHCUTUBHBIN» , WJIK «TH-
MEePUYYBCTBUTEIbHBII» ITHEBMOHMT, «3K30T€HHbII
AIEPTUYECKII aJTbBEOJTUT , «MHTAISIITUOHHBIC TTHEBMO-
MMaTUW», «AHTEPCTUIIAATBHBINA TPaHyJIeMaTO3HBIN TTHEB-
MOHWT» U JIp.

B ocHOBe runepuyBCTBUTEIbHOIO MHEBMOHUTA Jie-
KAT WMMYHOJIOTMYECKM WHIYLIMPOBAaHHOE BoOcCHalle-
HHME JIETOYHOW TapeHXWMBI, IIPW KOTOPOM B IIPOIIECC
BOBJIEKAIOTCS CTEHKM aJlbBeOJ U OpPOHXOB BCJIENCTBUE
HEOJHOKPATHOTO BIbIXaHMSI pa3HOOOPa3HOU opraHuye-
ckoit mpln U apyrux BeuecTs [11]. Haubonee yactbiMu
NMpUYMHAMU 3a00JieBaHUsl SIBJISIIOTCSI OEJKU XKMBOTHOTO
U PACTUTEJILHOTO TMPOUCXOXIEHUSI, TPUObI, MPOCTEil-
e, XuMudeckre BemecTBa. CaMbIMM 3HAYUMBIMU
U3 HEOJArONPUATHBIX (PAKTOPOB JOMAIIIHEN CPEJbl CUM-
TAlOTCS TePMODWIIbHBIC AaKTUHOMUIIETHI, AaHTUTEHBI TTTHUII
¥ TpUOKOBBIE aHTUTEHBI [12].

B netckoM Bo3pacTe TMNEPYYBCTBUTEIbHBINA IHEB-
MOHMT paccMaTpUBaeTcsl Kak peakoe 3aboseBaHue. B 3a-
pybexHoil nuTtepatype 3a mocienHue S50 1eT ommcaHo
Bcero 95 cimydaeB I'MIIEpYYBCTBUTEIIBHOTO ITHEBMOHMTA
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y aeteit [9]. OmHako He MCKJIIOUYEHO, 4TO 3a00JieBaHME
BCTpeJaeTcsl yJaie, 9eM IMarHOCTUPYETCS, ITOCKOJBKY
y IeTeii BBISIBJICHUE TUIIEPIyBCTBUTEIEHOTO ITHEBMOHMTA
TIPENCTABIISIET CYIIECTBEHHBIE CJIOXXHOCTH, TPEOYeT CIie-
IIMAJTLHBIX METONIOB MCCIICIOBAHMS.

B Hameit ctpaHe HauOOJBIIMI OMBIT IO HadJOIE-
HUIO JIeTel ¢ 3TOi 00JIe3HbIO HAKOILJIEH B KJIMHUKE TMYJIb-
MoHosiorun MockoBckoro HUW neauatpun u nerckoi
Xupypruu (HpiHe HayaHo-umcciienoBaTeIbecKuii KITMHIIE -
ckuit uHcTUTYT nenuarpuu) [13, 14]. CobcTBeHHbIE Ha-
omomeHus, Kacatonuecs: 186 meteii, 60TbHBIX TUITEPUYB-
CTBUTEJIBLHBIM ITHEBMOHWTOM, ITO3BOJIMJIM OIPEICIIUTE
KIMHUKO-(YHKIIMOHAIBHBIE, WMMYHOJIOTUYEeCKUE, pa-
TNOJIOTUIECKIE OCOOCHHOCTU ITaTOJIOTHH, pa3paboTaTh
COBPEMEHHBIC KPUTEPUH €€ TMArHOCTUKMU.

OTMeueHO, 9To 3a00IeBaHIE MOXET PA3BUTHCS B JIIOOBIC
BO3pACTHBIC TIEPHOMBI, JaXe y AeTell TPYIHOTO BO3pacTa.
INon Hamum HaGmoneHUeM ObLIo 48 nereid, 3a00JEBIINX
Ha ITepBOM TofTy X13HU. Kak mpaBwiio, TUTIepUyBCTBUTE -
HBIM TTHCBMOHWTOM 3a00JIeBaJIN JICTH, MMEIOIIINE TIpeapa-
CIOJIOXXEHHOCTD K aJUTEPTUYECKUM PEaKITUsIM.

[UnepyyBCTBUTEBHBI ITHEBMOHUT MOXET WMEThb
OCTpOe, TIOMOCTPOE M XpOHWYEeCKoe TedeHme. MHorma
3aboyieBaHUEe Cpa3y MPUHUMAET XPOHMYECKOE TCUCHME,
KOTOPOE XapaKTepU3yeTcsT HETPEePhIBHO IPOTPeCcCHUpy-
IOIUMKA  CHMIITOMaMM C HapacTaHWEM JIbIXaTeTbHOMN
HeJI0CTaTOYHOCTU, (popMUpoBaHueM ¢udpo3a, COTOBO-
ro Jerkoro, sMdusemsl. [Ipu aToM TIporpeccupoBaHue
MOXeT HOCUTh BOJTHOOOPA3HBIN XapaKTep C SITU30IaMu
HapacTaHWUs W CTUXaHWSI CUMIITOMATWKHW. Omplika —
OCHOBHOU M HamboJjiee paHHWI CUMIITOM 3a00JIeBaHMS.
Lwano3 mosBisieTcss Ha 60Jee TMO3MHUX CTamusx 0o-
JIe3HW, BO3HUKACT WJIM YCUJIMBAETCA TPHU HU3NICCKON
Harpyske, y JeTeid MJIaJIIero Bo3pacta — IMpu KopMile-
Huu. Kamienb 00pIYHO HENTPOAYKTUBHBIN WJTU C OTICIIe-
HUEM CKyIHOH CIM3UCTO MOKpOTHI. B mepuoae o60-
CTpeHUsI MOXeT Habonarbes GheOpuiibHas JIMXopaaKa.
Y GONBHBIX HEPEeNKO OTMEYaeTCs MOTepsl MAacChl Tea,
OTCTaBaHUE B (GU3NICCKOM DPa3BUTUM. YacTBIM U TIPO-
THOCTMYECKU HEOJArONMPUSITHBIM TIPU3HAKOM SIBIISICTCS
YTOJIIIIEHNE KOHIIEBBIX (haslaHT TaTbIIEB T10 TUITY «bapa-
OaHHBIX TAJIOYeK», HOITH B (POPME «JACOBBIX CTEKOJI»
(«mmampiel  [ummoxkpara»). dusnkaabHbIE W3MEHEHUS
B JIETKUX TP TUTICPUYYBCTBUTCIBHOM ITHCBMOHUTE He-
crrerduyHbL.  [IpocaymmBaloTcss HeXHBIE KPEIUTH-
pylolliie, TaK Ha3bIBacMbIe <«IIeJTIOAHOBBIE» XPUITHI
Ha BIoxe. XapaKTepHO HECOOTBETCTBHE BBIPAXKEHHOM
OIIBITIIKA OTHOCUTEILHO HEOOIBITUM (PUBMKATEHBIM M3-
MEHCHUSIM B JICTKUX.

VY nereit pecmpaTOpHbIe CUMIITOMBI MOTYT OBITH He-
yeTkMMU. Hepenko ot Havaia 3abojieBaHUS IO MOCTa-
HOBKM OKOHYATEJIPHOTO JMarHo3a ITPOXOMST MECSIIBI
U TaXKe TOIBI.

JITSI AMaTHOCTUKY ~ TUTIEPYYBCTBUTEIILHOTO — ITHEB-
MOHHUTa Ype3BBIYATHO BaXXKHBI JaHHBIC PEHTTCHOJIOTH-
YecKoro o0OcaenoBaHUsI U OCOOEHHO KOMIIbIOTEPHOI

Jles H.C. u coasm. InTepcTuIIManbHbIe 00E3HU IETKUX Y AeTeit

tomorpacdum. Ha peHTreHOTpaMMax W KOMITBIOTEPHBIX
TOMOTpaMMaXx OIIPENEISIIOTCS] MEJIKOOYaroBble TeHU, KO-
TOPBIE MOTYT OBITh CTOJIb BEIPAXKEHHBIMHA W OOVMITbHBIMH,
YTO MHOTJAa MMUTHUPYIOT KapTUHY MUJIMApHOTO Tybep-
Kyne3a. XapaKTepHbl WHTEPCTULIMATbHBIE W3MEHEHWS
10 TUITY «<MaTOBOTO CTEKJIa», & TAKXKE 30HBI TTOBBIIIICHHOM
MPO3pPaYHOCTA ¥ HEPAaBHOMEPHOTO B3OYTHS JICTOUHOM
TKaHu [15, 16].

[To HamMM HAOTIOMEHUSM, PACITPOCTPAHEHHBIM (Gu-
Opo3 JIETKMX TIPU TUTICPYYBCTBUTEILHOM ITHEBMOHUTE
y IeTeil HabomaeTcsl TOBOJBHO peako. Yarme BcTpe-
JaroTcs JIOKaIbHBIE (DUOPO3HBIE M3MEHEHMS B BEPXHUX
OTHeNIaX JIETKUX, CpemHel moie, 6a3adbHBIX CerMEHTaX
(coBmecTHO ¢ M. B. KocTioueHko).

ITpoBenennsie Hamu coBMmecTtHO c C.D. LpimieH-
KOBOW WCCIenoBaHWS (YHKIIMA BHEITHETO JBIXaHWS
CBUICTEIBCTBOBAI O MPEOOIAaHNMN Y AeTell C TUTep-
JYBCTBUTCIHPHBIM ITHCBMOHHMTOM OOCTPYKTUBHBIX Ha-
pyuieHnii. OTMEYEHO CHUXEeHHEe o0bema (hopcUpOBaH-
Horo Bbigoxa 3a 1 ¢ (O®B)), koapduumenta Tuddno
(O®B,/®XKEJ), yBeaudeHne 0CTaTOYHOTO 0ObEMA JIET-
KUX 1 €TO JOJIU B OOIIIEi eMKOCTH JIETKUX. ¥ HEKOTOPHIX
Hamux manyeHToB (y 11%) ObUTO cTaGWIIBHOE YBeIUJe-
HHE OCTaTOYHOTO 00beMa JIETKHX, UYTO TaBaJI0 OCHOBaHUE
TIPENITOIOXKUTH (hOPMUPOBAHUE IMMDU3EMEI.

BMecTe ¢ TeM ipuw HanboJiee TSOKEIOM TeUEeHUM TH-
MePYyBCTBUTEILHOTO ITHEBMOHUTA OOBIYHO PETUCTPHU-
pPOBAJIMCh W PECTPUKTHUBHBIE HapymreHus. Ilpu Ha-
JUYUU  PacIpOCTpaHEHHOTO (UOpo3a JIETKUX MBI
OTMETWJIM CTOMKOE CHIDKEHUE XXN3HEHHON €MKOCTH JIeT-
Kux (1o 42,7%), ob1eii eMKOCTH JeTKuX (10 64,5%).

B pesynsrare Tmiepdy3MOHHO-BEeHTWISIIMOHHBIX Ha-
pYIIEHW 1 0OeMHEHWS] MWKPOIMPKYJISITOPHOTO pyciia
TPOVCXOANT CHIDKEHHE MUMGhY3MOHHOW CIIOCOOHOCTH
JIETKUX, pa3BUBaeTcsl runokceMus [12].

HMMMyHONIOTUYEeCKIE WCCIeIOBaHUS TIPU TUTIEPUYB-
CTBUTEJLHOM ITHEBMOHUTE B OCHOBHOM COCPENOTOYCHBI
Ha noucke cnenuduyeckux IgG K «<BUHOBHOMY» aHTUTE-
Hy. ¥ HabG01aBIIMXCSl HAMU JIeTeil MeTogoM Immunocap
obsutn onipenenieHsl 1gG K Penicillium, Aspergilus, Candida,
Cladosporium, aHTUTeHaM TIOIyrasi, roJjiy0s, KJieueun
noMalliHel Tielii pona Farina, Pteronissinus. 'Y miogaB-
JITIONIETO  OONMBITMHCTBA W3 HUX (95,7%) BBHISBICHBI
JIOCTOBEpHbIE TUTPbI creuuduueckux IgG K rpudam
pona Candida, K aHTUATeIaM TIepa, TTIOMETY royiy0si, Kje-
mam pona Farina (coBmectHo ¢ E. M. I1labenbHUKOBOI
u T. C. OkyHeBoit). CeHcuOMImM3auusi K eIMHCTBEHHOMY
aHTUTEHY HaOJIomajach PEeIKO, B OCHOBHOM OTMeuYcHa
nojauceHcuounU3auusi K rpuéam 3—4-ro TUna, MUHOT-
Jla B COUYCTAHUU C CCHCUOWIM3aIlMeil K aHTUTEHaM TITHUIT
U KJIeIaM JOMAIlHEN MbUIN.

[Ipu TUTIEPUYBCTBUTEILHOM TTHEBMOHUTE MOTYT OT-
Meuatbesl conmyTcTBylomne IgE-onocpenoBanHble peak-
LMY TUTIEPIYBCTBUTEIHPHOCTH HEMEUIEHHOTO THIA. DTO
Jaime BCETo BBIABIISIOCH K OBITOBBIM aJlIepreHaM, pexke
K ITBUTHIIEBBIM M TPUOKOBBIM aJlIepreHaM.
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CoueTaHue TIMIEPUYYBCTBUTEIbHOIO IMHEBMOHMTA
1 OpOHXMAJIBHOM acTMbI BCTpeuaeTcst B 5—25% ciydaeB
[13, 14]. Mbl nuarHOCTMpOBaJIU OPOHXMATIbHYIO aCTMY
y 18% GONBHBIX C TUTIEPIYBCTBUTEIBHBIM ITHEBMOHUTOM.
Y GoJIbIIMHCTBA U3 HUX MPUCTYIbl OPOHXUATBHOM aCTMbI
MPEIIEeCTBOBAIM MOSIBICHUIO KIMHUYECKUX CUMIITOMOB
TMIIEPYYBCTBUTEIbHOIO THEBMOHMUTA.

7151 KOCBEHHOTO CYXIEHUsI O Mpolleccax, IMpouc-
XOMSIIIMX BJIETOYHOW TKaHU, WCIIONb30BAICS METO
OLIEHKU 32XWBJIEHUSI aCENTUYECKOT0 BOCTAJIEHUST KOXU
— «KOXHO€e OKHO» (coBMecTHO ¢ E. A. Pyxxuukoii). Ycra-
HOBJIEHO, YTO OCOOEHHOCTU MUTpALIMU B OYar Bocraje-
HUST Pa3IMYHBIX BUIOB (ParouUTUPYIOLIUX KJIETOK, MOJ-
HOLIEHHOCTb MEXKJIETOUHbIX B3aUMOJICCTBUIA, CKOPOCTh
00pa3oBaHus BOJIOKHUCTBIX CTPYKTYP 3aBUCSIT OT TsIKe-
CTH ¥ CTAQIW TUIEPIYBCTBUTEIHPHOTO ITHEBMOHUTA, Ha-
Jnuust GuOPO3HBIX UBMEHEHUI B JIETOYHOMN TKaHM.

[Tpu TUTIEpUYBCTBUTEILHOM ITHEBMOHHUTE C AMAar-
HOCTUYECKOW 1EIbl0 MPOBOAMTCS aHAIU3 KJIETOYHO-
ro cocTaBa OpPOHXOAJIbBEOJSIPHOrO JiaBaxa. M3BecTHO,
YTO JIJIs1 3TOM TATOJOTUM XapaKTepHO YBEJIMYEHUE O0-
1IEro KOJWYeCTBa BOCMAJIUTENbHBIX KJIETOK C Mpeoda-
JNaHueM JUM@OLIMTOB M YMEHbIIEHUEM COOTHOLIEHUS
CD4/CDS8. OnHako y aeTeil 3TOT nmokasarejib He UMeeT
CYILLIECTBEHHOTO IMAarHOCTUYECKOTo 3HaueHus [17].

Kak npaBuio, ToyHasi JaUarHOCTMKa OOJBIIMHCT-
Ba WHTEPCTULMAIbHBIX OOJIE3HEN JIETKUX BO3MOXHA
MpY OlIeHKEe OWONCUITHOrO Martepuana Jerkux. buomn-
CUSl JIETKUX CUMTAETCS B HACTOSIILIEE BPEMSI <«30JIOThIM»
CTaHAAPTOM B AMArHOCTUKE WHTEPCTULMATIbHBIX 00Je3-
Helt jgerkux. OgHaKo B OOJIBIIMHCTBE Cy4aeB TMCTOJIO-
rMYecKoe MCCIeJOBaHUE JIETOYHO TKaHUW He TpedyeT-
csl, Y OMOICHUSI MCIOJIb3YETCsl TOJbKO TMPU 3aTPyIHEHUU
B yCTaHOBJIEHUM nuarHosa [9]. bonee Ttoro, mpu XxpoHu-
YECKOM TEYEHUU TUIEePUYYBCTBUTEIHLHOIO MHEBMOHUTA
Mopdoioruueckass KapTMHa MOXET yTpauuBaThb CIELU-
(buyeckue yepTbl, B OCHOBHOM ollpenessieTcss JumMdo-
uutapHas UHOWIbTpalus, (GuOpPo3 JIErOYHON TKaHM.
HMmeHHO nogoOHasi rucTojoruyeckasl CUMITOMAaTHKa
“Mesla MECTO IpHU OMMCAHUM OUONCUITHOrO Marepuaa
JIETKUX y 3 HAaOMI0AaBUIMXCS HAMU JIETEM.

[Ipu edeHUM TUTIEPUYBCTBUTEIHLHOTO ITHEBMOHMTA
onpeesiolee 3HaYeHUEe UMEET UCKIIOUEHUE KOHTAKTa
C «<BUHOBHBIM» areHToM. OCHOBOI MeIMKaMEHTO3HOM
Tepanuu sSIBJISIIOTCS TJIIOKOKOPTUKOCTEPOUIbI, 00Ia1at0-
1K€ TPOTUBOBOCMAIUTENbHBIM U UMMYHOCYITPECCUPYIO-
IIMM CBOMCTBAMMU.

Mpbl yoenuiuch B TOM, YTO MPU aJeKBaTHOM U CUCTeE-
MaTHMYECKOM JIeYEHUM Yy OOJBIIMHCTBA OOJbHBIX YyAaeT-
Cs OCTUYDL CTAaOWIM3ALUM U JaXe YIydlIeHUsI COCTOSI-
Hust. [IporpeccupoBaHue 00J1€3HU ObLIO OTMEUEHO JIMIIIb
y 14 u3 137 nauueHToB, HAOIIOAABIIMXCSI HAMU B AMHAMU -
Ke Ha MpoTskeHuu 3—7 JieT. Y 3TuX 00JIbHBIX ChOPMHUPO-
Basicst Iudby3HbIM JeroYHbIi (GUOPO3 U JJeroYHO-cepaey-
Hasl HEJOCTAaTOYHOCTh, KOTOPbIE B TPEX Cydyasix MPUBEIU
K JIETIbHOMY UCXOJy B OAPOCTKOBOM BO3pacTe.

OB30PbI JINTEPATYPbI

Cpeny WHTEPCTUIIMATBHBIX OO0JIE3HEH JIeTKMX OTpe-
NEJICHHBI WHTEPeC TPEACTABISIOT HANONATHIECKHE WH-
TEePCTHIHAJbHbIE MTHEBMOHIH. DTHOJIOTMUECKHE (HaKTOPHI
pPa3BUTHS 3TUX 3a00JIeBaHUII HE YCTAHOBJICHBI, B CHITY
YEero WCIMOJIb3yeTCsl TEPMUH «MauoNaTu4eckuii». Cyiie-
CTBOBABIIIME MHOTHE TOIBI TEOPUM BUPYCHOTO, ayTOUM-
MYHHOTO, TIOJTU3THOJIOTMYECKOTO TTPOUCXOXICHUS C TI0-
3UIUI TOKa3aTeTbHOM MEAMIIMHBI apTyMEHTHUPOBAHHBIX
TTONTBEPKIEHUIA HE TIOTYYMITH.

TepMuHosiornyeckasi HeoINpeaeJeHHOCTh co3/1aBaa
Oosiblliie MPOOJEMBbI B AMUAEMUOJOTMYECKUX UCCTIe-
MOBAaHMAX W IMPEMATCTBOBaja TIpOorpeccy B M3YYCHUH
WIUOTIATUIECKUX ~ MHTEPCTUIIMAIBHBIX  ITHEBMOHUM.
B 19992002 rr. EBponeiickoe pecrimpaTopHoe oOlie-
ctBo (EPO) u AMepukaHCcKoe TOpakajibHOE OOILEeCTBO
(ATO) npuuuiM K COralleHMIO 0 MOBOJY KJaccu-
bukanu W onpeneNeHUsS TIOHATUS NIMOIMATUYSCKUX
WHTEePCTULIMATBHBIX TTHEeBMOHUM. CYIIHOCTh 3TOTO CO-
IJIAMICHUST 3aKITI0YaeTCsl B BBIICJICHUM 110 MOPMOJIOTH-
YECKUM KPUTEPUSIM HMIUONATUICCKOTo (Gubpo3upyro-
IIETO ATBbBEOJIUTA M3 TPYIIITHI CXOXHBIX TI0 KITMHUTIECKIM
MPOSIBJICHUSIM OoJie3Hel [18].

Hnuonatnyeckne WHTEPCTUIIAATBHBIE ITHEBMOHUU
BCTpeyaloTcsl y ieTeil kpaiiHe peako. Mbl Habmona-
JIV JTUIIb 2 OONBHBIX (MaJbuMKa 9 JIeT U IeBOYKY 5 JieT)
C OCTPOIi MHTEPCTULIMATILHOM MHEBMOHUEN — CHUHIPO-
mMoMm XameHa—Puua. 3abGoneBaHME HOCUJIO HEYKJIOHHO
MTPOTPECCUPYIOIINIA XapaKTep C TSKETBIMUA TTPOSIBIICHU-
SIMU JIbIXaTeJIbHON HEAOCTATOYHOCTHU. 3a KOPOTKUIA CPOK
(B TeueHue 3—4 mec) cpopmupoBanuch GUOPO3HBIC W3-
MEHEHUsI B JIETOYHOI TKaHU. 3a00JieBaHNEe Y 000X IeTei
OCJIOXXKHIJIOCH (POPMUPOBAHUEM KHUCT, ITHEBMOTOPAKCOM.
Jlet TOrMOIM B TeUeHUE 8 MEC C MOMEHTa YCTAHOBJICHUS
ar”Ho3sa.

K wHTEepcTUIIMATEHBIM OO0JIE3HSIM JIETKUX OTHOCHUTCS
CapKoMA03, TIPU KOTOPOM TpaHyJIeMaTO3HbIE TIOPAKEHUS
pa3BUBAIOTCS B Pa3IMYHBIX OpraHax, HO HauboJjiee YacTo
ITOpakaroTcsl OpraHbl OBIXaHWS. XapaKTepHbIe KIWHU-
YecKHre TIPU3HAKU CapKOMI03a BKIIOYAIOT JBIXaTeIbHYIO
HEIOCTaTOYHOCTh, YBEIMICHUE JTUMMATUICCKUX Y3JIOB,
TopaxkeHue Koxu, ria3. Hecnermdbnyeckumu cuMITo-
MaMU SIBJISIIOTCS JIMXOPAIKa, acTeHUS, TOTeps MacChl
Tena. Ha peHTTeHOrpaMMax M TOMOTpPaMMax OIIpeNesisi-
eTcsl yBeJMuYeHUE JUMOOY3/I0B U MHTEPCTULIMATbHBIE
U3MeHEeHUsA. BpoHX0ambBeIIPHBIN JlaBaX: IOBBIIIICHUE
cootHolienusi CD4/CDS§ v noBblllieHUE YPOBHSI aHTU-
OTeH3UHIpeBpaniaoniero depmenra. JluarHo3 OCHO-
BBIBAcTCS Ha COUYCTAHUM KIMHUYECKUX OCOOEHHOCTEH
C TUCTOJIOTMYECKA  JTOKYMEHTHUPOBAaHHBIMU  HeKas3eo-
bunupyrommMu TpaHyJIeMaMd TIPU OTCYTCTBUM JIPYTUX
NpUYrH (popMUpoBaHus rpaHyJjiem [19].

B psine ciydaeB KIIMHWYECKUE TPOSIBJICHUS CapKOM-
I103a MOTYT OBITh BeChMa CKYITHBIMU WJIA BOOOIIIE OTCYTCT-
BOBaTh. Tak, MbI HaOTIOMAIH 2 TIAITMEHTOB TIOJPOCTKOBO-
ro Bo3pacta 16 u 17 JieT, y KOTOPBIX MHTEPCTUITMATBHBIE
W3MEHEHUS B JIETKUX OBIIN CIIyJaifHO BBISBJICHBI Ha peH-
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TreHoTpaMMax I'PYITHOW KJIETKW TIPY AMCTIAHCEPHOM 00-
CJIeZIOBaHWM W B MAJIBHEUIIIEM TIOATBEPIMINCH Ha KOM-
MTBIOTEPHBIX TOMOTrpamMMax. KIIMHWYecKue TpOsTBICHUS
— OJIBIIKa, Kallelb OTCYTCTBOBAJIW. BBUTM OTMEUYCHBI
Hepe3KOo BBIPaXXEHHBIE (DYHKIIMOHATBHBIC W3MEHEHMUS:
PECTPUKTUBHBIE W OOCTPYKTHBHBIC HapylIeHUs (GyHK-
IIMM BHEITHETO IbIXaHWs, CHWXeHWe muddOy3noHHOMN
CIMOCOOHOCTHU JIETKUX.

OnHo U3 Haubosiee W3BECTHBIX B MEAUATPUUYECKON
KIMHUKE WHTEPCTULIMATBHBIX 3a00JIeBAaHUN JIETKMX —
WIMONATHYECKHIA JIETOYHBI TeMOCHIepo3, KOTOPBIA Xa-
pakTepusyeTrcsd KJIACCUYECKOW TpUaaoll IPU3HAKOB:
KpOBOXapKaHbe, aHeMHUS W MHOWIBTpaTUBHBIC TEHU
Ha peHTreHorpamMmax. IlopaXeHus JerKux HOCAT Oura-
TepaJbHBIA XapakTep. B MOKpoTe U OpOHXOTBBEOISAP-
HOM JIaBaxke OOHapyKMBAIOTCS Makpodaru ¢ reMocuje-
puHoM (remocuaepodaru) [20].

CyIiecTByeT MHEHHE, YTO JUTA TTOCTAHOBKY THUArHO3a
JIOCTAaTOYHO BBISIBJICHWS YKa3aHHOW TPUaIbl IPU3HAKOB.
[ucronornyeckas olieHKa OMOICUITHOTO MaTepualia Imo-
3BOJISIET OKOHYATEeJbHO BepubUIIMPOBaTh AUarHos [21].
[Mox HabmomeHWeM Hamleld KIWHWKA 34 ITOCJIEIHIE
10 et HaxomwauCh 7 OeTel ¢ MAMOMMATUICCKUM JIETOd-
HBIM TEMOCHIECPO30M, 2 W3 HUX ITOTUOJU OT JIETOUHOTO
KPOBOTEUCHUSI.

K rpyrire mHTepCTUITMATBHBIX 00JIe3Hel JIeTKMX OT-
HOCSITCS HEKPOTHU3HUPYIOIME JIeroYHble BACKYJIHMTHI (Tpa-
HyJiemMaro3 BereHepa, MUKPOCKOITWYECKUN TIOTHMAHTH-
uT, cuHIpoM Iymmacyepa). DTH moOpakeHUs M3BECTHHI
KaK TTIOYeYHO-JICTOYHbIe CMHIPOMEI. B OCHOBe BacKyIu-
TOB JiexaT HelTpoduibHbIe TOBPEXAeHUsI ¢ GUOPUHO-
WIHBIM HEKPO30M CTEHKM KanuJuIsipoB [22].

Pa3BuTHe JIETrOYHBIX BacKyJIMTOB YacTO CBSI3aHO
C IPONMYKIIMEN aHTUHEUTPOMWIBHBIX IIMTOIUIa3MaTH-
yeckux aHtuten (ANCA). TloBblllieHME TUTpa aHTU-
nporerHasbsl C-ANCA xapakTepHO ISl TpaHyjieMaTo3a
Berenepa, antuten K muenonepokcumaze P-ANCA —
JUJIs1 MUKpocKkonuueckoro nosiuanruuta [23]. [pu cuH-
npoMe [ymmacyepa hopMUPYIOTCS aHTUTENA K 6a3aTbHOM
MeMOpaHe JIETKNX, a TAKXKe KITyOOUKOB ITOYEK.

BackyuThl HepenKo COTPOBOXIAIOTCS JIETOUHBIMU
KPOBOTEUCHUSIMUA B PE3YJIBTaTe IOBPEXKICHUS MEJKUX
COCY/IOB JIETKMX. 3a00JieBaHUSI OTJIMYAIOTCSl BBICOKUM
YPOBHEM CMEPTHOCTH, XOTSI TIOCJTICTHUE WCCICIOBAHUS
CBUJICTENIBCTBYIOT 00 YJIYJIIEHUM TTPOTHO3a M BEDKHUBAE-
MocTtu 6ostee 80% OONBHBIX ¢ BAaCKyTUTaMu [22].

IMon HabmogeHWeM Halledl KJIMHUKA —HaXOIUJICS
OosbHOI 17 et ¢ cuHapoMoM [yanacuepa, y KOTOpOro
OBIIIO BBISIBIICHO COYCTAaHHOE TOpaXkeHMe JIETKUX (Kpo-
BOXapKaHbe, ONBIIIKA, PEHTTCHOJOTMUYECKHUE TPU3HAKU
nudbdy3HOr0O MHTEPCTULIMATBHOTO Mpoliecca) U Moyek
(TemMaTypusi, IPOTCHHYPHUSI, TEUKOIUTYpHsI, T Dy3HbIC
U3MEHEHUS TTOYEK ITPH YIBTPa3BYKOBOM MCCIICIOBAHUN).
JvarHo3 ObUT IMOATBEPXICH OOHAPYKEHUEM TTOBBIIICH-
HOTO YPOBHSI aHTUTEN K 0a3aibHOI MeMOpaHe KI1y0OuKOB
noyex [24].

Jles H.C. u coasm. InTepcTuIIManbHbIe 00E3HU IETKUX Y AeTeit

K crcTeMHBIM BacKylIMTaM OTHOCHUTCS TaKXe CHH-
npom Yepmxka—Crpoc — ayTOUMMYyHHOE 3a00JieBaHUE
C TUTIEpraMMarnIooy TMHeMUE, TTOBBIIIEHUEM YPOBHS
IgE, P-ANCA. KinuHuueckasi KapTuHa BKJIIOYAET TsKe-
JIyI0 OpOHXMAJIbHYIO acTMY C 303MHOMGUINEH 1 HAIMYKUE
WHOUIBTPATOB B JICTKUX. B ITeamaTpuyecKoi MpaKkTUKe
onucaHbl 29 cinydyaeB 3a00JeBaHUsI, TTOPAXKEHUE JIETKUX
HMMEJIo MecTO y 72 % 3TuX maiueHToB [25].

Kak naTepctuimanbHasi 00JIe3Hb JIETKUX C HEU3-
BECTHOI OTHOJIOTHEI paccMaTpUBAETCSI JIAHTEPraHCo-
KJIETOYHBI THCTHONMTO3. 3a00JIeBaHNE XapaKTepU3yeTCsI
pacTpocTpaHeHHEM U POCTOM KJIeToK JlaHrepraHca, OT-
HOCSIIIMXCSI K MOHOLIUTAPHO-MaKpodarajlbHOM cUCTEME.
Hapsiny ¢ nerkumu nopaxarorcst Koctu (B 80% ciydaes).
JarHO3 TTONTBEPKIACTCSA THCTOJIOTUIECKH: B OMOIITaTax
JIETKUX O0HapyKMBaIOTCS KJIeTKHN JlaHTepraHca, 303MHO-
bwtpl, TUMOOLNTEI, TIa3MaTUYECKUE KIETKH, (Guodpo-
0s1acThI, aJIbBeOJIIpHBIE Makpodaru [9].

Belllle 1uta pedyb 00 MHTEPCTUILIMATIBHBIX OOJIE3HSIX
JIETKMX KaK OTIEBHBIX HO30JIOTUIeCKUX opMax. Bme-
CTE C TeM MHTEPCTULIMATIbHBIC TIOPaKEHUSI JISTKUX MOTYT
OBITH TIPOSIBJICHUEM NpPH APYruX 3adojeBanusx. OHU co-
MTPOBOXKIAIOT IMTPAKTUIECKU BCe CUCTEMHBIE 3a00JIeBaHMS
COCITMHUTENIFHON TKaHU. Hepemko WHTepCTUIIMATBHBIE
TTOpaKeHUS JIETKUX HAOJIOMAIOTCST TIPY OOJIE3HSIX HAKO-
TJICHUST, HEMPOMBIIIIEYHBIX 1 HEMPOIHIOKPUHHBIX CTpa-
JMAHWSX, TTATOJIOTMY TOHKOM U TOJICTOM KUIIIKW, UMMYHO-
nedunurax [1, 2].

Tak, mpyW CUCTEeMHOM KPacHOU BOTYaHKE WHTEPCTH -
IMaJTbHBIC TIOPAXKEeHUS JIETKUX BCTPEYAIOTCS TIPUMEPHO
B 3—8% cnyuyaeB [26]. Boiee yacTo oHM HaGIIOmAIOT-
cg Tipu ckiaepoaepmMun (10 25% cliydaeB Yy B3pOCIBIX
u 65—90% y neteit) [27]. [Ipu 3TOM UHTEPCTULIMATTbHBIE
JIETOYHBIC TIOPaKeHUsI HE KOPPEIUPYIOT C IMIPOTHO30M
00JIe3HU.

JepMaTOMMO3UT,/TIOTUMUO3UT — BOCTIAJIMTETBHBIE
MHOTIATUU TaKKe MOTYT COTPOBOXIATHCI WHTEPCTUIIN-
ATHHBIMU TTOPAKCHUSMH JIeTKUX. JlerouHast TaToJIOTHsI
B 3TUX CJyJasX BCTpeUYaeTCs TOYTH Y MTOJIOBUHBI B3pO-
cibIX mauueHToB 'y 10—20% GonbHbIX Aeteir. OOBIYHO
WHTEPCTULIMATEHOE TIOPaXKEHUE JIETKUX TTPUCOCTMHSIETCS
Ha TIO3MHUX CTamusX OOJIe3HW, HO MHOTIAa MOXET OBITh
MepBbIM MPU3HAKOM 3aboseBaHus [27].

[MopaxeHUsT  JIETKMX  JOCTaTOYHO  XapaKTePHBI
st cuaapoMa IllerpeHa, TPOSIBISIONIETOCS OCHOBHOM
TPUAION MPU3HAKOB: CYXOCTb CIIM3UCTBIX, KCepodTaih-
MUsI, apTpuT. 3aboJjieBaHUSI Pa3BUBAETCSl BCJEICTBUE
JuMdOoIMTapHON WHOWIBTPAIIMY Pa3TUYHBIX OPTaHOB
u cucTeM [26].

HHTepcTUIMaNbHBIE TTOPAXKEHUS JIETKUX MOTYT Ha-
OJTIOaThCS  TIPU HACJIEACTBEHHBIX HAapYIICHUSX OOMe-
Ha BeIIeCTB, B YaCTHOCTU TIPW OOJIE3HSX HAKOIUICHUS,
CBSI3aHHBIX C NeUITUTOM Pa3IUIHBIX (hepMEeHTOB. Tak,
npu 6one3nn loine HakomieHUWe TiOKoliepeOpo3uaa
B PETUKYJIO9HIOTETMABHBIX KJIETKaX BCJICACTBHE He-
durnura depMeHTa TIIOKOIEpeOPO3UAa3hl  PUBOIUT
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K TTOBBIIIICHUIO XUPOBOTO OTJIIOXKEHUS B PA3TUIHBIX Op-
raHax v TkaHsx. JIerkue cTpajaioT Hapsiay C CeJIe3eHKOM,
IMoYKaMu, TeYeHblo, HepBHOU cuctemoii [28]. I1pu 60-
ne3nn Humana—IlTuka (tunel A u B) umeercs neduuur
(epmenTa chuHromuenuHasbl, B pe3yJibTaTe CGHUHIO-
MUEIVH HaKaIUIMBaeTCsT B KJIETKaxX (aroluTapHON CH-
CTEeMbl pa3JIMYHbIX OPraHOB, B TOM YMCJIE BJErkux [29].
OnucaHbl MHTEPCTULIMATTbHBIE TTIOPaXKEHMS JICTKUX C pa3-
ButreM ¢Gubposa mpu cuHapoMe Iepmancku—Ilymraka
— HACJEICTBEHHOM ayTOCOMHO-PELECCUBHOM CUMIITO-
MOKOMIUIEKCE, BKJIOYAIOLIEM KOXHO-TJIa3HOW ajbOu-
HM3M B COYETAHUU C TeMOPPArMYeCKUM TUATE30M U TO-
paxkeHUsSIMU BHYTPEHHUX OpraHoB [9].

[MepBuyHBIE WMMYHOAE(DUIIUTHBIE COCTOSHUS MO-
TYT COIPOBOXIATHCS WHTEPCTUIIMAIBHON ITaTOJIOTHEH
Jlerkux. Mbl Habmonanu 4 pereii, MOCTYMUBLIMX B KJIA-
HWKY ITYJIBMOHOJIOTUY ITO ITOBOLY WHTEPCTUITNATBHBIX
TTOpaXeHU JIETKMX, Y KOTOPHIX OBUI AMArHOCTUPOBAH
TIePBUYHBI UMMYyHOIEeDUIUT. Peub umet 06 araMMarso-
OynuHemuu, 6one3Hu bpyroHa, ob6iieM BapuabenbHOM
MMMYHOIEeMUITUTE, XPOHMUECKON IpaHyJIeMaTo3HOMN 60-
JIE3HU.

3abosneBaHusl KuuieuHuka (6osne3Hb KpoHa, s3BeH-
HBI KOJIWT, IeJIMaKWs) WHOTHA IPOTEKAloT C WHTEp-
CTULIMAJIBHBIMU TIopaxkeHusiMu Jjierkux [30]. B nameit
KIMHUKE WHTEPCTUIIMATBHOE TTOpaXXeHUE JIETKUX OBLTO
JNIUarHOCTUPOBAHO Y 8-JIETHETO MaslbuMKa C 0OJIE3HBIO
Kpona.
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