®eepanbHOE roCyJapCTBEHHOE GOKETHOE 00PA30BaTeNbHOE YUPeKICHHE) |
BBICIIIEro 00pa3zoBanus "KpacHOSPCKHIA rocy1apCTBEHHbIM MeIUIMHCKHI
yHHBepcHuTeT uMenn npodeccopa B.D.BoitHo-SAcenenkoro” Munucrepcrsa

3npaBooxpaHeHus: Poccuiickoit @enepanuun
Kadenpa neguarpuu UITO

3aBexmyrommii kadenpoii: 1.M.H., mpodeccop Tapanymenko T.E.

IpoBepuil: K.M.H., nouenT Ilenanosa E. A.

Pedepar

Ha temy: «HTepCcTHIIMATbHBIE 00JIE3HU JIETKUX Yy JETEN»

BrimosnHnit: Bpay-opAHHATOD

m/m/? E0OI1006 S5 4 70740

1 AT.
00304 el / f 7 ﬂ//zz//“z/@ Eumoscras
0 1 zz[/’)/fq/ 4701480 /40 K
G eery ,//(/,(/g(‘//jl/,\, 7 -XO/R >,
(///4[/5
r. KpacHosipck, 2019 rog. A, 05, RO/ ;7'
Pl 1y 7

o pov. B



OraaBienue ¥

BBEIICHHE ......ooovieveeieeeeeietieeeeeeteteete et eeeeae et ess et esses et essesessssebasseb e s esese b e st ebenteb e b ent s et ebenaennas OO
OO11ast XapaKTePUCTHKA HHTEPCTUITHATBEHBIX OOTE3HEH JIETKHX ....ovvevviiiiieinieiieitienseeiessseseennes P
[ HIEPYYBCTBUTETBHBIA ITHEBMOHHMT. ... eveeveereeseerteneeseeseesestessesessessessestesssssssssssnsssssesssssessesssssssessenes 4
WanonaTryeckas HHTEPCTUIHATBHAS TTHEBMOHIST «....c..oveuveueiuerereiaieasisnenseeneasseseensesssssessns — 7
CAPKOTILOR . v aomemaviesive sasans iasnsssmmssses sanes sammsimnmssssnsasmee sws sadoms iomsmsinnis G755 55,50 SREVER SEFEES SANESRISTATR A2 ferugere 7
W anonaTHIeCKHM TETOYHBI TEMOCHICPO3 .. .ccoveisrssstessessesassisasissnsssssasensasasssasssssaasasssnsspesns ,;

HeRpoTHERPYROIAS TEPOHBIE: BACKTIIIITEE x5 einsis.co o suissninsiasinss soessseseis t9s e aas ssveas 13 GRusswssosvernonseys 8
JIaHTe€PraHCOKIETOUHBIH THCTHOIHTOS «...vvvverereereererereseeeenseneereeneenes oo B R 8
WHTepCcTHIIHATBHBIE TOPAKEHUS JETKUX KaK MPOSIBJICHUS IPYTUX 3a00/I€BAHUM ................ . 8
e N P RS TN i i A A I S O S R e 9
CITFICOK JTHTEDATYPBL. . vcvteveevevesenseseesteseessenseseesessesssesesseesessesseseesessessessessessessssssssasesssesesenses verererge 10



BBenenue | p

¥

VHTepcTuimaibHbie 60Te3HH JerKHX — MHOTOYMCIICHHAs TeTeporeHHas rpymnna 3abo/eBaHui,
IIpY KOTOPBIX NMEPBUYHO TopaxkaeTcs jerouynsii maTepetnuii. B MKB-10 oTcyTcTByeT enuHas
pyOpuKa, oxBaTbIBaroIas 3a00JI€BaHMUs, U OHU IIPEICTABIEHBI B Pa3IMYHBIX IIOJKIAcCaxX U JaXe
knaccax. Ha cerogusimnuil neHp u3BecTHO Oosiee 200 MHTEPCTHIHANBHBIX OOJNE3HEW JIETKHX.
BonpmuHCTBO u3 HHUX OTHOCHTCS K KaTeropuu «pPEOAKHX 6OH63HCﬁ>>, HMCIOIIHUX
Mporpeccupyronme T€YHEHNE u HC6JIaFOHpPIS[THI:II>i HUCXona. .

B nuTepaType IIMPOKO MCHONB3YIOTCS PpA3IM4HbIE TEPMHUHBI, SBIISIONIHECS CHHOH¥MMAMH
HHTEPCTHIMATBHBIX OOJIe3Hel Jerkux: «auddy3Hble MapeHXMMaTo3HbIe 3a00I€BaHUs JIETKHX,
«IMCCEMUHUPOBAaHHBIC 3a00/ieBaHUS  JICTKUX», «TpaHyJIeMaTo3Hble OOJIE3HH  JIETKHX»,
«UHTEPCTHLIHAIBHBIN J1erouHbli GuOpo3». B nenuarpudeckoi MPakTHKE UCIOIB3YETCS TCPMUH
«HHTEpCTUIHANBHAs O0JIe3Hh JEeTKUX». UETKHUX AaHHBIX O paclIpOCTPaHEHHOCTH yKa3aHHBIX
3a00/ieBaHUN HE HMeEETCs, YTO OOYCIIOBICHO TEPMMHOJIOIMYECKOM HEOAHOPOAHOCTHIO H
OTCYTCTBHEM €TUHOM 0a3bl perHCTpaIliy. ‘

oyt

O6mas xapakTepHCTHKA HHTEPCTHIHAIBHBIX 00JIE3HEH JIerKHX

WuTepcTunmaibpie OONE3HH JIETKHX YCJIOBHO pasfelsioT Ha 3a00JIeBaHUSI C HM3BECTHOH
STHOJIOTHEH (THIIEPUYyBCTBUTEIBHBIA THEBMOHHT, WJIM 3K30TE€HHBINA aJNIEPTU4ECKHH aJIbBEOIIUT;
TOKCHUUYECKHE M JIeKapCTBEHHBIC ITHEBMOHMTHI, ITHEBMOHMTBI BCIIEACTBUE aCIUPAIMOHHOIO
CHH/IDOMA; WHTEPCTHIMAIbHBIC OOJe3HHW, BBHI3BaHHBIE HMHGEKIMOHHBIMU arcHTaMH), a TakKe
UHTEPCTHIHANbHBIE OOJE3HH JIETKHX C HEYCTAHOBIEHHBIM 3THOJIOTHYECKMM (béRTOi’JOM
(MoMOTIATHYECKHE WHTEPCTUIHAbHBIE MHEBMOHHMH, CApKOM03, HIMONATHYECKHH JIETOYHBIH
reMOCH/IEPO3, JTAHT€PraHCOKIETOYHBIM THCTHOLUTO3, Pa3IMYHbIE BACKYIUTHI).
WntepcTunuanbable  0OJE3HM JIETKUX JIETCKOrO BO3pacTa M B3POCHBIX  CYIIECTBEHHO
paznuyatoTces. HekoTopele Ooyie3HH B3pOCIBIX HE BCTpEYalOTCS y JIETEH, HAIpUMEp
HIHOTIaTHYeCKui  (GUOpO3MpyIomMii abBeoMuT (0OBIMHAS HWHTEPCTHIMANIbHAS ITHEBMOHHS),
KOTOPBIM B OCHOBHOM Goneror moau crapme 50 neT. BmecTe ¢ TeM psl MHTEPCTULMATBHBIX
Gone3Hed Jerkux HaAOMOJAaeTCs Kak y B3POCHBIX, TaK W y JETeH — HIMONATHYECKHE
MHTEPCTUIIHAIBHBIE ITTHEBMOHMH: JIECKBAaMaTHBHAas WHTepcTUIManbHass mnHeBMoHus (DiP),
Hecrienupuyeckas HHTepcTHIMANbHAs mHeBMOHUS (NSIP), nmumdonanas HMHTEpCTHLMATbHAA
naeBMonus (LIP). CymecTByroT Takke pOpMbl HHTEPCTUIIMATIBHBIX O0JE€3HEH JIETKHX, KOQTOPBIE
JIHArHOCTHPYIOTCS UCKIIFOYUTENBHO Y IETEN PAHHEr0 BO3PAcTa, B TOM YHCIIE HOBOPOXKIEHHBIX. K
HAM, B YaCTHOCTH, OTHOCSTCS JIETOYHBIA TJHMKOTeHO3 (MH(AHTUIBHBIA  COTOBBIH
MHTEPCTHIUIbHBIH ITHEBMOHUT), HEHPOSHIOKPHHHBLIE T'MIIEPIIA3HM, Da3JIM4YHbIE HapyHICHHS,
CBSI3aHHBIE C TEHETUYECKUMHU JieeKTaMu cypdakraHTa. |
BOJBIIMHCTBO HWHTEPCTHIHATIBHBIX 3a00JIEBAHUM JIETKAX BO3HHUKAET IIOCNE KaKoro-Jubo
TIOBPEXIAIOIIETO BO3ICHCTBHS HA JUCTAIBHBIC OTAEIBI JIbIXaTENBHBIX IyTeH. DTO MOTYT OBITH
AKCIIO3MIIMSI OPTAaHUYECKON M HEOPraHWYEeCKO# MbLUTH, MHQEKIIMOHHBIE areHThl, ayTOMMMYHHBIE
peakiuu. [loBpexkeHue (WM amomTo3), a 3aTeM BOCCTAHOBIIEHHE JIETOYHOM TKaHU ﬁrpaJOT
IEHTPaIbHYI0O pONb B IAaTOreHe3e WHTEPCTMIMATBHBIX OoJie3Hed Jerkux. B mponecce
PEKOHCTPYKIIMM ~ HapylIaeTcs  B3aMMOJEHCTBHE  QIbBEOJSIPHBIX,  OIHTEIHABHBIX ' ¥
ME3EHXUMAIBHBIX KJIETOK, YTO MOXET MPOBOLMPOBATh NMATOJOIMYECKHME PEAKIHMH, B KOTOPBIC
BOBJICKAIOTCS Pa3IMuHbIC MEIMaTOPhl BOCIAICHHUS: [IATOKUHBI, SHAOTEIMH-1, GaKkTopsl pocTa, B
ToM umcie Tpanchopmupyrommii ¢akrop pocra-fp (TGF-B). Ormeuena npoamdepanus
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anpBeosonuToB I Tuna, a Taioke GuOPo6IACTOB M UX MUTPALIS B 0YAT IOBPEKICHHUSI. ®ubpoinoe
pEMOJIETIMPOBAHUE  SIBISETCS  OCHOBHBIM  NAaTO(MHU3MOJIOTMYECKAM  MEXAHHM3MOM  IIpH
WHTEPCTULHAIBHBIX OOJIE3HSX JIETKHX.

[penmonaraercss  HaJIMYHe  T[EHETHYECKOW  IPEIPACHONOKEHHOCTH K  H30BITOUHOMY
¢ubpoobpazoBaHuio.

[Tourn y 10 % OOMBHBIX C HMHTEPCTUIHMAIGHBIMEH OOJE3HSIMH JIETKHX 3a00/IEBaHUE HOCHT
CEMENHBIN XapaKTep. o
VY nanueHToB ¢ MHTEPCTHLHAIBHEIMA OOJIE3HSAMHU JIETKHX YCTAaHOBJIEHO YCHIICHHE KCIIPECCHH
T'€HOB, OTBETCTBEHHBIX 33 CHHTE3 MPOBOCTIATUTEIFHBIX IATOKAHOB, B YACTHOCTH HHTEPIIEHKHHA-
1 u paxTopa HEKpO3a OIMyXOIH-aTTbda.

HMeroTcst naHHbBIE O CBS3M MHTEPCTHIMAIBHBIX 3a00JIEBaHMM JIETKMX C HapyIIEHHEM CHHTE3a
cypbakTanTHBIX 0enkoB. Kak M3BECTHO, BBIIENAIOT 4 OCHOBHBIX BHJA Cyp(akTaHTHBIX OEIKOB
(SFTP — A, B, C, D). ®ynkuus cyppakTaHTHBIX OEITKOB 3aKIIOYACTCs B MMMYHOMOIYJIAIHA 1
pEryJIMpOBaHMH BOCHAJIMTENILHOIO OTBeTa B aibBeosaXx. YpoBeHb SFTP-A wu SFTP-D
MOBBIAETCS Y B3POCIBIX GOTBHBIX ¢ HHTEPCTHIAAIBHEIM JIErOYHbIM (puGpo3oM. MyTaimy rena
SFTP-B u SFTP-C BbI3BIBAIOT TSDKENble WHTEPCTUIMAIBHBIE 3a00J€BaHUS JIETKMX C BRICOKOM
CMEpPTHOCTBIO B IEPHOJIE HOBOPOXKIEHHOCTH. Myranus reHa ABCA3, KoauMpyromero
TpaHCMeMOpaHHBIM IEepeHOC BeHeCTB yepe3 Oa3zanpbHyr0o MeMOpaHy, NPHBOAMT K paasnfnfo
HUHTEPCTHIHAIBHON OOJIE3HH JIETKUX, UMEIONEeH ayTOCOMHO-PELECCUBHBIM THII HACIICTOBAHHMS.
Wmenno oTa MyTanus sBisercs Haumbonee YacTOd IIPHYMHOH JAHHOTO 3a0ONCBaHHS Y
HOBOPOXX/JICHHBIX, HO TaK)X€ MOXET IPUBECTH K Pa3BUTHIO OOJIE3HH Yy MOAPOCTKOB M MOJIOABIX
JOACH. .
[lepcnexTuBEl  MOJIEKYISAPHO-OMONOTMYECKUX HCCIENIOBAHUM COCPENOTOYEHBI Ha IIOHCKE
BPOXICHHBIX MyTaIMi, OOyCIOBIMBAIOMMX (HOPMHPOBAaHHE HHTEPCTUIHAIBHBIX OOJIE3HEH,
JI0Ka3aTeNbCTBE  YCHICHHS  OKCIIPECCHMH  T€HOB,  ONPElENAIOIMX  MHTEHCHBHOCTH
(HHOPOIIPOITHDEPATHBHEIX IPOLIECCOB, @ TAKKE CYPECCHH HIH YIATEHHS TeHOB, CIEPKHBAIONIHX
3TH IPOLIECCHL. Ve
Ilpy BceM MHOrooOpasMH (OpPM HHTEPCTHIHANBHBIX OOJNE3HeH JETKAX WM CBOHCTBEHHBI
HEKOTOpbIE O0IIHME KIMHHYECKHE, QYHKIIMOHAIBHBIE U PEHTICHOJOTHYECKUE IPOSBICHHS. JTO,
IpEeXJe BCEro, IPOTPEeCCUpYIONias OBINKa, IpeodiagaHue [bIXaTeIbHBIX pacCTPOMCTB
PECTPHKTUBHOTO THIIA, HapylieHHe razoobMmeHa W Hanuuue AUGQY3HBIX HHOHILTPATOB Ha
PEHTreHOrpaMMe ¥ KOMIIBIOTEPHOH TOMOTpaMMe I'PYAHON KIIETKH.

I'mnepyyBcTBHTE/IbHBIH NTHEBMOHHT

wi”
Cpenu MHTEPCTHIHAIBHBIX OOJE3HEH JIETKHX, IMarHOCTHPYEMBIX B JIETCKOM Bo3pacTe, ocoboe
MECTO 3aHHMAET TUIIepYyBCTBUTEILHBIN MTHEBMOHUT. [lepBoe ynoMuHaHue o 60J1€3HA OTHOCHTCH
K 1713 r., xorga wurTaibsHCKHi mpodeccop Memunuubsl bepHanauHO Pamannuau ommcann
CUMITOMBI OOJIE3HH Yy CEeNbCKOXO3SHCTBEHHBIX pabodMx, CBSI3aHHBIX C IIPOCEHBAHHUEM W
n3MepeHueM 3epHa. JlnmurensHOe BpeMs 3a00jieBaHre pacCMaTpUBAIOCh KaK npo@eccnoaanmaﬂ
MaToJIOTUs. B mocienyomeM cTajo OYEeBHAHO, YTO OOJIE3HH Pa3BHUBAETCS HE TOJBKO IIOJ
BO3/ICHCTBUEM NTPOMBIIUIEHHBIX ()aKTOPOB, HO M B PE3YJIbTAaTe 3arpsi3HEHUS OKPYKaroIeh cpié;um
— BO3JIyXa, BOJIbI, TIOYBKI, @ TAK)KE B CBA3U C SKOJOTHEH KHUIIUIIA, COACPXKAHUEM B JOMAIIHUX
YCIIOBHUAX XUBOTHBIX U OCO6CHHO IITHII.

Jlo mocneHero BpeMeH! He ObLIO eIMHCTBA B OTpeie/ieHu  00ie3HH. 3ab0ieBaHie OIIUCHIBAIOCH
1101 pa3InIHbIMHA Ha3BaHUSAMU . ((FHHGpCCHCHTHBHI:IfI» s 500051 « FI/IHep‘I}’BCTBI/ITCHBHBIf;I »



ITHEBMOHHUT, «3K30TE€HHBIA aJJIEPIrMUECKUN abBEOJIUT», «HAHTAISALUOHHBIE ITHEBMOIIATHHY,
«HHTEPCTHIHMATBHBIA IPaHyJIeMaTO3HbINA ITHEBMOHHT» U JIP.

B ocHOBe TrHMIEepYyBCTBUTEILHOIO MHEBMOHHUTA JIC)KAT MMMYHOJIOTHYECKH HHAYLMPOBAHHOE
BOCIIQJICHUE JIETOYHON IApEHXHWMBbI, IPA KOTOPOM B IPOIIECC BOBJIEKAIOTCS CTEHKU albBEOI U
OpOHXOB BCJIECTBHE HEOTHOKPATHOTO BIBIXaHHS Pa3HOOOpa3HOHW OPraHMYECKOH IBLTY M APYTHX
BemecTs. HanGonee wacTbiMi npuuMHaMu 3a0OJIeBaHMs SBISIOTCS OENKH JKMBOTHOTQ,
PAcTUTEILHOTO MPOMCXOXKIEHHS, TPHOBL, MPOCTEHINNE, XUMHYECKHE BEIIECTBA. Campmu
3HAYUMBIMU M3 HEOIaronpusATHBIX (aKTOpOB JOMAINHEH CpPEHbl CYHTAIOTCS TEPMOGHIBHEBIE
AKTUHOMHUIETHI, QHTUTEHBI MITUIl U TPHOKOBBIE AHTUTECHBI.

B nerckoM Bo3pacTe THNEPYYBCTBUTEIHHBIA ITHEBMOHUT paccCMaTpUBAeTCA KaK PpeaKoe
3aboneBanue. B 3apybexHoli nurteparype 3a mociaemaue S50 yer ommcaHo Bcero 95 ciyyaeB
TUIEPYYBCTBUTENFHOTO MHEBMOHHTA y Jnereit. OmHAKO HE MCKIIOYEHO, 4TO 3aboneBaHHe
BCTpEYaeTcsi  dvalle, YeM  JUarHOCTHpPYeTCs, IMOCKOJIBKY y  JeTeH Bmsnéxine
THUIIEPYYBCTBATENBHOTO THEBMOHHTA IIPEACTABISAET CYIIECTBEHHBIE CIIOXKHOCTH, TpeOyeT
CIICUAJIBHBIX METOOOB UCCIICAOBAHUS.

B namei#t ctpane HauOOJBIIUH ONBIT MO HAOIOACHHIO JeTel C 3TOH OOJIe3HBIO HAKOIUIEH B
KIIMHUKE MyTbMOoHONIOrHH MockoBckoro HUU nenwarpun u nerckoi xupypruu (HeiHe Hayuno-
UCCIIENOBAaTEIbCKUN KIMHUYECKHH HWHCTHTYT IeaMaTpuu). VX coOCTBEHHBIE HaOIIONEHH,
xacaromuecss 186  nered, OONBHBIX TMIEPYYBCTBHTENLHBIM ITHEBMOHHMTOM, ITO3BOJIHIH
OIIpe/IeNUTh KIIMHUKO-QYHKIHOHATBHBIE, AMMYHOJIOTHYECKHUE, PAJHOIIOTHYECKHE OCOOEHHQCTH
IIaTOJIOTUH, pa3paboTaTh COBPEMEHHBIE KPUTEPUH €€ TUATHOCTUKH.

O1MmeueHo, uTo 3a007€BaHHEe MOXET Pa3BUTHCS B JTIOOBIE BO3PACTHBIE NEPUOJBI, JaXeE Y NETECH
IPyJIHOTO BO3pacTa.

['vnepuyBCTBUTENBHBIA THEBMOHUT MOXKET UMETh OCTPOE, TIOAOCTPOE U XPOHUYECKOE TEUECHHME.
WUnorna 3abonepaHue cpa3y NPHHMMAET XPOHHYECKOE TEYEHHE, KOTOPOE XapaKTepH3yeTcs
HETPEPHIBHO POTPECCHPYIONMMH CHMITOMAMH C HAPACTAHHEM JBIXATEbHOM HeIOCTATOTHOCTH,
dbopmupoBanueM ¢pubdpo3a, cOTOBOro Jierkoro, sMpuszemsl. [1pu 3ToM nporpeccupoBanue MObKET
HOCUTH BOJIHOOOpa3HBIM XapakTep € JMH30JaMH HapacTaHWs M CTHXaHUS CHMITOMATHKH.
Onpliika — OCHOBHOM 1 Hauboliee paHHU# cumnToM 3aboneBanus. [{nano3 nossisercs Ha 6oee
HO3IHUX CTaausX OOJIe3HH, BO3HUKACT WJIM YCHJIMBAETCS NpU (HU3MYECKOH Harpyske, y Aereu
MJIQJIIIEro Bo3pacTa — MpH KopMieHHH. Kariens 00bIYHO HEMPOXyKTUBHBIA MIIU C OTAETIEHHEM
CKYIHOW CJIHM3UCTOM MOKpOThL. B mepuome oGocTpeHHss MoxeT Habmonxatbcs (eOpHibHas
nuxopanka. Y OGOJIBHBIX HEPeIKO OTMEYaeTCsl MOTeps MacChl Tella, OTCTaBaHHE B (QH3HYECKOM
pa3BuTHU. YacThIM W HPOTHOCTHYECKH HEOJIArONpHSTHBIM MPH3HAKOM SIBIISETCS yTo‘nméHne
KOHIIEBBIX (haJIaHT MAIBLEB MO THITY «6apabaHHBIX MAT0YEK», HOITH B pOpME «JaCOBBIX CTEKOJI»
(«masnb1e! ['unmoxpara»).

DduznKanbHbIe U3MEHEHHS B JIETKHX [PU THIIEPYYBCTBUTEIHLHOM ITHEBMOHHUTE HECIEHH(HYHEL
[TpocaymmuBaroTcss HEXHBIE KPEUTHPYIOIIXE, TaK Ha3blBaeMble «ILEI0GaHOBBIE» XPHIILI Ha
BIOXe. XapaKTepPHO HECOOTBETCTBHE BBIPAKEHHOM OIBIIKH OTHOCUTEIBHO HEOOIBIIMM
(u3MKaNBHBIM H3MEHEHHSM B JIETKHX. Y JIeTell pecIMpaTopHbe CHMIITOMBI MOTYT ObiTh
HeueTKMMH. Hepenko oT Havanma 3a0ojieBaHHMs 10 MOCTAHOBKHM OKOHYATENBHOIO JHarHosa
MIPOXOJISAT MECSIIBI U JIaXKe TOJIBI.

JUis  MarHOCTMKM THIEPYYBCTBUTENBHOTO IMHEBMOHHTA YpE3BBIYaMHO Ba)KHBI JaHHBIE
PEHTTEHOJIOTHYECKOTO  00Ce0oBaHUS W OCODEHHO KOMIMBIOTepHO#M ToMorpadum. Ha
PEHITeHOTpaMMax M KOMITBIOTEPHBIX TOMOrpaMMax ONpEAENSIOTCS MEJIKOOYaroBhle TEHH,



KOTOpBIE MOTYT OBITH CTOJIb BBHIPQKEHHBIMH U OOMIIBHBIMH, YTO MHOT/IAa UMHUTHPYIOT KapTHHY
MHJIMAPHOTO TyOepKyJie3a. XapakTepHbl WHTEPCTHIHAIbHBIE U3MEHEHUS 10 THILy «MaTOBOIO
CTEeKJIa», a TaK)Ke 30HBI MOBBIIIEHHON MPO3pavyHOCTH M HEPABHOMEPHOIO B3IYTHs JIETOYHOH
TKaHH.

[Ipu wuccnenoBaHuW (GYHKIUWM BHEITHETO JbIXaHHWS, y JETeH C mnepquCTBnTanm
MTHEBMOHUTOM, Mpeo0salaloT OOCTPYKTHBHBIE HapylieHHs. OTMEYaeTcsi CHHKEHHE o6BeMa
¢bopcuposannoro Beioxa 3a 1 ¢ (OOB1), koabhdunuenta Tubpuo (ODPBI1 / ®XKEJ]), yBenuuenue
OCTaTOYHOTO 00BEMa JIETKMX U €T0 JOJHU B 00IIeH eMKOCTH JIETKUX.

Bwmecte ¢ TeM mipu Hamboliee TSHKEIOM TEYEHHH THIIEPIYBCTBUTEIHHOTO MHEBMOHHTA OOBIYHO
PETHCTPUPYIOTCS U PECTPUKTHBHBIC HapyIleHHs. [Ipy HaJIMYMH PacIpOCTpaHEHHOro ¢pudposa
JIETKAX OTMEUYaeTCs CTOWKOE CHHXKEHHE >KH3HEHHOM eMKOCTH Jjerkux (mo 42,7 %), oGgIeﬁ
€MKOCTH JIeTKuX (10 64,5 %). e
B pesynbraTe nepdy3uoHHO-BEHTHIIAIIHOHHBIX HAPYIIIEHHH U 00eTHEHUS MUKPOLIUPKYJISTOPHOIO
pyciia IpOUCXOIUT CHIKeHHE (G Y3HNOHHON CITOCOOHOCTH JIETKHX, pa3BUBACTCS THIIOKCEMHS.
VIMMYHONIOTHYCCKHE HCCIICAOBAHUS TMPH THIICPYYBCTBUTCIBHOM ITHEBMOHHUTE B OCHOBHOM
COCpeIOTOYEHBI Ha TMOHcKe crerrpudeckux [gG K «<BUHOBHOMY» aHTHIEeHY. Y IETeH METOJI0M
Immunocap onpenensitorces 1gG x Penicillium, Aspergilus, Candida, Cladosporium, anTAreHam
nomyrasi, rofayos, Kiemeid noMarmmHed meud poma Farina, Pteronissinus. Y TOABIAIOIIEIO
GOTBIIMECTRA U3 HUX (95,7 %) BBIIBISIOTCS JOCTOBEPHEIE THTPHI criembudeckux [gG k rpubam
pona Candida, x anTHTENnaM mepa, MOMETY Tony0s, kiemaM poaa Farina. CeHCHOMIM3aLMA K
€/IMHCTBEHHOMY aHTUTEHY HaOII0aeTcs peaKo, B OCHOBHOM OTMEYAeTCs MOIUCEHCUOMIN3alus
K rpubam 3—4-r0 Tuna, MHOTAA B COYETAHUH C CEHCHOMIM3AMeH K aHTUI€HaM IITHL ¥ KJIeHiaMm
JIOMalllHEH TTHLIH.

[lpy TUNEepYYBCTBHTEIPHOM ITHEBMOHHTE MOTYT OTMedYaTbCs CONMyTCTByIomue [gE-
OTIOCpPEIOBAaHHBIE PEAKIIMU THIIEPUYyBCTBHTEIILHOCTH HEMEIUIEHHOIO TUIa. JTO Yalle BCETO
BBISIBIIIETCS] K OBITOBBIM JUIEpreHaM, peke K MBLIBIEBBIM H I'PUOKOBBIM aJlJIepreHaMm.
CoueTaHue THIIEPUyBCTBUTEILHOIO TIHEBMOHKTA M OPOHXHMAILHOM aCTMBI BCTpeyaeTcs B 525 %
ciayJaeB

Y OOJIBIIUHCTBA JeTed TMPHUCTYNBl OpPOHXWABHOM AacTMbl TNPEIIIECTBYIOT IOSABJIEHHIO
KJIMHAYECKUX CUMIITOMOB T'HIIEPYyBCTBHTEIBHOTO ITHEBMOHHUTA.

[Ipy TUNEpYYBCTBUTEIHLHOM ITHEBMOHHTE C JHArHOCTHYECKOW LENbIO IPOBOIAHUTCS aHaIu3
KJIETOYHOTO COCTaBa OpOHXOAIbBEOJIIPHOTO JaBaka. VI3BECTHO, 4YTO I 3TOH naTonq'r:m{
XapaKkTepHO YBEJIWYeHHE OOIIero KOJMYeCTBa BOCTATMTENBHBIX KJIETOK C IpeobiaaHueM
muMGOUUTOB U yMeHbIeHHeM cooTHomenuss CD4 / CD8. OnHako y neTed 3TOT IoKa3aTesb He
HUMEeT CYIEeCTBEHHOTO IUarHOCTHYEeCKOTO 3HAYCHHUSI.

Kak mnpaBwio, TOYHas IMarHOCTHKAa OOJBINMHCTBA HHTEPCTHIHAIBHBIX OOJE3HEH  JIErKMX
BO3MOXXHA MpH OLEHKe OMONCHHHOrO MaTepuayia JIETKHX. DHONCHs JIErKHMX CYUTaeTCd B
HACTOSIIEEe BpeMsl «30JI0THIM» CTAHAPTOM B JHArHOCTHKE HHTEPCTULMAIBHBIX O0Ie3HER nermx.
OjHaKo B GOJBIIHHCTBE CIIy4aeB HCTOIOMHYECKOE HCCIIe0BAHME IETOYHON TKaHH He Tpedyeats,
¥ OMOTICHSI HCTIOIB3YETCsI TOJILKO TPH 3aTPYAHEHHH B YCTAHOBIEHHH AUartosa. bosiee toro, npu
XPOHUYECKOM TEYEHHWH TUIIEPUYBCTBUTEIHLHOTO ITHEBMOHUTA MOPQOJIOrHYecKast KapTUHA MOXET
yTpa4YuBath CriendprUUecKre YepThl, B OCHOBHOM OIpeessercs TuMbonnTapHas HHOHIBTPALHs,
¢ubpo3 JIEroYHOM TKAHH.

[Ipy neyeHMM TUNEPYYBCTBUTEIHHOTO ITHEBMOHHUTA OIpeAeNsioniee 3HAYCHHE & HMMEET
HCKJIFOYEHHME KOHTAKTa ¢ <BHHOBHBIM» areHToM. OCHOBOW MEIMKaMEHTO3HOM Tepariy SBISIQTCS

¥



[JIIOKOKOPTHKOCTEPOU/IBI, 00IaJaloIue ITPOTHBOBOCIATMTENBHBIM U HMMYHOCYIIPECCHBHBIM
CBOMCTBaMHU.

[Ipu amekBaTHOM M CHCTEMAaTHUYECKOM JICUEHHH Yy OONBIIMHCTBA OONBHBIX yJAaeTcs HOCTHYb
cTabUITHN3aIMY U IaXKe YIyUIIeHUS! COCTOSTHHSL. ‘

NanonaTnyeckass HHTEPCTHLIHAIbHAS IHEBMOHHA

Cpeau WHTEPCTUIMANBHBIX OOJie3Hel JIerKWX OIpelNeNeHHBI MHTepec IPEJICTaBIISIOT
HIHOMATHYECKAEe WHTEPCTUIHAIBHBIC MHEBMOHHH. DTHOJIOTHYECKUE (DAKTOPBI Pa3BUTHSA ITHX
3a00/IeBaHMii HE YCTAHOBIIEHBI, B CHJIy Yero HCIONIb3YeTCS TEPMUH «HAMONATHYECKHAM.
CyliecTBOBaBIIHE MHOTHE O/l TEOPUH BHPYCHOTO, ayTOMMMYHHOTO, IOJIM3THOJIOIHYECKOrO
IPOUCXOXKICHUS C IO3UIUHN JOKA3aTeNbHON METUIIMHBI apI'yMEHTHPOBAHHBIX nonTBepMCHHﬁ'He
TIOJIYyYHIIH.

TepMuHONIOTHYECKas HEOTIPEIETICHHOCTD CO3/1aBajia 60IbIINE IPOOIEMBI B SITHAEMHUOJOT HYECKHX
MICCIIEZIOBAaHUSAX U IPETSTCTBOBAIA IPOrPeCcCy B M3Y4EHHH HIMONATHYECKMX HHTEPCTHIIHATBHBIX
ITHEBMOHMU.

B 1999-002 rr. EBpomneiickoe pecnmpatoproe obmmectBo (EPO) 1 AMepHKaHCKOe TOpaKabHOE
06mectBo (ATO) IpUILTH K COTIAIIEHHIO MO MTOBOAY KJIACCH(HUKAIIMH U ONpPECIICHHS TOHA TS
HIHONATHYECKHX HHTEPCTHIHANBHBIX THEBMOHMH, CYIIHOCTB 3TOTO COTIAIIEH S 3aKITI0YaeTCs B
BBIJICJICHUH 110 MOP(OIOTHICCKUM KPUTEPHSIM HAXOIATHYECKOTr0 GUOPO3UPYIOIIETO aJbBEOIUTA
U3 TPYMNIBI CXOIHBIX MO KIMHUYECKUM IPOSIBICHUSAM OONe3HEH.

WnonaTuyeckue MHTEPCTHIIMAIBHBIE THEBMOHUH BCTPEYAIOTCS y A€TEH KpaiiHe PENKO.

Capkonnos

K uHTepcTHIIHANEHBIM 00JIE3HSIM JIETKAX OTHOCHUTCS CApKOMI03, IPU KOTOPOM I'PaHyJIeMaTo3Hbie
MOpPaXEHUSI Pa3BHBAIOTCS B PA3IMYHBIX OpraHax, HO Hambollee 4YacTO INOPaXaroTCs OPraHbl
JIbIXaHHus. XapaKTepHble KIMHAYECKHE TPU3HAKH CapKOMI03a BKIIIOYAIOT JbIXaTENbHYIO
HEJOCTAaTOYHOCTh,  YBEIMYEHHE JUMGATHUECKUX  y3JIOB, IIOpaKEHHE  KOXH,  IJias.
HecnenuduyeckuMi CHMIITOMaMH SBIISIOTCS JIMXOpaaKa, acTeHHs, MOTeps Macchl Tena. Ha
pEeHTreHorpaMMax H  TOMOrpaMMaxX  ONpeneNisieTcss  yBeluueHue  JIUMGOy3JoB  H
HHTEPCTHIIHATbHBIC H3MEHEHUS. .
BponxoabBespHbli naBax: moBsimeHre cooTHomenuss CD4 / CD8 u moBblmneHHue ypOBHSA
aHTHOTEH3UHIpeBpamanimero Gpepmenrta. J[narHo3 oCHOBBIBaeTCS Ha COYETAaHMM KIMHHYECKHMX
0COOEHHOCTEH ¢ THCTOJIOTHYECKH TOKYMEHTHPOBAaHHBIMHI HEKa3e0(pUIIUPYIOIIUMH I'PaHyIEMaMH
TIPH OTCYTCTBUH IPYTUX MIPUYHH HOPMHPOBAHHUS TPAHYJIEM.

B psine cinydyaeB KIMHHYECKHE MPOSBICHHS CAapKOM03a MOTYT OBITh BECbMa CKYIHBIMHM HIIH
BOOOIIE OTCYTCTBOBATb. |

Nnuonaruyeckui 1ero4HbId reMoCHAEPO3

OnHOo w3 HauboJiee W3BECTHBIX B IEIMATPUYECKON KIMHHUKE WHTEPCTUIMAIBHBIX 3a0071€BaHMN
JIETKUX — UMONATUYECKUN JIETOYHBIH TeMOCHIEPO3, KOTOPBIH XapaKTepU3yeTcs KIIaCCHYECKON
TpUaANON NMPHU3HAKOB: KPOBOXapKaHbe, aHEMHUs U WH(OUIBTPaTUBHBIE TEHU Ha PEHTIE€HOTrPaMMax.
[TopakeHus JIETKUX HOCSAT OUIIaTepaIbHBIN XapakTep. B MokpoTe ¥ 6pOHX0aIbBEOIIIPHOM JIABAKE
obHapy>xkuBaroTCcsi Makpodaru ¢ reMocuepuHoM (reMocuepodaru). '



CyimecTByeT MHEHHE, YTO JUIsl IOCTAHOBKY JJMArHo3a J0CTaTOYHO BBIABIECHHS YKa3aHHOH TpHaIhl
npu3HaKoB. [HcTONOrMUYEcKass OlleHKa OHMOICHHHOIO MarepHana IO3BOJISET OKOHYATEIHbHO
BepU(PHUIIMPOBATE TUATHO3.

HekpoTu3upyloiue JierouHblie BaCKyJIHTHI

K rpynne wunTepcTHIMANBbHBIX OO0JIe3HEH JErKMX OTHOCATCS HEKPOTH3HPYIOIIWE JIETOYHBIE
BAaCKyJIUTHI (rpaHyleMaro3 Berenepa, MUKpOCKOITMUYECKUH TTOJHAHTHUT, cCHHApoM ['yanacyepa).
OTH TOpaXeHHWsI U3BECTHHI KaK IOYEYHO-JIETOUYHBIE CHHAPOMBL. B OCHOBE BaCKyJIMTOB:JIEXKar
HeHTpoUITBHBIE TOBPEXKIEHHUS ¢ GUOPUHOUTHBIM HEKPO30M CTEHKH KaIlUIIISAPOB.

PasBuTHE IIEFOYHBIX BAaCKYJIMTOB 4YacTO CBS3aHO C NPOAYKUHMEH aHTHHEHTPOGHIBESIX
uurorazmMarudeckux aHtutenl (ANCA). IloBplmeHHe THTpa aHTHIIPOTEHHA3BI C-ANCA
XapakTepHO Ul rpaHyiemaro3a Berenepa, antuten x muenonepokcuaaze P-ANCA — mis
MHKPOCKOIIMYECKOro mojmanruuta. [Ipu cunapoMe ['yamacuepa (GOpMHpYIOTCS aHTHTENA K
6a3anpHON MeMOpaHe JIETKHX, a TakKe KIIyOOUKOB MOYeK.

BacKy/IMTHI HEPEIIKO COMPOBOXKIAOTCS JIETOYHBIMHE KPOBOTEYEHHAMH B PE3YIIbTATE IIOBPEHICHHS
MEJIKHX COCY[OB JIETKHX. 3a00J€BaHUA OTIMYAIOTCS BBICOKHM YPOBHEM CMEPTHOCTH, XOTH
HOCTIETHAE MCCIIEOBAHNS CBHIETEIBCTBYIOT 00 yIydLIEHHH IIPOTHO3a U BBDKHBAeMOCTH Oojiee
80 % GO0BHBIX C BACKYJIUTAMH.

K cucTeMHBIM BacKymWTaM OTHOCHTCS Takxke cuHApoM UYepmka—CTpoc — ayTOHUMMYHHOE
3aboJieBaHKe C THIIEpraMMariooyiuHeMuei, mosbimenneM ypoBHs IgE, P-ANCA.

Kiuauyeckast KapTHHA BKITFOYAET TSDKETYIO OPOHXHAIBHYIO acCTMY C 303MHOQHIMEH ¥ HalIHYHe
HHQUITBTPATOB B JIETKUX.

JIaHFepFaHCOK.]'leTO‘-IHblﬁ THCTHOIIHTO3

Kaxk HHTECpCTUIIUAJIbHAA 0OJIe3Hb JIEFKUX C HEHW3BECTHOM OTHOJOTHEH paCCManI/IBaeTCH
JIAHTePraHCOKJIETOYHBI THCTHONUTO3. 3abojieBaHWE XapaKTEpPU3YETCsl PaclpOCTPaHCHHEM H
pocToM KJieTok JlaHrepranca, OTHOCSIIMXCSA K MOHOIIUTAPHO-MaKpoaraabHONH CHCTEME.
Hapsiny ¢ nerkumu nopaxatorcst Koctd (B 80 % cirydaes).

JInarso3 MOATBEPIKIAETCS THCTOJOTMYECKH: B OHONTATax JIETKHX OOHApYKUBAIOTCS KIETKH
Jlanrepranca, 303MHOQHIBL,  JIMMQOIMTHL, IUIa3MaTHYeCKHe KiIeTKH, (ubpobnaetsl,
aJbBEOJIIPHBIE MaKpodary.

HNHTepcTHLHHAIBLHBIE OPAXKEHU JIETKHX KaK NPOSBJIEHHS APYTrHX
3a200/1eBaHU M

NHTepcTULIMATIBHBIE TOPAKEHHUSI JIETKUX COMPOBOXKIAIOT IIPAKTUYECKH BCE CHCTEMHBIC
3a00JIeBaHKsI COCTUHUTENbHOM TKaHH. Hepenko oHu HabmomaroTes mpu 6071e3HIX Halcolmegml,
HEHPOMBIIIEYHBIX M HEHPOSHIOKPHHHBIX 3a00JI€BAaHHAX, MATOJIOTUH TOHKOH U TOJICTOM KHUINKH,
UMMYHOIehHUITUTAX.

Tak, mpu CHCTEMHOW KpacHOW BOJYaHKE WHTCPCTHIHAIBHBIE MOPAXEHHUS JETKUX BCTPEYAIOTCS
npuMepHo B 3-8 % ciydyaeB. Bonee dacto oHmM HabmomaroTcs mpH ckiepoaepMuu (mo 25 %
cirydaeB y B3pocibiX H 65-90 % y mereit). [Ipu 3TOM HHTEpCTUIIMATIBHBIE JIETOYHBIE TIOPAXEHHA
HE KOPPEIUPYIOT C MPOrHO30M OOJIE3HH.

-



JlepMaTOMHO3HUT / MOJUMHO3UT — BOCIIATUTEIBHBIE MUOTIATHH TAaKXE MOTYT COIPOBOXIATHCSA
MHTEPCTHIHATBHBIMU [OPAKEHUAMH JIETKKUX. JIeroyHas maTonorus B 5THX CIy4asx BCTPEHaeTCs
MOYTH y TIONOBHHBI B3POCHBIX mamueHToB Wy 10-20 % OGonbHeIX jered. OOBRIHO
WHTEPCTUIHAIBHOE TOPAXEHHE JIETKUX NPHCOSTWHSAETCS Ha I03[HUX CTauusX OOIE3HH, HO
HHOTJIa MOXET OBITH MIEPBHIM PHU3HAKOM 3a00JI€BaHHS.

[TopakeHusi JerKUX MOCTAaTOYHO XapakTepHbl uiss cuHapoMma lllerpeHa, HpOSBIIAIOMIErOCS
OCHOBHOM TpHaJIOi TPHU3HAKOB: CYXOCTh CJIH3HUCTBIX, KCepodTanbMHus, apTpuT. 3abojeBaHHe
pa3BUBaETCS BCIEACTBHE JIUMGOIUTAPHONH HHPUIHTPALIMY PA3IMYHBIX OPTraHOB H CHCTEM.

HHTepcTHIMATBHBIE TOPAKEHHUS JIETKAX MOTYT HabII0[aThesl IPH HACIIEICTBEHHBIX HAPYIUCHAAX
oOMeHa BeIeCTB, B YaCTHOCTH NPH O0JIE3HSIX HAaKOIIEHUS, CBA3aHHBIX C €PUIIMTOM Pa3IMIHbIX
¢depmentoB.  Tak, mpu  Gomesun  [ome  HakomleHWe  TIioKouepebposmaa B
PETHKYJIOPHIOTEIHATBHBIX KJIETKaX BCIEACTBHE neduimTa (epMeHTa IIIoKonepeOpo3Haassl
IPUBOIMT K TOBHIIIEHHIO XXUPOBOTO OTIOXEHHS B PaslIM4HBIX OpraHax W TKaHsX. Jlerkue
CTpaJaroT Hapsly C CEIE3CHKON, IOYKaMH, IIEYEeHbIO, HEPBHOM CHCTEMOM.

IIpu 6one3nn Humana—TIIuka (Tumsl A u B) nmeercs aepuuut pepmMenTa COUHTOMUETMHA3HL, B
pesynbTate COMHIOMHEIMH HAKAIUIABACTCS B KIETKAX (DarolMTapHON CHCTEMBI PasiYHBIX
OpraHoB, B TOM YHCJIE B JIETKUX.

Omnucanpl WHTEPCTUIHATIBHBIE ITOPXEHWs JETKHUX ¢ pa3BuTHeM (ubposa mpu CHHApOME
I'epmancku—Ilyanaka — HaclIeICTBEHHOM ayTOCOMHO-PELIECCHBHOM CHMIITOMOKOMILIEKCE,
BKJIIOYAIOIIEM KOXXHO-TTIa3HOW albOWHHM3M B COYETAHHH C TE€MOPpPArHYeCKMM JMaTe3oM H
MNOPAXECHUSMH BHYTPEHHUX OPTaHOB.

[lepBuuHble MMMYHOEDHIMTHBIE COCTOSHMS MOTYT COIPOBOXKIATHCS HMHTEPCTHIMATIBHON
narojoruer Jsierkux. Peur wmper o6 arammarioOynuHemun, Oone3sn bpyToHa, o6mem
BapuabeTbHOM UMMYHOE(PHUIIUTE, XPOHUYECKOH rpaHyIeMaTo3HO! 60e3Hu.

3aboneBanus kumevyHuka (6one3ns KpoHa, sI3BEHHBIN KOJHT, I[EMHAKHs) HHOTAA IIPOTEKAIOT C
HMHTEPCTHLIHATbHBIMUA TOPAKECHUSIMH JIETKHX.

i'

W3BecTHO, 4TO GONIE3HH NIeYeHH — OMIMApHBIN IUPPO3 EYEHH, XPOHUIECKUH IeNaTHT — TakkKe
MOTYT COIPOBOXKAAThCSI MHTEPCTHI[HAIBHBIMH ITOPAKSHUSIMHU JIETKUX.

Hmerorcst cooOmmeHus O CBSI3M MHTEPCTHLHANBHBIX OOJIe3HEH JIErKHMX € HacleJCTBEHHBIMH
Gone3HAMH _HEpBHOM cucTeMbl (TyOepo3HBI  CKiIepo3, HeHpopubpoMaTo3, aTakCHs-
TENEaHTHIKTA3HSA).

3akiroueHue

Taxkum o6pazom, HHTEpCTHIHANILHBIE OOJIE3HH JIETKUX y AeTei MHorooOpas3Hbl. HekoTopele u3
HUX TIPEACTaBISIOT OTACIbHbIE HO30JIOTHYECKHE (OPMBI, JIPYTHE CBs3aHbl C IATOJOIMEH
pa3InYHBIX OPTaHOB H CHCTEM.

BrIsiBIIeHHE HHTEPCTHIIHATBHBIX JIETOYHBIX TOPAXKEHHH, 0COOEHHO Ha paHHUX 00paTUMBIX STalax
uX (HOpMUPOBaHUS, HE TOJIBKO BXKHEUIIIass MEIUITMHCKAs, HO M COLlMalIbHas npobiieMa, pemeﬁne
KOTOpOi  6ydaer  CmocoOCTBOBATh — NpPEAYNPEXACHHIO — MHBATMIM3AIMM  JeTeH ¢
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HHTEPCTUIIMATBHBIMUA OOJI€3HSIMH JIETKAX M MPEIOTBPAIICHUIO TpaMaTUYECKUX UCXOJIO0B B CBA3H
C ATOM MATOJIOTHEH. ’
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