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CNYYAN ANNbBEONAPHOIO NMPOTENHO3A

LHWNW Ty6epkynesa PAMH, MockoBckuidi HUW neguaTpum u geTckoi xupyprum M3 MM Pd

J1erouHsbIin anbBeONSAPHBIA NpoTenHo3s — JIAI (amnonpo-
TenHo3, ochonmnmaos) — peakoe 3abonesaHne nerkux.
NATI oTHocKUTCS K Tesaypuemo3am — 0601e3HAM Ha-
KonneHus, 06yCcNnoBneHHbIM HapyLlleHneM O6MeHa BeLLEeCTB
B Nerkom. Bnepsble 3aboneBaHue 6b10 onucaHo Rosen
B 1958 r. Yawe BCTpeyaeTca y MYXYMH B BO3pacTe
30—50 net. WNwmeroTcd eguMHW4YHblE onucaHusa JIAT y
HOBOPOX/EHHbIX C /leTaflbHbIM WUCXOLOM W Y MOXWUSIbIX
nogein [2,13]. Npusoanm HabntogeHne JIAM y nogpocTka.

BonbHoit M., 15 neT, xutenb CBepAN0OBCKOMA 06/1acTU, NOCTYNUA Ha
o6cnepoBaHne B OTAEN NIErOYHbIX rpaHynemaTto3oB LLHVWT no nosogy
OUCCEMUHUPOBAHHOIO MOPaXeHUA NIerKMX HEACHON 3TMONorunu.

ManbuunK He NpefbsABIA/ HAKAKUX Xanob, XopoLwo y4Yusca B LWKOJIE,
3aHuManca cnoptoMm. CpefHeouyaroBas AUCCEMUHALMA B Nerkux 6bina
BblfIB/IeHA C/Ay4yallHO TpW rofa Hasaf, W C Tex MOpP He Haxoauna
06bSICHEHUNA. M3 nepeHeceHHbIX 3a60neBaHNt 0TMeYaeT HedyacTble OPBU;
annepruyecknx peakumin He 6b110. XKMBET B 3KONOTMYECKM Hebnarononyy-
HO MEeCTHOCTHU.

Mpu ob6cnegoBaHMy 60MbHOW HOPMOCTEHWYECKOrO TeNOCNOXKEHUS.
KoXHble MOKPOBbI 06bIYHOM OKPaCKMW, FpyAHas KeTKa MnpaBWIbHOW
(hopMbl, CUMMETPUYHO y4YacTBYeT B akTe fblxaHusa. Mpu ayckynbTayunmn
B JIErKNX [bIXaHWe BEe3UKY/ISIPHOE, Xpunbl He BbicnywusatoTca. Co
CTOPOHbI APYrMX OPraHoB W CUCTEM NaToNOrMu- He BbIABAEHO. Ha
peHTreHorpamMmme nerkux (puc.l) onpegenstoTca M3bbITOYHOCTL U Aedop-
Mauus Nero4yHoro pucyHKa, WHTepcTuuuanbHble W3MEHeHWs B BUAe
nepmbpoHXmManbHbIX YNAOTHEHWI, MeNKo- W cpeAgHeovarosas pfucce-
MUHauma. MokpoTbl 60/1bHON He OoTAenseT. emorpamMma He M3MeHeHa.
BUOXUMMYECKNIA aHann3 KpPOBW, YPOBEHb 3/1EKTPOSINTOB, XOJIeCTEPUHA
B npegenax HopMbl. PYHKLUWA BHELWHEro fblXaHUa B npegenax Bapwu-
aHToB HopMmbl: XKEJT n ®XXE/1T — 89%, O®B, — 4,0—97%, MNCB —
120%, MCB25 75> 100%. [a30Bblli cOCcTaB KPOBWM He M3MeHeH. Peakumsa
MaHTy oTpuuartenbHas. NokasaTenn rymopasibHOro 1 KneTo4Horo UMMyHUTeTa
He WU3MEHEHbI.

YunTbiBasa 4NNTeNbHOE 61aronpuaTHoe TedeHne 3a6oneBaHns, BepPoAT-
HOCTb TybepKy/fiesa M ONyxXonu flerkux 6blna mana; B NepByt0 o4epedb
npegnonaranocb Hanuume capkougosa Wau, BO3MOXHO, O4HOM0 U3 peaKnx
3a60/1eBaHNi Nerkux.

OfHako faHHble KAWHWKO-nabopaTopHOro o6cnegoBaHUA He NO3BO-
NUAW YTOYHUTbL NpUpoay AecceMuHauun. WMHpopmauua o XapakTtepe
nopaxeHna morna 6blTb NOAy4YeHa NULWb NPU KOMMIEKCHOM 6pPOHX0M0run-
YeckKoM uccnegoBaHun. Mpu GUGPOOGPOHXOCKONUN NATONOTMK B BUAUMbIX
6poHXax BbISIBeHO He 6blno. Mpon3BefeHbl AMArHOCTUYECKMNIA 6POHXO-
anbBeonspHbI nasax (BAJ1), TpaHc6poHXManbHas BHYTPWU/IEroyHas
6uoncua (TBNB).

AnddepeHupoBaHHbIii KNeToUHbI cocTaB BAJT : AM 90%, 1 8%,
H 2% . >Xun3HecnocobHocTb AM 50%.

Mpun ynToNOrMyecKoM uccnefoBaHn matepunana BAJI nojg cBeToBbIM
MUKPOCKOMNOM 6blnn 06HapyXeHbl amopdHble 6ecCTPYKTYpPHble Maccbl
cepo-rony6oBaTtoli OKpacku, cocTaBnsiouiMe ¢oH npenapata. Yacto
BCTpPeYannucb KpuUCTannbl XonecTepuHa. bBonblwas vacTb Makpodaros
6blna paspyLleHa, 4acTb U3 HUX MMena BaKyo/M3NPOBaHHYIO LUToNAasmy,
cogepXana BK/AO4YeHUs (pwuc.2), T.e. uuTonormyeckas kKapTuHa BA
6blna xapakTepHa [/ Nero4HOro asbBeoNAPHOro NpoTemHosa. Mukobak-
Tepun TybepKynesa, KNeTKM OMYyX0nn He 6blav HalifeHbl.

Mpwn nccnegosaHnu matepuanos TBJ/Ib nof cBeTOBbIM MUKPOCKOMOM
— (OH npenapaTta COCTaBAAT amopHble 6ecCTPYKTYPHble Macchl,
OKpalleHHble B CepoBaTo-rony6oBaThlli LUBET C BK/AKOYEHUEM AUCTPODU-
YECKM U3MEHEHHbIX KNeTOK 6GPOHXNanNbHOro 1 anbBe0NAPHOro aNUTeNns,
MakpoaroB ¢ MeHWCTOW LMTONNA3MON, a TakXe COAepXaliux BKIO-
YeHWs1 CMHEro LBeTa, CKOMJIeHUs KpWcTannioB xofecTepuHa. KapTuHa
XapakTepHa AN anbBeONAPHOro npoTenHosa (puc.3).

Mpu npocmoTpe matepuana BAJT noj 3NeKTPOHHLIM MUKPOCKOMOM
6bINN BbIABNEHbI 06WMPHbBIE MOASA NOAUMOPGHOr0 mMatepuana, BKAOYa-
lowero parmeHTbl paspyLUeHHbIX Makpodaros 1 MembpaHHble CTPYKTYpbI
Tvna oCMMOMWIIbHBIX MAACTUHYATBIX Tefel, XapaKTepHble 415 anbBeo-
napHoro cypdakTtaHTa (puc.4, a). OCMUOPUNBbHBIA NNacTUHYaTbLIA Ma-
Tepuan MOXHO 6blNI0 BMAETb TakKXe B cOCTaBe MHOFOYMUC/IEHHbIX (haro-
COMHbIX BaKyoJsieli, 4acTo 3aMo/IHALWMX BCIO LUTOMIasMy Makpodara
(pnc.4, 6). Mpu 3TOM 60NbWNHCTBO (arounToB MMeno cnabo pasBUTbIN
nn3ocoManbHbIA annapat, 4To 06bSACHAET W36bITOYHOE HaKonaeHue
NOrnoWeHHOro MaTeprana n NpeuMyLLecTBeHHOe paspyLieHne y 601bHOro
KNeToK MakpoaranbHoro psja.

Takum obpa3om, B pe3ynbTaTe KOMMNJEKCHOro o6cnefjoBaHusa guar-
HOCTMPOBAH NEroYHbI anbBeONAPHbLIA MNPOTEMHO3. YuuTbiBas yL0BNeT-
BOPUTE/NIbHOE COCTOAHME 60/IbHOr0, 61aroNpPUATHOE TeyeHWe npouecca,
neyeHne He NPoBOAMNOCL. BONbHON BbiNWcaH nog HabnwgeHWe NynbMO-
HoJ/lora no MecTy XUTenbCcTBa.

Atnonorua JIAIT HeussecTHa. [lpegnonarawT, 4TO
onpegeneHHyl0 ponb B ero pasBMTUM WUrparoT BUPYCHI,
rpubbl, MUKPOOPraHU3Mbl. BO3MOXHblI M3MEHEHUS MeTa-
60nmM3Ma Nerkoro nof BANAHMEM Heb1aronpuaTHbIX (ak-
TOpPOB BHeLIHel cpefbl. B akcnepMMeHTe NOKasaHo, 4To

Puc.1. PeHTreHorpamma nerkux 6onbHoro .



Puc.2. UuTtonornyeckana KapTuHa wMaTtepuana BAJI. YBenunyenwue
90x12x30.

pasMHOXeHWe B nerkux Pneumocystis carinii, KOTOpbIM
[NA MOCTPOEHUS CTEHKM MeMbpaHbl HYXHbI thocqonunugel,
CONPOBOXAAETCA runepcekpeLyenn cypdaktaHTa u ANCHyHK-
LmMein Makpoaros, 4YTO NPUBOAUT K HaKOMMEHUIO B abBe-
01ax NONUMOPKHOro martepuana, no CTPYKType Hanomu-
HatOLLEro KapTUHY afibBeoNIAPHOro nMnonpoTenHosa [2,5].

MpepnonaratoT, 4yto B natoreHese JIAI Kno4yeByto
ponb WrpatoT, C OLHOW CTOPOHbI, HApYLUEHUA QYHKLUK
MaKpoaranbHbIX 3/1€MEHTOB, Y4YacTBYKOLWMX B MeTabo-
NN3Me NEerovyHoro cypaktaHTa, KOTOpble MPUBOAAT K
JetheKTy anbBeonsapHOro KnupeHca [8], ¢ Apyrov CTOPOHSI,
MPOUCXOAUT M36bITOUHAS NPOAYKLUMA Cyp(haKTaHTa, KOTOpbI
WHTEHCWMBHO BbILENAETCA B NPOCBET afibBEO/, HO /nLLIEH
MOBEPXHOCTHO-aKTUBHbIX CBOMCTB. [py 3TOM HEKpPOTU-
3UpyeTcs a/ibBeONAPHbLIA 3NUTENNIA U HapyLllaeTcs (yH-
Kuma mMeMbpaH. AnbBeonbl 3anoHATCA 6eNKoBO-NMNNE-
HbIMWM Maccamun (nunonpoTtenabl v ramkonpotengsl) [2,11].

MoATBEpPXAEHUEM HapyLUeHWI MeTabonn3ma AMnonpo-
TengoB CypthaKTaHTHON CUCTEMbI ABNSETCA Y 06HAPYXEHNE
NeroYyHoro cypMakTaHTHOro npotemHa SP—A, COCTOALLEro
u3 1gG wn IgM, copep>kaHue KOTOporo y 60/bHbIX JTIAT
NPeBbILLAeT HOPMY B HECKONIbKO pa3 — 285123 Hr/mn
(Hopma 45+3 Hr/mn) [10].

FMCTONOrNYeckn — anbBeosbl 3anoHeHbl FOMOreHHO
303UMHOMUNLHOW Maccoi, AatoLleii NoNoXKnTeNbHy PAS-
peakuuio. B coctas ee BXOAAT fiMnonpoTensl, hocgonm-

Puc.3. LuTtonornyeckas kKapTuHa Matepuana TBJ1B. YBenuueHue
90x12x30.

nuapl, rMKONPOTEUIBI, He OTNYAOLMECS OT COOTBETCTBY-
OLLMX KOMMOHEHTOB MOBEPXHOCTHO-aKTUBHOIO SIEFOYHOI0
cyptaktaHTa. OnpegenstTca AJWHHbIE TOHKWE ABOSKO
NpenoMNALWMe KpucTanibl XonectepmHa. Bocnanutens-
HbIX W3MEHEeHW A He onpegensetca [2,4,11].

[JnarHoctrka 3a601eBaHNA JOCTATOYHO CNOXHA U paHee
OCYLLECTBNSANACL TOMbKO Ha OCHOBaHMMW OTKPbLITON 6uoncmm
nerkux wnu aytoncuu [1,4,6]. B HacTosllee Bpems auar-
HOCTUKA BO3MOXHa C UCMOJ/Ib30BaHWEM B MEPBYIO OYepesp
AnarHoctuyeckoro BA v TBAB [9].

KnuHuyeckas KapTuHa NPOSAB/EHUA NErOYHOIO anbBeo-
NSPHOr0 NPOTEMHO3a BapbUpyeT B LUMPOKMX MNpegenax.
Hanbonee NOCTOAHHBLIMW, MHOTAA eANHCTBEHHLIMUW, CUMI-
TOMaMW ABNAETCHA MefJ/IEHHO NMPOrpeccupytoLias ofbILLKa,
BO3MOXHbl KalleNlb C HeGONbLUIMM KOMUYECTBOM CNU3NC-
TON MOKpPOTbI, CNaboCTb, MOXyAaHWe, pexe Nnxopajgxa,
KpoBoxapkaHbe, 6011 B rpyAHON KneTke.

Pas3nuuyaloT 6eCCMMNTOMHOE, XPOHMYECKOe W nporpec-
cupytoLee TeyeHue C NleTasbHbIM MUCXOL0M.

MocTeneHHO pa3BMBaeTCA AblXaTeflbHas HeAoCTaTou-
HOCTb, MPUCOEANHEHNE GaKTepuanbHOW HecneumtnyecKoi
N rpMOKOBOIA hnopbl BeAeT K 6onee OGbICTPOMY Pa3BUTUIO
ee, [AEKOMMEeHCcauun nero4yHoro cepgua, netanbHOMy
ucxogy [2,4].

Mpn neveHUn 3hPeKTUBHBI TONLKO MAcCUBHbIE NeYveb-
Hble naBaxu (npegnoxeHol B 1967 r. Aat/r"3) ¢






ax

puc.d. YNbTpacTPyKTYypHble MPU3HAKM anbBeOoNIAPHOro NMNONpPoTenHo3a
B MaTepuane BAIJI.

n — CKOMneHne MembpaHHbIX CTPYKTyp cyptakTaHTa B BUAe OCMWOMUbHLIX NNACTUHYATHIX
Teney, (OMT) n ux dparmeHToB. YBen, x 29 O00. 6 — (parMeHTbl LMUTONNa3Mbl Makpogaros:
3HAUUTENbHOE KONWYECTBO (haroCOMHbIX Bakyoneil (®B) couyeTaeTca € HeGONbWWM YUCNOM

NEPBUYHLIX N BTOPWUYHBLIX /U30COM. DarocomMHble Bakyonu cojepxat OCMI/IOEbVII'IbeIﬁ

nnacTMHYaTblli MaTepuan cypdakTaHTa. Ysen, x 18 OO0

MCMNoMb30BaHWEM (M3MONOTMYECKOro pacTBopa, aueTun-
LMCTEMHa, MYKOCONbBMHA, KOTOPbIe MO3BOMAKT AOCTUr-
HyTb MHOTOMIETHEeA KNMHWMYEeCKol pemuccum [3,7,9,12].
KopTukocteponsbl HeaeKTUBHbI 1 TaAT B cebe yrposy
NpUcoeauHeHns NHMpeKLUU. AHTUOMOTUKIN, NPOTUBOrPUG-
koBble, CUMMTOMATUYECKNE CPeAcTBa NPUMEHSIOT MO MoKa-
3aHMAM.. TIPOrHO3 CpaBHUTENbHO 6naronpusaTeH. Xapak-
TEPHO MefIeEHHOe MporpeccMpoBaHme 60Ne3HN.
MpenctaBneHHoe HabNOAEHME AeMOHCTPUPYET peaKuii
Cflyyail anbBEONSAPHOrO MPOTEMHO3a NEerkux, pas3BuBLLe-
rocsy nogpocTka B Bo3pacte 12— 15 fieT, 4To B MTepaType
onncaHo He 6bino. AuarHos 6bin MOCTaB/IEH C MOMOLLbIO
AvarHoctuyeckoro BAJI, 3atem nNOATBepXAeH TUCTOSO-
FMYECKUMN N 3NEKTPOHHO-MUKPOCKOMUYECKUM UCCNeao-
BaHuem TBJ16. TeueHune 3aboneBaHUs B HaCTOsILLEe Bpems
6naronpuaTHoe, 6eCCMMMTOMHOE, 4YTO MOATBEpPXKAaeT
OTCYTCTBME OAbILIKMN, COXPAHHOCTb BEHTUAALMOHHON (hyHKLMN
Nerknux, oTCYTCTBUE OTAeNIseMoro B 6poHxax, Hanuuyue
50% xmn3HecnocobHbIX AM. BbnaronpuaTHoe TevyeHue
MOXHO 0O6BbACHUTL TeM, YTO B NOAPOCTKOBOM BO3pacTe
ele Npojos/KaeTcd pas3BuUTUE anbBeosn W, BO3MOXHO,
BHOBb MOABAAOLLMECHA aNbBeOoNbl BepyT Ha cebs (yHK-
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LMo nocTpagaBwmx. OAHAKO, YUUTbIBAs JaHHbIE 3NeKTPOHHO-
MMWUKPOCKOMMUYECKOro nccnefoBaHus, BbiSBUBLINE PYHK-
LUMOHanbHble AedeKTbl cypaKTaHTa W anbBeONSAPHbIX
MakpoaroB, WHTEHCMBHOE pa3pylleHWe MoCnefHuX,
MOXHO npeanonaraTb He6GNaronpuATHbIA NPOrHO3 3a-
6oneBaHMs.
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OpbiHoB .U., JaHunak N.I.

CPABHUTE/IbBHAA OUEHKA 2O PEKTUBHOCTU PA3JTMYHBLIX
MPEMAPATOB BEK/TIOMETA3OHA AUTMPOTNMMNOHATA ¥ BOJIbHbIX
BEPOHXWNATBHOW ACTMOW B COYETAHUWN C ANNEPTNYECKNM

PUHNTOM

B HacTofllee BpemMs YCTaHOBMEHO, YTO B NaToreHese
OpPOHXMaNbHOW acTMbl BeAyLy pOJfib UFPaT XpOHUYecC-
Kve BOCNanUTeNbHble W3MEHEHUS CAU3UCTONW 060N0YKU
[bIXaTenbHbIX NyTei, BeAyliMe K HapyLUeHU OPOHXU-
anbHOl peakKTMBHOCTU M 06CTPYKUMKM 6poHxoB [1,2,6]. B
CBS3M C 3TUM paclWUpUIOCh MPUMEHEHME [/IHOKOKOP-
TUKOUAHbIX TOPMOHOB NpW OpOHXManbHOW actme [4].
Wcnonb3oBaHue nepopasbHbIX FIIOKOKOPTUKOMAOB BeaeT
K BO3HWKHOBEHUIO pAfa TAXKENbIX NOO60YHBIX peakuui,
Nno3aToMy 0co60e BHMMaHuWe B MocfefHune rofbl yaensercs
NPUMEHEHUIO WX MHTFansgunoHHbIX gopm [8,11]. NHrans-
LUMOHHbIE KOPTMKOCTEpouAbl 06/1afal0T BblIPaXKEHHbIM
NPOTMBOBOCMANINTENLHLIM [AeACTBMEM U B OTAMYME OT
nepopanbHbIX GOpM AalT HauMeHbLLee KONMYeCcTBO Noboy-

HbIX 3dekToB [7,12]. VHranauuMoHHble cTepoufbl JakoT
BO3MOXHOCTb Yy 60NbLINHCTBA O0/bHBIX KOHTPOAMPOBATb
TeyeHWe 6pPOHXMANbLHOM acTMbl B Cllyvae HeageKBaTHOCTU
Opyroi Tepanuu, nNpefoOTBpaLLalOT pasBuUTUE TAXeNoi
06CTPYKUUN [bIXaTeNbHbIX MNyTeid, NO3BOAAKT Yy psja
60MbHbIX M36€XaTb NepopasbHOr0 MPUMEHEHUS T/IHOKOKOP-
TUKOMLOB WA CHU3WUTb WX [03Y BMAAOTb A0 MOMHOM
O0TMeHbI [3,12,13]. SHAOHA3aNbHbIE UHFANSLMIK 3TUX Npena-
paToB HallIM TakKXe LIMPOKOe NPUMEHEHUE Y BOJIbHbIX C
annepruyeckMM PUHUTOM, OBYCMOB/IEHHLIM Pa3NYHbLIMM
Bugamm ceHcubunmsaumm [10]. Bo BCEM MMpe LUMPOKO
ncnosib3yeTca 6eKkNoMeTasoH AUMNPONUOHAT (BeKNOMETa30H),
KOTOpbIi 06N1afaeT MeCTHOW NPOTUBOBOCNANUTENbHON aKTWB-
HOCTbIO 3a CYET CeNeKTUBHOIO [EeWCTBUA Ha CAU3UCTYIO



