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MANMONATNHECKME MHTEPCTULIMAJIbHDIE
NMHEBMOHUM: OCOBEHHOCTM KJIMHUYECKON

KAPTWHDbI N JIEMEHMNA
C.H. ABeeB

@ry “"HUW nynsmoHonorvmn” @®MBA Poccum, Mocksa

Upnonatnyeckune NHTEepcTuLnaibHble NHEBMOHUN (UINT) obveanHsoT Heckonbko 3aboneBaHuii n3 rpyrrnbl MHTEPCTULNATTbHbIX

3aboneBaHUI nerkux, XapakTepusyrumnxca MHOTrMMU CXO4HbIMU TPpU3HaKkaMu: HensBecTHas 3TUOJIOrUsd, rfporpeccupyroujas

oabllKa Mpu uUnyeckux Harpyskax, AngoysHbie MaMeHeHUs Mpu PeHTreHorpaguu 1 KOMMbIOTEPHOU ToMOorpagumn nerkux,

PECTPUKTUBHbIE BEHTUNALUNOHHbIE U3IMEHEHUS. OpHako 3Tn 3aboneBaHus UMeOT AOCTaToO4YHOEe KOJIn4ecTBo pa3nw-/m71

(8 nepByto oyepesb MOPPONOrNYECKMX; CO CTOPOHBI MOAXO[A K Tepanuu 1 MporHo3a), 4Tobbl cyuTaThb Kaxayto uz gopm VNI
0bocobneHHol Ho3zonornyeckor eguHuuyen. CospemeHHas knaccugpukaums ATS/ERS BknwoyaeT cemb ¢opm WWI, Hanbonee
pacnpocTpaHeHHbIe U3 KOTOPbIX PaccMaTpPMBalOTCS B HaCTOSILEN CTaTbe.

Knro4veBbie croBa: VaMONaTM4ecKu 1eroYHbIN ¢M6,003, HeCﬂeL{Md)MLIECKaH WHTepCTrLUMalsibHasa [NHeBMOHWSA, [decKkBamMaThBHasa

UHTEPCTULMalibHas NMHeBMOHVIA, KPUMNTOreHHas opraHn3yoLascsa NHeBMOHNA, OCTpas NHTepPCTULMa/IbHas MHeBMOHWA

Ol TEPMUHOM “MAMOMNATH-

YeCcKUe WHTEePCTULIMATbHbIE

nHeMonnu” (MUIIT) obwbenn-
HSIOT HECKOJbKO WHTEPCTULIMATBHBIX
3aboseBaHuit erkux (M3JI), xapakrepu-
3YIOLIUXCS CIEAYIOIIUMU TPU3HAKAMU:
* HEW3BECTHasl STUOJIOTUS;
Mporpeccupyomas  OabIIIKa
(husnueckux Harpyskax;
KallleJib, Yallle HeMpOIYKTUBHBIIA;
KPEMUTALUs PY ayCKY/IbTALIUK JIETKUX;
nubdy3Hble U3MEHEHUST Ha PEHTIEHO-
rpadbuyd U KOMIbIOTEPHON TOMoOrpa-
(uu nerkux;
PECTPUKTUBHbIE

npu

BEHTUJISIIUOHHBIE
U3MEHEHHUSI, CHMXeHue audhy3noH-
HOIf CITOCOOHOCTH JIETKUX, YBETMICHUES
aJIbBEOJIOAPTEPUAILHOTO  I'pamueHTa
(AaPQ2).

Onnako mexay M3J1 ects 1 MHOTO pa3-
Jnyuit (MophoJornYecKux, B IIaHe jeye-
HUS ¥ IPOTHO34), TIO3BOJISTIONINX CYMTATh
kaxnyto u3 Gopm UMUII obocobaeHHoM
HO30JI0TMYeCcKOi enuHuLei [1].

B 2002 r. CornacutenbHOil KOMUC-
cueil  AMEpPUKaHCKOTO TOpaKaJbHO-
ro u EBpomeiickoro pecnmpaTopHOTo

o6mectB (ATS/ERS) 6buta mpemioxena
HOBasi KJIMHMKO-TIATOJOrMYecKasi Kjac-
cudukauus, Oasupymomascs Ha COOT-
BETCTBUU KaxXION KIMHUYECKOI hopme
MUII onpeneneHHOro TMCTOJOTMYECKO-
ro BapuaHta. B nmaHHOll Kiaccuduka-
MM paccMmatpupaercs cemb hopm MUTIT
(mabn. 1, 2) [1].

Huxe Oynyt paccMoTpeHbl HauboJee
pacrnpocTpaHeHHble popmbl MUTI.

WUpuonatuyecknm
nero4Hbin pnbpos

NJI® gapnsiercss omHuM U3 Hauboliee
4acTo BCTpevaloluxcs 3abojieBaHUiA
u3 rpynnsl UUTL. B mMexayHaponHoOM
COIJIACUTEIbHOM JOKyMeHTe [2]| mpen-
JIoXeHo cremytoree onpeneneHre NI1OD:
cnemduyueckas (GopmMa XpOHUIECKOM
WHTEepCTULIMATIBbHOU  (ubpo3upyronieit
TTHEBMOHWM, OTpAaHWYEHHAs! JIETKUMU U
ACCOIMMPOBAHHAS C TUCTOJOTHMUYECKOI
KapTUHOW OOBIYHOWM MHTEPCTUIIMATbHON
TTHEBMOHUM TIO0 TAHHBIM XUPYPTUYECKOit
(TOpaKoCKOTIMYECKOI WM OTKPBITOI)
ouoncum serkux. Otuonorus WD
HEW3BEeCTHA.

Cunonumamu MJI® gpnsioTes “uano-
rnatuueckuii (pubpo3UpyIoLInii aTbBeo-
JTUT” — TePMUH, TPATUIIMOHHO WCIIONb-
3yeMbIli B Hallleil cTpaHe, W “KPUIITO-
TCHHBI (UOPO3UPYIOIINI aIbBEOINUT”,
TIOJTyIUBIINY OOJTbIIIEee PACTIPOCTPAHEHIE
B Bennkobpuranuu.

[To mannbIM Raghu u coaBr., pacmpo-
crpaneHHocts UJI® coctaBnsier y i
18—34 net 4 cayyas Ha 100 ThIC. Hacee-
Hus, ctapiie 75 net — 227,5 Ha 100 TbIC.;
3aboneBaeMocTh — 1,2—76,4 ciaydas Ha
100 TbIC./TOM [3].

Ha ponp stnonornueckux ¢hakTopos
NJI® mpereHayioT KypeHue, ompene-
JIEHHbIe BUJBI MBLTH, BUPYCHL. B mccre-
NOBaHWM CITy4ali—KOHTPOJb ObLIO ycTa-
HOBJIEHO, YTO KypeHUE TMOBBIILAET PUCK
passutuss WUJI® B 1,6-2,9 pasa [4].
B HeckonbKUX SMUAEMUOIOTHYECKUX
UCCIIEIOBAHUSIX TIOKAa3aHa B3aMMOCBSI3b
NJI® u npodeccrnoHaaIbHOro KOHTaKTa ¢
METaJUIMYECKOM U IPEBECHOM MbLIbIO [S].
Ha yyactue B marorenese MJI® mperen-
NIYIOT JIATEHTHbIE “MeJUIeHHbIE” BUPYCHI
rernatuta C, OmreiitH—bappa, aneHoBuU-
pycel 1 ap. [2]. OTHOCUTENILHO HElIaBHO

Tabnmya 1. KnuHuko-natonoruyeckas knaccudukauma UAN

F'mcTonornyeckuii naTtTrepH

KnuHunuyeckuin puarHos

O6bI4Has MHTEepPCTUUManbHas NHEBMOHUA

Mpmonatuyeckmii neroyHbiin dprudpos (U1P)

Hecneunduryeckas nHTEPCTULMANbHAA MHEBMOHWS

Hecneuuduyeckas nitepctrumansHas nHesmoHus (HAM)

Opl’aHMSy}OLIJ,aFICH NMHEBMOHNA

KpuntoreHHas opranusyiowascs nHesmonus (KOIT)

OnddysHoe anbBeonsipHoe NoOBPexXaeHe

OcTpas nHTepcTuumansHas niesmonus (OUM)

PecnvpaTopHblii 6pOHX1OANT

PecnupaTtopHblii 6GpoHXMONNT, accoumnmpoBaHHblii ¢ U3J1 (PB-M31T)

MakpodaranbHas MHTepCTMLManbHas NHEBMOHUS

[ecksamatnBHasa nHTepCcTULManbHas nHesmMoHuns (ANIT)

JinmdoupTapHasa nHTepCTULMANbHASA MHEBMOHNS

JinmdoupTapHasa nHTepcTuLmanbHas nHeemMoHus (JTAMM)
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Tabnmua 2. KnuHnyeckasa xapakrepuctuka 6onabHbix ¢ UAN

uno avn PB-U3nN oun Kon HUN nun
CpenHui 65 40 35 50 55 59 47
BO3pacT (roapl)
3abonesaHney Het Penko Het Pegnko Het NHorpa Het
neten
TeyeHne XpoHuyeckoe  MopocTtpoe Mopoctpoe BresanHoe OcTpoe nnn Mopoctpoe- XpoHuyeckoe
(>12 mec.) (Mecsaubl-rogel)  (Mecsubl— (1-2 Hep.) nofocTpoe XPOHMYeckoe (>12 mec.)
rofipl) (MecsLbl—
roabl)
BapabaHHble Yacto Yacto Het Het Het WHorpa Penko
nanoykn
Jlnxopagka Pepnko Het Het 50 % 70 % 10-30 % 33 %
Tepanus Mnoxon otBer  OTKa3 ot Otkas ot [noxon otBeT  XopoLumin 0OTBET  XOpOLUniA OTBET  XOopoLuni
Ha TKC n KypeHus, KypeHus, otBeT  Ha [KC Ha M'KC Ha F'KC otBeT Ha NKC
LUMTOCTATUKN xopowunii otBeT  Ha 'KC HesiceH
Ha 'KC
MporHo3 5-netHan 5-netHasa 7-neTHas 60 %-Hast 5-neTHas 5-neTHas Megnunana
NeTaNbHOCTb NETaNbHOCTb NneTansHOCTb NeTaNbHOCTb 32 NIeTanbHOCTb NeTanbHOCTb < BbIKVMBAEMOCTU
80 % (meomaHa < 5% 25% < 6 mec. <5% 10 % > 11 net
BbKMBAEMOCTMN
2-3 ropa)

lMpumeydarme. TKC — rnokoKOPTUKOCTEPOUAbI.

ObUla YCTAHOBJIEHA accOLMALMS MEXIY
NJID u pedmrokc-330¢arutom [6].

3abosieBaHUe OOBIYHO BCTpEYaeTCs y
nalueHToB crapiie 50 JeT, yaie — y MyX-
yuH (1,7 : 1,0) [7]. OcHoBHOIt Xano6oi
GOJILHBIX SIBJISIETCSI OMBIIIKA TIPU (HU3HM-
yeckoit Harpyske [2, 8]. Ilo mepe pa3-
putusi MJI®D onpilika HapacTaeT BIIOTh
N0 TIOJIHOM WMHBaJMIU3aUMU OOJILHOTO.
Hauano 6ose3HM, KakK MpaBuiio, JIaTeHT-
HOe, JMXOpalka He XapakTepHa Ui
WNII®. YacTeiM CUMIITOMOM SIBJISIETCSI
cyxoit (okono 75 %), MHOTrAa MpOAyK-
TUBHBIN (10 20 %), Kalenb, naxe ¢ mpo-
JYKIIMEel THOMHON MOKPOTBI, 0COOEHHO
y GOJBHBIX C TspKenbiMu hopmamu 1D
[2, 8]. K npyrum cumntoMam OTHOCST-
cs ob1iast cyiabocTb, apTpairuu (OKOJo
20 %), MMairuu, U3MEHEHHE HOITEBBIX
(ananr B Buzme “0apabaHHBIX Majoyek”
(50-90 %) [2, 8]. XapakTepHbIM ayCKyJIb-
TaTUBHBIM (heHOMeHOM Tipn UJ1D s1Bis-
eTCsl KOHEUHO-MHCITUPATOPHAsT KPeTIuTa-
1Us1, KOTOPYIO CPAaBHUBAIOT C “TPECKOM
ne/utopaHa”  WIM  3aMKOM-MOJTHHMEH
(xpumsl ~ “velcro”).
XPWITHI BHICTYIIMBAIOTCS B 3aHE0a3ab-
HBIX OT/IeJIaX, HO TIPU TIPOTPECCUPOBAHUN
NJI® kpenuTaiust MOXET BBICTYIINBATh-
cs1 HaJl BCeil TIOBEPXHOCTHIO JIETKUX U B
TeyeHue Bceil ha3bl BIOXa.

[To mepe mporpeccupoBaHusi 3a00-
JIeBAaHUS TIOSIBISTIOTCSI TIPU3HAKM JTbIXa-

Haubonee wacrto

TEJIbHOW HENOCTATOYHOCTU U JIETOYHOTO

cepnua: muddy3HBIN cepo-TeneabHbIIM
uuaHo3, ycuiaeHue Il ToHa Ham sierod-
HOI apTepueii, TaxuKapaus, HaOyxaHue
IIEeHBIX BEH, Mepudepruueckrue OTEeKH.
CHIXeHUE MacChl TeJla OOJNIbHBIX BILIOTh
IO Pa3BUTHS KaXeKCUM SIBIISCTCS XapakK-
TepHBIM MPU3HAKOM TePMUHAIBHOM CTa-
muu IO (2,7, 8].

JlabopaTtopHbie TeCThl OOBIYHO HeE
nMeoT 6obioro 3HayeHus npu UJI1O.
o 90 % GOJbHBIX UMEIOT yMEpeHHOE
noseiienne COD, 30—40 % manmeH-
TOB — TIOBBIIIEHHWE OOIIEro YPOBHS
MMMYHOTJIOOYJIMHOB U KPUOTJIO0YIn-
HoB [2], 20—30 % — noBbIIIEHE TUTPOB
PEBMATOMIHOTO YW AaHTUHYKJIEapHOTO
(akTopos [8].

NJI® ortHOCHTCS K DPECTPUKTUBHBIM
JIETOYHBIM 3a00JIEBaHUSIM, M €TI0 XapakK-
TepHOM (PYHKLMOHAIBHON OCOOEHHO-
CTbIO SIBASIETCSI CHMXEHHUE JIETOYHOTO
KOMIUIa€HCa M CTaTMYECKUX JIerou-
HBIX 00BbeMOB (00IIEl €MKOCTU Jier-
kux — TLC, ¢yHkuMoHanbHOM ocTa-
touHoit emkoctu — FRC, ocrarouHo-
ro oobema — RV) [9]. CooTHomeHue
FEV1/FVC HaxomuTcs B Tmpenenax
HOPMBI WJIM Jaxe TMoBbIilieHo. OauH 13
pPaHHUX MPU3HAKOB 3a00JI€BaHUSI — CHU-
XeHue IudGy3MOHHON CMOCOOHOCTH
nerkux DLCO [9].

Hawubosee yacTbiMu peHTreHorpaduue-
ckumu ipusHakamu MJID spistioTest aBy-
CTOPOHHUE M3MEHEHMs PETUKYJSIPHOTO

xapakrepa, 60J1ee BbIpaXKE€HHbIE B HIDKHUX

otaenax jerkux. [Ipu mporpeccupoBaHum

3a00JIeBaHUS PETUKYJSPHBII MaTTepH

CTaHOBUTCS 0oJjiee TPYObIM, TSXKUCTBIM;

MOSIBIISIIOTCSL. OKPYIJIble KUCTO3HBIE MPO-

CBETJICHUS, OTpaxarolue hopMUpPOBaHUE

“coroBoro Jerkoro” [10].

Bonee neHHy0 MHGOPMALIMIO MOXHO
MOJIyYUTh MPU IOMOILIM KOMIIbIOTEP-
HOIl TOoMoOrpaduu BBICOKOTO paspeliie-
Husg (KTBP). XapaxktepHbIMU Haxol-
KaMU SIBJISIIOTCSL HEperyJsipHble JIMHEM-
Hble TE€HM, KUCTO3HbIE MPOCBETICHUS,
(okanbHbIE OYArW CHUXEHHUS MPO3pay-
HOCTH JIETOYHbIX MOJIEH MO TUIY “MaTo-
Boro crekia” (06br9HO He Gosee 30 % or
o01Ieli TUTOIIAAN JIETKUX), YTOJIIIEHUE 1
HPPETYJISPHOCTb OPOHXUAIBHBIX CTEHOK
[10]. B obGnactsix ¢ Hambosee BbIpaxKeH-
HBIMUA W3MEHEHUSMU YacTO BBISBISIOT
MPU3HAKU JI€30PTaHU3ALUU JIETOYHOI
MApeHXUMBI ¥ TPAKIIMOHHBIE OPOHX03K-
Tasel (puc. 1). Haubonblie u3aMeHeHUs
BBISIBJISTIOT B 0a3aJTbHBIX W CYOTIIeBPaIb-
HBIX oTaenax jerkux [10].

Mopdonoruyeckass kKapTuHa Mpu
NJI® cooTBeTCTBYET THCTONIOTUIECKOMY
MaTTepHy OOBIYHON WHTEPCTUIMATBHON
MTHEBMOHUM.

Ero xioueBble 4epTh:

* MAacCCUBHbI (uOPO3, BbHI3BIBAIOIINI
pPEMOJIENIMPOBAHUE APXUTEKTYPHI JIeT-
KHX C 4acTbIM (hOPMUPOBAHUI “COTO-
BBIX” MU3MEHEHUIL;
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Tabnuya 3. KNMHMKO-peHTreHonorndeckue KpUTepun BeposTHoro auarHosa U [2]

Bonblune kputepum

Manbie kpuTepum

Mckntovenne apyrnx MHTepcTuumanbHbIx 3a6051eBaHNI IETKMX, BbI3BAHHbIX M3BECTHLIMY
NPUYMHAMU, TaKUMU Kak MPYeM NekapcTB, 9KCNO3nLms K BpeaHbiM hakTopam BHELIHEN
cpedpl, CUCTEMHbIE 3a60/1eBaHVS COEAUHUTENBHOM TKaHM

BospacTt 6onee 50 net

N3meHeHns CI)\/HKLI,VIVI BHELLUHEro AplXxaHus, BKoYaoLlye peCTPUKTUBHbIE USMEHEHUS U

HapyLUueHue ra3zoobmeHa

HesameTHOe, nocTeneHHoe NosiBeHne
OMCNHO3 Npu GU3NYECKOW Harpy3ke

[IBYCTOPOHHWE PETUKYNSIPHBIE N3MEHEHUS B 6a3anbHbIX OTAENaX JErkuxX ¢ MUHUMANTbHBIMU
N3MEHEHNSMI NO TUNY “MaToBOro cTekna” no AaHHbIM KTBP

OnutenbHocTb 3abonesaHns 6onee 3 MecaLeB

Mo faHHbIM TpaHcOpoHXManbHo Gruoncun nnm BAJ1 HeT NPU3HaKoB, CBUAETENbCTBYIOLWMX 00

aJIbTePHAaTUBHOM OMarH03e

MHCHMpaTOpHaﬂ Kpenutauna B 6a3asibHbIX
oTaenax nerkmnx

* (hokychl puOPOOIACTOB IO NEepUeprn
MJIOTHBIX (PUOPO3HBIX MOJICIA;

* “IITHUCTBIA” TUM pacnpeaeieHus
MOPGhOJIOrMYeCKUX U3MEHEHUIA.
[19THUCTOCTD, WU TETEPOreHHOCTD,

MOpaXeHUsl TMapeHXUMbl TPOSIBISETCS

yepeloBaHUEM HEM3MEHEHHbIX JIerou-

HBIX eIMHUII, 04arOB WHTEPCTULIMAILHO-

ro BocrnajieHusi, (pudpo3a U KUCTO3HBIX

u3MeHeHui [11].
bponxoanbBeonspHblii naBax (BAJI)

MMeeT OIpeleseHHOe AMArHOCTUYECKOe

3HaueHue nmpu NP, mo3BosseT oLeHUTh

TEYeHUe, MPOrHO3, a TakKKe MOHUTOPU-

pOBaTh BBIPAKEHHOCTh BOCTIAJICHUS TIPU

Tepanuu 3aboyieBaHUS. XapaKTepHOI

Haxoznkoit mpu WJID sBusietcs] MOBBI-

1IeHue OOIIeTo YKrcia KIIeTOK, HeUTpo-

dunoB u s03uHOGWIOB [1, 2]. OmHako

NaHHbIE TIPU3HAKU BCTPEYAIOTCS W TIPU

npyrux M3J1 (acbecTos, JeKapCTBEHHO-

00YCJIOBJIEHHBIE JIerouHble (UOpO3HbI,

CWJINKO3BI), YTO OTPAHUYMBAET JUATHO-

CTUYeCKyIo 1ieHHOCTb BAJL.
Xupypruyeckast OUOTICUS JIETKUX SIBJIS-

eTcsl “30JI0TbIM CTAaHAAPTOM” NTUATHOCTU-

ku MUJI®, HO ee 1mMpoOKoe WMCIOIb30Ba-

HUE CIePXUBAIOT OYEBUHBIE HEOCTATKH:

MHBa3UBHOCTb, BbICOKAsE CTOMMOCTb MpO-

Lienyphbl, 3alepXKa B Ha3HAUCHUU Tepa-

MUKU, HEBO3MOXHOCTb MHOTOKPATHOTO

nosropenus [1]. Kpome Ttoro, xupypru-

yeckas OMOTICHsI MOXET ObITh COMPSIKEH-

HOIl ¢ BBICOKMM PMCKOM Uil OOJIBHOTO.

CornacutenbHas komuccusi ATS/ERS

MpeJIoKWIa UCIOJIb30BaTh KJIMHUKO-

PEHTIEHOJIOTMYECKUE KPUTEPUU JIJIs OTIpe-

JeJIeHusT BeposiTHoro nuarHoza UJI® 6e3

npoBeneHust ouoricuu Jierkux (maoa. 3)

[1]. ¥ B3pocaoro MUMMyHOKOMIIETEHTHOTO

0OJTBHOTO HAJTMIME BCEX YETHIPEX OOJTBIINX

KPUTEPUEB U MUHUMYM TPeX M3 YeThIPeX

MaJTbIX KpUTEPHEB TTOBBIIIAET BEPOSITHOCTh

nipaBuIbHOTO arHosa NJI®.
[IpoBeneHue xupypruueckoi Ouom-

CUU JIETKUX MOXET ObITb PEKOMEHI0BAHO
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GOJIbHBIM C aTUTTUYHBIMU KIIMHUYECKIMU
u KTBP-npusnakamu UJI®, npu B3Be-
IIEHHOM PHMCKe WHBAa3MBHOTO XapaKTepa
JlaHHOI TIpouenypsl [1].

Cospemennoe neyenne MJI® moctpo-
eHa B OCHOBHOM Ha npumeHeHuu ['KC u
LIATOCTAaTUKOB — IIpernaparoB, CIOCO0-
HBIX BO3IEHCTBOBATh HA BOCTIAIUTEILHBIC
W MMMYHOJIOTMYECKUE 3BEHbsI Pa3BUTHS
3a0oneBaHust [2, 12]. B ocHoBe Tako-
ro TOAXOMAA JIEXUT MOJIOXEHUe, OyaTo
nporpeccupytomuit Gudpo3s, jgexaiuii B
ocHoBe UJ1®, siByisieTcst ciencTBreM Xpo-
HUYECKOTO TIEPCUCTUPYIOLIETO BOCTIae-
HUsI, arpecCUBHOE TONAaBIeHUE KOTOPO-
TO MOXeT OJIOKMPOBaTh (POPMUPOBAHUE
(prOpO3HBIX U3MEHEHUTA.

[Inpoko UCTONB3YIOTCS TPU PEXKU-
Ma TIPOTUBOBOCTIAJIUTENLHONM TepaTiu:
moHoteparust ['KC, kombunanuss 'KC
¢ asatuonpuHoM M kKombObuHausi ['KC
¢ mukinodochamunom. CornacurenbHas
komuccust ATS/ERS pekomeHmyeT oTna-
BaTh MpPEANOYTEHUE IBYM TOCIETHUM
pexxumam [2]:

I'KC (npemuuzonon wiu apyrue ['KC
B [103€, 9KBUBAJIEHTHO MPETHU30I0HY):
* 0,5 Mr/Kr “Tomieii” Macchl TeJa B CyTKH
B TeueHue 4 Helenb;

0,25 MT/KT upeaTbHON Macchl Teja
B CYyTKU B TeUeHUE § HEEb;
cHmKeHue no3bl 10 0,125 MT/KT B IeHb
um 0,25 MT/KT uepe3 ieHb

+ azaTMONpUH

2—3 Mr/kr “romeii” macchl Tela B
CYTKU;

HavajibHas no3a — 25—50 mr/cyT; no3y
MOBBIIIAIOT Ha 25 MT Kaxabie 1—2 He-
e [0 TOCTHXKEHUST MaKCUMAabHOMN
TI03bI;

MakcuMainbHas 1o3a — 150 mr/cyt

i

nukiIodochamu

2 MT/KT “TolIeil” MacChl Tea B CYTKH;
HavasibHas no3a — 25—50 mr/cyT; no3y
MOBBILIAIOT Ha 25 MT Kaxable 1—2 He-

Jeau 10 JAOCTHMXKEHUS MaKCHMaJlbHOM

JI03bI;

* MakcHMMainbHas 103a — 150 mr/cyr.

Tepanusi MPOBOOUTCS MUHUMYM B
TeyeHue 6 MmecsueB. O0s3aTeIbHO TIA-
TeJIbHOE MOHMTOPUPOBAHUE IMOOOYHBIX
3(PeKTOB JIeUeHUSI.

Bo MHoOruX 11eHTpax OCHOBOI MeauKa-
MeHTO3HOi#1 Tepanun UJI® no-npexHemy
octatorcst mepopaibHbie 'KC. Takas
Tepanusi MPUBOAUT K OOBEKTMBHOMY
apdexry mumb y 15-20 % GOIbHBIX
NII®, ogHako “pecrmoHmepbl” MMEIOT
0oJiee 0J1aronpUATHBIN MPOTHO3 O CPaB-
HEeHUI0 ¢ “HOoH-pecnoHaepamu” [12].
[IpoGaeMoii mpu Ha3HAYEHUU BBICOKMX
no3 'KC sBasieTcst GoJjibliass vactora
mo6o4yHbIX 3¢ dekToB (10 90 %).

Huxnodochamun sBAsIETCS] LIUTOTOK-
CUYECKUM JIKWJIMPYIOUIMM MpernapaToM,
€ro HMMMYHOCYIPECCUBHOE JAeiCTBUE
OTOCpeAyeTCsl YMEHbIICHUEM 4Yucia
JIEUKOLIUTOB, OCOOEHHO JMMGOIIUTOB.
A3aTHONPUH OTHOCUTCSI K TYPUHOBBIM
aHaJIoraM, OCHOBHBIM MEXaHM3MOM €ro
NMEeHCTBUSL sIBsieTcsl OJioKaja CUHTe3a
JHK. OnTtumanbHOl cuMTaeTcsl 103a
LIUTOCTAaTHKA, CHUXATOIIast 00Ilee YMCIIo
JIEUKOLMTOB 10 3—4 TbIC./MJ WU YUCIIO
JuMbOIUTOB B 2 pas3a. [JlaBHBIM apry-
MEHTOM ITPOTHUB Ha3HAYEHUS IIUTOCTATU-
KoB 11pu UJ1D siBnsieTcst BBICOKMI TIOTEH-
nMan pa3BUTUS MOOOYHBIX 2(DHEKTOB,
0COOEHHO TIPY WCIIOJb30BAHUU LIUKIIO-
(ochamuna.

PazovapoBbIBatoIIre pe3yabTaThl Tepa-
mun WUJI® mpoTHBOBOCTATUTETBHBIMU
areHTaMU TIPUBEJIM K Pa3BUTHIO aJIbTep-
HaTMBHOIO MoAXona, 6a3upylolerocst Ha
CHUXXEHUU WU3O0BITOYHOTO O00pa30BaHUS
KOJUUIaTeHa B JITKUX WM YCKOPEHUU €T0
nerpananuu. K uucny aHTUGUOPO3HBIX
TIperapaToB OTHOCSTCS, B YaCTHOCTH,
nupheHUI0H U 603eHTaH.

IMupdenumon paccMaTpuBaeTcsl Kak
MePCIIeKTUBHBIN aHTH()UOPO3HBIN Tpe-



napat. B uccnenoBaHun Azuma M COaBT.
Tepanus MupheHnI0HOM Y 601bHBIX JID
MpuBeaa K JTOCTOBEPHOMY YIYUILIEHUIO
nokasatesieit FVC u SpO2, yMeHblIeHUIO
yucia ooocTpeHuii 3adoaeBanus [13].

bo3eHTaH — aHTarOHUCT SHAOTEIUHO-
BbIX PELENTOPOB, CHUXXAET JAEMOHUPOBA-
HUe KoJllareHa B Jierkux. B HenaBHO 3aBep-
IIEHHOM  TIaie60-KOHTPOIMPYEeMOM
uccnenoanun BUILD-1 mpoBoauiach
oleHKa 3(D(PEKTUBHOCTHU 1 OE30MaCHOCTU
Tepanuu 003eHTaHOM B TeueHue 12 mecsi-
ueB y 6onbHbIX UJI®D [14]. Bo3eHTaH He
yaydlmag TepeHOCUMOCTh (DU3NYecKux
Harpy3oK, HO 3aMeUIssl MpOrpeccupo-
BaHWe 3aboeBaHus U Ha 38 % CHUXam
PUCK JIETAIBHOTO UCXO/IA.

Hpyrum mopxomoM K Tepariu MJID
SIBJISIETCS MPUMEHEHUEe AHTUOKCUIAHT-
Hoil Tepanuu. B psnme ucciaemoBaHuit
MokKazaH IedULUT OCHOBHOTO MPUPOJI-
HOTO 3KCTPALIEJUIIOIIPHOTO AHTUOKCHU-
JAHTA TJIyTATUOHA HA YPOBHE aJlbBEOJI.
[MpenirecTBEeHHUKOM TJTyTaTHMOHA SIBJISI-
ercst N-anetwtuuctend (NAC), koto-
pBIii TIpu MO0aBIEHUM K CTaHIAPTHOI
teparuu UJI® (mpenHusonoH + azaTtuo-
TPYH) B PAHIOMM3MPOBAHHOM KOHTPO-
mupyemoM wuccnenoBanun [FIGENIA
3aMeUIsT  yXYALIeHUue IoKasaTeseit
(GyHKIIMKM BHemrHero abixaHus [15].
B Hacrosiiee Bpemst BemyIue SKCHepThl
oTnalT npennodyreHue tepanuu WD,
BKJTIOUAIONIEH Tpu TiperapaTa (TpeaHu-
3010H, asatuonpuH u NAC).

Hecneuundmueckasn
UHTepCcTULManbHan
NHeBMOHUA

Hapsny ¢ UJ1® HUII saBnsieTcsa ogHOM
13 HauboJjiee PacIpoOCTPaHEHHBIX (HOpPM
HUUII. Kak camocrtosrenbHas ¢opma
M3J1 HUII 6bina onmcaHa OTHOCUTEIb-
HO HemaBHO — B 1994 1. [16]. OcHOBHOI
0COOEHHOCTBIO TUCTOJIOTMYECKON KapTH-
Hbl HUII sBnsiercst BpeMeHHasi TOMOTeH-
HOCTb M3MECHEHMIA: BCE OHU TOSIBUIUCH
MPUOIM3UTENEHO B OTHO BpEMsI.

Dmunemuonoruss HUIT uzydena Hemo-
cratoyHo. [Ipu peTpocrneKTHBHOM aHa-
JIN3¢ THUCTOJOTMYECKUX TIpernapaTos,
KOTOpBIE paHblIile onuchiBaan Kak NJID,
0Ka3aJ10Ch, 4To 10 43 % U3 HUX COOT-
BetctBytoT Kaptune HUII [17]. To ecth
pacnpoctpaneHHocTh HUIT nipubausu-
TeJBHO Takas ke, Kak u UJI1D.

HUII moxer ObITH MAMONATUYECKOIA,
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Puc. 1. UanonaTuyecKkuii nerovHbliii pubpos: kaptuHa KTBP u ructonoruyeckas
KapTUHa (CTpenkor ykasaHbl thokycbl hrnbpobnactos)

MMEHHO 3Ta ¢dopMa BXOIUT B TPYIIILY
WUII. Ho mopdonornueckass KapTu-
Ha, cooTrBeTcTBYIOIas marrepHny HWII,
MOXET OBITh M TIPU TOPaKEHUM JIETKUX
y MalMeHTOB CO CMEIIaHHBIM 3a00JieBa-
HueM coeauHuTenbHOM TKaHu (C3CT),
TMMEePUYyBCTBUTENBHBIM WU paaualii-
OHHBIM TTHEBMOHUTOM, MMMYyHOAe(u-
LUTHBIMA THeBMomatusiMu  [16—18].
OTHOcUTenbHO HemaBHO Shimizu wu
COABT. MPEIJIOXWIN TUIOTE3Y, COIIaCHO
KOTOpOi#l MexaHu3Mbl (ubpooOpa3oBa-
nHust ipu HUTT acconmmpoBaHbl ¢ UMMY-
HoJslornyeckuMu akropamu [19].

OcHOBHBIM cuMmnrTomom npu HMUII
sapisgercs onpika (okono 100 %), Kkoto-
pasg MMeeT Te e OCOOCHHOCTH, YTO M
y 6oabHbIX MJI® [20]. HemHoro pexe
0OJIbHBIE XKaJYIOTCS Ha HENPOAYKTUB-
Hblid Kamenb (60 %), emre pexe — Ha
CUCTEMHbIE CUMIITOMBI: YTOMJISIEMOCTbD,
c1aboCTh, CHIKEHME Macchl Tena. B psne
ciyyaeB (mo 30 %) y GONbHBIX MMeEeT-
ca cyodebpuiabHas nuxopagka [17].
VY 6oabimHcTrBa 6obHBIX HUIT (Gonee
80 %) BBICIYNIMBAIOT WHCIUPATOP-
HYyI0 KPeMuTalMIio, Y psa TMalMeHTOB
(25 %) — VHCIUpPATOPHBIA MMHCK
(squeaks). CunapoM “OapabGaHHBIX TMajo-
YyeK” OOHApYXMBAIOT MPUOIUUTESBHO Y
40 % o6ompHBIXx HUII, T. €. mpumepHO
B 2 pa3sa pexe, yeM nipu UJID [20].

PenTreHorpadus rpynHoil KIeTKu npu
HMUII yame Bcero BBISIBISIET IBYCTO-
POHHUE M3MEHEHUS TI0 TUIY “MaTOBOTO
CTeKJa” U PETUKYJSIPHblE U3MEHEHUS B
HWXHUX OTAeax JIerkux. XapakTepHoi
Haxonkoil npu KTBP siBasiercs cunapom
“MaToBOro CTeKJa”, 4yacTo acCOLMUpye-
MBIl C TIpU3HAKAMM JIETOYHOTO (hudpo-
32 W TPAKIMOHHBIMU OPOHXO3KTa3aMU
(puc. 2) [1, 17].

Jlnsg noarBepxaeHus: auarHosza HUTI
HEOOXOAVMO TMPOBEAEHUE OTKPBITON MIN
TOPAKOCKOMUYECKON OUOTICUU JIETKUX
[17], omHako, kak cuurtaror Watanabe u
COAaBT., JJI 3TOTO JOCTATOYHO TPAHC-
OpOHXMabHOU OWONCUU TIPU  YCIO-
Bun uckmoueHuss WJI® mo maHHBIM
KTBP [21].

[Tporno3 npu HUII Gonee Gaaronpu-
arueiit, yeM npu WJI®. KinuHnueckoe
TeUeHWe W BBDKUBAEMOCTb OOJBHBIX
3aBUCAT OT BBIPAKEHHOCTH JIETOYHOTO
¢ubpoza. [lATWIETHSSI BHIKMBAEMOCTD
MpyY KJIETOYHOM BapuaHTe COCTaBIISI-
er 100 %, npu ¢Hpubpo3HOM BapuaHte —
90 %. JlecaTuneTHss BBLKMBAEMOCTD
npu HUII cocrasisiet okoio 35 % [17].
JnutenbHoe HabmoneHue 32 OOJbHBIMU
cpunetenbeTByeT, yTo HUII He gaBnsetcs
panHHeit ctamueit UJ1D.

Jleuenne HUTII nanoMuHaer tepanuio
npu WJI®. IMpumenenue I'KC 6e3/c
N00aBIeHNEM IUTOCTATUKOB MPUBOAUT K
VAYYILIEHUIO WK CTaOUIM3aluK TPUOIH-
3utenibHO Y 75 % GonbHbIX [17, 20]. Kak
n y 6onpHbIx MWD, mpu HUII B cxemy
tepanuy BkiovaoT NAC.

KpuntoreHHas
OpraHuU3yIoLanca
NHeBMOHMA

KOIT onmncana Davison B 1983 1. [23].
Cunonnmamu KOII sBnsrorcst obaute-
PUPYIOIIMIT OPOHXUOJIUT C OPraHM3yIo-
mieiics mHeBMoHMeH [24] u mponudepa-
TUBHBII OpoHXuoauT [25].

B GonbimHcTBe ciydaeB (70—90 %)
KOII sBnstercss uamonaTtuueckoi [24].
Cpenu ycTaHOBJIEHHBIX TPUYWH HANOGOTb-
niee 3HaueHue umerot C3CT u ocioxHe-
HUSI JIEKapCTBEHHOM Teparnmuu (amMuomia-
POH, TIIpernaparhl 30j10Ta U 1p.) [26].
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Puc. 2. Hecneundmyeckasa UHTepCTULMaNbHas MTHEBMOHUSA:
KkapTuHa KTBP u ructonornyeckas KaptuHa (Gprvbpo3Hbivi BapraHT)

Puc. 3. KpuntoreHHasi opraHU3yIoLanca NHeBMOHUS:

KapTUHa KT n rucronornyeckas KapTuHa

3aboneBaHue yalle pa3BUBAETCs
y moneil B Bospacte 50—60 jer, Myx-
YUHBl W XEHIIWHBI OOJICIOT OIMHAKO-
Bo yacto. Knunuueckas kaptuna KOII
XapaKTepu3yeTcss OCTPBIM/TIOLOCTPBIM
TeYeHWEM, 4acTO HAITIOMMHAET OaKTepu-
IbHYI0 TTHEeBMOHMIO. CpemHsist TTpoIoI-
KUTETbHOCTh 3a00JIeBaHUSI 1O MOMEH-
Ta IOCTAHOBKM JMarHo3a COCTaBJIsET
2—6 mecsaues [26]. Haunbomee yacThiMu
cumntomamu KOII gBnsiorcs kanienb
90 %), ompika Tpu  (GU3NUECKON
narpy3ke (80 %), muxopanka (60 %), mpo-
IYKIWSI MOKPOTHI, CTab0CTh, CHIKEHUE
macchl Tena (50 %) [26]. XapakTepHblii
ayCKYJbTaTUBHBIN (heHOMEH — KOHEUHO-
uHcrmparopHass kpernurtauus (75 %);
CBUCTAIIME XPUITBI BBICTYLIMBAIOTCS
pexe, OOBIYHO BMECTE ¢ KpEMUTaluei.
CunnpoM “6apabaHHBIX Manouek” He
xapakrtepeH st KOII. Pyrunnbie nabo-
paTOpHBIE TECTHI BBISBISIIOT JICHKOIIMTO3
nepudeprueckoii kposu (50 %), mOBbI-
menne COD u C-peakTUBHOTO Oenka
(70-80 %) [1, 26].

TUMUYHBIM PEHTTCHOJIOTMYECKIM MPH -
3HakoM KOIT sipisieTcst Hajimuue IByCTO-
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pPOHHUX (pexe — OIHOCTOPOHHUX) TISIT-
HUCTBIX TUIOTHBIX 0YaroB KOHCOJTUAAIINN
CyOIUIeBpaIbHOW JIOKANU3AIH; JIETOY-
Hble 00beMBbl OOBIYHO coxpaHeHbI [10].
Pexe BoutBnstior nuddys3Hble y3emIKoBo-
ceruarbie u3menenust (20 %). [Mpu KTBP
oyary KOHCOJNUIAIUU C “BO3MYIIHBIMU
OpoHXxorpaMmMamMu” ¥ oOdYarum ‘“maro-
Boro crexyia” oGHapyxusaioT B 80 %
ciyyaeB (puc. 3) [10]. Pasmep uHbWIbL-
TPATOB MOXET BapbUPOBATHECS OT 2 CM JI0
nonesoro nopaxkenus. [Tpu KOIT onwuca-
Ha MUTPAIsl JITOYHBIX MHOWIHTPATOB,
Yalle BCero — OT HIDKHUX K BEPXHUX OTIe-
nam Jrerkux [1, 10, 26]. Bonee peaxumu
Haxonkamu nipu KTBP y GonbHbix KOIT
SIBJISIIOTCS  LIEHTPOJIOOYISIPHBIE  Y3€JIKHU,
JIMHEHbIE TeHU, TIEBPATBHBINA BBITIOT.

[lpn byHKUMOHANIBHBIX MCCIeq0Ba-
HMSIX 3a9acCTyIO BBISIBIISIIOT yMEpPEHHbIC
PECTPUKTHBHBIE M3MEHEHUsT (CHIKEHUE
RV, FRC); 6poHxuanbHasi oOCTpyKLUs
BcTpevaercs peako (20 %), B OCHOBHOM
y KYpWIBIIMKOB [26]. V GosbIIMHCTBA
0OJIbHBIX OOHAPYXMBAIOT BBIPAKEHHOE
cHmxenre DLCO u npusHaku Hapylie-
HMS ra3000MeHa.

Mopdonoruueckas kaptuHa KOII
XapaKTepu3yeTcss HATMIUEM TOJIUTIOBHII-
HOW TpaHyJISLUOHHOW TKAaHW, COCTOSI-
meit u3 nponudepupyrommx Guodpoda-
CTOB U MHUO(pUOPOOIACTOB, B TPOCBETE
pecrnupaTopHbIX OpPOHXUOJN U AJIbBEOJ
W XPOHUYECKOTO BOCHAJCHUS, OKpY-
JKAIOIIETo anbBeondbl (puc. 3) [23-25].
[Maromornyeckuie M3MeHEHHST UMEIOT, KaK
MpaBWIo, “TIATHUCTOE”, IEPUOPOHXUATb-
HOE pacrpocTpaHeHue 6e3 3HAYMTeTbHO-
TO HapYIIEHUS JITOYHOM apXUTETOHWUKM.
BoipaxkeHHble (hrOpo3HbIe U3MEHEHUS He
xapaktepHbl 111 KOIT. [Tpu mmrosrormye-
ckoM uccienosanun bAJI, xak npasuiio,
00HApYKMBAIOT BBICOKWIA JUMGBOLUTO3
(> 25 %), npornopiys HeiTpohUIOoB U
303MHO(MUIIOB TaKKe TIOBBIIIeHa [28].

CnonranHoe ymyumenue mpu KOIT
OIMCAaHO, HO CIydaercs pemko [26].
Tepanust Beibopa — mepopainbHbie [KC.
KnuHaeckoe ymydiieHre HaCTyTaeT yxke
yepe3 1—3 cyTOK OT Havaia mpuema rmep-
BOI I03bI; PEHTTEHONIOTUIECKNE U3MEHe-
HUSI MCYE3al0T Yepe3 HECKONbKO HeNlelb.
OOBIYHO HAYMHAIOT C TPETHM30JIOHA B
no3e 0,75 Mr/Kr/cyt, uyepe3 2—4 Hemenu
03y TIOCTETIEHHO YMEHbBIIAIOT, 00IIast
nmmutenbHocTh Tepanuu [KC cocrasnsier
or 6 mo 12 mecsues [26]. IIpu cHuxe-
Huu 1o3el ['KC peunnuBbl 3a601eBaHUS
BO3HUKAIOT J0BOJBHO Yacto — B 58 %
cilyyae, B TAKOW CUTYallud BHOBb YBENIU-
YUBAIOT 03y CTEPOUIOB [27].

ITporxos mpu KOIT 06b14HO Giarornpu-
SITHBIA, OOJIBIIMHCTBO OOJBHBIX TMOJIHO-
cTbhio M3neunBaiotTcs npu npueme 'KC.
B penkux ciayyasix HabaomaeTcs mIoxoit
OTBET Ha CTepOMIbl M HEYKIOHHO TMpPO-
rpeccupytoniee tedeHne KOII [29]. Ero
MPEAUKTOPAMU SBISIIOTCS TpPEUMYyIle-
CTBEHHO PETUKYJISPHBII TUM MO JAHHBIM
KT, orcyrctBue numodonuto3a B BAJI
[26]. ¥ Takux OOJBHBIX PEKOMEHIOBAHO
WCTOJIb30BAaHME LUTOCTaTUKOB (LIMKJIO-
(ocdamuna, azaTronpuHa).

JeckBamaTUBHasA
WHTEepCcTULManbHasA NHEBMOHMUA
JUIl sBnsieTcss NOBOJBHO DPEAKUM
3a0osneBanueM u3 rpynmnbsl MUII. Tlepsoe
onucanue NI 6w110 cnenano Liebow u
coanT. B 1965 r. [30]. Cam 3TOT TepMUH
He SIBISICTCS TOYHBIM, CKOpPEe BCEro 3TO
JIaHb UCTOPMYECKUM TpPAIUIIMSIM: paHee
MPEAIOoJIarajioch, YT0 OCHOBHBIMU KJe-
TOYHBIMU 3JIEMEHTaMU, BBISBJISIEMbIMU B



TPOCBETE AJTbBEOJI, SIBJISIOTCS I€CKBAMU -
poBaHHbIe 3nUTeaMaNbHble KieTku [30],
a He aJbBeOoJsIpHBIE Makpodaru, Kak
OBLJIO YCTaHOBJIEHO TTo3aHee [31].

Onuaemuonorus NIl npakruue-
cKM He usydeHa. bonee 90 % GONBHBIX
SBJISIIOTCS Kypwiiblikamu. Kpome Toro,
onucanbl penkue ciydau JWII, accoum-
HMPOBAHHOM C IPYTUMH COCTOSTHUSIMU —
C3CT, peakuusiMd Ha JiIeKapCTBEHHbIE
npenapatsl u np. [31-33].

CambIM yacTbiM cumnitomom JAMIT, kak
u nipu apyrux UUTI, gaBnsercs oxpliiika,
BO3HUKAIOIIast CHavasIa py (pr3nIecKoii
Harpyske, a 10 Mepe TPOrPeCCUPOBAHMUS
3a0osieBaHUSI U B TIOKOE (BCTpedaercs y
85—100 % GonbHbIX) [20—33]. BropbiM
no yacrote cumnromom JAWII sBnsiercs
Kallesib, Yalle BCero CyXOil WIM C TIpO-
IyKIeR CKymaHOil MOKpOThI (40—80 %)
[30—33]. Havamo 3aGoneBaHus OOBIYHO
noctenieHHoe. CUCTeMHBIE TIPOSIBICHUS
(Mxopajika, apTpairud M JOp.) BCTpe-
yarorcst penko [33]. Ipu pusukaibHOM
00C/IeIOBaHMK TIPUMEPHO Y TIOJIOBUHBI
OOJBHBIX TIPUCYTCTBYET KpEIUTAIINS;
KpOMe TOTO0, TaKXKe TOBOJBHO acTo (13—
50 %) BBISIBISIETCS CUMITOM “OapabaH-
HbIX majouek” [32—33]. JlabopaTopHbie
nokazatenau npu JAWII He maior nomon-
HUTEJIbHOU MH(MOPMAITIH.

HaubGosnee uyacTbiM M3MEHEHUEM,
BBISIBISIEMbIM Yy OosibHBIX JAWIT 1ipu
MpoBeeHNU (DYHKIIMOHATBHBIX TECTOB,
SaBygeTCs BeIpakeHHoe cHipkeHrne DLCO
[30, 32-33]. Ilpu mameko 3aimemnIux
cramuax 3a0oyieBaHMSI MOXET HalbIo-
JAThCsl TUITOKCEMUS, KOTOpasl 3aMETHO
yCUIMBAeTCsS TpH (DU3MUECKOI Harpys-
Ke. Bo3aMoXXHO HapylleHue BEHTUJISIIIII
10 OOCTPYKTHBHOMY M PECTPUKTHBHOMY
TUMaM (MocaeIHNe BCTpevaloTcs B 2 pasa
vame) [32—33].

Kak mpaBuio, y 6onpHbix IWTT nzme-
HEeHUs OOHApYXMBAKOTCSI TPU OObIYU-
HOI peHTreHorpauu TPYIHON KISTKH
[10, 30—33]. CaMbIMU YaCTBIMU U3 HUX
SIBJISIIOTCS IBYCTOPOHHUE TTOJIST 3aTEMHE-
HUI TIO TUIY “MaToOBOro CTekia”, yaile
BCETO JIOKAJTU3YIOIIMECS B HIDKHUX OTIe-
Jax jerkux. Kpome Toro, mpumepHo y
50 % 6GoapHbix npu KTBP moryr GbITh
BBISIBJICHBl PETUKYJISPHbIE M3MEHEHUS,
O0OBIYHO JIOKAJIM30BaHHbIE M HETpyOble
[10, 33]. TIpumepHo B 20 % ciyyaes
M3MEHEHMS IO TUIy “MaTOBOIO CTEK-
Ja” TpaHC(OPMUPYIOTCSI B PETUKYJISIP-
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Hble U3MEHEHMsI, YTO O3HAyaeT pa3BUTHE
JierouHoro ¢pubposa [34].

KapauHaabHbIM  MOPGOJIOTrMYeCKUM
npuszHakoM JIMIT aBnsieTcss Hanmuuue
3HAYUTEJbHOTO KOJMYECTBA MaKpo-
(aroB B mpocsere anbeeon [30—33].
AJIbBEOJISIpHBIE TTePEropoAKU MH(PUIb-
TPUPOBAHBI TMMDOLIUTAMU, MHOTIA 303U -
Ho(pMIaMU; MOXET Ha0II0AaThCs HE0O b~
1I0€ MOBBILICHUE CONEPXKAHUS ME3CHXU-
MaJIbHBIX KJIETOK, OJHaKo (ubpo3, Kak
MPaBWJIO, BbIpAXEH He3HAUMTeabHO. [Lis
JAUII xapakTepHO TOMOT€HHOE Mopaxe-
HUe Bcell JIErOYHOM mapeHxumsl [31].

Juarno3 JAMWII pomkeH ObITH pac-
CMOTPEH TpPHM HAJIWYUU COOTBETCTBYIO-
el KIMHUYEeCKON KapTHHBI (OIbIIIKa,
CyXOil Kaliesb, “OapabaHHbIE TMaloy-
K1), 3MUIEMUOJOTUYECKUX (HhaKTOPOB
(KypuabIuK, Bo3pact 40—60 jeT), HyHK-
LIMOHAJILHBIX TapaMeTpoB (CHMXKEHUE
DLCO) u peHTreHOJIOrnyeckux Ipu-
3HAKOB (CUMMETPUYHBIC IBYCTOPOHHUE
M3MEHEHHs o TUIMY “MaToBOro crekia”
B 0a3zajbHBIX oTienax Jjerkux) [30—33].
Tlpu coMHMTETBHON KapTHHE PEKOMEH-
NYIOT TIPOBEIEHME TOPAKOCKOMMYECKOM
ouoncuu Jerkux [2].

OTka3 OT KypeHMsI SIBJISIETCSl TepBBIM
aranom Jieuenuss NI, 1. K. yacto Bener
K 00paTHOMY pa3BUTHIO 3a00seBaHus [33].
Jnst 6onbuinHceTBa 60s1bHBIX AT ocHOB-
HBIM JIeYeHUEM SIBJISIETCSl Teparusi Mpei-
Hu30j10HOM B mose 40—60 mr/cyr [33].

Ha ¢one tepanuu I'KC xnmHuyeckoe
yIydlleHUe WK CTaOwiu3alus TeuyeHUs
3a00J1eBaHUsl HaOJ0faeTCd MpUOIN3U-
TeJIbHO Y IBYX TpeTeil 60sbHbIX [32, 33].

[Iporuos npu JAUII BbirogHo oTaMYa-
ercst o MJID: 5- u 10-neTHsIsT BBDKUBae-
MoOCTh cocTaBsteT 95,2 n 69,6 % cootBet-
cTBeHHO. OIHAKO B pslie CIyyaeB UMEET
MecTo ObicTpoe nporpeccupoBanue JIUTT
C OYEHb IJIOXUM MPOTHO30M [32].

OcTpas uHTepcTULManbHas
NMHEBMOHMSA

[lepBoe ynomunanue o6 OWII oTHO-
cutes K 1935 r., korma Hamman u Rich
OIMMCATM YEeThIpeX OONBHBIX C OBICTPO-
TIPOTPECCUPYIONIEH JIbIXaTeIbHOM Hemo-
CTATOYHOCTHIO, TIPUBEAIICH K CMEPTH B
TeUeHHe 6 MecsleB OT Hayajia 0OJe3HU
[35]. nurtenbHoe Bpemsi C CHUHIPOMOM
Hamman—Rich accouuunpoBanu u npyrue
M3J1 (B mepBy1o ouepens MJID), oqHako B
HacTosIIIee BpeMst K HeMY OTHOCSIT TOJIBKO
OMWII [36, 37]. B coBpeMeHHBIX PyKOBOJI-
ctBax OUII paccmarpuBaercs Kak 3a060-
JIeBaHUE, XapaKTepu3ylolleecss Mporpec-
CHUPYIOIIEN JBIXaTeJIbHOW HEJOCTATOYHO-
CTbIO, B OOJIBIIMHCTBE CITy4aeB MPUBOJIS-
mieil K tetarpHOMYy ucxony. KimmHuueckast
KapTHHA HATIOMWHAET OCTPBIN pecrupa-
TopHBIT pucTtpecc-cuHapom (OP/C),
onnako rpu OUII HensBecTHa MpUUMHA
3a00IeBaHNS U B TIPOIIECC HE BOBIEKAIOT-
csl IpyTue CUcTeMbl opranusma [38].
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Il AKTYAJbHbIE OB30PbI

s OUII xapakTepHO 0YeHb OBICTPOE
HapacTaHhe CUMIITOMOB 3a0o0JieBaHMUS.
ITo naHHBIM HemaBHUX pabOT, BpeMsl OT
TTOSIBJICHUST TIEPBBIX CHMIITOMOB J10 00pa-
LIeHUs1 3a MEIULMHCKOW MOMOUIbIO Y
OOJIBIIMHCTBA OOJIBHBIX COCTAaBJISET HE
Oosnee 3 Henenlb, OYEHb PENKO MPEBbI-
wag 2 Mecsua [37—40]. ¥V GonbiinHcTBa
0OJIbHBIX Hayalao 3a00JieBaHMS COIpPO-
BOXA€TCS TPUMIONOA0OHBIM CUHAPO-
MOM. 3abojieBaHME pa3BUBAETCS B JIIO-
o6oM Bospacte: OUII omnucan y 0601b-
HbIX oT 13 mo 83 ner [38, 39], cpenHuit
BO3pacT cocTapjisieT okojio 54 ner [40].
OIMHAKOBO YaCTO BCTPEUALTCS Y MYXKUNH
" XeHIMH. Hanbosnee 9acTbiMy CUMIITO-
mamu OUII gBnsitoTCS HEMPOAYKTUBHBIN
Kainei b ¥ IUCITHO3. JInxopanka BcTpeva-
eTcsl, TI0 TAHHBIM Pa3HbIX UCCIIeNOBAHMIA,
y 35-75 % 6onbHbix [40]. K mpyrum
cumntomam OMWII oTHOcAT Muanrum,
roJIOBHY10 00Jib, c1abocThb. [1pu ocmMoTpe
obparatot Ha cebs1 BHUMaHNe TaXUITHOD,
Taxukapaus, umaHo3. [lpm ayckynbra-
LMY BBICJIYIIUBAIOT KPEMUTAIMIO (OKOJIO
70 %), pexe — Cyxue CBUCTSILIME XPUITbI
(okoJ10 30 %) [40].

DYHKIIMOHANBHBIE TECThl HECTIEN-
(uuHbl (CHUXKEHME JIETOUHBIX 00BEMOB,
M PY3NOHHON CIMOCOOHOCTU JIETKHUX);
U3-32 KpalHEl TAXECTU COCTOSHUS
OONIBHBIX TOTHOUEHHOE (DYHKIIMOHATb-
Hoe MccieioBaHue 3aTpynHeHo [38, 40].
XapakTepHbsiM npuzHakomM OWIT sBis-
eTCsl BbIPAXEHHAs TUIOKCEMMsI, YacTo
pedpakTepHass K KUCIOPOAOTEpaNuu
[38, 40]. BombIIMHCTBO OOJBHBIX, OIH-
CaHHBIX B JIUTEpaType, TpeOOoBamu MPO-
BElICHUS MEXaHMYECKOW BEHTWISLIUU
JIETKUX.
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Pentrenorpadus npu
OMII nBycTOpOHHME TSTHHCTBIE PETH-
KYJIOHOIYJISIDHBIE TEHM, NPAKTHUECKHU
pacripocTpaHSOIIMeCsT Ha BCE JIETou-
HbIE TIOJIS, 3a MCKIIOYEHHEM pebepHO-
nuadparMasbHBIX CUHYCOB, U TLJIOTHBIE
UHOUIbTpaThl (KoHcomumanums) [1, 10,
41, 42]. JleroyHbie TIoast MOTYT OBIThH
yMeHbIIIeHbl B pa3Mepax, B 30 % ciy4a-
eB OTMEYEH HeOOJbIION IJIeBPabHbIN
BbITIOT [10, 42].

TunuynsiMu Haxonkamu nipu KTBP
SIBJISIIOTCS. YYaCTKM TIOHMKEHHOM Tpo-
3paYHOCTH MAapEeHXMMBI MO TUIY “MaTo-
BOro cTekJa” M KoHcoiaumanuu (Oosee
90 %), nunaraist GPOHXOB U HApYILEHKE
JIETOUYHOM apXUTEKTOHUKM [41, 42].

Mopdonoruyeckoii ocHoBoit OWII
SIBJIIIOTCSl PAHHSSI M TO3AHSS (OpraHu-
3ywolascs) crandu audaoy3sHoro aib-
BeoJisipHoro mospexaeHus [11, 37, 39].
ITopaxkeHue Jerkux HocuT Auddy3-
Hblii XapakTep. B panHeii ¢aze OUII
B JIETKMX Mpeo0afaloT 3KCCyIaTHBHbIC
U3MEHEHHUsI B BUOE MHTEPCTUIIMATIBLHOTO
1 BHYTPUAJIbBEOJSIPHOTO OTEKa, KPOBO-
W3JIMSIHUM, CKOTUIEHUIT (puOpuHa B ajib-
BeosiaX, B MOCJEAYIOLIEM MOSIBISIOTCS
TMaJMHOBbIE MEMOpaHbl U MHTEPCTULIM-
anbHOE BocrajieHue. ['majuHOBbIE MeM-
OpaHbl — TOMOTEHHbIE 203UHOGMUIbHbIC
JIEHTbI, TOBTOPSIIOIINME KOHTYPBI aJIbBEOJT;
00pa3yloTcsl B KOHILIE MEPBbIX CYTOK OT
Havaja 3a0oJIeBaHMsI, TOCTUTAIOT TTMKa
K 4—5-M cyTKaM U COXpaHSIOTCS 10 IBYX
Henenb. Llutonornueckas kaptuHa BAJI
XapaKTepHU3yeTCcsl TIOBBIIIIEHHBIM YMCIIOM
KJICTOYHBIX 3JIEMEHTOB ¢ TpeobianaHueM
Hetpodwmnos (37—74 %) |38]. das mop-
donornyeckoir BeprubUKAIIMKM TMATHO3a
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DddexruBHol Teparmu OUII B HacTo-
siiee BpeMsl He cylecTByeT. B 0o0Jb-
IIMHCTBE ONMUCAHHBIX ciaydyaeB OWUII

JIETOYHBI
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