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OT UIMONATUYECKOTO ®UBPO3UPYIOIIETO
AJIBBEOJIUTA K UIMOTNATUYECKOMY JIETOYHOMY ®GUBPO3Y
(YACTD II)
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®edeparbHbil HayYHO-KIMUHUYECKUU UeHmMp crieyuasiu3duposaHHbIx 8U008 MeOUUUHCKOU MoMowu u
mMeoOuyuHckux mexHonoauti ®MBA Poccuu, Mocksa

Bropas yacTh aHaIUTIYECKOro 0630pa IOCBsIIeHa 0COOEHHOCTSAM KIMHUYECKOI KapTUHBI, TeYeH NS
U IMarHOCTUKYU UIMOIATUYECKOTO JIerouyHoro ¢hpubposa. BoJbiioe BHUMaHKe YieIeHO cleluduyecKuM
CUMIITOMAaM IIPYM KOMIIBIOTEPHOI ToMOrpaduu, MO3BOJSIONMM OCTaBUTh AMArHo3, He npuberas K
ouorcun serkoro. OOGCysKAeHbl COBPEMEHHbIE MOAXObl K MHBA3UBHOW IUATHOCTHKE, I1E€PCIEKTUBDI

HCITOJIb30BaHUA KPUO3OH/IOB.

Knroueeoie croea: Vipuonatudeckuii ierouubiii (hubGpo3, KOMITbIOTEPHAST TOMOTPadust BBICOKUX Pas-

peleH i, KpHOGUOIICHSL,

FROM IDIOPATHIC FIBROSING ALVEOLITIS TO IDIOPATIC LUNGS FIBROSIS

AV. Averyanov, V.N. Lesnyak

The second part of the analytical review devoted to features of the clinical course and diagnosis of
idiopathic pulmonary fibrosis. Special attention is paid to the specific CT symptoms allows diagnosis
without lung biopsy. Current approaches to invasive diagnostics and perspectives of cryoprobe are

discussed.

Keywords: Idiopathic pulmonary fibrosis; high-resolution computed tomography, cryobiopsy.

Hnonatryeckuii jerounsiii puopos — crernu-
(bryeckasg ¢dopmMa XPOHUYECKON IPOrPeccUpyio-
el pubpo3UpyoIeil NHTEPCTUIMANBLHON ITHEB-
MOHUU HEM3BECTHOW 3TUOJIOTUM, BCTPEYAIOIIAsICS
MIPENMYTIECTBEHHO B MOKUJIOM BO3pPacTe, OTPaHU-
YeHHasl JIeTKUMHU U acCOIMUPOBAHHAS C THUCTOJIO-
TMYECKUM U/UJIN PEHTTeHOJIOTNYEeCKIM TTaTTePHOM
0OBIYHON MHTEPCTUIMAIBHON THeBMOHMM [1].

NJID — naubosiee pacrpocTpaHeHHast (opma
UMOTIATUYECKUX NHTEPCTUIINATBHBIX ITHEBMOHUA,
cocrasistiomast ot 50 no 60% ciyyaeB B JaHHOI
rpymie 3abojeBanuii [2]. dnupeMuoOIOrnIecKre
uccse10BaHus 10Ka3aau, YTo, HallpuMep, B aMepu-
KaHCKOW MOMyJISIUuU pactnpoctpaneHtoctb MJIM
rkosebaerca ot 14 no 42,7 na 100 000 macenenus,
mpudyeM HabJII0IAeTCsT TIOBCEMECTHBIN POCT 3a00Te-
BaemocTH B iociennue 20 mget [3]. Hemasno 3aBep-
IMUBIIUICSA KPYITHBIN 3TUAEMUOJIOTHYECKUIN TTPO-
ekt B Kanaze BBISABUJ pPacpOCTPAHEHHOCTh Ha

yposhe 41,8, a 3abosieBaemocts 18,7 ciyuaes MJID
Ha 100000 nacenenud [4]. IKcTpanoaupysi aTu
JTAHHBIE HA POCCUMCKYIO TIOTTYJISIIAIO, MOKHO TIPe/I-
MOJIOKUTH, 9TO B Hamielr ctpane He Mmeree 30000
MAIUEeHTOB CTpajaeT AaHHBbIM 3a0oseBatnem. C
YUETOM YBEJTUYEHUS TTPOAOKUTETHHOCTH SKU3HU
HaceJeHus, 9KCIEePThI TIPU3HAIOT, YTO PaCIPOCTpa-
nernnocts VJIM Gyner u pasbiine yBeTMUUBATHCSL.
Tax, B cTpanax EBpocoro3a exeroHo AnarHoCTH-
pyetcst okosio 40000 HoBBIX caryuaeB UJID [5].
Ituosnorus NJID wneusBecTHa, oxHaKO (hak-
TOPbI pucKa 3aboJieBaHUS XOPOIIO H3ydeHbl. K
HUM OTHOCSATCS: KypeHHe, TeHeThueckue Qak-
TOPBI, MOXKUION BO3pACT (CPeHUI BO3PACT OKOJIO
65 J1eT), KOHTAaKT C a’pPOTOJIOTAHTAMH, TacTPO-
azodareasibHas peduriokcHas 0oJie3Hb, U, BO3-
MOJKHO, JlaTeHTHble nH(peKnu. CTOPOHHUKHN Tep-
MUHA <«UANONATHYeCKUil (HrOPO3UPYIONIHii anbBe-
oty (MMMA) MHOTOKPATHO TIO{YEPKUBAJIN CYIIIe-
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cTBeHHO O0JTee MOJIOI01 Bo3pacT maineHToB MDA,
He gocTrranommii 50-j1eTHero pybexa. ITo CBA3aHO
¢ TeM, uto K rpymnie MDA Obuin oTHeCeHbI maiu-
enTbl He TOIbKO ¢ JID, Ho u ¢ Hecrienuduueckoit
nHTepcTutnaabuol maesMonueit (HUIT), «omomo-
AUBIIIHE» OOIIYIO CTATHCTHKY.

Mopdonorus

I'ucronornueckasi kaprtuna WJID coorser-
CTBYET XPOHMYECKOI 00BIYHOI MHTEPCTUIIMATBHON
naesmonnu (O6UIT), xapakrepusyiomieiicst mpeod-
nasanueM 1ud¢y3HOTO XPOHNYECKOTO TOPAKEHMS
JIETOYHOTO MHTEPCTHUIUS PECTTMPATOPHBIX OT/ETIOB
JIETKUX, C Pa3BUTHEM B HUX BOCHAJEHUS, TATOJIO-
ruyeckoii penapanyu 1 Gudposa, IPUBOAIIUX K
MPOTPeCCUpyIonieil bIXaTeTbHOW HEI0CTaTOYHO-
ctu. Kpaiinum Boipaskenem pazsutust NJ1D sBois-
eTcst (hOPMUPOBAHME «COTOBOTO JIETKOTO», XapakK-
TEePU3YIONIETOCd COYeTaHNEM WHTEPCTUIUATBHOTO
($bubposa u KUCTO3HOI TpaHchopMaIein TepMu-
HAJIBHBIX ¥ PECIMPATOPHBIX OPOHXUOJ U abBEOJI
[1, 6] ¥ GosbiinHCTBAa GONBHBIX YK€ HA MOMEHT
muartoctuku OOMIT o6HApyKUBAIOTCS ITO3IHUE
M3MEHEHUSI TI0 TUITY «COTOBOTO JIETKOTO».

Mukpockonuyeckre MpOSBICHUS HavyaJbHBIX
usmenennii npu O6UII ykiaabBaoTCs B KapTHHY
MEKYTOYHOTO 9KCCYZATUBHOTO M 3IKCCYIATHBHO-
MPOLYKTUBHOTO BOCTIAJIEHUSI B COYETAHUU C T1ATO-
JIOTUYECKOU penapariueii 1 paHo (GOpMUPYIONTUMCS
UHTEPCTUIATBHBIM (hrbposom (puc. 1-3).

NJIO® ornuuaercst ot apyrux UUWIT Gosbireit
BBIPDAKEHHOCTBIO TIOBPEXACHWS, HAJINYUEM He
CTOJIBKO XPOHWYECKOTO BOCTAJIEHUS, CKOJbKO
MATOJIOTUYECKON perapanuu M CKJIepo3a WHTep-
CTUIMSI PECIIMPATOPHBIX OT/EJOB JIETKUX ¢ 0Opa-

Puc. 1. MIID. Cragms «cotosoro
NIErKOro». Ydacrok Cknepo3a MHTepCTums
€ MMOPHBPOBIACTUYECKMM POKYCOM
(cTpenka). OKpacka reMaToKCHIMHOM 1
s03uHom. X200. (n3 apxmsa npog.

EA. Korar)

Puc. 2. MIID. ObbruHas nHTepCcTHLMAITL-
HQs THEBMOHMS. 30Ha BPOHXMONO-
QUIbBEOJIAPHOM TPAHCPOPMaLm C
npompepaumesi mmopubpobnacros u
PopmmpoBaHmem mmopubpobnactmiec-
Koro gokyca (xentoro usera, gykcuH-
HeratusHbii) . Okpacka no Bar [nzoHy.

3oBaHreM MropudpodiacTuyeckux Gokycos. [Ipu
3TOM OOHAPY/KUBAIOTCSI PACIIPOCTPAHEHHbIE, MO3a-
WYHO PaCIIoJIOKeHHbIe (DOKYChl TOPaskeHUsT Cpean
HEU3MEHEHHOU JierouHoil mapeHxumbl [6]. Yem
JOJIBINE JITTCST 3a00JI€BaHIe, TEM MEHBIIYIO TI10-
a/Th 3aHUMAIOT COXPAHUBIIINECS YIACTKH.

Bocmanmresnbublit ”HOUIBTPAT B MHTEPCTUTIT
TIpe/ICTaBJIeH MPENMYIIECTBEHHO JTUM(OTUCTUOTIH -
TapHBIMU 3JIEMEHTaMH, HEPEIKO C TIPUMEChIO Hell-
TPO(UIOB, KOTOPble B OCHOBHOM JIOKATM3YIOTCS
B npocsere anbseos. OGMII ormyaercss npucyt-
cTBUeM OOJIBIIOrO KOJUYECTBa 0CO60ro (heHOTH-
MMAYECKOTO BapUaHTa aJbBEOJISIPHBIX Makpodaros
MOHOIIUTOUJHOTO THUIIA C HAJUYUEM TePBUYHBIX
JIU30COM M OTCYTCTBUEM (harosm3ocoM, a Takxke ¢
Pa3BUTHIM IIEPOXOBATHIM IHIONIAZMATHYECKUM
PETUKYJIOMOM U GOJIBIITHM KOJIMYECTBOM TIOJIAPH-
60coM. ITO yKas3bIBaeT Ha OTCYTCTBUE B HUX haro-
[UTAPHON aKTMBHOCTM W YCUJIEHHBIA OEJIKOBBII
cunres [7].

ITatorenes: C coBpeMeHHbBIX TIO3UIMI B OCHOBE
natorenesa MJID J1exuT XpOHUYECKOE MHKPO-
TIOBPEJK/IEHUE OIUTENUATBHBIX KJETOK JIbIXaTelTh-
HBIX TIyTel € HapyIleHWeM eCTeCTBeHHOW pemnapa-
11U, SMUTETNATBHO-ME3eHXUMATBbHON TpaHchopMa-
e, nposdeparpeii hubpodmactos u MuohudPo-
6J1aCTOB, yCTOMYMBBIX K AIIONITO3Y, TUIIEPIIPOLYKIIHEI
KoJLTareHa, (puOPOHEKTHHA, U UX JEOHMPOBAHUEM
B 9KcTpariesuoaapaoM Marpukce [8, 9] B ortinnaue
oT pyrux (opM UAMOTIATUYECKUX WHTEPCTUINAIb-
HBIX ITHEBMOHMUII, WHTEPCTUIMAIBHOE BOCIAJIEHNE
He SIBJISIETCS BEAYIIUM TAaTOTEHETMYECKUM 3BEHOM
NJID, ¢ yeM cBg3aHBI MEHBIITHE YCIIEXU B JIEUEHUH
CTEPON/IaMH U IIUTOCTATHKAMM, a TaKKe XapakTep-

Rl
Puc. 3. MJ1®D. ObbiyHas

WUHTEPCTULMAILHAS THEBMOHMA.
ALEHOMATO3 B «COTOBOM JIETKOMY

C KNETKaMM PECHUTYATOrO U
ummmHapmyeckoro smmtenus. Okpacka
remarokcumHom n 303muHom. X200.
m3 apxmsa npog. EA. Korar)

X200 (n3 apxusa npog. E.A. Koran)
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Hasl PEHTTEHOJIOTMYecKasi CUMIITOMAaTHKa, B KOTO-
poii ipusHaku (huGpo3a MpeodIALA0T HAl CUMITTO-
MaMU MHTEPCTUIMATBHON WH(MOUIbTPAIIHH.
KinHuyeckas KapTHA M TeYeHne 3a00IeBaHms
Cpenu knuanueckux cumnromos WJID mpe-
006JI/IAI0T MEJIJIEHHO TPOTPECCUPYIONIAs OIbIIIKA
U HENPOJYKTUBHBIN Kalllesib, TPUCYTCTBYIOINE Y
80-90% marenToB. Ha GoJsiee MO3MHUX CTAMSIX
Kalllesib HEPEAKO TPHOOPETaeT MPOLYKTUBHBIN
xapakrep. B 30Hax, COOTBETCTBYIOIINUX «COTOBOMY
JIETKOMY», OY€Hb YaCTO MOKHO BBICJTYIIATh XapaK-
TEPHYIO 3BYYHYIO KPENMWUTAIMIO HAa BHICOTE BOXA.
HexoTopsie mcciemoBaTeim CYUTAIOT, YTO TIOSB-
JIeHWe TakoW Kpenurtamuu y Jauil crapie 70 et
JIOJKHO TIOOYINTH KIMHUIINCTA PACCMATPUBATD UX
KaK MoTeHInaIbHbIX O0mbHBIX VJIMD ¢ mocaenyio-
muM BeimosHeHneM KTBP maske mpu orcyTerBun
unoii cumnromaruku [10]. ¥ 25-50% narmenton
BCTPEYAETCs CUMITOM <«OapabaHHBIX TaloueKk» U
«YaCOBBIX CTEKOJI», IPUUYEM OH MOJKET OIEPEKATh
pa3BepHyTyI0 KJIMHMYecKyilo Kaptuny. Ciemyer
UMEeTh BBHUJY, YTO HAa PaHHUX CTaAusIX OOJI€3Hb
MOKET MPOTEKATh MPAKTHYECKU OECCHMIITOMHO.
Hecmortpst Ha TO, 4TO yCcTOsIBIIIEeCs MTpe/ICTaBIeHNe
06 NJIMD kak HEYKJIOHHO MTPOTPecCUpyiorieM 3a60-
JIEBAaHUU C MTOCTOSIHHBIM TaJIeHUEeM, XOTSI U € pa3-
HOIl CKOPOCTBIO, (DYHKIIMOHAJIBHBIX MapaMeTpOB
JIEACTBUTETHHO OTHOCUTCS K OOJIBIIIMHCTBY CJIy-
YaeB, s/ MCCJIEIOBAHNN HOBBIX aHTH(UOPO3HBIX
MperapaToB Ha 3HAUNTEIbHON MTOTYJISIINN TTallieH-
TOB MIPOJIEMOHCTPUPOBAIN BO3MOKHOCTD CTaOUIIh-
HOTO CTaTyca OT/AeIbHBIX OOJBHBIX 03 KaKUX-JT100
JIEKapCTBEHHBIX WM WHBIX UHTepBeHtnii [11, 12].
U xotst epuo HabJtoieHust OOBIYHO HE MPEBBIIIIA
18 wMecsieB, maHHbIN (EHOMEH CJefyeT YYUTBI-
BaTh [P BbIOOPE TAKTHKMU Jie4eHUsi, 0COOEHHO Ha
paHHUX cTaausx Gose3Hu. Puck o6ocTpeHuil mpu
NJID y GoNbHBIX C JIETKUM WA YMEPEHHBIM CHU-
skennem DIKEJI Takske HeBbICOK. /laHHble COOBITHS
pasBuBaioTcst He Oosiee yem y 10% Takux marmen-
TOB. ABTOPUTETHbIE IKCIIEPTHI B 00JIACTH U3y IEHUS
NJI® cunrtaior, 94TO MOKHO BBIJIEJINUTH HECKOJIBKO
BAPUAHTOB TeueHust GOJIE3HU — ¢ MEOLEHHbIM NPo-
epeccuposanuem, Korpa HabJIIOIaeTcss MUHIMAb-
HOE €KeTOIHOe CHUKeHNe (DYHKITMOHATBHBIX TTapa-
METPOB, JIOO TTOKA3ATENN OCTAIOTCS CTAOMILHBIMU
Ha MPOTSIKEHUU MHOTHUX JIET; ObLCMPO NPozpeccupy -
roujue popmul ¢ arPeCCUBHBIM TeUEHNEM U HEYKJIOH-
HBIM HapacTaHWEM JIbIXaTeJTbHOW HeJIOCTaTOYHOCTH
U unmepmummupyrouwue Gopmvi, KOrja MeprObI
CTabMIIBHOTO COCTOSTHUST YEPEAYIOTCS C TIEPUOaMU
YCKOPEHHOTO TajieHus JeroyHoir ¢ynkmuu [13].
[To-BuaMOMy, €O BpeMeHeM, OYIyT BbIIEJIEHbI

cootBetcTByMotIMe henotunsr NJID no ananorun
¢ denorunamu XOBJI ¢ muddepertmpoBanabiM
MOIXO/IOM K X JiedeHnto. CIIOHTaHHBIX PeMUCCUI
pu NJID He HabmO1a€TCS.

C 2007 r. B pamkax teuenusi MJID aktusHO
obcyskmaercss rema ero obocrpenus. Obocrpenne
NJID onpenensier okoso 40-60% merambHocTH U
0KO0JI0 35% CJlydaeB rOCIUTANIN3AINN Y TTAIIUEHTOB
¢ maHHBIM 3a0oseBanueM [ 14, 15].

Hecmortpst Ha T0, 4TO O1peiesierre 000CTPeHus:
NJI® u kputepuu AMarHo3a IMPeIIioarajf €ero
«AINOTIATUYECKUIT» XapaKTep, XOPOIO M3BECTHO,
YTO OHO MOJKET OBITH CIIPOBOIIMPOBAHO BUPYCHBIMU
UH(EKIUSIMU, XUPYPTUUECKON OUOTICHEN JIETKOTO,
acriipanue, mpoBeeHreM OPOHX0ATbBEOISIPHOTO
nasaxa [16, 17]. Mopdosornyecku pu obocrpe-
aun NJIO napsiny ¢ narrepaom O6UII BoisaBasTIOT
KaptuHy aud@ysHOTO aabBEOTSIPHOTO TMOBPEK-
nenusi. CoBpeMeHHOE oTpe/iesieHne 000CTPEHst
NJI® 3ByunT Kak <«OCTPOE KIMHWYECKU 3HAYU-
Moe YXY/IIeHHe PeclupaToOpHON CUMIITOMATUKH,
XapakTepusyioleecsi MOsIBJIeHHEeM HOBBIX pac-
IIPOCTPAHEHHBIX 30H aJIbBEOJIIPHOIO MOPAXKEHUS»
[18]. Ha KTBP nmannoe coctosiHue mpejcTaBIeHO
B BU/IE HOBBIX JIBYCTOPOHHUX 30H MaTOBOTO CTEKJIA
1/WIA KOHCOIM/AIMKM Ha (poHE peHTreHoJIoTnye-
ckoro narrepaa O6MII.

®akropamu pucka obocrpenusi NJID sipisi-
I0TCSI, TIPEK/Ie BCETO, HU3KME MCXOAHbIE (DyHKIIH-
onanpible mnapamerpol — DOIKEJI, auddysuon-
Hast CIIOCOOHOCTH JIETKUX, TUCTAHIINS 6-MUHYTHOI
XO[bOBI, a TaKKe JIErOYHast THIEPTEH3Ms], HU3KIE
MoKa3aTes i apTepruaJIbHON OKCUTEHAIUH, TTPUCYT-
CTBUE JIETOYHOU TUMEPTEH3WH, YCKOPEHHOe Taje-
nue OKEJ [19]

Jluarnos

B cuny nefmoctaTouHbIX 3HAHUI Bpaveil o JjaH-
HOI MATOJIOTUM U He CJUIIKOM IIUPOKOU pacipo-
cTpaHeHHOCTH OOJIE3HU, JIaKe B YCJIOBUSIX Pa3BU-
TBIX cTpaH 60siee 50% caydaes NJID Brauase pac-
[[EHNBAIOTCA KaK MHble HO30JiI0THYecKrue (hOpMBbI,
IpuyYeM 3a/iepsKKa B IOCTAHOBKE TOYHOTO JIMarHo3a
00bruHO cocrasisier 2-3 rozga [20]. CoBpemenHast
nuarHoctudeckast kourennus WMJID mpennaraer
mudbepeHIMpoBaHHbI  TIOJIXO K HMCIOJb30Ba-
HUIO0 WHBA3WBHBIX U HEMHBA3UBHBIX METO/IOB /IHA-
rHocTuku (puc.7). /laHHbII ajJrOpuT™M Ha TIEPBOM
JTare TpeaycMaTpUBaeT THIATETbHBIH cOOp aHaM-
He3a y TareHTa, UMeIOIIero XapakTepHble KJINHU-
YecKue TPOSBICHUS, C TeTbI0 UCKIIOUEeHUS IPYTUX
MHTEPCTUIHAIBHBIX 3a00JI€BaHUN  JIETKUX, 00y-
CJIOBJIEHHBIX 9K30TeHHBIMU (hakTopamMu (9K30TeH-
HBIN QJIJIEPTUYECKUN aTbBEOJUT, TIPO(eccuoHab-
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Puc. 4. PetukynapHsie nameHenus

y naumenta ¢ MJ1P . Yronwerne
MEXLOTILKOBbIX NEPErOPOAOK (KPaCHbIe
CTDENKM), yTONMUEHNE BHYTPHULOLKOBbIX
NEePEroposok (cnHme cTpenku); cotoBas

AereHepaums (3eneHsie cTpesnku) (3eneHvie cTpesnky)

Hble 3a00JIeBaHIs], JIEKAPCTBEHHDIE ITPETIapaTh),
CHCTEMHBIMU  3a00JIEBAHUSIMU  COETMHUTETHHON
TKaHU (PEeBMATOU/IHBIN apTPUT, CUCTEMHAasl CKJie-
poziepMus U Ip.), a TaKKe CapKOU/03a.
CrenyionuM 11aroMm sIBJIsIeTCS aHAIU3 JlaH-
upix KTBP, ¢ Bbizenenuem 3-X rpymm peHTTreHO-
JIOTUYECKUX MTPU3HAKOB, B Pa3HOI CTEIeHN Xapak-
TEPHBIX JJIs1 OOBIYHOM MHTEPCTUIMAIBHON ITHEB-
monun (OUII) — mopdosorndeckoro cyberparta
NJID (rabu.). K HUM OTHOCSTCS — DPETHKYJISIP-
HbIe CHMIITOMbI, COTOBAsI JIeTeHePaIrst 1 0COOeHHO-
CTU paclpe/iesIeHUsT 1aTOJOIMYeCKUX M3MeHeHUN
¢ mpeobiaganneM cyOTIeBpaibHbIX U 3a1HeOa-
3aJTbHBIX 30H. PeTWKYJISIPHBIN MaTTepH BKJIOYAET
B ce0sl OJINH WJIM HECKOJIbKO PEHTeHOJOTHYECKIX
(heHOMEHOB: yTOJIIIEHNE MEK/I0JIBKOBBIX ITIepero-
POZIOK; YTOJIIeHNe BHYTPHUIOJBKOBBIX II€PETropo-
JIOK, TIepHOPOHXOBACKYJISIPHbIE YTOJIIEHNUST, TPAK-

Puc. 5. PetukyngpHsie usmeHeHmns y naum-
enta ¢ MJI®. lNepnbporxosackynsp-
HbIE yTONMUEHMS (KPACHBIE CTPENKM); TPaK-
LMOHHBIF BPOHXOIKTA3 [CrHAS cTpenka),
cybrnnespansHas COTOBAS AEreHepaLms

Puc. 6. Corosasg nerenepaums ¢
YMEHbLLIEHNEM OOBEMOB HUXHUX [ONEH
nerknx. CripaBa BuaHbI TPAKLUMOHHBIE
6poHX03kTa3bl. B BEpxHux otaenax
PETHKYTISAPHBIE USMEHEHMS BbiDAXEHbI

He3HAQ4YUuTesIbHoO

IIMOHHBIE OPOHXOIKTA3BI M «COTOBOE JIETKOe» (pHC.
4, 5) [21]. PenrreHosiornyeckuii Mpu3HaK «COTO-
BOTO JIETKOTO» XapaKTepUsyeTcst 00pa3oBaHUEM
MEJIKMX TOHKOCTEHHBIX TIPUJIEKAIINX JAPYT K IPYTY
KHUCT, HAITOMUHAIOIINX MeI0BbIe COThI (puc. 4, 5).
XoTs coToBasi jereHepanus OTHOCUTCS K YHUCITY
PeTUKyJIIpHbIX TTpu3HakoB, npu WJIM ona Bbije-
JITETCST KaK OT/EJbHBIN, TPAKTUIECKN aTPUOYTUB-
HBIII CUMIITOM, IIPUCYTCTBYIOIINH JlasKe HA PAHHUX
cramusix 3a00JIeBaHNSI.

B ciryuae oTHOBpeMEHHOTO ITPUCYTCTBUS Y TIAIU-
eHTa PETUKYJIIPHBIX U3MEHEHUI, «COT», IPENMYIIe-
CTBEHHO ¢ CyOIIeBpaIbHbIM, Ga3aIbHbIM PACIIOJIOKe-
HUEM, TIPU OTCYTCTBUU aTUITUYHBIX TPU3HAKOB, /[1a-
rio3 MJIM npaBoMoueH 6e3 rUCTOIOTHYECKOTO MOJI-
TBepkaeHus (puc. 6). B navanbubix craausax NJID
PETUKYJISIDHBIE CUMITTOMBI MOTYT OBITH €llle MUHV-
MAaJIbHBIMH, Y4TO OOBIYHO 3aTPYAHSET OJHO3HAUHYIO

[Tonospenne na NJID

A 4

BoamoskHbIE TpUYMHbBI Aa
MHTEPCTUIIUAJIBHOTO ITIOPAKEHUA JIETKUX
Xapaxmepnuwiii 4
nammepn OUIT
KTBP
Bosmoocnas OUI
Manoseposmuas OUIT
He OHIT

Xupyprudeckast OHOTICHUST JIETKOTO

Koncummym KIMHUINACTA,
peHTrenoJsiora u Mmopdosuora

A 4

nJjid NJID/we NJID

He NJID ‘f

Puc. 8. HawanbrHbie npossnermus WMJIPy
naumenTa 53 net. B 3aaHmx u 6a3as1bHbIX
cybnnespansHeix oTaenax HebobLmne

Puc. 7. Anroputm amarHoctvuku rpu nogospermmn Ha VTP [1]

YH4OCTKM COTOBOW fereHepaim (cTpenky)
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Tabnuua

PeHTreHosornyeckne Kpurepuu oObIYHON MHTEPCTHIMAIbHON nHeBMOHuH [1]

Tunmunerii narrepn OUII
(Bce 4 npusHaka)

Boamozxubriii narrepa OUII
(Bce 3 mpusHaka)

Hexapaxkrepnsriii narrepa OUII
(/1106011 U3 TPU3HAKOB)

Cyb61uieBpanbHoe, 6a3aIbHOE
PaCIIOIOKEHNE
PGTI/IKyJIHpHI)Ie N3MEHEHUA
Y4dacTKku «COTOBOTO JIETKOTO»
¢/6e3 TPaKIMOHHBIX
OPOHX0IKTAZ0B

Cyb61uieBpanbHoe, 6a3aIbHOE
PACIOIOKEHUE
PGTI/IKyJIHpHI)Ie N3MEHCHUA
[TonHoe oTcyTcTBIE
HexapaktepHbix st OUII
cuMnToMoB (cM. 3 croberr)

Bepxue- nnu cpegaeoneBast

JIOKAIU3a1 s

TTepubGPOHXOBACKYIISIPHOE PACTIONOKEHTE
PacnpocTpaHeHHbIe 30HBI «MaTOBOTO CTEKJIAY,
TIPEBBINIAIONINE 30HDbI PETUKYJIAAPHBIX U3MeHeHU
MenkoouaroBbie m13MeHeHUs (IBYCTOPOHHNE,

[TonHoe otcyTcTBIE
HexapaktepHbix st OUII
cuMnToMoB (cM. 3 croberr)

MTPENMYTIIECTBEHHO B BEPXHUX JIOJISIX ),

Kuctobl (MHOKeCTBEHHBIE, IBYCTOPOHHIE, BHE 30H
«COTOBOTO JIETKOTO» )

YyacTKy OBBITIIEHHON TIPO3PAYHOCTN /BO3/YTITHBIE
JIOBYHIKY (ZIBYCTOPOHHUE, B 3-X WK O0JIee T0JIsIX)
Y4acTKy KOHCOJIUAALUN

TPakTOBKY (puc. 8 ), TeM GoJiee YTO KIMHUYECKU B
TaKWX CJIy4YasX Mal[eHThbl He YyBCTBYIOT OJIBIIIIKY.
OrcyTCcTBHE KJIIOYEBOTO CHUMIITOMA — Y4yacT-
KOB «COTOBOT'O JIETKOTO» UJIM WX aTUINYHAs JIOKa-
J3anust, Tpebyer MmpoBeeHus1 OGUONICHH JIETKOTO.
Hannune 30H «MaTOBOro cTekjIa» He IPOTHUBO-
peunt auaruozy MJID, oxnako B 1aHHOM ciydae
MaTOBOCTb He JIOMUHWPYET Ha/l PETUKYJISPHBIMU
CUMIITOMAM¥ ¥ TIPUJIEKUT K MECTaM COTOBOII jiere-
Hepaiun. [Ipeobmiaanie «<MaToOBOTO CTEKJIa» HAl
PETUKYJSPHBIMU U COTOBBIMI 30HAMU BHE TIEPUOIA
obocTpenust GOJIE3HU CBUETENLCTBYET O JOMU-
HUPOBAHUU WHTEPCTUITNATBHOTO BOCTIATEHUST HAJ
bubposom, uto nenaer auartos NJID menee Bepo-
arHbiM. OTHAKO «CMOPIIUBaHUe» Ha3aIbHbBIX OT/IE-
JIOB MOKET TPHUBOAUTH K MOSIBJIEHUIO CUMIITOMA
«MaTOBOTO CTeKJIay, OTPAKAIOIIETO B JAHHOM CJIY-
yae He MHTEPCTUIIMAJIbHOE BOCIAJIeHNe, a CHIXKe-
HUe BO3JYUIHOCTH TapeHXuMbl Jerkux. /s nep-
cuctupytomiero TedeHuss WNJID nHexapakTepHBIM

Puc. 9 WJID. MroxectseHHbie
mMmpaTnyeckue yansl GUpyPKALUMOHHOMN
U NapaaopPTaIbLHON Py, He
CMBaIOLUMECT MexAy COBOH, PasMepamu
or I go 1,5 cm.

Puc. 10. bynnesHas smpusema B BepxHes
JA0J1E NPABOro Nerkoro (KpacHsie
crpenky) y naumnerta ¢ MJ1P. Corosas
AereHepaumnsa 3aHUMaeT GONbLIYIO 4aCTh
HUXHMX [OSIEH.

SIBJIAETCS TOSBJICHUE OYaroBbhIX U MHMOUITHTPATUB-
HBIX 00pasoBaHW B MapeHxXuMe Jierkux. VX mpu-
CyTCTBUE O3Ha4YaeT JuOO aJTbTePHATHBHBIN Ha-
rHO3 (HATpUMep, KPUIITOT€HHAs OpraHu3yolla-
SICsT THEBMOHYS ), JTOO MOSIBJIEHIE HOBOI O0JI€3HU
(pak Jierkoro, MHEBMOHUS 1 JIP.).

[Tpu MJID moxer HAOMOAATHCS YBeJIMYEHUE
BHYTPUTPY/JHBIX JUM(DOY3J0B, HO HX PazMepbl
penko npesbimaot 1,5 cm [22] (puc.9). Hecnernm-
(bnuHOM, HO W HeEpeAKON HAXOJKOW y TallMeHTOB
NJID mosxer O6bITh smpusema jerkux (puc. 10).
ITo mannbim V. Cottin 1 coaBT., aMdpuseMa 0ObIYHO
JIOKAJIM30BaHa B B//I0JISIX, B MOJABJISIIONIEM OOJTb-
MIMHCTBE CJIyYaeB IPeJICTaBlIeHa OJHOBPEMEHHO
HeHTPUIOOY/ISIPHOI U MapacenTaIbHOM (hopMam,
y 54% TanueHToB TakyKe UMEITCst OyJibl, a 'y 47%
— TIPU3HAKH JIETOYHO ThTepTeH3nn [23].

PentreHosnornueckuii auarunos MJID Obisaer
0coOeHHO 3aTpyAHEeH B mepuoj obocTpeHus: 3a00-
nesanus. Ilpu aToMm Hapsgmy ¢ KiaccmyecKUMH

Puc. 11. O6ociperme MIIPD. B soHax
«COTOBOIO NIErKOro» — AUPPY3HOE MATOoBOE
CTEKIIOY, MHOXECTBEHHBIE YHOCTKM KOHCOMM-
AL [CTPENKM),COOTBETCTBYIOLLME POKYCOM
NPPYIHOrO QrIbBEONISPHOIO MOBPEXAEHUS.
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CUMITTOMaMU TOSIBJISTIOTCST TIPU3HAKY AUDPY3HOTO
aJTbBEOJISIPHOTO  TIOBPEK/IEHUS, TIPE/CTaBICHHBIE
MAaCCUBHBIMU JIBYCTOPOHHUMM 30HAMU <«MaTOBOTO
CTEeKJIa» M y4yacTKaM¥ KOHCOJIMIAIUN, 4acTO Tepe-
KPBIBAIOIINMU PETUKYJISIPHBIE U COTOBbIE M3MeHe-
Husd [24] (puc. 11).

Qynryuonamnas Ouaznocmuxa: JIJist  ONEHKH
(byHKIIMOHATIBHOTO CcTaTyca M MOHUTODUHIA Teye-
Hust 3a00JI€BaHKsT UCIIOJIB3YIOTCST TaKue MeTOIbI,
KaK OObIYHAST CIIUPOMETPHsI, OOUTLIETH3MOTpads,
TIO3BOJISTIONIAST ©IBMEPUTH OCHOBHBIE OOBEMBI JIETKHX,
uccreoBatnue anh@y3nOHHON CIOCOOHOCTH JIETKUX
1 TecT ¢ 6-MUHYTHO# X016001. XapaKTepHBIME CITH-
pomeTpuueckrmMu ripustakamu st MJID, kak u 1py-
TUX PECTPUKTUBHBIX 3a00/I€BAHUIT JIETKUX, SBJISIETCST
CHIKeHWE (DOPCUPOBAHHON JKU3HEHHOH €MKOCTH
serknx (DIKEJI wim FVC) npu coxpaHeHHOM Win
HE3HAYNTEIBHO YMEHbBIIEHHOM 00beMe (hopcrupoBaH-
HOTO BBIJIOXa 32 1 CeKyH/Ty, YTO TPUBOJIUT K YBEJITYe-
Huio cootHomernst OMB1/MIKEJL. Takke 06br9HO
cumskaiorest 061as emxoctb Jierkux (OEJI wiu TLC)
u auddysuonnas criocobHocts Jerkux (DLCO) [1].
[TpornopIHoOHAIBEHO TSIKECTH 3a00JIEBAHUST  YMEHb-
IAETCST [IMUCTAHIMsT 6-MUHYTHONU XObObI, OOBIYHO
COIPOBOKIAONIAsACS lecaTypalueil. ['a3oBblil coctas
apTepuasbHOIl KPOBU OTpakaeT HapyllleH!e CTelleHn
razoobmena B Jierknx. Cumkenne PaCO, Bragane
IIPOMCXO/IUT TOJILKO ITPU (DU3NUECKUX HArpy3Kax, a B
pasBepHyTOIi cTaznu 6oJIe3HN yKe U B okoe. [nmep-
KaITHUS TIPUCOEIMHAETCS B TEPMUHAIBHON CTAINMN.

Hnsasusnas duaznocmuxa: HecMoTpst Ha TO, 9TO
muTesbHoe BpeMs st quarnoctukn VJID ucnoms-
30BAJINCh TaKUe METOJIbl, KaK KJEeTOYHBIN aHaIu3
JKUKOCTH  OpoHxoasibeosisipHoro yasaska (BAJI)
u TpaHcOponxuanbHast Ouoncust jerkux (TBBJT),
WX POJIb B HACTOSIIEEe BPEMsI OTPAaHMYUBAETCS KpY-
TOM TIAIIMEHTOB, KOTOPBIM HEBO3MOKHO BBITION-
HUTH BHUIEOTOPAKOCKOTINYECKYIO OUOTICHIO JIETKOTO
(BTCDB) u3-3a TsKeCTH COCTOSTHUSI WJTM BBICOKOTO
pucka ocokHeHuit [25]. Majienbkuii pa3mep mare-
puasia u ero nedopmarus mpu ool THb vacto
He 103BoJsTIOT uddepentiuposars UJIO or HUIIL
u 9K30reHHOro ampBeosmrta [26]. Ilemnocts nan-
ubix MeTozioB (TBB, BAJT) 06yciioBiieHa He CTOJIBKO
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