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MYNbTUKICTO3HI 3AXBOPIOBAHHA JIETEHb
(YACTUHA 1)
B. K. Fraspucrok
Pestome

Y cTaTTi NnpeacTaseHi pesynbTaTy aHanisy nirepatypu npo MynbTu-
KicTO3Hi 3axBoptoBaHHsA nereHb (MK3J1). Lli 3axBoptoBaHHA BU3HaYaloTbCA
HaABHICTIO Ha KOMM'IOTEPHMX TOMOFPamMax MHOXNHHUX, OKPYFINX, NapeH-
XiMaTO3HMX NPOCBITNEHb, AKI MaloTb YiTKi PO3MeXKyBaHHA 3 HOPManbHO
NapeHxiMolo, i TOBLUMHOIO CTIHKK < 2 MM.

Po3pi3HATb Tpy OCHOBHI NpuunHn MK3JT — nimdaxrioneiiomioma-
TO3 (CrnopaAnyHuUii abo acoLinoBaHU 3 KOMMIEKCOM Ty6epOo3HOro ckie-
po3y), JlaHrepraHc-KNiTUHHWIA FiCTIOUMTO3 NereHb i OCTaHHIM Yacom —
cuHpgpom bepta-Xorra-[btobe (Birt-Hogg-Dube), Aakuin acouiioBaHuin 3
myTauiamu reHa FLCN. [Hwi npruvHn MK3J1 BKntoyaioTb NiMoigHi nopy-
LeHHA B lereHAx, 0cobnmao npu cuHgpomi LLlerpena (Sjégren’s syndrome),
XxBOpo6a BifKnageHHA 6e3aminoigHoro imyHornobyniny; iHbekwii; ManirHi-
3auii, 0cob6NMBO MeTacTasn CapKOM; AeCKBamaTMBHA iHTepCTULianbHa
MHEBMOHif, FiNepCceHCUTUBHUI MHEBMOHIT.

OCKinbKy1 MOXNUBOCTI peHTreHorpadii nereHb y BUABMEHHI TOHKO-
CTIHHUX KiCT Manoro i cepefHbOro po3mipy AOCUTb OOMEXeHi, paHile
Mopdonoria KicT TOYUHO aHanilyBanaca naTosioroaHaToMaMu, HanvacTile
npw aytoncii. OCHOBHi 3miHM Bigbynuca 15-20 pokis Tomy, konun KT (oco-
651MBO 3 BMCOKOK PO3[iNbHOIO 3[aTHICTIO) CTana LWMPOKO AOCTYMNHO. B
[aHuin yac pobpe Bigomi BucokocneundiuHi KT-ocobnmsocti mopdonorii
KicT y xsopux JTAM i JIKT, wo [03BONAOTb TOYHO AiarHOCTYBaTH Lii 3aXBO-
PIOBaHHA B paHHiX cTafiax 6e3 3acTocyBaHHA XipypriuHoi Gioncii nereHb.
3aBaaku moxnusoctam KT 3HauHO 36inbWwMBCA i Nepenik 3axXxBOpoBaHb,
npy AKUX PO3BMBAIOTLCA MYJbTUKICTO3Hi 3MiHW B niereHsx. Ane ronoBHe
[OCArHeHHA HoBUX KT-TeXHONOrii — Lie He TinbKu paHHA giarHocTrka JIKT,
JTAM i iHWKX 3aXBOPIOBaHb, afie i MOXNUBICTb 06'EKTUBHOI OLiHKN edek-
TWUBHOCTI NliKyBaHHA | TeMNiB NPOrpecyBaHHA 3aXBOPIOBaHb.

Y nepuwin 4acTuHi ornagy npepcTaBfieHa XapakTepucTnka ABOX
OCHOBHWX HO30M0rUHKX popM — nimdaHrionenomiomaTosy i JlaHrepraHc-
KNITUHHOrO r’MCTVOLUWTO3Y NereHb.

Knioyoei cnoea: MynbTVKICTO3HI 3aXBOPIOBaHHA nereHb, nimdaHrio-
nenomiomaTos, JTaHrepraHc-KniTMHHWI FiCTiIOLMTO3 NereHb.
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MULTIPLE CYSTIC LUNG DISEASES
(PART)
V. K. Gavrysyuk
Abstract

The review presents the analysis of current literature data on multiple
cystic lung diseases (MCLD). This group of conditions is defined by the
presence on chest CT-scan of the multiple round-shape parenchymal lesions,
clearly demarcated from normal parenchyma with < 2 mm thick wall.

There are three major causes of MCLD — lymphangioleiomyomatosis
(LAM — sporadic or associated with tuberous sclerosis complex),
Langerhans-cell histiocytosis (LCH) of lung and, in last time — Birt-Hogg-
Dube syndrome, associated with FLCN gene mutations. Other causes of
MCLD may include lymphoid disturbances, especially observed in Sjogren’s
syndrome, amyloid-free immunoglobulin deposition disease, infections,
malignancy, hypersensitivity pneumonitis.

Due to limited role of chest X-ray in detection of thin-wall cysts of
small and medium size, previously a morphology of cysts was precisely
analyzed by pathologists at autopsy. Breakthrough occurred 15-20 years
ago when CT-scan (mainly of high resolution) became available. Currently,
highly specific CT features of cysts morphology are well described in LAM
and LCH, allowing early diagnosing of these conditions without surgical
lung biopsy. Due to a development of CT technique the list of MCLD has
expanded significantly. Beside other benefits of emerging lung CT-scan
technology in diagnosing of LCH, LAM and other conditions, there is a
possibility of objective evaluation of treatment effectiveness and the rate
of progression of the disease.

The first part of the review contains a characteristics of two major
diseases — lymphangioleiomyomatosis and Langerhans cell histiocytosis
of lung.

Key words: multiple cyst lung diseases, lymphangioleiomyomatosis,
Langerhans cell histiocytosis.
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MynbTrKMCTO3HblE 3ab6oneBaHus nerkux (MK3J1) onpepens-
I0TCA Ha/IMuMeM Ha KOMMbIOTEPHbIX TOMOrpamMMaX MHOXEeCTBEH-
HbIX, OKPYIJ/IbIX, MapeHXUMaTO3HbIX MPOCBETNEHUN, KOTopble
MMEIOT YeTKMe pasrpaHvyeHnsa C HOPMasbHON MapeHXUMON, n
TONWMHON CTEHKN < 2 MM. PasnnyaloT Tpy OCHOBHbIE MPUYVHDI
MK3J/1 — numdaHrrnoneiiommomatos (Cnopagnmuyeckmin unmn acco-
LMUPOBAHHbI C KOMIMJIEKCOM Tyb6epO3HOro CKJeposa),
JlaHrepraHc-KneTouHbI TMCTUOLUTO3 JIerkKUX 1 B MocC/iefHee
Bpems — cuHgpom bepta-Xorra-btobe (Birt-Hogg-Dube), koTo-
pbi accoummpoBaH ¢ MyTaumamu reHa FLCN [1].
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[Opyruve npuurHbl MK3J1 BKntouatoT nuMbonaHble HapyLleHns
B NIETKMX, 0COO6EeHHO npu cuHapome LLerpeHa (Sjogren’s syndrome),
60ne3Hb OTNOXKeHUA 6e3aMUIONLHOr0  VUMMYHOMNOOYNUHa;
MH}EKUMM; ManurHn3anmmn, o0cCobeHHO MeTacTasbl CApKOM; 1eCKBa-
MaTVBHYIO MHTEPCTULMANbHYIO MHEBMOHUIO, FMMNEPCEHCUTUBHDBIN
NMHEBMOHMUT.

MK3J1 onpegenaoTca No HanMumnio NapeHXMMaTO3HbIX KUCT B
NErknx Ha KomnbtoTepHol Tomorpadpun (KT). OCHOBHOI KNMHMYe-
ckoll MaHudecTaumen MK3JT aBnseTca NMHEBMOTOPAKC, 0ObIYHO
peuunavsrpyowmin. KT-xapakTepucTrku MOryT BHECTW CBOW BKNag
B naeHTndMKauuo 60ne3HN, OAHAKO KOHKPETHBIN ANAarHo3 B 3Ha-
UNTESIbHOWN CTEeMEeHW 3aBUCUT OT HallMuus BHENIErOYHbIX MPU3Ha-
KOB CUCTEMHOTO 1 / W HaceACTBEHHOTO 3aboneBaHus.
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NumoaHruonenommomatos (JTAM) — penkoe 3aboneBaHue
NErKux, nopaatollee }eHLWH, Kak NpaBuio, 4eTOPOAHOro BO3-
pacTa.JIAM xapaKTepu3yeTca Nporpeccupyowmm MHGUNbTPaTuB-
HbIM POCTOM T/1alKOMbILLIEYHO-MOAOOHBIX KneTok (JIJAM-KneTkn),
KOTOpPble NPUBOAAT K KUCTO3HOW AeCTPYKLMM TEFOYHON NapeHXxu-
Mbl, OOGCTPYKLUMM BO3AYXOMPOBOAAWMNX MYyTel, KPOBEHOCHbIX U
numdaTNYeCKUX CoCyoB.

B 6onblumnHcTBe cnyvaes JTAM HabnogaeTcsa y XKeHWUH AeTo-
ponHOro Bo3pacTta, 0bOCTpsAeTCAs BO BpeMsa OGepeMeHHOCTM ”
YyacTo nNpoABNAETCA MNOC/Ae Ha3HayeHuAa 3CTporeHoB [2].
Knunnueckre npossnexusa JIAM Habnogatotcs B Bo3pacTe 38,9 +
0,73 roga, AmMarHo3 yctaHasnmBaeTca B Bo3pacte 41,0 = 0,65 roaa.

B 2006 r. B Pernctpe JIAM HaunoHanbHOro MHCTUTYTa cepaua,
nerkux n kposu CLUA 6bin10 3apernctpripoBaHo 230 c/lyyaeB 3TOro
3abonesaHus [3]. PacnpocTtpaHeHHOCTb neroyHoro JIAM oueHu-
BaeTcA Ha ypoBHe 1-5 Ha 1000000 eHwmH [4]. B HacToAwee
Bpems, B CBA3M C LUMPOKMM BHEAPEHVEM B KIUHNYECKYIO NPaKTU-
Ky KOMMbIOTEPHOW TOMOrpadu BbICOKOTO pa3peLLeHUsi, Mo3BONA-
lOLLeN C BbICOKOW JOCTOBEPHOCTbIO BbIABNATb XapaKTepHble And
JIAM n3meHeHUs B Nerkux, a TakkKe ¢ pa3paboTKON HOBbIX inarHo-
CTUYECKMX KputepueB 6onesHu [5], 3To 3ab6oneBaHue oTMeyaroT
BCe yalle 1 Yaue. MoXKHO NPOrHO3MpPOoBaThb, YTO BC/IEACTBUE Yyy-
LeHVA ANArHOCTUKM NoKasaTeny 3a6oneBaemMoCTu U pacnpocTpa-
HeHHOCTU JIAM B Gnivkaiiliee Bpems OyayT Bo3pacTath [6].

Pasnuyatot gBe ocHoBHble dopmbl 3ab6oneBaHus: JIAM, acco-
LMMPOBaHHBI C KOMMIeKCoM TybeposHoro ckneposa (KTC), n
cnopagunyecknii JIAM. KTC — ayTOCOMHO-AOMWHAHTHbIN CUHA-
pOM, KOTOPbIV BCTpeyaeTca B cpeaHeM y 1 13 6000 HOBOpOXKAEH-
HbIX 1 HabnogaeTca NpubAN3UTENbHO Y 1,5 MITH YeNoBEK B MUpE.
STOT CUHAPOM XapaKTepmU3yeTcsa raMapTOMaTO3HbIM MopaXKeHnem
rOJIOBHOIO MO3ra, NoYeK, KOXM 1 Fnas3 1 acCoLuMmpyeTca C cepbes-
HOW YMCTBEHHOW OTCTanocCTbio, anunencuen n aytmsamom. Yacrorta
JIAM cpepn xeHwmH ¢ KTC coctaBnaeT ot 26 go 39 %, a KTC guar-
HocTupytoT y 14,8 % naunentos ¢ JIAM [4, 7]. MpnbnnsnutenbHo
85 % cnyyaes JIAM aBnaoTca cnopaguyeckmumm [3].

Cnopagunyueckunn JIAM npoTekaeT, Kak MpaBuiio, Taxkenee u
6bICTpee NprBOAUT K GOPMUPOBAHUIO JIEFOYHOW HEJOCTAaTOUHO-
CTU 1 nHBanuansauun. B cBasm ¢ atm npu BepuduKkauum JIAM
NPUHLMMNMANbHO Ba)KHO CBOEBPEMEHHO BbIIBUTb MMEKLWMIACA Y
nayunenta KTC, NOCKONbKY 3TO MMeeT MPOrHOCTUYECKOE 3HaueHme
1 onpefensaeT TakTUKy BeeHUA nauneHTa.

KTC, unun 6onesHb BbypHeBunna-lpuHrna, — cucremHas
HacneACTBeHHasi [Jucnnasvsa, OOyC/IOBNeHHas HapylleHVeMm
3aKnafgky SKTOAepMasibHOro 3apofbleBOro JINCTKa, KoTopas
XapaKTepusyeTcs KOMOMHUPOBAHHbLIM OMYXOJIEBUAHBIM MOparke-
HMEM KO, FOJIOBHOTO MO3ra, Ifa3Hbix A6MOK, cepaua, Noyek u
nerkux [8]. KTC — ayTOCOMHO-AOMWHAHTHOe 3aboneBaHue ¢
HeroJsHON NeHeTPaHTHOCTbIO, 06YCNIOBNEHHOE PA3NIMYHBIMU MyTa-
umamun reHoB TSCT u/nnmn TSC2 (Tuberous Sclerosis Complex). B
COOTBETCTBUN C CYLLECTBYIOLLEN HAa CEFOAHALWHMI eHb Knaccudu-
Kauuei HacneacTBeHHbIx ancrnasunii KTC oTHocuTca K pakomaTo-
3am (phakos — oT rpeu. yeueBuLa, POANMOE MATHO) — HENpPOIK-
ToAepMasibHbiM 3a60neBaHuAM, BKIoyaowmm Kpome KTC Takme
penKkue Hosonornyeckme Gpopmbl, Kak HelpodubpomaTos, CuH-
apom Crepaxa-Bebepa n 6onesHb MNnnens-inHpay [6].

KTC BeprouumpyeTca B COOTBETCTBME C KPUTEPUAMU ANATHO-
CTMKM 3TOro 3aboneBaHUs, KOTopble NOAPA3AeNstoTcA Ha «6orb-
wme» n «manblex [9].

K 6onblumnm kputepuam guarHosa KTC oTHocATcA: aHrnopuno-

pomaTo3 nuua (WeKu, CHKa HOCa); NoAHOrTeBble GUOPOMbI; TPU
NATHa r’MNONUrMeHTaumm 1 6oee, NONNO3; YYacTKM B BUJE Wwarpe-
HeBbIX GNIALLIEK; MHOXKECTBEHHbIE FAMAPTOMHbIE Y3€JIK/ Ha CeTyaT-
Ke; OYropku B Kope 6oMbluMX Monywapuii; cy6aneHanmManbHble
y3enku; cybaneHAUManbHas TUraHTOKETOYHAasA acTPOLMTOMa;
pabgomrioma cepaua; noYeyHble aHrMOMUONMMoMbl unu JIAM.

Cpean manbix puarHoctuyeckux kputepueB KTC MOXKHO
Ha3BaTb MHOXECTBEHHble SIMKM Ha 3Manu 3y6OB; raMapTOMHble
nonumnbl NPAMON KULLKKW; KOCTHble KUCTbI; GMOpPOMATO3 AeceH;
HernoyeyHble raMapTOMbl; axpomaTMyeckme MATHa Ha CceTyaTKe;
KOXHble NPOSBNEHUs B BUAE KOHDETTU (Mesikme Kpyrible NATHA);
MHOeCTBEHHbIe KUCTbI MoYeK; MUrpaus 6enoro Bellectsa Mo3ra
B BMAE IMHUI nyya.

[OuarHo3 KTC cuuTtaeTcss HEOCMOPUMbBIM NPU Hanuumm 2 601b-
WX KputeprieB unu 1 60nbWworo 1 2 mManbix. BeposaTHblii AuarHos
CTaBUTCS NpU Hanrumm 1 6onbluoro 1 1 Mmanoro Kputepus. JrarHo3
KTC cumtaetca COMHUTENbHBIM NPY Hannumm 1 60MbLLOTo KpUTepUs.

B otnnume ot JIAM, KOTOpbIM CTpajaloT NpenmyLiecTBEHHO
eHwuHbl, KTC BCTpeyaeTcsa ¢ 04MHAKOBOW YacTOTOW y 1L, 060Ux
nonos. PacnpoctpaHeHHocTb KTC 3HaunTenbHO Bbille, Yem pac-
npocTpaHeHHocTb JIAM [9]. MpumepHo 1/3 B3pocCnbIx NaLMEHTOB C
KTC wnmeloT peHTreHonornueckme npusHakum JIAM [9]. Cronb
Yyactasa pacnpocTpaHeHHocTb JIAM cpegu nuu, ctpagatowmx TC,
€CTeCTBEHHO, HABOAMT HA MbICJTb 06 3TMONOrMYECKOM W/Un NaTo-
reHeTNYeCKOM POACTBE 3TUX 3aboneBaHui [6].

STmonorua un naroreHes. dtuonorus JIAM noka fo KOHLa He
13yyeHa, OAHAKO YCTaHOBMIEHO, YTO NaumeHTbl, cTpagatowme JIAM,
MIMEIOT MyTaLun B TeX Xe reHax, uto u nuua ¢ KTC, — B reHax TSC1
1 TSC2 [10]. CneflyeT OTMeTUTb, UTO MyTaumu B reHax TC o6Hapy-
XuBatoTca He Tonbko npu JIAM, accounnpoBaHHom ¢ KTC, HO 1
npy Cropagnyeckom ero BapumaHTe, TO eCTb Mpu OTCYTCTBUN
6one3Hn bBypHeBunna-TpuHrna. Hanuune reHHbix MyTaumi, 6es-
YCJIOBHO, CBUAETENbCTBYET B MOJMb3y MreHeTUYeCKOon AeTepMUHN-
poBaHHocTK JTAM. OpHako B otnnune oT KTC, nepegatowerocsa no
HacnepcTBy, nepefaya JIAM oT maTepu K gouepu He onucaHa [6].
Bce 371 ¢daKTbl NMO3BONAIOT clenaTb BbIBOA O TOM, UTO 0be 3Tu
Ho305ornyeckne Gopmbl ABAAIOTCA reHeTUYECKMY 3aboneBaHnsA-
MW, MOCKOJbKY 0OYCNOBMIEHDI MyTaLUMAMMN B OQHKX U TEX Xe reHax
TC (TSC1 n TSC2), Ho npu KTC myTaumm B 3TUX reHax ABAAIOTCA
rameTMyeckmmu, T.e. BO3HUKAKOT B rametax W, ciefoBaTenbHO,
nepepgarTca nNo Hacneacrsy, a npu JIAM myTaumn B Tex »e reHax
ABNAIOTCA COMATUYECKMMU (TO eCTb BO3HMKAIOT He B rameTax, a B
KfeTKax TKaHel opraHusmMa), BCIeACTBre Yero 1 He nepepaTca
nocnefyowym nokosneHuam. Takum obpasom, xoTa JIAM, Kak u
KTC, ABnAeTCA reHeTMYeCcKon HO30M0rvel, B OTMumne oT nocnea-
Hero OH He ABNAETCA HaC/IeACTBEHHbIM 3a60NeBaHMEM.

Hannune pedexta reHa TSC2 npeAnonoXnTeNibHO ABNAETCA
NPUYMHON aHOManbHoro oteeTa (pocta) JIAM-KNeToK (aTNMYHbIX
rNafKOMbILEYHbIX M SNUTEIMOUAHDBIX) Ha »KEHCKME MOMoBble rop-
MOHbI [9]. SCTporeHbl perynnpyoT TPAHCKPUNLUUIO MHOTMX FEHOB,
KpOMe 3TOro, OHV MOTYT UrpaTb POJib CTUMYJa B Nponundepaummn u
MUTpaLny rMafKoMbILEYHbIX KNEeTOK B ApYyrue opraHbl U TKaHu. Y
60nbHbIX JIJAM BbIsSIBAAIOTCA Kak TOYeUHble MyTaumm reHa TSC2, Tak
1 MyTaLuu, CBA3aHHble C YTPaTol reTepo3nroTHOCTH Jlokyca TSC2,
npuBoOAsLLMe K MoTepe GYHKLMN NOAABNEHMS OMyXONeBOro pocTa
U, cnefioBaTeNlbHO, 6ECKOHTPOIIbHON Nponndepaunm KNeTok.

HecmoTpsa Ha BbiABneHHble MyTauum B reHax TSC1 un TSC2,
natoreHes JIAM o KoHua He nssecteH. CyMMupys HakomnneHHble
Ha CerofHAWHWN feHb JaHHble 06 3TOM 3aboneBaHuy, C naTtore-
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HeTuyeckon Touku 3peHna JIAM MOXHO paccmaTpuBaTb Kak
MHOTOQOKYCHbIVi FramMapTOMHbI (onyxonenofo6HbI) npouecc,
00YCNIOBMIEHHbIN FreHeTNYeCKM AedeKTOM, KOTOpbI onpeaens-
eT aHOMaJibHbI OTBET MblLLEYHbIX KJIETOK Ha KeHCKMNe Mnonosble
rOPMOHbI, BO3MOXHO, UrpatoLme BaXHyo posib B MpOrpeccmpo-
BaHWV 3abonesaHuA. B pencTBuTeNbHOCTM 06 Onyxonenopo6-
HOM xapakTepe JIAM cBMAOeTeNbCTBYIOT HEKOTOPbIE XapaKTep-
Hble [/1A 3/I0KaYeCTBEHHbIX HOBOOOPa30BaHUI YepTbl, TpucyLme
3ToMy 3aboneBaHuo. Knaccuueckumy nprsHakaMu 3/10KayecT-
BEHHOCTM ciiyxaT: 1) aBTOHOMHO nponudepupyownii beccmept-
HbI KSTOH KJIETOK, HenpepbIBHO 3BOIOLMOHNPYIOLWNIA B CTOPOHY
He3aBMCUMOCTY OT KOHTPOJIA OpraHn3ma; 2) nHBasua u 3) meta-
cTasnpoBaHue [6].

Mopdonoruueckuin cybctpaT JJAM — 3T0 10 HEKOTOPOW CTe-
neHn 6eCKOHTPOSIbHBIV OMYX01eBONOA0OHDIN pocT JIAM-KneTok B
WHTEPCTULMN NIETKUX, NuMmdaTnuyecknx cocygax u ysnax. JIAM-
KNeTKN NpefcTaBnsioT co60 HeynopAafoyeHHO nponudeprpyo-
Lme KNeTKn ABYX TUMOB — 3MNUTEIMONAHbIE (BHELLHE HaNOMMHalo-
e anuTennanbHble) 1 ragKkoMbllLeYHble KneTku. Bugosasa npu-
HaAneXHOCTb 3TUX KINETOK NOKa He yCTaHOBJIeHa, MOCKOJIbKY, C
OfHOW CTOPOHbI, OHWN AAIOT, KaK 1 nosiaraeTca rnajKoMbileYHbIM
KneTkam, MONOXUTENbHYIO peakuuio Ha aKTUH, BUMEHTUH W
[eCMVH, a C ApYyron — 3KcnpeccupyloT 6enok npemenaHouuTa.
OtcyTcTBME GUryp MUTO3a UCKIIOYAET NOJO3PEHNE Ha 3/10KayecT-
BEHHbIN XapakTep 3Tol nponudepaumu [6].

Mponudepauna JIAM-KNeTOK NpenMyLLecTBEHHO UMeeT
MeCTO B NIerKnx 1 B TumdaTnyeckon CUcTeme, Yto 1 onpeaenseT
NPOABNIEHUA 3TOro 3aboeBaHsA, KOTOPbIe MOXHO Pa3fenuTb Ha
JIeroYHble 1 BHeslerovHble COOTBETCTBEHHO.

B nerkmx nponundepaumsa JTAM-KNeTok BbIABAAETCA BOKPYr
OGpOoHXMON, apTepuii, BeH, B NMMdaTNYECKUX COCyfaX, a TakKe B
MeXKanbBeoNIAPHbIX Neperopofkax u nnespe [2]. CyxeHne npoc-
BETa MeNKNX BPOHXMON, BEPOATHO, 3a cyeT GOPMMPOBaHUA «BO3-
LYLWHbIX JIOBYLIEK» MPUBOANT K TNEPUHGAALMN C MOCTeayoLWnmM
obpa3oBaHeM MEeNKUX KUCT, YTO 1 OOBACHAET MaKpocKonuue-
CKYI0 KapTVHY MUKPOKMUCTO3HOWN NepecTponKkn napeHxumslt. Mpu
paspblBe KWCT, PacronoKeHHbIX MoAnnespasbHO, pa3BMBaloTCA
NMHEBMOTOPAKChI, YacTo peunavBMpyowye. B priHane Takoii nepe-
CTPOMKMN JIErOYHOWN MNapeHXMMbl pa3BMBaeTCA pecrnmpatopHas
HeO0CTaTOYHOCTb, KIMHUYECKN NPOABAAIOLWAACA NPOrpeccnpyo-
wen opbiwkon. PaspactaHne JIAM-KneTok B cocygax Manoro
Kpyra Takke UrpaeT 3HauvMyio POJib B MAaTOreHese 1 KNMHUYeCKon
KapTuHe 3Toro 3aboneBaHua. CyXeHne NpocBeTa apTepron npu-
BOAUT K 3HAYMTESIbHOMY POCTY COCYAMUCTOrO COMPOTUB/IEHUA B
MasnoM Kpyre KpoBooOpalleHWs 1, CiefoBaTebHO, K NIeroyHoin
rMNepPTEH3MU C NMOCNeAyoLMM 3aKOHOMEPHbIM GOpMMpPOBaHUEM
neroyHoro cepgua. Paspacranve JIAM-KneTok BOKpPYr BeHyN npu-
BOANUT K UX KOMMPECCUN C Cy>KeHMEeM NpocBeTa 1 NOBbILeHEeM
[aBJIeHNA BHYTPW COCY[OB, K HapyLIEHWIO Le/IOCTHOCTU COCYAM-
CTOW CTEHKM, Femopparmam, reMmocusieposy, a KIMHNYeCKn Nposs-
nAeTCA KpoBoxapkaHbeM. Mpu chaBneHun numaTnyeckmx cocy-
[lOB NIErK1X 1 NneBpbl y3enkamu nponvdepurpytolmnx JJAM-kneTok
C ¥x nocnepywllen obTypaumein 1 paspbiBamMn pas3BMBalOTCA
XWSIOTOPAKC ¥ XMNOMTO3. XMI0TOPaKC MmMeeT MecTo y 28 % 601b-
Hbix JIAM [2], B TO BpemA Kak B 06Lel CTPYKType nneBpanbHbIX
BbIMOTOB MO YacToTe BCTPEYaeMOCTV OH 3aHMMaeT OAHO U3
nocnefHUx mect. Mpu Nopo6bHOM MopakeHUU NuMbaTUUECKnX
CocynoB OPIOLLIHON NONOCTU, Ta3a U PETPONEePUTOHEANIbHOTO NPO-
CTPaHCTBa pa3BMBaETCA XunesHblii acuymt. Cneunduyeckoe ana
JIAM nopaeHue numdaTnyeckomn cucteMbl — passuTme numdan-
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rMofieNoMNoOM — CKOMJEHME YBEIMYEHHbIX U KUCTO3HO-pacLn-
PeHHbIX NMMPpaTUUECKMX COCYAO0B, 3a cueT nHounbTpaummn JIAM-
Knetkamu. MopaxkeHune numdaTtnyeckon cuctembl npu JJAM moxeT
npoanATbCcA numdageHonatTmenn. Kpome Toro, BHENEro4YHbIMu
nposasneHnAmMn JIAM ABRAIOTCA aHTMOMUOAUMNOMbI MOYeEK W
MEHUHTMOMBblI.

MaTtomop¢onornyeckaa xapakrepucruka. BusyanbHo B
pa3BepHyTON CTaguy 3aboneBaHnsA MOXKHO OOHaPYXNTb AedeKTbl
BUCLIEPaNibHON MeBPbl B MeCTax Pa3pbiBOB CyOnieBpasnbHO pac-
NMOMOMXeHHbIX KUCT. Takue pedeKTbl YCUNMBAOT «BYrpucTOCTb»
NOBEPXHOCTY SIerkoro. XapakTepHbIM MPU3HAKOM ABAAETCA OTHO-
CcuUTelbHaA COXPaHHOCTb HOPMAasbHOM MapeHXUMbl JIerkoro ¢
BHELUHEeN CTOPOHbI KMCT. Y NaLMeHTOB C BbIPa)KeHHbIM NOSIMKNCTO-
30M JIerkoro napeHxmMma MpakTUYeckn MOSIHOCTbIO 3amMelleHa
chopMMpOoBaHHbIMU KUCTaMu. KNCTbI MEIOT pasfinyHyto KOHGUry-
pauuio: OKpyriible, MONUroHanbHble 1 0BOUAHOWM GopMbl. Y naum-
€HTOK C yMepPEHHbIM NMPOABJIEHNEM NOMNMKNCTO3a Nerkrx npeobna-
[aloT OKPYrJible KUCTbI, C MVMHUMaNbHON Bapuauuein nx no popme.
Y NauMeHTOK C Bblpa)KeHHbIM MOIMKMCTO30M OTMeyaeTcA Gpopmu-
poBaHue K1CT 6onee KPyrnHoro pasmepa 1 6onee BapradbenbHbIX
bopm — 0OHapYXKMBAKOTCA OKpPYr/ible, MNOANIOHaNbHbIE, OBOWS-
Hble, MHOTAa HEMPaBUIbHOW, «<MpuuyanmBon» dopmbl [11].

B paHHel ctaguu 3aboneBaHna nHdunbTpathl n3 JIAM-KneTok
MOFyT ObITb He 3ameuyeHbl MaToNIoroM, 1 6roncna MoXeT ObiTb
OLMOOYHO VHTEPMNPETNPOBaHA Kak TakoBas, KOTopas JeMOHCTPY-
pyeT nmbo smopu3emaTosHble M3MEHeHMsA, TMOO BapuaHT 340pPOBO-
ro nerkoro. [1na JIAM-KneToKk xapakTepHblM ABAAETCA UX JIOKaNn-
3aUMA B MeSIKMX Knactepax wuiav no TUMYy rHesp no Kpasam KUCT 1
BAO/b CTEHOK aJibBeOJT, BOKPYT KPOBEHOCHBIX 1 IMMpaTUUECKNX
COCy[IOB NIerKoro, BOKpYr 6poHxuorn.

NHunbTpauna JIAM-kneTkamy CTEHOK AMCTaNbHbIX OTAENOB
BO3YXOHOCHbIX NMyTei 1 COCYA0B MOXET MPUBOANTb K 0O6CTPYK-
L1y BO3AYLIHbIX NPOCBETOB, GOPMUPOBAHUNIO «BO3AYLUHbIX JIOBY-
wek», dopmMupoBaHuio Bynn, ¢okycam remocmpaeposa B TKaHu
nerkoro. YTpaTta anbBeon CBA3aHa C KMcToobpasoBaHmem. CTeHKM
KucT copeprkat JJAM-KNeTKn 1 06bIYHO NMOKPbIThI aNIbBEOSIAPHBIM 1
dparMeHTapHbIMK  «KYCOUKaMu» OGPOHXUONAPHOrO 3NUTENUs.
Mponudepupytowmre JIAM-KneTkn ABNATCA MOPPONOrnyeckn
reTeporeHHbIMU Y MOTyT ObITb KnaccuduuupoBaHbl B 2 Tuna:
BepeTeHoOo6pa3Hble 1 nuTenonaHble Knetkun. O6bIYHO BepeTe-
HOOOpa3sHble KNeTK/ PacronoXKeHbl B LEHTPe, Toraa Kak nuTenm-
oufiHble KNeTKn OoBHapyKuBalT B nepudpepryeckrx yyacTkax
y3nos u3 JIAM-knetok. MpepnonaraeTca, uyto Ae cybnonynAumm
JIAM-KneToK MOryT npefactaBnATb MociefoBaTtesibHble CTagun
pasgnddepeHUnpoBaHMA UCXO4HbIX (NepBrYHbIX) JIAM-KneTokK.
AnbTepHaTUBHaA runoTtesa 3ak/yaeTca B TOM, YTO 2 TuMa Kne-
TOK NPeACTaBNAIOT pa3Hble peHOoTUMbI 1 4TO AnddepeHLMpoBKa B
OAVH unn Apyron GpeHOTUN OCYLLeCTBNAETCA NOJ KOHTponem
Hen3BeCTHOro CTumysna.

JInmdaHrrnonenommomaTosHble Knetkn (JTAM-kneTku) xapak-
TEepU3ylTCA OOHOBPEMEHHON 3Kcnpeccuen (Ko-akcnpeccuen)
rNafKOMbILLEYHbIX MapKepOoB (TaKmMX KaK rMafKOMbILLEYHbIN aKTUH
N OeCMUH) U MenaHouMTapHbIX MapkepoB (Takmx kak HMB-45,
Melan-A/MART-1, n ¢aktop MUKpodTanbMUYeCKOn TPaHCKPUM-
Lu1n) Npyv UMMYHOTMCTOXUMUYECKOM UCCNEf0BaHNM TKaHWN Nerko-
ro, nopaeHHoro JIAM.

KnuHunueckne npoasneHus. [THEBMOTOpPaKC, nporpeccmpy-
I0LLan ofblLlLUKa 1 X1Ee3HbIN NieBpasbHbIN BbINOT ABAAOTCA OCHOB-
HbIMU KnMHUYecknumy npossneHvamn JIAM [2, 12]. Opplwka —
Hamnbonee yacTbilt cumnTom JTAM (6onee 70 % NauUneHTOB), BO3HU-
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KaeT B pe3synbTaTe OOGCTPYKLUUM BO3LYXOMPOBOAAWMX MyTel
KNCTO3HOW AeCTPYKLMUM IErOYHON NapeHxnmbl (Tabn. 1).
Ta6nuya 1
Cumnmomel u KnuHu4eckue nposeneHus JIAM [2]

C/MNTOMbI U KNMHWYECKKE NPOABNIEHNA BonbHble, %

OppbilKa 87
Kawenb 51
Bbonb B rpyan 34
KpoBoxapkaHbe 22
MHeBMOTOpPaKC 65
XvnesHbli BbINOT 28

bonee 50 % 6OSIbHbIX UMET B aHaMHe3e MHEBMOTOPAKC,
KOTOpPbI YacTo ABASIETCA MepBON MaHudecTaumen 6onesHn u
HepenKo UmeeT peuunansupyowmi xapakrep [12]. Pexe BcTpeya-
€TCA XWNe3HbI NNEeBPasbHbIA BbIMOT, TaKXKe UMEIOWNIA TeHLEH-
unio K peungmerpoaHuio [13]. K gpyrum pecnnpaTtopHbIM CUMI-
TOMaM OTHOCATCA Kalleslb, KPOBOXapKaHbe, BblAeNieH e XWUne3Hom
MoKpoTbl (chyloptysis). KpoBoxapkaHbe u chyloptysis moryT 6biTb
pe3ynbTatoMm ob6cTpyKuumn JIAM-KneTkamu NeroyHbiX KpOBEHOC-
HbIX 1 NIMMdaTUYecKmx cocyaos [2].

BHenerouyHbimn npoasneHuammn JIAM ABNAIOTCA aHIMOMUONN-
NMoMbl, KOTOpble HabMOAAOTCA B OCHOBHOM B MOYKAaX; XMNE3HbIi
acumuT, abfoMuHanbHble NUMGAHTMONENOMNOMDI. AHTMOMUONN-
NMOMbl OTHOCATCA K JOOpOKaueCTBEHHbIM OMNyxonAMm, HabnoaatoTca
B cpeaHem y 80 % 60nbHbix KTC-JIAM 1y 40 % 60nbHbIX cnopagu-
yeckum JIAM [3]. Paamepbl 3TrX onyxoner BapbupyoT oT 1 Mm go
6onee yem 20 cM B fruameTpe. B 60nbLIMHCTBE C/lyYaeB aHTMOMMO-
JIMNOMbI NPOTEKAT 6ECCMMNTOMHO, OJHAKO MHOXECTBEHHbIE U
KpYrMHbI€ OMyXOonn MOryT OblTb MPUYMHOW KPOBOTeUeHM, 6onen n
rematypum [14].

JNlumdaHrmnoneiommombl HabnogaTcs npumepHo y 10 %
60nbHbIX JTAM, NpefcTaBnsioT cO60M KPymnHble KACTO3HbIE OMyX0-
1IN, NOKaNN30BaHHble B OCHOBHOM B OPIOLLHON MOSIOCTU, peTpore-
pUTOHEanbHOM MPOCTPAHCTBE U MOMOCTU Ta3a. XWe3Hbl acumT
Kak pe3ynbTaT 06CTpyKLUMU NMMbaTMUECK/X COCYIOB BbIABNAETCA
B 10 % cnyyaes, NPenMyLLECTBEHHO Y BOJIbHBIX C BbICOKUMY TeM-
namm nporpeccrmpoBaHnsa 6onesHu [15].

PeHTreHonornyeckme CMMNTOMBbI. PeHTreHonormyeckme
npusHaky JIAM poctatoyHo noApo6HO onucaHbl B nutepaType
[11, 16, 17]. B paHHeln cTagun 3a6onieBaHNA PEHTreHONornYecKme
N3MeHeHNA MOryT OTCYTCTBOBaTb. B mocneayowem pa3susaroTca
PeTVKYNAPHbIE U PETUKYISPHO-Y3€eNKOBble MHPUAbTPATbI.

Yacto HabnopaeTcs nneBpanbHas NaTonorvs, BKoYas nnes-
panbHbI BbIMOT 1 NHeBMOTOpPaKC. F. Abbott 1 coasT. [11] nposenu
PeTPOCNEeKTUBHBIN aHaNM3 JaHHbIX PeHTreHonornyeckoro obene-
[OBaHNA 33 XKEeHLMH C MMCTONIOTMYEeCKN NOATBEPKAEHHbIM Auar-
Ho3om JIAM. B pe3ynbtate y 21 nauymeHTKU (66 %) BbiABMAEHbI
peTukynapHble 3aTeHeHuns, y 17 (53 %) — yBennueHne neroyHbix
06bemoB, y 14 (44 %) — nneBpanbHbIf BbINOT, Y 13 (41 %) — nHes-
MOTOpaKc. B 5 cnyyasax natonornyecknx n3mMeHeHun Ha peHTreHo-
rpaMmmax He OTMeyanochb.

B otnnume ot peHTreHorpadum (P), KomnbloTepHasa ToMorpa-
¢dus Bbicokoro paspelueHua (KT) nouTtn Bcerga nosBosiAeT Bbis-
BUTb M3MEHEHWA B JIerKMX Ha 3Tane yCTaHOBJIEHUA AuarHosa y
60JIbHbIX C HOPMAJbHOWM PeHTreHorpammoln erkux. B uccnegosa-
Hun F. Abbott n coaBt. [11] MHOrouMcneHHble TOHKOCTEHHbIe
Kuctbl npu KT 6biny BbisiBReHbl y BCeX nauueHTok. Hambonee
XapaktepHbiMm ana JIAM aBnaeTca NpucyTcTBME MHOTOYUCEHHbIX
TOHKOCTEHHbIX KACT Pa3fInyHbIX Pa3mMepoB — OT HECKOJIbKUX M-

Konnuectso
3TUX KUCT TaKXKe BapbMPyeT OT HECKONbKUX PacCeAHHbIX KUCT 10
MOJIHOIO 3aMeLleHNA JIEFOYHOIN NapeHXUMbl KUCTO3HbIMU 06pa3o-
BaHMAMU (puc. 2).

JINMETPOB A0 HECKONbKUX CAaHTUMETPOB (pI/IC. 1).

Puc. 1. JIAM y 34-nemHelii »eHujuHol ¢ odbiwikol. KT demoH-
cmpupyem 6unamepasnsHoie Ougpy3Hble Kucmeol.

=

Puc. 2. JIAM y 42-nemHeli »eHWuUHbl ¢ npozpeccupyowei
odbiwkol. Ha KT ommeyaemca msaxenoe nopaxeHue y1e2Kux ¢
o6pasoeaHuem moHKocmeHHbIx Kucm. Hekomopsie Kucmor —
maneix pasmepoe (2-5 mm), Ho 6onbwuHcMeo — docmuaaiom
pasmvepos 10-12 mm. Omme4yaemca pasnuyHbll xapakmep
KOHMYpOo8 Kucm, 8K/1I04As NO/IU20HA/IbHBIU.

AvnarHoctnyeckue Kputepum n audpdpepeHumnanbHbIN guar-
HO3. B cooTBeTCTBMM C pyKOBOACTBOM EBponelickoro pecnupartop-
HOro obLecTsa no AnarHoctuke u segeHuio JIAM [5], anarHos no
cTeneHy JOCTOBEPHOCTY 0603HAUaEeTCs Kak OnpefereHHbli, Bepo-
ATHDBINA (6NM3KNIA K onpefeneHHOMY) U BO3MOXHbIN. OnpefeneHHbIn
amarHos JTJAM moxeT 6biTb ycTaHoBIIEH 63 npuMeHeHUsa Grioncum
Nerkoro B Cnyyasix, eCivi MPUCYTCTBYIOT KaKue-nbo 13 cregyowmx
3KCTPanysibMOHANIbHbIX MPOSB/IEHWI 6ONe3HN: aHIMOMUONNMOMa,
rpyaHol nnv abaoMUHANBHbIN BbINOT, MIMMpAHTMONenoM1oMa Unm
rMCTONOMMYECKN [OKa3aHHOE nopakeHne nMmdaTUyYecKnx y3os,
onpegeneHHbI nnu BepoaTHbi gruarHos KTC. KT pekomeHgoBaHa B
KayecTBe OCHOBHOMO AMAarHOCTMYyeckoro mertofa. [AuarHo3 JIAM
CUMTaAeTCA BEPOATHbIM, eCIn  XapakTepHble (TUMUYHbIE)
KT-cumnTOMbI COYETATCA C COBMECTUMbIMM (HE MPOTMBOpEYaLLn-
MU AMarHo3y) KNUHUYECKUMU JaHHbIMK, UK Korga COBMECTUMbIe
KT-npri3Haky NpucyTCTBYIOT Yy GOMbHBIX C aHTMOMUOAMMOMON WA
XunesHbIM BbINoToM. K xapaktepHbiM KT-npri3Hakam OTHOCATCA
MHOXeCTBeHHble (6onee yem 10) TOHKOCTEHHbIE KPYTible BO3AyLu-
Hble KWUCTbl MpX OTCYTCTBUM APYrUX 3HAUYUTENbHbIX N3MEHEHUI B
napeHxume. Koraa npucyTcTByeT Manoe KOMMYeCTBO TUMMYHbBIX
KuUCT (6onee 2, Ho MeHee 10), KT-Npr3HaKM CUNTAIOTCA COBMECTVMbI-
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mu ¢ JIAM. narHo3 JIAM cumtaetca BO3MOXHbIM, eClv NpU Hanu-
UMM XapaKTePHbIX M COBMECTMMbIX KT-Npr3HaKoB OTCYTCTBYIOT
COOTBETCTBYIOLLME KNNHNYECKME AaHHbIe.

BpoHxockonua, nccnefoBaHne 6pPOHX0-albBEONAPHOTO NaBa-
Xa, nokasatenu GyHKUMM BHELIHEro AblXaHWA, Fa30BOro coCTaBa u
KMCIIOTHO-OCHOBHOIO COCTOAHWA KPOBMW He MMEIOT AMarHocTmye-
CKOW 3HauUMMOoCTI y 60nbHbIX JTJAM. Y naumeHToB oTMeyYatoTca yme-
PEHHO 1 Pe3KOo BblpayKeHHble HapYLLUEHUA BEHTUALVOHHON QYHK-
LW Nerkux no pecTpUKTUBHOMY U CMELIaHHOMY TUMY, yMepeH-
Hble U TsKenble HapyLeHVs Anddy3nMoHHOM CNOCOBHOCTY Nerkux;
runokcemus. Bmecte ¢ Tem, oueHKa HapyLUEHWIA IEFOYHON BEHTU-
naunn, AMPPY3nOHHbIX PacCTPONCTB M MMMOKCEMUMN MO3BONAET
NINLWb OLeHNTb cTeneHb TaxecTn JTAM, Temnbl NporpeccrpoBaHna
60ne3Hun 1 3¢pHeKTUBHOCTb MPOBOAVMON Tepanuu.

LnddepeHumanbHylo ANArHOCTUKY crefyeT MpoBOAUTb C
JlaHrepraHc-KneTouHbIM FMCTUOLMTO30M JIEFKMUX, NMPU KOTOPOM
peunanBUPYIOLWMIA MHEBMOTOPAKC TakKKe ABMNAETCA OfHUM U3
XapaKTepHbIX MPU3HaKoB 6one3Hn. B HekoTopbix cnyyasax JIAM
Heobxoaumo anddepeHUmnpoBaTb ¢ OynnesHom smdpusemon ner-
KX, TUMPOLMTAPHOW MHTEPCTULMANbHON MHEBMOHMIA, TMNepyyB-
CTBUTENIbHBIM MHEBMOHWTOM, aMUIOVA030M U ApYyriMi 3abonesa-
HUAMM, aCCOLMMPOBAHHBIMU C NEFrOYHBbIMU KMCTaMK 1 MHEBMOTO-
pakcom.

JleueHue. YuntbiBaa 1o, 4to JIAM nopaxaeT TONbKO XKeHLWWH
NpenmyLLeCcTBEHHO JETOPOAHOIO BO3pacTa, 0bocTpAeTca B nepu-
of, 6epeMeHHOCTV U NOCNe Ha3HaYeHVA CTPOreHOB, B JIEYEHUN
6OMbHBIX MPUMEHANNCH Pa3fiMyHble FTOPMOHAJIbHble CTpaTerunu.
S deKTbl brnaTepanbHOR 0BapUIKTOMMN OKa3anuch NpoTMBope-
umBbIMK. HeT 06beKTUBHBIX [OKa3aTeNbCTB YNyYlleHNA TeueHus
JIAM 1 npn ncnonb30BaHWM aHTUICTPOreHHOWN Tepanny, aHanora
roHafoTPOMVH-PUSTIN3VHT FOPMOHA.

C 80-x rogoB NpMMeHeHVe NporecTepoHa CYNTaNOCh CTaH-
[apTom B neyeHUn 6onbHbIX JIAM. PesynbTaThl O[HOMO U3 peTpo-
CMeKTVBHbIX UCCNeAO0BaHNU CBUAETENbCTBYIOT O HEGOMbLIOM
3ame[ilIeHr I TEMMNOB CHUKEHNA o6bema pOopPCPOBAHHOIO BbIAO-
xa 3a 1-t0 cekyHay (FEV,) n 3HaunTeNbHOM 3amefieHnn Temrnos
cHvXeHnA AndodysnoHHol cnocobHoctn nerkux (DLCO) nop
BANAHMEM Tepanuu nporectepoHom [18]. PesynbTaTbl gpyroro
peTpocneKkTMBHOro nccnegoBaHma (275 6onbHbix JIAM) nokasa-
NN, UTO CPEAHMEe eXeroaHble Temmnbl cHukeHua FEV, n DLCO y
NaumveHTOB, MOMyYaBLUNX MPOrecTepoH, He OTIMYaNUCh 3Haun-
Te/IbHO OT aHaNIOrMYHbIX B rpynne 60MbHbIX, He NMPUHUMABLINX
npenapat [19].

BmecTe c Tem, yunTbiBaa HebnaronpuATHLIN NPOrHO3 ecTecT-
BeHHoro TteuyeHusa JIAM, 6OMbLINHCTBO CNEunanncToB cymuTaeT
LennlecoobpasHbIM 3MNMPUYECKOE MPUMEHEHVE MpOorecTepoHa
[20], ocobeHHO B cnyuasax ObICTpoONpoOrpeccupytowero TeyeHns
6onesHu [2].

Motepsa TSC2 v akTMBaumA y 60nbHbIX JJAM Komnnekca muiie-
HU panamuuuHa mnekonutalowmx (MTOR — 6enok, urpatoLuin
LieHTpaJibHYI0 PONb B KOHTPOJEe KNeTOYHOro pocTa) NpuBeno K
KIIVHUYECKMM UCMbITaHMAM UHrM6utopoB mTOR, B 4acTHOCTU
panamuuunHa (cuponumyc), y nauveHTtos c JIAM. [1Ba OTKPbITbIX
nccnefoBaHuA Gbin ony6nMKoBaHbl C MCMONb30BaHMEM COKpa-
LweHna obbema aHrMOMMONNNOM B KayecTBe MepBUYHON KOHeY-
Hom Touku [21, 22]. ccnepoBaHmA nokasanu, Y4To y BCex NaumneH-
TOB, KOTOpPblE MOJlyYanu panamuuyiH, 6bI10 OTMEYEHO yMEHbLUe-
HVie pa3mepoB GONbLUMHCTBA OMYXOJel MOYEK, KPOME TOFO, OfHO
nccnefoBaHue Nnokasano ynyuwleHvie GyHKLUM Nerkux npu neve-
HUW panamnumHom TeuyeHume 1 roga. [21]. PaHgpoMum3npoBaHHOe
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nnayebo-KOHTpoNMpyemMoe KcciejoBaHre panaMmuumnHa 6bi1o
nposefeHo y 89 nauneHTos ¢ JIAM [23]. iccnegoBaHue 6bio npe-
KpaLleHo, Koraa 6b110 MoKa3aHo, YTo panamnuMH-Tepanna 3ames-
nana cHwxkeHne FEV, n GopcMpoBaHHOW >KM3HEHHOW eMKOCTK
nerkux (FVC) no cpaBHeHuto ¢ nnauebo [23]. HecmoTpA Ha To, uTo
y 6ONbLUNHCTBA MNALMEHTOB B rpynmne fle4eHuns NposBuInCb Nobouy-
Hble 3deKTbl, OHN B OCHOBHOM Oblfii YMEPEHHbIMM 1 XOPOLIO
nepeHocnnncb. XoTa posib MHrnémtopa mTOR npu LAM He 6bina
NMOMHOCTbIO ONpefeneHa, CyLwecTByioLme faHHble CBUAETENbCTBY-
I0T, YTO panamuLUH MOXeT ObITb MPUMEHeH Y NaLmneHToB C NpPo-
rpeccrpyloWwM CHXKeHeM GYHKLUUN NErkux, C XUNe3HbIMA U
nuMaTUUYECKMUN OCNOXKHEHUAMM [24].

OueHb CNOXHOWM NPOGIEMO ABNAETCA JleYeHne peungnBu-
pytoLlero NHeBMOTOpaKca 1, 0Co6eHHO, XnnoTopakca. B cnyyasx
XUNE3HOro BbINOTA NMEPBUYHBIMU MEPaAMU ABNAITCA TepanesTu-
YeCKUN TOPaKOLIEHTE3 1 NMPUMEHEHME AMETbI C HU3KM COfepa-
HUeM XnpoB. Mpr HeIPPEKTUBHOCTU STUX MEPONPUATUIA HEOOXO-
LVIMO BbIMNOJIHEHME NNeBpoAe3a.

JleyeHve G6poHxogmnaTaTopamu nokasaHo npumepHo 20 %
6ONbHbIX, KOTOPbIE AT MOSIOKUTENbHBIV OTBET B UHIANALMUOH-
HOM TecTe. DPPEKTUBHOCTb MIOKOKOPTUKOCTEPOUAOB Y 6ONbHbBIX
JIAM He pokasaHa.

OkcureHoTepanua y 6onbHbix JIAM nprmeHAeTcA cornacHo
CTaHZAPTHbLIM NOKa3aHUAM.

TepaneBTUYECKUA NPOrHO3 W MPOTHO3 ANA XNU3HW Hebnaro-
NPUVATEH, NeTanbHbIN NCXOA HacTynaeT B Cpoku oT 3-5 go 15 nert.

JlaHrepraHc-KneTouHbIil FTMCTUOLNTO3 NIerKNX

JlaHrepraHc-knetouHbln ructuoumtos (JIKIN) npepcrasnset
coboii rpynny 3aboneBaHW HEN3BECTHOrO MPOUCXOXKAEHUA C
Pa3Ho06Pa3HbIMM KINMHWYECKMU MPOABIEHVAMU U UCXOLAMU,
Xapaktepusyetca UHOUNbTpaUnen MopakeHHbIX TKaHel 60nb-
UMM KONMYECTBOM KNeToK JlaHrepraHca, 4acTo opraHm3yoLmxca
B rpaHynembl [25].

Knaccndoukauma knuHmnyecknx cuHgpomos npu JIKI, paspabo-
TaHHanA Histiocyte Society [26], ocHOBbIBaeTCA rnaBHbIM 06pa3om
Ha KonnyecTBe BOBNEYEHHbIX opraHoB. OCTpbIi ANCCEMUHUPO-
BaHHbI JIKI (6onesHb JleTrepepa-CriBe) ABNAETCA TSKENbIM MyJib-
TUCUCTEMHbIM 3ab0NeBaHNEM, KOTOPOE BCTPEYaeTCA, KaK MpaBu-
no, y feTei B Bo3pacTe A0 3 NeT U, Kak NCKIoYeHne, Y B3POCsbIX;
XapaKTepu3yeTca OCTPbIM (3N10KaYeCTBEHHbIM) TeUeHVEM 1 HeONa-
ronpuATHBIM NporHosom [27]. MynbtudokanbHbin JIKI Habnoga-
eTcA naBHbIM 06pa3oM y AeTeil Gonee cTapliero Bo3pacta u
noapocTkoB (cmHAapom XeHpa-Lionnepa-KpucueHa mnu mynbtu-
¢dokanbHasa 303MHOGUNbHAA rpaHynema) 1 06blYHO XapaKTepusy-
eTca 6onee 6naronpUATHLIM TeueHnem [28].

MoHocrcTemHasa dopma 3aboneBaHns (303MHOPUIIbHAA rpa-
Hynema 1 NepBUYHbIVA NEroYHbIN MCTUOLMTO3) XapaKTepusyeTca
BOBJIEYEHEM OfMHOYHOrO opraHa (KOCTW, NMerkue unm Koxa)
06bIYHO MMeeT 6naronpUATHBIN XapaKTep TEYEHUA C BO3MOXHO-
CTblO CNOHTaHHON perpeccun [27]. MNopakeHne nerknx y naumeH-
TOB C My/IbTUCUCTEMHOI HOpMOIA 3aboneBaHUA pefKo 3aHMMaeT
nepefHW NnaH B KIVHUYECKON KapTuHEe, TEM He MEHee, MOXeT
VIMETb HeraTMBHOE MPOrHOCTMYECKOe 3HaveHue [29].

M3onuposaHHoe 1e2o0uHoe Uau hpeumywecmeaeHHo 1e204Hoe
nopaxeHue y 83p0oC/ibiX, C KOMOPbIM CMAIKUBAOMCA Ny/TbMOHO-
Jio2u, umeem cnheyuguyeckue 3nudemuosiozudeckue U KauHuYe-
CKue ocobeHHOCMU, Ymo ddem OCHOBAHUE PACCMAMpPUBAMe e2o
Kak omoesibHyto hopmy JlaHzepeaHc-K/emoYHo20 2ucmuoyumo3da
[25, 30].
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Snugemuonorna. TOYHbIX NUAEMNONIOTNYECKNX AAHHBIX O
JIKT nerkux B nuTepatype HeT. MI3BecTHO, uTo 3aboneBaHue BCTpe-
YyaeTcAa NpenMyLLeCcTBEHHO Y Kypunblymkos [25, 31]. B ogHoM 13
paHHUX nccnepoBaHnid [32] npuBedeHbl AaHHble O pe3ynbTaTax
Xupypruyeckoi 6roncun 502 6onbHbix Auddy3sHbiMY 3a60neBaHN-
AMK nerkux, cpean Kotopbix JIKI nerkmx coctasun meHee 5 %.
bonee nosgHee 5-neTHee nNpocnekTnBHOE MCCNefoOBaHWe, NPoOBe-
fAeHHoe B 20 NynbMOHONOrMYeCKMX LieHTpax benbrum, nokasano,
yto cpean 360 06cnenoBaHHbIX GOMbHBIX C MHTEPCTULMANBHOW
nHeBmoHuel JIKI nerkux 6bin1 naeHTMdMLUMpoBaH B 3 % ciyyaes
[33]. Mo cBepeHnam Watanabe R. et al. [34], aHann3 grnarHo3os npwu
BbINWCKe, MPOBEAEHHDBIN Ha MNPOTAXKEHUN OAHOrO rofa B 60MbHU-
uax Ha 200 1 6onee Koek B AnoHWK, No3sonun BblABUTL JIKI nerkux
B 160 cnyuasx. [pn 3TOM pacyeTHbI NoKasaTenb pacnpoCTpaHeH-
HocTy 3aboneBaHua coctasun 0,27 n 0,07 Ha 100000 HaceneHua y
MY>UUH U >KEHLUWH, COOTBETCTBEHHO.

Mo 0606LeHHbIM CTAaTUCTUYECKUM AaHHbIM, YacToTa JIKI ner-
KMX cOCTaBfAeT B cpefHem 1-5 Ha 1 MAH Xxutenen, a B rpynne
WNHTEPCTULMANbHBIX 3a60N1eBaHNI Nerknx — npumepHo 4 % [35].
Bmecte ¢ Tem, pacnpoctpaHeHHocTb JIKI nerkux AsnaeTca Hefoo-
LleHEHHOW B CBA3U C TeM, YTO HepeaKko 3aboneBaHne npoTekaeT
6eCcCUMNTOMHO, Yy 4acTu GOJNIbHbIX MMET MeCTO CMOHTaHHble
pemmccnn. OXNAaeTcsa, YTO LWMPOKOE MPUYMEHEHME KOMMbloTep-
HOW ToMorpadunm BbICOKOrO paspeLueHna npuBedeT K yBenunue-
HMIO UnCna BbifBNEHHbIX 60MbHbIX JIKI nerkux [25].

OnucaHo Heckonbko cemMelnHbix cnyyvae JIKI nerkux [36].
XoTa 3aboneBaHMe BCTPEYAETCA MOYUTU WCKIIUMTENbHO Y L,
6en1ol1 pacbl, TOUHbIX SMMAEMUONIOTMYECKMX AaHHbIX OTHOCUTESb-
HO pacoBow npuHagnexxHocTu JIKI nerkmx He cylecTByerT.

JIKI nerknx Habniopaetca rnaBHbIM 06pa3oM y B3POCIbIX
MOJIOAOrO BO3pacTa, 06bIuHO B Nepuog oT 20 fo 40 net [27, 34,
35]. B paHHUX COOOBLLEHNAX OTMEYANIOCh, UTO MYXKUMHbI 6onetoT
yalle, OIHAKO B HACTOsLLEee BpPeMs CUMTaeTcs, UYTo 3aboneBaHue
BCTPEYAETCA Y MYXKUMH U XKEHWMWH MPUMEPHO C OAMHAKOBOW
yactoTol [35], uTo 0bycnoBneHo, No-BUAVMOMY, YMEHbLUEHVIEM B
nocnegHee Bpems pasnunii 060Ux NOOB Mo YacTOTe NPUBBIYKA
KypeHus [25]. Heobxoanmo noauyepkHyTb, UTO Hanbonee Beco-
MOW 3nuaemMmnonornyeckon xapakrepuctnkon JIKI nerkmx asna-
eTcA ToT GpaKT, uto 90-100 % 6ONbHBIX ABAATCA KypUNbLYUKaMK,
GONbLIVHCTBO 13 KOTOPbIX NOTPe6aAT 6onee 20 curapeT B ieHb
[27,37].

STonornA n natoreHes. Bonpocbl 3TMoNOrMM 1 NatoreHesa
JIKT ocTatotca HeACHbIMK. [10 HacTOALEro BpeMeHM HeT SKCnepu-
MEHTaNbHON Mofenn 60Ne3HN Ha KMBOTHbIX. B knaccnurkaymm
onyxonen remonostTnyeckorn n numooungHon TkaHu JIKI onpege-
nAeTCcA  Kak HeonyactMyeckaa nponudepauyma  KneTok
NanrepraHca (KJT) — peHAPWTHBIX aHTUreH-MPe3eHTUPYIOLWKX
KNeToK MOHOLMUTAPHOro NPONCXOXKAeHNA. HecmoTpaA Ha 370, no-
npeXHeMy paccMaTPUBAOTCA TakXKe BOCManuTenbHaa U UMMYHO-
naTonorunyeckas teopum passutua JIKI [25].

MpumeHnTenbHo K JIKI nerknx natoreHeTnyeckne rmnoTesbl
[OJIKHbI YUMTbIBaTb MO KpalHew mepe Tpu acnekTa: 1) cenekTns-
Hoe noBpexaeHne 6POHXNON C NepBOHaYasibHbIM HaKOMIeHVEM B
HuX KJ1; 2) cnoco6HOCTb JTaHrepraHCc-KNeToUHbIX rpaHyiem paspy-
WaTb 6POHXMONbI ¢ 06pa3oBaHVEM MHGUIBTPATOB; 3) OUEHb CUJTb-
HasA 3NMAEMMONIOrMYecKasn CBA3b C KYpPeHMEM, TaK e, KaK U HU3-
Kuii ypoBeHb 3aboneBaemoctu JIKI fnerkmx no cpaBHEHUIO C pac-
NPOCTPAHEHHOCTbHIO KypeHus B 0bLwen nonynaumm [25].

MaTtomopdonornueckas xapakrepucrmka. AKKymynauuma
AKTMBMPOBaHHbIX KNeToK JlaHrepraHca npusoauTt Kk ¢opmmpoBsa-

HUIO PbIXJIbIX, MIIOXO KOHTYPUPOBAHHbIX FpaHynem, KoTopble B
CBOEM Pa3BUTUM MOBPEXAAIOT CTEHKM AMCTaNbHbIX GPOHXMON.
OTOT npoLiecc ABNAETCA OCHOBHbIM MAaTOMOP(ONOrMYecKM npu-
3Hakom JIKI nerkux. Takxke XapakTepHbIMU KNETOYHbIMW Sf1eMeH-
TaMn ABAATCA IMMOOUNTBI U KNETKU BOCMANUTENbHOrO pAfa,
BK/tOYaA 303MHOGUNIBI 1 Makpodarn. Bo MHOrmMx OTHOLIEHUAX
mopoonorua KN npw JIKI nogo6Ha TakoBo, KoTopyto HabnogaoT
B HOpMasbHbIX TKaHAX [38]. Mpwn n3yyeHUn MeTOAOM CBETOBOWM
MuKpockonuu KJT umetot cpepHuin pasmep (15 MKM ), U3BUIUCTbIe
HenpaBuabHON GopMbl Apa 1 6nefHylo cnabo-303MHOGUIIBbHYIO
LuTOMNasMy, B KOTOPOW MOTYT COAep»KaTbCA parounTMPOBaHHbIe
YaCTUYKN.

MpoasneHuna JIKM-nopaxeHuii BapbMpyoT B 3aBUCUMOCTYN OT
cTaguun 3ab6ofieBaHNA 1 OT TUMa BOBMIEUYEHHbIX TKaHel. B nerkux
Nopa)keHNA HOCAT OYaroBbll XapaKTep, MAOXO OrpaHuyeHbl OT
OKPYaKLWUX TKaHel, 1 pasfeneHbl Mexay cobol BHELHe Hop-
MasnibHOW NeroyHom napeHxXnMon. LieHTpom nopaxeHui, Kak npa-
BUJIO, AABAAIOTCA TEPMIHAJIbHbIE U PeCcrnmpaToOpHble OPOHXMOJIbI, C
paspyLueHmem nx cTeHoK [25, 30]. YuuTbiBas NociefHown ocobeH-
HoCTb, JIKI nerkux ckopee HarnoMmHaeT 6poHXMonuT, yem andaoys-
Hoe MHPMNBTPATNBHOE 3ab0neBaHne Nerkrx.

[paHynembl MAOXO OrpaHnMyeHbl, C HEYETKUMY KOHTYpamu 1
YacTo PacnpOCTPaHAIOTCA Ha COCeAHNEe anbBeONAPHbIe CTPYKTY-
pbl. K TOMy e, B anbBeosiax 4acTto NpUCyTCTBYIOT 3HaUMTENbHble
CKOMNIeHNA MUIMEHTUPOBAHHbIX MaKpodaros, 4TOo NPOU3BOAUT
BreyaT/ieHre U3MEeHEHNI B IEFrOYHOI TKaHM Mo TUMY pecnupaTop-
HOro GPOHXMONNTA, AaCCOLMMPOBAHHOIO C VMHTEPCTULMANIBHBIM
3a6051eBaHNEM NETKUX, WAV U3MEHEHUA Tuna AeCKBamMaTUBHOM
VMHTEPCTULMNANbHOM MHEBMOHMU. B Henopa)eHHbIX yyacTKax
NeroyHaa apxmMTekTypa BbIrMAAMT HOPMAJIbHOW, HEeCMOTPA Ha
06blYHOE NpUCYTCTBUE HecrneunduUecKnx U3meHeHni, obycnos-
NEHHbIX KypeHreM (pecnupaTopHbIii GPOHXMONUT, BHYTPUanbBeo-
nApHaa akKyMynauma MMrMeHTUPOBaHHbIX Makpodaros 1 nHOGUIb-
TpaumA anbBeONAPHbIX NMEPEropofoK OYaroBbIMY CKOMAEHUAMMK
numdounTos). MaTonornyeckne NPU3HaKN MEHAIOTCA C TEYEHNEM
BPEMEHM, 1 NMOPaKeHNA PasnnyYyHol JaBHOCTM YacTo HabsopatoT-
Cs1 B OOHVIX 1 TeX e obpasuax 6roncum nerkumx.

MIMeHHO paHHME Nopa)keHMA HeCyT OTBETCTBEHHOCTb 3a
SKCLEHTPUYECKYIO KNETOUYHYI MHOUNbTPALUIO CTEHOK TePMU-
Ha/llbHbIX 1 PecnupaTopHbIX OPOHXMON, KOTOpble Mpu 3TOM
nofBepraTca NOCTENEHHOMY pPa3pyLLEHMIO C TeyeHrem 3a60-
neBaHuA.

Bnarofapa TecHO aHAaTOMUYECKON CBA3M C BpoHXmMonamu,
XapaKTepHO pacnpocTpaHeHre npoLecca Ha cocefjHue apTepuo-
Nbl, XOTA MO CBOEN npupopae 3abonesaHue He ABIAETCA NepBUY-
HbIM BacKynuToMm. B paHHel cTagum OTMeyaeTcA MHOFOYMNC/IEH-
HocTb KJ1, KoTopble GOpMUPYIOT KOMMNAKTHYO LIeHTPabHYO rpa-
HyNIeMy CO 3HauUTENbHbIM KONIMYECTBOM NMMPOLINTOB, pPacnoso-
»eHHbix mexay KJ1un no nepudepun nopakeHus. Knetkmn socnanu-
TeNIbHOro pAfa, 0cobeHHo 303MHOGMNbI 1 Makpodaru, Takke
NPUCYTCTBYIOT B PA3NINYHbIX KONIMYECTBAX.

JecTpyKuus 6POHXMONIAPHOrO 3MNUTENNSA BO3HUKAET B paH-
Hel CTagumn pa3BuTUA 3aboneBaHusA, HO Takoe LIeHTPOOPOHXMO-
NAPHOE pa3BUTME MOPAXKEHUA MHOTAA CJIOXKHO MOATBEPAUTL MO
ofHoMy cpesy (rnctonpenaparty).

TpexmepHasa PEKOHCTPYKLUMA NOpaXeHUs No pagy CepuimHbIX
Cpe30B JEMOHCTPUPYET rpaHynemaTo3Hoe MmydToobpasHoe pac-
NpPOoCTpPaHeHVe BLOMb CTEHOK ANCTaNbHbIX BO34YXOHOCHbBIX NMyTeWn.
XoTA paHHMe Mopa)keHWA 4acTo BbIMMAAAT «KaBUTUPOBAHHBIMU»
(KncTonopo6bHbLIMKM), Ha CamMoOM fiene KUCTa, MONOCTb B yyacTke
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MopaeHus, Mo CyTU, ABNAETCA OCTAaTOYHbIM NMPOCTPAHCTBOM pas-
PYLUEHHON GPOHXMONbI BCIEACTBYE FPAHYSIEMATO3HON peaKkunmn 1
He ABNAETCA pe3yNbTaTOM HEKPO3a IerOYHON TKaHu [25].

B 60nee no3pHUX cTagmax pas3suTra npoLecca Konuuectso K
YMEHbLLIAEeTCsA, OHY GOPMUPYIOT HebObLLME KacTepbl (CKonneHus),
OKPY>eHHble NMMoLMTaMM 1 KneTKamy BOCMAnUTeNbHOIO pPAfaa,
BKJt0Yan 3031HOGWIbI, Makpodary 1 He6osbLIOe KOMMYECTBO HEl-
Tpodunos. CKkonneHua MMMPOLMTOB YacTo HabnoaaTCA Mo nepu-
depun, Ha rpaHuue c nosBnsiowenca GubposHol peakuuein. B
KOHLIe KOHLIOB, B pa3BepHyTOW, No3fHel, cTaaumn 3abonesaHus KJl
MOTYT 6bITb €AUHUYHBIML UK BOOOLLE OTCYTCTBOBATb, @ B TKaHU
nerkoro o6HapyMBaloTCA TONbKO MaKpodaru, cogepalyue nur-
MEHT WY IMNWAHbBIE BKITIOYEHNA. KNeTOUHbIA KOMMOHEHT nopaske-
HVA 3aMeLlaeTca 38e3n4aTbiMm GrOPO3HBIMK pPybLLAaMK 1 Npunera-
IOLLIMU KCTO3HBIMM MOMOCTAMU, OKPYKEHHBIMU G1OPO3HBIM KOJb-
uom. lMpy CAMAHNM MHOXEeCTBa TaKMX OCTAaTOUHbIX MPOABIEHUI
dopmupyeTca Tak HasbiBaeMoe coToBoe Jierkoe. ComyTcTBytoLLan
smdur3emMa Nerkmx BHOCWUT CBOW BKNaf B KUCTO3Hble MOABMEHWA
ONUTENTbHO CyLLeCTBYIOLWMX Pa3BUTbIX MopakeHun [25].

Hyo Jin Kim et al. [39] Ha ocHOBaHWM MocnegoBaTeNibHOM
TMCTONOTMYECKOW OLIEHKUN HAIMunA NepubpOHXMONAPHbIX Herpa-
BUbHON GOPMbI FpaHynem, rpaHynem ¢ nonoctamu, ¢pnbposHo-
KMCTO3HbIX MOPAXeHWA iy oKonopy6L0Boi 3mdur3emsl, Npeao-
xunn anddepeHuMpoBaTb Mpu 2ucmonamosoaudeckue hasel
npoueccd, d UMEHHO — PAHHIOW, NPOMEXYMOYHYIO U NO30HIOH.
3aboneBaHve HaxOAWUTCA B paHHel da3e pa3BUTUA B CyvasX,
Korga 6poHxuMonApHas CTeHKa U ee CV3NCTas (MUTeNnanbHbIA
cnoit) uHpunbTpUpoBaHbl KT 1 pasnnyHbiM Konnyectsom numdo-
unToB, $G1bPO6NacToB, 303NMHODGUNOB, HENTPODMIIOB, MasMaTm-
YeCKMX KNeToK 1 MrMeHTMPOBaHHbIX Makpodaros ¢ GopmmnpoBa-
HMEeM y3enKoB — rpaHyfiemM HernpaBuibHON GOPMbI.

B nospHeit pase pa3sutna 3abonesaHnsa cneyuduryeckue Kl
OTCYTCTBYIOT, COXPAHAIOTCA TONbKO $MO6PO3HbIE, 3BE3[4aTON
dopmbl pybLbl B CONMPOBOXKAEHNN OKONOPYOLIOBLIX YBENUYEHWI
BO3[YLUHOTO MPOCTPaHCTBa. B cnyyasax, Korga obpasubl TKaHu
HeJlb3A TOYHO OTHECTW K PaHHelN U No3fHeN CTaauaMm, ycTaHaB-
NIMBAETCA NPOMEXYToUHaA $pa3a MaTonornyeckoro npotecca.

KnuHunuyeckne npoasneHmna. HecmoTpa Ha anddysHbIn
XapaKkTep MOBPEeXAeHUA NEerknx, KMHNYeckne CUMNTOMbl MOTyT
ObITb BblpaXXeHbl HE3HAuUUTENbHO WAWM [Aake OTCYTCTBOBATb.
MauuneHTbl YacTo CBA3bIBAIOT MPU3HAKU GONE3HN C MPUBLIYKOW
KypeHua. IHTepBan BpemeHu OT MOMeHTa NOABNEHNA CUMMNTOMOB
10 MOMeHTa YCTaHOBMeHNA AMarHo3a CoCTaBnAeT B cpefHem 6
MecAueB. [lnarHo3 obbluHO YyCTaHaBAUBAOT B OLHOM W3 Crefyio-
mx obcrosaTenbcTs [25].

1. MpumepHo B 25 % cilyyaeB natofiornyeckme N3MeHeHus B
Nerknx onpefenAlTca BO BpeMA NPoBeAeHNA PYTUHHON peHTre-
Horpadum nerkrx Npw oTCYTCTBUN KIMHUYECKUX CUMMTOMOB 3a60-
NeBaHuA.

2. PecnupaTopHble CUMMNTOMbI, FfaBHbIM 06pa3omM CyxoMm
Kaluernb 1, B MEHbLUE Mepe, OAbILLKa NMPW Harpy3Ke, HabnogaTca
B CpefjHeM B 2/3 ciyyaeB 1 MOTYT ObiTb aCCOLMMPOBaHbI C acTeHM-
ell, NoBbIleHNeM TemnepaTypbl Tena, MOTAMBOCTbIO B HOYHOE
BpeMsA 1 noTepen macchl Tena.

3. CnoHTaHHbIN MHEBMOTOPAKC NPUBOAUT K AmarHosy JIKI
nerkux B 10-20 % cnyyaes. [THeBMOTOpaKc HabnoJaeTcs B OCHOB-
HOM Y MOJIOAbIX MY»UMH, MOXET NMPONCXOAMUTb B NGO MOMEHT
TeyeHusa 6onesHu [40, 41]. NMHeBMOTOpaKC HeobxoaMMO Bcerga
npefnonaraTb B ClyYanx, €CAv NaLMEHT XanyeTca Ha yBennyeHne
ofblLKM [25].
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KpoBoxapKaHbe, ABNAACb PeAKNM CUMMITOMOM, MOXET ObITb
accouymmpoBaHo c JIKI nerkux, ecnu apyrve npuynHbl (mpexae
BCEro pakK JIerkoro) ncknoyeHol [41, 42].

JIKT nerkumx y B3pociibix — 06bIYHO MOHOCMCTEMHas 60Me3Hb,
3KCTpanynbMOHasbHble CMMMTOMbI OTMEYaloTCA pefKo: nopae-
Huie KocTeil HabnogaeTca B MeHee YeM 20 % criyyaeB, HecaxapHblii
AnabeT C monuypuren Kak pesynbtaT MHGUIbTpauuy B obnactu
TypeLKoro ceasia pernucrpupyetca y 5 % naumeHToB, NopaxeHve
KOXM OTMeYaeTca B efMHUYHbBIX cnyyasx [27, 35, 41].

Pe3ynbTaThl GU3MKaNbHOrO UCCNEAOBaHNA NErKUX OObIYHO
COOTBETCTBYIOT HOPME, UCKITIOUYEHME COCTaBNAT 60NbHbIE C NMHEB-
MOTOPaKCOM 1 TAXKENbIM NMPOrPeccupyoLMm TeueHrem 6o5esHm ¢
npu3HaKamy neroyHoro cepaua. Xpurbl BbICTyLIMBAOTCA PefiKo.

Papgunoruyeckne npusHaku

PeHmeeHozpachus opeaHos epyoHoli nonocmu

Pe3ynbTaTbl CcTaHZapTHOW rpyaHon peHTreHorpadum (P),
BbIMOJIHEHHOW B MOPAAKE PYTWHHOro o6CnefoBaHMsA, B 3Hauu-
TENbHOW YacTh ciyyaeB NPUBOAAT K AnarHo3sy JIKI nerkux [43], n
TONbKO Y 10 % 6OJIbHBIX C NErKUM TeYeHMeM 3ab0neBaHNA N3MeHe-
HWA Ha PeHTreHorpammax oTCyTcTByioT [25].

Hav6onee 4acTbim NaTTEPHOM PEHTIEHONOMMYECKNX N3MEHe-
HWUIA ABNAETCA peTuKynoysenkosaa UHunbTpauma [30]. Ha ¢oHe
MHOUNBTPATOB MOTYT ONPeAenATbCA KMCTbl, KOTOPble CUMMETPUY-
HO pacnpocTpaHeHbl B 060UX NIEFKMX, MPENMyLLLECTBEHHO B Cpej-
HVIX 1 BEPXHUX JIEFOYHbIX MOJIAX U B MEHbLUEN Mepe — B pebepHo-
AnadpparmanbHbix yrnax [25]. UIHGunbTpaThl YacTo 3HauMTenbHO
Bblpa)KeHbl, MNPV 3TOM KJIMHWYECKUe MposABNeHNA 3aboneBaHuA
MOTYT 6bITb CKyAHbIMW. B oTnnumne oT Apyrux MHGUIbTPATUBHBIX
3aboneBaHNi Nerknx, 3a NCKloYeHneM numoaHrmonenomroma-
TO33, JIeroYHble 06BEMBI YBENMYEHDBI UNIN COOTBETCTBYIOT HOPME.
Hanunune nprisHakoB MHeBMOTOpaKca 1, YTo bonee peaKko, ocTeo-
NNTNYECKOTO NOpaXXeHNaA pebep TakxKe CBMAETENIbCTBYET B MOMb3y
anarHosa JIKI nerkux. [neBpanbHbIA BbINOT, MeAnacTUHaNbHaA
nHeBMONaTUA He XapakTepHbl ana JIKI nerkux. B cnyyasax Taxeno-
ro, mporpeccupytoulero TeyeHna 3aboneBaHNA MPU3HaKM ovaro-
BbIX MOPaXeHW MOryT OTCYTCTBOBaTb, OCHOBHbIMU PEHTTE€HOMO-
rMYECKUMN N3MEHEHUAMM ABAAIOTCA MHOXECTBEHHbIE KUACTbI.

KomnblomepHasa momozpaghus 8biCOK020 pa3peuieHus

KT nmeet BakHelllee 3HavyeHne B anmarHocTtuke JIKI nerkmx.
KT obecneuviBaeT [ONONHNUTENbHON UHbOPMaLMen 06 anemeHTax
NMapeHXManbHOro MOBPEXAEHUA, TakUX Kak obpa3oBaHme noso-
CTeli B y3enKax, KOoTopble He 0OHapy»K1BaloTCA Npu CTaHAAPTHOM
peHTreHorpadpuu [44]. KT Takke No3BONAET BbIABUTb N3MEHEHVA B
napeHxrMme Nerknx B Tex peakux cnyyanx, Korga faHHble peHTre-
Horpadun NHTEPNPETUPYIOTCA KaK HOpMasbHble.

TunuuHbin KT-naTTepH cocTaBnAioT Hebosnblwve Y3enknu ¢
HEYEeTKUMW TpaHMLaMK1, MOMOCTU B Y3esKaX, TONICTOCTEHHblE U
TOHKOCTEHHbIE KUCTbI (prC. 3). DTN U3MEHEHUA PaBHOMEPHO pac-
npegeneHsbl B nepudpeprnyecknx 1 LEHTpasbHbIX 06nacTax nerou-
HbIX nonen. MoBpexaeHNa NMeIOT 04aroBbIfi XapakTep, OTAeNeHbI
LpYr OT Apyra yyacTKamy HOPManbHOW NapeHXMbl, OTMEYaKTCA
NPENMyLECTBEHHO B BEPXHUX W CPEeOHUX NEroyYHbiX MOAAX.
PacnpepeneHue y3enkoB LEeHTPUIOOYNAPHOE, UTO OTpaXkaeT pas-
BuTre JIKI-noBpexaeHna B LieHTpanbHol 6poHxuorne. Mo mepe
NporpeccupoBaHna 3a60oneBaHnA B MapeHXme IErKMX HaurHatoT
npeobnafatb KNCTO3HblE U3MeHEHUA. KNCTbl MOTYT ObITb pa3nunu-
HbIX Pa3MepoB, HO 0ObIYHO MeHee 1 CM B iMaMeTpe; BCTpeyatoTca
N30/IMPOBaHHbIe KMUCTbI U CMBaloLmeca Apyr ¢ ApYrom, MHOrAa
UMUTUPYA LeHTpUnobynsapHyto smousemy [25].
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Puc. 3. JIKT nezkux e parHeli cmaduu y 30-7iemHe20 MyX<4UHbl.
KT 0emoHcmpupyem y3enku pasnu4yHoli ee/luduHel 6 coyema-
HUU € MO/ICMOCMeHHbIMU MeJIKUMU Kucmamu.

MoHuTopuHr KT-aaHHbIX B npouecce TedeHns 60ne3Hn noka-
3blBaeT, YTO MPOrpeccrpoBaHrie U3MeHeHWIn OT obpa3oBaHuA
y3e/IKOB, NONOCTel B y3enkax K GOpMUPOBaHMIO TONICTOCTEHHbIX
KUCT 1 B NO3AHNX CTAAUAX — TOHKOCTEHHbIX KUCT [45]. Mpwn aTom
y3eNKM 1 y3enKun C NoNoCTAMY MOTYT pa3peLaTbca, B OTanyme ot
KWUCT, KOTOPble COXPaHAIOTCA WAN YBEIMYMBAIOTCA CO BPEMEHeM
(punc. 4).

Hpyrve KT-usmeHeHus npu JIKI nerkux MoryT BKlo4aTb CHU-
XeHre Npo3payHoOCTV MO TWUMY MATOBOrO CTEKMNa, TAXKMCTOCTb
NIMHENHOTO XapaKTepa unmn amou3semaTosHble 6y/bl Kak pesynb-
TaT XPOHNYECKOro 06CTPYKTUBHOMO 3a60NeBaHNA NErknx BCeaCT-
Bre KypeHusa [45]. MNnespanbHbIl BbINOT, MeAMacTMHaNbHaA age-
HonaTtuA HabnoaaTca peako.

MNMokasaTtenu nerovyHon BeHTUAALMN U andPysnn. Xapak-
Tep W CTeneHb HapyLIeHUA Nero4yHown BeHTUAAUMU U Anuddy3un
3aBUCAT OT NPOJOMKUTENIbHOCTU GONE3HN 1 OT TOrO, KaKon Tvn
aHAaTOMMYeCKOro MoBpexaeHusa mnpeobnagaer y 6GONbHOrO.
MpumepHo y 10-15 % 60NbHbIX MOKa3aTenn BEHTUNALVOHHOW
GYHKUMM nerkux B MOKoe COOTBETCTBYIOT Hopme [34, 35, 41].
BmecTe ¢ TeMm, B 6ONbLUNHCTBE CITyYaeB PErNCTPUPYIOTCA 06CTPYK-
TUBHble PacCTPOWCTBa JleroyHon BeHTUnAUMKW. Kak npasuno,
M3MeHeHa CTpyKTypa obLiein emkocTy nerkux (TLC) ¢ ymeHbLueHu-
eM Xun3HeHHon emkocTun (VC) 1 yBENMYEeHMEM OCTaTOYHOTO 0bbe-
ma (RV) n nokasatens RV/TLC. XoTA 60/bLUMHCTBO GOMbHBIX OTHO-
CATCA K KaTeropuv KypunbLUMKOB, YTO CMOCOOCTBYET pPasBUTMIO
6pOoHXManbHOM OBCTPYKUUN, CTeneHb OPOHXO0OCTPYKTUBHbIX
paccTpoCTB He COOTBETCTBYET obliemMy o6bemy noTpebneHus
CUrapeT 1, C HanborbLuel BEPOATHOCTbIO, OTPaxaeT bpoHXMonap-
Hyto niokanusauuio JIKr-nospexgeHun [25].

CooTHolleHMe obbema GOPCUPOBAHHOTO BblOXa 3a MEPBYIO
cexkyHay (FEV,) k VC cHuxeH npumepHo y 30 % 6onbHbix JIKI ner-
KX C KOPOTKMM KIVHUYECKM neprofom 6onesHu, No mepe npo-
rpeccupoBaHnsa 3aboneBaHWsA KONMYeCcTBO BOMbHbIX C YMeHblLUe-
Huem nokasartens FEV,/VC 3HauntenbHo Bospacraert [34, 35].

Mo mHeHuto Tazi A. [25], 06CTPYKTVBHbI NaTTEPH HapyLLEHNA
NEroyHon BeHTUNAUMUN Y 6OMbHbIX C ANGPY3HBIMY NIEFOYHBIMM
MHPUNbTPaTaMK OOMKEH Bcerga npegnonaratb Hanuuue JIKT ner-
KuX. He3HauntenbHO BbipaKe€HHble PEeCTPUKTUBHbIE HapyLleHWA
NEroYHoN BEHTUAALMM HabMIOAAIOTCA CPAaBHUTENBHO PEAKO.

Pacctporicta fnddy3MoHHON CNOCOBHOCTM NErknX ABNAIOT-
€A Hanbonee paHHUMK nposasneHnamu JIKI nerkux n HabnoaatoT-
¢y 70-90 % 60nbHbix [34, 45].

[a30BbIi COCTaB KPOBM B COCTOAHWUWM MOKOA [ANUTENbHOE
BpPEeMA COXpaHAETCA Ha HOPManbHOM ypoBHe [25], BMecTe C Tem
dusmnyeckan Harpyska NpYBOANT K CHIKEHWIO anbBeONAPHO-apTe-

[N et

Puc. 4. JIKT neakux 8 no3oHeli cmaduu y 41-1emHe20 My»4UHbl.
KT: kpynHole, cnusaroujuecss opy2 ¢ Opy20M MOHKOCMeHHble
Kucmol.

pUanbHOro rpaAneHTa, yMeHbLUEHNIO CKOPOCTY ANGPY3nn Kucno-
popaa 1 pasBuTUIO rMnokcemnu [46].

BpoHxockonua M GpoHXoanbBeONAPHbIN naBaK. [lpu
6poHxXOCKONMM Y 60NbLIMHCTBA 6OMIbHBIX BPOHXMANbHOE AepPeBO
COOTBETCTBYEeT HOPMe, B YacTW CllyyaeB BblABNAETCA Hecneundu-
yeckoe BoOCManeHue, CBA3aHHOe C KypeHueMm. ViccnepoBaHue
OGPOHXMANIbHON CNN3M TaKXKe ManoVHPOPMATVBHO ANst ANArHOCTU-
Kun JIKI nerkux, Ho B pAfe cslyyaeB MOXeT ObiTb Mose3HbIM A
VCKITIOYEeHNA ApYrux AnarHo3os [25].

TpaHcbpoHxmanbHasa 6roncusi 06bIYHO MO3BONSET BbIABUTH
JIKI' nerkmx Tonbko B Tex cCiy4yasX, Korga OHa NPOBOAUTCA B
HeCcKOMbKMX yyacTKax. YunTbiBaa oyarosoe pacnpegeneHue JIKM-
NMOBPEXAEHWNI B IETKUX, Pe3YNbTaTUBHOCTb TPAHCOPOHXMANbHOW
6uoncun He npesbiwaeT 10-40 % [41, 47]. BmecTe ¢ Tem, y 601b-
HbIX C IEFOYHBIMM KACTaMW 3TOT METOJ COMPAXEH C PUCKOM pas-
BUTUA MHEBMOTOPAKCA.

KonnuectBo KNeTtok B MULKOCTW OPOHX0ANbBEONAPHOro
nasaxa (bAJ1) yBenuueHo 1 o6bl4HO cocTaBnset > 1x106 kn.xmn’,
npy 3TOM B KJIETOYHOM COCTaBe MpeobnafatoT anbBeossipHble
Makpodaru. 3To oTpakaeT BNMAHME KYPEHWS, TaK Kak KONmM4ecTBo
MaKpogaroB 06GHapYKMBAeT CUJIbHYIO KOPPENALMI0 C eXeaHeB-
HbIM NoTpebneHnem curaper [37]. Y Tex NauneHTOB, KTO HE KypuT,
KOJIMYECTBO anbBeONAPHbIX Makpodaros B BAJ1 06bIUHO COOTBET-
CTBYeT HOpMe.

PaHee npepnonaranocb, uto B maeHtudumkaumm KI cpenn
KNeTOK, NonyyeHHbIX 13 BAJ1, BaXkHOe 3HaueHre MMeeT MMMYHOTU-
CTOXMIMMYeCKasa peakumsa C UCMOSib30BaHMEM MOHOKIIOHasbHbIX
aHTuTen K CD1a [48]. ccnepoBaHma nocnegHUx neT He NOATBEp-
AWM HAA@KHOCTb 3TOrO MeTofia B CBA3W C HU3KOW YyBCTBUTENb-
HoCTbto [25]. KoHueHTpaums KJT B xxugkoctn BAJT fo 3 % Habntopa-
eTCcA Y KypWNbLUUKOB, He umewwmnx anddysHoro 3abonesaHua
nerkux. MNoeblweHne cogepxanus K o 4 % vacto HabnogaeTca
y NauneHToB ¢ ANdPY3HbIMU UHTEPCTULMANbHBIMK 3aboNeBaHUA-
MM NErknx, acCoLMNPOBAHHbIMU C afibBEOASPHON runepnnasnen
[49]. U TonbKo 5 % nopor cogepaHus KIT MoxeT 6bITb NCMOMb30-
BaH A anarHo3a JIKI nerkumx. 3ToT TecT JOCTaTOYHO cneumduyeH,
He YMeeT BeCbMa HI3KyI0 YyBCTBUTENbHOCTb (< 25 %) [25].

MpakTnyeckn, pesynbTaTbl uccnefoBaHua xugkoctn BAJT
pefKo COCTaBNAT OCHOBY AmarHosa JIKI nerkux, Ho MoryT 6biTb
nonesHbIMN B CNTyYanX, KOraa OTCYTCTBYIOT TUMUYHbIE PEHTIeHO-
nornyeckne CUMNTOMbI; B AnddPepeHLManbHON AnarHocTmke ¢
3aboneBaHuAMY, KOTOpble MMEIOT 6osiee TUMUYHbIE XapaKTepu-
cTrkn BAJT; Npu UCKNIOYEHUN NEroYHbIX MHOEKLMI, TakMX Kak
Pneumocystic carini [25].
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PyTuHHble na6opatopHble TecTbl. CTaHAapTHble nabopa-
TOPHble TecTbl HenHbOPMaTMBHbI. He3HaunTenbHoe yBennyeHve
cofepKaHus HeTpoduoB B nepudpeprnyeckon KpoBu 06bIYHO
CBA3aHO C KYpeHueMm; YpOBeHb 3031HOGUIIOB, Kak NPaBuiio, Hop-
ManbHbIN. MPU3HAKOB CUCTEMHOW BOCMANUTENbHOW pPeakumn B
6ONbLUMHCTBE CJTyYaeB He HabMAAETCA; YPOBEHb CbIBOPOTOUHO-
ro MMMyHornobynmHa o6blYHO HOPMasbHBbINA. Pa3finyHble ayToaH-
TTENa U UMPKYIMpYyoLWmMe KOMMIEKChbl Y YacTu GONbHbIX MOTyT
ObITb BbISIBMIEHbI, HO X YPOBEHb HE MEET ANArHOCTUYECKON 3Ha-
YMMOCTW.

AwnarHos. [Ina ycTaHOBNEHUA AMArHo3a 06bIYHO JOCTAaTOYHO
NPUCYTCTBUA COBMECTUMbIX C JIKI nerknx KnMHuyeckux cumnro-
MOB B COYeTaHMN C xapaKTepHbiMu KT-npusHakamun. Y3enkoBblin 1
KUCTO3HbIN MaTTePH MpPenMyLLeCTBEHHO B BEpXHel MOJoBuHe
NIErOYHbIX Mosei y MoONoAbIX KyPUbLUKOB, MMEIOLLMX MOBbILIEH-
HbIl YpOBEHb cofiepxaHuA Makpodaros B xuakoctn BAJI, Kak
NpaBwWno, He OCTaBnAeT COMHeHWn B AmarHose JIKI nerkux.
HanpoTtue, gnnHHbIA nepeyeHb anddepeHUmanbHbIX AMarHO30B,
BKJIIOYaA MUKOGaKTepuranbHyo 1 Apyrue nHpekuun, capkougos,
rpaHynemaTo3 BereHepa, neroyHble meTacTasbl C Mpu3HaKammu
KaBUTaLuKn, OGPOHXMOMNO-anbBEONAPHBIN paK, MHEBMOLCTHYHO
NMHEBMOHUIO, HECOMHEHHO, TpebyeT NMpPoBefeHUA [OMNONHUTENb-
HbIX MCCNeJOBAaHNIA, B TOM UKCSIe U XMPYpPrudeckyto broncuio ner-
Koro. buoncusa Takxe Heobxoauma npu AnddepeHUranbHoM
anarHoctuke JIKI nerkmx n numdaHrnoneiomromartosa [45].
CnepfiyeT TakKe OTMETUTD, YTO Nltoboe XMpypruyeckoe BmelLaTesNb-
CTBO B CJTyYanx peLuavB/PYIOLLEro Unn NepcucTupyoLero nHeB-
MOTOpPaKCa JOMKHO BKtOYaTb B3ATNE dparMeHTa SIeroYHOM TKaH!
0N TMCTONOMMYEeCKOro nccnegoBanmsa [25].

JleyeHune. OyeHb TecHana cBa3b mexay JIKI nerkux n KypeHu-
eM npegrnoaraeT BaXXHOe 3HaUeHne KypeHus B naTtoreHese 3abo-
neBaHuA. Kpome Toro, y 60nbHbIx JIKI nerkux oTMeyeH BbICOKMN
PYCK Pa3BUTYA MEPBUYHOTO paKa nerkux [27, 30], y 60nbwnHCTBA
13 HUX HabnofaeTca 6poHXMaNnbHaA 06CTPYKUMA. B ¢BA3M ¢ 3TUM
0TKa3 60/IbHOrO OT KypeHUs ABAAETCA Hanbosee BaXKHbIM LLIArom B
BeaeHun JIKI nerkmx.

HecmoTpa Ha oTCyTCTBUE JOKa3aTeNbHO-OCHOBAHHbIX JaHHbIX
06 3¢ dekTBHOCTM rokokopTrKocTepougoB (TKC) npu JIKT ner-
KUX, GONbLIMHCTBO y4eHbIx cumTaeT, uto N’KC Heobxoarmo npume-
HATb Y GONbHBIX C Y3€/IKOBbIM 1 Y3€JIKOBO-KMCTO3HBIM MATTEPHOM,
TO eCTb B paHHEN 1 MPOMEXYTOUHON cTagun 3aboneBaHus. TKC
Ha3HayaloT B HauyanbHoW fo3e 0,5 Mr/Kr Maccbl Tena B CyTKU B pac-
yeTe Ha NpedHn30noH [25, 30] ¢ nocnenyoOWUM CHUXKEHEM [03bl
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o nopnepxuatowenn (0T 2,5 go 10 mr/cyt.). O6Las NpoaomKu-
TenbHocTb [KC-Tepanumn coctaBnsaeT B cpegHem 12-18 mec. [KC-
TepanuA 06yC/OB/IMBAET CyLLeCTBEHHOE YCKOPEeHMe pa3pelueHns
BOCMaNUTENbHbIX rpaHyneMaTo3HbIX NoBpexaeHui. Bmecte ¢ Tem,
CYLLECTBEHHOrO YyULleHNA COCTOAHWUA NIErOYHOW BEHTUNALUN 1
anddysun B pesynbrate npumeHeHna NKC He otmeyaetca [25].

LiuToTokcnueckrne cpepctBa (BMHOMACTWMH, MeTOTpeKcar)
06bIYHO Ha3HauvaTcA B KoMObuHaumm ¢ TKC-Tepanwveii B ciyvasnx
TAXKENoro mynbtucncremHoro JIKr.

MOHUTOPUHT TeueHUs 6onesHu cneayeT NPOBOANUTL C UHTEP-
Banamy B 3—6 MecALEeB C UCMOMb30BaHMeM GU3UKanbHOro obcne-
[lOBaHWA, peHTreHorpadumn opraHoB rpyaHON NoAoCTU 1 GYHKLU-
OHaNbHbIX JIErOYHbIX TeCToB. /I3MeHeHMA Ha peHTreHorpamme
ABNAOTCA OCHOBaHMeM AnA nposegeHua KT.

TeueHue n nporHo3s. EctecTBeHHOE TeueHne 6one3HN Bapu-
abenbHO 1 HempeAckasyeMo B KaXAoM OTAeNbHOM ciydae [43].
MpnbnusnTtenbHo y 50 % 60MbHbIX CMOHTAaHHO WK NOJ BO3AENCT-
Brem [KC-Tepanuu Habniopaetca 6GnaronpusTHbIi Ucxon —
YacTUYHOE MM MOJSTHOE pPa3peLleHne PEHTFEHONOTMYEeCKMX n3me-
HEeHUI U KNMHWUYeCKMX nposiBieHnii. OaHaKo Npr3HaKu 6POHXU-
anbHOI OBCTPYKLMUM NMPY BbIMOHEHUN JIEFOUYHbIX GYHKLMOHAMb-
HbIX TECTOB MOFYT cOXpaHATbcA. MpumepHo 10-20 % 6G0ONbHbIX
LEMOHCTPUPYIOT YMEPEHHO TAXenble NPOABAEHNA — peuunansu-
pyroLwWwnin NHEBMOTOPAKC UM MPOrpeccrpoBaHmne pecnpaTopHoi
HeAOCTaTOYHOCTU C GOPMUMPOBAHMEM XPOHUYECKOTO JIEFOYHOIO
ceppua. HakoHel, y 30-40 % 605bHbIX Ha NPOTSKEHUN MHOTUX
neT HabNAATCA KIVHUYECKUE NPOABNIEHS Pa3/IMUYHON TAXECTN
C NMOCTeNeHHOW KOoHBepcuen y3enkoB Ha KT B TONCTOCTEHHble, @
3aTeM B TOHKOCTEHHbIe KUCTbI. Meprofbl OTHOCUTENIBHO CTabWb-
HOro TeuyeHus GONe3HN YepeaylTcsa C nepuopamu oboCTpeHus
pecnupaTtopHon anchyHKumm [25].

DakTopamy prcka HebnaronprATHbIX NCXOA0B 3aboNieBaHNA
ABNATCA: MaHbecTauus 6o5e3HN B NOXUIOM BO3pacTe, peuu-
OVIBUPYIOWNIA MHEBMOTOPAKC, SKCTpaTopakasbHble Mopa)eHus
(32 nCKNYeHneM MOpaXKeHUA KOCTel, KOTopoe He OKa3blBaeT
BANAHWE Ha NPOrHo3), Anddy3Hble KACTO3HbIE N3MEHEHNWA B Ner-
KX U TAXeNble HapyLleHUsA NeroyHon BeHTunaumm n anddysun
[35, 41]. Bbicokas neroyHas runepreH3ns Takxe ABNseTcA Hebna-
ronpuATHBIM MPOrHOCTMYeCKM dakTopom [50].

BepeMeHHOCTb He OKa3blBaeT BUAHNA HA TeuyeHne 6onesHM.
Takum o6pa3om, 3a NCKITIOUYEHNEM CTyYaeB TAXKENON pecnupaTop-
HOW HepocTaTtouHocTy, JIKI nerkux He ABNAETCA NPOTMBOMNOKa3a-
HVeM K 6epemMeHHOCTI.
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