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Jlerounslit anbBeosIsIpHEBIN potenHo3 (JIAIL; cuHOHM-
MBI — aJIbBEOJISIPHBINA TUTIOTIPOTEMHO3, aTbBEOISIPHBIN
dochommmnumos, IeTOYHBIN aTbBEOISIPHBIN (Dochom-
MMOTIPOTEMHO3) — PeIKOe 3a00JIeBaHNE, XapaKTePU3YIO-
Ieecs HAKOIUICHWEM B ajIbBeoJiax OCJIKOB U JIMIIUIOB
cypdakTaHTa, HapyIIeHHEeM Ta3000MeHa 1 IIPOTpPecCu-
pOBaHMEM AbIXaTeJIbHOW HeooCcTaTOYHOCTU. bose3Hnn
BIiepBhIe ObuTa orucana S.H. Rosen et al. B 1958 1. [1].
DTo penkoe 3abojieBaHUE C PACIIPOCTPAHEHHOCTHIO
3,2—6,7 : 1 000 000 Hacenenus [2]. 3a601eBaEMOCTD
onenuBaetcsa B 0,2 : 1 000 000 [3]. ITo pe3yabraTtam co-
BPEMEHHBIX SMUIEMHOJIOTMIECKIX UCCIICIOBAaHMI pac-
npocrpaneHHocts JIAIT B CILIA cocrasiser 6,778, 1 :
1 000 000 Hacenmenus1. 3aboaeBaHUEe TMATHOCTUPYETCS
MPEUMYIIIECTBEHHO Y JIMII MOJIOIOTO U CPEIHETO BO3-
pacta (20—50 yret), mpuyeM y My>KIMH BIBOE Jallle, YeM
y XKeHIIUH [4]. OnucaHbl caydan 3a00JeBaHus y JeTeit
u i moxuitoro Bospacra. B CILA cpeau 249 manueH-
TOB ¢ noaTBepxaeHHbIM JIAIT y 228 (91,5%) GbL1 BbI-
siBjieH ayTouMMYHHBII JIAIT ¢ TTOJI0KUTETbHBIM TECTOM
Ha ayTOaHTHUTEJa K TPpaHyI0IIUTapHO-MaKpodaraIbHO-
MY KOJOHHeCTUMYIupyoIieMy pakropy (IM-KCO),
y 7 (3%) — nacneactBeHHblil JIAII, BbI3BaHHBIA MYy-
tauusMu B CSF2RA unu CSF2RB, y 10 (4%) — BTO-
puunblii JIAIT u y 4 (1,5%) — Bpoxknenusiii JIAIT [5].
B rpynme manuenToB ¢ JIAII (87 uenoBek), HabIoDaB-
muxcs B kiimHuke HUW uHTepcTuLiMaibHBIX U Op-
daHHbIX 3a00eBaHM TeTkux (magee — HU MuO3J1)
1-ro CII6I'MY um. akan. U.T1. ITaBnoBa (CaHKT-
ITetepOypr) B IMomaBisSIONIeM OOJBITMHCTBE CIydacB
(93,2%) ObUT IMarHOCTUPOBAH ayTOMMMYHHbI JIAII,
y 5 60sbHBIX (5,7%) — Bropuunblii JIAIL, y 1 mauueHTKI
(1,1%) — BpoxaeHHas ¢hopma 3ab0sieBaHUsI.

3tnonorus n pakTopbl pucka

Snonoruto JIAII cremyeT paccMaTpuBaTh B 3aBUCH-
MOCTH OT (DOPMBI OOJIC3HU: TICPBUIHAST, BTOPHMYHAS WITN
BpoxaeHHas1. B 90% ciyuaes JIAII siBisieTcs iepBUYHBIM,
WU WAVOIIATUYECKIM. DTHOJIOTHS €To Hem3BecTHa. [lep-
BuuHbIi JIAIT cBsI3aH ¢ HapyIIeHreM repeaadr CUTHAJIOB
I'M-KC® 1 moxeT OBITh pa3zieJieH Ha TOATPYIIIIbI:

» ayrouMMyHHbI# JIAIL, BbI3BaHHBIN ayTOAHTUTEIAMU

K 'M-KCO;

» HacnencrBeHHbIN JIAII, Bo3HUKAOIIMI BClIeICTBUE

MYTallMil B TeHax, KOAUPYIOLIUX CYObEIUHULIbI pe-

merrropa 'M-KC® (ranpumep, B reHax CSF2RA

CSF2RB).

Kypenune, mo-BuauMomy, siBsieTcs (haKTOPOM pH-
cka pa3Butus ayrouMmMmyHHoro JIAIIL. Tak, Kkypuib-
IIAKH, B T. 4. OBIBIIIME, COCTABJISIIOT OT 56 10 79% Bcex
MMAllMEHTOB ¢ OTUM 3abosieBaHueM [6]. B rpymrre ma-
mueHToB ¢ JIAII, nadmomaBmuxca B HUU NuO3J1,
0bL10 56% KypuiblukoB. [lojaraioT, 4yTo 6oJjiee yacTast
BcTpeuaeMocTh JIAIT cpenu Iuil My>KCKOTO I10Jia B 3Ha-
YUTEJBbHOI CTEMEHU MOXKET ObITh 0ObsICHEHA O0JIbIIEH
pacIpoCTPaHEHHOCThIO KYPEHUs Cpean MY>KYUH [6].
OnHako B OMyOJIMKOBAaHHBIX MCCICIOBAHUSIX TOJIBKO
y '/, GONbHBIX B aHAMHe3€ ObII0 KypeHue WU BO3/Ieii -
CTBHE BPEIHBIX (DAKTOPOB, CICAOBATEIbHO, OCHOBHAS
3THoJIoTus ayTouMMyHHoro JIAIT ocraeTcst HeBbIsIC-
HeHHoi [7].

Bropuunsriii JIAIT (5—10%) MoxeT pa3BUTBLCS BCIE-
CTBUE psiga IPUYMH, CPEIN KOTOPBIX: TeMATOJIOTMYSCKIE
1 HETEMaTOJIOTUIECKIE 3I0KaYeCTBEeHHBIC 3a00JICBaHNS;
MMMYHOIE(UIIUTHBIC COCTOSTHUS, B T. 4. (hapMaKOJIOTH-
YecKasi UMMYHOCYTIPECCHST; XpOHNUeCKIe MH(MEKITNH;
MMMYHOBOCITAJIUTEIPHBIC PeBMAaTUICCKIE 3a00JIeBAHUS
coequHuTeabHOM TKaHU (MBP3CT); nATaNSI1ImoHHOE
BO3MICHICTBME PK30TCHHBIX (haKTOPOB (KpeMHe3eMa,
TalbKa, IIEMEHTA, KaoJIMHA, aTIOMUHNS, TUTaHA, WH-
IIWSI, ICJUTIOJIO36I, CTEKJIOBOJIOKHA, HUKENIS, KBaplia);
MyTalliX, COTIPOBOXKIAIOIINECS HAPYIICHUEM YMCIa WA
dyskuMM Makpodaros (Hampumep, myTaunu GATA2)
u 1p. B remaToornaeckoii mpakTUKe BTOPUYHBIN IIPO-
TEMHO3 9aCTO Pa3BUBACTCS Y IMAITMCHTOB C XPOHUICCKIM
MUEJIOMIHBIM JEHKO30M M MUEIOAUCILUIACTUYCCKIMHU
cuHapoMamu [8]. Takne UMMyHOIe(ODULIMTHBIE COCTOSI-
HMS, KaK anuMOoIriasys TumMyca, 1e(UINT TMMYHOIJIO-
OynmHa A, UMMYHOCYIIPECCHS TIOCTIC TPAHCIIAHTAIIHN
nmapeHxuMaTo3HbIx opraHoB u CITHU/I, Hepenko mpuBo-
11 K BropuaHoMy JIAII [9, 10]. ITepeunciaeHnHbie hak-
TOPBI HAPYIIAIOT (DYHKITUIO aJTbBEOJISIPHBIX MaKpodaros,
BCJICIICTBHE YETO IIPOUCXOIUT M3OBITOYHOE HAKOIIJICHUE
cypdakranTa B anbBeonax. Cpenn mauueHToB JIAII,
Habmopasmmxcss B HUW MnO3J1, sropuunsblii JIATT
pa3BUJICS Ha (DOHE SK30TEHHOTO TOKCHMIECKOTO aJIbBEO-
nuTa, y 59,5% 60JIbHBIX MMEJl MECTO KOHTAKT C TOKCHUYe-
CKMMU BelecTBaMy (IIpodecCoHaTbHBIC BPETHOCTH).
JeiicTBIe K30TeHHBIX TTOJUTIOTAHTOB TTOATBEPKIACTCS
B OKCIIEpUMEHTaX Ha KpbICaX, Y KOTOPHIX MHTAISIIIUNA
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CoJIeii METAJUIOB TTPOBOIIMPOBATIN U3MEHEHMS B JICTKHUX,
HanomuHarouue JIAIL: mpuTox ajbBeoISIPHBIX MAKPO-
¢aroB B aJIbBEOJISIPHBIC IIPOCTPAHCTBA, TIPOIH(DEPALIIIO
anbBeosionuToB 11 ThMa 1 3amoIHEHWE aTbBEOJ JIUIIO-
MIPOTEMHOBBIMY BKIIIOUCHUSIMU.

Bpoxnennas ¢popma JIAIT oOyciaoBieHa MyTalssMu
pa3aMyYHbIX TeHOB. Yaille Bcero MyTalyu 3aTparuBaloT
reasl SFTPB u SFTPC, Konupyrolye CTpyKTypy OeJIKOB
cypdaxranTa Bu C [11], 1 HepeaKO BO3HMKAIOT B TeHax
ABCAIwn ABCA3, oTBevalommx 3a TpaHCIIOPT U3 KIETOK
pa3HooOpa3HbIX BellecTs [7]. MoryT BO3HUKATh MyTa-
iy reHa NKX2- [, yaacTBytomero B M bepeHIMPOBKE
nHeBMouuToB Il Tuma 1 cuHTEe3e 6eNKOB cypdaKTaHTa
('M-KCD) [12, 13].

MaToreHes

B ntepsom onmcanum JIAIT S.H. Rosen et al. otme-
TWJIM HaKOIJICHNE B aJbBEOJIaX 03MHOMDUIBHON cyo-
CTaHIINK, OoTaTol MumumIaMu u 6enkamu [1]. CxoncTBo
9TOTO MaTepHralia C JeTOYHBIM CYyp(aKTaHTOM IT03BO-
JIMJIO TIPEIITONIOXKUTD, YTO 3a00JIeBAaHUE CBSI3aHO C €TO
aHOMAJIbHBIM METa00JIM3MOM (IIPOAYKITMEH, Jerpaaa-
Meil) 1 M30BITOYHBIM HaKoIUIeHHeM. B manmbHeiem
OBLIO OTIPENEIICHO, YTO HAPYIICHMS B OOJIBIIICH CTCIICHN
3aTparvBaloT KIMPEHC, HEXEIN CUHTE3 cypdaKkTaHTa
[14]. TIpencraBnenue o natoreHese JIAIT kapanHanb-
HO U3MEeHWIOCh B 1994 1., Korma OBLI0O JOKAa3aHO, UYTO
y MBIIIE, HOKayTHBIX 10 reHy I M-KC® unm ero pe-
menTopy (Y TaKMX JKUBOTHBIX B PE3yJIbTaTe IMPUIICTEHOTO
pa3pylIeHUs OPeAeICHHOTO TeHa He CUMHTE3UPYeTCs
COOTBETCTBYIOIINI OCJIKOBBII IPOAYKT), HAPYIIICH TOMe-
ocTa3 cyphaKTaHTa U B JITKUX BBISBIISTIOTCS U3MCHEHUSI,
cxonHble ¢ mposiBiaeHussMu JIAII [15]. bonee Toro, 6su10
YCTaHOBJIEHO, YTO TIpMMeHeHue 9k3oreHHoro 'M-KC®
Y 3THUX XKUBOTHBIX IIPUBOINUT K HOPMAJIM3AIIMN METa00-
Jm3Ma cypdakTaHTa ¥ 3HAUUTEIbHO CHIDKACT BRIPAsKCH-
HOCTb MATOJOTUYECKUX U3MEHCHU B JeTKuX. Takum
00pa3oM, OBLIO TTOATBEPKAeHO, YTo MMeHHO [ M-KC®
obecreurBaeT IMpollecc KIMpeHca cypdaKTaHTa, UTparo-
IIIETO BaXKHEHUIITYIO POJIb B CHIDKCHUM TTIOBEPXHOCTHOTO
HaTSDKEHUS B aTbBeoJax.

CypdakTaHT npeaoTBpaliaeT CliaIcHue aabBeos
¥ TPaHCCYIAIIUIO KalMIISIPHOM XXUIKOCTU B aJIbBEO-
nsipHoe npocTtpaHcTBo. Okojo 90% cypdakraHTa co-
crapistioT aunuabl, 10% — 6enku, < 1% — yriieBoIbl.
JIvmasl ipencTaBiIeHBI TOISIPHBIMU (hocdomumummamMu
(B OCHOBHOM HACHIIICHHBIN (hocHaTUINIXOINH) 1 Hell-
TpaJbHBIMM JIUTTHUAAMU (B OCHOBHOM CBOOOIHBIN XOJIe-
CTEPHUH CO CJIICAOBBIMM KOJUYECTBAMU TPUTJIUIICPUIOB
1 CBOOOIHBIX XKUPHBIX KKCIJIOT) [16]. YeTspe Buma Oe-
KoB cypdakranTa: SP-A, SP-B, SP-C u SP-D — BHOCSAT
BKJIJ B €70 CTPYKTYPHBIC M TTOBEPXHOCTHO-aKTUBHBIC
CBOICTBA, YJ4aCTBYIOT B OTICOHM3ALIMY MUKPOOHBIX TTATO-
TeHOB U CTUMYJIMPYIOT 3aIIUTHBIC (DYHKIINY aTbBEOJISIP-
HBIX MaKpodaroB. DTM 6eIKaM COOTBETCTBYIOT T€HBI
SFTPA, SFTPB, SFTPCwu SFPTD, myTaliuui B KOTOPBIX
MPUBOIST K 00pa30BaHUIO MTaTOJOTMIECKOTO CyphaK-
tanTa. OH HaKaruIMBaeTcs B ajbBeosonuTax 11 tura,
BBI3bIBasI THOEITb KIICTOK.

KitroueBy10 pojib B OITMCaHHOM BBIIIIE ITPOLIECCE UTPa-
eT [M-KC® — nmoummenTnaHbli IUTOKWUH C MOJIEKYJISIP-
HBIM BecoM 23 kJla, mpomynvpyeMblii B-muMmdonmramu.
OH sIBIsIeTCS OCHOBHBIM (haKTOPOM pocTa v truhepeH-
IIMPOBKY T€MOMOATUISCKUX KICTOK (TPaHyIOINTOB,
Makpodaron, 303MHO(DIIOB), B3AUMOACICTBYSI C pelIelI-
TopaMu Ha X noBepxHocTu. Penierrropsr st TM-KC®
HMMEIOTCSI TAKKE Ha KJIIETOYHOM CTEHKE aJIbBEOJIOIINTOB
II Tuna. PaznuualoT 2 Tuna KJIETOYHBIX PELEeNTOPOB:
1) Hn3koadpuHHBIM ['M-KC®-CcBSI3bIBaIONINIA pelier-
Top — CDw116; 2) HeCBS3bIBAIOILMIA, YCUIMBAIOLIMIA ad-
¢unHOCTH petrenitop — CD131. Poas penentopa CD131
3aKJTI09AETCS B CBSI3BIBAHUY TUPO3MH-IIPOTCMHKUHA3HI
JAK?2, koTopas y4acTBYeT B repenadye CUTHAIOB LIMTO-
kuHoB. BzanmoneiictBue 'M-KC® ¢ atim perientopom
BBI3BIBAET aKTUBALIMIO TUPO3UH-TIPOTEMHKMHA3EI JAK?2
Y MTHUIIALIVIO TIepeIauyll CUTHAJIOB HECKOJIbKIUMU ITyTSI-
MM, BKJTIOUasl aKTUBaLnio pakTopa TpaHcKpunumu PU. 1
[14]. IeficTBYst oIOCPETOBAHHO Yepe3 TPAHCKPUITIIOH -
Huiit pakrop PU.1, TM-KC® obecrieunBaioT mpolecc
KaTtabonm3Ma cypdakTaHTa aJbBEOJSIPHBIMU MaKpO-
daramu.

AytoummyHHas nipupona JIAII Obina BbissBJeHaA
B 1999 1., Korna simoHckue uccienosarenu 1. Kitamura
et al. [17] oOHApPYXUIN B CBIBOPOTKE KPOBU, a TaKKe
B XUIKOCTH OpoHXoalbBeoasapHoro jJaBaxa (BAJI)
6oxbHBIX JIAIT anTUTEeNa (MMMYHOTIOOYIMH (Ig) G)
npotuB 'M-KC®, oTcyTcTBYIONIME KaK Y TOHOPOB, TAK
1 y TITAIUEHTOB C IPYTUMHU 3a00JI€BAHUSIMU JIETKUX. DTO
B OOJIBIIIMHCTBE CIIy4aeB OOBSICHICT MEXaHU3M Hapy-
mreaus 'M-KC®d-3aBucnmoro KimpeHca cypdakTaHTa
npu JIAIL. HakonieHue cypdakTaHTa, B CBOIO OUepe/ib,
MHTUOMPYET (DYHKITUIO aJIbBEOJIIPHBIX MaKPOharos, 4TO
B IAJIbHEUIIIEM eI1le 0oJiee IMOaBISIeT €ro KIupeHe. BoI-
SIBJISIEMbIe y MalMeHTOB ¢ ayTouMMyHHBIM JIAIT ayTo-
aaTutena K [M-KC® cocTosIT U3 MOIUKIOHAIBHBIX
nMMyHoTI100ymHOB G. Ilog nx Bo3aeiicTBEM ITpouC-
xoaut 3¢ dekTuBHas 0JlokupoBKa curHajaoB [M-KC®.
[NonmMKIOHATBHOCTh ayTOAHTUTE UCKITI0UAeT BO3MOXK-
HOCTb pa3BuTHst JIAII ipy HATMYMM TOJIBKO OTHOTO THUTIA
AHTUTEIL.

Taxeke ObLIO YyCTAaHOBJIEHO, UTO ayToaHTUTea K ['M -
KC® HeratuBHO BIUSIOT HA UMMYHHYIO CHCTEMY 0OJTb-
HbIX JIATT. OHM BBI3BIBAIOT HapylIeHUE TePMUHATBHON
I depeHIMPOBKU aTbBEOISIPHBIX MaKpodaroB 1 mpu-
00peTeHNe NMU HOPMaJIbHBIX BPOKICHHBIX UMMYHHBIX
yHKIIMI, BKITIOYAsT anre3uro, (harouTo3, SKCIIPECCHUIO
PEIIETITOPOB, PacIIO3HABAHNE ITATOTCHOB, YHUUTOKECHHE
MHKPOOOB 1 CEKPEIINIO XeMOKIHOB. JInddepeHImpoBka
HeliTpodmiioB y 60abHBIX JIAIT ocTaeTcss coXpaHHOIA.
OtMeuaeTcs CHIDKeHUE (yHKIIMOHAIBHON CTIOCOOHO-
CTH HEHUTPOUIIOB, BKIIOUYas (harolnuTO3, KJICTOYHYIO
aare3wio, MPOIYKIIUIO aKTUBHBIX (DOPM KHCIOpoIa
1 0aKTepULIMIHYIO0 aKTUBHOCTh. CHIkeHeM [ M-KC®-
3aBUCUMBIX (DYHKILIMIT HEHTPODUIOB MOXKHO OOBSICHUTD
TTOBBIIIICHHBIN PUCK MHMEKIINH Y TTAIIUEHTOB C ayTOMM-
MyHHBIM JIAIT [18].

Kpome Toro, 6b11a BEISICHEHA POJIb HAPYIIICHUS TO-
MeocTasa xojectepuHa B matoreHnese JIAIT [19]. Kak
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okaszajioch, npu JIAIl cHuxXaeTcs 3Kcnpeccusl reHa
PPARG n ero mumieHn ABCG1 B anbBeOJSIPHBIX Ma-
kpodarax. I'enbr PPARG n ABCG y4acTBYIOT B Me-
TaboOJIM3Me XMPOB 1 YIJIEBOAOB, B T. Y. B BBIBEACHUN
xonecteprHa u3 Makpodaros [20]. B pe3ynbTaTe 3THX
MPOIIECCOB MPOUCXOINUT MACCUBHOE HAKOIUICHUE 3Te-
PUGUIIMPOBAHHOTO X0JIeCTepUHA. DTepUdUKALIAI — 3TO
3aIIUTHBIM MEXaHU3M, UCITOJIb3yeMbIi KJICTKAMU IIJIst
CeKBeCTpallly X0JIeCTeprHa BHYTPH aTbBEOJISIPHBIX Ma-
KpodaroB. Takoe HaKOIICHHE TIPUBOIUT K TOSIBJICHUIO
MEHUCTBIX MaKpodaroB 1 BTOPUIHOMY CHIKEHHIO T10-
IJIOIIEHUS M KJIIMpeHca cypdakranTa [21].

[Tpu Bropmunom JIAII BcencTBrie OCHOBHOTO 3200~
JIEBaHUS TIPOMCXONUT YMEHBIIICHNE YMCIIa aJlbBEOJIsSIP-
HBIX Makpoharos win GyHKIIMOHATbHbBIC HAPYIICHUSI,
BO3MOXHO M3-3a AeheKTa sKCIpeccun perenTtopa 'M-
KC® Ha anbBeonsipabix Makpodarax. [Tocie yenenrHoro
JICYCHMST OCHOBHOTO 3a00JIeBaHMS 9KCIIPECCUS PEIIeIT-
Topa 'M-KC® HopMmanu3syeTcs.

Y HOBOPOXIEHHBIX C TIPU3HAKAMM BPOKIEHHOTO
JIAII 0OBIYHO BBISIBIISTIOTCSI OTIpEIEICHHBIC TeHETH-
YeCKHe MPUINHBI M30BITOYHOTO HAKOIUICHUS CYp-
¢akTaHTa B JeTKMX. Yale Bcero 3To MyTalliid TeHOB,
KOIUMPYIOIINX CTPYKTYpy 0enkoB cypdakranTta (SP-B,
SP-C), mu6o 'M-KC® unu ero penentopa (IM-KCO,
nHTtepaeiikuaa(IL)-3 u -5) [11]. OgHAKO y B3pOCIBIX
6osbHBIX JIAIT He moJiydyeHbl yoeauTeIbHbIe T0Ka3a-
TEJIbCTBA, CBUIETEJILCTBYIOLIME O CBSI3U PA3BUTHUS 3a-
0oJIeBaHUSI C TOMOOHBIMM MYTAIIUSIMH: CTPYKTYpa TeHa
I'M-KCO, ero peuentopa 'M-KC® u yposenr MPHK
I'M-KC® He n3MeHEHbBI, OTBET aJIbBEOJIIPHBIX MaKpO-
daros Ha aevictBue ' M-KC® takke He HapymieH [11].
TakuMm 00pazoM, pa3TIHbIe CTUMYJIUPYIOITIE (PaKTOPHI
MIPUBOAST K HAKOTUICHHUIO JIUTIOIIPOTEMHOBOTO BEIIIECTBA
B aJIbBEOJIaX M3-3a HAPYIICHUS YTIIN3ALNK cypdaKTaH-
Ta aJIbBEOJIIPHBIMU MaKpodaraMu Win albBeIOINTAMUI
II tuna.

MaTonornyeckas aHaToMus

IIpr MaKpOCKOTUYECKOM OCMOTpPE Ha ITOBEPXHO-
CTH JICTKHMX OIIPEICIISIIOTCS CepOoBaTO-0eIbIe TUIOTHBIE
Oyropku B BuIe 3¢peH. MUKpPOCKOIIMYECKOE MCCIEIO-
BaHUE BBISBIISICT aJIbBEOJISIPHBIC TIPOCTPAHCTBA U PECITU-
paTopHBIe OPOHXMOJBI, 3aII0JJHEHHBIC TPAHYISIPHBIM
anuIO(GUILHBIM COICPXKUMBIM; aJTbBEOJISIPHBIC TTIEPEro-
POIKM OOBIYHO HE M3MeHeHBI. [Ipr3HaKOB BocaieHUs
wm pubpo3a He 00HAPYKUBACTCS, OMHAKO OTMEUACTCSI
rurnepIuiazus anbBeosouuToB Il Tuna. Matepuai, co-
JIepXKalIuiics B aJlbBeOJIaX, BKITIOUAET Cyp(haKTaHTOIIO-
JIOOHOE BEIIECTBO. DTO (pocOAUMIUIBI, KOTOPHIE JAIOT
SIPKUI IyPIyPHBII IIBET IIPU OKPAIIMBAHUN PEaKTUBOM
Hndda (PAS-peakiist) 1 He OKpaIIMBaIOTCS albIIHa-
HOBBIM CMHUM [22]. bausnexaiine y4acTKu JIETOUHOM
TKaHU TTOpaXkaroTCsl HEpaBHOMEPHO: YacTh aJlbBeOJ
MOXET OBITh 3aII0JTHEHA OCIKOBO-JIUIIOUIHBIM MaTe-
pHaioM, a B COCETHUX yJacTKaX MOTYT OOHApPYKMBATh-
CSI JINIIIb MEJIKHE BKpaIUICHUsI OCIKOBOTO BEIIECTBA;
BCTPEYAIOTCS 1 aOCOMIOTHO HEM3MEHEHHBIC YIaCTKH
JIETOYHOU TKaHU.

Kunxkocts BAJI macinsgHucTas, Henmpo3payHasi, MO-
JIOYHO-0eJ1ast, MHOTA JKeJAToBaTasl, TPy OTCTauBaHUH
obpasyert 6enbiit ocanok. I[1pu ee uccaegoBaHum ooHa-
PYXMBaeTCs 3HAUMTEIbHOE KOIM4IecTBO PAS-momoxu-
TETbHBIX, 03MHOMMIBHBIX 0€CKICTOYHBIX TEJICI U allb-
BEOJISIPHBIX MaKpo(}aros, comepKallnX rpaHyIsIpHBIA
503MHOMWIBHBIN MaTepual B (paroan3ocomMax Win I1-
TorjiasMme. Y mauueHTOB ¢ ayTouMMyHHbIM JIAII B cbi-
BOPOTKE KPOBH U KUIKOCTH BAJI BBISIBIISIIOTCST aHTHTE A
K IM-KC® [17]. Hannune nx sBASIETCS TaTOTHOMO-
HUYHBIM 11T AIl ¥ TT03BOJISIET yCTAHOBUTH TMATHO3,
He TIpuberasi K 00Jiee MHBAa3MBHBIM BMEIIIaTCILCTBAM.
Kpome Toro, npu noMoiyu uMMYHOTMCTOXUMUYECKUX
METOJIOB BBISIBJISIETCSI TIOBBIILICHHOE COIePKaHNE OCJTKOB
cypdakranTta SP-A u SP-D. I1pu a51eKTpOHHO# MUKPO-
CKOTINM OO0HapYKMUBAIOTCS aIbBEOJISIpHBIC MaKpoda-
I'Yl, 3aTI0OJTHEHHBIE (haroIm30CoOMaMM, KOMIJICKCHBIMU
BKJTFOUCHUSIMU, JITAMEIIISIPHBIMU TeIbIIaMU, KaTISIMU XO-
Jiecteposia InnuaoB [22]. KoHlueHTpruecKkue taMmeisp-
HBIE TeNIbIIa, copepKanire (GochoMMIUIbI, TYOYISIPHBINA
MUEJIUH U MUCINHOBBIC CTPYKTYPHI, B aJIbBEOJISIPHBIX
npoctpaHcTBax U B 2KBAJI cunTaroTcst TaTOrHOMOHUY -
HbeiMu 111 JIATT.

KnuHunyeckasn KapTUHa

B GosblIMHCTBE cllyyaeB 3a00jieBaHUE TIpOTeKaeT
0CCCUMIITOMHO B TeUCHUE ITUTSIIHHOTO BPEMEHU 1 He-
PEIKO BBISIBIISICTCS CIYIAHO TIPU TTPODMIAKTUISCKOM
dmooporpaduyueckom nccnenoBanun. B kmmanke HUA
NnO3J1 nabmonanuch 87 mmepBUYHBIX 00JbHBIX JIATT
(cpemnmii Bo3pact — 38,0 + 7,9 romga; My>KUMH BIBOE
Gosble, 9eM xkeHmumH). [1pubnusuTensHo B '/ , CoTyda-
eB 3aboJieBaHUE AEOIOTUPOBAIO OECCUMIITOMHO, a U3-
MEHEHUS B JICTKUX OBLIN BBISIBIICHBI IIPU IIPOBEICHUN
MpoUIAKTUIECKOTO (DIrooporpamyecKoro ucciaeno-
BaHMs. BemymuM KIMHUYECKUM IIPU3HAKOM OOJIC3HHN
ObLTa MEIJICHHO IIPOTrPeCCUPYIOIIasl OMBIIIKA WHCITH -
paTopHoro xapakrepa (71%), koropast B 63% compo-
BOXIAJACh CYXUM WJIM MaJOIPOAYKTUBHBIM KaIllJIEM,
cyodebpuiibHOI TemmepaTypoii (16%), 6osisiMu B rpyau,
noxynanueM (15%), 6uicTpoii yromisiemoctbio (40%),
n3penka KpoBoxapkaHnbeM (3%). [1pu mporpeccupona-
HMU 3200JIeBaHNS M HApACTaHUU AbIXaTeJIbHOI HEMOCTa-
TOYHOCTH Pa3BUBAJICA aKpO- WU MU GY3HBIN IIMaHO3.

[Neprommueckue yXyamIeHUsT O0IIeT0 CaMOYYBCTBHSI,
COIPOBOXAAIOLIUAECS TUXOPANKOMN, YCUIIEHUEM KAIILTS
1 MapKepaMU BOCITJICHUSI, CJIeayeT pacCMaTpPUBAaTh,
BEpPOSATHO, KaK IPUCOCINHECHNE CYIIepUHGEKIINHT, a He
KaK 000CTpeHIe OCHOBHOTO 3a00JIeBaHMS. Y TIAlIMEHTOB
¢ JIAIT ormeuaeTcst BRICOKUIA PUCK pa3BUTHST BTOPUIHOMN
nHOEKIIMY, KaK JeTOYHOH, TaK 1 BHEJIeTOUHOM. Pecrin-
patopHbie nHGekunu rpu JIATI BosnukaoTy 11-16%
manreHToB. Ha momo nH(pEeKIIMOHHBIX OCTOXHEHUMA
npuxoautcs 18—20% cmepreit, cBsa3anHbix ¢ JIAIT [5].
Y nmanuenToB ¢ ayrouMMmyHHBIM JIATT B 5% ciryyaes pe-
CMpaTOpHBIC MH(MPEKIIMN BBI3BIBAIOTCST PA3TUIHBIMU
Bunamu Aspergillus. K Hanbosee pacripocTpaHeHHBIM yC-
JIOBHO-ITATOTEHHBIM MUKPOOPTaHM3MAaM MOKHO OTHECTHU
Nocardia, Mycobacterium viav Tpu6bl. MHbeKIIMOHHEBIE
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OCJIOXHEHUs pa3BUBAIOTCSI B TeueHue 16 Mec. mocie
ycraHoBIeHUs nuarHo3a JIAII 1 cBsI3aHBI ¢ TUTOXUM IIPO-
THO30M ¥ BBICOKOM JIETAJIbHOCTBIO [23]. ¥V malueHToB,
JTATeTbHO Habmonapimxed B kinanke HUM MuO3J1,
B 5 cayuasx (5,7%) pa3Buicst TyOepKyJie3 Jerkux (odya-
TOBBI, MTHOWIBTPATUBHBINA 1 MH(UIBTPATUBHBIN € pac-
mamoM), a 'y 2 60ibHbIX (3,4%) ObUT IMArHOCTUPOBAH
WHBA3WBHBIN acTICPTUIIIC3 JICTKHUX.

TeueHue 3aboyeBaHMsI, KaK IIPABUIO, XPOHUIECKOE,
OITHAKO OIMMCAHBI K OCTpBIe hopMHl [24]. [To Mepe mpo-
rpeccupoBaHus xpoHudeckoi popmsl JIAIT ycunmBa-
eTcs IMaHo3, (POPMUPYIOTCS «IaabIbl [ UIITOKpaTa»,
BO3MOXKHO CHIDKCHHME MACCHI TeJa.

OuarHocTuka

ITaTorHOMOHMYHbBIC KIMHAYECKUE TIPU3HAKY TIPU
JIAII OoTCYTCTBYIOT, BCIAEACTBUE YErO CPOK MEXIY Ha-
YaJioM 3a00JIcBaHMSI M YCTAHOBIICHUEM IMArHo3a He-
peaKo cocTaBisieT HecKoJIbKO JieT. B kimnuke HUA
NnO3J1 cpok ycranoBienus auarto3a JIAIT koneodancs
ot 0,5 roga 10 7 JeT, a B cpenHeM cocTaBui 2,6 roja.
IMpu dusukanbHOM 00CIEeNOBAaHUM OOJBHBIX MHOTAA
oIpeaessieTcsl YKOpodeHHe IMepKyTOPHOTO 3ByKa IIpe-
MMYIIECTBEHHO Hal HIDKHUMU JIETOYHBIMU TTOJISIMH.
AyCKynbTalys BBISIBIISICT OCIa0JeHHOE BE3UKYIISIPHOE
IBIXaHHUE, PEIKO — HEXKHBIC KPETTUTUPYIOIINE XPHUITHL.

PesynbraThl 1a00paTOPHBIX MCCICIOBAHUMN (KITMHM-
YeCKUi1 aHAJIN3 KPOBU, TTIOKA3aTeIM MMMYHHOTO 1 OMO-
XMMUUYECKOTo cTatyca) HecnienupuuHabl. CogepkaHue
B cbiBOopoTKe KpoBu SP-A, SP-B, SP-D, C-peaktuBHOTO
OeJika, JakTataernaporeHassl, oeiaka KL-6, mymHormo-
nmooHoro mpoterHa (M UC1) MoXeT MOBBIIIATCS U KOP-
PUTHPOBATH CO CTETICHBIO TSKECTH 3a00JIeBaHMSI, OMTHAKO
9TH TTOKA3aTeJI HECITeIIMMUIHBI M MOTYT OIIPEACIISThCS
W TIPU APYTUX 3a00J1eBaHMIX JIeTKMX. CTeIreHb TUTIOKCe-
MHU TaKXKe 3aBUCUT OT TsKeCTH 3a001eBaHus. ToOIbKO
ooHapyxenue anTuten (IgG) k TM-KC® B criBOpOT-
Ke KpoBU u/min Xunkoctu BAJI (mpumeHsieTcss MeTon
nMmyHopepMeHTHOTO aHann3a ELISA) B 6onbIImHCTBE
CITy4JaeB MTO3BOJISIET YCTAHOBUTH ITPABUJIbHBIN AMArHO3,
He mpuberast K 00jiee MHBa3UBHBIM METOJAM JTHUATHO-
cTuku. YpoBeHb aHTUTE]T K [M-KC® > 2,8 MKr/mMa
SABJISIETCS TUaTHOCTUYECKM 3HaYMMBIM 1t JIATT [25].
YyBCTBUTEIBHOCTD U CIIEIM(PUIHOCTH 3TOTO METOIA
npubmxaored K 100% [26].

JlyueBas guarHocTuka

I1pu JIAIT Ha peHTreHOorpaMMax OIpenesIsiioTCs ABY-
CTOPOHHUME MHTEePCTUIINANIBHBIC N3MEHEHUs (KapTUHA
«MaTOBOTO CTEKJIa» ), TIEPECTPOITKa JJETOYHOTO PHUCYHKA
110 KPYITHO-TICTIIMCTOMY TUITY ¥ MEJIKOOYaroBbIC 3aTe-
HEHUSI, IMEIOIINEe TCHISHITNIO K CIIMSIHIIO. I3MeHeHUs
Yalre 1ByCTOPOHHME, CHMMETPUYHEBIC, TIPEUMYIIICCTBEH-
Hasl X JJOKaJIU3alKs — CPeIHNEe W HIDKHUE JICTOTHBIS
T10JIsI, MHOTZIa aCUMMETPUYHBIC TN OTHOCTOPOHHME.

Pentrenorpacus He MO3BOJISIET TMATHOCTUPOBATH
JIATI, HO MHOTHA BBHIMOTHEHNE UN(PPOBLIX PEHTTEHO-
TpaMM OPTaHOB IPYIHON KJIETKU SIBJISIETCS JOCTATOYHBIM
npu AMHAMUYECKOM HaOogeHuu nauueHToB ¢ JIAIIL,

npeaoTBpaiias u3obsiTouHoe odsyyeHue. [1pu nomospe-
HuM Ha JIAII o06s13aTeIbHBIM JIydeBbIM METOJOM SIBJISIET-
¢s KOMITbIOTepHasi TOMOTpadust BEICOKOTO pa3peIeHUs
(KTBP), mo3Bossitoniast AeTaIu3nupOBaTh N3MECHECHMUS
npu JIAIL. BapuaHTbl peHTT€HOJIOTMYECKOI KapTUHBI
aJIbBEOJISIPHOTO IMMPOTEMHO3a TIPEACTaBICHBI Ha puc. 1.

ITposenenue KTBP ro3BosisieT BbIsIBUTH O60J1€€ TOH-
kue usmeHenus. [1o nanasim D. M. Hansell et al., izme-
HeHust, onuckiBaeMbie pu KTBP y mauuenTos ¢ JIAII,
BKJTIOYAOT YUYACTKH «MaTOBOTO CTEKJIa», YTONIICHNE KaK
MEXIOJBKOBBIX ITIEPETOPOIOK, TAK M BHYTPUIOIBKOBBIX
CTPYKTYD, UTO (hOPMHUPYET HEPABHOMEPHOE 3aIIOTHECHUE
OTJIETbHBIX BTOPUYHBIX JIESTOYHBIX J0JIeK [27]. YTonmeH-
Hble MeXXI0JIbKOBbIe neperopoaku rmpu JIAII numeror
MMOJIUTOHAJIBHYIO (DOPMY, UTO JaJIO HA3BaHUE CUMIITOMY
«OyIbIKHAST MOCTOBas» (aHTII. crazy paving). Y4acTKu
«MaTOBOTO CTEKJIa» OOBIYHO OTTPAaHUYCHBI OT HEU3-
MEHEHHBIX 00JIacTeif, ITOATOMY M3MEHCHMST HAa3bIBAIOT
«reorpaprueckumMmu». CUMIITOMEI «TeorpaduiecKoit
KapThl» U «OYJbIKHOW MOCTOBOW» SIBJISIIOTCS MTATOTHO-
moHunuyHbiMu s JIAIL. I1o mepe nporpeccupoBaHust
3a00JIeBaHMSI HAOJIIOAAETCS pacpoCcTpaHeHe 0bacTei
VIUIOTHEHMS JICTOYHOI TKaHU, paclIUpeHNe TIPoCcBeTa
MeJIKUX OpoHXOB. Ha majexko 3amieammx cramusx 3a-
0oJIeBaHUSI MOTYT BBISIBIIATHCS (DMOPO3HBIC M3MEHEHUS
1 GOpMUPOBAHKE YIACTKOB «COTOBOTO Jierkoro». Co-
BOKYITHOCTB 3TUX U3MCHEHUI1 IPUBOINT K HAPYIICHUIO
ApXUTEKTOHUKM JierouHolt Tkanu. J. M. Holbert et al. ot-
METWJIM HEOOXOAUMOCTb OLIEeHKU u3MeHeHui nipu KT
IBYMsI HE3aBUCHUMBIMH PEHTICHOJIOTAMU SKCIIEPTHOTO
YPOBHS IIJISI OLIEHKY 30HAJIBHOTO PACIIPEACICHUS 13-
MEHEeHU, poTskeHHOCTH KT-KapTUHBI «MaTOBOTO
cTeKIa», Gubpo3sa, CTeIIeHU U PacIIpOCTPaHEHHOCTH
VTOJIIIEHUS BHYTPU- 1 MEXIOJIbKOBBIX CTPYKTYp [28].
ITo nHabmonenusm J.D. Newell et al., A1 y OMTHOTO TTall-
eHTa He ObUTO MPU3HAKOB aleHOMNATUH, TIJIEBPATbHOTO
BBITIOTA WJIA KapIMOMETAINH (3TO MOATBEPXKIACTCS U pe-
3yJIbTaTaMU HAIIMMU uccaenoBaHusiMn) [29]. Hepenko
OTCYTCTBYET KOPPEJISILIMS MEXKIY KIMHUISCKUMU 1 PEHT-
TeHOJIOTUICCKUMU TAaHHBIMU: BBIPAXKEHHBIC PEHTTECHO-
JIOTUIECKHUE U3MEHEHUSI MOTYT COITPOBOXKIATHCS JTUIIb
CKYIHOW KIMHUYECKOUW cumnTomaTukoil. [1o Hammm
JAHHBIM, U3MEHEHUSI MOTJIM COYETaTh 00paTUMBbIC MH-
TePCTULIMAIBHBIC 3aTeHEHUS U (hopMHpoBaHKe (hrdpo3a
(puc. 2).

Ha6monast 6onbHbIX JIAIT Ha IpOTSDKEHUN JUIUTEb-
Horo BpeMeHU, B.D. Nam et al. ToCTOBepHO OLICHWIN
¢ nomoubio KTBP kak perpecc, Tak u Iporpeccupo-
BaHue 3aboneBanus [30]. B pabore M. Akira et al., tne
AHATM3UPOBAJIMCH JIyIEBBIC CUMITTOMBI (DOPMHUPOBAHUS
¢uodposa mpu JIAII, uamMeHeHUs IO TUITY «OYJIBIKHOI
MOCTOBOI» ObUIU OoJiee yacToii Haxonkoi nmpu KTBP
y TALIMEHTOB ¢ ayTOMMMYHHOM (DOpMOii 3a00IeBaHMS,
yeM co BTopuuHoii [31]. TpakunmoHHBIE OPOHX0IKTa3hI
ObUIM OOHAPYKEHBI Y 4 MauueHToB (9%) pu HavyalbHOM
KTBP u y 10 nauuenToB (23%) Ipu MOCIEAYIOIIEM.
Ha cHumkax B Havasie 3a00JieBaHUS HE OBLIO «COT».
«CoToBOE JIerKoe» Pa3BUIOCh Y 2 mauueHToB (5%): oHO
ObUTIO OOHAPYKEHO TIpU 2-JeTHEM HaOJIIOIeHNH B 1 ci1y-
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Puc. 1. Bapu1aHTbl peHTreHONOrMYeCKo! KapTUHbI JIETOYHOTO abBEOsIAPHOTO MPOTEMHO3a: A — OTCYTCTBIE M3MEHEHMIA Ha peHTreHorpaMMax; b — ABYCTOpoH-
HU1e MeJIKO04aroBble 3aTeHeHs, UMeloLLMe TEHAEHLIMIO K CIMAHMIO U JIOKaNIM30BaHHbIe NPEMMYLLECTBEHHO B CPEAHMX NIerouHbIX NonAx; B — npukopHesas
KpynHoa4eucTan fedopMaLysa NeroyHoro pUcyHKa B pesynsrate CyMMaLvm YIOTHEHUA BHYTPU- U MEKOONbKOBOrO MHTEpCTULMS; [ — paBHOMepHOe
[BYCTOPOHHEE CHUMKeHMe MHeBMaTM3aLMM Ier04YHO TKaHM B pe3ysbTate MoparKeHnA NPenUMyLLeCTBEHHO BHYTPWA0MBKOBOO MHTEPCTULMA
MpuMeyanme: A — npu KT U3MeHeHWs yHKe BU3yanM3npyIoTcA B BUAE NOParKeHUA OTAEMbHbIX BTOPUYHBIX IETOUHbIX [ONEK.

yae U Ipu 6-JIeTHeM HAOJIIOAEHUH Y IPYrOro MalueHTa.
Ipu ayroummynHowm JIAIT y maumeHTOB ¢ pubpo3-
HBIMU M3MeHeHUsSMU B Jierkux Ha KTBP naomonancsa
MeHee OjaronpusTHeI niporHos (p = 0,041). Takum
obpazoM, ¢prdpos passuBaics IpuMepHo y 20% marm-
eHToB ¢ JIAIl n cBUIeTeIpCTBOBAJ O IIJIOXOM MCXOJE.
ITo mueHuro P.P. Agarwal et al., pa3BuTHE BBIPaKEHHOTO
¢ubpo3a y 6oabHBIX JIAIT oTMeuaeTcs KpaiiHe penko
[32]. B Hamrem ucciieqoBaHUY OLIEHWBAJIach JMHAMUKA
OCHOBHBIX JIYIEBBIX CUMIITOMOB 3a00JICBaHMSI, TaK Ke
Kak 1 B.D. Nam et al., Mbl He oTMedasi (GOPMUPOBAHUS
«COTOBOTO JIETKOTO» (puC. 3).

Taxxke KT mo3BosnseT nuddepeHINPOBATh JIyueBbIe
cumnToMbl JIAIT ot iposiBiIeHMI APYTUX 32001 BaHNIA,
B IIEPBYIO 0Yepeab TPOMOOIMOOINHY JIETOYHO apTepun
(TBJIA) ¢ pa3zBuTHeM MHOAPKTOB JIETKOTO. B oTCYyTCTBIE

JaHHBIX B 107163y TOJIA 1Ipy HAaTUBHOM MCCICIOBAHNMH,
HO TP BBICOKOI €¢ BEPOSITHOCTA HEOOXOIMMO TIPOBe-
nenne KT-anrnorpadum v nepdy3noHHON CLUMHTH -
rpacuu (puc. 4) [4].

ITo manuwm J.D. Godwin et al., ipu JIAIT ocnox-
HeHus Tpospistiores atnnmmyHoit KT-kaptunoii [33].
YacTo BcTpevaromnuMucs KOMOPOMIHBIMU IIpoliecCaMu
saBIsttoTcs nHMeKnn (ocobeHHo Nocardia asteroides),
npudeM B 2 ciydasax KT 1mmokaszaia oyaroByio THEBMO-
HUIO, KOTOpas He OblIa BUAHA HAa peHTICHOTpaMMaXx.
B namrem uccnenosanum y 2 namuenTtoB nipu KT Obi1a
BBISIBJICHA HecIeldruyeckas BocHaIuTeIbHasd MHPUITb-
Tpaums (THeBMOHMS), Y 1 OOIbHOI — WH(PUIBTPATUB-
HBII TyOepKyJe3 JeTKux (puc. 5).

Bropuunsrii JIAIT coyeran ciMITOMBI OCHOBHOTO T1a-
TOJIOTMIECKOTO TIporiecca (reMaToIoTnIecKre 3aboreBa-
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Puc. 2. KomMnbiotepHasn ToMorpadua nerkux y 60mbHbIX anbBeonApHbIM MPOTEMHO30M: A — NIOKasbHble M3MeHeHUA B S8 HUHeli [JoNW NpaBoro Nerkoro;
b — 3anonHeHue oTAebHBIX BTOPUYHBIX JIEro4HbIX Aonek; B—[] — oTrpaHnyeHHble y4acTKu «MaToBoro CTekna» (CUMMTOM «reorpaduyeckoil KapTbi»),
HepaBHOMEPHO YTOMLLEHHbIE MEMO0bKOBbIE MEPEropoAKM U aLMHapHbIE CTEHKM (CUMMTOM «6YNbI*KHOW MOCTOBOI»), HEPAaBHOMEPHOCTb MOPaKeHWA,
CcoXpaHeHwe 06LUMPHBIX MO NPOTAMKEHHOCTM Y4aCTKOB 3[0POBOVA NIErOYHON TKaHW; E — ToTanbHoe noparkeHne

HUSI, paK JIETKOTO, IIpodeccroHaTbHasI TTATOJIOTHS  JIp. )
¢ TunyHbIMU ist JIATT jtyyeBbIMu cummToMamu (puc. 6).

Heob6xommmMo OTMETHUTh, YTO PEHTICHOJIOTHUCCKUIA
CUMIITOM «OyJBDKHOM MOCTOBOI» MOXKET BCTPEUAThCS
U TIPY APYTUX 3200JI€BaHUSIX, B T. U. TIPU PECTTUPATOPHOM
THUCTPECC-CUHAPOME B3POCIBIX, OCTPOM MHTEPCTUIIN -

aJIbHOI THEBMOHUM, TUMOY3HOM aTbBEOJSIPHOM I10-
BpeXIeHNU, 00OCTPEHUM MHTCPCTUIIMATIbHOM ITHEB-
MOHUM Y THEBMOHUTE, BEI3BAHHOM JICKAPCTBEHHBIMU
cpencrBamu [34].

IMokazatenu ¢pyHkunu BHenrHero abixanus (OBJI)
ripu JIATIT octaBanuch B nipenesiax HopMbl B 30% ciryda-
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Puc. 3. MporpeccupoBaHme neroyHoro anbBeoaApHOro NPOTeNHO3a C HapacTaHWeM MPOTAMKEHHOCTU U MHTEHCUBHOCTM M3MeHeHWI: A — KOMMbloTepHaA
ToMorpagus ot 28.01.2013; b — ot 27.11.2014; cy6T0TanbHbI perpecc M3MeHeHWI Nocse NpoBeeHNA [BYCTOPOHHEr0 6pOHX0aNbBEONIAPHONO NlaBaa;

B — KoMnbtoTepHan ToMorpagus ot 19.07.2012; T — o1 19.11.2012

€B, HO 110 Mepe IIPOrpeccupoBaHMs OOJIE3HM ITOSIBIISI-
JIach TCHACHIIMS K ()OPMUPOBAHUIO PECTPUKTUBHOTO
cMHApOMa: CHUXKajnach quddy3noHHast CIIOCOOHOCTh
JIETKMX 110 MOHOOKcuay yriaepona (DL ; 65,2 £ 16,3%);
PaBHOMEPHO YMEHbILIAIKUCH JIETOYHbIE 00bEMbI, COCTAB-
JISTIOILME OOIIYIO €eMKOCTD JIETKUX; YCUIMBAIACh TUITOK-
CceMMsI; YBEJIMYMBAJIOCh 3HAaYeHUE aJIbBEOJISIPHO-apTe-
puaibHOTO TpaaueHTa. Y 27% GOMbHBIX TTOBBIIIATOCH
CHUCTOJIMYECKOE [aBJICHKE B JIETOYHOI apTepui [4].
Du6POOPOHXOCKOMIUS SIBJISIETCS IMArHOCTUYECKU
He nH(GOPMATUBHOM, TAK KaK HE BBISIBIISICT KAKUX-JIL0O
MPU3HAKOB, xapakTepHbIx s JIAIL, ogHako uccneno-
BaHue xunkoctu BAJl yacro (no 75%) rmomoraet 1o-
CTaBUTbh HPaBWIbHBIN AuarHo3. JlaBaxHast XUIKOCThb
OOBIYHO OIaJIeCUUPYIOLIasi, Helpo3padyHasi, MOJOY-
HO-XKEJITOBATOro 1BeTa. [1aTOrHOMOHUYHBIM SIBJISIETCSI
MHorokpaTHoe (B 10—100 pa3) yBenmueHne conepkaHusI
6enka. [1py LUTOIOrMYECKOM UCCIEI0BAHUU XKUIKO-
ctu BAJI BBISBIISIIOTCS KPYIIHBIE IIEHUCThIE MaKpoda-
v ¢ aMOp®HBIM PAS-I10/I0KUTEIBHBIM COAEPXKUMBIM.
[Moutn y Bcex 60abHBIX (98%), HAOMIONABIITMXCS B KT -
Huke HUUM NUnO3J1 nnarHos 6611 BepudUIpoBaH TH-
crojornuecku. [1pu uccaenoBaHny GruoNTaTa JIErOYHOM
TKaHU B aJIbBE0JIaX BbISBJISUICS CyOCTpaT, JAIOLIMIA ITyp-
MyPHBIN WU JTMJIOBO-KPACHBINA IIBET IIPU OKPACKEe €TO
peaktuBoM Iudda. [1pu 3;1eKTPOHHON MUKPOCKOITUK

naTorHoMoHUYHBIM it JIAIL siBisieTcst oOHapykeHue
B aJIbBEOJIaX 1 aJIbBCOJIIPHBIX MaKpodarax cypdakTaHTa
B BUIE TUTACTUHYATHIX (JTaMEJUISIPHBIX) TEJIEIl, OMHAKO
5TOT METOJ, UCCIICIOBAHUS B HACTOSIIIIEE BPEeMsI PEIKO
HCTIONIB3YeTCs TSI TTOATBEPKACHUS TMaTHO3a.

®opMynupoBKa gnarHosa

JInarHo3 MoxeT ObITh OIMCAH CJICAYIOLINM 00pa3oM:
«JIAIT (ayTOMMMYHHBIN, BTOPUIHBIN, BPOXKICHHBII),
XpOHMYECKoe (0CTpoe) TeueHue. JlpIxaTeTbHas HemocTa-
TOYHOCTB (CTeTIeHb). BTopryHas rlerouHast TuriepTeH3ust
(cterrenn). JlerouHoe cepmiie (Te4eHUE, KOMITCHCALIVS)».

OnddepeHumanbHasa aMarHocTmka

Crenyet mpoBoauTh nudbepeHIINATBHYIO THarHO-
CTHKY IIpEXIe BCEIO CO BTOPUUHBIM ITPOTCHMHO30M,
SIBJISIOIIUMCS OCJIOXKHEHUEM IPYTUX 3a00JIEBAaHUM.
I[ToMuMoO HaTWYMSI OCHOBHOTO (IeMaTOJIOTUYECKOTO,
OHKOJIOTMYECKOTO) 3a00JieBaHuS TIpu BropuaHoM JIAII,
B OTJINYME OT MEPBUYHOTO, BBISIBIISCTCS TPAHYISIPHOE
(o4aroBoe) OKpaIllMBaHUE COACPIKAIIETOCS B aJbBEO-
nax PAS-11010XuTeIbHOTO BEIIECTBA, B TO BPEMsI Kak
JUTSI TIEPBUYHOTO TIPOTEMHO3a XapaKTEPHO PaBHOMEPHOE
OKpalIiBaHHUeE.

JIATI cnienyet nuddepennmponats ¢ npyrumu U3J1,
MIPOSIBIISTIOIIMMMCS CYOKIMHUYECKH (CapKOMIO03 Opra-
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Puc. 4. [InpdepeHumpoBaHye nyyeBbix cumntoMoB JIAT: A — nofBReHUe Y4acTKOB YNOTHEHMA IErOYHOM TKaHW anbBEONIAPHOrO XapaKTepa, HenpaBWb-
HOW TpeyrofbHoi dopMbl B S8 1 S9 crpaBa, LWMPOKMM 0CHOBaHMEM MpUNEXKaLLMX K nieBpe, Tunu4Hoe ana KT-KapTuHbl MHDApKTOB NIErKoro, a Takke
[ABYCTOPOHHWE UHTEPCTULMANBHBIE U3MEHEHWA, XapaKTepHble AnA npoasnenni JIAM («6ynbixHaa MocToBas») y 6onbHoro 57 net; b — nofBnexue Hexa-
pakTepHoro ansa JIAIN KpoBoxapKaHba y 6onbHoro 41 roaa; B — y Toro e naumeHTa TunnyHble ans JIAT usMeHeHWA B Nerkux 6e3 npusHaKoB MHapKTa;
[ — MHOMeCTBEHHbIE AedeKTbl KOHTPACTUPOBaHWA BETBEI Nero4Hom aptepum npu KT-aHrvorpadum

lpuMeyanue: JTAI — neroyHbIn anbBeONAPHbIN NPOTEUHOS.

ar 15 19

Aca Tm: 11::

Puc. 5. KapTuHa neroyHoro anbBeonApHoro npotenHosa y 601bHoM 26 NeT: yNaoTHEHNA MHTEPCTULIMA OTAENbHBIX BTOPUYHBIX IETO4HbIX AOMEK («reorpa-
(ryecKan KapTa»), HexapakTepHble AnA JTAM 6poHXoreHHOro TMNa CrpynnpoBaHHbIe NOTHbIE o4ary, AuamMeTpoM Ao 10 MM B S6 HUKHEN [0MKM NPaBoro
nerkoro (NpoABneHUA 04aroBoro Ty6epKynesa) npu KoMmnbloTepHoi ToMorpagum ot 02.10.2018; b — yacTUYHBINA perpecc 04aroB nocne NpoBeAeHUsA
NpOTUBOTY6EPKYNE3HOI Tepanuu NpuM KOHTPONbHOM uccneoBaHum 18.03.2019
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Puc. 6. BTopnyHbIi NeroyHbIi anbBeonapHbIi NpoTenHo3 y 6onbHoro 39 neT ¢ npodeccuoHanbHo natonorueit U3-3a ANKUTesIbHOM paboTbl B IUTEMHOM
uexe: A — yToNLIEHWE CTEHOK BTOPUYHBIX JIErOYHbIX JOJIEK W aLMHApHbIX NEPEropoaoK («BynbixHaA MocToBas»); b — NposBneHMs pacnpocTpaHeHHoM
LieHTpUaLMHapHOI, NaHnobynapHoi 1 bynnesHoi aMOU3eMbl, eAMHUYHBIE MNOTHBIE, Xa0TUMECKM PAcroNOMEHHbIE 04ary B IEro4HOM TKaHU

HOB IBIXaHUSI, TUCCEMUHNPOBAHHBINA TyOEpKyJIe3 JIeT-
KUX 1 1p.). BersiBieHue mumdaneHOIIaTUM CpeaIoCTeHUS
MIpU U3y4eHUU peHTreHonornueckoro u KT-apxuBa 1mo-
3BoJIsIeT UCcKIouUnTh JIAIL, nj1st KOTOporo yBejandeHue
JTMMGAaTHISCKUX Y3JI0B CPEIOCTEHUSI HEe XapaKTepHO.
J7s1 MCKITFOUCHUS WU TTIOATBEPKACHUS TYOCPKYJIe3-
HOTO TpoLIecca HEOOXOIUM LIEJIbIA PSNl UCCIETOBAHUMN
(Mukpobuonornyeckux, cepojiornueckux, [P, anmno-
CKOMMMYECKUX, [IUTOJOTUICCKUX, JIYIeBbIX), KOTOPHIX,
OIHAKO, HEIOCTATOYHO JUIST Bepr(pUKALIMKU AUaTHO3a
JIATIL.

TpynHOCTM AMAarHOCTUKU HEPEIKO SIBJISIIOTCS MPU-
YUHOI omMOOUYHON JeyeOHOM TakTuKU. Hepeaku
clTy4ad, KOTJIa BBISIBJISIEMBIC TIPH TIPO(PUIAKTUIESCKOM
darooporpad®nyecKoM MccleIOBAaHUU MEJIKOOUYaroBhIe
(MenKOTOYeUHBbIe) 3aTeHEeHUS (MHOTAA CAUBAIOIINECS
M CO3MIA0IINe KapTUHY MH(PUIBTPAILINH ) C 00EUX CTOPOH
pacIicHMBAIOTCST BPAYOM KaK ABYCTOPOHHSIS ITHEBMOHMSI.
W 3T0 HecMOTps1 HA OTCYTCTBUE KAaKUX-JIUOO0 Kanoo,
XOTsI Obl OTJAJIEHHO HAaIIOMMHAIOIIMX THEBMOHUIO, HOP-
MaJIbHBIC TIOKAa3aTeJIM KIMHUYECKOTO aHalln3a KPOBH,
HOpMaJIBHYIO TeMIlepaTypy Tena. Hepeako mocie mim-
TEJIBHOTO 0E3YCITeITHOTO MPUMEHEHMS aHTHOMOTUKOB
MarHO3 TIePeCMaTPUBACTCS B TTOJIB3Y CIIEIIMMDUICCKOTO
mpoliecca, 4YTo BJIeUeT 3a cO00i Ha3HAUCHME ITTATEIIb-
HOI IPOTUBOTYOEpKYJIe3HOI xuMnoTepanuu [4]. B psane
ciydaeB npuxogutcs nuddepenimponarts JIAI ¢ Muko-
TMJIa3MEHHOWM ITHEBMOHUEN, MTHEBMOLMCTHOU MTHEBMO-
HUEMN, ¢ KApAMOTEHHBIM OTEKOM JIETKMX, OCTPBIM PECITH -
PaTOPHBIM TUCTPECC-CUHAPOMOM. B psimy ommOoIHbIX
MMAaTHO30B MOXHO OTMETHUTh Takxke (prOpo3mpyromnme
3a00JIeBaHMS JIETKUX, TIPUYEM 3TOT AUArHO3 3a9acCTyIO
CTaBUTCS JIUIIAM CO CJIyJaifHO BBISIBICHHBIMU M3MCHE-
HUSIMU B JIETKUX, HE KaJIYyIOIIUMCS Ha OBIIIKY, 1 BIIEYET
3a c000¥1 HCOOOCHOBAHHOE Ha3HAYCHME TTePOPATBHBIX
rmokokoptukoctepounoB (I'KC). HecomHenHo, mim-
TeJIbHOE OITMOO0YHOE JIEYCHNE HETATUBHO OTPakaeTcst
Ha COCTOSTHMH TTAIIMEHTOB: YaCTO OTMEUAIOTCS HeXKela-
TeJIbHBIC SIBJICHHUSI OT HCOOOCHOBAHHOM JICKAPCTBEHHOM

Tepanuu (aJulepruueckye peakiiumy, reraToTOKCUYHOCTb,
cuHIpoM KyimHara u 1p.), yCuImBaeTcsl BBIPaXKeHHOCTh
M3MEHEHUI B JIETKUX IPY KOHTPOJIbHBIX JY4YEBBIX UC-
CJIeIOBaHUSIX, IIPOrPECCUPYET AbIXaTeIbHasl HeI0CTa-
touHOCTh (IH).

Ocno)xHeHus

Hawnb6onee yacteiMu ocnoxkHeHusimu JIAIL siBistroTcest
I H, nerounas runepreH3us1, GopMUpoOBaHE JICTOYHOTO
cepala, Hecnieuduueckre 1 crienndmueckre nHpek-
LIMOHHBIE TIPOIIECCHI: OaKTepHUaIbHbIC THEBMOHNM, aTH-
MMUIHBIC TTHEBMOHUM, MUKO3BI (TUCTOILIa3MO3, acIiep-
TWIIIEe3, KPUIITOKOKKO3), TYOEPKYJIe3, HeTyOepKy/IC3HBIM
MHMKOOAKTepHO3 U IP.

JleyeHue

o HemaBHETro BpeMeHH eAMHCTBEHHBIM 3(h(hEKTUB-
HBIM METOIOM JICUeHUSI OOJBLHBIX TPOTCUHO30M OBLIT
JIe4eOHBI TOTAJIbHBIN OPOHX0AJIbBEOISIPHBIN JIaBaxX
(TBAJI). BniepBbie oH ObLI npeaioxeH B 1965 r. [35]
1 10 HEMaBHMX BPEMEH SIBJISICS Teparmeil 1-il tuHuun
nipu JIATII. B HacTos111ee Bpemst 3TOT METO/ JICYEHUS TaK-
K€ IIIMPOKO PacIpOCTPaHEH, OMHAKO pa3padaThIBAIOTCS
1 armpoOHPYIOTCS HOBBIC BApMAHTHI MEIMKAMEHTO3HOM
Teparmmu.

IIpouenypa TBAJI npoBogutcst 1o o01M 06e300-
mmBaHreM. OTHO JIETKOE BEHTWJINPYETCs KUCTOPOTHOM
CMECHIO Uepe3 IBYXIIPOCBETHYIO TPYOKY, a BTOpoe (mois,
CETMEHTHI) — IIPOMBIBACTCS TETUIBIM, TEMIIEPATyPHI TeJIa,
CTEPUIIbHBIM M30TOHMYECKUM PACTBOPOM XJIOpHIA Ha-
Tpusi. Bo3MoxxHO mo0aBeHIEe K pacTBOPY alleTHUILIMCTE-
nHa (N-anermwinctenHa). OOt 00beM KUIKOCTH
3aBHCHUT OT 00beMa IIPOMBIBAEMOT'O YJacTKa (CerMeHT,
IIOJISI, JIeTKOe) U cocTaBisieT oT 1 mo > 10 x1. CpemHsis
IUTUTETLHOCTD Mporenypbl — 3—5 4 [22]. B pe3ynbrarte
a¢ddexTuBHO nposenaeHHoro THAJI monyyaloT MyTHYIO
KUIKOCTh, TIOCJIC OTCTaMBaHMS KOTOPOU 0Opa3yercs
ocanok 6enoBatoro 1BeTa. JleueoHb1 TBAJI — mipoiie-
Iypa BeICOKOO((PeKTUBHASs, TTOCIIE KOTOPOii y 75—95%
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OOJILHBIX OTMEYAETCS KIIMHNYEeCKOe, (DYHKIIMOHAJIBHOE
¥ PEHTTEHOJIOrMYecKoe yaydiieHue [22]. YMeHbIaeTcs
OIBIIIIKA, YiIydinatoTcs rmokasarenu ®B/I u razoBoro co-
cTaBa KPOBH, HAOIIOMAETCS MMOJIOXKUTEIbHAS TMHAMIKA
KT-u3smenenuii. Kak mokassIBaeT OIILIT, MpoLeAypa
TBAJI B nocraTouHo#t Mepe O6e3omacHa. Bo3aMoxXHbI Ta-
KHe OCJIOXHEHMS, KaK ITHEBMOTOPAKC, OTEK JICTKUX,
oponxocrmasM, yrskenenue JIH, acimpanioHHas mHeB-
MOHMS. JIaTh KOHKPETHBIC PEKOMEHIAIIMK O YaCcTOTE
TBAJI TpynHo, Tak KaK y HEKOTOPBIX ITALIMEHTOB MOCJIe
1-i1 mpoueaypsl OTMEYAeTCS IJIUTEIbHOE YIyYIICHUE
¥ 1axke BBI3NOPOBJICHUE, ¥ IPYTUX OCITKOBO-TUITUIHOE
BEIIIECTBO HAKAILJIMBACTCSI BHOBD, OMHAKO C Pa3HOM CKO-
pocThio. JInmuTenbHas PeMUCCHS TTOCIe OMHOKPATHOTO
neuedHoro TBAJI, mo gaHHBIM pa3JIMYHbIX UCTOUYHUKOB,
nocturaetcs B 20—50% caydaeB. Hapsiny ¢ ToTanbHbIM
JlaBaxkeM 1 JIerkoro MOXeT ObITh MCIOJIb30BaHA METO-
JMKa IBYCTOPOHHETO I10CJ/Ie0BaTeIbHOTO TaBaxa [36].

I1pu BeIpaxkenHoi JIH 1 ripoTrBonoka3aHMsIX K IPO-
BEICHUIO BMEIIATEILCTBA IO OOIITMM HapKO30M BMECTO
npoueaypsbl iedeoHoro TBAJI MOXXeT BBITTOIHSTHCS TTPO-
Iemypa caHaIlMOHHONM OPOHXOCKOIINM C IIPOBEICHUEM
cermeHTapHoro BAJIL. I1pu 3ToM Takke MpUMEHSIETCS
TETIIbIIA U30TOHUYECKHWIT pacTBOP ¢ JOOABIIEHUEM alle-
TrmrctenHa (N-ametuauucterHa). SG@PeKTUBHOCTD
MPOLEAYPHl JOCTATOYHO BbICOKA (79%) 10 maHHBIM
KOHTPOJIbHBIX JIYYeBBIX UCCICIOBAaHUN. AHAJTOTUYHAS
mpoleaypa cermeHTapHoro bAJI BEITTOTHSIETCS U B CITy-
yasx, Koraa M3MEeHEHUs B JICTKUX JIOKaIbHBL. [1polienypa
CEerMEeHTapHOTO JlaBaXka ITP1 HEOOXOIUMOCTH MOXET I10-
BTOpATHCA 1 pa3 B 2—4 nHs Ha npoTskeHun 7—10 mHei.
JuTenpHAs PEMUCCHS TIOCIIC TIPUMEHEHUS 3TOM METO-
KK OblJIa JOCTUTHYTA B HammMX HaOmoaeHusx y 40%
OONLHBIX [4].

B nocnennue pecsatuiieTsi akTUBHO pa3pabaThiBa-
IOTCSI HOBBIC, MEHEE MHBA3MBHBIC TTOAXOIbI K TEPAITUMN
JIAII. B yacTHOCTH, OBLJIO MPOBEICHO KIIMHUYECKOE UC-
clienoBaHue 1Mo 3(POEKTUBHOCTU U 0€30MaCHOCTH pe-
koMmouHaHTHOTO 'M-KC® 1141 teyeHnst ayTOMMMYH-
Horo (nauonarndeckoro) JIAIL. ITonkoxHoe BBeAcHME

I'M-KCO® BBITOTHAIOCH 25 NallMEHTAM U 0Ka3aJIOCh
a¢dexTuBHBIM B 48% ciyuyaes [14]. Pe3ynbraThl MHIA-
nsuoHHoro npumeHenus 'M-KC® okaszanuch elie
6osee ooHamexxnBaroIuMu. OMHAKO OTMEHa TIperapaTa
¢ 6OJIBLIOI BepOSITHOCTHIO (29,7 %) npuBoauia K peLu-
By 3a6oneBaHus [37].

HemaBHO 3aBepIImIoch KPYITHOE MHOTOLICHTPOBOE
kinHu4yeckoe uccienosanue IMPALA, B koTopom u3-
yuaauch 3(PPEeKTUBHOCTD U 6€30MaCHOCTD JJIMTETHHOTO
nHraasgsumoHHoro npuMeHeHus [ M-KC® y 601bHBIX
ayrouMMyHHBIM JIATL. DTo paHgOMU3MpPOBaHHOE, TBOII-
HOE cJIeTioe, TUIare00-KOHTPOINPYyeMOe UCCIIeI0BaHNE,
B KOTOPOM y4yacTBOBaJIM 138 maieHToB ¢ ayTOMMMYH-
HbIM JIAIL. ITpu ouieHKe 3(P(HEeKTUBHOCTH MOJTPAMOCTH -
Ma OBLIO BBISIBJICHO 3HAYMMOE YITy4IIICHHE TTOKa3aTeIei
aJbBEOJIIPHO-apTEPUATBHOTO TpadeHTa KUCI0poaa
y TTAIIMEHTOB, TIOJyYaBIINX 3TOT IIperapar, o CpaB-
HEHHUIO ¢ TpyImoi miauedo (—12,8 vs. —6,6 MM pT. CT.;
p = 0,03). IIpomieHT MaIIMEHTOB C HEXeIaTeIbHBIMU
SIBIICHUSIMU U CEPbE3HBIMU HEXKeTaTeIbHBIMU SIBICHU-
SIMM OBbLJTa OMMHAKOBOM BO BCEX 3 TPYITITAX UCTIBITYEMbIX
[38]. DpPheKTUBHOCTD MHTATISIIMOHHOTO MOJTPAMOCTH -
Ma noarBepxkaaetrcs pedyiabratamu KT uccienoBaHust
B TMHaMuKe (puc. 8).

IMpumenenune 'M-KC® npu BpoxknenHom JIATT
0Ka3aJ0ch Hed((HEKTUBHBIM.

Kpome Toro, mocKoiabKy OCHOBHBIM MaTOTCHETH-
YeCKUM MEXaHU3MOM Pa3BUTUS 3a00JIeBaHUS CUMTA-
10T BBIpAa0bOTKY ayToaHTuTen IpotuB ' M-KC®, Takke
BO3JIATAIOT HAICXKIBI HA 9KCTPAKOPITOPATbHBIC METOIBI
neyenus. [poBegenne no 10 ceaHcoB MEMOpPAHHOTO
mra3Madepesa CrmocooCTBOBAJIO YIYUIISHUIO COCTOSI -
HUS TTaIIUeHTOB, CHIKEHUIO TUTPaA ayTOAHTUTE IIPO-
B TM-KC® 1 yBeIn4eHNIO TIPOMEXYTKA BpEMEHU
1o iposeneHus cienytomero TBAJI [39].

HMMeeTcss orpaHUICHHBIA OMBIT IPUMEHECHUST PU-
TyKcuMaba — mperapaTa, ComaepXallero CHHTeTUYe-
CKMe MOHOKJIOHAJIbHBIE aHTUTeNna K CD20-aHTureny
B-mamdoumToB. Ero npumenenne B no3e 1 000 mr 1 pa3
B 14 mHel nmpuBeso K YAyJIIeHUIO KIMHUKO-(YHKIINO-

A

Puc. 7. [InHaMnKa n3MeHeHun npu KOMI'II:IOTEpHOVI TOMOI'pa(]JVIVI rnocne BbIMONHEHWA neYebHOro naBaxa y 60/1bHOM0 NIEro4HbIM anbBeoIAPHBLIM Npo-

TeuHosoM: A — fio npouenypsl; b — nocne npoueaypbl
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Puc. 8. [lnHaM1Ka N3MeHeHUiA NPy KOMMbIOTEPHON TOMOrpadui Ha oHe MHraNALMOHHOIO NPUMEHEHUA MOAITPaMOCTMMa Y 60NbHOMO anbBEONAPHBLIM

npotenHo3oM: A, b — ncxopHo; B, ' — uepes rog npuMeHeHna npenapara

HaJIbHBIX IToKa3aTeseit y 7 u3 9 6ombHbIX JIAIT mipu ymoB-
JIETBOPUTEILHOM IepeHocuMocTH Tepanuu [40]. Putyk-
cuMab U 1tasMadepes CUNTAIOTCS aTbTepHATUBHBIMU
meronamu JeueHust JIAIT mpu HeaddekTuBHOCTH THAJL.

[TombITKY UCTTONMB30BaTh B KAYSCTBE JICKAPCTBECHHBIX
cpenct 'KC, azaTvonpuH 1 Ap. oKa3aauch Oe3ycIiel-
HeiMu. Crucremubie ['KC He TonbKo Hea(DEeKTUBHEI ITpU
nepBuaHOM JIAII, HO ¥ IMOBBIIIIAIOT PUCK BO3HUKHOBE-
HUSI JISTOYHBIX MHDEKITNIA.

Kpome Toro, uMerTcst OTaesibHbIe COOOILEeHUsT 00
YCITeITHOM Teparuy aMOpoKcoyioM [41]. DToT nmpemnapat
npuMeHsics y 6onbHBIX JIAIT cTapueckoro Bo3pacTa,
KOT/Ia IPYTHE METOMIBI JICICHMS OBLTH ITPOTUBOITOKA3aHbI
M3-3a BO3MOXKHBIX TTOOOYHBIX 3P HeKTOB. AMOPOKCOJ
HCIIOJIB30BAJICSI B CYTOYHOI 103€ 45 MT Ha TIPOTSKEHUM
IUTUTEIIFHOTO Meproaa BpeMeHH (> 1 roma) v MpUBOIMIT
K VAYYIICHUIO COCTOSTHUS U TIOJIOKUTEIbHON TUHAMUKE
M3MEHEHH, OTMEYaeMO#l ITOCPEACTBOM JTYUEBBIX HC-
cJIeJOBaHUM.

Takum o6pa3om, B HacTosIIIIee BpeMsl JIeYeHUE BPOXK-
neHHBIX hopM JIATT mogmepkuBaroliee, XOTsI UMEIOTCS
OTIETbHBIC COOOIIECHMS 00 YCITeIITHOM TpaHCIIIaHTAIlI
Jlerkux [42]. B ycnoBusIX aKciepuMeHTa ToJTy4eHbl MHO-
TroO0CIIAIONINE PE3yAbTAaThl TCHHOU Teparuy 1 IPSIMOM
TpaHCIUIAaHTAIMY JIETOYHBIX Makpodaros [43].

Tepamnus BropuuHoro JIAII mogpasymeBaeT jgeueHue
OCHOBHOTO 3a00JieBaHNsI. B 3THX CiTydasix BBIIIOJTHEHUE
neueoHoro TBAJI mpencTaBnsieTcs Helleecoo0pa3HbIM.
Tax, ipu JIAII, pa3BuBIIeMcs Ha (poHe reMaToJIornye-
CKOTO 3a00JIeBaHMs, pe3yIbTaTUBHAS XUMHUOTEPATTIs
IMOCJICIHETO WM TpaHCIUIAaHTAIIMSI KOCTHOTO MO3Ta
3HAUYUTEJIPHO YMEHBIIAIOT BEIPAXXEHHOCTh U3MEHEHMI
B JICTKUX. B eMMHUYHBIX CITydasx oKa3aaach 3 PeKTUB-
HOI aJlJTOreHHasl TPaHCIUIAHTAIIAS TeMOITOATUICCKIX
CTBOJIOBBIX KJIETOK [44].

OpueHTaIIMs Ha JICTOYHBII TOMEOCTa3 X0JIeCTeprHa
MOXKET CTaTh HOBBIM ITOAXOI0OM K JICUCHHIO TTAIITMEHTOB
¢ JIATII. B akcriepuMeHTaJIbHBIX UCCIIETOBAHUSIX ObIIIO
ITOKa3aHo, YTO TepaIys IepopaJbHBIMU CTATUHAMU YBe-
JINYMBAET OTTOK XOJIECTePUHA B AJIbBEOJISIPHBIX MAKPO-
(harax 1 yMeHBIIIaeT €T0 HAKOIICHNE, a TAKXKE CHIKACT
TSDKECTh 3a00JIeBaHMS. Y TTALIMEHTOB C ayTOMMMYHHBIM
JIAII Tepanusi craTuHaMU TIpUBOAMIIA K pa3pelleHUI0
3a00yieBaHMS. DTO BBIPAXKAJIIOCh B YIAYUIIEHUN KOJIH-
yecTBeHHOU KT-meHcuromerpuu (1 OIleHKHA aHO-
MaJIbHO HaKOIIJICHHOTO cypdaKTaHTa), OKCUTCHAITUN
U CUMIITOMOB. Pe3ynbTaThl 3TUX MCCIeIOBaHUN IO -
TBEPKIAIOT BO3MOXHOCTbD MCITOJIb30BAaHUSI CTATUHOB
B KaueCTBE HOBBIX TePAIIEBTUUECKIUX TTOIXOIOB LTSI BCEX
tunioB JIAIT [45].
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MporHos

B nopasnsioiieM OOJBIIMHCTBE CydyaeB IIPOTrHO3
npu JIAII 6GaaronpusaTHBIN: TedyeHUe 00Je3HU JOOpPO-
Ka4yeCTBEHHOE, PeIMINBUPYIOIISE MU IIPOTPECCUPYET
o4eHb MeIeHHO [46]. Eciii paHee crioHTaHHAsT peMUC-
cust Habmomanack B ~ 50% cinyvaeB, TO B HacTosIIIee
BpeMs ee yactoTa < 10% [47]. Cpeau malueHToB, Ha-
omonaBimmxcs B knnHuke HUM MnO3J1, cnonTanHas
peMmccHrs HabIronanach TUiib B 1 cirydae (puc. 9).

[IIaHCH HA CIIOHTAHHYIO PEMUCCHUIO TTOBBIIIAIOTCS
y TMaIlMeHTOB C HEIaBHO BO3HUKIINMH U3MEHEHUSIMU
B JIETKUX (IO 2 JIET) TIPU YCIIOBUY OBICTPOTO YCTAHOBIIC-
HUS TIPaBWJIBHOTO AMArHO3a M 0TKa3e OT KYPCHMS WIIN
KOHTaKTa ¢ TOKCUUYECKUMHU (hakTopaMmu. JleTaabHbII
HMCXOMI MOXET HaCTYIIUTh BCIACACTBUAE ITPUCOCTMHEHUS
OakTepuaIbHON WM IPUOKOBOI MH(MEKIINN, YeMY B He-
MaJioil CTENIeHM CITOCOOCTBYET MedeKT XeMoTaKcuca,
MMeEIoNInii MecTo y 00JbHBIX JIATI, a Takzke HETIpaBUIThb-
Hoe JieueHre. AHAJI3 OTHaJICHHBIX PEe3YJIbTaTOB JICUCHUS
343 maumeHTOB MTOKa3aJl, 9YTO S-JIETHSISI BBLKMBAEMOCTD
coctaniseT ~ 75% |2]. B rpynne 87 nauuenrtos ¢ JIAII,
Habmonapmuxcs B kimauke HUW NMuO3J1, 5-netHas
BBDKMBaeMOCTb cocTtaBmiia 97,7%. 3a Bech nepuo Ha-
OJII0AeHUSI TaKUX OOJIbHBIX JIeTaJlbHbIe UCXOAbl ObLIN
o0ycoBieHBI Tiporpeccupyomeit IH (2 caygast), mpu-

COCIMHEHWEM BTOPUYHOM MH(MEKIIMN — TyOepKyie3a
(v 2 6onpHBIX) U acnepruiie3a (y 1 maumenTa). [Ipu
npumeHeHnn TBAJI 5-1eTHSIS BBKMBaeMOCTb OOJIbHBIX
nepBuyHbIM JIAIT coctaBuia 95%. JleTaabHble KCXOIbI
B 72% ObL1u obycnosiensl JAH, pa3BuBLieiics Beien-
CTBHE OCHOBHOTO 3ab6osieBanus, a B 20% — B pe3yJibrare
MIPUCOCINHEHUS MH(PEKIINH.
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