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BBenenune

Wutepctunuanbuoe 3aboneBanue jerkux (M3JI) sBnsercs oOmMM TEPMUHOM ISt
MHOTHUX Pa3JIMYHBIX 3a00JI€BaHUH, BRI3BIBAIOIINX BOCIIANeHHE B (prOpO3 mapeHXuMBbI Jterkux. Mx
MOJKHO Pa3/IeIUTh Ha MATh KAaTETOPHIl B 3aBHCUMOCTH OT 3THOJIOTHH

(1) U3J1, cBsi3aHHOE KaK MPOSIBIICHHE IEPBUYHOTO 3a00J1eBaHus (HAIIpUMEp, CApKOU103a);

(2) W3JI, cBsa3aHHOE C BO3ACHCTBHEM (DAaKTOPOB OKpYKAMOIMIEH cpeapl  (Hampumep,
TUIEPYYBCTBUTEIbHBIA THEBMOHMT);

(3) U3J1, BbI3BaHHbBIE IPUMEHEHUEM JIEKAPCTBEHHBIX MPENapaToB WIH 0OIyUEHHEM;

(4) upuonatuyecKkue MHTEPCTULIMAIbHbIE THEBMOHUU (HAIlpUMEp, UIUONATHYECKUN JIETOYHBIN

¢hubpo3);
(5) U3J1, csizanHbIe ¢ 3a001eBaHusIME coequHuTenbHol Tkanu (3CT).

Bce 3t cocrosHuA Tpe6y10T THIaTeJ'IBHOfI OLCHKU JId YCTAaHOBJICHHA JUar”Ho3a,
OMPCACIICHUA HOoKa3aHui K IUArHOCTUYCCKUM mnmpoucaypam n PEKOMCH Al 110
HHAUBUAYAJIBHOMY ILIaHY JICUCHUA, OJHAKO I/I3,H, CBs3aHHBIC C CUCTCMHBIMU 3a60J'IeBaHI/ISIMI/I,
MPEACTABISIIOT OCOOYIO CIIOXKHOCTh. [IpW CHCTEeMHBIX 3a00JIEBaHMSX BaXKHO T0J00paTh
MPaBHIBHYIO TEpamuio, KOoTopas Obuta Obl ONTHUMalbHA Uil JICUYCHHUS BCEX IOPAYKEHHBIX
OpraHHbIx cucTeM U B ToM uucie U3JI. [1]

B stom pedepare OyayT paccMoTpeHbl OOIIMEe acmeKThl HanboJiee pachpoCTpaHEHHBIX
CHCTEMHBIX 3a00JIEBaHWI, IPU KOTOPHIX PA3BHBAIOTCS MATOJIOTHYECKHE W3MEHEHHS JICTOYHOM
TKaHU, TaKUe Kak CapKOWJ03, 3a00JIEBaHMs COCAMHUTEILHOW TKAHW W BaCKYIUTHI. XOTS
BCECTOPOHHHI 0030p JICTOYHBIX MPOSBICHUNA BCEX CHCTEMHBIX 3a00JICBaHHI HEBO3MOXKCH,
Takke OyayT oOCYXJaThCs HECKOJNBKO pEIKUX 3a00JIeBaHMW, BKIOYAs aMIJIOHIO3,
CKJIepo3upytoiiee 3aboseBanue, cBszannoe ¢ 1gG4.

Capxkounos

Capkounzio3 sBISETCS CUCTEMHBIM 3a00J€BaHMEM HEU3BECTHOIO IpoucxokiaeHus. Ha
TEHETHYECKYIO TPEIPACIIOIOKEHHOCTh K CapKOMJ03Y YKa3bIBaeT OTATOIICHHBIA CEMEHHBIH
aHaMmHe3.  CapkoMJ03  XapaKTepU3yeTcs  HEKa3e03HbIMU  SIMTEIHUOMJIHO-KIETOYHBIMU
rpaHyJeMaMd BO MHOTHX OpraHax, HO 3a00JIeBa€MOCTb M CMEpPTHOCTH TECHO CBSI3aHBI C
JIETOYHBIMU TPOSIBIIEHUSIMH, BCTpedarouumucsa 6osee yeMm y 90% maumentos . KT-npusHaku
JIETOYHOTO CapKOM/103a CUJIBHO pa3inyaroTcs M, Kak HU3BECTHO, MAaCKUPYIOT MHOTHE Jpyrue
middy3Hble HHOUIBTPATUBHBIE JIETOYHbIE 3a00JI€BaHUs; U HA000POT, HEKOTOPBIE 3a00I€BAHNUS
MOT'YT HAIIOMHHATh KJIACCHYECKUI capkouao3. [2]

I'ucronorust J1€ero4HoOro CapKonJ03a COCTOUT M3 HCKA3CO3HBLIX I'PaHYJIEM, OKPYKXCHHBIX
KJICTOYHBIM BaJIOM H3 J'II/IM(pOI_[I/ITOB n (bH6p06HaCTOB B HCpI/I.HI/IM(I)aTI/I‘-IeCKOM MMPOCTPAHCTBE,
KOTOPBIC MOT'YT BBI3BIBATH (I)I/I6p03. 3aboeBaHE MOXKET BO3HUKHYTH B I000M BO3pacTe, HO B
OCHOBHOM IOpaXXacT JIIoJie B BO3pacTe OT 20 0 40 neTr W JUIIb HU3pCAKa BCTPCUACTCA B



Bo3pacte crapuie 65 ner. IIporHo3 B OCHOBHOM OJIaronmpusTHBIN, CTOWKAas PEMHUCCHS YacTo
pa3BUBAETCS B T€UEHHE <2 JIET, a CMEPTHOCTH cocTaBisaeT oT 1% 10 5%.

Tpu xputepus nuarsosa:

(1) TMMMYHBIE KITMHUYECKUE U PEHTICHOJIOTUYECKHUE MTPOSBIICHUS;
(2) HanmM4Ke HEKA3E€03HBIX TPAHYJIEM;

(3) uckiroueHME ATbTEPHATUBHBIX 3a00JIEBAHUIA.

Haxonku nHa MCKT opraHoB rpyiHON KJIETKH BKIIIOYAaOT HEOOJIBIINE YETKO OUEpUYEHHbBIE
y3€IKH C XapaKTEepHbIM MepUIMM@PaTUUYECKUM paclpeiesieHUeM [0 OTHOIIEHHIO K
cyOruieBpajibHOM  MOBEPXHOCTH, MPUJIETAIONIME  BJOJIb  YTOJIIEHHBIX  MEXKI0JIbKOBBIX
MEPErOpoJ0K U K JOJbKOBBIM COCY/aM JIETKOTO. Y3€IKU paBHOMEPHO pacIpesieieHbl 10 000uM
JIETKUM C Mpeo0iaJaHieM BEPXHUX U CPEIHUX OTIENOB JIETKUX; OJJTHAKO OHU TaKkKe MOTYT OBbITh
CTPYIIHUPOBaHbl B TNPUKOPHEBOW M TMEPUOPOHXOBACKYISIPHONH O0OJACTAX C OTHOCUTEIHHBIM
COXpaHEHHEM TNepuepuu JETKOr0 UM MOTYT ObITh CTPYHNIHPOBAaHBI B HEOOJIBLUINX OONACTSAX.
CnusiHue TpaHysieM NPUBOIUT K OoJiee KpYIMHBIM y3i1aM (y3J0Boi capkoua 1o 1-4 cMm, cuMOTOM
TATAKTUKH) WM HEUETKHM 3aTeMHEHUsM (MaTOBOE CTEKJI0O WM KoHcosmmanus 10 10 cwm,
ATBBEOJISIPHBIN CapKOU03). [3]

Jlumpanenonatus oObIYHO HaAOMIOMAETCS B BUJE CHUMMETPHUYHBIX H3MEHEHUU
BHYTpHUTpYAHBIX JIuM(poy3noB. Ha no3maux cragusx KT xameiuHathl B TUMQGATHYSCKUX y3Tax
BHU3YAJTM3UPYIOTCS B BUJIC SUYHOW CKOPITYITBI WK aMop(HOTOo 00madka («caxapHas Imyapa).

Y 25% OonbHBIX pa3BUBaeTcsl HeoOpaTuMbli (QUOPO3 JIETKUX C HapyLIEHUEM
ApPXUTEKTOHUKH, CMEUICHHUEM MEXI0JIbKOBBIX MEPErOpoa0K, TPAKIIMOHHBIMU OpOHXO3KTa3aMH,
cotoBoi cTtpykTypoir u Oymiamu (IV  cragus). KonriomepaTsl, NpeUMYyIIECTBEHHO B
MIPUKOPHEBOM JIOKANW3allUM, MPEACTaBISAIOT co00i ydacTku ¢Gubpo3a C XapakTepHBIMU
TPaKUMOHHBIMU OpoHxod3kTa3amu. [loTepss oObeMa BepXHUX [0JIed CBfA3aHa C peTpakuuen
KOpPHEH JIETKUX.

[laTonoruueckre W3MEHEHUS [bIXAaTENbHBIX IIyTeH BKIIOYAIOT HX KOMIIPECCHIO,
BBI3BaHHYIO JUMQaJeHONaTue, U TPaKIUOHHbIE OPOHXO3KTa3bl, BBI3BAHHBIE OKPYXKAIOLIUM
¢ubpo3om. I'paHyneMbl B CTEHKAaX OpPOHXOB BBI3BIBAIOT HEPABHOMEPHOE YTOJIIICHUE
OpOHXMAJIBHOM CTEHKH C CY)KEHHEM OpOHXOB Majoro M CpeiHero kKanuOpoB. BoiedeHnue
MEJIKUX JbIXaTeNbHbIX yTel MOXKET MPUBECTH K (PEHOMEHY “BO3TYITHOM JOBYIIKH .

Capkounno3 mnposiBisiercs xapakrepHbiMu MCKT-npuszHakamMu, 49TO IO3BOJISIET €r0
3aMo/I03pUTh, OJIHAKO HEOOXOJUMO IOMHMTH, YTO OH TaK)K€ MOXKET IpOSBIATHCS MEHee
TUINMYHOU KapTUHOM.

K BO3MOKHBIM OCHOKHEHHSAM OTHOCSTCS Pa3BUTHUC ACTICPTUIUIOMBI JICTKOI'O U JICTOYHas
THUIICPTCH3UA.

ACHCpFI/IJ'IJ'IOMLI XapaKTCpHbI JIA IV cragumn CapKoOn103a: OHU q)OpMI/Ip}’IOTCﬂ B paHCe
CYH_ICCTBOBaBUleﬁ MOJIOCTH Yy MAITUCHTOB C (1)H6pO3HLIM CapKOUJ030M. HpI/I YIrpOKaroIeM KU3HU



KPOBOXapKaHbEe MOXKET MOTPeOOBATHCSI HEMEUICHHAsI MHTEPBEHIIMOHHAS Tepamnus (3MOOIH3aIHs
OpOHXHAJIBHBIX apTEPUA).

Jlerounass TUIEPTEH3Us TAaKXKE BO3HMKACT Yy MALNUEHTOB C TEPMUHAIBHOM CTaguei
¢ubpo3a MMOXKeT OBITh BBI3BAaHA MEIUACTUHAIBHBIM (HUOPO30M, BHEIIHEH KoMIpeccuei
JIETOYHBIX apTEPHH YBETHMUECHHBIMU JIUM(POY3JIaMH TpaHyJIeMaMH.

W3  BBILIEONMMCAaHHOTO MOXHO chenarb 3akimtoueHue: Tunmunele KT-npusnaku
CapKOMJ103a BKIIIOYAIOT

(1) nepuauMpaTHIecKue Y3€IKH, pacnoJIOKEHHbIE MIPEUMYILECTBEHHO B
epruOpPOHXOBACKYIISIPHOM U CyOIJIEBpaJIbHOM MHTEPCTULINH;

(2) cMMMETpPUYHYIO IBYCTOPOHHIOIO BHYTPUTPYIHYIO JTUM(aJIeHONaTHIO;

(3) mepubpoHx0OBaCKYIAPHBIN (UOPO3 BEpXHEN U CPETHEH J10ICH.

3a00/iIeBaHUA COeIMHUTEILHON TKAHU

3aboneBanus coeauHutenbHoi TKaHU (3CT) XxapakTepusyloTcsi B HEPBYIO OYEpEIb
KIIMHUYCCKMMH TMPU3HAKAMH, & UMEHHO THITMYHBIMH KIMHUYCCKHMH JKAJI00aMH W JaHHBIMH
¢us3ukanpHOTO OOCHenoBanusa. Hamumume crenuduuecknx ayToOaHTUTEN TaKKe IOMOTaeT B
MMOCTAHOBKE KOHKPETHOTO [uarHo3a. Busyanusanus Wrpaer BaKHYIO DPOJb B OIpPEICICHUU
HaJIMYUS U XapakTepa MOPakeHUs JIETKUX. Ba)kHO OTMETUTh, YTO U3MEHEHHS B JIETKUX MOTYT
MIPeIIeCTBOBATh OCTALHBIM KIMHHUYECKUM MPOSBICHUSIM, HHOTAA Oojiee yeM Ha 5 neT. B atux
ciydasxX BU3yaju3alus WrpaeT BaxHyr posib B auarHoctuke 3CT, gaxke eciu ManueHT He
COOTBETCTBYET KPUTEPHUSIM KOHKPETHOTO 3a00JIeBaHUSI.

3CT MoeT mopaxaTh pa3IU4HbIC OTIEIbl TPYIHON KJIETKH, BKJIIOYas JIETKHE, IUICBPY,
nepukapj, JUMQPaTHIECKUE COCYIbI, COCYAMCTYI0 TKaHb M cepiie. OObIYHO 3a/1eliCTBOBAHO
OoJsiee ogHOWM cucTteMbl. BoBiieueHue npixareabHOW cucTembl yacTto BcTpeuaercss npu 3CT u
MPUBOJUT K 3HAYUTEIHHOM 3200J€BA€MOCTH M CMEPTHOCTH. MHOTHE JIETOYHBIE TMPOSBIICHUS
3CT cxonubl ¢ UDJI 1 MoryT OBITH KJIaCCU(PHUIIMPOBAHBI IO TOH ke cucteme. [4]

buoncus nerkoro manounHpopMaTUBHA y nanueHtoB ¢ ycraHoBieHHbIM 3CT. o stoit
npuunHe KT BbICOKOro paspelieHus 4acTo SBJSETCA 30JI0ThIM CTaHIAPTOM JIMarHOCTUKHU
UMEIOIIUXCS MOPaXEeHU. DTa 3aKOHOMEPHOCTh Ba)kKHA ISl OIPEJENICHHs Tepallui U IPOTHO3a.
Xots ¢ kaxabpM KOHKpeTHbIM 3CT CBSI3aHO MHOKECTBO BO3MOXHBIX MATTEPHOB MOBPEXKICHHM,
HEKOTOPBIE U3 HUX BCTPEYAIOTC Yallle, YeM JpYyTHUe.

PeBMaTonaHbIi apTpUT

BonpmMHCTBO MAlMEHTOB C JUIMTENbHBIM aHaMHE30M peBMaToujHoro aptputa (PA)
umeroT u3MeHeHus Ha KT rpyaHol KIeTKM ¢ BBICOKMM pa3pelleHHeM; OJHAKO Ha pPaHHUX
cTanusx 3a0oneBaHus OHU 00bIYHO OeccumnToMHBI. Hanbomee yacteie Haxoaku pu KT merkux
BKJIIOYAIOT YTOJIIEHHE CTeHKH OpoHxoB (12-92%), pacmupenue OpouxoB (30-40%),
perukyisinuio (10-20%), 3aTeMHeHHe TIO TUITY MaToBOro ctekia (15-25%), saeucrocts (10%),
u xoHconuaamuio (5%). [5]



BpOHXOBKTa?)BI W BO3JAylIHAad JIOBYHIKA ABJIAKOTCA YaCTbIMHU HPOABJIICHHUAMMU. CyIJ_IeCTByeT
oOmienpu3HanHas cBsi3b Mexay PA u oOmuTepupyromM OpOHXHOIUTOM (KOHCTPUKTHUBHBIM
OpPOHXHOJIMTOM), IPU KOTOPOM OPOHXMOJIBI Pa3pylIAIOTCA M 3aMEINAlTCs PyOI0BOH TKaHbIO.
XapakrepabiM npuszHakoM KT sBisiercst mMo3anuHas BO3AYIIHOCTb C 3aJEpXKKOM BO3QyXa Ha
BBIJIOXE, YaCTO CBSI3aHHAs C paclivpeHrueM OpoHXOB. DOJUIMKYISAPHBIM OPOHXUOIUT SBISETCS
BTOPBIM THUIIOM MOPAXCHUA MCJIKUX AbIXaTCIbHBIX HYTGfI npu peBMATOMAHOM IOPAKCHUU
nerkux. OcHoBHbIM mnpusHakoM KT sBistoTcs UHEHTPOJOOYISpHbIE Y3€IKH U Y4acTKU
HEIPO3PaYHOCTH II0 TUILY MAaTOBOIO CTEKIIA.

®ubpo3 JNEerkux Npyu PeBMATOUTHOM apTPUTE 3HAYMTEIHHO Yallle BCTPEYACTCS Y MY)KUHH,
yeM y keHIIMH. Pesynbrarel KT npu uHTEpcTHLMANbHOW IHEBMOHMHM, CBSI3aHHOW c PA,
3a4aCTyI0 HEOTJIMYMMBI OT HIMONIATUYECKUX PA3HOBHUIHOCTEN; OJJTHAKO JpYyrue Mpu3HaKu, TaKue
KAaK PEBMATOUJHBIE Y3€IIKHM, PACIIUPEHUE JIETOYHBIX apTepUid MOTYT HAaBECTH KIMHHLKMCTA HA
JUArHO3.

HoBoe mokoneHne  OHOJOTMYECKMX  areHTOB,  HCHOJb3yeMBIX U1  JICUEHUs
PEBMATOMJIHOTO apTpUTa, NPUBEIO K BO3HUKHOBEHHMIO HOBOro Habopa MOTEHIHMAIbHBIX
MOOOYHBIX APPEKTOB CO CTOPOHBI JIETKUX. BakHEHIIMM U3 HHUX SIBJISETCS UMMYHOAE(UIINT,
CBs3aHHBIN ¢ mpuMeHeHueM aHturen K TNF-a (3tanepuent, nundaukcumad, ananumymad), 4To
MPUBOJUT K CYIIECTBEHHOMY YBEJIMUYEHHUIO 3a00JIEBa€MOCTH TyOepKyiae3oMm (WHOTIA
JMCCEMUHUPOBAaHHBIM ~ WJIM  BHECYCTaBHBIM) U  HETYOepKyJe3HONW MHUKOOaKTepuaibHOU
nHpeKImen.

Huskue no3pl MeroTpekcaTta MOTYT BbI3bIBaTh MOJOCTPHIA THUIEPUYBCTBUTEIbHBIIN
NMHeBMOHUT B 2-5% ciydaeB. HMwmeronmecs paHee PpPEHTIEHOJIOTMYECKHE MPU3HAKU
MHTEPCTULMATIBHOTO 3a00JIeBaHUSl JIETKUX, BEPOATHO, MpelIpacrnoiaraloT K pPa3BUTHIO
METOTPEKCAaTHOrO0 MHEBMOHUTA y mauueHToB ¢ PA. Mudekuuu, Takue Kak MHEBMOLMCTHAs
ITHEBMOHUS, TAK)KE SBJISIOTCS MOTCHIMATBLHBIME OCIIOKHEHUSIMH Teparnuu. [6]

CkJiepoaepmus (MporpeccMpyrOmMii CHCTEMHBIH CKJIEPO03)

[lopaxxeHue mnapeHXUMbl JIETKUX OYE€Hb YacTO BCTPEYAEeTCs Yy MAlMEHTOB CO
ckneponepmueid. daktuyecku, ckinepoaepMus sieiserca eauHcTBeHHbIM 3CT, mpu koTopom
00JIe3Hb JIETKUX SABJISAETCS OJIHUM U3 TJIABHBIX KPUTEPUEB AMarHo3a (mopaxenue jnerkux B 80%
ciydaeB). JlerouHasi rUmepTeH3Us TaKKe PaclpocTpaHeHa JMOO KaK M30JIMpPOBAHHAS HAXOJKa,
mu6o B coueraHuu ¢ ¢ubpo3om serkux. OHa OCOOCHHO YACTO BCTPEYAETCS y MAIMEHTOB C
orpannueHHoi ckiepoaepmueit (CREST-cunnpom). Pacmmpenue nuimieBoa oOHapy>KUBaeTCs B
80% ciyuaes Ha KT.

Pesynbrarer KT npu ckineponepMun OTpakaroT JOMHUHHUPYIOUIMH NAaTTepH MO THILY
HecMue(pUIecKoil MHTepCTULMATIbHOW MHEBMOHUU. OH MOXET MPOSIBISATHCS 3aTEMHEHUEM IO
TUIIy MaTOBOTIO CTEKJa, 4acTo B 3agHel u cyOmueBpanbHOoi jokanmuzanuu. [To MCKT moxHO
YBHUJIETh HEPAaBHOMEPHYIO PETUKYJISALMIO U TPaKIMOHHBIE OPOHXO’KTa3bl KaK Ipeobiagaromue
npu3Haki. COTOBUIHOCTh YaCTO OTCYTCTBYET, HO €CJIM OHA €CTh, OOBIYHO IMPEJICTaBlICHAa B BUJIE
OrpaHUYeHHOro y4acTka. ®uOpo3 JIerkuX, CBS3aHHBIA CO CKJIEpOJIEpMHUEH, UMeeT Tropasao
JAydqmmid nporuos, yem npu UOJI. [7]



Jlerounast apTepuaibHasi THUIEPTEH3US OOBIYHO BBI3BIBACT PACHIMPEHHE OCHOBHBIX M
IIPOKCUMAJIBHBIX JIETOYHBIX apTepui Ha peHTreHorpamme rpynHou kinetku unu KT; oxHako
JIETOYHBIE apTEpUU HOPMAJIBHOIO pa3Mepa HE MCKIIOYAIOT JAMATrHO3, a HAIWYHUE YTOJIILECHUS
IepUKapAa WIM KUAKOCTH Yy IALUEHTOB CO CKIEPOJECPMHUEH TaKKE SIBIACTCA IMPEAUKTOPOM
JIErOYHOM THIIEPTEH3HH.

[Ipu ckmepomepMun OTMEYAETCsl TOBBIMICHHAS] PACIPOCTPAHEHHOCTh paka JIETKUX C
OTHOCHUTEIIbHBIM PUCKOM MalMrHu3anuu ot 1,8 10 6,5. Pak jmerkoro B 3TOM COCTOSIHUM 4acTO
BO3HHUKAET y JUIl ¢ (UOPO30M JIETKUX.

Cucremuas KpacHas BOJIYaHKa

[IneBpur siBisieTcst HanboJiee YaCThIM IJIEBPOITYJIbMOHAIBHBIM MPOSBIEHUEM CHCTEMHOM
kpacHoi Bomuanku (CKB), o6HapyxuBaeMbiM y 40—60% manneHTOB U MOXKET ObITh ¢ WK 0e3
IJIEBPAJILHOTO BBINOTA.

NuTepcrunnansHo-hubpo3noe nopaxkenue nerkux npu CKB Bcerpeuaercst pexe, yem
npu gpyrux 3CT. B 1o Bpems Kak MyJbMOHalbHblE HHQEKIUH M OCTPOE JIETOYHOE
KPOBOTEUEHHUE CUUTAIOTCS] HAaN0OJIee YaCThIMK OCIOKHEHUsAMHE [8].

OcTpblii  BOJIYAHOYHBIA TMHEBMOHHUT — CJIOXKHO JMarHOCTUPYEMOE COCTOSHHE,
COTIPOBOXKIAroOIeecss o4aroBoil wim auddy3Hoit merounort konconmmanuen Ha Goune CKB. B
HACTOSIII[ee BpeMsl CUMTAETCS, YTO OOJILIIMHCTBO CIy4yaeB, paHee HACHTU(UIHUPOBAHHBIX Kak
BOJIYaHOYHBIM MTHEBMOHUT, BEPOSITHO, MPEACTABIUIN cO00i nudPy3HOE MOBPEKICHUE ATBBEOII
C Pa3BUTHEM JIETOYHOTO KPOBOTEUEHHS.

K ngpyrum ocnokHEHHSIM BOJNYaHKM MOXXHO OTHECTH JAuChYHKIHMIO auadparMmsl,
JIETOYHYIO TUIIEPTEH3UIO0 U TPOMOOIMOOIIHMIO JIETOYHON apTepuu, KOTOPbIE MOTYT OBbITh CBSI3aHbBI
¢ antudocomunuaHbiMu antutenamu. JluadparmanpHas nucyHKUUSA, MPEANOTIOKUTEIHHO
oOycnoBieHHas auadparmManbHOM MHONATUEH U MPOSBISIETCS YMEHbIIEHHEM oObema JEeTKHX
(«cMOpIIMBaHKE JIETKUX» C TUIACTUHYATHIM aTejaekTa3om). [9]

IMoMMuUO3UTHI/ IEPMATOMUO3UTHI

Kak u npu ppyrux 3CT, pa3BUTHIO KIMHHUYECKOIO MHO3HMTA MOXET MPEAIIECTBOBATH
BO3HUKHOBEHHE HWHTEPCTULIHMAIbHONH MHeBMOHMH. Okoso 50-70% mnarmueHToB ¢ aHTHU-JO-1-
antutenamu umeroT M3J1 Ha pone nonumuosura/aepmaromuosuta (IIM/JIM).

Ilo MCKT XapaKTCpHO HAJIMYUC CIIMBHOI'O 3aTCMHCHHA II0 TUILY «MATOBOTO CTCKJIA» U
YIUIOTHCHUA B HWJKHUX JOJIAX Ha (1)0He TPAKITUOHHBIX 6pOHX03KTa3OB. Orta KapThuHa OTpakacT
XapaKTCPHYIO 'HCTOJIOTUYCCKYIO KAPpTUHY OpFaHHSYIOIHefICH nHeBMoHuM. Ilo CCpunu CHUMKOB B
AAHAMHKE ITOCJIC JICUCHUSA KOHCOJUAAIUA 3a94aCTYH0 YMCHBIIACTCA U JaK€ CO BPECMEHEM MOIKET
MOJIHOCTBIO pa3pCIIUTLCA; OJHAKO (1)H6p03, HpOfIBJ’IHIOIJ.[PIfICH peTHKyJ'IfII.[Heﬁ U TPAKOUOHHBIMHA
6pOHX03KTaSaMI/I, 0OBIYHO COXpaHACTCA.

Juddy3Hoe anbBeOTIpPHOE MOBPEKIACHHUE SIBISICTCS €€ OJHUM MaTTEPHOM, KOTOPBIN
MOXHO Ha0Omomate y mnamnueHtoB ¢ [IM/C/. Tunuunaele KT-npusnaku muddysnoro
AJIbBEOJISIPHOTO TIOBPEXKICHUSI BKIIOYAIOT CUMMETPUYHOE JBYCTOPOHHEE 3aTEMHEHHUE IO THUITY
MaTOBOTO CTEKJIa W/WJIA KOHCOTUAAIIUIO.



CyiecTByeT TMOBBINICHHBI PHCK 3JI0KAYECTBEHHBIX HOBOOOpa3oBaHUi (0COOCHHO
37I0KAQUECTBEHHBIX HOBOOOPA30BAHWN MOJIOUHOW >KeJe3bl, JIETKHX, SUYHUKOB M HKEIy/Ka),
KOTOpBIE OJHOBPEMEHHO AMArHOCTHPYIOTCS B TeueHue | roga Habmogenus y 20% mnamueHToB.

[10]
Cunapom llerpena

KT naer cymecTBeHHYI0 HHPOPMALIMIO O XapaKTepe NOPaKEHUsI JIETKUX MPU CUHIPOME
[llerpena. IlaTTepHBl  NOpa)keHWsI  ABIXATEIBHBIX  IyT€d  MOXKHO  Pa3sfelUTh  Ha
MHTEPCTHLIUANBHBIA (UOPO3, JIETOYHYIO TUIEPTEH3UI0 M JUMGOHUIHYI0 HHTEPCTULHAIBHYIO
ITHEBMOHMIO.

AHOManuu, CBSI3aHHBIE C JBIXaTEJIBHBIMH ITyTSMH, PAacCIpPOCTPAHEHbI U COCTOST W3
YTOJIIEHUsT OpPOHXHAIbHOM CTEHKH, OpPOHXO3KTa30B M 3aTEMHEHUM MO THIIY «JIPEBECHOTO
MTOYKOBAHUS.

Hecnetuduueckast u mumdounnas (JIMII) uHTepcTUIMATBHBIC MHEBMOHHH SBJISIOTCS
HauboJee pacnpoCTpaHEHHBIMU (GOopMaMu MapeHXMMAaTO3HOro 3aloJsieBaHus Jerkux. llepBas
HAallOMHUHAET KapTUHYy npu ckiaepoaepmun. JIMII xapakrepusyercss HENPO3PAYHOCTHIO MO THUILY
MaTOBOTO CTEKJa H3-3a TOMOTE€HHOHN JuMdouutapHod HHQMIbTpanuu. Takxke MOTYT ObITh
BU/JIHBI NTepriMMpaTndeckre uin HeHTpUuIoOysipHble y3enku. Kuctel pazmepom 5-30 MM mMoryT
HaOII01aThCsl M30JIMPOBAHHO WM B COYETAaHMM C JAPYTMMH HAaxOJKaMH. OTH HU3MEHEHUs
MPUTIMCHIBAIOT OPOHXHUOJISIPHON OOCTPYKIIMM HA OCHOBAaHWUU JUMMOIUTAPHOW WH(HIbTpaIruu
crenku. Hanmnuue kuct momoraet otiuauth JIUIT ot mumdomer.

Jlumpomy ke craemayeT 3amoA03pUTh MPHU HATWYWU YIUIOTHEHHsI, KPYIHBIX JTUM(OY3I0B
(> 1 cm) mmm 1ieBpanbHOTO BBITIOTa. OMHAKO MOJOOHBIE KPYITHBIE «IICEBI0ATLBEOJISIPHBICY
y3€JIKH MOKHO OOHAapyKWUTh Npu codeTaHHOM ammiouzaoze u JIMIL. B oTmmuume ot nmpyrux
KHCTO3HBIX 3a00JICBaHUH JIETKWX, TaKUX Kak JuMdaHruoieriomromaros, kuctel JIUII mensbiie
10 KOJIMYECTBY U AEMOHCTPHPYIOT IpeobiajaHie B HIKHHUX OTeNax jJerkux. [11]

ANCA-accounupoBaHHbIi rpanyJ1eMaTo3HbIi BacKyJauT ¢ nojuanruntTom (I'TIA, Ob1BIIMid
cuHapom Berenepa)

I'TIA sBnsercs Hambonee pacmpocTpaHeHHbIM U3 ANCA-AB. OH mopaxaeT masyxu,
IIOYKK U JIeTKHE, 4YTO MPHUBOAUT K KJIACCUUECKOM TpUaje CHUMOTOMOB, BKIIOYArOIEH
3a00JIeBaHMsl BEPXHMX JIbIXaTEIbHbIX MYyTeH (CUHYCHUT, OTHUT, S3Bbl U OpOHXMAJIbHBIA CTEHO3),
MOPAKEHUE HIKHHUX JIbIXaTeNbHbIX MNyTeH (KIMHUYECKH HPOSBISIIONIEECS] KPOBOXAapKaHbEM,
00J1bI0 B TPYAM, OJBIUIKOW M KallleM) U TJIOMEpYIOHe(pUT (MIPOSBIAIOMIMICS remMatypued u
azotemueil). OnHaKO Ha Ha4yaJbHOM JTale MalMeHTbl MOTYT HE HMETh IOJIHOTO CHEKTpa
cUMNTOMOB (orpanuueHHblie npossiaeHust ['TIA). JKeHuHbl 1 MyXUUHBI CTPaJa0T OJMHAKOBO U
B 11000M Bo3pacte. [lopakeHue ObpIXaTeNbHBIX MyTeH yalle BcTpeyaercss y MyxuuH. Hauboiee
4acTON NPUYMHOW CMEPTH SBISAETCS TOYEYHas HEAOCTaTOYHOCThb. IIpu nedenun 24-mecsynast
BBDKHBaeMOCTh cocTaBisieT 80%. DakTopsl, BhI3bIBAIONINE 3a00I€BaHUE, HEU3BECTHBI, TEKYILHE
JIAHHBIE MOATBEPKIAIOT NMPUYACTHOCTh PELMIUBHpPYIOIIeH HH(pEKIUN K Bo3HUKHOBeHUIO ['TIA.
o 80% OGonbHbIX (B TeueHue Oose3nu) sBisitorcss AHIIA-no3uTUBHBIMU (IIPEUMYIIECTBEHHO
PR3-AHIIA).



Haubosiee yacto HaOMI01aeMBIMU JIETOYHBIMH U3MEHEHUSMU SIBIISIFOTCS. MHOYKECTBEHHBIE
y3€JIKH WU OO0pa3oBaHMsS pPA3HOTO pa3Mepa C CHUMITOMOM ‘“‘opeoiia” (NMEPHHOMYISPHOE
KpoBomznusiHue). OHHM HWMEIOT TEHJCHLUIO BOBJIEKATh CyOmeBpajdbHbIE 001acTH; HET
ONPE/EIEHHON CKJIOHHOCTH K BOBJIEYEHHIO BEPXHUX WJIM HUKHHUX OTAENOB Jierkux. [lopakenus
npu I'TIA moryr nocrurats 10 10 cM B 1uamerpe, 0JJHAKO OOJIBIIMHCTBO M3 HUX MeHble. OHU
9acTO MMEIOT IMOJIOCTHYIO (hOpMY M TOJICTBIE CTEHKH. llepudepuueckue KIMHOBHIHBIE YIaCTKU
KOHCOJIMJIAIIMM HATIOMUHAIOT WH(GAPKTHI JIETKOTO M MOTYT TakXe OOpa30BBIBATH IOJOCTH.
HuddysHoe ymmoTHeHHME WM 3aTEMHEHHE II0 THUITy MAaTOBOTO CTEKJIa TPHUCYTCTBYIOT Y
MAIEeHTOB C JIETOYHBIM KpoBoTeueHHeM. QOuaroBeie (UOPO3HBIE HM3MEHEHHS OTPaKaroT
MPEIIIECTBYIONIUE 3MHU30/1bl AKTUBHOTO 3a00JI€BaHMsI, XOTS HMHOTJAa MOXKET HaOIoJaThCs
mudpdy3Hbii puodpo3 nerkux. KmoueBoit ocodennocteio I'TIA siBnsieTcss ObicTpas BpeMeHHast
IBOJIIOIMS Y3EJIKOB.

Kpome Toro, MokeT HaOMIOMAThCS KOHIEHTPUYECKOE YTOJNIIEHHE CTEHOK Tpaxew WIIN
OponxoB (okosio 70%) ¢ yMmMeHbIIIEHHEM auMaMeTpa MpocBeTa aTesekTazoM (mpumepHo B 15%
cnyqaeB). BpOHXI/IaJ'H)HI)Ie HU3MCHCHHUA B OCHOBHOM IMPOABIIAIOTCA NOPAXKECHUEM CETMCHTAPHEBIX U
cyOcerMeHTapHbIX OPOHXOB.

JuddepenunanbHbplii  AMAarHO3 3aBUCUT OT TpeoOianaromux mnposiieHuid. Korma
TJIABHBIM ~ TPU3HAKOM  SIBIISTIOTCSL  y3€JKH, Au(depeHInanbHblii  TUarHo3  BKIIOYAeT
HOBOOOpa3oBaHUs (aJ€HOKAapIIMHOMY, MeTacTa3bl W JUM(POMY) U HEKOTOpble HH(MEKINH
(rpubkoBbIe U MUKOOAKTEpHaIbHBbIC HH(EKIUK). [Ipy HaTu4YuKM yTOJIIEHUST CTEHOK OPOHXOB H
Tpaxeu au¢ TUarHOCTHKA MPOBOAUTCA B IEPBYIO OUYepeab ¢ aMUJIOUI030M U PEUAUBUPYIOIIUM
noJuxoHapuTom. [12]

IgG4-onocpenoBanHoe CKIEPO3MpYIOlIee 3200/ 1eBaAHHE

Ckueposupytomiee 3aboseBaHue, cBsizaHHoe ¢ [gG4, mnepBOHAaYaJlbHO HA3BIBAIOCH
TUM(OMIIa3MOLUUTAPHBIM ~ CKJIEPO3HUPYIOIIUM  MAHKPEaTUTOM  (CYMTAIOCh,  YTO  3TO
M30JIMPOBAaHHOE TOpaKEeHUE MOKEIYJOYHOM djkene3bl). B Hacrosiiee BpeMs OH NpU3HaH
CUCTEeMHbIM  3a00JieBaHMEM, CBSI3aHHBIM C  Iula3MaTuyeckumu  kietkamu  IgG4  wu
(¢bubpoCKIepo30M BO MHOTHX CHCTeMaxX OpraHoB. [lepBUYHO BOBIICUEHHBIE OpraHbl BKIIOYAIOT
MO/DKETYI0YHYIO Kelle3y, TelmaToOuIuapHyl0 CHCTEMY, CIIIOHHBIE Kele3bl M JUMQaTUYECKue
y3nbl. V3MeHeHuss B opraHax TpyJHOM KiIeTKe BapuabenbHbl MU MOTYT BKIIIOUATh Y3EINKH,
nuMbaZeHONaTUIO, YTOJIIIEHHE CTEHOK OPOHXOB M MOPa)KEHUE TUIEBPBL. Takke BO3MOXKHO, YTO
cKiepo3upyroliee 3aboneBaHue, cBsizanHoe ¢ [g(G4, MOKeT COCTaBIsATh 4YacTh CIIy4aeB
UIMOTIATHYECKO HHTEPCTHIMATBHOM MHeBMOHKH. [13]

3akjao4eHue

CucremMHbIC HapymeHusd JEMOHCTPUPYIOT OoJbIIIOE pa3Hoo6pa31/Ie HpOfIBJ’ICHI/Iﬁ B JICTKHUX
U ApYyrux opraHax r pYHHOﬁ KJIETKA. MeTobl BU3yaJIM3allUd U, B YaCTHOCTH, KOMIIbKOTCPHAA
TOMOFpa(l)I/ISI C BBICOKMM pa3pCHICHUCM, HI'PAOT PCIIAIOINYIO POJIb B JUAIHOCTUKEC IJOTUX
3a60J’IeBaHHﬁ, OJJHAKO PEC3YyJIbTAaThl KT-cHuMKOB 00s3aTEIBLHO JOJDKHBI OBITh CONOCTaBJICHHI C
TUNMWYHBIMU KIIMHAYCCKUMHU IMPOABJICHUAMU TOr0 HWJIM HHOTO CHUCTCMHOI'O 3a00JIeBaHUs.
FJ'IY6OKOC 3HaHUMEC KaK THUIIMYHBIX, TaK M aTHIIMYHBIX oco0eHHOCTEH MMPOSBJICHUSA JICTOYHBIX



nopaxenuil npu 3CT umeer pemaromee 3HaYeHHE UIA JUPPEepeHINATBHON AUATHOCTUKUA H
HOCJEYIOIEr0 BEJCHUS MAIMEHTOB C TUMH 3a00JIEBaHUAMHU.
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