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Jezounwiii eucmuouumo3s knemox Jlaneepearca (JITKJI) — pedkoe ougdysHoe kucmosHoe 3abonesanue nezkux,
06ycnoenenHoe 6030elicmeuem cueapemHoeo Ovima u Hecyuwum namozentole mymavuu MAPK (mitogen-
activated protein kinase), 8v13618a10u4UMU NPOZPECCUPYIOULYI0 HOOYTOUUCIHYT0 decmpyKyuio neekux. B cmamoe
npedcmassnier KAuHU4eckuti cny4ati 43-nemmezo My#uuHvL ¢ KOMNbIOMEPHO-MOMOZPAPUHECKOT KAPMUHOT,
coomeemcmeyouleti cCapKouoo3y 1e2Kux ¢ y3namu npeumyu,ecmeeHHo 6 6ePXHUX U CPEOHUX JIe20UHbLX NOTIAX.
Ipu JITKJI nopaxcerie menkux 6poHX08 U OPOHXUOT CTYHUM 8AHCHVIM 36EHOM NAMONOUHECKO20 NPOUeccd,
NOCKOTIbKY UX NPOC6ern 00mypupyom eucmuoyumapHole nponupepamol, 6 peynvmarne Hezo 603HUKaem
pacuiuperie Menkux OpoHx08 u POPMUPYIOMCS MOHKOCHEHHbLe 8030yxocodepicaujue Kucmul. IIpedukmopamu
Hebnazonpusmnozo ucxooa npu JITKJI cnysicam 6onee vipasicerHvle KUCMO3Hvle UsMeHeHUs, 607ee HU3KOe
coomHouieHue 06vema PopcuposanHozo 8vl00xa 3a nepeyro cekyHoy u PopcuposaHHoil HUSHEHHO eMKOCIU TIeeKUX,
6o7ee 8bICOKOE COOMHOULEHUE OCMAMOUHO020 00DeMa U 00uleli eMKoCmU 7ieeKuxX, 60siee HUSKAS OUPPy3UOHHAS
CHOCOOHOCb JIe2KUX N0 MOHOOKCUOY Yenepooa u Hanuuue nezounoi eunepmensuu. JITKJI céssan ¢ passumuem
0pyaux H08000pPA306aHUL, NPOUCXOOTULUX U3 TUMPAMUHECKOLL U 2eMONOIMUUECKOLL CUCIEM, 8 MOM HUCTIe
XPOHUHECKUM MUETI02EHHBIM JIeTIK030M. Do 3a6071e6anue MaKice CIyHum npeouKmopom paseumust paxa n1eekux.

Kntouesvie cnosa: nezounviii cucmuoyumos knemox /lanzepearca, ne2ouHvie KUCMbl, KUCHO3HbIE USMEHEHUS,
knemxu J/lanzepearca, cueapemuoiii 0vim, mabaxKoxypeHue, KOMNLIOMEPHAS MOMOPAPUS, PAK JIe2KUX,
MUEI02EHHDLLL N1eTKO03
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BBepeHue

ImctuonuTtos knerok JlaHrepranca — pegxoe 3abore-
BaHIe HEM3BECTHOI 9TMOJIOTUM, BBI3BAHHOE KIOHA/Ib-
Hoit mpommdepanueit kinetok Jlanrepranca (KJI), ko-
TOpBle TeHO- U (PEeHOTUNNIECKN M3MEHEHBl M MOTYT
nopaxarp nm6oi opran [1]. KJI umeor MuenongHoe
IpOUCXOXJeHMe, 6omee MOTOBUHBI U3 HUX 9KCIpec-
cupytot onkored BRAF V600E [2, 3]. K/l npuHuMaoT
¢dbopMy y3enKOBBIX OPAKEHMIT PA3INIHOTO pasMepa,
MHQUIBTPUPYIOUNX U IOBPEXAARIUX CTPYKTYPY
COCelHMX TKaHeil. Yallle mopakaloTcsi KOCTH, JIETKHe,
KoXKa 1 runodus, y geteit — nuM¢onoaTnIecKue opra-
HbI (MuMdaTndecKme y3isl, IedeHb, Cele3eHKa, KOCT-
HBIIT MO3T), IMI[eBaPUTENbHAs U [IeHTPa/IbHasl HEPBHAS
CHCTEMBIL.

Jlerounsiit ructuonyTos kinetok Jlanrepranca (JINKJI) -
penkoe nuddysHoe KucTO3HOE 3ab60/IeBaHMe JIETKUX,
XapaKTepusymoleecsi pasBUTUEM LEHTPUIOOYIAp-
HBIX IIOPAKEHMI, COCTOAIUX U3 JEeHAPUTHBIX KJIETOK
CD1la+(DCs) u gpyrux BOCIa/JTUTENbHBIX K/IETOK, pas-
JIMYHOL CTETIeHN BBIPOKEHHOCTH [4].

JITKJI - obycmoBneHHas BO3[EICTBMEM CUTApETHOTO
IbIMa BOCIIQJIMTE/IbHASA MMENIONIHAs HeoIIa3Ma, IpU
KoTopoit feraputHele k1etkn ([IK), Hecymme maroreH-
Hble MyTanyu MAPK (mitogen-activated protein kinase),
BBI3BIBAIOT IIPOTPECCUPYIOIYI0 HOAYIOUVCTHYIO Jie-
CTPYKLMIO JIETKUX [3, 5].

Tabakokypenne npusogut k HakorteHunio KJI B ierkux.
ITopo6Hoe sB/IeHNe HabmopaeTcs y naunenTos ¢ JITKJI,
a TaKXe y 370POBBIX KypPWIbIINKOB, IIALIMEHTOB C XpO-
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HIYEeCKOI OOCTPYKTUBHOI OOE3HBIO JIETKMX, /leCKBa-
MaTVBHOM MHTEPCTUIMAIbHOI THEBMOHMEN UM PeCcIIn-
PaTOPHBIM OPOHXUTOM — MHTEPCTULNAIBHOI 60/Ie3HbIO
JIerKux [2, 6]. B cocra Ta6ayHOro gbIMa BXOIUT MHOXKeE-
CTBO KOMIIOHEHTOB, CTUMY/IMPYIOIIUX BBIPAOOTKY LIUTO-
KVHOB, HeOOXOAVMMBIX /I IPUBJICYEHNA U aKTUBAIVIL
KJI. Han6omnee Ba)XHBIMU Cpefyl LIUTOKIHOB ABJISIOTCS
¢dakrop Hekposa onyxonu (PHO), rpanyrountapHo-
MakpoaranbHbIil KOTOHNECTUMYIUPYIOLNT GaKTOp
(TM-KC®), rpancdopmupyrommit pakrop pocra (TOP)
6era 1 XeMOKMH JieHapuTHBIX Ki1eTok (CCL20) [1, 7, 8].
®HO BsIpabarbiBaeTcsi MakpodaramMmy 1 3MKUTeNNasb-
HBIMM KJIeTKamy 6poHxoB. OH UTrpaeT pelaiolyio poib
B aktuBmsauunu u auddepennnposke KJI [6]. ITox Bo3-
IeViCTBYEM TabayHOro JibIMa SINTe/NNaNbHble KIeTKU
6pouxoB u ¢pubpobnactsl Boiensaor [M-KCD - cunp-
HbIII MuTOreHHbIIT paxtop st KJT [2].

[MopaskeH1e MeKUX OPOHXOB ¥ OPOHXMOT CTYXKUT BaXK-
HBIM 3B€HOM IIaTO/IOTMYECKOTO IIPOIIeCCa, TOCKONbKY I~
CTUMOLUTAPHBIE IpodepaThl OOTYPUPYIOT X IPOCBET,
YTO MPUBOAUT K B3 YTHUIO MENKMUX OPOHXOB U HGOPMUPO-
BaHMIO TOHKOCTEHHBIX BO3TYXOCOMEePKaluX KUCT [7].
JuaMeTp M KOMMYIECTBO KUCT MMEIOT IIPOTHOCTUYECKOe
3HaueHre. He6maronpusTHBIM Te€4eHNEM OTIMYAIOT-
Cs1 TIPOLIECCHl C MHOXKECTBEHHBIMY KJMCTaMM, KUCTaMU
6O0NBIINX PasMepoB U YBeNNYeHNeM KUCT B 06beMe Ipu
IMHaMMYecKoM Habmonennnu. Koneunoit ctapueit naro-
JIOTMYeCKOTO MPOLiecca CYUTAITCS IpyOble prbposHbie
U3MeHeHUA ¢ GOpMMPOBaHIEM UPPETryIApHON aMpn3se-
MBI, CTIMAHNEM KJUCT U UX PaspblBOM C Pa3BUTHEM CIIOH-
TAHHOTO ITHEBMOTOpakca [9, 10].

s JITKJI xapakTepHO MepBOHa4YaIbHOE IMOpPa’KeHMe
BEePXHUX OTHENIOB JIETKUX C IOCIeAYIOWNM paclpo-
CTpaHEHNeM IIaTOTOTMYECKOTrO IPOoIlecca OT BepXyILIeK
K OCHOBaHUIo jierkux. ITo Mepe mporpeccupoBanus 3a-
60neBaHNsA B JIETKMX HAaOTIONAIOTCA M3MEHEHM Mo3a-
MYHOTO XapaKTepa: CBEXKME OYary aKTVBHOI KI€TOYHOM
nponudepanuy COCACTBYIOT C yYacTKaMy (pMOpO3HBIX
M3MEHEHUI! WM KUCTO3HOM TpaHCchHOopMaIiiL.
ITockonpky JIT'KJI - penxoe 3a6oneBaHme, SIMAEMIOTIOT -
Jeckue flaHHble orpaHdeHHEL. JITKJI MokeT BOSHMKHYTh
B JII0O0M BO3pacTe, TeM He MeHee 4allle AMarHoCTHpYyeT-
s y manueHToB B Bo3pacTe 20-40 et [11]. O rengepHoi
IpefpacnonoXXeHHoCTH He coobiaercs. JITKJI B paBHoi
CTeleHy MOPaskaeT KaK MY>K4lMH, TaK 1 >KeHIL[IH.

ITo onenkam, JITKJI y B3poc/bIxX BCTpedaeTcss B OCHOBHOM
y aKTMBHBIX KYPWIBIINKOB. PaciipocrpaneHHOCTD 3a6071e-
BanuA — 0,27 1 0,07 Ha 100 ThIC. HaceNEHM CPEU MY>KIMH
1 XeHIIMH cooTBeTcTBeHHO. Ha gomo JINKJI npuxoputca
OKOJIO 5% MHTEPCTUIVATbHBIX 3a00/IeBaHMUIT IeTKNX, Ha-
O/mI0fjaeMbIX B CIIeL{MaMM3IPOBaHHBIX IleHTpax [12].

B MockoBckoit 06/1acTit 3a IIOCIefHIEe TPY TOfia 3ape-
TUCTpUPOBAHO TONbKO fiBa cnydas JITKJI (Mopdorno-
IMYecKU BepuUIVPOBAaHHBIX) Y MY>KYNH B BO3pacTe
oT 30 o 45 net. OguH U3 HUX PACCMOTPEH HIDKe.

Knununyeckuii cnyvait

bonbHoit O., 43 ropma, mpodeccusi - BOJUTENb.
C 1 deBpansa mo 3 mapra 2023 r. HaXOAMICA Ha 06-

ﬂyﬂ bMOHONIOTUA 1 OTOPUHONAPUHTONOT A

KNMHIUeCKad NpaKT

C/IeflOBAaHNM ¥ JIeYeHUY B ITYIbMOHOJIOTMYECKOM OT-
peneHuy HalmoHanbHOrO MEAMIIMHCKOTO MCCIEN0Ba-
TETIbCKOTO LIEHTPA BBICOKUX MEIVIIVHCKUX T€XHOIOTUIA
uM. A.A. Bumnesckoro. JKamo6pl npy MOCTYIIeHUN
Ha MEePUOAUYECKUIT MATOIPONYKTUBHBIN IIPUCTYIIO-
00pasHBIil KalllelIb, YCUIMBAIOIUIICA IIPU YMePEHHO
¢usmyecKolt HarpysKe, OffbIIIKY CMEIIAHHOTO XapaKTe-
pa mpu yMepeHHOI QU3NYeCcKoil HarpysKe, oOLIyio cia-
60CTb, IOBBILIEHHYIO yTOM/IIEMOCTb.

V13 anaMHe3a: )ka100bI Ha IePUOANYECKOe OLIyIIeHIe ITO-
KaJIBIBAHVIA U XOKEHMS B HYDKHEI YacTy TPYSHOM KIIeTKU
cIpaBa BIlepBble MOABMINCD B 2016 I. B mae 2017 1. mpu
BBINOZIHEHUN KoMibloTepHOU Tomorpadunu (KT) opra-
HOB TPY/JHOI K/IETKU B IAPEHXVMe 000MX JTeTKUX ObIin
BBISIBJIEHBl MHO)KeCTBEHHbIE MeTKOOYaroBble o6paso-
BaHMA Pa3NINYHOI CTENEeHN IVIOTHOCTH, GONBIINHCTBO
C HeYeTKMMM KOHTYpaMu. B BepxXHUX monsax o6oux er-
KMX BU3Ya/lMU3MPOBAIICh MHOKECTBEHHbIE IIOJIOCTHBIE
obpasoBanus grameTpoM o 7 Mm. O6crenoBacs B OH-
KOJIOTMYeCKOM cTanyoHape (MockoBcKas ropofacKas
OHKojormyeckasa 6ompauLa Ne 62). 15 urons 2017 1. BbI-
IIOJTHEHA TOPAKOCKONMYECKas pe3eKIs BepXHell oIu
IIPaBOTro JIETKOTO.

I'mcronormdyeckoe 3aknowyeHue oOT 13 wuronsa
2017 r. (Hay4yHo-MccnenoBaTenbCKil MUHCTUTYT ITY/IbMO-
HOJIOTYM): B TKaHY JIETKOTO HeIPaBMUIbHOI (GOPMBI Ipa-
Hy/ZIeMa, COCTOSIAs U3 TUCTUOLNTOB (IIOTIOXKUTEIbHAS
skcrpeccusa CDla u nmaHrepuHa npu MMMYHOTUCTO-
XUMMIYECKON peaxiun), 303MHOPUIOB, MIUTMEHTUPO-
BaHHBIX «OypbIX» Makpodaros. B okpyxxaromieit TkaHu
B IIPOCBETaX albBeON CKOIIEHMe MaKpogaroB 1 Iur-
MEHTUPOBAaHHBIX MaKpO}aros ¢ MPUMeChbI0 3PUTPO-
nuToB. B mpocBeTax fByX aprepuon o6Typupyomie
¢nbposubie TpoMOBI. [IMarHOCTUPOBAH JTaHTePraHC-
KJIETOYHBI TMCTUOLVTO3. B manbHeleM y my/IbMOHO-
J7I0Ta He Hab/TIofacs.

VYXyplieHre OTMETU/I OKOJIO MecCsAla Hasaf: Ipu Mpu-
BBIYHOJ (pU3MYecKoll Harpy3Ke HOABIINCDH Heproamde-
CKVIT IPUCTYIOOOpa3Hblil MaJIOIPORLYKTUBHBIN Kallle/Ib
C JIETKO OT/IENIAEMOI MOKPOTOJ CIM3MCTOTO XapaKTepa,
BbIpa)KEHHAs OJbILIKA, ITOBbIIIEHHAs YTOM/IAEMOCTD,
B CBfI3U C YeM MAI[MeHT He MOT BBIOMHATH Ipodeccuo-
HaJIbHBIE 00513aHHOCTY (KAllle/b C OfBIIIKON He II03BO-
JISII MOJRHATBCA B KaOMHY Ipy3oBuKa). [Ipy mocTymnenun
B CTallIOHAp MEMIMHCKNUX JOKYMEHTOB IPEICTABIEHO
He 6BLTO.

Crax kypeHus — 20 yieT (OffiHa IIa4Ka CUTapeT B JIeHD).
JanHbIE 06BEKTUBHOrO 06CIeNOBaHM: 001Iee COCTOA-
Hue yrosneTBopuTenbHoe. CozHaHnme sicHoe. [Tomoxxenne
akTBHOe. TemocnoxeHne runepcrennyeckoe. Ilnranne
MOBBIIIEHHOE (MHIEKC Macchl Tenma — 26,5 kr/m?). Koxxa
(U3NOMIOrNYHOI OKPACKU ¥ BIAXKHOCTH, TYPIop cOXpa-
HeH. Bupumsre cnmsucrteie 06br4u01t oKkpacku. OTexoB
HeT. Ilepudepudeckne mumMQoysbl He NanbIUPYIOTCA.
KpynHbie cycTappl BHELIHE He M3MEHEHDI, aKTUBHBbIE
U TIACCUBHBIE [IBVMIKEHNA B CYCTaBax U MO3BOHOYHMKE
B ITOIHOM 00'beMe.

OpraHsl AbIXaHNA: TPYHasd KJIeTKa KOHMYeCKOI (GOpMEL,
CUMMETPUYHO YYacCTBYeT B aKTe€ AbIXaHMSA. [paHUIIbI
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HUYECKdA NPAKTIKA

JIETKVX B IIpefieflax BO3PAacTHON HOpMbI. [lepKyTopHbIN
3BYK HaJl JIETKMMM SCHBIN, JIETOYHbIA. B nmerkmx ppi-
XaHMe XeCTKOe, IPOBOAMUTCA BO BCE OTHENbI, XPUIIOB
HeT. YacToTa [bIXaTe/bHbIX ABVOKEHMUI — 18 B MUHYTY.
SpO; - 99%.
CepaeyHo-cocyfucTas cucreMa: o6/1acTb ceppua
He M3MeHeHa. [paHM1Ibl OTHOCUTENBHOM TYIOCTHU CEPH-
Ija: BEpXHAS — TpeTbe Mexpebepbe, neBasg Ha 1,5 cm
KHYTPHU OT JIEBOJ CPEIVHHO-K/IIOYNYIHOI JTNHNY, IIpa-
Bas — IO IPaBOMY Kpai rpyauHbl. CephedHble TOHbI
SICHBIE, aYCKY/IbTaTUBHO PUTM IIPaBM/IbHBIN, IIYMOB
HeT. Ilynbc pUTMIUYHBII, YTOBIETBOPUTEIbHOTO HATOI-
HeHMA ¥ HanpsbkeHM:A. YacToTa cepiedHBIX COKpalle-
it (YCC) - 90 B MUHYTY, apTepuanbHOe JaBIeHMe —
130/90 MM PpT. CT.
Opranbl nuiieBapeHns, MOYeBbIJieNIeHNs, SHJOKPIHHAA
cMcTeMa: SA3BIK YMCTBIN, BIAXHDIN, 0OM0XKEH Y KOPHs
6enbiM HaneToM. JKMBOT mpaBunbHON GOpMBI, pas-
HOMEPHO YYacTBYeT B [JbIXaHMM, [IPY Ha/JbMAL[UN MAT-
Kuit 6e3601e3HEHHBINI BO BCEX OTHeNax, CUMIITOMOB
pasppakeHns 6prommnHel Het. [ledeHb 1o Kpalo mpa-
BOIl pebepHoil gyru. Pasmepst meyenu mo Kyprmosy
11 - 9 - 8 cm. IlyspipHble CMMIITOMBI OTPUIIATEIbHBIE.
Cenesenka He nanpnupyerca. O6macTb MoueK He U3Me-
HeHa. [TokonaymBaHye 0 IOSACHUYHON 06macTn 6e360-
Nle3HEHHOE ¢ 06eyX cTOpOoH. [I0YKM He MambIMPYIOTCA.
InToBMIHAA XKee3a He YBelTudeHa.
HepBHas cucreMa: B CO3HaHUM, OPUEHTUPOBAH B IIPO-
cTpaHCTBe U BpeMeHU. O4aroBoil HEBPONIOTMIECKON
CUMIITOMAaTuKu HeT. B mose Pomb6epra ycroiruus.
[TanbrieHOCOBBIE IPOODI BBIOMHAET MIPABUIbHO. 3peH1e
U CIyX He CHIDKEHBbI. BocnpusATue memnoTHON pedun —
¢ 6 METPOB.
Pe3ynbrarsl 1a60OpaTOPHBIX UCCIEOBAHNIL:
= 0OILIVIT aHA/IN3 KPOBI: SPUTPOLIUTEI — 4,84 x 10'%/71, re-
MornobuHn - 163 r/m, neitkorurel — 9,64 x 10°/m,
[aI0OYKOsIilepHble HelTpoduabl — 4%, CerMeHTo-
sipepHble HelTpodmasl — 56%, mumporutel — 34%,
MOHOIIUTSHI — 6%, CKOPOCTb OCeaHVII SPUTPOLUTOB —
12 MM/
* MMMYHOJNOTMYECKMII ~ aHa/iM3 KpPOBM: MMMYHO-
rnobymuu (Ig) A - 1,03 mr/mn, IgM - 0,97 mr/mi,
IgG - 10,77 mr/mn, IgE - 97,9 En/mn, C-peakTtus-

Puc. 1. KT epyonoii knemiu: y37ivbl, pacnonoxeHHvle NPeUMyuecrnéeHHo 6 6epXHUX
U CPeOHUX 1e20UHBIX NONAX
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HBII 6eloK — 6 Mr/J, PaKOBO-9SMOPUMOHANIbHBIA aH-
TUreH — 2,9 Hr/mi, anbda-deronporenH - 2 En/m,
IPOCTaTUYECKNIT criennduIecKuii aHTUreH o0t —
0,41 ur/mm, CA-19-9 - 3,8 En/mi;
= OMOXMMWYECKMII aHanM3 KPOBM: [JIIOKO3a  —
5,58 MMonb/n, obmmit 6e10K — 76 T/1, XoecTe-
pMH obwmmit — 5,77 MMOJb/N, 6UMMPYOUH 06T —
8,4 MMonb/n, amaHMHaAMuHOTpaHcdepasa — 6 Ep/m,
acrapraramuHorpancdepasa — 24 Ep/n, T3 cBo-
6omubli — 3,78 nir/mn, T4 cBo6omubi — 1,34 mr/mm,
TUPEOTPONHBIN TopMoH — 0,78 MKME/mn, anTuTENa
K TpeougHol mepokcuaase < 37,0 Ex/m;
= KoaryjorpaMma: poTpoMOMHOBBIIT UHAEKC — 95,2%,
MEXIYHAapOIHOe HOPMAaIM30BAHHOE OTHOILIEHUE -—
1,05, mpoTpombuHOBOe BpeMs — 11,5 ¢, pubpuHoren
no Kmayccy - 4,25 r/11, akTUBMPOBaHHOE YacTUMYHOE
TpoMboIIIacTMHOBOE BpeMs — 39,5 c.
KT opranoB rpyaHoit ki1eTku: GopMa TPYSHOI KIETKH
o6bruHast. BHyTpeHHIE KOHTYPBI IPYAHOI CTEHKU POB-
HbIE 11 YeTKUe BO BceX OTfAenax. Jlerkue pacrpasiieHbl,
6e3 MHPUIPTPATUBHBIX U3MeHeHNI. B 060ux merkux
MeJKMe nepyanMdaTuiecKye y3enky BIOMb MeX/OMb-
KOBBIX II€PErOpOAOK, B CyOIIeBpaNbHBIX OTHENAX.
bponxnanbHoe mepeso mpoxopumo. IIpocser Tpaxen
U ITaBHBIX OpOHXOB He u3MeHeH. Ceppue OOBIYHO
PACIOMIOXKEHO U VIMeeT IPaBUIbHYI0 KOHQUTYPALUIO.
Kameps! ceppilja He yBenudeHsl. BHyTpurpyznHble 1mum-
(daTmyeckne y3/ibl He yBeIMYEHDI — O 8 MM IIO KOPOT-
koit ocn. CpefrocTeHne 0OBIYHO PACIONOXKEHO, He pac-
mupeno. HoBoob6pazoBauuii B nepegHeM U 3aJjHeM
cpefocTeHNM He ompefienderca. KpynHble cocyppl mc-
crenyemori obmactu 6e3 ocobennocreit. Pacronoxxenne
nradparmbl 06bIYHOE, €e KOHTYPBI POBHbIE, YETKIUE.
KocTHBIe CTPYKTYpBI HCCIERyeMOro ypoBHs, 6e3 mpu-
3HaKOB 04aropoil naronoruu. IlnespanbHpie TOMOCTU
CBOOOMHBI.
3axmodyeHne: KT-kapTiHa MO>KeT COOTBETCTBOBATD cap-
KOWU/{03y JIETKMX. AJIeHOIIaTHM BHYTPUIPYAHBIX IUMpa-
TUYECKUX Y37I0B He BBIABIIEHO (puc. 1).
CumHTUTpadMA NTerkux: IpU3HAKU O4aroBbx nepdysnu-
OHHBIX U3MEHEHMII S6-CerMeHTa JIeBOTO JIerkoro (Bepo-
SITHOCTb TPOMO03MOO/TIIL TETOYHOI apTePUM HU3KAS).
Crnuporpadusi: )xusHeHHas eMKocTb nerkux (JKEJI) cuu-
xeHa (53,0). Manesp ¢opcuposannas JKEJI He BpInON-
HseT (Kallenb Bo BpeMs (pOPCHPOBAHHOTO [IBIXaHUA).
YMepeHHOe HapylleH)e BeHTWIALMOHHON (YHKIUU
JIETKUX: CHIDKEHMEe CKOPOCTY BBIfI0XA B CPeIHe- IUCTaIb-
HOM OTJesie KPUBOJ «IIOTOK — 00BbeM (POPCHPOBAHHOTO
Boigoxa (ODB)».
[Tocne npo6sr: XKEJT 92; OB 177; ODB 3a nepsyro ce-
kynny//KEJI 84.
Bopumnetnsmorpaduist: usMeHeHNs1 0611ell eMKOCTH JIer-
xux He BoIAB/eHO. JKEJI B HopMe. bporxuanbHOe comnpo-
TYBJICHVIE He YBeIMYEHO. YBe/IMYeH)e OCTATOYHOTO 00D-
eMa JIETKMX JIeTKoit crerneHy. CKOPOCTHBIE TI0Ka3aTenn
B CpefiHe-INCTaNbHOM OT/AeNe KpMBOil «1oTok — ODB»
CHVDKEHBI.
KimroyeBbIM MeTOLOM [/ IIOCTAHOBKM [{arHo3a sABJLA-
eTcs OMOICHA JIETKOTO C JalbHelmuM Mopdororuye-
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ckuM uccrnegosanueM [13]. Ilpu MUKpOCKOmMIYecKOM
MICCTIEIOBAHNUY PAaHHME OYary IopakeHus CoCpefoTode-
HBI Ha TEPMUHA/IbHBIX ¥ PECIMPATOPHBIX OPOHXMOMAX.
Ha camoit panHeit ctaguy MoxxHoO yBuzeThb KJI, koTopbie
okpamyBatorcst Ha CD1a n S100 (xoTs mocnemHuMit sB-
nsieTcs HeclielpUYeCcKIM IPU3HAKOM), MHPUIBTpUPYs
OpouxuonapHble cTeHKu u snutenuit. [Tosxe KJI oxpy-
JKEHBI Pa3MYHbIM KOTMYECTBOM TMM(OLUTOB, 3031-
HOQUIOB, PuOPO6IACTOB U IIA3MATHYECKNX KIIETOK,
KOTOpBIe IIPOrPeCcCUPYIOT O XapaKTepPHBIX 3Be3IYaThIX
¢uOPO3HBIX pyOLIOB, OKPY>KEHHBIX KMCTO3HBIMMI 0Ona-
ctamu (puc. 2).

KiroueBast mopdonorudeckas ocobennocts KJI, koro-
pas IoMoraeT OT/IMYUTD MX OT JPYTUX KJIeTOK, — CUJIBHO
u3BMTas AgepHasa MeMbpana (puc. 3). Y KJI Taxke or-
CYTCTBYIOT 3aMeTHbIE ANPBILIKA ¥ OOMIbHAA IIUTOIIIA3-
Ma ¢ IJIOXO O4epuYeHHBIMM IpaHunaMu. IIurmeHTHBIE
Makpodary, KOTopble CBA3aHbI C BO3EICTBUEM CHUTa-
PETHOTO AbIMA, HAOMIONAIOTCS YaCTO U B Psifie CUTYALINIL
MOTYT OBITb HACTOJBKO OOGIMIMPHBIMMU, YTO IPUBOJAT
K IOpa)KeHMAM, HaIIOMMHAIOIVM /IeCKBAMAaTHBHYIO MH-
TePCTULMATbHYIO THEBMOHMIO (KaK B JAHHOM K/IMHMYe-
CKOM cry4ae). Jlero4Has mapeHxmuMa Mex/y IOpa>keHN-
ssmu KJT MoxeT OGbITh HOPMa/IbHOI WM MMETDb APYTHe
aHOMaJINy, CBA3aHHbBIE C KyPEeHMEM.

Hapacraomas o6CTpyKIMsA MENKUX AbIXaTelbHbIX
IyTell ABNAETCA MPUYNHON PACIIMPEHN BO3NYIIHOTO
IIPOCTPAHCTBA BOKPYT OYara IOpakeHMs, KOTOpoe B KO-
HEYHOM UTOT€ NPUBOAUT K 0OPa30BAHMUIO KICTBI, NHBA-
3UU TSAXKeN KIeTOK B OKPY)KAIOIYIO IIAPEHXUMY U, KaK
CNIeficTBUE, 3Be3q4aToMy BuAy nopaxennusa. Co Bpeme-
HeM IOPaXKeHNUs CTAHOBATCSA OeCKIeTOYHBIMY, OCTaB-
ns1s1 mocye cebst puOpos3HBIL pybderr, 4acTO TAKOIL XKe
3Be314aToll GOpMBI, Kak M IIepBOHAa4Ya/IbHOE IIOPaKEHNe.
Wsmenenus B nerkux npu PLCH xapakTepHbl, HO B CIy-
YaAx, KOIJja MMEIOTCS COMHEHNA B IIOCTaHOBKE JMarHo-
3a, JOCTaTOYHO BBIIOJTHUTb MMMYHOTUCTOXMMUYECKOe
okpammBanue Ha CD1a (puc. 4).

YiIpTpa3ByKOBO€ MCCTIEOBaHIe OPIaHOB OPIOIIHOM 110-
JIOCTU: dXorpaduyeckue Ipu3Haku AUPPY3HBIX U3Me-
HeHMIT TapeHXMMbI TedeHN. DxorpadudecKue IPpUSHAKU
Z0o6pOKaueCTBEHHON TUITePIIIa3ny IPOCTATHL
Anexrpokapayorpamma (IKI'): purMm cuHycoBbIl, mpa-
BIWJIbHBIN. BepTuKanbHOE MONMOXKEHNE 3NEKTPUYIECKON
ocu ceppua, YCC - 70 B MUHYTY.

XonTeposckoe MoHuTopuposanne IKI: putm cunyco-
BblJi. Hapyuenne BHYTpUXKenyJOYKOBO IIPOBOAMMO-
ctu. Cpegnecyrounas YCC - 78 B MUHYTY, cpefHsAA
YCC 3a akTuBHBI Iepyof — 84 B MUHYTY C MaKCu-
ManbHOI YCC 121 B MunyTy, cpegnaaa YCC sa nepuop,
cHa — 70 B MuHyTYy ¢ MunuManbHoii YCC 54 B MuHyTy.
3aperncTpupoBaHbl IBe U30/IMPOBaHHbIE [TOTNTOIHBIE
HaJKeTy[JOuYKOoBble (IIpefcepiHble) 9KCTPaCUCTOIBL.
JKenymoukoBas skTommdeckas akKTMBHOCTD He 3aUKCH-
poBaHa. [IMarHOCTHYeCKM 3Ha4MMOro cMemtenns (1 Mm
u 6oree) cermenTa ST HeT. 3HauMMBIX ays (2 ¢ u H6onee)
HeT.

DpOHXOCKOINA: 3HAOCKONMYeCKas KapTUHa BapyaHTa
BO3PACTHON HOPMBIL.

ﬂyﬂbMOHOﬂOI'VIFI 1 0TOPUHONAPUHIONOr 1A

KnuHnyeckas npakr

Puc. 2. Iucmuoyumo3s us knemox Jlanzepzarca Ha KoHeuHoti
CMAOUU ¢ UeHMPATILHBIM 36e304aMbIM PYOUOM, COCEOHUMU
KUCIO3HbIMU USMEHEHUAMU U OKPYHcatouiesi HOpMAanbHotl
napeHXUMamo3Hoti MKAHvI0 /1e2k020 (OKPACKA 2eMAMOKCUTTUHOM
U 503UHOM, UCXO0HOe 16-KpamHoe yeenuuenue)

Puc. 3. Knemounviil y3enox co ckonnenusimu knemox /lanzepzarca,
OeMOHCmpupyrouuil xapakmephute A0pa é opme daconu
(cmpenku) u s03unodunv (HaxoHeunuxu cmpenok) (okpacka
2eMAMOKCUTIUHOM U J03UHOM, UCX00HOe 630-KpamHoe ysenuyeniie)

Puc. 4. immynozucmoxumus na CD1a: cunvroe
nonoxumenvHoe okpauiusanue knemox Jlanzepeanca
(ucxoonoe 630-kpammnoe yeenu4erue)
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HUYECKdA NPAKTIKA

9x0oKI: pasmepbl momocTeil cepjlia B Ipefenax
HODMBI. YITIOTHEHNE CTBOPOK aOPTa/lbHOIO K/IallaHa.
YnnoTHeHMe CTBOPOK M XOpJ, MUTPA/NbHOTO K/IAMaHa,
IIPOMAIC €T0 IepefHell CTBOPKM 6 MM. MutpanbHas
peryprutanus 1-it cteneHu. TpukycnmpanbHasa pe-
ryprutanua 1-it crenmeHu. Peryprurauma Ha Kia-
IaHe /ero4Hol aprepum 1-it cremeHu. CpefHee
3Ha4YeHNe apTepPMabHOIO JaB/leHNsA B JIeTOYHOII apTe-
pun — 30 MM pT. cT. [Ipr3HaKOB HapyLIEHNA JTOKaTbHOM
U TI06aNIbHOM COKPATUTENIbHON (PYHKIMM MUOKapha
JIEBOTO >KeNyROoYKa He BbLABIeHO. Dpakiusa BoibOpoca
neBoro >xenypouka — 62%. TAPSE - 18 mm.
OKoHYaTeNIbHbIN [UarH03: TUCTUOLMUTO3 JIETKMX KIETOK
Jlanrepranca, MOpQoOIOrndecky BepupUIMpOBaHHBII,
AbIXaTeNbHas HEJOCTaTOYHOCTD — 0 CTENeHb.

[Tanyenty HasHauunu riaokoxkoptuxkocrepoup (I'KC)
npenHu30moH 0,5 Mr/Kr (40 Mr) ¢ TOCTEIIEHHBIM CHIXKe-
HMEM [03bl Ha 5 MT OfiMH pa3 B 14 gHel o nosel 10 mr
Ha ofiMH MecAL, Ecny cocTosiHMe He yXy/IIaeTcs, CHYDKe-
HI€ Ha 5 MT B HeIEJTIO [I0 TTONTHOM oTMeHbl. HacToAaTenbHO
PEKOMEH/IOBAaH OTKa3 OT KYPEHUA.

B pesynbTaTe NpOBENEHHOTO JIEYEHUA COCTOSIHNE
M CaMOYYBCTBME TAIjMeHTa 3HAUYMTENbHO YIYy4IIN-
NUCh. BpInmcaH B yHOBIETBOPUTETbHOM COCTOAHUM.
PexoMeHOBaHO IUHaMIYeCKOe HaO/IOfleHe TepalieBTa
U IIy7IbMOHOJIOT MONIMK/IMHUKM TI0 MECTY KUTENbCTBA.

06cyxpenue

HekoTopele aBTOpbI YKa3bIBAIOT Ha HEOOXORNMOCTD CH-
cremHoll 'KC-Tepanun B ciy4ae MHTEHCUBHBIX CYMIITO-
MOB CO CTOPOHBI JbIXaTE€NbHOM CUCTEMBI, B YACTHOCTH
IIpY HAJIMYUY Y3€/IKOBBIX IMTOPAXKEHUI NeTKMUX: IPENHN-
30710H 1 MI/KT B TeYeHMe HIeCTU MeCAILeB C IOCTeleH-
HBIM CHIDKEHVEM HO3bl. Takas Tepamns He IOATBEpKHe-
Ha K/IMHMYEeCKVMMU VCIBITAaHNSAMY, A B IOC/IEHee BpeMs
HOJYePKIBAETCA ee BpeIHbII 9 deKT.

Ha ocHOBaHUN JaHHBIX, IOTY4EHHBIX B XOfie¢ PaH/JOMU-
3M[pOBaHHBIX MICC/IEHOBAHMIL C yYacTMeM JIeTeil, B3poc-
npiM nanyenTaM ¢ JITKJI nasHayanu pasnuyHble BUJBI
LUTOPeNYKTUBHOI Tepanuy (MeTOTpeKcaT, BUHOIACTUH,
MEepKaITOIypyH, 3Tono3ny). OfHaKO Y B3pOCTIbIX 3a60-
7ieBaHMe IIPOTeKaeT M0-Pa3sHOMY, IepeHOCUMOCTD IIpe-
[IapaToB pas3/INJHa.

B perpocnextuBHOM mccnegosannu A. Tazi n coaBT.
oneHuMBanyu Ttepanuio BuHO6macTmHOM n I'KC
y 35 B3pocnbix 6onbubix JITKJL, Bkatoyas 17 manueH-
TOB C JIETOYHBIM HopaxeHueM [14]. 70% nanmeHTOB
OTBETWIN Ha JIedeHMe, Ho 6ojee yeM y 40% manueH-
TOB pelUANUB 3ab0/eBaHMA IPOK3OLIET B TeUeHNE
oATY 1eT HabmofeHusa. Hu B ofHOM cinyvae He 3a-
(UKCUPOBAHO YIYYIIeHNs TapaMeTPOB BEHTU/IALUN
Ha (oHe TedeHNs .

B rpynmne n3 58 B3pOC/IbIX NalMEHTOB C TUCTUOLIUTO-
30M C MHO)XeCTBEHHBIM IIOpaKeHMEM KOCTell, BK/IIo4as
28% maleHTOoB C IETOYHbIM NopaxkeHneM, M.A. Cantu
M COABT. HabIIOZAMN BBICOKYIO 3¢ (PeKTUBHOCTD eve-
HUA KIagpuOMHOM M LUTapabMHOM IO CPaBHEHUIO
¢ rpynmnoit Bua6mactuna [15]. IIpu arpeccuBHOM Te-
yenun JITKJI pexoMeHfyeTca LIeCTb LUKIOB Kaf-

pubuHa B BUJe BHYTPUBEHHBIX MHQY3MiT B f03e
6 Mr/M? B TedeHMe IIATH JHeil KaXKAble deThIpe Hefe-
. 3 PeKTUBHOCTD Tepanuy OljeHUBaeTcs1 bonee yeM
B 75%. CriacuTenbHOI Tepaluell CYMTaeTCsl BBeleHne
nurapabuna B gose 100 Mr/m? B TeueHme MATH TOCTIe-
TOBaTeNIbHBIX IHEN KaKjple YeTbIpe Hememu. Ecmm e-
dyeHMe 3¢ PeKTUBHO, Ha3HAYAIOTCA CIeAYIoLINe IeCTh
LMK/IOB. Y Mal[MeHTOB C MOpa’keHNeM JIeTKUX [uTapa-
6uH win kaagpubuu 6omee appeKTUBEH IO CpaBHe-
HUIO C [PYyTUMM Ipenapatamy (BMHOIACTVH 1 Ipef-
HU30JIOH).

Y IanyeHTOB CO 3HAUMTE/NTbHBIM HapylLIEHMEM BeH-
TUANpYoOMelt GYHKIMUM JeTKUX, IPU3HAKAMY [bIXa-
T€/IbHOJ HEJOCTATOYHOCTU U JIETOYHON TUIIepTEeH3MEN
TPaHCIUIAaHTALMA JIETKUX SBJIAETCSI OKOHYATEeTbHBIM
TepaneBTUYECKMM BapuaHTOM. JleroyHas IrumepreH3us
orMmevaeTcs y 80-90% manmueHTOB, MOAXOAAIINX [
TPaHCIUTAHTALMN, U TIPEACTABIAET COOO0I BaXKHBIN (ak-
TOp pUCKa npouenypsl. [IporHos mamnyueHTos, mepeHec-
IMX TPAHCIUTAHTAINIO, CYLIECTBEHHO He OTIMYaeTCA
OT IIPOTHO3a TeX, KTO MOfIBEPrcs 3TOJ Mpoliefiype u3-3a
nuMaHrnoneioMmoMaTosa uav ameusemer. Oxosno 75%
MMallIEHTOB BBDKMBAIOT B TeYEHME roja, a bomee 50% —
nAaty sieT. bonee naoxoi NporHos mocie TpaHCIIaH-
Tauyuu y nui ¢ mynbrucucreMuniM JITKJI. IIpumepHo
B 1/5 cy4aes obHapysxusaetcs penyaus JITKJI B mepe-
caXeHHOM oprate [2, 8, 16].

Teuenne JIT'KJI yacTo Tpy#HO mpefcKasaTb. B ogHMX
cy4asax 60jIe3HeHHBIN IPOLecC KYIMPYeTCs CIIOHTAaHHO
wm Ha pone tepamvu I'KC, B gpyrux — nporpeccupyer,
HECMOTPA Ha OTKa3 OT KypeHUA ¥ MMMYHOHEIPecCuB-
HYIO/IMTOTOKCMYECKYIO MeAMKAMEHTO3HYIO TepaInIo.
Teuenne 3a6oneBanus npu JITKJI Becbma BaprabenbHO
U HellpeficKa3yeMo. MenyaHa BBDKMBAEMOCTH COCTABILA-
er 12-13 ner [4, 8, 13].

[TpepukTopamu HebmarompusaTHoro ucxoma npu JITKJI
SBJISIIOTCS GO/ee BbIpaXKeHHbIE KVICTO3HbIE M3MEHEHNS
(na KT), moxxmnoit Bo3pacrt, 60/mee Hu3Koe OTHOILEHNE
o6beMa (HOpCUPOBAHHOTO BBIIOXA 32 IEPBYIO0 CEKYHIY
K ¢popcuposannoit JKEJI, 60mee BbIcOKOe OTHOILIEHME
0CTaTOYHOro 06beMa K 001Iieil eMKOCTH JIETKKX, Ooree
HU3Kast A ysMOHHAs CIIOCOOHOCTD JIETKMX IO MOHO-
OKCHULY YI/IepOfa 1 Ha/ln4ye JIeTOYHON TUIIePTeH3 M.
JITKJI cBsi3aH ¢ pasBUTHEM LPYIMX HOBOOOPa3OBaHMIL,
IPOUCXOTAMMX U3 TUMPATUIECKOI M TeMOIIO3TUYECKOIT
CHCTEM, B TOM 4MC/Ie XPOHMYECKMM MME/TOTeHHBIM JIeit-
K030M. IT0 3a60/IeBaHMe TAKXKe IIPEPACIIONaraeT K pas-
BUTHIO paKa Jierkux. [Tpu sToM nnpopo/pkeHne KypeHus —
OCHOBHOJI (haKTOp pucKa.

Ocnosnoit npuunHoit cmepTu nipu JITKJI aBndercs gbl-
XaTe/lbHasA HeOCTaTOYHOCTD M3-3a IPOTPeCcCUPYIOILEro
3a60/IeBaHMs 1 3/I0KaYeCTBEHHBIX HOBOOOPAa3OBaHUIL.
Kpowme Toro, y manmenTtos ¢ JITKJI 6onee Huskoe Ka-
4eCTBO XXM3HY, O0Jiee HM3KasA CPeSHAA BBKIBAEMOCTh
10 CPAaBHEHUIO € IPECTABUTE/LAMM 061Ielt HOMY/IALNN
TOTO >Ke Io71a U Bo3pacTa. K HeraTuBHBIM NpoOrHOCTH-
4ecKUM (aKTOpaM OTHOCATCA BO3PAcT, KypeHue Taba-
Ka, TsDKemas oO6CcTpyKuus, noHykeHHoe PaO,, 6onee
BbICOKMIT 6amn no mkane SGRQ, meroyHast runepreH-
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3Us M IOMMOPTaHHOE mopaxeHue. OTMeTuM, 4to ma- 3aKNOYeHue

IVEHTHI ¢ 6omee merkuM nmn paspematomumca JITKJI  ITo naHHBIM OTedecTBEHHOI U 3apybeKHOI TUTepaTyphl,
He HaXOAATCA NOJ MOCHeNYIIUM HabIofeHneM Clie- TaOadHBIil [BIM AB/IAETCS OCHOBHBIM ()aKTOPOM, BBI3BI-
IMaNMNCTa. ITO OTPaXkaeTcs Ha cTatucTiyeckoi onenke BaowmuM JITKJL. OTkas oT KypeHus — IepBOCTeleHHas
X BBDKMBAE€MOCTM. pexoMeHmanys A nanuenTtos ¢ JITKJL
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Rare Forms of Interstitial Lung Diseases. Clinical Case of Pulmonary Histiocytosis X
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Pulmonary Langerhans cell histiocytosis (PLCH) is a rare diffuse cystic lung disease caused by cigarette smoke and carrying
pathogenic MAPK (mitogen-activated protein kinase) mutations, which cause progressive nodulocystic lung destruction.
This paper presents a clinical case of a 43-year-old man with a characteristic computed tomographic picture corresponding
to sarcoidosis of the lungs with cysts and nodules predominantly located in the upper and middle lung fields.

In PLCH, involvement of the small bronchi and bronchioles is an important link in the pathological process, as histiocytic
proliferates obstruct the lumen, resulting in the ballooning of small bronchi and formation of thin-walled air-containing cysts.
Predictors of poor outcome in PLCH include more severe cystic changes, lower ratio of forced expiratory volume in Is to forced
vital capacity, higher ratio of residual volume to total lung capacity, lower DL (CO), and the presence of pulmonary hypertension.
PLCH is associated with the development of other neoplasms originating from the lymphatic and haematopoietic systems,
including LCH overlapping with chronic myelogenous leukaemia. This disease also predisposes to the development of lung cancer.

Key words: pulmonary Langerhans cell histiocytosis, pulmonary cysts, cystic changes, Langerhans cells, cigarette
smoke, tobacco smoking, computed tomography, lung cancer, myeloid leukemia
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