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TuctuouuTos u3s kierok Jlanrepranca (I'KJI) — rerepo-
TeHHas TpyIna 3a00JeBaHU, XapaKTepU3YIOIIMXCS Ha-
KOILJIeHUeM KJIeTOK JIaHrepraHca B pa3MyHbIX OpraHax
U TKaHSIX ¢ GOPMUPOBAHUEM TPAHYJIEM C 03UHOGDWIb-
HOM MHOWILTpAIIUE.

I'KJT otHOCUTCS K TUCTHOLIMTapHBIM Oojie3Hsim. 1o
knaccudukanuu IuctuonurapHoro obiectsa 1997 r.,
TUCTUOLUTAPHBIE 3a001eBaHus AeISATCS Ha 3 rpymibl [1]:
1-g rpynima — T'KJT; 2-4 rpyria — HeJlaHTepraHCOKJIETOY -
HBIIl THUCTUOIIMTO3, TUCTUOILIMTO3 U3 MOHOHYKJI€APHBIX
(arounToB — Oose3Hb Dpareiima—Yecrepa, 001e3Hb
Pozau—[opdmana; 3-g rpymnmna — 3710KauyeCTBEHHbIE
ructuouuntapHbie 3adoneBanus. 'KJI, B cBoro ouepenb,
KJacCUMUIIMPYeTCsT IO PacIpOCTPaHEHHOCTU ITopa-
KEHUSI U KJIMHUYECKUM IposiBaeHusM. [lopaxkeHue
OJHOro opraHa (KOCTU, MO3ra WJd JErkKoro) oObIYHO
HaOJI0IAaeTCs Y MOJIOABIX B3POCBIX. MYJIBTUCHCTEMHOE
nopaxkeHue ¢ ocTpbIM HavaysoM (0ose3Hb JleTrepepa—
CuBe) BcTpeyaeTcs MPEeMMYILIECTBEHHO Y AeTeil 1 UMeeT
OTHOCUTEJBHO HEOJAronpusTHbIA MPorHo3. CUHIApPOM
Xanpga—Illynepa—Kpucuena HabmogaeTcs y AeTeid 1 MO/~
POCTKOB 1 TakKKe MMEeT MOJMOPTraHHOE TTopaXkeHne, HO
Oosiee OJIArONPUSATHBIN TTPOTHO3.

Takum o6pazom, jgerounbiii 'KJI MoxeTr pa3BuBaTh-
cs1 OO KaK CaMOCTOSITeIbHOE 3a00JIeBaHNe, MO0 KaK
MPOSIBICHUE MYJBTUCUCTEMHOTO 3a00JieBaHUs, IpPU
5TOM JIETOYHbIE CUMIITOMbBI OOBIYHO OTXOZSIT Ha BTOPOIA
iaH. Y B3pOCJbIX Pa3BUBAETCS MPEUMYILECTBEHHO
n3onupoBaHHblii terounbiii [KJI, onHako B 15 % ciyda-
€B UMeeT MECTO MYJIBTUCUCTEMHOE MopaxeHue [2].

Anupgemmnonorus

T'KJI oTtHOcuTCS K penkuM 3abojieBaHusM. ExxeromHo
BoIsIBISIIOT 3—5 ciydaeB 'KJI Ha 1 maH neteit. Y B3poc-
abix jgerounbiii ['KJI BcTpeuaeTest y 3—5 % malueHTOB
¢ mupdy3HBIMI 3a00JIeBaHUSIMH JICTKUX. [MCTHOIINTO3
JIETKUX Yallle BRIIBISIOT B Bo3pacte 20—40 yet, mpenumy-
IIECTBEHHO y Kypsmux mamueHToB (> 90 %) [3]. IIpek-
paleHne KypeHHs IIPUBOINT K YJACTUIHOU VI TTOJTHOM
pemuccun Oojne3nu [4]. IlepBoHayaJbHO CYMUTAIOCH,
yro I'KJI ¢ mopaxeHueM Jerkux daile BCTpedaeTcs
Y MYXYMH, HO IO3IHEE BBISICHWIOCH, YTO MY>KUMHbI
M >KEHILIMHbBI 00JIEIOT C OAMHAKOBOI YacTOTOl. Bo3MoX-
HO, 3TO CBSI3aHO C M3MEHEHHMEM B SITUICMUOJIOTUN KY-

peHwmsI, TTpousoleniieM 3a nocaeaaue 20 et [5]. Hau-
OoJyiee YacTbIMU BHEJETOYHBIMM TiposiBaeHusMu I'KJI
SIBJISIIOTCSI KUCTO3HOE TOpPaXXeHHEe KOCTeU, MmopaxkeHUs
KOXU 1 HecaxapHbIii 1Ma0eT, pa3BUBAIOIIUIACS B PE3YIb-
TaTe IMopaXXeHUsI 3aaHelt 1oau Tuodusa.

Artuonorus 'KJI HemsBecTHa. Borpoc o ToMm, sBisi-
etcs au JIKJI peakTMBHBIM MPOLIECCOM MM 3710KaYecT-
BEHHBIM OITyXOJIEBBIM 3a00JIeBaHUEM, B HACTOSIIIIEE BpE-
M1 SIBJISIETCS IIPEAMETOM IUCKYyCCuii [6].

Martorenes MKJ

B oTimmume OT J€TOYHOTO ajbBEOJISIPHOTO IIPOTEMHO3A,
sKkcriepuMeHTanbHoi mMoaenu I'KJI nerkux He cyiiect-
BYeT.

JeHapuTHBIE KJIETKU Pa3BUBAIOTCSI B KOCHOM MO3Te
¥ MUTPHUPYIOT B TKAHU — IEPMY, TTApSHXUMY JIETKOTO, I1Ie
OHM TIOTJIOIIAIOT AaHTUTEHBI, IMOCTYHAIOIINEe B TKAHU U3
BHEIIHE! Cpenbl, MTyTeM MaKpOMUWHOILIMTO3a U IHAOLMU-
TO3a, ONOCPEOBAHHOTO perlentopami [7]. B orcyTcTBue
JOTIOTHUTEIBHBIX CTUMYJIOB AICHAPUTHBIC KIIETKH 00JIhb-
11I€ YJaCTBYIOT B peakIUsIX UMMYHHON TOJIEPaHTHOCTH,
yeM B MHULIMAUMU MMMYHHOro otBeta. [IpoBocmanu-
TeJIbHBIE IIUTOKWHBI, TATOTeHBI U (hparMEHTHI MOJIEKYIT,
BBIICISIOIINXCS TIPY TTOBPEXACHNN TKaHU (HAIIpUMED,
nunononucaxapun, BupycHas PHK wiam sHmoreHHbie
0eJIKM HEKPOTU3UPOBAHHBIX KJIETOK) CBSI3bIBAIOTCS C pe-
LIETITOPAaMM Y3HAaBaHUsI Ha IMOBEPXHOCTU IEHIAPUTHBIX
KJIETOK M BBI3BIBAIOT MX aKTHUBAIIAIO. DTO 3aIlycKaeT
MpoLIeCC CO3PEBAHUSI JNEHAPUTHBIX KIJIETOK, KOTOpPBIE
CTaHOBSITCS MOABUXXHBI, HA X TTOBEPXHOCTHU ITOBbBIIIIAET-
Cs1 9KCTIpecCcHs MOJIEKYJT TJIaBHOTO KOMILUIECKa TMCTO-
coBmectuMoctu 11 Turmra (MHC II) u moneky, cnoco0-
HBIX CTUMYJMPOBaTh aKTUBAIMIO T-KIETOK, TAaKUX KaK
CD40, CD80 u CD86. AKTMBMpPOBaHHbIE IECHIPUTHBIC
KJIETKU MUTPUPYIOT B peTMOHAbHBIE JTUMbaTHIeCKue
Y37IbI, TI¢ OHM TIPE3CHTUPYIOT AHTUTCHHBIC ITETITUIBI
T-xnerkam, cBsa3bIBasich cO crnenubudyeckumu T-pe-
LIeNTOpaMU, BbI3bIBasi aKTUBALMIO T-KJIETOK.

Takum 006pa3zoM, IEHIPUTHBIE KJIETKH SIBJISTIOTCST BaXK -
HBIM CBSI3YIOIINM 3BEHOM MEXIY BPOXKICHHBIM U TIPHO0-
PETEHHBIM UMMYHHBIM OTBETOM.

JeHnpuTHbIe KJAETKM AENSITCS Ha 2 TPYMIIbl: MUEI0-
WIHBIE W TIIa3MaluTOUIHbIe. MUeTouIHbIe AeHAPUT-
Hble KIeTKU AuddepeHIUpyOTcsS U3 MUETOUTHOTO
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MpeAlleCTBEHHMKA B KOCTHOM MO3T€ IO/ BO3AeHCTBUEM
rpaHyJIOLUMTAPHO-MaKpOo(haraJbHOT0 KOJOHUECTUMY-
qupytoniero ¢gakropa (GM-CSF) u ¢akTopa Hekpo3sa
onyxonu-a (TNF-a) win wunrtepneiikuna-4 (IL-4).
Il1asmMauUTOMAHBIE OEHAPUTHBIE KJIETKU Pa3BUBAIOTCS
B KOCTHOM MO3T€ IMOJI BIUSIHAEM cIleliu(puiyecKoro axk-
TOpa pocTa MMKPOOKPYXXEHUsI, KOTOPBI HE 0 KOHIIA
n3ydyeH. Kietku JlaHrepraHca — TIOATHUIT TEHIPUTHBIX
KJIETOK, KOTOPbIE Pa3BUBAIOTCS IIPU yUACTUU TpaHCHOp-
mupytoniero dakropa pocra-f (TGF-3) u npeumyiiecr-
BEHHO JIOKQJIM3YIOTCSI B OTIUTEIMAIbHBIX TKAHSIX — 3ITH1-
JIEPMUCE U CITU3UCTOM 000JI0UKE TPaXeoOPOHXEaTbHOTO
nepeBa. B 3mopoBoit JJeroyHol TKaHU KiIeTKu JlaHrep-
raHca peiko BCTPEUaloTCs B MEJIKUX OpOHXax U MHTep-
CTULIMHU aJIbBEOJI, HO UX YMCJIO BO3pacTaeT IpY KypeHUH,
y MalMeHTOB ¢ XPOHUYECKOI 0OCTPYKTUBHOI OOJIE3HBIO
JIETKUX, IIPY UHTEPCTULMAIBHBIX 00JIE3HSIX JIETKUX U IIPU
pake jerkoro [8, 9]. ITokazaHo, 4YTO KJIETKH OpPOHXMO-
JIIPHOTO JIUTEIUS U3 IOPAXKEHHBIX TMCTHOLIMTO30M
y4acTKoB cekpetupoBaiu 6osbiie GM-CSF, yem kiet-
KU, B3SThIE Y T€X XK€ MallMEHTOB U3 MHTAKTHbIX y4acT-
KoB [10]. CuuTaercs, 4TO AOMOJHUTEIbHbIE (PAKTOPHI —
1L-4 u TNF-a — Takxe ycuanMBaloT MUTPALIMIO, TPOJIU-
(beparmio 1 BeKMBaeMOCTb KJIeTOK JlaHTepraHca.
O0bIuHO KiIeTKU JlaHrepraHca Ipu aKTUBALIMK MUI-
PUPYIOT B peruoHapHble TuMdaTuueckue y3abl. [Touemy

d

OHM OCTalOTCSI B TKAHM JIETKOTO HEM3BeCTHO. Bo3aMox-
HO, TIPY TMCTUOLIMTO3¢ HAPYIIAeTCsl CIIOCOOHOCTh 3TUX
KJIeTOK K Murpauuu [11].

OcraeTrcsd OTKPBITEIM BOIIPOC, SIBJISIIOTCS JIU TPaHYy-
JIEMBI TIPY TUCTUOIIMTO3€ PE3YJIETaTOM YCWJICHHOTO J¢-
JIeHUsl KJeTok JlaHrepraHca WM HapylIeHHOTO Me-
XaHU3Ma KjeToyHoil rudenu. Kierku JlanrepraHca Bo
BHEJIETOYHBIX OYarax THMCTHOILIMTO3a OKPAIIUBAIOTCS
MapKepoM KjeTouHoi nposmdepanun Ki67 [12], onHa-
KO B JIETOYHBIX Oyarax ypoOBEHb KJIETOYHOIO IEICHMUS
JIOBOJIbHO HU3KUI, CXOIHBIN C YpPOBHEM JeJIeHUST OPOH-
xuanbHoro anutenus [13]. Cuuraercs, yTo KiaeTku JlaH-
repraica IIpU THUCTUOIIMTO3¢ JIETKMX PE3UCTCHTHBI
K anonTo3y [14] u uMeIoT MOJUKIOHAJIBHOE IMPOUCX0XK-
neHue [15], 9yTo SIBJISIETCS apTyMEHTOM MPOTUB UX OIy-
XOJIEBOI MPUPOJIBI.

Haxkoruienue kinetok JlanrepraHca rnpu aApyrux 3a0o-
JICBaHMSIX, HAIIpUMEp MPU XPOHUYECKON OOCTPYKTUB-
HOI1 0OJIe3HM JIETKMX, HE BbI3bIBACT IMPSIMOTO MOBPEX-
IEeHWST JICTOYHON TKaHW, a SIBJISCTCI pPEaKTHUBHBIM
nponeccoM. HampoTtus, rpaHy/IeMbl IIPpY TUCTAOLIUTO3E
CBsI3aHbI C BbIPAXKEHHOI JIOKaJIbHOI OPOHXOLIEHTpUYEC-
KO JecTpykiuell TKaHu. BaxHo, 4yTo B rpaHyjiemax
umeeTcs 3HauuTesbHoe ynciao CD4*+ T-kiaeTok, Haxos -
IMUXCcS B KOHTaKTe ¢ KieTKaMu JlaHrepraHca, KOTOpBIe
SKCIIPECCUPYIOT KOCTUMYIUPYIOIIMEe MOJEKYIbl [16].
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Taxum obpazom, dopmupyeTcs "UMMYHOJOTMYECKUIA
cuHarc" Mexay KieTkamu JlaHnrepraHca, UTparolIMMU
pOJIb aHTUICH-MpPE3eHTUpYIOIUX KieTok, u CD4*
T-xnerkamu. [IpucyrctBue CD4" T-ki1eTok B rpaHyJie-
Max IIpY TUCTUOLIMTO3¢ HABOAUT Ha MBIC/Ib O HAIMYMU
crnennMGUYecKoro aHTUIeHa IPU 3TOM 3a00JIeBaHUU.
B kauecTBe TpUITEpOB MMMYHHOIO OTBETa paccMaTpu-
BaJIM BUPYChI, BKJIIOYAS TepIIeCBUPYC 6-TO TUIA, OMHAKO
MX poJib He OblTa moarBepxkaeHa [17, 18]. M3-3a Hamu-
YHYs CBSI3M TMCTHUOLIMTO3a JIETKUX C KYPEHHEM MU3ydaau
BKJIaJ, aHTUT€HOB, BbIIEJICHHBIX U3 TabaKa, B MaTOreHe3
TUCTUOLIUTO3a JIETKUX, OJHAKO PEaKTUBHOCTb JUMDO-
UTOB TepudeprnIecKoil KPOBH, BBIICICHHBIX Y ITalll-
€HTOB C THUCTHUOIIMUTO30M JIETKHX, OblIa HUXE, YeM
B KOHTpOJIbHOM rpynme [19]. B To x)e BpeMsi moka3aHo,
YTO HUKOTWUH TONABJISCT (DYHKLWIO HEHAPUTHBIX KiIe-
ToK [20]. BbIcKa3aHa eme omHa TUITOTE3a O TOM, YTO
TMOBPEXICHUE OPOHXMOJISIDHOTO BIUTEIUS MPU Kype-
HUU BbI3bIBaeT (DOPMUPOBAHUE HOBBIX WJIM U3MEHEH-
HBIX aHTUTEHOB, KOTOpbIE KJIeTKU JIaHTepraHca npe3eH-
tupylor CD4" T-mumdonuram [5] Dra rurore3a TakxKe
He ObUTa MOATBEPXKIEHA, OJHAKO OHA MOIJIa Obl 00BsIC-
HUTb PAaHHIOIO AECTPYKIIMIO OPOHXUOJSPHOTO SMUTETUS
npu JIKT nerkoro. Bo3aMoxHO, KypeHUe BbI3bIBAET yCU-
JICHHBII BOCHAJMTENIBHBIN OTBET y IIPEAPaCITOIOXEH-
HBIX JIUII 32 CYET MOCTOSTHHOI aKTUBAIIMU KJIETOK OpOH-
XMOJISIPHOTO 3IUTEIUS, a Takke MakKpodaroB U KJIETOK
JlaHTepranca, 9To IMPUBOIMT K IIPUBJICUCHUIO U AKTHUBA-
WU IPYTUX KJIETOK X B KOHEYHOM MTOTE K pEMOICINPO-
BaHMIO U (UOpo3y (cM. pUCyHOK, [11]). Ha 3HauuMocTh
BHEJIETOUHBIX 9HAOTeHHBIX (pakTopoB B pazputue I'KJI
JIETKOTO YKa3blBa€T PEUUAUB TMCTUOLMTO3a JIETKOTO
rnocJje TpaHcIaHTauuuy [21].

Knuhuyeckas kaptuHa

Cumvmromamu I'KJT 1eTkux SIBISIIOTCST HEITPOXYKTHUBHBIN
KallleJb 1M OABIIIKAa. DTU CUMIITOMBI HeCHelUOUIHBI
Y MOTYT BOCIIPMHUMATHCS MalMeHTaMM KakK CJIeICTBUE
kypenusi. Muorma T'KJI jerkux teuer GecCMMMOTOMHO
¥ OOHAPYXXWBAeTCs JIMIIb TIPU peHTreHorpaduu opra-
HOB I'pyaHOI KieTku. OMHUM U3 T'PO3HBIX OCIOXKHEHUI
T'KJI nierkux siBisieTcs peuuIMBUPYIOIINI CTOHTAHHBIN
ITHEBMOTOpPAKC, TP KOTOPOM HaOJII0IaeTcsi BHE3AITHO
HaYMHAOMIAsACS 00Jb B 00JACTU TPYIHON KIIETKU WU
BHE3aITHOE yCUJIEHUE ONBIIIKKU. B TO ke BpeMms ciemyer
TMOMHMTb, YTO Y IallMEHTOB C TUCTHUOLIMTO30M 001U
B TPYIHOI KJIETKE MOTYT OBITh TAKXKE CBSI3aHBI C IIOpa-
KeHueM pebep. KpoBoxapkaHbe OTHOCUTCS K PEIKUM
nposinenusim ['KJI; mpexne yeM paccMmarpuBath €ro
kak nposiiaeHue I'KJI, HeoOXomumo HCKIIOUUTH BCe
JIPYTUe BO3MOXHBIC TIPUIUHBL. JIpyruMH peIKUMU IIPO-
sapreHusaMu ['KJI gBisIIOTCST MMXOpagka W CHIDKEHUE
MacchI Teja.

IIpu mpnutenbHom TtedeHuu I'KJI nerkmx y yactu
OOJIBHBIX BO3HHMKAET JITOUHAST apTepHUalibHasI TUIIEPTeH -
3us (JIAT). Kak rmpaBmito, oHa nMeeT 0oJjiee TsKenoe Te-
yeHwue, 1Mo cpaBHeHuIo ¢ JIAI nipu apyrux aud@ys3HbIX
MHTEPCTULIMATbHBIX 3200JI€BAHUSIX JIETKUX, YTO CBSI3aHO
C TIPSIMBIM BOBJICUCHUEM apTepHOJI M BEHYJI B TTATOJIOTH -
yecKuii mpouecc [22].

JunarHocTuka
®yHKums BHewwHero apixaqus (GBJ)

B 70 % na6monenunit pu I'KJI Jerkux BhISBISIOT CHU-
JKeHUe yIeabHON muddy3nOHHOM CITOCOOHOCTH JIETKUX
(DLCO) [2]. Kpome pecTpukTUBHBIX u3MeHeHnii DB/
MOTYT UMETb MECTO OOCTPYKTHUBHbBIC WJIU CMELIaHHbIE
tumnbl HapyiieHuss @BJI. TIpu aToM 00beM JIeTKHX, Kak
TIPaBUJIO, COXPAHEH WJIN TaKe TTOBBIIICH.

ITpu penTreHorpaguu opraHoB IpyIHOM KJIETKU Hau-
0oJiee YacTo BBISBISIIOT OMIaTepabHblE, CHMMETPUYHbIE
y3eJIKH 10 1 cM B ImameTpe, IIPEeUMYIIEeCTBEHHO B BEPX-
HUX M CPeIHMX OTHeax Jerkux. ITo Mepe mporpeccupo-
BaHUs 00JIC3HU HAOIOMAIOTCS PETUKYJISIPHBIC M KMCTO3-
Hble UBMEHEHUSI C YMEHbIIEHUEM Yucia y3eJKoB [23].

[Tpu TMIIMYHOM aHaMHe3¢ M COYETAaHWU KHUCTO3HBIX
TIOJIOCTEH M Y3€JIKOB B BEPXHUX OTACIAX JIETKOTO IT0 JaH-
HBIM KOMITBIOTEPHOII TOMOTpaduu BBICOKOTO paspe-
weHusi (KTBP) Ouoricus jierkoro He sBIsSETCS HEOO-
XOOVUMOM IS TIOCTAaHOBKM AuarHosa. OQHaKO Takas
KTBP-kapTuHa BcTpedaeTcsl JOBOJbHO PEAKO, OOBIYHO
BBISIBJISIIOT JINOO KMCTO3HBIE ITOJIOCTH, JTUOO Y3EIKH, YTO
KpaitHe 3aTpyAaHsieT TuarHocTuky. Ilpu nuddepeHiu-
anbHOM auarHoctuke mo naHHbIM KTBP cienyer mom-
HUTb, YTO M30JIMPOBAHHBIC KUCTO3HBIE ITOJIOCTH XapaK-
TEepHBI MPU TTHEBMOLMCTO3e, JUMbaHTHoIeiioMroMa-
To3e, OpoHxo03KTazax. B oTanune ot naumaHruoneiio-
MHMOMAaTO03a, [IJISI KOTOPOTO XapaKTePHbI TOHKOCTCHHEIC
KMCTBI OKPYTJION (pOpMBI, pazMepoM 2—5 MM, 1uddys-
HO pacrpeeeHHbIe B TKAHU JIETKOTO BO BCEX €ro OTae-
Jlax, TPy TUCTUOLIMTO3€ JIETKUX KHUCTO3HbIE MOJOCTU —
pPa3IUYHBIX pa3MepoOB, TOHKO- WJIM TOJCTOCTEHHBIE,
YacTO HPPETyJIsIpHbIC, 2-JIOMACcTHBIE, B (hopMe JIMCTa
KJIeBepaMU WU "TIPUIyIIMBOi" (popMbI, paciioiaramoT-
Cs B BEDXHUX U CPEJHUX OTAEJIAX JETKUX, HE 3aTparnuBas
pebepHo-nuadparmanbHbie yribl [24]. Y3eakoBble TMo-
paXkeHMSI BEPXHUX OTIEJIOB JISTKMX MOIYT BO3HHKATh
MpU CapKOMI03e, CUINKO3e, TyOepKyie3e U MeTacTaTh-
yecKoM mopaxkeHuu Jerkux [23]. OmHako mpu 3TUX 3a-
0OJIeBaHMSIX Y3€JKM PAaCIIOJIOXEHbI JTU0O0 mepuauMda-
TUYECKH, JINOO CIyJailHBIM 00pa3oM, B TO BpeMs KakK
s TKJI nerkux TUIMMYHO MX LIEHTPUIIOOYJISIpHOE pac-
nojoxeHue. Kucrosnsie monoctu npu ['KJI nerkmx
O0OBIYHO HETIPABWIBHOM (POPMBI M BOSHUKAIOT TP CJIU-
STHUU y3eJIKOoB. Ha mo3gHmx cTammsix 3a00j1eBaHUS BbI-
SIBJISIIOT TIPU3HAKKM COTOBOTO JIETKOIo U AU ¢y3HO-0ua-
roBbie (GUOPO3HBIE U3MEHEHUS.

ITpu 6POHXOCKOITUM BO3IYXOHOCHEIE ITyTH HE U3ME-
HeHBIL. B 6ponxoanbBeonsspHbix cMbiBax (BAC) moMuHM-
DPYIOT MUIMEHTUPOBAaHHbBIC aJIbBEOJISIpHBIE MaKpodaru,
YTO CBSI3bIBAIOT C KypeHueM. MHorma B LUTOrpamme
BAC BbISIBSIIOT HEOOJIbILIOE TTOBBILIEHNE YUCIa U 10U
s03nHOoGmIOB. Ha moBepxHoctH Kitetok B BAC nipu um-
MYHOTHCTOXMMHUYECKOM HCCJIETOBAaHUM MOXHO BBISI-
BuTh CDla-nonoxureabHble KJIeTKU. OQHAKO pe3yib-
TaThl 3TOTO MCCJICIOBAaHUS HEOMHO3HAYHBI, TTOCKOJBKY
CDla-1mionoxXuTeIbHbIe KJIETKH MOTYT BBISBIISITHCS
B BAC xypsmux nauueHToB 6e3 I'KJI, B To Xe Bpems
Yy MHOTMX MallMEHTOB C TUCTOJOTMYECKU MOATBEPXKIACH-
HbeiM ['KJT CD1a-nonoxutenabHble kaeTku B BAC oTcyT-
CTBYIOT.
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lleHHOCTH TpaHCOPOHXMAJBLHOW OMONCUM B OMAar-
Hoctuke 'KJI HeBbIcOKa (TTO3BOJISIET BBISIBUTH 3a00J1€-
BaHue B 15—40 % cnyvaeB) [2, 25], ropa3no GoJiee MH-
(opMaTuBHA OTKpbITasi OMOICHS JETKOTO.

MaTonornyeckaa aHatomus

MaxkpocKonuuecku Mpu TMCTUOLIUMTO3€ JIETKOTO BbISIB-
JISTIOT TTOATUIEBPAIbHEIC M BHYTPWJIETOUHBIC KMCTO3HBIC
TOJIOCTHU U y3eJKM OoT 2 10 15 MM B mnameTpe. Ha 6onee
MO3MHUX CTAAMSIX Y3€JKM MOIYT OTCYTCTBOBaThb, IpPHU
5TOM JTOMUHUPYET KapTUHA MOBBILIEHHON BO3AYIITHOCTU
JIETKOTO ¢ MHOXECTBEHHBIMU KMCTO3HBIMU TTOJIOCTSIMMU.
Takass Makpockonmueckasi KapTHHA TpeOyeT MCKIIIoUe-
HUS WIX TIOATBEPXKICHUST dM(OU3EMBbI JIETKUX, OTHAKO
OIHOBPEMEHHOE HAJIMYKE COT B BEPXHUX U CPEAHUX OT-
Jenax jerkux noarsepxaaet nuardo3 I'KJI nerkux.

MukpocKonmmIecKr Ha paHHMX CTaIMSIX TUCTAOILIUTO-
3a HaOJII0IaeTCsl KapTUHA IeCTPYKTUBHOIO OPOHXMOIUTA
¢ (opMHUPOBAHNEM OPOHXOLIEHTPUUYECKUX U MEPUOPOH-
XHMOJISIPHBIX TPaHYJIEM C HaKOIUICHHEM IMMTMEHTHPOBaH-
HBIX aJIbBEOJISIPHBIX Makpodaros. KiroueBeiMu Mopdo-
JIOTUYECKMMM TIpU3HAKaMU, TTOMOTAIOIIMMU OTIMYUTh
KIeTKM JlaHrepraHca OT IPYIHMX KJIETOK, SBISAETCS MX
KPYIHBbINA pasmep (15—25 MKM), 203UHOMUIbHAS LIUTO-
IasMa ¢ IUIOXO OYepYCHHBIMH TpaHUIIAMM, W3BUTAS
aaepHas MeMmOpaHa, xapakTepHasi 000oBuAHasE (opma
siIpa, OTCYTCTBUE siaphiiieK [26]. [TonoxuTenbHast okpac-
Ka TP WMMYHOJOTMYECKOM MCCIICIOBAHUM C aHTUTE-
gJamu K CDla u S100 mo3BosisieT 0OHapyKUTh KIIETKHU
Jlanrepranca, MH(GWIBTPUPYIOIIME CTEHKU W STMUTEINI
OpOHXMOJI Ha paHHMX cTamusix 3aboneBaHus. [lozgHee
(opMupyIOTCS JTAITYATOrO0 BUIA TpaHyJeMBI, COOEpKa-
mue KiIeTku Jlanrepranca, JTUMGOLNTHI, 303UHOMWIIHI,
(pubpodIacThl 1 M1a3mMaTuyeckue Kietku. Cocras rpaHy-
JIeM HEIOCTOSTHEH M MOXKET pa3inyaThbCsl Jaxe B 2 Cocel-
HUX TpaHyJieMaxX OMHOTO M TOTO Xe maiueHTa. [1pu mmpo-
TPEeCCUPOBAHUU TIOSIBIISTIOTCSI XapaKTepHBIC 3Be3mJaThie
(ubpo3HbIe pyOlLIbl, OKPY:KEHHbIE KMCTO3HBIMU I10JIOC-
TSMU, KOTOpble (hOPMUPYIOTCS 3a CUET TPAKIIMOHHOIO
pacIIpeHus eprudepudecKuX aTbBeol.

YacTo ompenesroT CKOTUICHHUST ITMTMEHTUPOBAHHBIX
MakpodaroB B TKaHU IpaHyJIeM 1 IIPOCBETax ajJbBeoJ.

Onucanbl penkue HabmoaeHus: couetanus I'KJI ser-
KX C OPTaHU3YIOIIEICST THEBMOHMEI, OpOHXOTCHHBIM
pakoM Jierkoro [27].

HecMotps Ha TO, 4TO THCTOJIOTMYECKasi KapTUHA
I'KJI noBOJBHO TUIMMYHA, HEOOXOAMMO MCIIOJIb30BaTh
MMMYHOTMCTOXMMMUYECKOe oKkpalunBaHue Ha CD1a.

IIpu TpaHCMMCCUOHHHON 3JIEKTPOHHOI MUKPOCKO-
nUu OOHApPYKMBAIOT TpaHyabl bupbeka — maTorHo-
MOHUYHBIA TpU3HaK KiaeToK JlaHrepraHca. IpaHyiibl
Bupbeka mpencraBisSioT coOOM IIMTOILIA3MATHYECKHE
BKJIIOUCHUS B (DOpME paKETKU.

Jleyenue

ITockonbKy Y MHOTMX IMMALMEHTOB MPOUCXOIUT CIIOH-
TaHHOE BBI3NOPOBIcHUE, 3(P(HEKTUBHOCTDL JIEUYSHUS
OLIEHUTh CJIO0XHO [5]. OTKa3z OT KypeHHUsl BbI3bIBACT
VIIydIIeHHe KIWMHUKO-PEHTTCHOJOTMYECKOM KapTUHBI
My MHOI'MX 0OOJIbHBIX IPOBOAMT K PEMUCCUU 3a00JieBa-

Hud [4]. OTKa3 oT KypeHUs IBJIeTCd HanboJiee BaXKHBIM
111aroM B Tepamnuu 3a00J1eBaHMsI B CBSI3U C TTOBBIIIIEHHBIM
PUCKOM 3JI0KayecTBeHHBbIX omyxojieil nmpu [JIK nerkmx
1 OOCTPYKTUBHBIMU HapYIICHUSIMU BCJICACTBUE Kype-
HUS, YCYTYOJISIOIUMU KapTUHY 3a00JieBaHud [23].

J0BOJIbHO YaCTO MCHOJIBb3YIOT TTIOKOKOPTUKOCTEPOU-
1b1 (I'KC). B cepun HabmoaeHu y 42 MaliMeHTOB ¢ TUCTU-
OIIMTO30M JICTKOTO, IIOATBEPKICHHBIM OMOIICUEH JIETKOTO,
tepanusg ['KC nmpuBoamia K ylIydieHUIo Wi CTabuIn3a-
Uy coctosiHug [28], omHaKoO He BIMsIa Ha (YHKIUIO
BHenrHero apixaHust. 'KC noctarouHo 3¢ eKTUBHLI B Ha-
YyaJbHOM, BOCHAIUTENIBHON CTaauu 3a00JeBaHMSI, HO HE
npu pa3BuTun ¢puodpo3sa ierkoro. [Tpu HeapdekTnBHOCTI
npumMenenust ' KC B TeueHue 6 Mec. KCIOIb3YIOT TEPAITUIO
LIUTOCTaTUKAMMU: KJIAIPUOMHOM U 3TOIO3UIOM, BUHOMIAC-
TUHOM U MepKanronypuHoM [29]. Tlpemnaraercs Takxke
KOMOMHMPOBAaHHOE JICYCHHE ITPSTHU30JI0HOM, BHHOJIAC-
TUHOM U 6-MepKarronypuHoM [30].

ITHeBMOTOpaKc Bo3HUKaeT y nauueHToB ¢ I'KJI ser-
KUX IIPY pa3pbIBe KMCTO3HBIX MmojiocTeit. [Toka3zaHo, 4To
Ipy OPeHUPOBAHUM ILIEBPAJbHON MOJIOCTA PUCK TIO-
BTOPHOI'O ITHEBMOTOpakca cocramisier 58 %, a mnpu
miespojese — 0 %, moaromMy npu pa3BUTUM ITHEBMOTO-
pakca nokasaH mieBpoges [31].

B TepMuHaIBbHOM CTamuy 00JIE3HU, TIPU TSKEIIOM TbI-
XaTeJIbHOW HEJOCTATOYHOCTU U Pa3BUTUM JIETOYHOM TM-
MepTEeH3MU, UMEIOTCS MOKa3aHus I TpaHCIUTAaHTalUuU
nerkux [32]. OmgHako B 20,5 % ciyyaeB BOZHUKAET peLIU-
B 3aboyieBaHus B TpaHcIuianTtate [21]. dakropamu
pUCKa peluAuBa SIBISIOTCS BHEJIETOYHOE IOpaKeHUe
1 BO30OHOBJIEHME KYPEeHUS TTOC/Ie TPaHCIIaHTALIMU.

Mporxo3

Teuenne I'KJI pa3zHooOpa3HO M HeNpeAacKazyeMo — OT
0ECCUMIITOMHBIX (POPM J10 TSKEIOTO MPOrPEeCCUPYIOLIETO
TOpaXkKeHMST JIETKHX, COMPOBOKIAIOIIETOCS TbIXaTeIbHOM
HeloCcTaTouyHOCThIO. Y 25 % mnanueHToB HaboaaeTcs
CaMOITPOM3BOJIbHBIN perpecc, Y 50 % — crabuiibHOE Te-
yeHue, y 25 % — mporpeccupoBaHue 3abojeBaHus [5].
C HeOIaronpusaTHBIM IIPOTHO30M CBSI3BIBAIOT TaKMe (Dak-
TOPBI, KaK ITOXWJION BO3PACT, MJIUTEIbHbIE CHMIITOMBI,
MOJIMOPraHHOE MOpaXeHUe, KPYMHbIe KUCTO3HbIE IMOJ0-
ctu u "coroBoe jerkoe" Ha KTBP, pe3sko cHukeHHbIE
nokazarenmn I @Py3MOHHON CITOCOOHOCTH JIETKNX, 00-
CTPYKTUBHBIN TUIT HAPYLIEHWS] BEHTWISILIMY, IJIUTEeIbHAS
tepanusi 'KC u Hanuuue nerouyHoii runepreHsuu [2]. Ha-
nboJjiee pacrpoCTPaHEHHOW MPUYUHONW CMEPTU y TaKUX
TMAIMeHTOB SIBJISIETCS AbIXaTelbHasT HEZOCTATOYHOCTb.
OnHako npIxaTeabHasi HeAOCTaTOYHOCTD Y YACTH MallueH-
TOB BO3HUKAET HE TOJIbKO BCAEICTBUE TMCTUOLIMTO3a, HO
W IO TIPUYMHE DPa3BUTUS SM(GU3EMBI TIPH UTMTETHHOM
aHaMHe3¢ KypeHHsI. Y MallMeHTOB C TUCTUOIIUTO30M TaK-
JKe TIOBBIIIEHA PACIPOCTPAaHEHHOCTh 3710KAYeCTBEHHBIX
3a00J1eBaHuIii KPOBU, B T. 4. TMMpoMbI [2, 33].

3aknioyeHue

Takum o6pazom, stuonorus I'KJI He ycraHOBIeHa.
B GosbimHCTBE CTydaeB MPOCTIEXUBACTCS CBSI3b C KYy-
pexueM. IlatoreHe3 3a6oyieBaHuMsI 10 KOHLIA HE U3YUYEH.
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JuMarHocTrkKa 3aTpyaHEHa B CBSI3U C PEIKOCTbIO 3a00-
nesanud. Ilpu guarHoctuke I'KJI ciaemyeT y4uThIBaTh
KJIMHUYECKYI0 KapTUHY, HaHHbIE MYJIbBTMCIIHUPAIbHOM
KOMIIBIOTEPHOM ToMorpadu W XapaKTepHBbIE ITaTOTH-
CTOJIOTMYECKIE U3MEHEHHSI.

Jiutepatypa

L.

10.

11.

13.

14.

15.

16.

17.

Favara B.E., Feller A.C., Pauli M. et al. Contemporary clas-
sification of histiocytic disorders. The WHO Committee On
Histiocytic / Reticulum Cell Proliferations. Reclassification
Working Group of the Histiocyte Society. Med. Pediatr.
Oncol. 1997; 29: 157—166.

. Vassallo R., Ryu J., Schroeder D.R. et al. Clinical outcomes

of pulmonary Langerhans'-cell histiocytosis in adults.
N. Engl. J. Med. 2002; 346: 484—490.

. Colby T.V., Lombard C. Histiocytosis X in the lung. Hum.

Pathol. 1983; 14: 847—-856.

. Mogulkoc N., Veral A., Bishop P.W., et al. Pulmonary

Langerhans' cell histiocytosis: radiologic resolution follow-
ing smoking cessation. Chest 1999; 115 (5): 1452—1455.

. Tazi A. Adult pulmonary Langerhans' cell histiocytosis. Eur.

Respir. J. 2006; 27: 1272—1285.

. Degar B.A., Rollins B.J. Langerhans cell histiocytosis: malig-

nancy or inflammatory disorder doing a great job of imitat-
ing one? Dis. Model. Mech. 2009; 2 (9—10): 436—439.

. Steinman R.M. Dendritic cells: Understanding immuno-

genicity. Eur. J. Immunol. 2007; 37 (Suppl. 1): S53— S60.

. Marchal-Somme J., Uzunhan Y., Marchand-Adam S. et al.

Dendritic cells accumulate in human fibrotic interstitial
lung disease. Am. J. Respir. Crit. Care Med. 2007; 176 (10):
1007—1014.

. Inoshima N., Nakanishi Y., Minami T. et al. The influence of

dendritic cell infiltration and vascular endothelial growth
factor expression on the prognosis of non-small cell lung
cancer. Clin. Cancer Res. 2002; 8 (11): 3480—3486.

Tazi A., Bonay M., Bergeron A. et al. Role of granulocyte-
macrophage colony stimulating factor (GM-CSF) in the
pathogenesis of adult pulmonary histiocytosis X. Thorax
1996; 51: 611-614.

Suri H.S., Yi E.S., Nowakowski G.S. et al. Pulmonary
langerhans cell histiocytosis. Orphanet J. Rare Dis. 2012;
7: 16.

. Schouten B., Egeler R.M., Leenen P.J. et al. Expression of

cell cycle-related gene products in Langerhans cell histiocy-
tosis. J. Pediatr. Hematol. Oncol. 2002; 24: 727—732.
Brabencova E., Tazi A., Lorenzato M. et al. Langerhans cells
in Langerhans cell granulomatosis are not actively prolifer-
ating cells. Am. J. Pathol. 1998; 152: 1143—1149.

Marchal J., Kambouchner M., Tazi A. et al. Expression of
apoptosis-regulatory proteins in lesions of pulmonary
Langerhans cell histiocytosis. Histopathology 2004; 45:
20-28.

Yousem S.A., Colby T.V., Chen Y.Y. et al. Pulmonary
Langerhans' cell histiocytosis: Molecular analysis of clonal-
ity. Am. J. Surg. Pathol. 2001; 25: 630—636.

Tazi A., Bonay M., Grandsaigne M. et al. Surface phenotype
of Langerhans cells and lymphocytes in granulomatous
lesions from patients with pulmonary histiocytosis X. Am.
Rev. Respir. Dis. 1993; 147 (6, Pt 1): 1531—1536.
Glotzbecker M. P., Carpentieri D.F., Dormans J.P. Langerhans
cell histiocytosis: A primary viral infection of bone? Human
herpes virus 6 latent protein detected in lymphocytes from
tissue of children. J. Pediatr. Orthop. 2004; 24: 123—129.

18.

19.

20.

21.

22.

23.

24.

25.

26.

27.

28.

29.

30.

31.

32.

33.

Slacmeulder M., Geissmann F., Lepelletier Y. et al. No asso-
ciation between Langerhans cell histiocytosis and human
herpes virus 8. Med. Pediatr. Oncol. 2002; 39: 187—189.
Youkeles L.H., Grizzanti J.N., Liao Z. et al. Decreased to-
bacco-glycoprotein-induced lymphocyte proliferation in
vitro in pulmonary eosinophilic granuloma. Am. J. Respir.
Crit. Care Med. 1995; 151: 145—150.

Nouri-Shirazi M., Guinet E. Evidence for the immunosup-
pressive role of nicotine on human dendritic cell functions.
Immunology 2003; 109: 365—373.

Dauriat G., Mal H., Thabut G. et al. Lung transplantation for
pulmonary langerhans' cell histiocytosis: A multicenter
analysis. Transplantation 2006; 81: 746—750.

Fartoukh M., Humbert M., Capron F. et al. Severe pulmo-
nary hypertension in histiocytosis X. Am. J. Respir. Crit.
Care Med. 2000; 161: 216—223.

Juvet S.C., Hwang D., Downey G.P. Rare lung diseases III:
Pulmonary Langerhans' cell histiocytosis. Can. Respir. J.
2010; 17 (3): 55—62.

Seaman D.M., Meyer C.A., Gilman M.D. et al. Diffuse cystic
lung disease at high-resolution CT. Am. J. Roentgenol.
2011; 196 (6): 1305—1311.

Housini 1., Tomashefski J.F.Jr., Cohen A. et al. Transbron-
chial biopsy in patients with pulmonary eosinophilic granu-
loma. Comparison with findings on open lung biopsy. Arch.
Pathol. Lab. Med. 1994; 118 (5): 523—530.

Kambouchner M., Basset F., Marchal J. et al. Three-dimen-
sional characterization of pathologic lesions in pulmonary
langerhans cell histiocytosis. Am. J. Respir. Crit. Care Med.
2002; 166: 1483—1490.

Chun-hua L.I.N.G., Cheng J.I., Raymond D.P. et al.
Uncommon features of pulmonary Langerhans' cell histio-
cytosis: analysis of 11 cases and a review of the literature
Chin. Med. J. 2010; 123 (4): 498—501.

Schonfeld N., Frank W., Wenig S. et al. Clinical and radio-
logic features, lung function and therapeutic results in pul-
monary histiocytosis X. Respiration 1993; 60: 38—44.
Ng-Cheng-Hin B., O'Hanlon-Brown C., Alifrangis C. et al.
Langerhans cell histiocytosis: old disease new treatment.
Quart. J. Med. 2011; 104: 89—96.

Matsuki E., Tsukada Y., Nakaya A. et al. Successful treat-
ment of adult onset Langerhans cell histiocytosis with
multi-drug combination therapy. Intern. Med. 2011; 50 (8):
909-914.

Mendez J.L., Nadrous H.F., Vassallo R. et al. Pneumothorax
in pulmonary Langerhans cell histiocytosis. Chest 2004;
125: 1028—1032.

Chaowalit N., Pellikka P.A., Decker P.A. et al. Echocardio-
graphic and clinical characteristics of pulmonary hyperten-
sion complicating pulmonary Langerhans cell histiocytosis.
Mayo Clin. Proc. 2004; 79: 1269—1275.

Feuillet S., Louis L., Bergeron A. et al. Pulmonary Lan-
gerhans cell histiocytosis associated with Hodgkin's lym-
phoma. Eur. Respir. Rev. 2011; 19 (115): 86—88.

Undopmaumsa 06 aBTopax

BoviTkoBckas KceHns CepreeBHa — KnvHudeckuin opauHatop Grey "HUU
mopdonorum yenoseka” PAMH; e-mail: ksusha-voi@yandex.ru

YepHsieB AHApesi JIbBoBuY — . M. H., Npod., B. H. C. TaBOPaTOPUN KINHK-
yeckoi mopdonorum ®rey "HUU mopdonormum venoseka” PAMH, 3aB. oT-
nenom natonorun OBY "HNW nynsmoHonorun™ ®MBA Poccun; Ten.: (495)
465-53-84; e-mail: cheral12@gmail.com

MocTtynuna 17.12.12
© KonnekTns aBTopos, 2013
YAK 616.24-006.443

94

Mynbmoxonorus 1'2013



