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U.3. CTtenaHAH

B craTthe paccmarpuBaeTcs peikoe 3aboJsieBaHNe — JIAHT€PraHCOKJIETOUHbBIH I'MCTUOUTOS, XapaKTepU3yoIuiica oopa-
30BaHUEM XapPaKTEePHbBIX I'PAHYJIEM U KUCTO3HBIM IIOPAKEHUEM JIETKUX . BrITOJIHEH 06030p MUPOBOIL INTEPATYPHI, IIOCBS-
IIeHHOH IIaTOTeHe3y, KINHNUYECKUM IIPOABIEHUAM, JUATHOCTUKE U JIEUEHHIO HTOT0 3a00IeBaHUA.

KaroueBsie ciroBa: JIaHI‘epI‘aHCORJIeTO‘IHLIﬁ TUCTHUOIIUTO3, 'PAaHyJIEMBI, KJIETKN JIaHreprcha.

T'uctuonuTos us Kiaerok Jlanreprauca, wUin JiaH-
repraicokJaeTouHbIi ructuonuTos (JIKT') onpenens-
0T Kak sabojieBaHUe, o0yCJIOBJIEHHOe mpoJsudepa-
el KJeToK Jlanrepramca u mIpoABJAoieecsa oopa-
30BaHIEM XapaKTePHBIX I'PaHyJieM B OZHOM WJIU He-
CKOJIbKUX opranax. Knerku Jlanrepramnca sBasioTCA
KOKHBIMU JAeHIPUTHUYECKUMU (AHTUTeHIIPEe3eHTUPY -
IOIITUMM) KJIETKaMU CUCTeMbI MOHOHYKJIeapoB [1].

BnepBbie TepMuH “TUCTHONUTO3” IIPUMEHUIU
L. Lichtenstein u H.L. Jaffe B 1944 r. Ouu xe B
1953 r. mpemyoKuam O0beAUHUTL Pa3JUYHBIE IIO
nposaBJaeHUAM U TeueHUIo 6osiedHu Xenpa—Illrou-
nepa—Kpucuena, Ao6ra—Jlerrepepa—CuBe u 303u-
HOMUJILHYIO TpPaHyJeMy IOJ OOIIMM Ha3BaHUEM
“ructuoruro3d X” [2]. OcHOBOI 1A O00BbEAUHEHU
mepevyrcaeHHBIX 00/Ie3HeH ABUIach OOIIHOCTE KJe-
TOYHOI'O COCTaBa TPaHyJieM, B KOTOPBIX OOHAPYIKU-
Banu KJyeTku Jlamrepramca. CeMbaecaT JieT cylie-
CTBOBAHUA MOHATHUS O THUCTUOIIMTO3aX OKAa3aJNCh
HEJOCTATOUHBIM CPOKOM J[AJIsI YCTAHOBJIEHUS IIPU-
POJBI ¥ MIPUYUH BO3HUKHOBEHUS ONHOI'O U3 HUX —
JIKT. luckyccusa MeKAy CTOPOHHUKAMU UMMYHO-
peakTuBHO# mpupoxasl JIKI', ¢ ogHOI CTOpPOHBI, U
OITyXO0JIeBOH — C APYTroii, MPOAOJKAETCA MHOTO JIEeT.
B mocienHue roabl MoiyyeHbl HOBbIE CBUAETEIbCTBA
B II0JIb3Y MOHOKJIOHAJBHOM, T.€. HEOIIJIACTUYECKOMN
npoaudepanuu MoHOHYKJeapoB mpu JIKI, mHaii-
JeHbl UMMYHOIIUTOXVUMUUYECKNE PA3JIUUYUA MEKIY
IBYMs BUZaMU KJeTOK JlaHrepraunca — HOpMaJbHBI-
MU KOKHBIMU JEHIPOIUTAMU U KJIETKaMU, BBISIB-
JsIeMBIMH B IIOPaKeHHBIX opraHax [3—17].

JlaHTepraHCOKJIEeTOUHBINM TMCTUOIIUTO3 — PEeAKOoe
3aboJsieBaHue. [IpUBOgAT JaHHBIE O €70 PaCIIPoCcTpa-
HeHHOCTHU, paBHoit 0,27 : 100000 Hacenenusa. Xa-

HUrops Ivuasesnuy CremanaH — mpodeccop, Bei. Hayd.
corp. orpesna guddepeHnuaIbHON ANATHOCTUKH TYOEPKY-
Jle3a JIETKUX M 9KCTPAKOPIOPAIBHBIX METOAOB JIEUEHUS
ITenrpansaoro HUU Ty6eprynesa PAMH, Mocksa.
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PaKTepHBIT BO3PACT B3POCJbIX HamueHToB ¢ JIKT —
20-40 jyer. 1o HeLaBHETO BPEMEHU CUNTAJOCH, YTO
JIKT GoseroT mpenMyIIeCTBEHHO MOJIOIbIe MYKUM-
HBI, OAHAKO B MyOJUKAIIUAX MOCAETHUX JIET IIPUBO-
IAT TaHHBIE 00 OAMHAKOBOI YaCTOTE BCTPEYaeMOCTH
3aboJieBaHUs CPeOU IIpeAcTaBuUTeJNieli 000ero moja
[8, 9].

T'mcTmonurapHbie rpanyieMbl 1 KUCTHI Ipu JIKT
Y B3POCJIBIX MOT'YT 00Pa30BBIBATHCS B IIJIOCKUX KOC-
TAX, KOKe, MATKUX TKaHAX, 3aJHell moJse rumodu-
3a. ITopaskeHue JIerKUX 4Yallle BCEr0 BCTpedyaeTcsd y
narnuenToB ¢ JIKT, u B To ke Bpemsa JIKI — exun-
CTBEHHBI!I T'MCTHUOIIUTO3, MPU KOTOPOM BO3MOYKHO
M30JIMPOBAHHOE MMOPaKeHUe JIeTKUX.

JlaHTepraHCOKJEeTOUHBIA THUCTUOIIUTO3 OTHOCHT
K Tak HasbIBa€MbIM 3a00JI€BAHUSIM, OO0YCJIOBJIEH-
HBIM KypeuueM (smoking-related diseases). Voe-
IUTEeJNIbHBIMI apryMeHTaMu B moJiba3y cBasu JIKT ¢
KYpeHHeM CJIYsKaT CTATUCTUUECKUe TaHHBIE O TOM,
uro cpenu 60abHBIX JIKT Gosee 90% sBaAOTCA KY-
PUJIBIUKAMU; U3YUYEHBI KJIETOUHbIE U MOJEKYJIAP-
Hble MeXaHM3MbI aKTUBAIIUU MaKpodaroB HUKOTHU-
HOM ¥ APYTMMHU KOMIIOHEHTaMu TabauyHOTO JbIMa.
B pesynbrare msyueHuUs BceX NAHHBIX O POJU K-
perusa B renese JIKI' BosHUKaeT pe30HHBINT BOIIPOC:
ecJay WHTEHCUBHOEe KypeHue — TJIaBHAs NPUYUHA
passutusa JIKT, To mouemy Impu MaccoBOM PacHpo-
CTpaHeHUU KypeHus B oOIlecTBe 3TO 3aboJieBaHUE
Tak peakKo BcTpeuaercsi? Hawubosiee BepOATHBIM
MOXKHO CUUTATH MPEAIOJI0MKEeHNe, UTO BPeIHOe BO3-
IelficTBUe KypeHUs peanusdyercs IpoJiudeparimeit
KJieTOK JlaHrepraHca y JIUI[ C PeAKOH reHeTuYecKu
00yCJIOBJIEHHO! IIPEeAPAaCIIONIOKEHHOCThI0 K 000~
HOM mposaudepanuu (B oTamure oT 6oJjiee UaCTOM
IPeIPaCIOIOKEeHHOCTH IIPYU XPOHUYECKOM 00CTPYK-
TUBHOU 00JIe3HM Jerkux). MHOTOKPATHO IIOKa3aHo,
YTO OTKAa3 OT KYPEHUsI CIIOCOOCTBYET 6JI1aroIpusTHO-
my Teuenuio JIKT [10]. B To sxe BpeMsa pe3yabTaThl




IIPOCTIEKTUBHOTO MCCJIEJOBAHUA, KOTOPOE BKJIIOUA-
Jgo 77 mamuenTos ¢ JIKIT', HabaogaBIInxca Ha IPo-
TsaKeHUN 9 JieT B KIMHUKAaX 'epManum, CBUAETEIb-
CTBYIOT O TOM, UTO OTKAa3 OT KYPeHUsA He BJIUAJ Ha
TeueHue 3abosmeBanusd [11].

Hapany co MEHOrMMU HepelnleHHBIMU U CIIOPHBI-
MU BOIIPOCAMM, COXPAHAIIIMMUCA B OTHOIIEHUU
JIKT', Ob1I1M JOCTUTHYTHI 3aMEeTHBIE YCIIeX! B U3yue-
HUU IPOABJIEHUMH, TeueHUs 3a00/IeBaHUs U ero aua-
THOCTUKE.

JlaHTepraHCOKJIEeTOUHBIA THUCTUOIUTO3 JETKUX
MOKeT HaUYMHATbCSI OECCUMIITOMHO Ju0OO IIPOSAB-
JAThCA HecHmenu(PpUUECKUMU CHUMIITOMaMU: YIIOP-
HBIM HEIIPOAYKTUBHBIM KaIljaeM 1 oAbImKoi. [Ipu-
mepHO ¥ 20% manueHTOB B [e0i0Te pasBUBAETCS
CIIOHTaHHBINI THEBMOTOPAKC.

BaxkHas posib B yCTAHOBJIEHMM OUArHO3a MIPU-
HaIe:xuT KoMmibioTepHoi ToMmorpaduu (KT) opra-
HOB rpynHoi Kiaetku (OI'K) BbIcoKoT0 pasperieHus.
Ha pamnux cragmax JIKT B JIerKux BBIABIAIOTCA
MeJIKOOYaroBas JUCCEMUHAIUSA WM MHOYKECTBEHHBIE
MeJIKue KHUcCThI (puc. 1, 2), IIOCTEeIIeHHO JucceMuHa-
nua cMeHsercsa TuG@Py3HON KMCTO3HOU TpaHCchOp-
MaIyen JerkuX, KUCThI YBeJIUUNBAIOTCA U MOTYT JO-
cTUTaTh pa3dMepoB 1—2 cerMeHTOB JieTKoro (puc. 3).

XapakrepubiMu mias JIKI nerkmx (yHKIIMO-
HAJbHBIMU HM3MEHEHUAMU SBJISAIOTCA PECTPUKTUB-
HbIe PAacCTPOMCTBA BEHTUJIAIUU, YACTO COUYETAIO-
IUecss ¢ HAPYIIeHUSMU IPOXOJMMOCTH OPOHXOB
u 1udOY3UOHHON CIIOCOOHOCTHU JIETKUX IO OKCHUIY
yraepopa (Di ), AnanasoH BBIPaKEHHOCTH KOTO-
PBIX IIIMPOKO BapbupyeT. Ha mo3gHUX cTagmax mo-
pa'keHUA JEeTKUX MPUCOEINHAIOTCA T'UIIOKCEMUYe-
cKasA AbIxaTesibHAsA HEeZOCTATOYHOCTL W JIETOUHAasa
apTepuaJibHaA TUIIEePTEeH3UA.

Huaruos JIKT M0OXXHO ¢ BBICOKOM BEPOATHOCTHIO
npexanoJsarath B cayuasax BeiagBieHua Ha KT OI'K
Y MOJIOABIX KYPANIUX JIOAell pacrupocTpaHEeHHBIX
KHUCTOBHBIX W3MEHEHUHA B JIETKUX. BeposaTHOCTH
nuarrosa JIKT Bospacraer mpu HaJIUUYUU y HaI[UEeH-
TOB KUCTO3HBIX M3MEHEHUI U I'PaHyJeM B IIJIOCKUX
KOCTsX, HecaXxapHoro auabera, 9pUTeMaTO3HbIX 13-
MeHeHu# Ha Koske. Humarmos JIKIT' moarBep:kgaioT
pe3yabTaTaMy XUPYPruuecKo OMOICcuM mopaskeH-
HBIX OpraHoB. B OmuomraTax BBIABIAIOT I'PAHYJIEMBbI
u3 KJeTok JlaHrepramca, MakpodaroB, TUCTHUOIIY-
TOB 1 903WHO(DUIBHBIX I'PaHYJIOIUTOB (puc. 4, 5).

XapaxkrepubiMu aasa JIKI' aBasgioTcsa ITOJI0XKHU-
TeJIbHbIe MMMYHOTHUCTOXMMUYECKIe PeaKI[uy Ha MO-
HOKJIOHAJILHBIe aHnTUTesna CD1a, CD207 (1anrepuH)
U BBIsIBJIeHHWE TeJiell Bupbexka B KJyeTkKax JlaHrep-
raHca IIpu 3JeKTPOHHON MUKPOCKONIUU. BronTaTsl
JIETKUX, MOJyUYeHHbBbIe TPU OPOHXOCKOIUU, U OPOH-
X0aJIbBEOJIAPHBIN JaBak MeHee WH(MOPMATUBHBI
IIPU UCCJEeLOBAHUU, YeM MaTepruaj XUPyPrudecKoi
ouomcuu.

Puc. 1. MHOKeCTBeHHBIE 0YarOBOIIOA00HbBIE TEHU 1
MeJIKUe KUCTHI B JIETKUX Ha paHHen craguu JIKT.
3aecs 1 Ha puc. 2, 3: pparmenT KT OT'K.
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Puc. 3. Kucrosunaa tpaHchopmamus JETKUX Ha
nosguei craguu JIKT.

Huddepennuanbuyio auarnoctukry JIKI' mpo-
BOOAT C APYruMu 3a00JieBAHUSIMU, COIIPOBOMKAATO-
IMUMUCA KHUCTO3HOIN MJIM IICEeBAOKUCTO3HOI TpPaHC-
dopmarueit JIeroyHoil TKaHU, B IIEPBYIO Ouepenb C
aumdanruoneiiomuomarosom (JIAM) (Tabiuiia), a
TaKkKe C UAMOMATUUYECKUM JErodyHbIM (Gudbposom,
GuOPOSUPYIONIUMY aJTbBEOJUTAMU, KaK HUAMOIA-
TUUYECKUMU, TaK U NPU 3a00JEeBAHUSAX COETUHU-
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Puc. 4. I'panynema B Tkanu jgerkoro. X100. 3zecs u
Ha pHC. 5: MaTepual XUPpyprudecKkoii 6uoncuu jer-
koro. OKpacka reMaTOKCHUJINHOM U D03HOM.

.‘.-.-’.,_;:.“. .'_I‘.
Puc. 5. Knerxku Jlaureprauca B rpanysieme. x400.

TeJILHON TKaHU, XPOHUYECKUM I'UIIePCEeHCUTUBHBIM
THEeBMOHUTOM, CAPKOUI030M B CTAAUMU “COTOBOTO”
JIETKOT0; JUMQMOUIHON HHTEPCTUIIUMAJIBbHON ITHEB-
mouwueit npu 6osnesru Illerpena u CIIWe; nenTpu-
J00ynsApHOM smpusemoii. B muddepeHnaabHOM
IVMarHOCTUKEe MepeuncIeHHBIX 3a00IeBaHUil B 3HA-
YUTEJHHOI CTEIeHU IIOMOTAIOT TI[aTeJbHOe U3yde-
HUe aHaMHe3a U MMOUCK XapaKTePHbIX BHEJETOUHBIX
nopakeHuii. [lmaHupoBanue 6UONICUU JIETKOTO CJe-
IyeT MPOBOAUTH C yUACTHEM JIYUEBBIX TUATHOCTOB,
IaTOJIOTOB U TOPaKaJbHBIX XUPYProB IJsA BbIOOpA
ONITUMAJLHOTO YUaCTKa JIETKOT0, YTOOBI Pe3yJIbTaT
6ouoncuu okasajyica mHMpopMaTuBHBIM. [{oob6caemo-
BaHMe ¥ BepUDUKAIUIO fUarHo3a y MaIlueHTOB C I10-
nos3peHneM Ha Jifo0ble “penkue” 3a00aeBaHU TIPe -
MMOYTHUTEJHHO OCYIIECTBJIATh B IEHTPaX, IJe HaKoO-
ILJIeH OIBIT Pa6OThI B MOAOOHBIX cuTyanuax [12, 13].

B kaunuke Ilentpansaoro HUM TybGepkysiesa
PAMH 3a 30 jer Mbl Habgoganu 28 maireHTOB C
JIKT'. BosbmuHCTBO 13 HUX (22) COCTABUIN MY KUU-
HBI, 1 60Jiee mo10BUHBI (15) HUKOTAA He Kypuiu. Bos-
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pacT marueHTOB BaphbUpPOBAJ B AmamasoHe oT 18 mo
50 Jset. Bo Bcex ciayuasix [uartos ObLI TOATBEPKAEH
pesyabTaTamMu OUOIICUY JETKUX, KOMKU WU KOCTHOMN
TKaHu. V30IMpOBaHHOE ITOpPasKeHUe JIEeTKUX HMEJIO
mecTo B 18 cayuasx. BHesierounble JIOKaJIM3aIuu
JIKT ObLIU CIIeAyIONINMU: ¥ 5 IMaleHTOB — B KOCTAX
CBOJIa ueperia, YeJIoCTAX, pedpax v MO3BOHOUHUKE, Y
1 mamueHTa 0TMEYaJI0Ch IOPaKeHue KoKu, y 6 — mo-
paskeHue rumodusa, IPUYeM BO BCeX CIydasxX Heca-
XapHBIH quabeT pasBUJICA IIOCJIe BhISBICHUS ITPOIEC-
ca B JIETKUX. ¥ OJHOTO U3 IMAI[eHTOB HAOJIOLATIOCH
COUueTaHHOE ITOpakKeHue JIeTKUX, KOXKU U KOCTelt, y
JIPYToro — JIeTKUX, KocTel u runodusa.

HenpoayKTuBHBIN KallleJb W OABINIKA IIPU HAa-
rpyske ObLIM HauboJiee YaCThLIMU CHUMIITOMAMU.
V¥V 8 nmamueHTOB 3a00JieBaHEe HAUMHAJIOCH OECCUMII-
TOMHO U BBISIBJISJIOCH IIPU IIJIAHOBBIX WJIU IT€JE€BBIX
obcinegoBanuax. B 13 us 28 cayuaeB oTCyTCTBOBAJIN
usaMeHeHusA (OPCUPOBAHHON KUB3HEHHOH €MKOCTH
nerkux (PKEJ), B 15 — o6bema (hopcupoBaHHOTO
BbI0XA 3a 1-10 cexynny (OPB )us2u3z 18 - Dy, .

YeTbIpHAAIIATY IAIMEHTAM C IPEUMYIIIEeCTBEHHO
OUYaroBBIMU U MEJKOKHCTO3HLIMY W3MEHEHUSAMU B
gerkux Ha peHTreHorpammax u KT OT'K 6b11u HasHa-
YeHBI CHCTeMHBIe TIJIIoKoKopTurocTepouabl (I'KC)
B nose 20—30 mr npemumusosiona. Caycrsa 2—3 mec y
HUX OTMEYaJoCh YMEHBIIIeHe JUCCEeMUHAIIUY U WH-
TePCTUIINATBHON NHPUILTPAIINY B JIETKUX. ¥ 2 Ma-
I[UEHTOB ¢ KPYIHBIMU chOPMUPOBAHHBIMU KUCTAMU
B JIETKUX uepesd 1—2 mec mocye HauaJia npuema 'KC
Ha0JII0IAI0Ch UCTOHUEHNE CTEHOK KHUCT 1 BOSHUKAJIU
TMOBTOPHBIE CIIOHTAHHBIE ITHEBMOTOPAKCHI, UTO JaJI0
HaM OCHOBaHNE B JAJbHEUIIIeM OTKa3aThCs OT IIPHU-
menenus: KC y mamueHToOB ¢ KPYIHBIMU KUCTaMU B
Jerkux. [lamueHTam ¢ BLISIBJIEHHBIMY HAPYIIIEHU MU
npoxopumoctu 6porxoB (OPB, /PIKEIL <0,7) nazHa-
yaju OPOHXOAMJIATATOPHI AJUTEJIBHOTO AeHCTBUA:
AHTUXOJUHEPTUKY, arOHUCTHI [3-apeHOPeIerTOPOB
J00 KOMOMHAIIMIO IIperapaToB obemx rpymmn. Ha-
JUYMe CTONKON THUIOKCEeMUYECKON AbIXaTeIbHON
HEJOCTATOUHOCTHY ¥ 3 IAIlUeHTOB ABUJIOCH ITOKa3a-
HUEeM [AJIs TPOBelNeHUsA IJUTEJbHON KUCJIOPOAOTe-
panuy B AOMAIIHUX YCJIOBUAX C MCIIOJb30BAHUEM
KOHIIEHTPATOPOB KUCJI0POa.

OauTenbHOCTh HAOMIOJAEHUA 3a MAIUeHTaMU CO-
cTaBuia oT 3 10 22 jeT. 3a Mepuos HAOJIIeHnua Y
IBOUX HEe KYPUBIIHUX MTAI[UEHTOB OTMeUYeHa CIIOHTAH-
Has perpeccusi usMeHeHuil B Jierkux. Hapacranue
KuctosHoi Tpanchopmanuu jgerkux Ha KT OT'K u
mporpeccupyioliiee CHUMKeHHUe MoKasaTeaeill PyHK-
AU BHEIHEro AbIXaHusA (IPeuMYIIeCTBEeHHO 3a
CUeT YXYAIIeHUus OPOHXUAJIbHON MPOXOAUMOCTU U
D, ) umeno mMecTo y BCeX KYPUBIIMX MAI[MEHTOB.
VYV pdAna manumeHTOB TeueHUe 0OJIe3HU IIpeTeplieBa-
JIO He3aKOHOMEPHbIe N3MEeHeHUA: HalIpUMeD, IOCIe
HEJI0JITOTO Mepro/ia MPOrPecCUPOBAHUA CIIOHTAHHO
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HacTymaja cTabuamsanus, Ju6o mocjie HECKOJIbKUX
JIeT OTCYTCTBUSA NUHAMHUKU W3MEHEHUIN B JIETKUX
OHM 3aMeTHO HapacTajgu 6e3 IBHOU MpPUUYUHBI. Tpu
manueHTa yMepJu OT MPOrPEeCCUPOBAHUSA JIETOUHO-
cepAevHOI HeIOCTATOYHOCTH.

Takum o0pasoM, HAIIl OIBIT CBUIETEJILCTBYET O
6osiee uactoMm BeiABIeHUU JIKT JIerkux y MOJIOABIX
MY’KUUH, HE TOATBEPKIAaeT I'UII0Te3bl O BOSHUKHO-
BeHUU 3a00JIeBaHUSA MMPEUMYIIECTBEHHO Y KYPUJIb-
IIIUKOB, HO YKa3bIBAaeT Ha 3aMeTHOe HeOJIarompusT-
HOe BIUSAHUE KypeHus Ha Teuenue JIKT.

Jleuenne JIKT mo cux mop He paspaboTaHO, UTO
00yCJIOBJIEHO OTCYTCTBMEM [JOKa3aTeJbHOIl 0ashl.
ITomrbITKa BBIPAGOTKU COTJIACUTENBHBIX PEKOMEH-
Iaiuii mo o0IeMy ILIaHy JIeYeHU B3POCJIBIX Halli-
eutos ¢ JIKT 6n1y1a npegnpunasaTa 8 2013 r. rpynmoii
skcmepToB moj srunoii Euro Histio Net (A reference
network for Langerhans cell histiocytosis and
associated syndromes) [14]. B sTux pekomeHzamu-
AX ToguepKkuBaercs, uTo geuenue JIKT y Bapocibix
ManueHTOR IPUHIIUINAIBHO OTJIUYAETCA OT ero
Jedenus y pereii. Ilogxon K JieUeHUIO OIIpeaessieT-
csA PacIpPOCTPAaHEHHOCTHIO MopakeHus (3aTPOHyTa
OfHA WJU HECKOJbKO CHUCTE€M OpraHmsMa), BOBJIE-
YeHHWEeM B IIpoIliecc “KPUTHUUYECKHX OPTraHOB”, UTO
co3JaeT yrpo3y ;KU3HU MMaIueHTa, a Tak:Ke HaJIudu-
€M IPU3HAKOB aKTUBHOCTU U XaPaKTEePOM TeUeHU s
3aboJieBaHM’A.

ILnan nTeyeHUA OJI TAITMEHTOB C U30JIMPOBAHHBIM
aerounbiM JIKT' HamHOrO mpoime, ueM IJ1s 60JbHBIX
C MyJbTHUOPTaHHBIMY IIOPAKEHUAMU. Be3yCcJI0BHBEIM
I1aroM IrocJjie ycTaHoBJIeHuA auaruosa JIKT serkux
IOJI’KEH CTaTh OTKAa3 IalleHTa oT KypeHus. Habuio-
neHue 6e3 MeIUKaMeHTO3HOTO JIeUeHU MOKET OBbITh
MIPOOJI?KEHO B CJIyUasiX MaJOCUMIITOMHOI'O WU Oec-
CUMIITOMHOTO T€UeHUs N30JIUPOBAHHOI'O JIETOYHOTO
JIKT'. Hasmnuue BbIpaskeHHBIX CUMIITOMOB SBJISETCS
OCHOBaHUEM 14 HasHaueHus cucreMHbIX ['KC B Ha-
vaJabHOU f103e 1 MI'/Kr/cyT Ha 1 Mec ¢ ToCc/IeIyIOIUM
IJIATEJbHBIM IIOCTEIIeHHBIM YMEHbBIIIEHUEeM [TO3HI.
IIpu mporpeccupoBaHuY 3a60JI€BAHNS U BOBJIEUEHUN
HECKOJIbKUX OPraHOB Ha3HAYalOT XUMUOTEPAIINo
(2-xJI0pOIEOKCHAIeHO3WH, ITUTAPAONH, WHIMOUTO-
PBI TUPO3WHKWHA3bI, KOMOMHAIINA BUHOJACTUHA U
mpenuu3osiona). Ilepeq mpuHATHEM PeIlleHus O Ha-
yaJie JieueHus1 HeoOXoAuMa TIaTeJ bHasd OIleHKa CO-
OTHOIIIEHUSA OKUIAeMOIl MOJIb3bl M BO3MOKHBIX He-
0J1arOIPUATHBIX ITOCJEACTBUI IpueMa MpernapaTos.

IloMuMO OIEHKW BBIPAYKEHHOCTH U XapakTe-
pa teuenusa JIKI ciaemyer mOMHHUTH O BOBMOYKHBIX
ocJIoyKHeHUsAX. [Ipy pasBUTUU CIHOHTAHHOTO ITHEB-
MOTOpaKca TpedyeTcs JpeHUpPOBaHUE ILJIeBPAIbHOMN
IMOJIOCTH U, BOBMOYKHO, TOpaKockomnusd. I[Ipu mpuco-
eINHEeHUN PecIupPaTOPHO! MHOEKINN HasHAYaAIOT
aHTHOaKTepUaJbHyIl0 Tepanuio. TsiKesasa THUIIO-
KceMuuecKasl IbIXaTeJlbHas HeIOCTATOYHOCTb SB-

Iuddepernnansaaa guarsoctura JJAM u JIKT

Ipusnaku JAM JKT
ITox WHeHmuHEL My:xamHBI =
= JKEHIIMHEI
Bospacr, rozsr |~30—40 mpu cnopaguueckom, | 20—40
00J1ee MOJIOZOM
npu TY0EPO3HOM CKJIEPO3e
Kypenue He urpaet poin Wwmeer BaskHOE
3HAUEHIE
Crnonranuerii | XapakrepeH XapaxTepeH
ITHEBMOTOPAKC
Kpozso- XapakTepHO HexapaxrepHao
XapKaHbe
IIneBpanpHEIH | XapakTepeH Hexapaxrepen
BBIIIOT
Breserounbie | AHTHOJUIIOMBI TOYEK, HecaxapHbrit
NPOSBIEHUSA | MEHUHTHOMEI, nuaber, mopakeHue
BHYTPUOPIOITHAS IJIOCKUX KOCTelH,
auMpageHonaTHS KO
Mopgomorus |Cromrenus T'ucTuonurapHbIe
[JIaJKOMBIIIEYHBIX KIETOK |TPaHyJIEeMBI
B QJIbBEOJIAPHOI CTEHKE U KHACTHI
NmmyHo- AXTUH rIafKuX MBIIIII, MoHOKI0HAIBHEIE
THCTOXMMHUS | MOHOKJIOHAJIbHEIE aHTUTeNa |anTuTena CDla,
HMB45 CD207

JIsieTCsI OCHOBaHUEM [JIfd IPOBENeHUS IJIUTETbHOM
KHCJIOPOAOTEePanui, KOHTPOJb JIETOUHOM THUIIep-
TEeHSUU JOCTUTaeTCAd IyTeM MpueMa aHTAaTOHUCTOB
SHAOTeJNHA-1, aHAJOTOB MPOCTAIIUKJINHA WJIU WH-
rubuTopoB (ochoauacrepasnbi-5 [15, 16]. ¥V wactu
6osbHBIX JIKT BeaemcTBue mporpeccupoBaHUSA KHC-
TO3HOII TpaHCHOPMAIUY JETKUX BOBHUKAET He00X0-
IUMOCTH B UX TPAHCIIJIAHTAIIUU.

Ycranosinenue npupoasl JIKT ocraercs BaskHe-

IIIUM BOIIPOCOM, OTBET Ha KOTOPLIH OyAeT olpene-
JIATH HAIIPaBJIEHUA JIEUEHUS dTOTO PeIKOr0o U Helo-
CTATOYHO U3YYEHHOTO 3a00I€BaHNUA.

[uy

Cnucok nutepaTypbl

Bechan G.I. et al. // Int. Rev. Cytol. 2006. V. 254. P. 1.
Gonzalez C.L. et al. // Oncology (Williston Park). 1990. V. 4.
P. 47.

Willman C.L. // N. Engl. J. Med. 1994. V. 8. P. 154.

Chilosi M. et al. // Leuk. Lymphoma. 2014. Mar 10. [Epub
ahead of print].

Abla O. et al. // Cancer Treat. Rev. 2010. V. 36. P. 354.
Badalian-Very G. et al. // Annu. Rev. Pathol. 2013. V. 8. P. 1.
Yousem S.A. et al. // Chest. 2013. V. 143. P. 1679.

Mason R.H. et al. // Thorax. 2014. [Epub ahead of print].
Aydogdu K. et al. // Tuberk. Toraks. 2013. V. 61. P. 333.

. Vassallo R., RyuJ.H. // Clin. Chest Med. 2012. V. 33. P. 165.
. Schonfeld N. et al. // Sarcoidosis Vasc. Diffuse Lung Dis.

2012.V.29.P.132.

. Tazi A. // Eur. Respir. J. 2006. V. 27. P. 1272.
. Juvet S.C. et al. // Can. Respir. J. 2010. V. 17. P. e55.
. Girschikofsky M. et al. // Orphanet J. Rare Dis. 2013. V. 8.

P.72.

. Fukuda Y. et al. // Eur. J. Prev. Cardiol. 2013. Jul 29. [Epub

ahead of print].

. Held M. et al. // Dtsch. Med. Wochenschr. 2013. V. 138.

P.524.

MpakTuyeckas nyabmoHonorus | 2014 | Ne 1




