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The article describes the clinical case of Langerhans cell histiocytosis with lesions in lungs and flat bones in a 40-year-old smoker. During 4 years,
all stages of the disease were followed. The diagnosis was made basing on the results of thoracoscopic lung biopsy. Treatment with a cytostatic drug
and smoking cessation resulted in positive X-ray changes.
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[MCTHOIMTO3BI TPEACTABIISAIOT COOOM FeTEPOTeHHYI0  IOCTOBEPHO CBsi3aHa ¢ KypeHuem Tabaka [6, 12, 17].
rpyriny 3a00JieBaHIi, OCHOBO! KOTOPBIX SIBJIsSTETCs aHo-  [[o maHHBIM JUTepaTyphl, HanboJee 4acTo TMePBHIMU
MaJIbHasT aKKYMYJISIIHST IEHPUTHBIX KI€TOK, Makpo-  skamobamut ipu ['KJI sBJISTIOTCST HEMTPOIYKTHBHBIN Ka-
(baI‘OB iy IMpoOn3BOAHBIX MOHOIIMTOB B Pa3JIMYHbBIX 1eJib 1 O/AbIIIKA. m MOTYT COITyTCTBOBATH )Ka]IO6bI Ha
TKaHaXx [1]. ¢s1ab0CTh, TOJTOBOKPY KEHNUE, TOITHOTY, TIOBBIIIEHHYIO

Ob6ectBo ructronuto3os (Histiocyte Society) Bbl-  HOYHYIO TIOTIMBOCTD, TMXOPA/IKY. [[puMepHO TosIoBIHA
JeJIsieT 5 TPYIIT JAHHOM TTAaTOJIOTHN: THCTHONUTO3 u3  caydaeB jierounoro I'KJI mporekaer 6ecCUMITOMHO
kietok Jlanrepranca (I'KJI), KOXKHBIN 1 CIM3UCTO-KOXK-  WJTH CO CTEPTON KIMHUYECKON KapTUHOM, 4TO 3aTpy/I-
HBIA TUCTUOIMTO3, 3JI0KAY€CTBEHHbBIE TUCTUOIMTO3bI, HAeT JUarHOCTUYEeCKUI IIOUCK, OCOOEHHO IIpU OTCYT-
6osie3anb Poszan — J/lopdmana u remodaronutapubiii  CTBUM H3MEHEHUN HA PEHTTEHOTPAMMAaX OPTAHOB IPY/I-
JUM@POTUCTHOIIUTO3, K KOTOPOMY TaKyKe€ OTHOCUTCS  HOM KjeTku [2, 5, 12, 17]. ¥V He3HAYNTENHHOTO YHCTa
CHHIPOM aKTUBaIu Makpodaros [4]. Tpynma manrep-  nanuertos (okoso 10% ciaydyae) 3abosieBaHmie 0CTPO
TAaHCOKJIETOYHBIX TUCTUOITUTO30B TaKKe He SIBJSIeTCS  MaHM(pEeCTUPYET CIIOHTAHHBIM ITHEBMOTOPAKCOM [3].

oxHOpoaHON 1 o0beauusier T'KJI, mpoMesKyTOUHBbIi Ha panneii craguu gerounoro I'KJI Busyamusupy-
THCTHOIMTO3 M ¢ HeJaBHUX T0p — Gose3Hb Jpareii-  1orcest XxapakTepabie KT-naTreprbl — GuiarepasbHble,
Mma — Yecrepa [4, 7]. CUMMETPUYHBIE TIEHTPOIOOYAsIpHbIe y3eaKku oT 1 10

I'KJI — a0 opdannoe 3abosieBanue, Xapakrepusyo- 10 MM B auaMeTpe, IPEUMYIIECTBEHHO B BEPXHUX U
1Ieecst IMUPOKUM CIIEKTPOM KIMHUYECKUX MPOSIBJICHIH,  CPEHUX OT/AEax JEerKuX. Bokpyr GoJbIINHCTBA 13
OT HE3HAYNTEJbHBIX KOKHBIX 2JIEMEHTOB /IO TSUKEIBIX ~ HUX €CTh 3aT€HEHWe M0 TUIY «MAaTOBOTO CTEKJIay Kak
MOIMOPTAaHHBIX U3MeHenni [1]. TuctromnTo3 Merkux  oTpaskeHre BOCTATUTEIHHOTO TIPOIlecca B MHTEPCTH-
cocraBJisieT 3-5% OT BceX MHTePCTUIINAIbHBIX 3a6ose-  1uu [10, 11]. Y3eiKkoBbie MI3MEHEHUS PacoIaraloTCst
BaHUII JieTKuX. B GOJIBITUHCTBE CITyYaeB €ro BBISIBISIOT — Ha pacCTOSTHUH 5-10 MM OT MJIeBPaJIbHBIX TIOBEPXHO-
y miozeit B Bogpacte 20-40 ser. dtromorust TKJI Ha  creii, He pacpocTpaHsioTes B pebepHO-Inadparmaib-
CETOMHSIITHUN [eHb OCTAeTCsl Hen3BeCTHOH. YacTo-  Hble CHHYCBL. Y3€JIKH PACTIONOKEHBI IIEHTPOTOOYISIp-
ta pazsutug ['KJI He uMeeT reHiepHBIX OTJIWYNA, HO  HO W He 3aTParuBaloT MEXI0JTbKOBbBIE TIEPETOPOIKM.
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Takoit xapaxkTep pacrupeieleHUs Y3eIKOB CBSI3aH C
Jokanusainueit «munieneii» 'KJI — BerBeil Tepmu-
HaJIbHBIX 6pOHXI/IOJI " COITPOBOXKIAIOMINX UX JIETOYHBIX
apTepuil — B IIEHTPATbHOM YaCTU BTOPUYHOH JIETOTHOM
noabku (puc. 1).

Puc. 1. 3anomnenue meaxux Ooixamervivlx nymet
HCUOKOCTBIO (CAU3BIO, ZHOCM) U/ UNU KICTNKAMU
(eucmuouyumos us xremox Jlanzepzanca) npusooum

K NOA6IAEHUIO ueumpozzo@ﬂﬂpubtx 04a208 8 JIe20UHOU
mxanu [18]

Fig. 1. Filling of small airways with liquid (mucus, pus)

andy/or cells (Langerhans cell histiocytosis) results in the development
of centrolobular foci in the pulmonary tissue [18]

[MostBieHMe EHTPOTOOYIISTPHBIX 04ATOB MOJKET OBIThH
PE3yJIBTATOM U JAPYTUX TEPUOPOHXUATHHBIX HIIU TT€PHU-
BACKYJISIPHBIX 3200 1€BaHUI: HH(MEKITMOHHBII OPOHXH-
0T (BUPYCHBIN, MUKOTLJIA3MEHHBIH, TYOEPKYJIE3HBIIN ),
ACIIMPAIIUST, TUTIEPYYBCTBUTEIbHBII THEBMOHUT, OPOH-
xoanbBeosigpHas kaprmaoma ( BAP), bommkyasaprbrit
6ponxuosut (peBmaronaubiii aprput (PA), curapom
[lerpena, BUY-undexims), BaCKyIUTHI (CUHIPOM
Yapmxka Ctpocca), THIEpYyBCTBUTETHHBIN ITHEBMOHUT.
ITo nannbM uTepaTypsl, B mo3anei ctaany [KJI mpn
CHUKCHUY aKTUBHOCTH BOCTIATINTEIBHOTO MpoIecca B
JIETOYHOH TKaH! TPOUCXOIUT KUCTO3HASA TpaHchopMa-
st y3eJIKoB. By kuct BapuabesieH: OHE MOTYT ObITh
KaK IMPaBWJIbHBIMU M OKPYTJIBIMHU, TAK 1 HETPABUJIbHOM
(bopmBI — pa3BeTBIEHHBIMY, IBYX/10JIEBBIMU, B (hopme
kaeBepHoro Jjucta [11, 16, 18]. C Teuennem Bpeme-
HU TOJICTOCTEHHBIE KUCTHI (TOJIINHA CTEHOK > 2 MM)
TpaHchOPMHUPYIOTCS B TOHKOCTEHHBIE (TOJIINHA CTe-
HOK < 2 MM), GoJiee BBIPAKEHHBIMI CTAHOBSITCST 9M-
(pmzemarosnbie u3MeHeHNd 1 GOPMUPYeTCS KapTHUHA
«COTOBOTO JieTKoro» [16, 18]. Takag amHamMuka usme-
HEHWIT B JIETOYHOI TKaHU 00YCJIOBJIEHA XapaKTePOM
Pa3BUTHA MATOJOTHIECKOTO TPOIEcca, XapaKTepu3y-
IOIErOCs MOPasKEHUEM MeJKUX OPOHXOB 1 GPOHXHOJL:
TUCTHOIMTAPHbBIE TPAHYJIEMbI 0OOTYPUPYIOT TIPOCBET
BO3/LYNTHBIX MyTeH, 4TO MPUBOAUT K PACIIUPEHUIO
MeJIKUX GPOHXOB U (DOPMUPOBAHUIO TOHKOCTEHHBIX
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BO3IyXOCOMIEPKANIIX KICT. XapaKTEPUCTUKH TTPOTIecca
KHUCTOOOPA30BaHUS MMEIOT TPOrHOCTHYECKOE 3HAYEHHE.
[TpusHakamMu HeGJIATOIPUATHOTO TEYEHUST SABJISIOTCS
MHO’KECTBEHHbBIE KPYITHBIE KUCThI. ITO TOBBIIIAET PUCK
Pa3BUTHS ITHEBMOTOPAKCOB, KOTOPbIE MOTI'YT YCYTI'yOUTh
JIBIXATEJIbHYIO HE[OCTATOUHOCTD U IPUBECTH K JIETAJIb-
Homy ucxomy [11].

[Tpu GPOHXOCKOMUU MOKHO OOHAPY/KUTH JINIIb He-
crenuyecKkre TPU3HAKUA BOCTIATEHNUS, CBI3aHHbIE
C JUTUTEJIbHBIM KypeHueM. B OpOHX0aIbBeOISIPHBIX
CMbIBaX 0OHApYKUBAIOT MUTMEHTHPOBAHHBIE aJlbBe-
onsapHBIe Makpodaru u so3uHobuabl. Comep:ranne
JUMGOIINTOB, KaK MPAaBUJI0, HOPMAJIbHOE, OJHAKO CO-
otHomenne CD4,/CD8 warte Bcero cHmkeHO [9], MOTYT
OBITH OIPeIeTeHbl KJI€TOUHBIE 2JIEMEHTBI ¢ MAPKEPOM
kiretok Jlanrepranca — CD1a. [Ipn ux konenTpammm
6osee 5% muaruos sgerounoro I'KJI cumraercst mon-
TBEPIKIEHHBIM IIPU HAJTUYUU JIPYTUX KJIUHUKO-IUATHO-
crudeckux auHbiX [9]. IleHHOCTD TPaHCOPOHXUATIBHOI
6uoricun jerkux npu auarsoctuke ['KJI HeBbicoka —
15-40% carygaes [9, 12]. Oxonvaresbhbiit quartnos [KJT
CTaBUTCS TOCJIE TTPOBENEHNS TPAHCTOPAKAIbHON W
TOPAKOCKOITUYECKON OMOIICHUH JIETKOTO.

B kamHMYecKUX peKOMeHAAINSIX OTME4eHO, YTO
[P JIIO6OM THCTHOIIUTO3€ CTOUT YYUTHIBATH BOZMOK-
HOCTb MYJIBTUCUCTEMHOTO TIOPasKEHUS, XOTS CYIIe-
CTBYIOT JaHHbIE, TOKA3bIBAIOIINE, UTO JeTouHblil ['KJI
MPOTEKaeT yallle BCero B M30JupoBaHHoi hopme [15].
«Opranamu-mumensimuy> ['KJI sBasiores nedens, ce-
Jie3eHKa, KocTH, Koxka. Hepeako ructrnonnTos compo-
BOJK/Ia€TCS HeCaXapHBIM AnabeTOM, Pa3BUBAIOIHM-
cs B pe3yJibTaTe opakeHus 3a7Helt 10U Tuodu3a.
Y B3poCIIbIX HanboJIee pacpocTpaHeHa JJOKATU3aIHsT
AKCTPATOPOKATBHBIX 04aroB B KocTax [2, 16]. IToa-
TOMY TIPU Pa3BUTHH 00JEBOTO CHHAPOMA y TaKUX
6GONbHBIX HEOOXONMO BBITTOJHEHNE KOMITBIOTEPHOI
tomorpadum (KT) u pagmonszoronHoro ucciaemona-
HUS KOCTEH CKeJeTa.

[To manHBIM JIUTEPATYPBI, OTKA3 OT KyPEHUS SBIISET-
Cs1 OZTHUM W3 BRKHENTITNX 3TATIOB JIEYEHUST, TOCKOJIbKY
BBI3BIBAET YIIyUllleHIe KITMHIKO-PEHTTEHOIOTMYECKOM
KapTUHbI ¥ Y MHOTHX OOJIBHBIX TPOBOAUT K PEMUCCUN
3abosieBanus [15]. [IpuMeHeHte TIIIOKOKOPTUKOCTEPO-
WIOB JI0 CUX TTOP SBJISIETCS TPEIMETOM MHOTHUX JTUCKYC-
cuii. Ha cerogHsImuuii 1eHb NCIoIb3yI0T KaK MHralsl-
IUOHHBIE, TAK ¥ OPATTbHBIE MTPETTapaThl, OKA3BIBAIOIIHE
60stee 3HAUNTENBHBII 3((HEKT B HAUATBHOI, BOCIIAIN-
TEJILHOU cTaguu 3a00JIeBaHUs TIPU CBOEBPEMEHHOM
orkasze ot Kypenus [17]. IIpu 6oee Tsxenbix popmax
3a00JIeBaHVsI, B YACTHOCTH TIPH MYJIBTUCHCTEMHOM IO~
paskeHWH, UCTIOTh3YIOTCS IPYTHe XUMUOTIPEIapaThl, B
YaCTHOCTU METOTPeKcat, BUHOJACTHH, UTapabuH u
Kkaaapubus [4, 12, 17].

B cBsi3u ¢ Masoit 0CBEIOMIEHHOCTBIO TPAKTUKYIO-
UX Bpayeil 06 ophaHHbIX 3a60JeBaHKSIX TIOCTAHOBKA
muarHosa I'KJI mpejcraBiisier coboi CI0KHYIO 3a1a4Yy.
IIpencraBisieM kTMHUYeCKUI corydaii manuenta ¢ I'KJI
¢ TOAPOOHBIM 06CYKICHUEM KIMHUKO-JAMArHOCTHYe-
CKOH KOHIIEIIIMK HA Pa3HBIX CTAMsIX 3200JICBaHMSI.
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Knuunyeckuit mpumep

[Marent K., 1976 .p., oGparuiics K Bpady B HOsIOpe
2016 t. ¢ samobamu Ha cI1A0OCTh, HOYHYIO MOTIUBOCTD,
OIBITIIKY ITPY TIO/TbeMe Ha TPETUH aTax, YAYIIbe 110 yTPam
yepe3 HeCKOJIBKO MUHYT TIOCJIE TIO/TbeMa € TTOCTeJTH, KyTTH-
pyeMoe BIbIXaHueM Gepo/Iyaia, OTKAIILTNBAHKE CBETION
CKyTHOU MOKPOTHL. VI3 aHaMHe3a U3BECTHO, UTO B JIET-
CKOM U IIOAPOCTKOBOM BO3pacTe 4acTo 6oJ1es1 GpoHxuTa-
MU, COITPOBOKAABIIMMUCH JJIMTETbHBIM CYyXUM KalllJIEM.
[Tostyuas HEOMHOKPATHbIE KYPChl aHTHOAKTEPUATHLHON
1 OPOHXOJIUTUYECKOW Tepanuu. B ¢Bsi3u ¢ MepriaTeib-
HOU apUTMUeN mocjennne 2 rojila IpUHUMAaeT Kop/a-
pot 200 mr yepes zierb. C 9TOro ke BpeMeH! GECIIOKOSAT
HEePUOAINYECKUE CIIOHTAHHbIE OO B TPYIHON KJIETKE.
Y nanuenTta IMaTHOCTUPOBAH CUCTEMHBIM OCTEOTIOPO3,
U OH TIPUHUMAET TIpenapaThl Kaubitus. OOcieoBan y
AHJIOKPUHOJIOT], TIATOJIOTUH CO CTOPOHBI ITUTOBUIHOMN
1 TTapaIlUTOBUTHON KeJie3 He BeLaBaeHO. [Ipodeccuo-
HaJBHBIX BpeHOCTel He nMeeT. Kypenne 40 mauxo-yer.
Annmepronorndeckuii aHaMHe3: He OTSATOIIEH.

C ocenn 2014 r. cram 6eCTIOKOUTDH TIOCTOSTHHBIH Cy-
XOii Karesb, ObLT mepuoandeckuii cyohebpuanrer B
BeuepHee BpeMs. OCMOTPEH TEPANEBTOM, ITOCTABJIEH
nuaruo3: xpouundeckuit 6pouxut. Iosydan 6poHxO-
JIMTUKH, UMMYHOMO/LY/TUPYIONIUH TIpernapar GakTepu-
aspHOTO TTponcxoxaenus, hencnupua. Ha atom done
KallleJib CTAHOBUJICS Peske, HO COXpaHsIach TeMIepa-
Typa a0 37,0-37,2°C B BeuepHee BpeMsI, CHIKAIOIIACS
TocJjie nmprueMa HECTEPOUIHBIX ITPOTUBOBOCHAJIUTEIb-
HBIX TIpenapaToB. IIpu onenke HyHKIIMM BHEITHETO
AbIXaHUA — JaHHbIX 3a HapylIeHue BEHTHHHHHOHHOﬁ
CIOCOOGHOCTH JIETKUX He ToydeHo. [Ipu mpoBeaeHmm
peHTreHoTpad Iy OPraHOB IPYAHON KIETKU MTaTOJIOTUHN
He BbIsiBIeHO. Ha KT opranoB rpymHoit KJIETKH, CO CJIOB
IIalIfeHTa, 6]:>IJII/I BBIABJICHDBI HE3HAYNTEIbHBIC N3MEC-
HEHUS B BEPXHUX JIOJISIX C IBYX CTOPOH (Pe3yJIbTaThl
HCCTIeIOBAaHUS HE COXPAHWJINCH), MTOCJ€e YeTO OH Ha-
npasier B HUU dbrusnonyapmononornu ¢ mpeaBapu-
TEJIBHBIM JIUATHO30M: 09aroBblil TyOepKyres. Tam mpu
o6cIeIoBaHNN TaHHBIX 32 TyOepKyJie3 He TOIydeHo.
Bl mocTaBiieH IMarHo3: ABYXCTOPOHHSISI BEPXHEI0JIe-
Bas MTHeBMOHUS. Jleunsicst aHTHOMOTHKOM U3 TPYIIITBI
MaKpOJH/I0B, Ha (POHE YETO KATesIb YMEHBIUIICS, TEM-
nepatypa HopManuzoBagack. OT TPOBeEHUS TTOBTOP-
HOTO PEHTTEHOJIOTMYECKOTO CCIIeIOBAHUS OTKA3AJIC.

B nekaGpe 2015 1. BHOBb cTajl OTMEYaTh OBIIIKY
pu (bU3NIECKOI HATrPy3Ke, MOBBITIIEHNE TEMITEPATY PBI
10 cy6hebpubHbIX Mdp B BeuepHee BpeMst. KoskHast
npoba ¢ AMACKMHTECTOM — OTpHIlaTeabHas. [1pu Kom-
HbIOTepHOfI TOMOFpa(l)I/II/I BbISIBJIEHBI MHOKECTBECHHDbIC
Y4aCTKU YIIJIOTHEHUA JIETOYHOU TKaHU B BEPXHUX 10~
JISIX OOOMX JIETKUX TI0 THITY «MaTOBOTO CTEKJIa», MHOJKE-
CTBEHHbIE MSATKOTKAHBIE TIEHTPOJIOOY/ISIPHBIE Y3€IIKH
1o 5 mm. BIJTY ne yBenuensr (puc. 2).

C nozo3peHneM Ha JAUCCEMUHUPOBAHHbIN TyOepKy-
Jie3 MalUeHT TOCIUTATU3UPOBAH B IUATHOCTUIECKOE
oTiesiernrie (PTU3UATPUYECKOTO CTallMOHapa. Tam aua-
THO3 TyOepKyJie3a He MOATBEPANIICS. AHAIM3 MOKPOTBI
Ha MUKOOaKTepru TyOepKyie3a BCeMI METOIAMU OTPH-
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Puc. 2. Cxan KT opeanos zpyonoii xiemxu navuenma K.
/leyxcmoponnue yuacmyu yniommeHus 1e20uHol mKanu
8 6ePXHUX QONAX 0OOUX JeZKUX 10 MUNY <MATN0BOZ0
cmexna»

Fig. 2. Chest CT scan of Patient K. Bilateral pulmonary tissue
thickening of the ground glass type are visualized on the upper lobes
of both lungs

naresibHbI. B ananuse kposu: reMorsiobun — 92 /1,
TpoMOOIUTH — 461 ThIC., IEHKOIUTH — 8,7 THIC., TTa-
Jioukosiziepubie — 1%, cermenTosiziepubie — 67 %, 3031-
HObUIbI — 45%, muMboIuThl — 29%, MOHOLIUTHI — 7%,
CO3 — 47 mm/4. B mokpore neiikorutet 10 30-50 B
moJie 3peHusd, apuTponuTsl 8-10 B mose 3penns. [Ipu
CIIMPOMETPHUH — HAPYLIEHU BEHTHISIUOHHOI CII0C00-
HocTH JierkuX 110 cmemanHomy tuity (DIKEJL — 76%,
ODB, — 70%, nunexc Tuddno — 82%), 6pouxonn-
JIATAITMOHHBIA TECT — OTPUIATENbHBINA. AHTUTENA K
kancugaomy I1gG Bupyca dumreiina — bapp — 400,
IgM — orpunarenbibie. Camskena DLCO — 65%. [Tpu
(hubPOOPOHXOCKOITNH ANATHOCTHPOBAH aTPOMUUECKUIT
TpaxeoOGPOHXUT. [IpH IUTONIOrMYeCKOM UCCIIe0BAHUT
OPOHXMAJIBHOTO CMbIBA OOHAPYKEHBI KJIE€TKU DIUTE-
JIvisl, e[MHUYHbIE TUTMEHTUPOBAHHBIE AJIbBEOJISIPHbIE
Makpodaru, KucJaoToyCTONYNBbIE MUKOOAKTEPUH He
BBISIBJIEHBI, IIOCEB Ha MUKOOaKTepun TyOepKyie3a —
orputatebHblil. OT MPoOBeIeHUsT Ype3OPOHXUATBHOI
OUOIICUY JIETKOTO ITauenT oTkasancs. [Ipu s3odarora-
CTPO/LYOJIEHOCKOIINY — XUaTajibHast Tpbika. [Ipu kosio-
HOCKOIIUH 1 YJIBTPa3BYKOBOM UCCJIEA0BAHUN OPIOTTHOM
[IOJIOCTH TIATOJIOTHH He BbistBjieHo. [locTaBiien quartos:
Hecriennuduyeckas UHTEPCTUIUATbHASI TTHEBMOHUSI.
Hasnauen npegamnsosion B HauasbHOM 03¢ 120 Mr. Ha
aTOM (hOHE OZIBIIIKA ¥ CTA00CTh 3HAYNTEIHBHO YMEHbBIIIN-
JIUCh, OJIHAKO COXPAHSIJIUCH BhIPAKEHHAS MOTJIUBOCTH
10 HOYaM U CyX0ii Kamesib. [TarieHT Obl BhITUCAH U3
CTalMoHapa ¢ PeKOMeH/Ialuell npuemMa MeTUIpesia mo
4 MT eKeJIHEBHO B TeUEHUE MECSIIIA M MHTAJISIITUOHHBIX
OPOHXOJUTUKOB [JIUTENBHOTO JIEHCTBHSL.

B despane 2016 1. — moBTOpHAsA TOCTIMTATN3AIINAA
B IIyJIbMOHOJIOTUYECKOE OT/IeJIEHUE B CBSI3U C YXY/]I-
HIeHNeM COCTOsiHUS. /lnarHo3 npu nocTyIieHun; uH-
TepcTUIaNbHOE 3a00JI€BaHIe IETKUX HeyTOYHEHHOE,
BEPOSITHO, capkou/103. Hesb3st HCKIOYUTh «KOpAapo-
HOBOE Jierkoe». JlpixareibHast He[OCTaTOYHOCTD 1-1i CT.
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ComnyrcTByioniue 3a60IeBaHus: HAPYIIIEHUE Ceped-
HOTO PUTMa HEYTOUHEHHOE, XDOHNIECKUH 9PO3UBHBIN
racTpUT, racTpodsodareanbiast pedokcHas 601e3Hb,
CHUCTEMHBIN OCTEOTIOPO3.

[Ipu TOCTYIIEHUH TIPEIBSABIISLI JKaI00bI HA CJia-
60CTb, HOYHYIO TOTJIUBOCTD, OOJIU B TPYIHOI KIIETKE,
YCHJIMBAIOIINECS TIPY IBUKEHUH, OJIBIIITKY TP MO/be-
Me T10 JiecTHUTIe Ha 2-3-11 atak. [Ipy ocMoTpe coctosime
yaosierBopuresbHoe. [lepudepuueckue sumboysabt
He yBenudeHbl. Oprausl aprxanus: Y/0/1 16 8 1 mus,
dopma TpyaHOI KIAETKU MPAaBUIbHAS, TIEPKYTOPHBIN
JIETOYHBIH 3BYK. /[pIXate Be3UKy ISIPHOE OCIa0IEHHOE,
XPUIIbI OTCYTCTBYIOT. SPO, IIPU IbIXaHUM KOMHATHBIM
BO3yXOM B 1mokoe 95%. Opranbl KpoBOOOpaIleHUSI:
TPaHUIIB OTHOCUTENBbHOM TYTIOCTH CEP/IIa B IPefiesiax
Hopmbl, HCC — 64 yi/MuH, pUTM TPAaBUIbHBIN, TOHBI
cepana acHeie, iryMoB HeT, A/l — 110/70 mM pT. cT. Op-
TaHbI TUIIIEBAPEHISL: SKUBOT MSTKUH, 6e3001€3HEHHBbII,
MevYeHb U cejie3eHKa He yBeJnveHsl. Ju3ypuueckux
stByteHuit Het. Ipu 1006¢ie[oBaHnN B aHAJIM3€E KPOBU
C-peaktususbiii 6en0k — 19,3, peBmarongubiii hakTop,
antunrykiaeapubie antutena, ANCA u AIIILII B Hopme.
IIpn 9xo0-KI mosoctu cepamna B HopMe, (DpaKIus Bbl-
Gpoca J1eBoro Kejynouka — 65%, 3aperucTprupoBaHO
MOBBINIIEHNE CUCTOJTNYECKOTO JIABJIEHUS B JIETOUHOM
aprepunt — 35-40 mwm pr. c1. [Ipu 6oaumieTusmorpa-
dbum — 6porxuaTbHast OOCTPYKIIKS JETKOH CTereHwu,
MPENMYTIECTBEHHO B CPETHUX U INCTATbHBIX OTIeaxX
JBIXATENbHBIX MyTel, OPOHXOIUIATAIMOHHBIN TECT
¢ 400 Mxr canmpbyTamosia — orpunaTeabhbril. Hesma-
YUTEJbHAS THUIIEPUHOIIAINUS JETKUX C yBeJTMUYeHuEM
DOE 1o 136% nomxnoro. DLCO ymepeHHO cHUKEHA
10 67% nomxuoro. [1pu mposegennu KT opranos rpy-
HOI KJIETKU BBISIBJIEHBI MHOKECTBEHHBIE TIEHTPOTIO0Y-
JISIPHBIE Y3€JIKH, TIOSIBUJINCH JIBYCTOPOHHUE KUCTO3HbBIE
MU3MEHEHUS JIETKUX, TPEUMYIIECTBEHHO B BEPXHHUX JIO-
JIsIX ¢ 00enX CTOPOH U CPeIHEi 10JIe TPABOTO JIETKOTO
(puc. 3). Takske BBIABIATIOTCS KMCTOBHU/IHBIE MI3MEHEHUS
B 5-7-M pebpax cripaBa. CrimHTHTpadust KoCTell cKee-
Ta [PYTUX 04aroB MopaskeHus He BbisiBuiia. [IpoBeiena
TOPaKOCKOMIUYecKast Ouorcust erkoro. Mopdosoru-
4ecKu B GUOTITATE BBISBJIEHBI KPyTIHbIE (GUOPO3HDIE
y3esiku, kaeTku Jlanrepranca u 503uHOGMUIIBI B COCTaBe
nHbmIbTpaTa creHok Opouxuon (puc. 4). IlocraBien
KIMHUYECKUI [UarHo3: JaHTEePTaHCOKJIETOUHBIN TH-
CTHOITUTO3 C TOPAKEHUEM JIETKUX U TIIIOCKUX KOCTEH.
AxtuBHag ¢asza.

[loza metumpena yBenmdena g0 12 mMr/cyT, peko-
MEH/IOBAH OTKa3 OT KypeHus. Kop/lapoH oTMeHeH 1
3aMeHeH TTPOJIOHTHPOBAHHON (hOPMOU BepamamMuia
240 mr/cyt. Ha ¢one mpoBoanMOIi Tepamuu cocTosI-
HUE YIyYIIIOCh: OJBINTKA W KAIleJb YMEHbITUINC.
Uepes 2 mec. Tepaniut METUTIPEZIOM B 103e 12 Mr/CyT
1 OTKa3a OT KyPeHUsT CIab0CTh, KallleIb U OJBIIIKA TPU
(pusmueckoil Harpyske ymeHbIIINCh. COXpaHscs
yMepeHHBIN KallleJb cO CKyJHOU CBETJION MOKPOTOH,
OJIBITITKA TIPYU BRIPAKEHHON (DU3MIECKON HATPy3Ke.

[Tpu koHTPOILHOM O6GCIetoBaruH B stHBape 2017 1. B
aHasm3e KpoBu reMoryiobus — 112 r/i1, 503uHOGbUITBL —
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Puc. 3. Cxan KT opzanoe zpyonoii xiemxu nayuenma K.
Mnoscecmeennvie yenmpurodyiapHvle yeixu

6 1eeounotl mxanu. Ilosienenue noiocmeti
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Fig. 3. Chest CT scan of Patient K. Multiple centrilobular nodules
are visualized in pulmonary tissue. Cavities are developing
in pulmonary tissue
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Puc. 4. Muxpogomozpamma npenapama 6uonmama
neexozo navuenma K. Cmenxa 6ponxuonvt ¢ xiemxamu
Jlanzepeanca ¢ cocmase ungunompama. Oxpacka
2eMAMOKCUTUHOM U JO3UHOM

Fig. 4. Microphotogram of the lung biopsy specimen of Patient K.
Bronchiolar wall with Langerhans cells within the infiltrate.
Stained by hematoxylin and eosin

3%, COD — 12 MmM/u. OcTasbHbIe TOKA3ATEJN B HOPME.
[Tpu 6oautieTuamMorpad e — yiydiieHne OpOHXHATb-
HOII TPOXOIMOCTH, JIETOYHBIE 00beMbI G€3 THHAMUKH,
HecKosibko noBbicuack DLCO — o 72% mosskHOTO.
Ha KT opranoB rpyaHoil KJI€TKU B JIETOYHON TKaHU
eIMHIYHBIE [IEHTPOIOOYISIPHBIE Y3€JIKH, COXPAHSIIOTCST
KHCTBI B BEPXYIITKaX 000X JIETKHX, TIOSIBUJIMCH [IUJTAH-
JpIYecKiie GPOHXOIKTA3bI, PETUKYISIPHbIE U3MEHEHUST
JIeTOuHOM TKauu (puc. 5).
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Puc. 5. Cxan KT opezanoe zpyonoii xiemxu nayuenma K.
/lsyxcmoponiue monkocmentvie u MOACMOCMeEHHbLe
KUCTMbL 8 8ePXHUX Q0LAX 000UX Jezkux. EQunuunvie
UeHMPOLOOYAAPHIE Y3CTKU

Fig. 5. Chest CT scan of Patient K. Bilateral thin-walled
and thick-walled cysts in the upper lobes of both lungs.
Single centrilobular nodules

B auBape 2018 1. MmeTumpes mosHOCTHIO OTMEHEH B
CBSI3U CO CTaOUIM3AINeN MPOTlecca B JIETKHX.

3akaouenne

[Ipencrasaennpiii manuent 40 jieT, MeeT CTax Ky-
penust 6osiee 40 mayKo-Jier.

Vcropust pasButusi 60JI€3HU U IUATHOCTHYECKUI
MIPOIIECC TUITUYHBL: PECIIMPATOPHBIE KaT00bI U TEMITE-
paTypHbie KOJIebaHust MOSIBIJINCE 33/10JIT0 /10 Bepubu-
Kanuu auaruosa. OpIKa 1 Kaliesb Iph IePBUYHOM
obpaliieHnn paciieHeHbl BPAYOM KaK CJIE/ICTBUE Kype-
Hus (IpU HeM3MeHEeHHOHU (byHKIINU BHEITHETO /TbIXa-
Hust ot 2013 1), a utuTesbHbI cybheOpuInTeT — Kak
Pe3yJBTaT 9YaCThIX OCTPHIX PECTTUPATOPHBIX MHMEKITHIA.
[Tpu pertrenorpacduu OpraHoB IPyAHON KJIETKU TaTO-
JIOTUYECKIe UBMEHEHUs B JIETKUX He OIPE/eIaInCh,
ux yzanoch BbrsiBuTh Juinb mpu KT Beicokoro paspe-
HIeHUsT. ITO CBI3aHO C TEM, YTO CTPYKTYPa BTOPUIHOM
JIOJIbKH, KaK MAaTOMOP(OJIOTUIECKOW OCHOBBI MHTEP-
CTUIUANBHBIX 3a00JI€BAHUIN JIETKUX, HA PAHHUX 3Ta-
max 3a60JIeBaHUsT MOKET OBITH OIIEHEHA TOJBKO MPU
npoBeaernu KT opranoB rpysHON KJIETKH Cpe3aMu
TOJIIUHON He Gosee 1-2 mm [13].

B nauasie 3a60J1eBaHsI PEHTTEHOJIOTHIECKAsT KAPTH-
Ha COOTBETCTBOBasA y3enkoBoMy KT-marrepny: muo-
JKECTBEHHbBIE YUYACTKHU YIIOTHEHUS JETOUYHONW TKAaHU
B BEPXHUX JOJISIX OOOMX JIEFKUX 110 THITY «MaTOBOTO
CTEKJIa» C Ye€TKUMU KOHTYPaMH, MHOKECTBEHHbIE MSIT-
KOTKaHbIe [[eHTPOJIOOY ISIpHbIE y3eaku 10 5 Mm. [Tpu
JajbHeiieM passuTun 6osesnu ganubie KT MeHsIucs,
TaK KaK OHU 3aBUCAT OT CTa/INM TTATOJIOTMYECKOTO TIPO-
1iecca M BapbMpyIOT OT HEOOJIBIIUX TePeOPOHXUATBHBIX
Y3€JTKOB JI0 MHOKECTBEHHBIX KHCT.
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Hanuuune Tosibko HecnenuuuecKux CUMITOMOB B
Hauase 3a00JIeBaHUsT Y MPEACTABIEHHOTO TANEHTa
TPebOBAIO UCKITIOYUTH MIUPOKUIT KPYT HO30JIOTHIT, 06-
JIAJIAIONINX CXOXKUMHY KJIMHUYECKON KapTUHOU U PeHT-
reHOJIOTMYECKUM TIATTEPHOM. B 1epByio ouepeib 3TO
TyOepKyJIe3, IBYXCTOPOHHSISI ITHEBMOHUS, CHCTEMHBIE
3a00JI€BaHIS, BACKYJIATBL.

B xojie peHTreHOIOrnYecKoro 0Ocae[0BaHus Y Ta-
I[ieHTa BbISBJIEHO THCTHOIUTAPHOE OpaxkeHue pedep,
MPOSIBIISTIONTEeCsT OOJISIME B TPYTHOI KJT€TKe, paciieHeH-
HBIMHU BPavyoOM Kak IMPOSIBJIEHUE UMEBIIETOCS Y HETO
CHUCTEMHOTO OCTEOTIOPO3a.

[To manapIM TUTEpaTypBI, B HavarbHo# ctamgmn [KJI
[IPY TIPOBEIEHUY CITMPOMETPUH JAHHBIX 32 HAPYIIEHUE
BEHTUJISAIIMOHHOI CIOCOGHOCTH JIEMKHUX Yallle BCETo He
BBISIBJISIIOT. JTO MPOUCXOUT M3-32 HE3HAUNUTELHOTO
obbemMa mopaskeHust JJerouHoi Tkanu. OMHAKO Taske
Ha 9TOM aTare otMedaioT cHmkeHre DLCO, kxoTopoe
SIBJISIETCS TIEPBBIM U HanboJiee 4yBCTBUTEIbHBIM Mapa-
MeTpoM J1ebioTa JI0O0ro MHTEPCTUIUATBHOTO 3a001e-
BaHUs JieTkuX [2, 8]. ¥ mamHoro marrenTa OBIT0 3a(UK-
cupoBano 3HauutesbHoe cHukernre DLCO (10 67%)
Ha ¢oHe Jierkoii crenenu cHuskenust OKEJL.

B nanpHeiinem uaMeHeHus BEHTUJILAIIMOHHOU CII0-
COOHOCTH JIETKKX cTaau Gosiee BbipaskeHHbIMU. [To pe-
3yJIbTaTaM psijla UCCJIeI0OBaHuii, B IepBbie 2 Toja 3a60-
JIEBAaHUsI 110 Mepe TiporpeccupoBanust jerounoro [KJI
@OIKEJI, O®B, cumxanucs Ha 15-18% [16]. Kpome
TOTO, JIJIs 3a00JIeBaHUsT XapaKTePHbI HOPMAJIbHbIE UJIH
yBesnuennbie OOJI u MOE. A HopMmasibHOE Uiu yBe-
sunyenHoe otHomenne OOJI/OEJI cBunerenbcTByeT
0 HAJIMYUU B JIETKUX TaK HA3BIBAEMBIX «BO3JYITHBIX
JoBytiex» [16].

B xoe npoBeseHHOro 00c/ieloBaHks y HallleHTa
BbISIBJIEHA JIETOUHASI TUTIEPTEH3US: TIPU POBEIEHUN
Ixo0-KTI 3apeructpupoBaHo MOBBINIEHNE CUCTOINYE-
CKOTO JIaBJICHWS B JIETOYHOMN apTepuu 10 35-40 MM pT.
cT. Ilo mTaHAEBIM MHOTOUUCJIEHHBIX UCCIEOBAHUH, TI0-
paskeHue CepleYHO-COCYANCTON CUCTEMBI Yallle BCETO
CBSI3aHO ¢ (DOPMUPOBAHUEM Y HTUX OOJIBHBIX XPOHM-
YeCKOT0 JIETOYHOTO cepAta. Tak:ke N3MEHEHUS B Jie-
TOYHBIX COCY/JaX MOKHO OOBSICHUTH 3HAUUTEIbHbBIM
HapyIIEHUEM apXUTEKTOHUKH JIETOYHON TTAPEHXUMBbI 1
Pa3BUTUEM BACKYJIOTATHHU — TATOMOP(OJJIOTHIECKOTO
cybcerpara serounoii rutieprensun npu TKJT [12].

Jls Bepucpurarim guaruosa IKJI tpebyercst rrcTo-
JIOTHYeCcKoe MCCaeloBanne JeToYHoi TKanu. B mpes-
CTaBJEHHOM KJIWHUYECKOM cirydae Tpu ¢hpubpoOpoH-
XOCKOIHUH GUOTICHIO JIETKOTO HE TPOBOIMIIN.

OxkonvaresrbHbiil guardos TKJI 611 moctasiieH mo-
cJie TPOBEIeHNsI TOPAKOCKOTIMYECKON OMOTICUU Jier-
KOTO.

Ha done orMens! KypeHus 1 Ha3HAUYEHUS AJIATETb-
HOTO KypPCa CUCTEMHbBIX IJTIOKOKOPTUKOCTEPOU/IOB Y
MaIeHTa yAaI0Ch T00UThCS CTabUIN3AIIN TIPOIecca
B JIETOYHOU TKAaHU, O YeM CBU/IETEJILCTBYIOT KaK PEHTTe-
HOJIOTMYECKAs KapTUHA (OTCYTCTBUE TTOSIBJIEHUS HOBBIX
Y3EJIKOBBIX 00pa30BaHUil), TaK U KIMHUKO-(DYHKIINO-
HaJIbHbIE aHHble (YMEHbIIEHNE O/IBIIIKY, YIy4IlIeHue
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BEHTUJISIIIUOHHBIX [MOKa3aTesell, OTCyTCTBUE MPU3Ha-
KOB BOCTIQJIEH ).

[To pesysbratam aHajiu3a JaHHBIX JUTEPATYPHI U
MPUBEEHHOTO KINHUYECKOTO CJIy4ash Mbl COCTABUJITH

auartoctudeckuii aaroputm npu T'KJI (taba.), uc-
MOJIB3YySl B KauecTBe HAYAJbHOU TOUKU AudbepeH-
[[UAJTBHOTO MOMCKA KayKAYI0 M3 aKTYaJbHBIX Kano0
rmaryenTa.

Ta6.71u14a. I[HaI‘HOCTI/I‘IeCKI/Iﬁ AJITOPUTM Yy NMAIIMEHTAa C THCTUOLUTO30M U3 KJIETOK JIaHreprcha

Table. The diagnostic procedure for the patient suffering from Langerhans cell

HAnHuyecKue nposBeHus [JuarHocTuiecKvie Bepcum MeTogbl 06¢cnesoBaHusA

OpbllwKa AnutensHoe KypeHue (XOBJT)

Mpuem KopaapoHa («KopaapOHOBOE NIErKOe»)

KAnHW4ecKnin aHanna KpoBu (MCKIOYUTL aHEMMIO)
PeHnTreHorpatdua ON'K nam

KT OIK Bbicokoro paspeLleHns (aaa nckaoderns N3J1)
DB/l c 6GpOHXONUTUKOM

Mccneposanue anddy3voHHOM CMOCOBHOCTU IEFKKX
(ana nckmoyenna N3J1, TOJ1A)

Oxo-KTI™ (ans ucknoyveHnA 3aboneBaHuA cepaua n
onpeaenenuns CAJIA)

KT Or'K BP
CumHTUrpadma KocTern ckeneta (a1a UCKAYEHNA
04aroBOro NoOpameHus)

Bonu B rpyaHON KeTke CU1CTEMHbI 0CTeoNnopo3 (6e3 YyTOYHEHHOM NPUYMHDI)
OcTeoxoHapo3

PYANHHO-K/IIOUMYHBIA CUHAPOM

[nutenbHbli cybhedpunmteT XPOHWUYECKUIA BPOHXUT

Ty6eprynes

CUHAPOM NOCTUHDEKLMOHHOW aCTEHUN

CuctemHoe 3a60s1eBaHNe, C MOPaKEHWUEM JIErO4HOMN

TKaHu (PA, cuHppowm Lerpena, CKB, BacKynnTbl)

HoHcynsrauma ¢ptusmarpa

PeBmatongHbii paxktop, ANCA, ALILIM,
aHTUHYK/IeapHbI aKTop

M3meHeHWA B Nero4Homn TKaH
1. M3meHeHusa no Tmny «MaToBoro
CTeKNa» 1 y3e/IKu C NoKanmaalmen

Ty6eprynes
MHeBMOHUA
MMnepyyBCTBUTEbHDIA MHEBMOHUT

HKoHcynbsrauua ¢prtmuanarpa

Moppo6HbI c60p aHaMmHesa Npyu NOJO3PEHNM Ha

B BEPXHWX AONAX PA rMnNepyyBCTBUTE/bHbIN U 1IEKaPCTBEHHbIA MHEBMOHUT
CuHgpowm LLerpera

2. Y3e/IKOBble U KNUCTO3HbIE U3MEHEHMA Backynut KPK, Pd, ANCA, ALLIN, aHTMHYKNeapHbIi hakTop

B BEPXHWX JONSAX 06OMX NETKUX BAP ®BC c umtonoruei, BAJ1 1 6uoncuen nerkoro

TcTrounTOo3 (PaHHKi)
3. HKucTo3sHble 1 KncTo30M0A06HbIE
M3MEHEHWSA B JIEFOYHOM TKaHK

TpaHcTopoKanbHasa nnv BATC 6uoncua
CapKronpos

«HopgapoHoBoe nerkoe»
McTrounTos

MctnoumTos
JlnmdaHrmonenommomaros
KuctoBuaHbIE GPOHXO3KTa3bI
MepBnyHasa smpursema nerkmx
«CoToBOE Nlerkoe»

IIpumeuanue: 3J1 — unrepcruninanbioe 3abosesanue jgerknx; BATC-6uoricust — BUje0accucTupoBaHHAsI TOPAKOCKOTINYECKAsT
Guoricust
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