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Pesiome

Jleroy4Hblit rMCTMOLMTO3 U3 KeToK JlaHrepraHca — peKoe 3a60/1eBaHye C KOBapHbIM Hava/I0M 1 HecneunduyecknMm NposeaeHnaMn. B ctaTtbe pac-
CMaTPUBAIOTCA ABA KIMHUYECKUX CyHas NaLMEHTOB C PeAKON NaTo/Iormell — IeroyHbIM MMCTUOLMTO30M U3 KAeTOK JlaHrepraHca. OnucaHbl Moso-
Able NaLUEeHTbI, KyPUIbLMUKA. Y 060MX NaLMeHTOB 6blIM TUMUYHbIE PEHTIeHOIOrMYeCcKne NpU3HaKK: KUCTO3Hble 1 y3/10Bble 06pa3oBaHus. [narHos
6b11 BepudMLMpoBaH Mopdoiornyeckn. B nepsom ciyyae Ha GoHe npekpalleHns KypeHus 0TMe4aeTCcs NOA0XKUTe IbHas PeHTreHoIornYeckas Au-
HaMVKa, BO BTOPOM — MaLjMeHTKa He NpeKpaTuia KypuTb, B CBA3M C BbIPaXK@HHOCTbIO O/bILIKU, U3MEHEHWIi NPU KOMMbIOTEPHOI TOMOrpadum Nerkux,
6b11 Ha3Ha4YeH NpeAHN30/10H. Ha 3TOM PpoHe 3HaUMMOI MONOKUTE/IbHOW AUHAMUKMN MONYYEHO He 6bl1o.

KnroueBbie cnoBa: zucmuoyumos X, pedkue 60ae3Hu, duazHOCMUKa
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Abstract

Pulmonary Langerhans cell histiocytosis is a rare disease with insidious onset and nonspecific manifestations. The article discusses two clinical cases
of patients with a rare pathology — pulmonary histiocytosis from Langerhans cells. Young patients and smokers are described. The diagnosis was
verified morphologically. In the first case, positive X-ray dynamics was noted against the background of smoking cessation, in the second case, the
patient did not stop smoking, due to the severity of shortness of breath, changes in computed tomography of the lungs, prednisone was prescribed.
Against this background, there was no significant positive trend.
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'K — rmokokopTukonsl, KT — kommbrorepHas Tomorpacms, JITT] — rucronuTos s knetok JTlanrepranca, OPB, — o6bem popcipoBaHHOTO BBIIOXa 32
nepByio cekyHpy, CPb — C-peakrusHslit 6enok, ®YKEJI — dopcupoBaHHast sKusHeHHas: eMKOCTb Jierknx, IXO-KI' — axokappuorpadus

Inctuonuros us knetok Jlanrepranca (JITL) — penxoe
3aboeBaHue, BbI3bIBalOIlee KIOHATIbHYIO Ipondeparo
IEHIPUTHBIX KJIETOK ¥ MAaKpO(daros, KOTOPble OTHOCSITCS
K MOHOHYK/IEApHOIT (paromuTapHoil cucreMe, i MOPAKaIo-
Ijee MHOXKeCTBO opraHoB. KoHIenus riuctroiyrosa Opia
npepoxxena Brepsble Gapbepom B 1941 ., u 910 3ab071€-
BaHMe TIOTy4IN/IO HECKO/IBKO Ha3BaHMIL, BKIIOYAst 903MHO-
¢unbHy0 TpaHyneMmy, 6omesHb Letterer-Siwe 1 60mesHb
Hand-Schuller-Christian, moxa JIuxrenmreiin 8 1952 rogy
He nepenMeHoBal ee B ructnouuros X. Ilockonbky nerkne
HEPEeKO ITOPAXKAIOTCS Y BOBJIEKAIOTCSA B IPOLECC B Iep-
BYI0 o4epenb, 60/Ie3Hb TAK)Ke HA3BA/IM JIETOYHBIN TUCTU-
onuTo3 KneTok JlaHrepraHca. JIerOYHBIN I'MCTUOLNTOS3 13
K/IeTOK JIaHTepranca — 9TO CBI3aHHOE C KypeHIeM NHTep-
cTuIManbHOE 3ab0/IeBaHMe JIETKMX, XapaKTepuaylolieecs
nponudepanyeir 1 uHGUIbTpalyeil kineTok JlaHrepraHca
B neroynyio mapenxumy [1]. Kmmamdeckoe teuenme JII'L]
Y B3POC/IBIX HEIPEeACKasyeMo, BapbUPYs OT CIIOHTAHHOI
perpeccuu o IpOrpeccUpyIollell bIXaTeTbHON HeJoCTa-
TOYHOCTY JIa)Ke IIOCIIe IpeKpaljeHn:a Kypenus [2-5]. Ha-
vaso JIT'T] 06bI1YHO IpOTEKaeT He3aMeTHO, 6e3 SBHBIX IIPO-
sBrernit (25 %) nnn ¢ HecreludUIeCKNMM IPOSIBIEHUSIMI
(ITHEBMOTOPAKC KaK IEPBbIIl CUMIITOM ObUI OOHApy)XeH
npyuMepHo y 10-15 % maiueHToB).

B maHHOII crarbe HPUBOASTCS [ABA CIydasi IECOYHOTO
THCTHOLMTO3a 13 K/IeTOK JIaHTepraHca ¢ paslInyHbIM Tede-
HIeM 3a007IeBaHMA.

Kanangyeckny cayuarn Ne 1.
ITaguenr C., 33 ropa

[Tament C., 33 et o6paTuics npuien Ha aMbynaTop-
HBIVT TIpMeM K ITyTbMOHOIOTY B ceHTA6pe 2023 1. YKamo6 Ha
MOMEHT OCMOTpa HeT. VI3 aHaMHe3a 3a00/eBaHNs M3BeCT-
HO, 4TO 28 urons 2023 rofa npy NpoxXoKaeHun npoduax-
TIYECKOTr0 (ooporpaduaecKoro NCCiIefoBaHs Ha GoHe
OTHOCHUTE/IbHO YJ0BNI€TBOPUTENILHOIO CAMOYYBCTBUSA 1 OT-
CYTCTBUS >Xajo0 ObUIM BIIEpBbIe BBIABIEHbI M3MEHEHMs
B JIETKUX, [0 IIOBOAY 4€ro 1 OOPaTU/ICS K IyIbMOHOJIOLY.
Jo 2023 roga HecKonbKo j1eT (prrooporpaduio He BBIIOI-
HAIL VI3 aHaMHe3a KM3HM M3BECTHO, YTO MAIJMEHT MMeEET
Bpe/IHbIe IPUBbIYKI: KYpUT € 13 jieT o 1,5-2 1a4ku B IeHb.
B TedeHMe HECKOMBKUX JIET IPOBOANUT CBApOYHbIe pabOTHI,
JaCTO KOHTAKTUPOBAJI CO CBAPOYHBIM asposoneM. Hacnen-
CTBEHHOCTb M Qa//IEPIMYECKUIl aHaMHe3 He OTATOLIEHBI.
HIpyrue conyTcTByouye 3aboneBanus, IOCTOSHHYIO Tepa-
IO OTpUILIaeT. BpITOBbIE yC/IOBMA YIOBIETBOPUTEIbHBIE.

ITpu 06'beKTMBHOM OCMOTpE 3HAYVMMBIX MI3MEHEHMII II0
OpraHam ¥ CUCTeMaM BbIsBIeHO He 6b110. SpO, TIpM Jibixa-
HUM aTMOC(hEpHBIM BO3ayX0M 98 %.

02.08.2023 r. manueHTy 6bUIa BBINIOJHEHA KOMIIBIO-
teprasi tomorpadus (KT) opraHoB TrpymHOI KIeTKU
(pucyHok 1): mo BceM JIETOYHBIM HOMAM O0OOMX JIETKUX
OIpee/ISII0TCSI MHOTOUMCTIEHHBIE, TPEVMYIeCTBEHHO [ieH-
TpunoOyIsApHble y3enku pasmepoMm oT 0,3 cm o 0,7 cMm.
3ax/0ueHne: KapTuHa CTPYKTYPHBIX M3MEHEHMI JIETKUX,
cnenyer anddepeHUNpOBaTE MEXAY crennuiecKum
IIPOLIECCOM, CAPKOMJI030M, THEBMOLMICTHOV ITHEBMOHUEI.
[IneBpanbHble HacMOeHNUA crleBa. JIumdaneHomaTnsA. Pexo-
MEHJ0BaHa KOHCY/IbTAlsA GTU3MATpA.

[Tanyent C. KOHCYIBTMPOBaH (TU3UATPOM, BBIIIOTHEH
IMACKMH-TeCT. JJaHHBIX 3a TyOepKy/e3 He ObIIO HalieHO.
ITo maHHBIM MabOPATOPHBIX MCCIEHOBaHMIT — 6e3 0cobeH-
HOCTeJ1, IIpY MCCIeNOBAaHNY (PYHKI[VY BHELTHETO JbIXaHMA
(cnmpomeTpus, bopnmeTusmorpadus, nuccaenoBanme gud-
(y3MOHHOII CTTOCOOHOCTH JIeTKNX) — 6e3 0COOEHHOCTelt.

02.09.2023 1. g yTOYHEHUs [MAarHo3a B OT[EIEHUN
TopakanbHOil xupyprun I'Y3 «O6macTHas KIMHMYeCKas
6onpHMIA» I. CapaToB IALMEHTY OblIa BBIIIOTIHEHA BUIEO-
TOPAKOCKOM C OMOIICKelt 1eBoro nérkoro. CormacHo onm-
CaHMIO TYICTOTIOTMYECKOI KapTVHBI, B TKaHM JIETKOTO OIpe-
mensercss Gubposupyromuiica GoKyc 3Be3g4aToir GopMbl
C IepMOPOHXMANTBHON KJIETOYHOI MHPUIBTPALMENt, COCTO-
SILIMIL Y3 TUCTUOLUTOB, IVIa3MaTUYeCKUX K/IETOK, MuMdo-
LIUTOB C IIPYMECHIO 303MHO(UIOB U IUI'MEHTUPOBAHHBIX
Makpo¢aros, Mectamu ¢ (GOPMUPOBAHUEM KUCT HeIpa-
BIIbHOJ (OpMBL. 3aK/IIo4eHMe: 110 OIVCAHHOI TMCTOKap-
TMHE VHTEPCTULMANBHDI Ppubposupyroumit pokyc. Jan-
HBIX 32 aKTUBHBIX TYOepKy/Ie3 HeT. YUUTBIBasA KJIETOUHBII
COCTaB MHOQWIbTPATA, HEMb3A UCKIIOYUTD TYCTUOLNTO3 X
13 K1eToK Jlanrepranca

YunuteiBas, uro onvcanHasa KT-kapTuHa He BIIOTHE CO-
OTBETCTBOBAJIa TMCTUOLUTO3Y, ObIIO PEIIeHO IIPOBECTU
HePecMOTP PEHTTeHONOTMYECKOr0 ¥ MOP(OTIOrNIecKOro
3aK/II04eHNIt. VI3 IOBTOPHOTO 3aK/IIOYEHMs PEHTIeHOIOra
(6marogaprHocts Manakosoit SLJI. I'Y3 «HoBocubupckas
00/acTHasI KIMHMYeCKas OOIbHNUIIA»): M3MEHEHNUs pacIpe-
Ie/leHbl B aKCMa/JIbHOM HalpaBieHuyu — guddysHoe ¢ or-
HOCHUTE/IbHOM COXPAHHOCTBIO CYOIUIEBPA/IbHBIX OTHETIOB;
B KpaHMOKay[aJbHOM HalpaBleHMu — IpeobnafaHue
B BEPXHUX OT/Ie/IaX; CHHJPOM JIETOYHON [VICCeMUHALMN:
CoYyeTaHMe KMCTO3HOTO U OYaroBOro INATTEPHOB, MHOTO-
YJCTIeHHBIE LIeHTPIIOO0Y/LApHBIe ONMMMOP(dHbIe OY9ary Jya-
merpoMm ot 0,15 cm o 0,65 cMm. MHOro4ncieHHble MeIKIe
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BO3JIYIIHbIE TI0JIOCTY LIAPOBMIHON (POPMBI C HepaBHOMeEP-
HBIMIU II0 TOJIIVHE CTeHKaMu. YacTh II0I0CTelt HellPaBNIb-
Hoit ¢opMbI (B Bijie KIIEBEPHOTO JINCTA, C Pa3BETBIIEHNUS-
mu). ITo pesymbraram KT — nprsnaku néroynoro Baprnanra
TUCTMOLUTO3a U3 K/IeTOK JIaHTepraHca.

ITpu mepecMmoTpe rucronormdeckux 61oxoB B Depe-
palbHOM TOCYHApPCTBEHHOM OIO[KETHOM YUpeXAeHUN
«Hay4Ho-yccreoBaTe/IbCKMil MHCTUTYT ITY/IbMOHOTOT VM »
QenepanbHOTO MERMKO-OMONMOTMIECKOTO areHTCTBa Poc-
cun (6marogapuocts M.B. Camconosoit, A.JI. YepHsiesy):
TKaHb JIETKOTO C YTONIIECHIEM MeXa/IbBeOJIAPHBIX IIepero-
POOK 3a cueT MMM(POUAHON MHPUIBTPALNY, TePMIHATIb-
Hble OPOHXMOJIBI C CY>KeHMeM IIPOCBeTa U BBIPAKEHHOI
HepMOPOHXUONAPHON MHQWIbTpaLMeil, IpefCcTaBIeHHON
nuMdounTamMm, TUCTUOLUTAMY, ITUTMEHTHPOBAHHBIMU
«OyppIMI» Makpodaramu, MecTaMiu C IPUMEChI0 303UHO-
¢$uIoB, KJIeTKaMu co CBeTIbIMM Axpamu (kaetku Jlanrep-
raHca) (skcmpeccusi nmanreprHa m CDla), BcTpedarorcs
muMQouHble CKOIUIeHMA. 3aK/II04eHNMe: IMCTONIOTYecKas

a)

)Y

KapTMHA U VMMYHO(QEHOTUII JIAHTePraHCOKIETOYHOTO
TUCTMOLIUTO3A.

ITpu mOMONHUTENBHBIX 00CTIeNOBaHUAX (PEeHTIeHOrpa-
¢ust depera, KOHCyIbTaLust 9HZOKprHOora, 9XO-KT') nan-
HBIX 33 CMUCTEMHbIe IIPOABIEHNN TUCTUOLUTO3a IOTy4eHO
He 6bu10. Takyum 06pasoM, 6L yCTAHOB/IEH A1arHo3: «JIaH-
Ie€PraHCOK/IETOYHBII TYICTYOLIUTO3 C TOPasKEHMEM JIETKIX».
[TanueHTy OBUIO PEKOMEHJOBAHO AMHAMUYECKOe HaOIIo-
[eHMe, OTKa3 OT KypeHUA. YUNMTBhIBAasA OTCYTCTBUA KIVMHU-
YeCKUX MPOsIBIeHNUIT 3a00/IeBaHs, HapyLUIeHNT QYHKINU
ABbIXaHIA, MEJUKAMEHTO3HasA Tepanys Ha3HayeHa He OblIa.

ITpy MOBTOpPHOI KOHCyIbTaumy depes rogp (HOAOPD
2024 r.): manMeHT IpeKpaTuiI KypuTh, Kanob HeT, [ToKasa-
Te/u CupoMeTpun, 6orurternsmorpadun 1 gugysnoH-
HOJ CITOCOOHOCTH JIETKMX 6€3 OTPUIATeNbHON JUHAMMKIL.
ITpn noBroproit KT jerkux: KapTuHa ¢ OTYET/INBO II0JIO-
JKUTENbHOM AVHAMUKOIL B BUJI€ 3HAYMTE/IbHOTO YMEHbIIle-
HUs Pa3MepPOB I KONMMYeCTBa 04aroBO-KICTO3HbBIX M3MEHe-
Huit 1érkux (puc. 2).

6)

Pucynox 1. Komnviomepras momoepagusi opearos epyoHoti knemxu (a, 6)

Figure 1. Computed tomography of the chest (a, b)

€o

a)

Pucynox 2. Komnviomepnas momozpagus opeanos epyorot knemxu (a, 6)
Figure 2. Computed tomography of the chest (a, b)
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Kanuangeckuii cayuart Ne 2.
ITanymenrka M., 38 ret

[TaumenTka M. BrepBble IIOCTYIN/IA B IIyIbMOHOJIOTH -
yeckoe otnenenune I'Y3 «O6mactHas KamHuU4Yeckas 00/b-
Huia» . Caparos 02.09.2021 r. ¢ >kamo6amy Ha OfbILIKY
CMEIIAHHOTO XapaKTepa IIpy yMePeHHO! $puandeckort Ha-
Ipy3Ke, epUOMYeCKIIi CyXO0li Kallesb.

/13 anaMHesa 3abo/ieBaHNMA M3BECTHO, YTO C MapTa
2021 r. cTama OTMeYaTh BbILIEONMCAHHbIE Xamoosl. Obpa-
TUIACh B IIOJIMK/IMHUKY II0 MECTY KUTE/IbCTBA, BBIIOTHEHA
penTtrenorpa¢ust nerkux (mHesmo¢pu6bpos) (puc. 3), moce
yero HampasyieHa Ha KT nerkux.

I[Tpu npoBefeHNN KOMIIBIOTEPHON TOMOTrpaduy HabIo-
mamach KT — xaprunHa nudQysHBIX MHTepCTULMATBHBIX
M3MEHEHNI! B BUJie YIUIOTHEHMA JIETOYHOM TKaHU 110 TUITY
MaTOBOTO CTEK/Ia C MHOYKECTBEHHBIMI BO3/1yLTHBIMM I10JI0-
ctsamu (puc 4.).

[TamenTka ObITa HampaBaeHa Ha MOP(OTOrMYECKYIo
BepuUKaLMIO AMATHO3a, eil OblIa BBIIOTHEHA BUJEOTO-
pakockonmsaA ¢ 6uorncueit neBoro nérkoro. CormacHo Iu-
CTOJIOTMYECKOMY ONMCAHMIO: JIETOYHAA TKaHDb C HAMMIMeM
¢ubposa mo nepudepun 6poHXOB, oyaroBas sMPrsema,

> -w e

Pucynox 3. Penmeenozpadust opeanos epyoHoti kiemxu
Figure 3. Chest X-ray

=]
\

a)

B IIPOCBETaX HEKOTOPBIX OPOHXOB I CTEHKAX OIIyXOJIEBbIE
MHQUIBTPATBI 13 KPYIHBIX TUCTUOLUTOB ¥ 303MHO(DUIOB;
7n1/y3en cpeRocTeHnst — O6BIYHOI TVICTONIOINYECKOI CTPYK-
TYpBL. 3aKIoueHne: [MCTHONTO3 IeTKuX.

VI3 anaMHe3a )KM3HI: BpeJiHbIe IIPUBBIYKN: KypuT 13 11eT
1o 1 mavke curaper B ieHb, 3 Tofia paboTana Ha CKIaje Obl-
ToBOll Xxumun. Panee drrooporpadudeckoe ncciegoBanme
(co c1oB 6071bHOIL) eXerofHoe, 6e3 0COOEHHOCTEIN.

[Tpu 06'bEeKTUBHOM OCMOTpPE 3HAYMMBIX U3MEHEHMII 110
OpraHam ¥ CUCTeMaM BbiABIeHO He 6bi10. SpO, mpu Jibl-
XaHuy arMocdepHbIM Bo3myxoM 97 %. Poct 165 cM, Bec
116 kr.

[Tpu mpoBefeHNM CIMpOMeTpUY ¢ GPOHXOAMIATALIOH-
HbIM TecToM (03.09.2021 I.) He/lb3s MUCKIIOYNUTD PECTpPUK-
TUBHbIE HapPYIIEHUS (O<I>B1 2.02 1, 66% OT MOMMKHOTrO,
@®KEJL 2.43 1, 69% or momkuoro; OPB, /PIKEJT 83 %).
[Tpo6a ¢ 6GpOHXOAM/IATATOPOM OTpPULATEIbHASL. 6-MUHYT-
Hp1it TecT (03.09.21 1.): mporma 900 m, SpO, ncxomnHo 98 %,
mocre tecta 94 %. [Ipu mabopaTopHOM MCCIENOBAHNN OT-
mevanoch mosbinrerre CPb 26,8 mr/n (Hopma 0-5 mr/m),
IJIIOKO3BI 6,9 MMorb/ T (HopMa 3,9-6,1 MMonb/n). B ocrans-
HOM — 6e3 ocoberHocTeit. [Ipn OMOMHNTENBHBIX 06CTIe-
moBaHMAX (peHTreHorpadus depera, KOHCY/IbTALINs SH/O-
kpuHonora, 9XO-KI') faHHBIX 3a CYCTeMHbIe IPOSBICHUN
CUCTHOLNTO34 IIOTyIeHO He OBIIO.

Takum obpasom, ¢ yuetom naHHbIX KT-kapTuHbl, Mop-
(domornyecKnx NaHHBIX, MAIeHTKe ObII YCTAHOBJIEH Ma-
rHO3: «JIaHTepraHCOK/IETOUHBII IYICTUOLMTO3 C IOPaYKeHM! -
eM JIETKIX».

IIpu mepecmorpe rucronormdecknx 6mokoB B Deme-
PAIbHOM TOCYAAPCTBEHHOM OIOIXKETHOM  yUPeXeHNN
«Hay4Ho-uccnenoBaTenbCKmit MHCTUTYT IY/TbMOHOIOTUI»
DepepaIbHOrO MeAMKO-OONIOINIECKOr0 areHTCTBa Poc-
cn (6marogapaocts M.B. Camconosoit, A.JI. YepHsiesy):
IUCTOJIOTMYeCKast KapTUHA 1 MIMMYHO(QEHOTHII TaHTepraH-
COKJIETOYHOT'O TMCTUOLMTO3A.

3aouHo KoHcynbrupoBaHa B ®IBHY «llenrpanbHbrit
HAay4YHO-MCC/ICOBATeIbCKUIL  MHCTUTYT — Tybepkyesa»

I. MockBa, peKOMEHJOBAHO PaCCMOTPETD BOIIPOC O TPAHC-
TUTAHTAIVM JIETKMX, @ TAK)Ke Ha3HAYUTD CUCTEMHBbIE TTTIOKO-
kopTykonzabl (Merumnpen 8-12 Mr B CyTKH).

Pucynox 4. KomnviomepHas momozpagusi opeanos epyoHoti knemxu (a, 6)

Figure 4. Computed tomography of the chest (a, b)
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a)

Pucynox 5. KomnviomepHnas momozpagusi opeanos epyoHoii knemxu (a, 6)

Figure 5. Computed tomography of the chest (a, b)

PekomeHnfioBaHa TepamysA METMINPESHMUZONOH 8 MT
B CYTKI, A/IUTENbHO. IIOBTOPHBIN OCMOTP peKOMEHJOBaH
yepe3 6 mecaAnes. [lanmeHTKa He ABMIOCH Ha IUIAHOBYIO
TOCINUTANN3ALNIO, TPOJO/KaIa IPUHUMATD ITPEJHI30/I0H
10 Mr B cyTKM.

B wmiome 2023 r. BHOBb ObUTa TOCHMTANTM3MPOBAHA
B Iy/JbMOHONOrM4ecKoe otfenenue I'Y3 Ob6mactHad k-
Hudeckas: 6ompHma . CapatoB. 3HAYMMOI JUHAMUKIA 110
BBIPQ)KEHHOCTH OJBIIIKM, 0ObEKTUBHBIM TIPOSBIEHNAM He
ycTaHOB/IeHO. Ha doHe [inTebHOl Tepanmy IpegHn3010-
HOM Pa3BWICS CTEPONHBIN CaXapHblil Auabet, CMHAPOM
Nuenko-Kymmnra. ITpn KT nerkux ot 19.06.2023 1. ¢ 06e-
UX CTOPOH B JIETOYHOJI TKAaHN BBIpaXCHHasA aMduseMa,
nudQysHble peTUKY/IAPHbIE I3MEHEHN, TUHEeIHAs TSHKU-
CTOCTb, 6€3 3HaunMon auHamuku (puc. 5). B 8 pebpe crpa-
Ba OIpefieNAeTCA KOHCOMMAVPOBAHHbIN MePeioM ¥ odar
OCTeOfIeCTPYKI UL,

IIpu mposenennu cnimporpapum ODB, 2.16 1, 73% or
momkHoro, OIKEJI 3,14 11,92 % ot omkuoro; OOB /DIKEJL
69 %. IIpoba ¢ 6pOHXOAMIATATOPOM OTPULIATETHHAS.

ITpn sxokappyuorpaduy HaHHBIX 32 JIETOYHYIO TUIIEp-
TEH3MIO HEeT, CTPYKTYPHbIX M (YHKIMOHATbHBIX M3MeHe-
HIII HE BBIABJIEHO.

[Ipn maboparopuom wnccregoBannu CPB 11,7 mr/m,
III0K03a 6,8 MMonb/11, HbAlc 6.01 %.

[TanmenTKe OBUIO PEeKOMEH[JOBAHO IIPOJO/DKUTD IIPHU-
€M IIPEeJHU30/I0HA B IIPEXKHEI [03€, KOHTPOJIbHbI BU3UT
Jyepes 6 MecAleB. B fanbHeliieM nanyueHTKa Ha KOHTPO/b-
HbI€ BUSNTBI He IBUJIAC.

O6cyxpeHue

ImcTronmMTOsH! U3 KIeToK JlaHrepraHca ¢ M30/IMpPOBaH-
HBIM TTOPa)KeHNEM JIETKUX IIPEfICTABIAIT cO060I OT/ienD-
Hylo rpymny ructuonutos3os. JITLL Bctpevaercst B mobom
BO3pacTe, B OCHOBHOM Y B3POCHBIX (B BospacTe oT 20 10
40 51eT), 0cCOOEHHO Yy KypU/IBIIMKOB curapet [5-6]. B Hacto-
sitee Bpems JIT'L paccmaTpuBaercs Kak ¢popma CBA3aHHO-
rO C KypeHMeM YPe3MEPHOr0 MMMYHHOI'O OTBETa B JIET0Y-
HOJ TKaHMU, OC/IO)XHEHHOTO XPOHMYECKMM BOCIIaJIeHHEM

U B KOHEYHOM UTOTe NPUBOJSAIETO K OT/IOKEHUIO K/IeTOK
JlanrepraHca B MHTEPCTULMATBHON 00/IaCTM MENKUX JIbI-
xaTenbHbIX myTelt. Omucanbt JIT'T] nmocne kypeHns mapu-
XyaHBl, JJIUTE/IbHOI pabOThI C ApOMAaTUYeCKUMY TpaBaMu
M IOCTOSIHHOT'O OBITOBOIrO KOHTAKTA C AbIMOM [6]. OmacHo
KaK aKTMBHOe, TaK U TIACCMBHOE KypeHIe, KOTOPOe MOXeT
IpUBECTH TakKe K ycyrybnenuto tedenns JIT'T [6]. ITo pe-
3y/lbTaTaM SKCIIEPUMEHTA/IbHBIX 1M KIMHUYECKUX PaboT
BBIABJICHO NOBBILIEH)E 9KCIIPECCUM aHTUAIONTOTUYECKNX
6€e/IKOB B JIEHIPUTHBIX KIeTKax /laHTepraHca 1oy JeiiCTBI -
eM TabayHoro [AbIMa [6], YTO, BO3SMOXKHO, ABIAETCA OJHUM
n3 ocHOBHBIX Tpurrepos JII'L]. O6a mpencraBieHHbIX HAMI
K/IVHUYIECKNX CTydYasi [IEeMOHCTPUPYIOT pasBuTIe 3abose-
BaHMA Y MOTOJbIX aKTUBHO KYPAILINX IOl

Panee JIT'T] paccMaTpuBascs KaK peaKTUBHBIN TPOLIECC,
OJIHAKO II0 pe3y/JIbTaTaM paboT IOCTENHNX JIeT, 10 Kpaii-
Heil Mepe /i1 HEKOTOPBbIX IAlMeHTOB, MOXXET ObITh [O-
KasaHa KJIOHAJIbHAs IpuUpogpa 3abonesanns. Tax, B nccre-
moanuu H. Liu n coaBT. 06Hapy>keHa skcrpeccuss BRAF
V600E B xnerkax JITT] [6]. A. Roden u coaBT. MyTauuio
BRAF V600E BsusiBum y 7 (28 %) us 25 06c/mefoBaHHBIX
nauyentos ¢ JITLL [7]. Kpome aToro, ommcaHbl penyguBbl
JITL] y 60nbHBIX IOCTe TpaHCIUTaHTauuy nerkux [6]. Ilo-
aToMy B Hacrosulee Bpemsa JII'T] Bce yanle paccMaTpuBaroT
KaK MIeIOMJHOe HOBOOOpa3oBaHME C BOCHATUTENIbHBIM
KoMITOHeHTOM. C [Ipyroil CTOpPOHBI, BO MHOTHX CITydYasx
spomouys JIT'L ornmdaercsa or pasBUTUA, CBOVICTBEHHOTO
OIIyXOJIsIM: KONMYeCTBO KIeTok JlaHrepranca B mponude-
paTax co BpeMeHeM yMEeHbIIAeTCs, BO3PACTaeT KOMMIECTBO
¢$ubpo6IacTOB, U B IETKOM BO3HMKAIOT OYaru CK/IEpO3a,
medopMupyIollle CTPYKTYPY OpraHa.

Yactota JIT'L] HeBBICOKA, M COCTaBIIAET TONBbKO 4 %-5 %
Bcex mndy3HbIX 3a007I€BaHNIL TETKUX, JUATHOCTHPOBAH-
HBIX C ITOMOIIBI0 OTKPBITOI Ouoricun nerkux [6]. Creno-
BarenbHO, JII'Tl 71eTKO HeNpaBM/IbHO AMATHOCTUPOBATh.
BaxHO co3/1aThb 0CBEIOM/IEHHOCTD IIPAKTUKYIOIIVX Bpayeit
0 K/IMHUKO-PEHTTeHONOrndecKux ocobenHoctsx JIT'.

[TarmenTst ¢ JITLL 06bIYHO SKaNTYIOTCS Ha OOBILIKY VI
HEIIPOJyKTUBHBII Kallle/Ib (BCTPEYaloTCs IIPYMEPHO B BYX
TpeTsAX BCeX TakKux ciaydaeB) [4]. KoHcTurynuoHanabpHbIE
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mposB/IeHnA (acTeHusd, NMXOPajIKa, HOYHAA IIOTIMBOCTDb
U TOTepsi Beca) MOTYT oTMedarbcst y 10-20 % aTux manu-
eHTOB. Ellle OTHMM KIMHUYECKUM IIpOsBIeHNEM 3aboje-
BaHMA ABIAETCA CIIOHTAHHBIN ITHEBMOTOPAKC, KOTOPBIN
Habmofaercs B 15-20% cnyvaeB. OH MOXKeT BO3HMKHYTb
B m000€ BpeMsi B TedeHMe 3a00/IeBaHMSI M MOXKET ObITh
IOBYCTOPOHHUM W/UNM PeUMAUBUPYIOUMM, U €T0 CIefyeT
HOf103peBaTh Y MOOOr0 MalMeHTa, >KalyIoLlerocst Ha yCu-
neHune opbiky v 6omu B rpyau. KpoBoxapkanbe BCTpe-
JaeTCsl PeKO 1 TpebyeT UCKIIOUeHNA SPYTUX IPUUINH /I
ero passurus. BHenerounble npossnenus JITT] o6prano
3aTParnBalOT KOCTM (IMTHYECKOe MOpaXkeHue), TUmodus
(Hecaxapublit guabet) u, pexe, Koxy. OusnkanbHoe 06-
ClefloBaHMe, KaK IPaBUIO, HOPMAIbHOE, 32 VICKITIOYeHEM
cllydaeB IIHEBMOTOpPaKca, nmosguux crajguit JINL nin npu
COYeTaHMM C BHEJIETOYHBIM HOpaKeHMeM. XPUIIbl IPUCYT-
CTBYIOT PEMKO, a YTOJIIIEHNe KOHIEBBIX (pajlaHI MasIbLieB
BCTpedaeTcs KpaiiHe penko [4].

KucrosHble 1 y3enKoBble TeHM, PACIIONIOKEHHbIE B CPef-
HVIX 7TV BEpXHMX CETMEHTAX JIETKOT0, CYMTAIOTCS TUIMYHbI-
MU peHTreHonornmdeckumu npusHakamu JII'Tl u TogHOCTDH
IVaTHOCTVKY Ha OCHOBE UX BBIAB/ICHVA MOXKET HOCTUTATb
84 % [4-6], mpu atom 10-25 % man{MeHTOB He MME0 KIVHMI-
YeCKMX CHMIITOMOB 3aboneBanus. Ilo Mepe mporpeccrpo-
BaHIs HAPACTAIOT ITHeBMO(DIOPO3, KMCTO3HASI IePeCTPOIi-
Ka C pacIIpoCTpaHeHNeM Ha BCe CeIMEHTBI JIeTKMX [4-6].

Hapyurenns ¢yHKIym nerkux BapuabenbHbl M 3aBUCAT
KaK OT Mpeo6/IaaioNiX aHATOMIYECKUX OPaXKeHMIA, TaK
M OT CTeNeHM KMCTO3HbIX IOPaKeHNUJI Ha KOMIIBIOTEPHOI
tomorpadunu [4]. OmnucaHbl OOCTPYKIVBHBIE, pPeCTpPUK-
TUBHbIE 11 CMeIIaHHble NaTTepHbl. Ha paHHMX cTajuax mc-
clefoBaHMe (QYHKIUY JIETKMX MOXKeT OBITb HOPMa/IbHBIM
mpumepHo y 10 % mnanuentos [4]. Haunbonee pacmpocrpa-
HEHHOII aHOManuell fABIAeTCsA CHIDKeHue NudQysnoHHOIM
CIIOCOOHOCTY JIETKMX, KOTOpoe Habmiomaercss B 80-90%
C7Iy4aeB U B IIEPBYIO O4Yepefib SIB/IAETCA OTPaKeHUEM JIC-
GYHKIVM JIETOYHBIX cOCyHoB. OOCTPYKTMBHBIN IaTTEPH
HapyIIeHiT PYHKI[UN AbIXaHVST HAOMIOAETCsT Y 3HAIUTE Ib-
HOJT YaCTY MAIMEeHTOB, 0COOEHHO Y JIMII C 3aIlyIIeHHbIM KI-
CTO3HBIM 3a00jIeBaHMeM. VI30/I1IpOBaHHbIE PECTPUKTYBHbIC
HapyIleHNs IPUCYTCTBYeT B MEHDbIIMHCTBE CTyYaes.

YpoBHU Ta30B KPOBM B COCTOSHMM IIOKOsI OCTAIOTCS
HOPMAJIbHBIMM B T€YeHMe INTeIbHOTO BpeMeHN, HO Ha-
Ipy3Ka MOXKET BbI3BATh IOBbILIIEHNE TPAJIYIEHTa KICIOPOTa
B Q/IbBEOJIIPHOI apTePUY ¥ TUTIOKCEMUIO [4].

Ocnosroit meton amarHoctuku JII'T, kak m fgpyrux
TUCTMOLUTO30B, — TUCTOJIOTMYECKOEe ¥ MMMYHOTMCTOXU-
MudecKoe yccaenoBanye Ouontara [4]. [Ina momydeHus
MaTepuaja IPUMEeHSIOT Pa3/IHble CIOCOOBL. B3sITh TKaHb
nerkoro mast guarHoctuky JIIT] MOXHO TpaHCOPOHXM-
aJIbHO, OTHAKO METOJ, MMeeT HM3KYI UyBCTBUTETHHOCTD.
B pa6ore I. Housini u coaBT. cpegu 12 G0NbHBIX HOCTE
TPaHCOPOHXMATBHONM OMOICKHM HMAarHO3 OBUI MOCTaBIIeH
Tonpko y 2 (16,6%) [6]. Kpome aToro, ectb OmacHOCTb
ITHEBMOTOPAKCA, KOTOPBIIT caM IO cebe YacTO OCTIOXKHsET
teyenne JIT'L] [6]. MoskeT OBITH IONIE3HBIM MCCIENOBAHME
OPOHX0A/IbBEOJISIPHOTO JIABAXKA, IIOCKOIBKY B XKUAKOCTH
JacTo oOHapyxmBaetcs u36bITOK (6omee 5%) CDla mo-
JIOKNTETbHBIX K/IE€TOK, XOTS KypeHMe TaKKe IPUBOINUT
K YBEIMYEHUIO KOMMYECTBA 3TUX KJIETOK. VI3-3a HM3KOI

YyYBCTBUTEIBHOCTI MCCIEHOBAHME OPOHXOATbBEOSIPHOTO
JlaBaka MPUMEHAIOT TOJIBKO B Ka4eCTBe BCIIOMOTaTeIbHOTO
metopa [6, 8]. «3onoroit crangapt» guarHoctuku JITL] —
BU/JEOTOPAKOCKOIMYECKass OUOICHUs JIerKOro, KOTopast
HO3BO/IACT IOTYYUTh HOCTATOYHO MaTepuasa JjIs aHalu-
3a ¥ MMHUMM3MPOBATb PUCK OCTIOKHeHui1 [6, 8]. B mpen-
CTaB/ICHHBIX HaMM CIy4asXx 06OMM OOJBbHBIM BbIMOMHS-
nmach Ouoricusi nerkoro, auaruo3 JIIL] 6bi1 mogTBepKaeH
MOPQOIOrMIECK.

O6mmit mporuos mnst JIT'L, xax mpasummo, 6marompu-
ATHBI, OCOOEHHO eC/IM IALMEHThl IPeKpallaloT KypUTh
Ha PaHHUX CTafusx 3abomeBaHus. K HeOIarompusaTHeIM
HPOTHOCTUYECKMM (DaKTOpaM OTHOCATCS MYIBTUCUCTEM-
HOe IMOpaKeHue, OOIIMpPHBbIE KUCTDI, 3HAYUTEIbHOE CHU-
xenne DLCO, nuskoe otHomenne O®PB, k dpopcuposan-
HOJI JKM3HEHHOI eMKOCTH JIETKMX 1 BBICOKO€ OTHOLICHNE
OCTAaTOYHBIX 00BEMOB K 001reit eMKOCTH ylerkux. [lepBsiit
HpeICTaB/IeHHbIl HAMM KIMHIYECKNIT CTy4ail JeMOHCTPU-
pyeT [oOpoKauecTBEHHOE Te4eHe 3a00/IeBaHNsA, PaHHIOI
IMATHOCTUKY JIETOYHOTO IVMCTMOLUTO3a C IOIOXKNUTETbHON
IMHAMMKOI IIPU OTKase OT KypeHus. Bropoit kamHude-
CKMIT CITy4all IpefcTaB/iAeT MeHee OJIarONpUATHBIN Bapu-
ant JIT'LL: 60mbioii 06beM MOpa>keHNUs JETKUX, Hapylie-
HYs QYHKIMM ObIXaHUA, Hamndye T000YHbIX 3P PeKTOB OT
IPOBOAMMOTO JIeUeHVs Ha (POHe COXPAHSIOIErocst GakTo-
pa pucka — KypeHus. 9to obycnoBnusaeT 6onee Hebmaro-
NIPYATHBIV IPOTHO3 3TOV MALIMEHTKI.

B nedenym JIT'T] ncnonb3yioT pasHbie MeTofibl. OTHAKO
nepBas peKOMeHfaluus — OTKa3 oT KypeHus [4-6, 9]. Ha-
npumep, B uccnefosanuy A. Delobbe u coasT. fokasaHo,
YTO PUCK PasBUTHUA TKENIOM JIbIXAaTe/IbHONM HEeLOCTATO4-
HOCTH Y KYpAIIUX yBenuuuBascs 6omnee yem B 10 pas [10].
OpHO uiIb IpeKpalle e BAbIXaHsI TAOAIHOrO AbIMa, 6e3
JIeKapCTBEHHBIX BO3JENICTBUII, MOXET IPUBECTH K YIyd-
IICHUIO KapTVHBI JIETKVX II0 JAHHBIM KOMIIBIOTEPHOII TO-
Morpaduy 1 BeHTWIALMOHHBIX MoKasaTesneit [5]. OTkas ot
KOHTaKTa C AbIMOM, KYPEeHUs, B TOM YMCIIe KYPUTETbHBIX
CMecelT ¥ MHTaIAVIOHHBIX HAPKOTHUKOB, OTHOCUTCS K 0051-
3aTenbHOMY YCmoBumio 3 dexrnsHoro nevenvst JILLIL.

[ToMmMoO mpexpalljeHus KypeHus CUIaper, IJIIKOKOp-
tukoupsl (I'K) Tarxoke paccMaTpuBaloTCA KaK BepOSATHBIE
METOfIbI JIeYeHNs, 0COOEHHO y MAalMeHTOB C BBIPA)KEHHBI-
MU CUMIITOMAaMU U Pe3KMM HapylueHueM QYHKIMU HbIXa-
HuA [5]. OgHAaKo He CyILIecTByeT CTaHAAPTHBIX KpUTEpUeB
u opxopioB 1A HasHadeHus ['K. Ifutorokcnyeckast nexap-
CTBeHHasA Tepamus (BKIOYasg XIOPAEOKCUAJICHO3WH, LU-
k1odochaMui 1 METOTPEKCaT) MOXKET PacCMaTPUBATHCS
KaK BO3MO>XKHas Tepamus J/I1 TeX, y Koro Het apdekra oT
ITIIOKOKOPTUKOUIHON Tepaluy, 0COOEHHO IIpM BOBJIeYe-
HMM HeCKOJIbKO OPTaHOB. B IpeficTaB/IeHHOM HaMU BTOPOM
KIMHUYECKOM IIpYIMepe MKCIOIb3oBaHMe cucrteMHbix 'K
ObLIO 0OYCIIOB/ICHO Ha/lN4MieM BBIPaKEHHOTO 00beMa I10-
pakeHus: 7eTO4YHON TKaHM, HapymeHuit ®BJI n pasButuem
IbIXaTeIbHON HeOCTaTOYHOCTY (mecaTypauys npu ¢pusn-
vyeckoit Harpyske). Heobxommnmo otMeTuth GopMmpoBaHme
1n0604HbIX 3¢ dexToB furenpHoi Tepamu 'K (caxapHbiit
nmabeT, CMHAPOM Vnenko-Kymunra) y 9Toil HallMeHTKIL.

Hawn6ornee pacnpoctpaneHubiM ocnoxHeHueM JIT'L sB-
JsIeTCsl OMHOCTOPOHHMIT ITHeBMOTOpakc [5]. Ero wacrora,
10 Pa3HbIM JaHHBIM, MOXXET COCTABJIATD OT 16 110 32 % [6].
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PA3BBOP KAMHMYECKUX CAVIAEB

Co0011a710Ch, 4TO ITHEBMOTOPAKC BO3HMK Y 16 13 100 manm-
enroB ¢ JIT'T], n y 10 n3 Hux 6511 110 KpaitHeit Mepe 1 ann3on
ITHEBMOTOPAKCA; Y TAIMEHTOB C OCIO)KHEHHBIM ITHEBMO-
topakcoMm 06br4H0 JIT'T] HauMHAICS B MOJIOZOM BO3pAcTe,
a yacToTa PelyMBOB IIHEBMOTOPAKCA COCTAB/IANA OKOJIO
58% [6]. YacToTa penuanMBOB IMHEBMOTOpAaKca ObUIa 3HA-
YITEIbHO BbIIE Y KYPUIbIIMKOB CUTAPET, YeM Y TeX, KTO
6pocu Kyputs. [Ipy TOBTOpHBIX MHeBMOTOpaKcax apdex-
TUBEH IUIeBpofies [6]. TpaHCIUTaHTAIVIA IETKMX MOXKET pac-
CMaTpuBaThCs LA TALMEHTOB Ha IO3JIHeN craaum 3abo-
neBaHus [4-6]. TpaHCIUTaHTAUMsI B 9TOI IIPOTHOCTUYECKN
HeO/IaronpusATHO TPYIIe IO3BOMAET YBEIMIUTh BBDKIU-
BAeMOCTb M YNYYIIUTh Ka4eCTBO >KM3HU OONMbHBIX. B pe-
TPOCIEKTMBHOM MCCIENOBAHNM C y9acTeM 39 MalueHToB
€006111a/10Ch, YTO ITOKA3aTeNlN BDKMBAEMOCTY COCTABUIIN
76% n 54% B TeyeHue 1 n 10 y1eT MocC/Ie TpaHCIIAHTALUA
JIETKVX COOTBETCTBEHHO, XOTsI PELVANBBI OBUIN 0COOEHHO
YJaCcTBIMMU Y TeX, Y KOTO ObIIM 3aTPOHYTHI IPYIUe OPTaHbL
B npepncraBieHHbIX HaMU CITy4YasX HY Y OJJHOTO M3 MaljMeH-
TOB ITHEBMOTOPAKC He Pa3BUICA.

3aknueHue

[TpepcraBieHHble KIMHMYECKME CIyday I1OKa3blBa-
0T OIpefe/IéHHble OCOOEHHOCTM [JAHHOTO 3a00JI€BaHMIsL:
MOJIOOJ BO3pAcT IALMEHTOB, KypeHue Kak akrop pu-
CKa, MMUHUMAaJbHAasA KIMHMYECKAsA CUMITOMATUKA (Mau
ee OTCYTCTBME) IIPU HOBOJILHO 3HAYUTEIbHOM IOpake-
Huy nerouHoit tkauu. IIpu KT OTK wgame nHabmioparor-
Cs1 KMCTO3HBIE ¥ OYaroBble MATTEPHBI, MHOTOYMC/IEHHbIE
LeHTPWIOOY/IpHBle TOMUMMOPGHbIE OYary PpasaNIHOTO
mnaMeTpa. B o6oux caydasx, HeCMOTps Ha TUIIMYHOCTD
PEHTI€HONOTYeCKOll CUMITOMATHKM, Obl/Ia BBIIIOTHEHA
Mopdorornyeckas BepuduKanys [yuar€osa. B mepBom
caydae Ha OHe OTKa3a OT KypeHMs M3MEHEHV B JIeroy-
HOJI TKaHM PerpeccupoBali, BO BTOPOM C/Iy4ae, HeCMOTPS
Ha Tepalyio ITIIOKOKOPTUKONJaMy, Ha QOHe COXpaHeHUs
KypeHMsA, OTMEYa/IoCh IIPOrpeccpoBaHye PacIpoCTpaHe-
HUS TIOP@XKeHMsI JIETKUX.

Bknap aBTOpOB:

Bce aBTOpbI BHEC/IM CYLE@CTBEHHBIN BKNaZ, B MOATOTOBKY paboTbl, Npoy/n
1 0a06pun GuHaNbHYIO BEPCUIO CTaTbk Nepes nybankaLmen
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