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I'MCTHOINUTO3 U3 KJIETOK JIAHI'EPT'TAHCA

Y B3POCJIBIX — TPYJHBIA TUATHO3 NJIA CIYYAWHASI HAXOJKA

;.) C. H. /lemuoux’, E. M. Cypmau', E. H. Anexco', A. H. Mawmunckas’
'I'poonencruil cocyoapcmeennviil meduyunckuil ynugepcumem, I poono, benapyce

’I'poonenckuil obracmuoul knuHudeckuil yeump « @musuampusy, I poono, berapycey

Tucmuoyumos uz knemox Jlaneepeanca (I'KJI) sensemcs opghannvim 3abonesanuem, OMHOCUMCSL K ORYXOISAM U3
SUCMUOYUMOB U OEHMPUMHBIX KIIeMOK. 1 pynna 2ucmuoyumo308 ecbmMa HeOOHOPOOHA KAK KAUHUYECKU, MAK U 2UCIO-
xumudecku, wacmoma gcmpedaemocmu y e3pocavix — 1 na 1 000 000. I'KJI ¢ uzonupoganuvim nopasjicenuem aieekux
cocmaeisiem 0KOJI0 NOJOBUHbL 8CEX 2UCTUOYUMO308 00HO0YA20B80L (hOPMbI, CHOUN HO30J02UYECKU 8 CHOPOHE OM
T'KJT, umeem ceou buonocuueckue ocobeHHOCMU, XapaKmep medenus u COOMEemcmeeHHo No0X00bl K mepanuu.

Ce200H: cyujecmsyon 803MONCHOCMU UMMYHOSUCOXUMUYECKOLL 8epUuhuKayuu OUAeHO3d C BblAGIeHUeM AHmu2e-
noe CDI1a+, CD207+, 0o0Haxo pazopoc KiuHu4eckux nposieieHuil u Ou@oepenyuaisHo2o OuaeHo3a 8euK. Cayuaitble
KAUHUYECKUE U PEHMSEHONI02UHeCKUe HaX00KU He 8ce20d npusedym K npasuibhomy ouaznosy. Kpome smoeo, ons I'KJT
Hem 00WenpuHsAmvIX CManoapmos OJisl iedeHust 83POCIbIX NAYUEHMOEB 6 CE53U C OMCYMCMBUEM 8eCOMOU OOKA3AMeb-
Hotl 6azvl.

B nocneonue 200et npousourno omxpeimue mymayuii nymu RAS-RAF-MEK-ERK, umo pacuupuno 603M0x4CHOCIU
mapeemuou mepanuu. An2opumm OUASHOCIUKU C YUemoM KIUHUYECKUX 0cobeHHOcmel, aHaIu3 OUacHOCIMUYecKUx
Kpumepues, 86160p onmumManibHOU MaKmuKi 8e0eHUs NAyueHma ¢ 00HO0UA208bIM J1e20UHbIM 2UCIUOYUNO30M A8 -

emcsi KITUHUYEeCKUM 8bl3080M OJIsl uHmepHucmad.

Knwuesvie cnosa: cucmuoyumaos u3 Kienok ﬂaneepzcha C U30JUPOBAHHBIM NOPAHCEHUEM JIECKUX, Opd)aHHble
3a60]le6aHu}l, urnmepcmuyudibHole 3abones6anus JIECKUX, KOMNblOmMepHasi momoepacj)uﬂ
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Beeoenue

I'mctnonmro3 m3 xinerok Jlanrepranca (I'KJI)
CILYCTsI IECSITWIIETHsSI MCCIEAOBAaHUN COIJIACHO 3a-
KIIFOUCHHUIO MEXIYHApOTHOTO KOoHceHcyca 2022
rojia — BOCIAJIUTEIbHOE MHUEJIONIHOE HOBOOOPa30-
BaHME, ACCOIMUPOBAHHOE ¢ MyTaIusIMu mytu RAS-
RAF-MEK-ERK, uyBcTBUTENBEHOE K TAPTrETHOM Te-
panuu, XapakTepU3yIOLMXCsl HAKOINIEHUEM KJIETOK
JlanrepraHca B pa3IMuHBIX OpraHax U TKaHsax ¢ Gop-
MHPOBaHUEM I'PaHyJIeM C 203MHOPUIEHON HHPUITb-
Tpauueil. ['MCTHOLMTO3bl C U30JIMPOBAHHBIM TOpa-
KEHUEM JIETKUX MPEJICTABISIOT cOO0M OTIENIbHYIO
rpynmy I'KJI [1]. TepMHH «THCTHOLUTO3 U3 KIETOK
Jlanrepranca» o0beAMHSET paHee U3BECTHBIE 3a00-
JIeBaHUS — DO3MHOPWIBHYIO T'paHylieMy, OOJie3Hb
Xonpa-Ulynnepa-Kpucuena wu 6ome3nr AolTta-
Jlerrepepa-3uBe. I'KJI BcTpewaercs ¢ 4acToToi
1-1,5 ciydas Ha MWJUJIMOH B3POCIIOTO HaceJeHHs
B ron [2, 3, 4]. Ans B3pOCibIX MAalMEHTOB KIIH-
HUYECKHE PEKOMEHAALUM M CTAHAAPTHl JICUCHUS
OTCYTCTBYIOT, HCIIOJIb30BaHHE IE€AMATPUUECKUX
MPOTOKOJIOB HeoOocHoBaHHO. [lpm mopaxeHnn
JIETKUX MYJIBTHCUCTEMHOCTh BCTPEYAETCS TOJIBKO
B 15% ciydaes, BbIABIIsIeTCS 3a00JIeBaHHE Yallle
B Bo3pacte 20—40 neT NmpeuMyIlecCTBEHHO y Ky-
puiIbIIMKOB [5, 6, 7]. ¥V B3pocnbix I'KJI nerkux co-
craBisieT 3—5% OT BceX MalMeHTOB C UHTEPCTHIIN-
QIBHBIMH 3200JI€BAaHUSIMH JIETKHX.

TabauHpIii ABIM OTHOCUTCS K TJIABHBIM IIPO-
BorupytomuM  ¢pakropam  pasputus  (90-100%
MalMeHTOB KypAT). B numTeparype mnpuBomsTCs
cayuyan pazsutus ['KJI mocie kypenuss mapuxy-
aHbl, UIMTEIbHON padOThl € apoOMaTHYECKHUMU
TpaBamH, TMTOCTOSHHOTO OBITOBOTO KOHTaKTa C JIbI-
MoM [8, 9, 10]. [To pe3ynpTaTaMm dKCIIEpUMEHTATh-

HBIX U KIIMHAYECKHX paboT BBISBICHO MOBBIIICHNE
9KCTIIPECCUU AHTHANIONTOTHYECKUX OENKOB B JICH-
JIpUTHBIX Ki1eTkax JlaHrepranca noj neiicTBueM Ta-
Oauynoro npiMa. B nccienosanun H. Liu u coaBto-
poB obHapy:xeHa skcnpeccust BRAF V60OE B kier-
kax [11]. A. Roden u coaBTopsl myTranuto BRAF
V600E BoisiBunn y 7 (28,0%) u3 25 o0cnenoBaHHBIX
nanuenToB [12]. [IpeacraBiens! ciyyan peruanBa
I'KJI nocne tpancianTanuu jgerkux [13].
Kmnanueckne cumnromsl ['KJI mecnermdpwny-
HBl W TIPOSBISIOTCS HEMPOMYKTUBHBIM KallIieM
W OJIBIIIKOH, TIEPBBIM MPOSIBICHHEM 3a00JIeBaHUS
MOYET OBITh CIIOHTAHHBIH ITHEBMOTOPAKC, K pej-
KO BCTPEUaIOUIMMHCA CUMIITOMaM OTHOCSATCSI KpoO-
BOXapKaHbe, JMXOPaJKa, CHIKEHHE MAacchl Tela.
ITpu anuTenbHOM TedeHuH 3a00JIeBaHUs y MAllUeH-
TOB TIOABJISIOTCS CHMITOMBI JIETOYHOM THIEPTEH-
3u [14]. OCHOBHBIM METOJIOM BBISIBJICHHS H3MEHE-
HUI B JIETKHUX SIBJSIETCS PEHTTEHOTpaMMa OpraHoB
rpynHoii kinetku (OI'K), mpu npoBeeHnu KOTOpoi
Ha PaHHMUX CTagusX 3a00JIEBAaHUS BBISBISIOTCS
MEJIKAE M CPEJHHE O4ard, TOHKOCTEHHbIE €AMHUY-
HBIE KUCTHI B BEPXHHUX U CPEIHUX OTJIENAaxX JETKUX,
a 0azanbHBIC OT/AENBI HE M3MEHEeHbI. [lo JmaHHBIM
kommbtotepHoid Tomorpaduu (KT) OI'K mns ['KJT
XapakTepHa CTaJAWHHOCTh M3MeHeHuH. Ha panHnx
CTaIusIX B BEPXHHUX OTHENIAX JIETKUX BBISBISIOTCS
Xa0THYHO PACIIOJIOKECHHBIE MEJIKHE O4ard HU3KOH
TUTOTHOCTH, KOTOpBIE TO3/HEEe MpeoOpaszyroTcs: B
kuctel. [Ipu mporpeccupoBanum 3a00eBaHUs KH-
CTBI CIIMBAIOTCSI MEXIy cOOOM, mprodperast BEeTBS-
LIYIOCS, 3BE3JYaTyI0, KJIEBEpOoOoOpasHylo GopMmy —
«JIUCT KJIEBEPa», TOJIIIMHA WX CTEHOK COCTaBIIsUIA
1o 4 mM. Ha mo3maux cramusx HaOmromaercs cyo-
TOTAJIFHOE KUCTO3HOE 3aMEIIeHNe JIETOYHOW TKaHH
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W coueTaHue KHUCT ¢ aMbuzeMoit. I3aMeHeHns HOCAT
JIBYCTOPOHHUN CUMMETPUYHBINA XapakTep C JIoKa-
JU3aIUel MperMyIecTBEHHO B BEPXHUX U CPETHUX
OTJIeNax JIeTKUX, a HUKHHUE OTAEINbl JIETKUX U pe-
OepHo-auadparManbHble CHHYCHI HHTaKTHBL. YacTo
I'KJI ocnoxnsiercss mueBMoTopakcom [15, 16, 17].
Ha mo3zmaux cramusx 3abojeBaHHsS TPH XPOHHYE-
ckom Teuennn Ha KT OI'K mosBisercs kapTuHa
«COTOBOTO» JIETKOTO. OTMEYEHO, YTO MPHU THUITNY-
HOM aHaMHe3€, COYETaHWU KHUCTO3HBIX IOJIOCTEH
1 Y3€JIKOB B BEPXHHX OT/I€JIax JIETKUX 0 pe3yJIbTa-
taM KT OI'’K 6nonicus 1erkoro MoskeT He BBITOJTHSTh-
Cs1 s TOCTAHOBKY quarHo3a. OHaKo y malrueHToB
¢ I'KJI mpu KT OI'K uccrnemoBanuy 4arie BBISBIIS-
0T TOJIBKO Y3€JIKH WJIM TOJBKO KUCTO3HBIE TIOJIOCTH,
YTO 3aTPYAHSIET JUArHOCTHUKY W OINpeeNseT Heoo-
XOAMMOCTb NPOBEJCHUSI OMOIICHU U MOPQOIorude-
cKoll Bepudukanuu nuaraosa [18].

WNucTpymeHTanbHpie M 1a00paTOpHBIE METOJIBI
Ba)XKHBI IS mocTaHoOBKM pauarHo3a ['KJI merkux,
OJIHAKO CJeAyeT TOMHHTh, YTO Y KYpPHJIBIIHNKOB
MPU XPOHMYECKOM OpPOHXHTE WIIM XPOHHUYECKOH 00-
CTPYKTHBHOW 0OJIE3HH JIETKMX MOTYT HaOJIIOAaThCs
CXOKHE M3MEHEHHUS TTPH BBITIOIIHEHUN CIIUPOMETPHHU
1 (GuOPOOPOHXOCKOITNH. «30J0THIM CTAHIAPTOM)Y
nuarHoctuku T'KJI siBisieTcss BUACOTOPAaKOCKOIIH-
yeckast OHWOICHSI JIETKOro. [ MCTOJOTMYECKH MO-
JKET OBITh BBISBICH JIECTPYKTUBHBIH OPOHXHOIHT
C HauMyueM OpOHXOLECHTPUUYECKUX M TEpUOPOH-
XHOJSIPHBIX TpaHyleMm. Ha mo3maux cramusx dop-
MHUPYIOTCS TpaHyJIeMbl <«JIaImdaToro» BHIA, COAEp-
xKamre KieTku Jlanrepranca, JTUMQOIUTEL, 303H-
HOGWITBI, GUOPOOTACTHI U MITa3MATHYECKHE KIICTKH.
IIpy TpaHCMUCCHOHHON 3JIEKTPOHHONM MHUKPOCKO-
muu B KieTkax Jlanrepranca oOHapyKUBarOTCS
MMAaTOTHOMOHHWYHEIE TpaHynbl bupOeka. [Tpn mmmy-
HOTHICTOXMMHUYECKOM HCCIIeIOBaHUM KieTku JlaH-
repraica xapakrepmsyrorcs oskcmpeccueii CDla,
S100 u CD207 (manrepun) [3, 19]. Cuuraercs, 4ro
B MATOT€HEe3€ T'MCTHOIMTO30B BEIyIlas pojib MpH-
HaaIeKuT MyTanusam reHoB. Mytanus BRAF V600E
obHapysxena y 28—87,8% nauuenrtos ¢ ['KJI [20].

Boizgoposnenne npu ['KJI nerkux mosxket mpo-
WUCXOAWTh CHoHTaHHO. [IpekparieHvne BIbIXaHUA
TabayHOro NIbIMa 0e3 METUKaMEHTO3HOHM Tepamuu
MOKeT MpuBOaUThH K ymyurneHuto KT-kaptunber u
MoKa3zaresiedl BEeHTWIAUMOHHON (YHKIMH JIETKHX.
YTBEpKACHHBIE KIMHUYECKHUE IPOTOKOJIBI 110 JIeUe-
Huto ['KJI y B3pocibix oTcyTcTBYIOT. Henpeackasy-
eMoe Te4eHre 3a00JIeBaHMUS C BEPOATHOCTHIO CITOH-
TaHHBIX PEMHUCCHUH 3aTpyAHSIET WHTEPIPETAIUIO U
OLIEHKY KJIMHUYECKOW 3(PPEKTHBHOCTH Teparnuu
[21]. B neuenun maumentoB ¢ I'KJI ucnomssyior
cucremusle riokokopTuxkoctepouasl (cI'’KC). Ipu
HeahpextuBHOCTH cI'KC B TeueHne 6 mMecsIes pe-
KOMEH/IOBAaHO Ha3HAYEHUE UTOCTATHKOB (KIIaapH-
OWH W 3TOMO3WJI, BUHOJIACTHH U MEPKAITOIYPHH),
00 MX KOMOWHANUM, JTUOO TapreTHhIe mpernapa-
THI-UHTHONTOPBI TipoTenHkrHa3 MAPK-nytn [22,
23]. B repmunansnoit cranuu I'KJI mpu pa3Butuun
TSDKEJION  ABIXaTeNIbHOM HENOCTATOYHOCTU M Jie-
TOYHOH THUIEPTEH3WHW PEKOMEHIOBAHO PACCMO-
TPEeTh BO3MOXXKHOCTH MPOBEICHUS TPAHCIUIAHTAIUH
JIETKHX.

CrydJaii U3 MpakTHKA

Takxum 06pazom, B TUarHOCTHKE PEIKOTO HHTEP-
CTHIMATIFHOTO 3a00J€BaHUA JIETKUX CIEIYeT YUH-
THIBaTh KIMHUYECKYI0 KapTuHy, naHHsle KT OI'K
u matoMopdoiorndeckue n3meneHus. C menpro mno-
BBILICHUSI OCBEIOMJICHHOCTH Bpaueil oOuiel mpak-
TUKH, TEPaATIeBTOB, MyJIbMOHOJIOTOB, (D TU3NATPOB U
PEHTI€HOJOrOB MPHUBOJUM KIMHUYECKUNA CcIydai
I'KJI nerkux y manuenTa u3 ['pogHeHCKO# 00macTy.

Onucanue KiuHu4ecKkozo cayuan

Myxuuna 36 neT noctynui Bo (prusmarpuue-
ckoe otjeneHue ['poJHEHCKOro 00J1acTHOTO KIIH-
Huueckoro nentpa «drusuarpus» 04.03.2025. ITpu
OTIpOCe TPEABSABISIT JKaT00bl HA Kallelb CO CKYA-
HBIM OTJ/ICJICHUEM CJIM3UCTO-THOMHOM MOKPOTHI,
YMEPEHHYIO OOILYyI0 claboCTh, OJBIIIKY MHCIHpA-
TOPHOTO0 XapakTepa npu pu3nuecKoit Harpyske (pu
OBICTpOIT X01K0E WK TIPH TIOTbeMe Ha HEOOJbIIoe
BO3BBIIIICHUE).

W3 anamHe3a W3BECTHO, YTO MAIUEHT KYpPHT
JuTenbHO (okoJo 20 et Oonee | mavku B JICHB),
HE 3JI0yHOTPeOIIsieT aJKorojieM. AJUIeproyiornye-
CKHUH, SIUAEMHOIOTHUECKUN aHaMHe3 0e3 0CoOcH-
HOCTel. AHaMHe3 COITYTCTBYIOIIUX/TIEPEHECEHHBIX,
HACJIEJICTBEHHBIX 3a00JIeBaHHA HE OTATOIICH.

Cuutaer cebsi OONBHBIM OKOJO 3 MecCAIEB.
[TarueHT — BOJAUTEIh MEXKIYHAPOIHBIX TPYy30Iepe-
B030K. CBSI3bIBACT TIOSIBJICHUE CUMIITOMOB OJIbIIIKH
U YCWJICHHE KallUlsl CO CMEHOW MAIMHBI, BHYTPHU
KaOWHBI KOTOPON TMPHUCYTCTBOBAN 3amax KpacKH.
3a MEIUITMHCKON TTOMOIIBI0 OOpaTHIICS, KOTaa 3a-
0oJen oCcTpol pecnupaTopHOr WHOEKINEH, KOTO-
pasi COIPOBOXK/IAJIACH TIOBBIIICHUEM TEMIICPATYPhI
tena a0 39,0°C. B NONMMKIMHHUKE TIO MECTY >KH-
TENbCTBa OBLT OCMOTPEH BpadyoM OOIIeH MpakTH-
KH, BBICTaBIIEH JIMArHO3 «OCTPBI PUHODAPUHTUT
¥ Ha3HAueHO CHUMITOMaTmdeckoe jedeHue. [larm-
€HT OBbLT HAITPABJICH HA PEHTI'CHOJIOTHYECKOE 00CIIe-
JIOBaHME. 3aKJIIOYCHHUE: B JIETKUX C 00CHX CTOPOH
OTIpE/ICIISICTCS] CHUYKCHUE ITHEBMAaTU3alluu Ha (OHE
oOoramieHust JeroYHOr0 PHUCYHKA, MHOYKECTBCH-
HBIE MEJIKOOYAroBbIe TEHH I10 TUITY JTUCCEeMUHAIUH.
W3menenus B jerkux 0Oojiee BBIPAKEHBI B BEPXHUX
otnenax. KopHu He paciivpeHsl, yIUIOTHEHbI. PeHT-
TEHOJIOTMYECKasi KapTUHA MOXKET ObITh XapaKTepHa
JUIsl JIBYCTOPOHHEH ITHEBMOHHHU, CapKOWJ03a JIer-
KHX, TUCCEMHHUPOBaHHOTO TyOepKyiesa (puc. 1).

BremonHen oOmuii aHann3 KpoBH (HOPMAaTHB-
HBIC 3HaYEHUS NMPUBEICHBI B CKOOKAX ) TEMOTIOONH
— 153 /7 (120-160), netikormter — 7,8x10% (3,98—
10,04), COD — 18 mm/u (1-10).

[Ipy MOBTOPHOM BU3UTE IOCIE JOTOJIHUTEIb-
HBIX OOCIIe/IOBaHUI Bpad oOOIIeH NpPaKTUKH BhI-
CTaBWJI KIIMHUYECKHUH TUArHO3 «BHETOCIHTAIbHAS
MTHEBMOHUS» M HAa3HAUWJI aHTHOAKTEPHAIIBHYIO Te-
panuio (aMOKCHIIMJUIMH/KJIABYJIOHOBAas KHCJIOTa,
875 mr/125 mr 2 paza B cyTku, KiaapurpoMunus 500
MI 2 pa3a B CyTKM B TeueHue 8 cyTok). beuia mo-
JydeHa YacTHYHAs TOJOXKHUTEIbHAs KIMHUYECKast
MUHAMHAKA B BHUAEC HOPMAaJHM3AI[MH TEMIIEPATyPHhI
Tena, OJTHAKO COXPAHSUIACH KaJIOOBI HA OJIBIIIKY H
Kameb. [Ipu KOHTPOJBLHOM PEHTICHOJIOTHYECKOM
00CJIeIOBaHUH TIOJIOKHUTEIBHON TUHAMHKH HE I10-
nydeHo (puc. 2).
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Crny4aii U3 MPaKTUKA

Pucynok 1 — Penmzenozpammol 0pzanoe 2pyoHoii Knemku
6 npAMoil u neeoii 6okoeoil npoekyuax 20.02.2025
(onucanue 6 mexcme)

Figure 1 — Chest X-ray, frontal and left lateral views of the chest
20.02.2025 (description is in the text)

VYdauThBas XapakTep MNOPaXKEHUs JETKUX II0
JaHHBIM LU(POBBIX PEHTTEHOIPAMM OPraHOB JbI-
XaHHs, OTCYTCTBUE IMHAMUKHU IIOC]IEC aHTHOAKTe-
pHATIbHOM Tepaluy MalUeHT ObUl HampaBlieH Ha
KOHCYJIbTallMI0 K Bpady (TU3HATPY IOIUKINHHU-
YECKOTO OTJICJICHHSI C TPEABAPUTEILHBIM JIHATHO-
30M «IMCCEMHHUPOBAHHBIA TyOEpKyJe3 JErKUX ?».
Jlis yTouHEeHHs TUarHosa 1 MpoBEAEHHs IOTIOJIHH-
TeJIhHBIX 00CIEeOBaHMH TMAIMEHT OBUT HAIpaBIeH
B CHEIUATU3NPOBAHHBIA TPOTHBOTYOEPKYIE3HBIH
CTaLMOHAp.

[lpn aHanmM3e PEHTICHOIOTHYECKOTO apXHBa,
MPEIOCTaBICHHOTO PEHTICHOJIOIMYECKUM  OTHe-
JICHHEM TOPOACKOH MOJHUKJINHUKH, YTOYHEHO, YTO
BbIsiBNIeHHbIE 28.02.2025 wu3MeHEHMsI B JIETKHUX
HE OIpEACIsUINCh Ha LU(PPOBOH PEHTTCHOIPaMMe
OI'K 12.07.2024 (puc. 3).
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Pucynok 2 — Penmezenozpammsl opzanoe zpyoHoii Knemku é
npamoii u neeoit 60koeoii npoexuyuax 28.02.2025 (onucanue
6 mexcme)

Figure 2. — Chest X-ray, frontal and left lateral views of the chest
28.02.2025 (description is in the text)

OO0miee cocTosTHUE MAUEHTa MPU MOCTYIICHUN
B KJIIMHUKY YZOBJIETBOPUTEIBHOE, CO3HAHUE SCHOE.
Temmnepatypa — 36,6°C. OOpamiaer Ha ce0sl BHU-
MaHHe aCTeHHYHOE TEJIOCIOKEHUE, MHJIEKC MAaCChI
tena — 17,5 xr/m? (nedurur maccer Tena). Kokubre
MOKPOBBI OOBIYHOM OKpacku, yucTeie. [lepudepu-
yeckrue TUM(paTHYECKUE Y3JIbl HE MaNbIUPYIOTCS.
B nerkux mepkyTOpHO — JIETOYHBINA 3BYK, IIPU ay-
CKYJBTAIlUH: JBIXaHWE BE3WKYJSIPHOE, TMOOOYHBIX
JIBIXaTeNbHBIX ITyMOB HET, YacTOTa JbIXaHUS —
17 B munHyTy, carypauus — 98%. Bepxymeunsrii
TOIYOK TaJIbIIUPYETCs B 5-M Mexpebdepbe Ha 1 cM
KHYTPH OT JICBOH CPEIHEKIIOUNYHON JIMHUM; Tpa-
HUIBl OTHOCHUTEIIBHOM, a0COIOTHOW CepieuHOM
Tynoct — B HopMe. Tonsl cepana (I; 11) coxpanen-
HOH 3ByYHOCTH, pUTMHUYHBIE, LIYMOB HET. [lyabc —
88 ymapoB B MUHYTY, pUTMUYHBINA, yIOBICTBOPH-
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Pucynok 3 — Penmezenozpamma opzanoe 2pyoOHoil KiemKu
(onucanue ¢ mexcme)
Figure 3. — Chest X-ray (description is in the text)

TEJILHOTO HATIOJHEHUSI M HAlPsDKEHUS. ApTepraib-
Hoe naBnenne — 120/85 mm prt. cT. (Ha o0eux py-
Kax). SI3BIK BIQKHBIH, 00JOKEH OCIBIM HAJCTOM.
JKuBoT mpu manbnanun MArkui, 6e30071e3HEHHBII.
[leuenp nmepkyTopHO — y Kpas pebepHOi ayTu; Te-
YeHb, CEJIe3CHKa, MOYKW He Hanbnupyrorcs. Ou-
3MOJIOTHUECKHE OTMpaBlieHUs 0e3 0COOEHHOCTEH.
[lepudepuueckux 0OTEKOB HET.

OO0t aHamu3 KpoBU (HOPMATHBHBIC 3HAYCHHS
NPUBECHBI B CKOOKax): JeHKOIMThl — 7,94x10%/1
(3,98-10,04), sputporutsr — 4,78x10'%/m (4,3-5,7)
remoriiobu — 140 r/a (120-160), COD — 15 mm/u
(1-10).

OOuwmii aHanu3 MouM: 0€3 MNaTOJOTHYECKUX
U3MEHEHUM.

buoxumudecknit  aHanu3  KpoBH  (HOpMa-
TUBHBIE 3HAYCHUS TPHUBEICHBI B CKOOKax):
obumit 6enok — 79,0 r/nm (64—83), anbOymuH —
47 t/n (35-50), moueBuna — 4,7 mmonw/1 (<8,3),
kpeatmHnH — 84 wMkmone/n (61,8-123,7), 006-
it oumupyoun — 16 mxmons/n (0-20), AnAT —
11,0 En/n (0-42), AcAT 53,0 Ea/n (0-37),
C-peaktuBHbIl Oeok — 3,4 mr/i (0-5).

DJeKTpoKapaIuorpaMMa: puTM MPaBUIIbHBIN, CH-
HYCOBBII, BOJIBTaXX COXpaHEH, HOPMAaJbHOE IOJIO-
JKEHUE DJIEKTPUYECKOM ocH cepaua, yroi o — 78°,
4acTOTa CEPIEYHBIX COKpalleHuil — 76 ynapoB
B MUHYTY.

VYnbTpa3BykoBoe wuccinenoBanue (Y3M) BHy-
TPEHHUX OpraHoB: OOHapyxkeHbl AudPy3HBIE H3-
MEHEHHUSI B IEYEHH, KHCTHl U HEPPONTO3 MpaBon
nouku. Y3U nepudepuueckux aumdoysnos. Bei-
MIOJIHEHO HCCIIEI0BaHUE MICHHBIX, HAAKIIOUMYHBIX,
MOJTKITFOUYNYHBIX, TIOJAMBIIICYHBIX, TTAXOBBIX M-
¢doy3moB. 3akiovYeHre: MPU3HAKK HAAKIIOYHYHON
nuMdaeHONaTHH CIIPaBa M0 TUIEPIUIACTHICCKOMY
tuny. ¥Y3W muToBUIAHOM Kene3bl: MaToJIOTHUECKUX
N3MEHEHUI HE BBISBIICHO.

[ToBTOpHO NIpOBEECH aHATN3 UU(POBBIX PEHTIE-
HOT'PaMM OPraHOB I'PYJIHOW KIIETKH, BBITTOJIHEHHBIX
Ha aMOyJIaTOPHOM dTare 00CIeI0BaHus JI0 U TIOCIIe
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Kypca aHTHOaKTepHalbHOW Tepamuu. OmucaHue:
Ha ()OHE YCHIIEHHOTO JIETOYHOTO PUCYHKA MHOXKE-
CTBEHHBIE MEJKOOYaroBble TEHHW 1O THITYy JHCCe-
MUHaLUH, GUOpOo3HasT TEHHCTOCTh. KOpHH Jerkux
pacuMpeHbl M MOATSHYTHl KBEPXY. 3aKIIOYCHHE:
PEHTTEHOJIOTHYECKast KApTHHA U3MEHEHUH B JIETKUX
MOJKET OBITh XapaKTepHa JUIA CHHAPOMA JIETOYHOU
IcCeMUHAnun (capkommo3 JeTKux?). PeHrreHo-
Joruyeckas KapTuHa 0e3 TuHaMUKH (TIOCTie aHTH-
OaxTepuanbHoil Tepanuu). IlanneHTy BbIIOJIHEHA
KT OI'K. B 060ux jerkux onpeaessiroTcss MHOKe-
CTBEHHBIE JMCCEMUHUPOBAHHBIC Y3EIKH W OYaru
YIUTOTHEHUS TI0 THITY «MaTOBOTO CTeKiIa». Ha aTom
(hoHe B 000MX JIETKUX OMPEACIISIOTCS MHOXKECTBEH-
HBIE JMCCEMUHHPOBAHHBIE Pa3HOBEIUKHE TOHKO-
CTCHHBIC BO3/IYIIHBIC TIOJOCTH 10 TUITY KHCTO3HBIX
OpOHXODKTa30B ceyeHneM B mpegenax 3—11 mm.
Tpaxest u KpynHble OPOHXHM BO3AYIIHBL. BHYTpH-
MeJNaCTUHAIIGHBIE U TOAMBIIICYHBIE JTUM(POY3IIBI
He yBenm4eHsbI. [lneBpanbHbIe moocTH CBOOOIHBI.
3axmouenne: KT-kapThHa aucceMUHHPOBAHHBIX
Y3€JIKOBO-UHTEPCTUIIMATBHBIX U3MEHEHUH W MHO-
JKECTBEHHBIX MOJOCTHBIX CTPYKTYP MO THITY KUCTO-
3HBIX OPOHX09KTa30B JIerkux (MukoOakTepuos jier-
knx? JlucceMUHUpOBaHHBINH TyOepKylne3 JIerKux?
Kapumromaros?) (puc. 4).

Brinmonnen JlnackunrecT. Pe3ysnbTar KOMXKHOTO
TecTa ObLI OTPULIATEIIEHBIM,

[Tonmy4eHsl OTpULATENbHBIE PE3yIbTAThl HM-
MyHO(EPMEHTHOTO aHallu3a KPOBM Ha aHTHUTe-
Hel BupycoB rematuta (HBsAg, Antn-HCVAg),
Ha aHTHTENA K BUPYCY UMMYHOAE(DUIINTA YeTOBeKa
1 Ha cuduuc (ornpeaesieHue CyMMapHBIX aHTHTEIN)
W OTpHUIIaTEIbHbIE PE3YJIbTATHI ISTH UCCIIEIOBAaHUN
MOKpOTBI METOJaMH BBISBJICHHSI MHKOOAaKTEepHi
TyOepKyse3a (MUKPOCKOMHSI C OKPACKOW Ma3Ka o
Humro-Huneceny, GeneXpert MTB/Rif). Tlpn 1m-
TOJIOTHYECKOM HCCIIEJOBAHUH MOKPOTHI aTHITHY-
HBIE KJIETKH HE OOHAPY)KEHBI.

CnupoMeTpuyecKkoe HUCCIIeZIOBaHUE HE BBINOJ-
HeHo. PUOPOOPOHXOCKOIHUS HE BBINOTHEHA (OTKa3
namuenTa). llanmeHT OBIT OCMOTpeH BpadoMm od-
TaJIbMOJIOTOM (TTATOJIOTHH HE BBISBICHO), OTOPHHO-
JIAPUHTOJIOTOM (CMEITIEHHAsI HOCOBAsI TIEPETOPOIKA).

YuuteBas KIMHUKO-aHAMHECTHYECKHE JIaH-
HBbIE, a TaKKe pe3yJbTaThl MPOBEACHHOIO 00cie-
JOBaHUSI M OTCYTCTBHE HOATBEP)KACHHOIO JMa-
THO3a, ManueHT ObUT HampasieH u 19.03.2025 ro-
CIIUTAU3NPOBAH B TOCYJapPCTBEHHOE YUPEKICHHE
«PecnryOnMKaHCKUH HAYYHO-TIPAKTHYECKANA IICHTP
nyapbMoHONOTHH U Qrusuatpuuy (PHIIL [Tud)
JUTSL TIPOBEJICHUS JIOTIOJIHUTEIBHBIX 00CIeIOBaHUM,
B TOM 4HciIe MOP(OIOTrHUecKol BeprupUKaLUK A1-
arfosa. KimmHW4YecKkuil uarHo3 npy HamlpaBICHHUH:
J84.1 Cunapom neroyHoi AUCCEMUHALIMY HESICHOTO
renesa. MukobakTepnos jerkux? CapKoumo3 Jer-
kux? ComyrterBytomue 3abosneBanus: J34.2 Cwme-
IIIeHHasl HOCOBasl Meperopoika.

B PHIIL] [MTu® nonoiaHUTEIbHO OBLIO BBIMON-
HEHO wuccienoBanne pH W Ta30BOTO COCTOSIHUS
KalmUIIpHOH KpOBM (HOPMATWBHBIE 3HAYEHUS
mpuBeleHsl B ckobOkax): pH — 7,353 (7,35-
7,45); PaCO, — 45,9 mm pr. cr. (32-45); PaO, —
68,5 MM pr. cT. (83—-108); carypauus sO2 — 93,(%%
(95-99). Cnupomerpusi — Ha4aIbHBIE PECTPUKTHB-
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Pucynok 4 — Komnviomepuas momozpagpus opzanoe zpyonoii knemku 10.03.25 (onucanue ¢ mexcme).

Kenmule cmpenku — kucmeol, Kpacnsle cmpenku — y3eiKu
Figure 4 — Chest computed tomography 10.03.25 (description is in the text). Yellow arrows indicate cysts, red arrows indicate nodules

HbI€ HapylIeHHs (QYHKIWW BHEIIHETO JIbIXaHWUSI.
Jns mopdomorndeckoil BepupHUKAIMN AHAarHO3a
MAIMEeHTy MPOBe/IeHa BUIEOTOPAKOCKOIHS CIIpaBa,
ATUIUYHAS PE3eKIUsi 6-T0 CerMeHTa MPaBoro Jier-
koro. Ilo naHHBIM TaTOMOP(HOTOTHUECKOTO HCCie-
JIOBaHMS y4yacTKa JIETOYHOW TKaHH — (PparMeHTHI
TKaHU JIETKOTO C OYaraMu MEXYTOYHOTO, TIepUBa-
CKYJIIPHOTO U TIEpUOPOHXHUAITBHOTO TTHEBMO(MUOPO-
3a, ¢ (hOopMHpOBAHUEM 3BE3q9aTON (DOPMBI Y3JIOB,
HaJM4ueM B (pUOPO3MPOBAHHOM WHTEPCTHIIMHU T10-
TUMOP(HOKIETOUHOW HHOWIBTPAUHA (THCTHOIH-
ThbI, TUMQPOLHUTHI, TUTMEHTUPOBAHHBIC AJIBBEOJISIP-
Hble Makpodaru, 303MHOMUIBI, MHOTOYUCIICHHBIC
TUTAHTCKUE MHOTOSIIEPHBIE KIIETKH ), OTIOKCHUSIMH
reMocuziepuHa ® Tepu(OKaTbHEIME  dM]u3eMa-
TO3HBIMH HM3MCHEHHMSMHU. 3akitoueHue: [laroru-
CTOJIOTUYECKasi KapTWHa Hamboliee COOTBETCTBYET
JlaHrepraHcKIETOYHOMY THCTHOLUTO3Y. [l Bepu-
(uKanu 1MarHo3a peKOMEHI0BaHO UMMYHOTHCTO-
xumuaeckoe uccienopanue (CD68, CD1a, S100).

[TanimeHTy OBUT BBICTABJICH 3aKITFOYHTEITBHBIN
KIMHAYeCKui nuarfo3: (C96 JlaHrepraHCKIETOU-
HBIH THCTHOLUTO3 C U30JIMPOBAHHBIM MOPaKCHUEM
JIETKUX.

3axnrouenue

JlapreHraHCKIJIETOUHBI THUCTHOIIMTO3 Yy B3pOC-
JBIX — pEIKoe HWHTEePCTHIHAIbHOE 3a0o0JieBaHHUE
JIETKUX, XapaKTepU3yrolieecs IByCTOPOHHUM MOpa-
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skeHueM. Omnpefensionuil maTOreHeTUISCKU Me-
xaHu3M — myTtauust reioB MAPK-niytu. TlanuenTst
C W30JUPOBAHHBIM MOPAKEHUEM JIETKUX paccMa-
TPUBAIOTCSI OTACIBHO U3-3a POJIM JIbIMa B TATOICHE-
3¢ ¥ BO3MOKHOCTH BBI3JIOPOBIICHUS TIOCIIE TTPEKpa-
ICHUS KypEHUS.

Takum 00pa3oMm, OTCYTCTBHE CHEIU(DPUUSCKUX
KJIIMHAYECKUX CHUMIITOMOB, BO3MOXKHOCTbH BBISIBIIC-
HUs 3a00JIeBaHUS HA PaHHEW CTaIMH PEHTIEeHOJIO-
TUYECKUMU METOJAMM, HH3Kas PaclpoCTPAHEH-
HocTh ['KJI B momysisiiuy B3pOCIIBIX BBI3bIBAECT BbI-
COKHMI KIIMHUYECKUM MHTEpPEC K JaHHOMY CIydaro.
Xouercss 0OpaTUTh BHUMAaHHUE, YTO MOJIOAOH BO3-
pacT MalKeHTa, MYXXCKOU MOJ, KypeHUe, HaIuuue
W3MEHEHU Ha PEeHTreHOrpaMMe OPTaHOB AbIXaHUs
B BUJE CHHAPOMA JIETOYHOU AMCCEMHHALIMM SIBIISI-
FOTCSl TTIOKa3aHUEM I HAIllpaBJICHUS TMAIlUeHTa Ha
KT OI'K. BrisBienue xapakTepHbIX U3MEHEHUN Ha
KT OI'K — Hanuuue o4aroB, KOTOpbIe TpaHchOp-
MUPYIOTCSI B KHCTBI, CITUSHHE KUCT ¢ 00pa30BaHU-
€M KHUCT HEeNpaBWIbHON (OPMBI, KHCTO3HAS Tepe-
CTpOIiKa JIEeTOYHON TKaHW, OTCYTCTBUE U3MEHEHUI
B pebepHO-mradparManbHBIX CHHYCaX IO3BOJISIIOT
C BBICOKOW J0J€ii BEpPOATHOCTH TIPEANONOKHUTH
JlanrepranckiaeTouHslii ructTuonuTo3. OnpeneneH-
HBI JMarHo3 TPeOyeT TUCTOJIOTMYECKOW BEpHU(H-
Kallu¥, MPOBEICHUS HMMYHOTHCTOXUMHUYECKOTO
nccienosanns (CDla+, CD207+) win BBISIBICHUS
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TIPH AJIEKTPOHHOW MUKPOCKOIINH rpanyn bupbeka.

[TanieHT OTHOCHUTCS K TPYyTIE HU3KOTO PUCKA, B
KaueCTBE OCHOBHOI'O JICYEOHOr0 MOjX0/a TpeOyeT
NIMHAMHYECKOTO HaOmMroneHus 0e3 MeguKaMEHTO3-
HOIl Tepanuu. OTKa3 OT KypEeHHUs MOKET MPUBECTU
K PEMHCCHU ¥ CTAOMITU3AIIUN COCTOSHUSI.

CrexyeT OTMETHTH, YTO HajIW4due OBICTPBHIX H
BBICOKOYYBCTBUTEILHBIX MOJICKYJISIPHO-TCHETHYC-
CKUX METOJIOB BBISIBIICHHSI MUKOOAKTEPHH TYOCPKY-
J1e3a, MO3BOIUIO M30eKaTh OIMIMOOYHOIO JUATHO3a
«TyOepKyJie3» M HAa3HAYCHUS JUTUTCILHOU XUMHUO-
Tepanuy TPOTHBOTYOEPKYJIE3HBIMU TIperapaTamH,
YTO paHee YacTO IMPOWCXOMMIIO TIPH BEBIIBICHUH
namydeHTa ¢ JUCCEMHHAIMERl B JIETKUX. XOYeTcs
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LANGERHANS CELL HISTIOCYTOSIS IN ADULTS - DIAGNOSTIC

CHALLENGE OR ACCIDENTAL FINDING
S. N. Demidik’, K. M. Surmach’, E. N. Alekso', A. N. Mashinskaya’
!Grodno State Medical University, Grodno, Belarus
’Grodno Regional Clinical Center «Phthisiology», Grodno, Belarus

Langerhans cell histiocytosis (LCH) is an orphan disease that belongs to a group of histiocytic and dendritic
cell neoplasms. The group of histiocytoses is very heterogeneous, both clinically and histochemically. The incidence
of the disease is 1 per 1 000 000. LCH with isolated lung involvement comprises about half of all single-focal form
histiocytoses and differs nosologically from LCH. Pulmonary Langerhans cell histiocytosis has its own histological
characteristics, its own development and treatment strategies.

Today, there are possibilities of immunohistochemical verification of the diagnosis with the detection of CDIa+,
CD207+ antigens, but the range of clinical manifestations and differential diagnosis is wide: random clinical and
radiological findings will not always lead to the correct diagnosis. In addition, there are no generally accepted
standards for the treatment of adult patients with LCH due to the lack of a strong evidence base.

Recently, mutations in the RAS-RAF-MEK-ERK pathway have been found, which has expanded the possibilities
of targeted therapy. The diagnostic algorithm taking into account clinical features, diagnostic criteria analysis and
choosing the optimal management strategy for the patient with isolated pulmonary histiocytosis is a clinical challenge
for an internist.
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tomography
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