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AHHOTOUMS

Lienb uccnegoBaHMs — nokasaTh BOSMOXHOCTM komnbioTepHoi Tomorpaduu (KT) npu nopaxermu nerkmx y naumMeHTos C naHrep-
raHCOKNETO4YHbIM rucTHoumTo3om. MaTrepuansl u meropbl. [pencrasnersl B auHamuke KT-gaHHbIE NAUMEHTKM C KMCTO3HBIM NMOPA-
XEHUEM NErKUX, OCNOXHUBLUMMCA ABYCTOPOHHMM COHTAHHbBIM NTHEBMOTOPAKCOM. Pe3ynbTaTsl. B nerkmx HekypsaLleh naumeHTku Goinm
BbIBIEHB MHOTOUYUCIIEHHBIE KUCTO3HbIE OBPA30BAHMA C TPEMMYLLECTBEHHBIM PACTONOXEHUEM B HUXHUX OTAENaX. B TeueHme Heckonbkmx
net NpoBoanIu AuddEepPEeHUUANbHYIO AMATHOCTUKY MeXay OynnesHon sMdUseMon, TMMGaHrMoNeMOMUOMATO30M M TAHTEPraHCoKe-
TOYHBIM TMCTUOUMTO3OM. PesynbTaTel MOPGONOrMYECKON BEPUDUKALMM USMEHEHMI B NETKMX MOATBEPAMIM AMATHO3Z MOPUXEHUSA NErKnX
NPU NAHTEPraHCOKIETOYHOM MIMCTHOLMTO3E. SUKIIOYEHUE. [leTanbHas OUeHKa XapakTepa 1 NOKANM3ALMM KUCT B IEFKMX B COUYETAHMM
C APYTMMM KITMHUYECKUMM NP OSIBIEHMSIMM NO3BONMAA NO pedynbTatam KT u MMYyHOrMCTOXMMUUECKOTO MCCNEROBAHMUS NOATBEPANTL AMAT-
HO3 NIAHFEPraHCOKNETOYHOIO MMCTUOLMTO3A, YTO BNOCNEACTBUM ONPEAENMUIO BHIBOP QAEKBATHOIO NEYEHUA C KITMHUYECKMM YITyULLIEHUEM.

KnioueBble cnoBa: naHrepraHCcokneTouHbIA TMCTUOUUTOS, PEHTIEHOrPADBMS, KOMMLIOTEPHASR TOMOTPAdMS.

Abstract

Purpose. To demonstrate potentials of CT diagnostics of lung lesions in Langerhans cell histiocytosis. Materials and methods.
Dynamic CT findings of a patient with cystic lung lesions complicated by bilateral spontaneous pneumothorax are presented. Results.
In the lungs of a non-smoking patient, numerous cystic formations were identified with predominant location in the lower sections. For several
years, physicians were trying to differentiate between bullous emphysema, lymphangioleumyomatosis, and Langerhans cell histiocytosis.
Findings on changes in the lungs at morphological verification confirmed the diagnosis of lung damage due to Langerhans cell histiocytosis.
Conclusion. A detfailed assessment of nature and location of cysts in the lungs in combination with other clinical manifestations, using
CT and immune histochemical (IHC) testing, have confirmed diagnosis of Langerhans cell histiocytosis, what subsequently defined the
choice of adequate treatment followed by the clinical improvement.

Keywords: Langerhans cell histiocytosis, radiography, computed tomography.
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JTanreprancokaerounsiit ructuonutos (JIKT) - penxoe Kimerku JlaHrepranca — 9T0 AeHAPUTHYECKNE KIETKI, BBIIION-
3abosieBaHNe U3 TPy ITYMCTUOLMTO30B, XapaKTepusyollje-  HAMI[ME POTIb aHTUTCHIIPE3eHTUPYIOLINX KIeTOK B CHCTEMe
ecs nmponudepanmei 1 HaKOIJIeHNeM KIeTok JlaHrepraHca MOHOHYKIeapos [1].
¢ popMUpOBaHUEeM I'paHyIeM C 903VMHOPUIbHON NHPUIb- B 1868 r. I1. JlanrepraHc BliepBble 0OHAPY>KIJI SIMUepMalb-
Tpalell B KOXe, KOCTAX, KOCTHOM MO3Te, IeYeH, CeJIe3eHKe, Hble IeHpUTHBIe KJIeTKY, KOTOPbIe B HACTOAIIee BpeM HOCAT
JIErKUX, TUMQATUIECKIUX Y3/IaX U B [PYTUX OpraHax u TKaHaX. ero ums [2]. Camoe nepsoe onucaunue JIKT - cnydas sosuHo-
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¢unpHON rpaHyneMsl — cienano T. Smith (1865). ITpnopuret
B PYCCKOSI3BIYHOI TUTEPAType 06 903MHOPUIBHOI IPaHy-
neme npuHapne>xxut H.V. Tapareiosy (1913) [3]. B 1953 .
L. Lichtenstein u coaBT. BBe/IM TEPMUH «ITUCTUOLUTO3 X»,
OCTaBaBLINIICS B TUTEPAType KO HACTOALLEr0 BpeMeH (4, 5].

JlanreprancoxaeToyHsi ructronntos nerkux (JIKIJI) sas-
NseTcsa KpaliHe pefikuM 3aboneBaHmeM. VIMeoTcsa efHIYHbIE
maHHble 0 pacupoctpaHenHoctn JIKIJI y myxxunun (0.27 Ha
100 TbICcAY), Y )KEHIIMH OH BCTPeYaeTCsA IIOYTHU B YeThIpe pasa
pexe. Hamre 60me0T Kypuabiuku B Bospacte ot 20 1o 40 ner,
XOTs CIIy4an 9TOro 3abomeBaHMs ObI/IN 3aPETrUCTPUPOBAHDI
B BO3pacTe OT OJHOro roga fo 69 net [6]. Y B3pocnbix JIKIJI
BcTpevaercsA y 3-5% manueHToB ¢ 1uddysHbIMu 3aboneBa-
HusiMu erkux [7]. B 6onpuinHcTBe cydaes 3aboneBanue
06HAPY>XMBAETCSI OTHOCUTEIBHO MO3IHO, YTO 3aTPYAHsET
yCTaHOBJIEHE UCTVHHOTO MMKOBOTO BO3pacTa Havaa 3a6o-
JIeBaHN s, @ B HEKOTOPBIX C/Iy4asAX 3aTPYAHAET ONpefieieHle
M3HAYaJIbHO BOBJIEUEHHOI CHCTEMBI.

Stuonorusa u narorenes JIKI' Henssectuol. MHOTHE UC-
clIefoBaTeIN CYNTAIOT, YTO KJIOHa/IbHaA nponudepanus
KneTok JlaHrepraHca, mporpeccupyioliee Te4eHue, MHBA3UB-
HBIII POCT M pacIpocTpaHeHne 3a60MeBaHNs YKa3bIBAIOT Ha
€ro HeoIIaCTUYeCKyIo Ipupony. Tem He MeHee HEKOTOpPbIe
ydeHble npepnonaraioT, 4To JIKI' MoxxeT 6BITH peaKTuUB-
HBIM COCTOSTHUEM, 00 bACHAIOIMMCA HeOOBIYHOI peaKIiuet
Mexny kinetkamu Jlanrepranca u T-mumdonuramu. B mex-
aJIbBEOJIAPHBIC IEPETOPOLKY OTK/IA[[bIBAIOTCSA UMMYHHBIE
KOMIIJIEKCBI, ¥ TaM Pa3BUBAIOTCS JeCTPYKTUBHBIE 3MEHe-
HMS, 00YCIIOB/IEHHbIE BMEIIATeIbCTBOM aKTUBYPOBaHHBIX
MaKpo¢aros 1 HeUTPOPUIbHBIX NeliKkonyuToB. [ToBblaeTcs
AKTMBHOCTD 3/1aCTa3bl M KOJI/TAT€Ha3bl B CBIBOPOTKE KPOBI,
YTO KOppe/NUpyeT ¢ IpOorpeccupoBaHyeM fecTpykuun [8].
Taxkum ob6pasom, natorenes JIKI mpossisieTcs: B Buzie Ha-
PYLIEHUIT KJIETOYHOI'0, @ He 'YMOPa/IbHOTO UIMMYHUTETA.
B orpenpHBIX cny4asx MHGEKUUs BUPYCOM DIUITEHA —
Bapp paccmarpuBaeTcs Kak BO3MOXKHBIN ITYCKOBOIL pakTop
6ome3nu. OTMeYalTCA HECKONIBKO ceMelHbIX caydaeB JIKT,
YTO MOXET YKa3bIBATh HA XPOMOCOMHYIO HECTAOMIBHOCTD
" BO3MOXXHOE BIMSIHNE TeHETUYeCKNX (PaKTOpOB Ha pas-
BUTIE 3TOr0 3ab0neBaHms [4].

B HacTosi1ee BpeMsl, COTTacHO IMPUHATON Knaccuduka-
LMY TUCTYOLMTO30B y B3POC/IBIX, BBIAENAIOT MOHOCHCTEM-
HYI0 (IIOpa’keHMe OFHOTO OPraHa VIIM CUCTEMbl OPTraHOB)
U IIOJINCHUCTEMHYIO ([IOparkeHMe ABYX 1 O0Iee OPraHOB MK
cucrem) popmst JIKI; mpu 9TOM IOpaskeHMe IErKNX MOXKET
BCTpevaThCsl Mpu KaXkgoit us popm 3aboneBanus [6].

Knuundaeckne npossiaenns JIKI'JI monumopdHs! u Hectie-
UMUYHBL, YTO 3aTPYLHAET AUMATHOCTUKY: Kaulenb (60%),
opbIlKa Ipy U3MIeCKUX Harpy3Kax (40%), CHOHTaHHBIN
mHeBMOTOPaKc (20%), o61ime cuMIToMBI (C1aboCTh, HETOMO-
raHue, CHU>KeHNeE Beca, TMXopagKa) BcTpevalorcs B 15-30%
Cly4YaeB; BHEJIETOYHbIE IPOABIEHNA OTMedaTca y 5-10%,
KpoBOXapKaHbe — ¥ 5% 60mbHbIX. B 10-25% cny4aes 3a60-
JleBaHJe IPOTeKaeT 6eCCUMIITOMHO [6].

Huarnoctuka JIKI'JI ocHOBBIBaeTCs Ha TUCTONOTMYECKOM
VICCTIeOBAHNY OMOIITATa JIETKOTO; IIPU 9TOM HPEAIIOYTEHNEe
OTHAeTCs XUPYPIUIeCKO 6MOICHM, IIOCKONBKY Ype3OpoH-
XuanbHas OMOICKS He T03BOJSET HONYUUTD JOCTATOYHOTO
KOMMYeCcTBa MaTepuasa Ans UCCIeSOBaHNA U, KpOMe TOrO,
Ha/IM4yie KMCTO3HBIX I3MEHEHNII Pe3KO IOBBIIIAeT PUCK pas-
BTV A IHEBMOTOpAaKca. B HacTosAIee BpeMs CIUTALTCH, 4TO
pnsa ycraHoBneHus guarHosa JIKIJI mocTaTo4yHO KOMIIBIO-
TepHOIT ToMorpadun 1 OMONCUY TETKOTO C IPUMeHEeHeM

PYTUHHBIX METOAMK OKpAllMBaHMUA OMOITaTa FeMaTOKCU-
nMHOM 1 303uHOM [6]. Xapakrepubimu st JIKT sBasior-
€A TOJIOKUTEeTbHbIe UMMYHOTUCTOXVMMUYECKNe PeaKIun
Ha MOHOK/IOHanbHble aHTUTena CD1a, CD207 (maHrepuH)
U BBIsABIIEHUe Tenell bupbexa B kineTkax JlaHrepraHca npu
3/IeKTPOHHOI MUKpockonun [1].

Bepymumy narTepHaMy Ha peHTTeHOIPaMMax 1 IIPU KOM-
IBIOTePHOI TOMOTpaduIL ABIAIOTCA FPaHy/IeMaTO3HbIE 09ary
(mMcceMmHanMA), BO3AYLUIHBIE KUCTHL 11, KAK OC/IOKHEHIE,
MMHEeBMOTOpAaKC. PeHTreHonorndeckne usmenenus npu JIKT
JIETKMX, KaK IIPaBUJIO, IBYCTOpOHHUE. [Ipy 9TOM BBIABIAIOTCA
pacIpocTpaHeHHOe yCHJIeHNe JIETOYHOTO PUCYHKa 3a cYeT
MHTEePCTUIMATbHOTO KOMIIOHEHTA, MeIKOOYaroBble (MuInap-
Hble) 3aTeHeHM A fuaMeTpoM o 2 MM. CiefiyeT OTMETHUTD, 4TO
MEe/IKOOYaroBble I3MEHEHN A BbIABIAITCA IPENMYIeCTBEHHO
Ha paHHel ctaguu 3ab6oneBanus. Ha aToit cTaguy MOTyT ObITH
MOCTUTHYTHI OMHAs 06paTHAs [UHAMYUKA M HOPMaIy3aIus
PEHTIeHONMOTrn4ecKoit KapTuHbl. JInMdaeHOmaTNA CpefocTe-
HUA BBIABIAETCA pefiko. XapaKTePHBIM PeHTTeHOIOTMYeCKUM
npusHakoM JIKIJI aBnsercsa panHee popMUpoBaHMe KaPTUHDI
«COTOBOTO JIETKOTO» C OTHEIbHBIMIY y4acTKaMy Oy/IIe3HbIX
B3myTHMIt [2].

JanHoe 3aboneBanue HeobxonuMO AU depeHIINpOBATh
co MHOTUMU AUGDY3HBIMU U JUCCEMUHNPOBAHHBIMM IPO-
IjeccaMM B JIETKUX [2], CONPOBOXAIOMUMUCA KMCTO3HOM
VIV TICEBIOKMCTO3HOI TpaHC(bopMaumeﬂ JIETOYHOM TKaHU,
B IEePBYI0 O4epenb ¢ nuMmbaHrnoaeitommnomarosom (JIAM),
a TaK)Xe C MAMOMATUIECKUM JIeTOYHBIM pubposom; ubpo-
3UPYIOIMMH aIbBEONUTAMM, KaK MAMOMATNYECKUMU, TaK
U IpY 3a00/IeBaHMAX COSAVHNTETbHO TKAaHU; XPOHUIECKIM
TUIIEPCEHCUTUBHBIM IHEBMOHUTOM; CAPKOMI030M B CTai MU
«COTOBOTO JIETKOTO»; TMMQOUIHOI NHTEPCTULUAIBHOIL ITHEeB-
MmoHneit npu 6onesun lllérpena u cuHapOMe NIpHUOOGPETEHHO-
ro uMMyHOAebUINTA; LeHTPUI06ynsapHoit smMmdusemoir [9].
Taxoxe JIKT Heobxonmmo suddepeHInpoBaTh ¢ TAKOI penKoil
IaToN0rMell, KaK MHO>KeCTBEHHbIe II0NIOCTHbIe KMCTO3HbIE
MeTacTasbl IPOTOKOBOII afleHOKAaPLVIHOMBI ITOJ)KeTyLOYHO
Kenespl B erkue [11]. B nuddepenymanpHoit guarHocTu-
Ke IepevyCcIeHHbIX 3a60/IeBaHNUIl B 3HAUNTE/IBHOI CTEEHN
IIOMOTAIOT TIATeIbHOE U3YYeH)e aHAMHe3a I TIOMCK XapakK-
TepPHBIX BHEJIETOYHBIX IOpaskeHui [1].

Takum 06pasom, A1 NpaBUIbHON MHTEPIPETALNN T10-
JIOCTHBIX I KUCTO3HBIX 00pa30BaHUIL B JIETKUX 1 IIOCTAaHOBKY
TouHOoro auar"osa JIKI HeoO6XomuMo 3HaHME CEMUOTUKU
PasIMYHBIX MHTEPCTULMATBHBIX, Op(PaHHDIX, NHPEKIMOH-
HBIX ¥ OHKOJIOTMYeCKMX IIPOLIeCCOB B JIETKMX C TIIaTe/IbHbIM
M3y4YeHUeM aHaMHe3a 3a00/IeBaHNUA B COIOCTABICHNN C KJIN-
HIUKO-Tab0paTOPHBIMY JAHHBIMY U Pe3yIbTaTaMU MHCTPY-
MEHTa/IbHBIX METOJIOB VICCIeJOBAHMA.

V13 me4eOHBIX IIPOTPaMM CTPOTO PeKOMEHAYETCSI IOTHBII
0TKa3 oT KypeHns. [Ipekpalienne KypeHus IpUBOJUT K Ya-
CTUYHOI VTN TOMHON peMuccuu 6omesHn. Jledenue moj-
6MpaeTcs B 3aBUCUMOCTHI OT YNUC/IA TIOPa’KeHHBIX OPraHOB
U BOBJIEYEH NI OPTAHOB PUCKa (IleUeHb, Cele3eHKa, KOCTHBI
MO3T): OT JIOKQ/JIbHOTO KOHTPO/A (AMHAMIYecKoe HabmoieH e,
MUHVMaTbHasg CUCTEMHAsA XMMUOTEPAINs) IO CUCTEMHON
KOMOMHMPOBAHHO XMMUOTEPANINH C HaIbHEIIIel IepCIeK-
TUBOII TPaHCIIAHTAL VY Jerkux [10].

O TpyAHOCTAX IMAarHOCTUKMN ¥ PasHOOOpasuu KIMHMIYe-
ckoit cumnromaruku npu JIKT cBuperenbcTByeT npeacTas-
JICHHBILII KJIMHUYeCKUIT clydail (IaleHTKa ¢ 9TOI aToorel
HabmofaeTcss B MOCKOBCKOM MHOTOIIPO(GMIBHOM HAYIHO-
xiuHndeckoM nerntpe (MMHIT) um. C.II. borknua).
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Puc. 1. PeHTreHOrpamma opraHoB rpyAHOM KJ1eTKU B MPSMOM
NpoeKLuMKn: BepXyLUeYHbI MTHEBMOTOPUKC CNeBA, B HUKHUX
oTaenax o60mx sIerKMx onpeaenstoTcs TOHKOCTEHHbIE
BO3AYyLUHbIE MONIOCTU

Knuanyecknit npumep

[TanmenTtka A., 29 et, 6bl1a 9KCTPEHHO TOCHUTANIN3UPO-
BaHa B [opopckylo knuHndeckyto 6onpuuny um. C.II. Bot-
KVHa B OKTsA6pe 2021 . ¢ MOZ0o3peHneM Ha CIIOHTAHHDIIT THEB-
MOTOPAKC € )ao6aM Ha HapacTaloI[YI0 OfBIIIKY Y HU3K-
4yecKoll Harpyske. /I3 anaMHes3a 13BeCTHO, 4TO B ntone 2021 1.
BII€pBble OTMETHJIA OJbIIIKY, BOSHUKAIOUIYIO IPM HAarpysKe,
cmabocts. B aBrycre 2021 r. mosiBUIach peskast 60/Ib B IPY/FHOIL
KJIETKe, B CBSI3M C YeM MaIjMeHTKa 00paTnuaach B MOMMKIN-
HuKy. [Ipy mpoBegeHun peHTreHOCKOINY OPTaHOB IPYAHO
kinetky (Rg OI'K) BbIsiB/IeH Majiblii IHEBMOTOPAKC C/IeBa.

AnamHes: cunuTaet ce6s 60nbHOI ¢ 2018 I., KOTfja BllepBbIe
OTMeTHM/Ia OAB/IEHNE BBICBIIAHMI Ha KOXKe BOTOCHCTOI 4aCTH
TOJIOBBI, COIIPOBOXK/jaloliieecs 3yI0oM 1 60/1e3HEHHOCTDIO. BbI-
CBINTAHNA CAMOCTOSITENIbHO PErpeccupoBaiy, a 3aTeM BHOBb
nosBunnuch. Ob6paianach B KOXXHO-BEHEPOTOTMYECKUIT A1~
CITaHCep II0 MECTY >KUTETbCTBA, Ifie OBIT BHICTABIIEH AMArHO3
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-
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«cebOpeTHbIIT lepMaTUT» 1 Ha3HAYEHO JIeYeH e TOMMYeCKU-
MU ITIIOKOKOpTuKougamu (Masb Akpupepm, Kcamuorn resb)
C IIOJIOKUTETBHBIM, HO KPATKOBPeMeHHBIM 3¢ (eKTOM B BIfE
HpaKTUIEeCKN IOTHOTO perpecca BhIChIMAHMIL. BbIChImaHMs
BCKOpe MOSBU/INCH BHOBD U CTATM PACIIPOCTPAHATBCA Ha KOXY
men, Tynosua u nuna. [lanuenTka npumeHsana benocannxk,
Kcamuon - 6e3 apdekra. B mae - nioHe y mallMeHTKHU Ipo-
M3011Ie]I HEPBHBII CPBIB, TOC/IE KOTOPOTO YCUIMIACH XKaXKia
(ctasa moTpe6mATh 5O 7 1 BOABI B eHb). C aBrycTa maliMeHTKa
CTaJjla OTMeYaTh HapacTaHMe OABIIIKY PY GU3UIECKOTL Ha-
rpyske. XpoHudeckue 3a60meBaHMA: aHEMIS JIETKOJI CTeNeHN
¢ 16 net (mepmogudecky Mpoxonut nedeHue). [Ipoxusaer
B T. MOCKBe, He KypPUT, €CTb a//IEPIHsI Ha LIEPCTh )KUBOTHBIX.

Rg OI'K om 26.10.2021 (puc. 1). B BepxHei1 fosne cieBa Bu-
3YalIM3UPYIOTCA MMOIOCTh Pacafa ¢ TONCTOCTEHHOI CTEHKO
pasmepoM 10 11 MM 1 MHOXXeCTBeHHas 6ynne3Has edpopma-
IV B HIDKHUX OT/leNIaX 000MX nerkux. JIerouHblil pUCYHOK
yCHIIeH, U36BITOYHO e OPMUPOBAH C 06X CTOPOH BCTIEN-
cTBME OPOHXO0-COCY/MCTOTO KOMIIOHEHTA C Ipeobiaganmn-
eM COCYJMCTOIl cocTaBnAweil. KopHU erknx ymepeHHO
pacIiypeHsl 3a CYET CTBOJIOB JIETOYHBIX apTepuil, pubposHo
usMeHeHbl. [I7eBpanbHble CUHYCH cBoO6ORHDI. [Jnadparma
pacIonoXeHa 0OBIYHO, KOHTYPUPYETCs YOBIETBOPUTEILHO
c obenx cropoH. TeHb ceplia paclIMpeHa B MONEPETHNKE,
CMeIIaHHO KOHGuUrypannn. AopTa 4aCTUIHO CKIEPO3UPO-
BaHa, pa3BepHyTa. 3aK/I0YeHNe: MHOKeCTBeHHaA Oy/IIe3Ha A
TpaHcHOpMAL U TETKUX.

KT opearos epyonoii knemxu om 26.10.2021 (puc. 2). Ila-
peHXJIMa JIeTKJMX HepaBHOMEPHOII THeBMaTH3a LU, OTIpefie-
NAITCA MHOXKECTBEHHbIE TOHKOCTEHHbIE KMCTHI PasINIHbBIX
pa3MepoB BO BCEX CETMEHTAX JIETKNUX, a TAK)XXe yTOJIIeHNe
BHYTPUAO/IBKOBBIX IIEPErOPOROK. Busyanusupyercs cron-
TaHHBII THEBMOTOPAKC C IBYX CTOPOH. Tpaxest 06bI9HO pac-
[OJI0XKeHa, CBOOOHO MPOXOMMa. BHYTpUrpyHble TnM-
¢daruyeckue y3nnl He yBenndeHbl. CBOOOTHOI XMUIKOCTHU
B IUIEBPAJIbHBIX OMOCTAX He BbIABIeHO. Cepplie B pasMmepax
He yBe/IMYeHO, MMCTOK IlepuKapia TOHKIIT. MarucrpanbHble
cocyppl ob6praHOro Kanubpa. Ilepudepnaeckne numbarn-
YeCKue y3/Ibl B AMaIa3oHe CKAHMPOBAHNS HE YBEMIEHBL.
3akmouenne: KT-kapTuna coorserctsyeT JIAM, ocnoxxHeH-
HOMY CIIOHTaHHBIM THEBMOTOPAKCOM.

Vcxop rocnuranusanuu: 6e3 nepemMeH.

[To3gHee manyeHTKa OTMeYana YXyALUIeHe COCTOSHUS,
HapacTaHNe ONBIIIKM, YCUIEeHNE C1aboCT, YYBCTBO HUC-
KoM¢opTa pu AbIXaHUU, B CBsI3M C 4eM 0OpaTuiach Ha
KOHCY/IbTAIMI0O B KOHCYIbTATUBHO-JUATHOCTUYECKOE OT-
IeneHye YHUBEPCUTETCKOI KanHn4eckoit 6onpHuisl (YKB)

26/10/2021

&

Puc. 2 (A-B). KomnbloTepHble TOMOrPAMMbI OPraHOB FPYAHOM KJETKU, HATUBHbIE M306PaXKEHUS, AKCUANbHAS NPOEKLUUs:
B 060MX Nerkux onpeaensioTcs MHOrouuc/ieHHbIe pa3HOKanM6epHbie BO3yXocoAepiKalime KUCTbI, YacTb U3 KOTOPbIX CIMBAETCS
mexxay co6oii, c npeo6napaHueM B HWKHUX OTAENAX NEerkKux
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Puc. 3 (A-B). KomnbioTepHble TOMOrpammbl OPraHOB FPYAHOM KNETKU, HATUBHbIE U306PaKEHMNS, AKCUANbHAS MPOEKLUUS:
NpPABOeE JIerkoe cy6ToTanbHO KONNa6MPOBAHO BCEACTBUE 3HAUUTESIbHOTO CKOMJIEHUs BO3AYyXd B NPABO# NJeBPAsibHOM NOJIOCTH

Ne 4, 3atem (c 15.03.2022 o 30.03.2022) rocuuTanu3upoBaHa
B IIynbMOHoONornyeckoe orgenenue YKb Ne 4 ¢ puarnosom
«KUCTO3HO-Oy/IesHasA TpaHChOpMaluA TeTKUX. XpoHUYe-
CKas TUIIOKCeMMYecKas HefIoCTaTOYHOCTbY, COITY TCTBY IO Uil
AMArHo3 «CeGOpeilHbI TePMATUT BHE 000CTPEHS».

09.10.2022 rocinTanusupoBana B [ocyjapcTBEHHYIO KK~
HMYecKyo 6onpHuny nm. VI.B. JaBergoBckoro. Bo Bpems
TOCTIIMTANN3ANNY BBIIOTHAIN BueoTopakockonuio (BTC)
CIIpaBa, aJre3nonnsnuc, KpaeByr pesekuumo 9-, 7-, 8-ro cer-
MEHTOB IIPAaBOTO JIETKOTO, [PeHNPOBaHIe IIEBPAIbHOI 110~
noctu ot 13.10.2022. IJpeHupoBaHMe 1€BOI IJIEBPaTbHON
nonoctu ot 25.10.2022. ConyTcTByomue 3a60neBaHNA:
HENCUXOTUYECKOE JIeIPECCUBHOE PACCTPOIICTBO B CBA3YU
¢ fpyrumu 3aboneBaHusMu. B okTsa6pe 2022 r. Ha3HAYeHA
craproBas aHTubOuotukorepanus (ABT) — neprprnakcon
17 pHeit, 3aTeM cynblied. B moceBax gpeHasxa 13 IIeBpasbHOI
nonoctu BeLsiBUIN Pseudomonas aeruginosa u Escherichia coli,
B cBA3M ¢ ueM nepecmoTpena ABT: ¢ 28.10.2022 manmenTKa
Iojyyasa aMUKaluH 1.5 T BHYTPUBEHHO KalleJIbHO OJJMH
pas B cyTKu u nuHesonup 600 MIr gBa pasa BHYTPUBEHHO
KaIenbHO.

KT opeanos epyonoii xknemku om 09.10.2022 (puc. 3).
B npaBoii nieBpanbHOI HOIOCTY ONpefleNAeTCA BO3LYX TOIM-
H[MHOII C/I0sI B NIMKA/IBHBIX OTAeNax 10 113 MM, B 6a3a/IbHBIX
orenax o 109 MM, Ha 3TOM QOHe IpaBoe n1erkoe Cy6TOTaTbHO
KO/IabupoBaHo. B BULMMBIX OTHeNIaX B HYDKHEI eTo 107Ie BU-
3ya/u3yupyeTcsa KpyIHas I0JI0CTh pagMepamu 55 X 73 x128 mm
C TONIMHOM CTeHKM 10 2 MM. B y1eBOM jlerkoM MHGMIb-
TPaTMBHBIX M3MEHEHNI He ONpefieNAeTcCs, THeBMAaTN3aI s
JIETOYHOJ TKaHM MOBBIIIEHA BCIECTBYE MHOXECTBEHHBIX
0JI0CTel (PaclonosKeHHBIX IPeMMYIeCTBEeHHO Iapacen-
Ta/IbHO), a TAKXKe IIEHTPUIOOYIAPHBIX Oy/II. AKCHATbHBIN
UHTEPCTULNII HEpAaBHOMEPHO YTO/IEH, B alIMKa/IbHBIX OTHe-
JIaX JIEBOTO JIETKOTO — y4aCTKY 3Be344aTOro NHeBMopubdpo3a.
ITpocBeTs GPOHXOB CBOOOLHDI, He PACIINPEHDI, CTEHKI OPOH-
X0B yTonmeHbl. CpefocTeHye CMeIleHO B1eBO. BHyTpurpyn-
Hble TMMQaTUIecKye Y3/Ibl He YBeTMYeHbl. B m1eBpaabHbIX
IIOJIOCTAX BBINOTA HET, B ITONIOCTM IePUKap/ia BBIIIOTA HET.
3axmouenne: KT-xapTuHa IpaBOCTOPOHHET0 HAIIPAKEHHOTO
nHeBMoTopakca. Kucrosno-0ynnesnas rpancpopmanms ner-
kux. [THeBMOQ1OpO3HbIE 3MEHEHSI B AIIMKAIbHBIX OT/eIaxX
TIeBOTO JIETKOTO.

05.11.2022 oxomno 12:30 manueHTKa BHOBb OTMeTIIIA 60D
B IPYAHOI KJIeTKe CleBa, OJ[bIIIKY, B CBA3M C YeM Opura-
[OJi CKOpPOIil MegMLUMHCKON moMomu foctasneHa B I'KBb
uM. VI.B. JlaBpigoBckoro. C y4eTOM BbIPa>KeHHOI KMCTO3-
HO-Oy/nesHoit TpanchopManuu 060ux nerkux (CUHAPOM
Bepra - Xorra - JIpi06a), coxpansiomerocs copoca Bo3gyxa

no apenaxy 07.11.2022 BbINONIHEHO OIl€paTUBHOE BMella-
TenbcTBO B 06beme BTC creBa, pesekIiunu 1eBOro Ierkoro,
H/IEBPSKTOMMUM, AIINIINKALMI JIEBOTO JIETKOTO CUIMKOHOBBIM
kneeM. I'majjkoe TedeHMe MOCIEONEPALMOHHOTO IIepMOTa.
[TpoBepmenst o6mas ABT, racTponpoTeKTUBHAS, CUMIITOMA-
Tudeckas repanus. Ha pone mpoBogumoii repanuu oTme-
YeHa [0JIOKMTeNbHAA JMHAMMKA: CAMOYYBCTBYE MALIMEHTKI
ynyumunnocb. OcMOTpeHa IIyIbMOHOIOTOM, ICUXUATPOM,
KJIMHUYeCKUM $apMaKoIOTrOM, SHTOKPUHONIOTOM; JaHBI
pPeKOMEHJal M.

C y4eToM 5ka1006 Ha IOCTOAHHYIO KaXXAY, IIOJTNYPUIO 3aII0-
[O3pEeH [UATHO3 «HeCaXapHbIil fuabeT», Ha3HAUeHA TepaIus
JeCMOIPECCHHOM.

3aK/l04eHne NPUKI3HEHHOTO NaTO0T0AHATOMIYECKOTO
UCCIeoBaHUA 61oNCHitHOro (OIepaloHHOr0) MaTepuaa
A3BIYKOBOTO CETMEHTA JIEBOTO JIETKOTO: OIyXO/Ib B MaTepM-
asie He 0OHapy>KeHa VI MaTepual MaJTonH(POPMaTUBHBII/
HenH(GOPMATHBHBIL. BocmannTenpHble 1 CKIEpOTUIECKUE
M3MEeHeHNsI HapeHXMMBbI IETKNUX C Halmu4nueM KPYIIHOM OyI1-
JIe3HOI ONOCTY B OFHOM U3 pparmeHToB. C yueToM HaH-
HBIX IPeAbIyUNX UCCTAEJOBAHMI He NCKII0YAeTCsA Halu-
4Yye HacleACcTBeHHOTO cuHpoMa bepra — Xorra — []pro0a,
PEeKOMeH/IyeTCA MPOBeJeHMe MOIEKY/TIAPHO-TEHETUIECKOTO
TeCTUPOBAHMNA C I[eNblo nccnenopanmsa rena FLCN Ha nipef-
MeT MyTauuii. [lony4eHHbIN IUCTONOTUYECKNIL ITpeapar:
HalifleHHbIe MOP(OIOTNYecKe ISMEHEHNUA He O3BOIAIT
CYAUTD O TUIIE 3a00IeBaHNA.

B okTs16pe 2023 r. nmaiueHTKa BHOBb JOCTaB/IeHA B OT/ie-
JIeHVIe peaHNMaI UM YHNBEPCUTETCKOI KIMHNIECKOIT 60/Ib-
HULbI Ne 2 MOCKOBCKOTO TOCY/IapCTBEHHOTO MEUIMTHCKOT O
yHuBepcutera uM. VI.M. CeueHOBa B TAXEIOM COCTOAHU,
C HapacTAWIMMM IIPM3HAKAMH AbIXaTe/IbHOI HeJOCTaTOYHO-
CTU: YCUJIEHVE OfIbIIIKY, TUITOKCEMMUA, TAXUKAPAM, KOTOPbIe
ObLIN paclieHeHbl KaK BO3MOXKHBII O4epeSHON CIIOHTaHHBII
IIHeBMOTOpAaKc. B pesynbrare o6cnefoBaHMA IPU3HAKOB
IIHEBMOTOpPAKCca 00HAPY)KeHO He ObII0, OZHAKO HAO/MI0ZAI0Ch
CyllecTBEeHHOE IPOTPecCUpOoBaHue KICTO3HO-OYIIe3HOI
TpaHchopmanuy nerkux. C-peakTUBHBII 670K — 326 M1/11.
Tak>ke HabMIOaMICh A3BEHHBIE Te(eKThI Ha KOXe B CyOMaM-
MapHOI1 obmacTu.

[TanmenTke npoBefeHa ABT BaHKOMUIIMHOM, UMUTINHE-
MOM/IIM/IACTAaTMHOM C II€PeX00M Ha MepOIleHeM, MOKCH-
¢drmokcaruH, Ha GOHe KOTOPOIT HAOMI0ATACh OMOXUTETbHAS
AMHaMMKa B BUJe CHIDKEHNUA 0CTPodasoBbIX OKasaTenell,
CHYDKEHMA NMOTPeOHOCTY B KMCIOPOAOTEpannu, perpecca
AbIXaTelIbHONM HeflocTaTOYHOCTU. C y4eTOM XapaKTepHOTO
MOpa>keHUA KOXKMU, €KX, HEMPOIHTOKPUHONOTUYECKON
maTonoruy (HecaxapHsIil fuabeT) 3aof03peH JUArHo3 -
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Puc. 4 (A-B). KomnbioTepHbie TOMOrpamMmmbl OPraHOB FPYAHONM KNEeTKMU, HATUBHbIE U306PaXKEHNS, AKCUANbHAS NMPOEKLUUS:
OTMEeYaeTcs Perpeccus YacT KpynHbiX BO3AYLUHbIX KUCT B IEBOM JIEFKOM, € 06enx cTopoH onpepensiotcs $u6po3Hbie U3MeHeHUs

CTUOLMTO3a U3 KNeTOK JlaHrepraHca, MoATBep>K/AeHHbIN
uMMmyHorucroxummdeckum (MII'X) mccnegosanuem (mpe-
napat Koxu — CD68+++, CDla+++, B TeTKMX — IO3UTUBHO
OKpalneHHble KneTKM B peakuun ¢ CDlau 12D6, pacnonara-
I0TCS IPEVMYIeCTBEHHO B IPOCBETE a/IbBEO M OT/IETbHBIX
OpOHXOB).

lTocnuranusuposana B HayuHblll MeAMLIMHCKNI MCCTIEMO-
BaTe/NbCKMUIL LIEHTP TeMaToNorny B okTs16pe 2023 r., rje Ha
ocHoBaHuu UI'X-uccnenoBanus 6T MOATBEPIK/IEH IMArHO3
«MYIbTU(OKATBHBINA M MYTbTUCUCTEMHBII (JUCCEMUHUPO-
BAaHHBIIT) TMCTUOLUTO3 U3 KIeToK JlaHrepranca ¢ mopaxe-
HJEM KOXMU, C IOpakKeHMEM LIeHTPa/IbHOJ HEPBHOIL CUCTe-
MblL, Tunodusa, medeHn, HUKHel 4emcTy, merkux (JTH2)».
UT'X-uccnemoBanme ot 23.10.2023: JIKT.

C 19.10.2023 HasHaveHa Tepanus uHru6uTopom MEK-kn-
Ha3bl TPaMeTVHMOO0M 2 MT IBa pasa B feHb. CriycTs 29 gHell
HOCTUTHYT IOJIOKNUTEIbHBI 3G eKT B BUle pellapaljuy paHee
BBISIB/ISIEMBIX SI3BEHHBIX e(DEKTOB, CHIKEHNS BEIPAXKEHHO-
CTU ABIXaTeIbHO HEJOCTATOYHOCTH, KOXKHBIX ITPOSABIEHUI.
[TarmeHTKa MPOJOKIIIA TPYEM TpaMeTHHM6a aMbyTaTOpHO.
Yepes yeTbIpe MecsIa TEPANy TPAMETUHINOOM OTMeYaeTCs
BBIpa)KeHHAs MOIOKNTe/IbHAA IMHAMNKA B BUJE IOTHOTO
perpecca KOXXHBIX BBICBHIIIAHUII B 00/IaCTU TPYAM, XKUBO-
Ta, CIMHBDI, JIaJJOHEN, YaCTUYHOIO perpecca AblXaTeJlbHON
HEeJJOCTaTOYHOCTH C yIydlleHueM IoKasareneil QyHKIUN
BHEIIHETO JbIXaHU .

Konmponvuas KT opearos epyoHoti knemxu om 18.12.2024
(puc. 4). B S142 neBoOro 1erkoro — perpecc BO3JyIHbIX KUCT
¢ popmuposanmem pubpo3HOro TsIKA. Perpecc BO3AyUIHBIX
KUCT B HVDKHEN JOJIe JIEBOTO JIerKoro. JIerkue yMeHbIIeHbI
B 06beMe; mapeHxMMa feopMUpOBaHa BCIEACTBUE HATTMYNS
MHOTOYMCTEHHBIX Pa3HOKaINOEPHBIX BO3JyX0CO/epKAIUX
KJCT, CIMBAIONINXCA MEX/y 06011 B CyOIIeBpaNTbHBIX OT/e-
nax Ha ¢poHe puOPO3HBIX U3MeHeHNI (¢ CyOIIeBpalbHbIM,
«IUPKYIAPHBIM» OXBAaTOM), C HEKOTOPLIM YMEHbIIEHNEM
B pasmepax (c 36 go 26 mm). B HaggnadparmanbHbIX OTHE-
7aX HYKHEI JOMM NMPaBOro JerKoro BU3yanusupyeTcs Io-
C/IeoTePalIMOHHbIN IOBHBI MaTepuan. CBeXXMX 09aTOBBIX
U MHOUIBTPATUBHBIX MISMEHEHNUIT B JIETKUX He BBIABIIECHO.
B meBpasibHBIX IOTOCTAX CBOOOJHOTO BBIIIOTA He BBIABJICHO.
Tpaxest pacronoxkeHa 06bI9HO, CBO6OAHO poxopnMa. Bponxu
IPOCIEXNBAITCS K0 CyOcerMeHTapHBIX BeTBell. CpefocTe-
HIle He pacIlMpeHo. B momocTu nepukappia copep>XuMoro He
BbIAIBNIEHO. Ka/bLIMHO3 KOPOHAPHBIX COCY/OB 11 20pThl. AopTa
He pacmupeHa. J/IeroYHblil CTBOM 1 €r0 BEeTBYM HE pacuiyupe-
Hbl. [lnadparma pacmnonoxeHa o6sruno. JIuMdaTuyeckue
Y3JIBL CPefJOCTEeHM A, HOAMBIIIeYHbIe TUMpaTIdecKye y3Ibl
He yBelM4eHbl. MArkme TKaHu: 6e3 0ocobeHHOCTell. 3aK/Ioye-

Hue: KT-kapTrHa MHTePCTULMATBHOTO 3200/IeBaHIS TIETKUX
C KMCTO3HOI TpaHcopmarimest meroqHoit TKauu. Ilonoxu-
TelbHasA JMHAMUKa B BIJIe perpecca BO3[yXoCofepsKalinx
KUCT B S1+2 B HUOKHEN JIOJie IEBOTO JIETKOTO. YMeHbIIIeHe
B pa3Mepax BO3[yXOCOAeP>KAIMX KICT B IPaBOM JIETKOM.

B Hacrosimee BpeMs 60bHAsI HPOSO/KAET HAOTIOTATH-
cA y reMarosiora B remMaTtonoruieckom meatpe MMHKI]
uM. C.II. borknHa.

O6c¢cyxpmenne

JITKJI BcTpedaercs penko. [Ipu aTom Ha KT, kak npasu-
710, OIIpeleIAI0TCA MHOKeCTBEHHbIE Me/IKNe 04ary (y3en1Knu)
AMaMeTPOM 1-5 MM 1 pa3HOKaanbepHble TOHKO- ¥ TOICTO-
CTeHHbIe KMCTHI. [TaTomorndecky BayKHBIMM IPU3HAKAMM IIPU
TMCTUOLMTO3€ ABMAITCA HEHTPUIOOYIAPHOE PacIoIoXKe-
HJe COJIMIHBIX OYaroB BOKPYT BHYTPULONIBKOBBIX OPOHXOB
U OTCYTCTBUE IIOpa>KeHVA JIETKUX B 061acTu pebepHo-guad-
parMajIbHBIX YI/IOB. YMepeHHbIe PeTUKY/IAPHbIC I3MEHEHU A
BOKPYT 04aroB ¥ KMCT B BUJie YTONIIEH) A BHYTPIUJONIbKOBBIX
HeperopojioK, TMHENHBIX YIacTKOB Gubpo3a HabM0AAI0TCA
y TI0JIOBMHBI TaIjMeHTOB B pasBepHyToii cTaguu I'KJL, Ho He
ABIAITCA ClienuPUIecKIMU KPUTEPUAMU PEHTIeHOIOT Y-
YeCKOTO JJMaTHo3a.

Crepyer 06paTuTh BHUMAaHNE, YTO Y JAHHOI AL MI€eHTKN
IIOCJIe BBIIIOTTHEHN A PEHTTeHOIOTMYeCKOTO MCCIe[OBAHNA
HepBOHAYAIbHO OBII ITOCTABJIEH AMArHO3 OY/IIe3HOI TPaHC-
dbopmanun nerkux. OfHAKO Yale BCero 6yIbl BOSHUKAIOT
y MY>KYMH € JUINTe/IbHBIM CTaXkeM KypeHus (c mpeobnaga-
HIJeM B BepXHUX oTAenax nerkux). Ilocne spinonnenusa KT
U I€TA/IbHOI OLIEHK JIETOYHOTO PUCYHKA ObLIN BBISBICHBI
MHOTOYJC/IEeHHble pa3HOKanubepHble KUCTO3HBIE 06pa3o-
BaHNA. B JaHHOM KIMHUYECKOM CIydae OTMe4aeTcCs Kap-
THHa B Bujie 1M(PY3HOTO pacnpocTpaHeHNA KUCTOZHOTO
MOpa’keHM Y HeKypsliell MalMeHTKY XeHCKOTo II071a, YTO
ABNACTCA PESKOCTDbIO. BolAB/IeHHbIE Y HALIMEHTKN U3MEHEHN A
npu KT opranoB rpy/iHOI I0I0CTY XapaKTePHBI /14 pAga
HATOJIOT M, CONPOBOXKAAKMINXCA KMCTOSHBIM IIOpa>keHeM
JIETKMX, TO9TOMY AU PepeHINaTbHYI0 AMaTHOCTUKY B JaH-
HOM cliy4ae nposoaunu npexje scero ¢ JIAM. Vimenno
nopaxeHne nerkux npu JIAM nmeer Hanbonee CXOQHbIE
KT-npmsHaky: MHOXXecTBeHHbIe 11 y3HbIe TOHKOCTEH-
Hble KMCTHI. BaskapiMu npusHakamu npu JIAM ABnAo0TCA
4eTKO OYepUYeHHble OKPYI/Ible TOHKOCTEHHbIe KUCTDI, pac-
MOJI0)KeHHbIe CUMMETPIYHO, PABHOMEPHO B 000UX JIETKUX
C MHTAKTHON JIETOYHOJ IAaPEHXMMOI MEXAY KUCTAMU,
a TaK)Xe Ha/Jy4ue IJIEBPAJbHOIO BBHINNOTA (XMIOTOPAKC),
MUMQpaHTMONEIOMIOMEL B IPYAHOI 1 OPIOMIHOI TOTOCTH,
Ta3y, anrnomuonumnomsl (AMJI) noyexk.
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OpHaKo [ IOCTAHOBKM TOYHOIO MarHo3a HeoOXoau-
MO IIpoBefieHue MOP(OIOrnIecKoll BepudruKauuy TOHKO-
U TOJICTOCTEHHBIX KUCT B JIETKMX, YTO U OBIZIO BBIIIOTHEHO,
HO MaTepuai 6pi1 ManonHpopmarnseH. V[ X-uccnegoBanue
MMeJIO pellallee 3HaUYeHNe B IOCTAHOBKE OKOHYATe/TbHOTO
puarnosa JIKT y faHHO manueHTKN.

[IpescTaBlIeHHDIN KIMHNYECKNII C/Tydail ABIACTCS IeMOH-
CTpanye fMarHoCTUYeCKNX CIOXKHOCTEN U HEeOoOXOgMMOCTU
MOBBILIEHHOJ HACTOPOXXeHHOCTH Bpadeil B oTHOomeHun JIKT.
3amosganas ZMarHOCTMKA U MY/IBTUCHCTEMHBIN XapaKTep
3aboeBaHysA 0OYCTOBNNBAIOT HEOOXOAMMOCTD TIOBBIIICH A
KOMIIETEHTHOCTM Bpayell 1 COBPEMEHHBIX AMaTHOCTUYECKMX
" 1e9eOHBIX IPOTOKOJIOB.

3aKiIo4eHne

HecMoTps Ha MOHMMaHMe MaTOreHe3a IMCTUONUTO30B
U 3HaHJE PEHTI€HONOTMYeCKON CEMUOTUKY UX IPOABIEHNUI
npu KT, cBoeBpeMeHHas 1 TOYHas mocraHoBka guarsosa JIKT
BBI3bIBAET 3HAUMTE/IbHbIE TPYAHOCTH KaK y TyUeBBIX JIMarHO-
CTOB, TaK M Y K/IMHUIIUCTOB B CH/IY HEYACTON BCTPEIaeMOCTHI
9TOro 3a60/IeBaHMs. MBI CTOTKHYINCH C ZOCTATOYHO 3aIly-
meHHbIM cnydaeM npoasnerus JIKI ¢ mopakeHneM Ierkux,
KOTOPBII IepBOHAYA/IbHO CUMY/IMPOBAJI IOPayKeHEe IETKUX
npu OynnesHol saMdu3seMe, OCTOKHEHHON CIIOHTaHHBIMHI
nHesMotopakcamy u JIAM. Tounpiit guarunos JIKI'JI 6bin
IIOCTaBJIeH TOIBKO B IIPOllecce AMHAMIYECKOTO HabMIoneH A
3a manMeHTKoi1 mo pesynbraraMm KT- n II'X-nccnegosanmit.
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