I MCTHOIIMTO3 JIETKMX.
KIMHMYeCKHH cJIydau.

IIIynuxkosa Esa BaadumuposHa- epau-opouHamop 1 200a no cneuuanbHocmu «PeHmeeHoao2usn»
OI'bOY BO /[OHI'MY

Bedax Anacmacus CepeeesHa- spay-nyavmononoz I'bY JIHP «PKb um. M.HU. Kaaununa»

Hayunwliil pykogodumenwv: Monozaposa Hadexcda E2oposHa — 3as. kaghedpoil paxy.rbmemckoil
mepanuu um. A.A. I'ybepepuua, npogeccop.



I'McTHOIMTO3 JIETKMX, MJIU JIETOUHBIN
TrMCTHOIIMTO3 U3 KJIEeTOK Jlanreprauca
(VIT'KJI)

- peAKO€e HHTEPCTUIIHAJIBHOE
3a0o0JieBaHUe JIETKUX,
XapakTepu3ylolieecs
KJIOHAJIbHOM npoJsindepanueu
KJIeTOK JIaunreprauca ¢
MOC/JAEyIOIIUM
¢dopMUpOBaHNEM I'PAHYJIEM U
pa3BUTHEM KHCTO3HO-
NEeCTPYKTUBHBIX U3MEHEHU
JIETOYHOM TKaHM.
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B 1970-1980-x rogax 610 YCTAHOBJIEHO, UTO TAHHbIE
COCTOSIHUSA MMEIOT OOIILYI0 KJIETOUHYI0 OCHOBY —
IaTOJIOTHYECKYI0O mMpoaudepanuio KieTok Jlanrepranca.
ITO NPUBEJIO K MEPECMOTPY KiIaccu(pUKaAIuU U
BBIJIEJIEHUIO THCTUOINTO3a U3 KJIeTOK J/laHrepranca
(Langerhans cell histiocytosis, LCH) kak exuHOI
HO30JIOTUYeCKOU (pOpPMBI.

ITopa:kenue aérkux npu LCH 66110
BBIJIEJIEHO B OT/AEJIHHYIO
KJIMHUYECKYIO (POpMy — JIETOUYHBIN
THCTHOIUTO3, KOTOPBIHA
IepPBOHAYAJIBHO paccMaTpUBaJICA
KaK M30JIUPOBAaHHOE 3a00/iIeBaHuEe
JIETKHUX Y KyPUJIbIIUKOB. B
JaJbHEHIIEM ObLIO YCTAHOBJIEHO
CHUCTEMHOE IPOUCXOKIEHUE
Tnpoiecca ¢ BO3MOKHBIM
BOBJIEUEHHEM KO2KH, KOCTEH,
runo@gusa v Apyrux OpraHos.

B HauaJsie XXI Beka 3HAUHNTEJIbHBIH MPOrpPecc ObLT
JIOCTUTHYT B HIOHUMAaHHWH MOJIEKYJIAPHBIX
MeXaHHU3MOB 3a0o1eBaHuA. OOHapy:KeHue
AKTHBUPYIOUIUX MyTAIlUA B CHTHAJIBHOM ITyTH
MAPK, oco6enno myranuuua BRAF V60OE,
IOATBEPANIO HEOILIACTUUECKYIO IIPUPOILY
IPoIiecca M CIOCOOCTBOBAJIO U3MEHEHUIO
NpeaACTaBJI€HUH O THCTUOIUTO3€E KaK O
peakTUBHOM 3a00/IeBaHUU.




AKTYaJIbHOCTDb TE€EMbI

“ 3a0os1eBaHUE BCTpeUuaeTca MPeuMyIeCTBEHHO Yy JIUIL MOJIOIOTO U CPEeJIHEro Bo3pacra,
YTO MPUBOJAUT K 3HAYMMBIM COITUAIbHO-39KOHOMHUYECKUM IMOCIECTBUIAM, BKIIOUYAA
PAaHHIOI0 HHBAJIUAU3AIIUIO.

“ Beaymiasa poJib Ta0AKOKypEeHHUS B Pa3BUTHUH 3a00JIEBAHUA JI€JIA€T €ro MOTEHITHAJIBHO
NPEeAOTBPATUMBIM, OJTHAKO MaTOT€HETUYECKHE MEXaHU3MbI OCTAIOTCSA HEJOCTATOUYHO
N3yYE€HHBIMU.

“ Kiimanueckoe Teuenue JI'KJI orsinuaercs 3HaUnNTEIbHOU BapruadeIbHOCTbIO — OT
CIIOHTAHHOM CTAa0MJIMU3aIuM A0 OBICTPOro NMpPOrpeccCupoBaHUuA C pa3BUTHEM
AbIXaTEeJIbHOU HEJJOCTATOUYHOCTH U JIETOYHOM TMNIEPTEeH3UH. ITO 3aTPYy/AHIAET
IMPOTHO3UPOBAHMNE U BHIOOP ONTUMAJIbHOUM TAKTUKHU BeJeHUs manueHToB. Kpome
TOTO0, 3a00/IeBaHNEe YacTO JUATHOCTUPYETCA HA MO3JHUX CTAAUAX, KOTJA yKe
chopMupOBaHbI HEOOpATHUMbIE€ CTPYKTYPHbIE€ U3MEHEHUA JIETOYHOU TKaHU, UTO
cHM:KaeT 9P(PeKTUBHOCTH TEPANTHUH.



KaMHHM4YeCKuH ciIydau

 INamuenTtka K., 46 jger. Haxoawiach Ha cTaliMOHAPHOM JICYEHUHU B IIYJIbMOHOJIOTHYECKOM
oTaeJIeHUUu I'BY JAHP «PKb um. M.. KasimauHa»

- ZKasmo0b1: OABINIKQ CMEIIAHHOrO Xapakrepa mpu (pus. Harpyske, JUCKOM@OPT B JieBOU
IIOJIOBHHE IPYAHOHN KJIETKH, 00IIas cJ1a00CTh.
« ( mMRS-1, Borg-2).

 AHamMHe3 3a00JieBaHUA: cuuTaeT cedAa 00JIbHOU B TedyeHue 1 roga. IIpu o0ciaexoBaHuM Ha
peatreHorpamMax m CKT OI'K mmcceMMHMPOBAHHBIN IPOIECC Jierkux. B yciioBuax 2-ro
TOpakajapbHOro oraeaenuun I AHP «PKb wum. M.H. KaauHunHa» 1npoBeaeHa
BU/EOTOPAKOCKONINA cJjieBa ¢ OMoICcHeHn JIerkoro (aTunmmuuyHas pe3eknud), Mo JaHHBbIM
T'UCTOJIOTUYECKOTO MCCAe0OBAHUA BbIcTaBJieH /13: JaHrepraHCoOKJeTOUYHbIM T'MCTHOIIMTO3
Jerkux. KoncyasTrpoBaHa mmyJibMOHOJIOroM U rocnurtajauduposadHa B 110 T'BY THP «PKb

um. M.I. KaJII/IHI/IHa», C II€/JIBI0O YTOUHCHUA JHUArHO3a U TAKTHUKHU BECJACHUA ITAIIMMCHTA.

« AHaMHe3 XU3HHU; KypUT OoJiee 15 madyka/jaer. AJJIeproJJorudecKkuili aHaMHe3 He OTATOIEeH.
HacaeancrBeHHbll aHaMHe3: mama Ca roJsi.mo3sra. IIpodeccnoHa/IbHBIM aHaAMHeE3- He
OTATOIIEH.

«I» yuer: PesuayaspHasa 3sHuedasonatuda (BcIeACcTBHE IEPEHECEHHOro B 1999 Toay

NOAQCTPOr0 AapaxHOHIedaaIuTa) ¢ CHHAPOMOM JHUKBOPO-COCYAUCTOU AUCHUPKYJIAIUMU,

cTOuKOUN mnedanrueri, BereTaTUBHONU ANMCPYHKIHEN B BH/AE YaCThIX MHUIPEHEMOIO00HBIX

CHMIIATO-a/IPEHAJIOBBIX KPpU30B (3-5 pa3 B HeAe/II0, aHaAMHecTuuYeckn), cuaapomomMm BC/I mo

CMeNIaHHOMY THIIy, BBIPDA:K€HHBIM BeCTHOY/IO-aTaTU4YeCKUM CHHAPOMOM, pedJieKTopo-

NMUPaAaMHUHOU HEJOCTAOYHOCTBIO CJIEBA, JOCTUTAIOIIEH CTEIIEHU YMEPEHHOI'0 JIEBOCTOPOHHETO

remunapesa. OCcreoxoHZpo3 HIEUHOI0 OTAe 1A I0O3BOHOYHHUKA, C JOP3aJbHBIMU IIPOTPY3UAMMU

muckoB C6, C7 cermeHToB. CHOHIWJIOAPTPO3, YHKOBEPTEOPAJBbHBIN apTpo3 -2CT C

BbIPAK€EHHBIM BePTEOPOr€HHBIM, MbBIIIEYHO-TOHHYECKUM CHHAPOMAaMH, JE€BOCTOPOHHUM

KOPENIKOBBIM CUHAPOMOM. NHBaJIN/A 3 rPpynnbl ¢ 2013 I.



JlaHHBbIE 00CJIeIOBAaHUH

&t

15.04.26 r. KT OI'K+OBbII: KT- kapruHa MHOTOYMCJIEHHBIX MEJIKHUX OYEroB
VILLIOTHEHHUA B 000uX JierkuXx (aapBeosuT?). KT-mpu3Haky reMaHTHOMbI IeUeHU.
Il'emaTomerasna. XoJgenucerur. I['unepmiasusa JeBOro HaamodveuyHuka. Kr-
NPU3HAKHU TUIIOAEHCUBHOIO 00pa3zoBaHUA B 00JIaCTH JIEBOrO AUYHUHEKA (KucTa?)
XuartajbHada rpexka. /loinxocurma.

24.04.26 r. KT OI'K: KT-npusHaku 1u(p@y3HOro MTHTEpCTUIIMAJIBHOI'O IIpoIiecca B
JIETKNX, MUHUMAaJIbHOTI'O IBYXCTOPOHHET0O THAPOTOPAKCca.




06.05.26r. PTHC: 3HZOOPOHXUT 2CT.

IMuTosIoTUYECKOEe 3aKJIUeHue: B MaTrepuaae IIWINHIPUYECKUUN  3SNUTENUu,
ajJbBeoJIAPHbIe Makpodaru, Jgenkonurbl (HeuTtpodmasl), spurpouutsl. AK, KYb He
OOHapPY:KEeHbI.

06.05.26r. ®B/I: npu3sHaku 6pouxuajabHOon oOcTpykimuu. MOC 50-64%. MOC 75-52%.
O®B1-86%, Nnaexkc Tuddpuo-72%.

13.05.26r. omepanmusa: BHJAEOTOPAKOCKONHUA cJe€Ba, OHOIICHA JIEerkoro (arunuuHas
pe3eKknusn), IpeHupoBaHNe IVIEBPAJIbHOM IMOJIOCTH.

I'mcrosrormueckoe 3akaroueHnue ¢ MUI'X mcciaemoBanumeM NC 17191-211 OT 20.05.2026:
JIaHreprchomeTqumf/i TMCTHOIIMTOS3 JICTKHMX.




Puc.1 UMMyHOTHCTOXUMHUYECKAA PEeaKI[UsA JIETOYHOU TKaHHU € IKCIIPeccUen
mapkepa CD30. BpouxonieHTpuiecKoe rpaHy/ieMaTO3HOe BOCIIaJieHue, C
¢popMHupoOBaHHEM KJIETOUYHBIX HH(PUIHTPATOB B BU/IE€ OKPYIJIBIX CKOILIEHUH
KJIETOK, OKPY:KAIOIUX MPOCBETHI OPOHXUOJI U AJbBEOJIAPHBIX XO/I0B.
KieTkn B uHQUIBTPAaTAX HHTEHCHBHO OKPAIlIEeHbI B KOPUYHEBBIN IIBET, YTO
CBUJIETEJIBCTBYET 00 sKkcnpeccuu aHtTurena CD30. OxkpaiiieHHbIE KJIETKU B
npernapare - IaToJIOTHYeCcKre rucTHonuThI (KiieTku JlaunrepraHneca) u
AKTUBUPOBAHHBbIE TUMQOIUTHI.

Yuactku sMmbusemMbl (pacuinpeHHbIe CBeTJIbIe MPOCTPAHCTBA) YEPEAYIOTCA C
IVIOTHBIMHY MHWIbTPATAMU. Y BeJINUEHUE X400

Puc.2 IMMyHOTHCTOXHMHUYECKAasA PEAKITUA JIETOYHON TKAHU C
akcrpeccuer mapkepa CD68. OkpyrJible Wik HENIPpaBUJIbHbIE
CKOILIEHUS KJIETOK, KOTOPbhIE pacnoJiararoTca NepruopoHXuaabHO U
IEePUBACKYJIAPHO.

Kierku B uHWIbTpaTaX MHTEHCUBHO OKPAIII€eHBI B KOPUYIHEBBIN
IIBET, UTO CBHU/ETEJIhCTBYET 00 3Kcnpeccuu aHtTurena CD68.
OxpalneHHbIE KJIETKH MPe/CTaBJIe€Hbl THCTUOIUTAMHU (TKaHEBbIMU
MakpodaramMm) U1 TMTAHTCKUMHA MHOTOAI€PHBIMU KJIeTKaMU,
BOBJICUEHHBIMH B BOCHIAJIUTEIHHBIN ITPOIECC. YBEIUUEHUE X400



Puc.3 IMMyHOTHCTOXMMHUYECKAA PEAKIHUA JIETOYHOU TKAHU C SKCIPeccuen
mapkepa CD3. 'pany/ieMaTo3HO€E BOCHIAJIEHHE C IEPUOPOHXHUATBHON
uHpWIbTpaIueu.

Kierku B MHPUWIbTpAaTaX UHTEHCUBHO OKPalI€eHbl B KOPUYHEBBIU I[BET, YTO
CBH/IETEJIBCTBYET 00 skcnpeccuu anTurena CD3. OkpameHnbie kieTkn — T-
JAUM@POIUTHI, BOBJIEUEHHBIE B BOCIIAJIUTEIbHBIU IMTPOIECC U OKPY:KAIOIIHE
naroJjiormueckue kKietku Jlanrepranca. Busyannsupyercs CTpyKTypHas
IepecTPoOrKa JIETOYHOU IMapeHXUMBbI,
3aMeTHAa AedopManusa HOPpMATbHOM apXUTEKTYPbI: yIaCTKH 3M(PU3EMBI
(pacimmmpeHHBbIE CBETJIbIE IPOCTPAHCTBA) YePEAYIOTCA C IVIOTHBIMHU
uHpwibTpaTamMu. B HEKOTOPHIX MeCcTaX BUAHBI IPU3HAKU pa3pylieHuA
MeKaJIbBEOJIAPHBIX EPETOPOAOK U (GOPMHUPOBAHUSA KUCTO3HBIX IMMOJIOCTEH
(«coToBOE JIeTKOE»). YBeJIUuUeHHue X400

Puc.4 IMMyHOTHCTOXHMHYECKasA peaKIya JIETOYHOU TKaHU ¢ 9Kcpeccueinn mapkepa CD3.
ITepuOpoHXHaJIbHBIE U IEPUBACKYJ/JIAPHbIE TPaHyJI€MbI
BuaHbI OKpYIJIble NIV HEeNIPAaBUJIbHbIE CKOIVIEHUA KJIETOK, KOTOPbIE IVIOTHO OKPY:Kal0T MIPOCBETHI
OPOHXHOJI U cOCyA0B (OPOHXOIEHTPUIECKUH ITaTTEPH).

Kierku B MHWIbTpaTaX MHTEHCUBHO OKPAIIEHBbI B KOPUYHEBBIN 1BeT. ITO T-Tumponute (CD3 —
MapKep BceX 3pesbiX T-KIeTok), KoTopble () OPMHUPYIOT BOCIIATUTEIBHBIA «000I0K» BOKPYT
IIaTOJIOTHYEeCKUX KJIeTOk JIanrepranca.

ITpocBeThl GPOHXHOJI U AJTbBEO0JI, 4 TAK:KE CTPOMAJIBHBIE 3JIEMEeHThI OCTAI0OTCA OJIeTHBIMU
(rosry0oBaTo-cepbIMu), UTO MOYEPKUBAET IVIOTHOCTH KJIETOUYHOTO HHPWIbTpaTa.
3ameTHa aedopMaIua MeKaJTbBEOIAPHBIX IEPErOPOIOK U yUACTKH pa3pe:KeHuA TKaHU, UTO
COOTBETCTBYeT IpoleccaM KUCTOOOpa3oBaHUA U 3M@Pu3eMbl. YBeJIHUUEHNE X400




Puc.5 IMMyHOTHCTOXMMHUYECKAs PeAKIIUsA JIETOYHON TKAaHU € IKcIpeccuer mapkepa CD20.
IMTosoxkureabHoe CD20-okpamuBanue (KOpUYHeBbIE ITPAHYJIbI)

Kiaerku B uHQWIBTpAaTaX, OKpANIEHHBIE B KOPUYHEBBIH I[BET

npeCTaB/IEHbI B-mum@onuramu (CD20 — mapkep 3pesbix B-ki1eTok). OHu
pacmoJiararoTcsa NpeuMyleCTBeHHO 0 nepudepum KIeTOYHbIX UHPUIBTPAaTOB, opMUpyA
«000a0K» BOKPYT IIEeHTPAJIBHBIX 30H, I/Ie HAXOAATCA KIeTKH Jlanrepranca.

3ameTrHa aedopManusa HOpMAJIbHOMN aPXUTEKTYPbhI: yIaCTKH dM@PHu3eMbl (paciimpeHHbIE
CBeTJIbIe IIPOCTPAHCTBA) YEPEAYIOTCSH C IVMIOTHRIMU HHpWIbTpaTamu. BugHbl HICTOHYEHHBIE
Me:Ka/IbBeOJIAPHbIE MIEPETOPOJAKH, UTO OTPAKAET MPOIECC AeCTPYKINU TKAaHU. XOPOIIIO
BU3YAJIN3UPYeETCS KOHTPACT C HEOKPAIIEHHBIMU CTPYKTYpPaMU-

IPOCBETHI OPOHXMOJI, AJIBBE0OJI U CTPOMAJIbHBIE 3JIEMEHTHI OCTAIOTCA 0JIe JHBIMHU
(rosry6oBaTo-cepbIMu), UTO MOJIEPKUBAET IVIOTHOCTH JTUM(QPOIUTAPHOTO

uHpWIbTpaTa. YBeJInueHue x400

Puc.6. YuacTky CKOILVIEHUA KJIE€TOUYHOr0 HHPUJIHTpAaTa BOKPYT IPOCBETOB OPOHXUOJI U
MeJIKMX OPOHXOB. ATO CO3Ja€eT KAPTUHY «JIallYaThIX» WIH 3Be3/UYaThIX ITPAHYyJ/IEM.
BuaHbI OKpyIJIble U1 HEeIIpaBUW/IbHbIE IO (popMe ouaru uHPuUIbTpanuu. B cocras
WHPUIBTPATOB BXOJAT: KJIeTKH JlaHrepranca (IaTOrHOMOHUYHBIU 3JIEMEHT): KPYITHbIE
KJIETKH C OOMJIBHOU 303MHO(DWIBHOU (PO30BOI) IIUTOILIA3MO, 6000BHIHBIMHU A{PAMH C
U3BUWJIMNCTOU MEMOPaHOU; 303UHO(DIIIBI: KJIETKHU C APKO-OPaHKEBBIMU I'PAHYJ/IaMU B
nuTomiazMe; TuM@onuTsl 1 Makpodaru, popmupyoimue ¢GoH nHpUIbTpaTa .
Busyaiusupyrorca cBeT/ible OKpPYIJible IPOCTPAHCTBA — YUYACTKHU pa3pyuieHuAa
MEeKaJTbBEOJIIPHBIX MEPETOPOAOK ¥ (POPMUPOBAHUSA KUCTO3ZHBIX MOJTOCTEH
(TpakImuoOHHBIE KUCTHI). ITO CJIEACTBHUE MIporpeccupyoiiero puoposa u sm@pusemMsl.
Me:xay nuHWIBTPaTAMU U BOKPYT KUCT BUAHBI 00J1€ee IVIOTHbIEe, TOMOT€HHbIE YYaCTKU
COEeMHUTEIBHOM TKaHU (0ejiecoBaThie HA IIpenapare), CBUAETETbCTBYIOIIHE O
PyOIieBaHUY JIETOYHOM MapeHXuMbl. OKpacka reMaTOKCUJIMHOM U 303UHOM, X400.



Puc.7 I'pany/iemMbl JIanm4aToro BUAa BOKPYr OPOHXHMOJI, COAEPKAIINE KICTKH
Jlanrepranca, 303nHO0QUIbIL, JTUMPOUUTHI, Makpodaru (B TOM 4ncie
NUIrMeHTHPOBaHHbIe). KucToo0pa3oBanme, HHTEPCTHIMAIBHBIA GUOPO3,
nedopmanus 6poHxuos. Okpacka reMaTOKCHJIMHOM U 303MHOM, X400,




IMonxyuasia JjeueHue: MetwanpeaHus3osoH (MeapoJ) 16Mr yrpom, OmMenpasoj 20Mr
yrpom, ®iaynmynujia 600Mr B CyTKH

JqunHamunueckunn craryc: Ha ¢oHe NpoBeaeHHOro JieueHHs COCTOAHHue 0e3 o0co0oun
JAMTHAMUKH.

006-HO: 00mEee cocrosHue craomwiabHoe. Y/[-18 B MHH. AyCKyJbTATUBHO JbIXaHUE
BE3UKYJIAPHOE, HECKOJIBKO 0CJIa0/IeHO. /ledaATeJbHOCTh cepana purmudHasa. Ilyasc-74 B
muH. A/l 130/80 mm.prt.ct. ’KuBor maArkuii, 6/0, yuacrByer B akre abixanusa. Cry.,
MoOUeHcIlycKaHue 0e3 ocooeHHocren. Ilepudeprnuecknx oTekoB HET.

PexomeHaanmuu: bpocurs kKypurb. HM30erarp mnepeoxjiazkIeHUN HW KOHTAKTOB C
NH@PEKIMUOHHBIMH O00IbHBIMU. /IbIXaTe/qbHass ruMHacTuka. HaOuroaneHue rTepamneBra,
IIyJIBMOHOJIOTA IO M/:K.BaknmumHamusa OT NHEBMOKOKKOBON HWH@EKIMU U Ce30HHAaA
BaKIMHAIIUA OT IPpUIIIIA



BrIBOABI

I’'mcTnomuUTO3, MPEACTABJISIONINNA COO0M 3HAYNMYIO ITPO0JIeMy COBPpEMEHHOMU
MeAUIUHbBI, TPEeOyeT IPUCTAJTbHOTO BHUMAHHUA Bpadyel BceX CelnaJIbHOCTEMH.

Oco6GeHHOCTDh €ro pa3dBuTHUA B MOJIOZIOM Bo3pacTte, crienmuuiueckas KJINHNYeCKas
KapTHHA U TECHAA CBA3b C KYPEHHEM JIeJIaI0T JaHHOeE 3a00J1eBaHte 3aC/Ty:KUBAIOIIUM
0co00ro BHUMaHusA. biarogapa nmporpeccy B JHarHOCTHKE U IMOABJIEHUIO TAPTreTHOU
Tepanuu, a TAaK:Ke pa3dpadoTKe aKTyaJIbHbIX KJINMHUYECKUX PEKOMEH AU, IIAllH€HThI C
THMCTHOIIMTO30M IMOJIYIAIOT 0O0JIbIIIE HIAHCOB N30€e2KaTh MHBAJTUAN3AI[UH.



bJsaroaapio 3a BHUMaHue!



