I'ypeBnu JLE.
TnasHwlil HayuHbllL COMPYOHUK NAMOLOLOAHAMOMUYECKO20 OMOeleHUs
MOHUKH um. M.®. Braoumupckoeo, 0.6.H., npogheccop

I Exncezoonviit Konzpece Poccuii 0 20-21 anpensn 2018 200a, 2. Kazans

JIuarnocruka
HEHPOIHTOKPHUHHBIX OIyX0J1ei
JIETKUX U TUMYCA

((EH.IC HEAABHO pPOJIb IIATOJIOra B JICHCHHUM pakKa JIErKOro
CBOAWJIaCh TOJBKO K JAHWMArHOCTHKE MECIIKOKJICTOYUHOM M He-

MEJIKOKJICTOYHOM KapOHuHOMBI. B mHacrosmiee BpeMs y Iaroiora

HCHTPAJIbHAA U BayKHEHIIIas POJb B He[!COHaHH3PI[!OBaHHOI>'I MEIUNINHEC
NAlMCHTOB € PAKOM JErKOro. JAWarHos, BI)I60p 06pa3ua JJIA

MOJICKYIIAPHBIX TCCTOB, MHTCPIPETALIUA PC3YJILTATOB HCCHGHOB&HHﬁ,

Oq)OpMJ'ICHI/IC OKOHYAaTCJIIbHOT'O 3aKJIIFOUCHU )
(Cagle PT. et al. Revolution in Lung Cancer. Arch Path Lab Med., 2011;135:110-116).

HIE: it Ke P it 20-21 anpens 2018 200a, 2. Kazansy

27.04.2018
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Heﬁpoanuoxpnﬂﬂme KJIETKH JICTKHUX

B 1949 Frohlich Bmepsbie ommcan B OpoHXaX CKOIUIGHHS — KJIETOK,
Ha3BaHHbIC HEIpO3NNTeNHaTbHBIMI TeNbIaMH.
Onu pacronararotcss Ha 0a3aqbHON MeMOpaHe CIU3HCTOH O00OMOYKH OPOHXOB U
BBICTYNAIOT B UX NPOcBeT. OHM TECHO KOHTAKTHPYIOT C HEPBHBIMH OKOHYAHUSIMU H
KaIlMJUIAPaMn ¥ 00pa3yroT BHYTPUIECTOUHYIO PELEHTOPHYIO CHCTEMY, PEarupyroT
Ha W3MEHEHMsI COCTaBa BJBIXAaGMOTO BO3JyXa M OTBEYAIOT HA HUX BBIPAOOTKOI
OMOTCHHBIX AMHHOB M IENTHJIHBIX TOPMOHOB (CEpPOTOHHMHA, THCTAMUHa,
6ombesnna, AKTI u 1ap.), KOTOpble PErylMpyroT TOHYC W HPOCBET CTEHOK
OpoHXOB u KPOBEHOCHBIX COCY/IOB.

B merkmx  B3pOCHBIX  NPH  Pa3NMYHBIX  3a00JNCBAHMAX  KOIHYECTBO

HEHpPOIHTOKPUHHBIX KJIETOK YBEITMYUBAETCSL.

I Ecezoonniii Konzpece Poccuiickozo odusecy 20-21 anpenn 2018 200a, 2. Kasans

I 'ncTtorenes

it
LleHTPankHbIA KOMAApTMeHT Kpynubiit 6pomx
PecHutyatan knerka
AJeHOKAPIHHOMA Cawamcran
KaeTia
TIPEIECTBEHHUK —
TIPEOIYX0JIEBOE COCTOSAHUE
M3BECTHOE KakK aTUIIMYHas o
[epBUHbIA
aJIbBEOJISIPHAs THIIEPILIA3Hs 6poHx HefipoanackpuiHas
naesmonuToB |l Tuna 4 1
BropudHbii BasanbHan  BasansHan MeMBpaHa
6poHx Kknetka
ToeTamsi MepuchepHHeckuin KOMNApPTMeHT
. GpoHx
ILi1ockok/1eTOYHBII pak P! PecnupatopHan GponxMona
IPE/IIECTBEHHUK - 6a3aIbHbIe Eoins
KIETKH
TepMuHansHan
Bpormona
Anceeona Anepeona
M eJIKOKIeTOUHbIH paK R { )
) Pecnupatopuan Gponxnona oo
NPEAIECTBEHHUK:
HeaudhepeHIPOBaHHbIC » .
ecnuparopHan
TIPEIIECTBEHHIKN Soan 1 Nporox )
(6asabHbie KIeTKH 1 ?) Pocwmraran knerca - @) S
BasankHan memBpaa [
Anboeona ¢
WHrepetiuit ] soecia)
MHesmour __
Tvna |
IIIE: onotit Ke ce Pe 7l 20-21 anpensn 2018 200a, 2. Kazans =
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KapuuHoma in situ KapIHHOMA (MEJIKOKJICTOUHBIH PaK)

11 E. it Konzpece P it 20-21 anpens 2018 200a, 2. Kazans

Knaccupurkauusa u nuddepenunaibHasi IMATHOCTHKA
HD20 aerxoro u tumyca (WHO, 2015)

Kpurepnii TunuaHbIH ATHNUYHBIH KpynHoxkiieTouHas MeJIKOKJIeTOUHAS
KapIHHOM/ Kap | HelpO3HTOK HelpOIHTOKPHHHAS
KapIuHOMa KapIuuHOMa
MuTo3b1 0-1 2-10 >10 (cpen. 70) >10 (cpen. 80)
Hexpo3sst HeET HeT/(oKaTbHbIE na na
Hnpexc <5% <20% 40-50% 50-100%
Ki-67

TravisWD, Brambilla E, Burke AP, Marx, A., Nicholson AG. WHO Classification of Tumours of the Lung, Pleura, Thymus and Heart. Lyon: IARC; 2015

IIIE. Onotit K P 7 7 20-21 anpens 2018 200a, 2. Kazans
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JlnarHocTuyeckue OUOTICUU JIETKUX

AK aerkoro (TTF-1+) Kapuunonn (TTF-1+) r Tnockokmerounsiii pak (TTF-1-)
|52 o 4 [ IS e

e

111 Excezoonvtit Konzpece Poccuiickoz2o oouecmea onkonamonoz2oe 20-21 anpens 2018 200a, 2. Kazano

25% Bcex HEWPOIHIOKPUHHBIX OIMYXOJeH JIOKATU3YyIOTCS B

JICTKHX.

% Ha kapyunouowl nezkux npuxooumcs oxkono 1-2 %

8cex HO800OPA3068AHULL D020 OP2aAHA.

Yacmoma xkapyunoudos neekux - 0,6:100 000

Hacenenus 6 200. Onu yawe 8ce2o0 803HUKAIOM 8

Kpynuwix opouxax u auuws 6 20% cuyuaes - 6

nepugepuieckux omoenax i1e2Kkoeo.

% Ilo omnowenuio k cmenke 6POHXA KAPYUHOUObL
Xapaxkmepuzyomcst IK30UuUmHbIM, IHOODUMHBIM U
CMEWAHHBIM MUNAMU POCA

% Yacmoma rxapyunoudos mumyca - 0,01:100 000
Yenoeex 6 200.

*
°

1T E: onwtii Ke cc P it 20-21 anpens 2018 200a, 2. Kazans




Juddysnasa nauonarnyeckasi MyJbMOHAPHAsI HeHPOIHIOKPHHHO-
kjierouHas runepmiasus (DIPNECH)

I E: it K P 7l 20-21 anpens 2018 200a, 2. Kazans

Ju¢ dy3uasi manonaTuyecKas my,JJbMOHAPHAS HEHPOIHIOKPHHHO-
rJjerounas runepmiazus (DIPNECH)

HIE. onviit Ke P it 20-21 anpens 2018 200a, 2. Kazans

27.04.2018



Kapuunounanl, Bo3nukaioume Ha ¢pone DIPNECH

20-21 anpens 2018 200a, 2. Kazans
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Swarts et al Biochimica et Biophysica Acta 2012
15th ENETS Conference for the Diagnosis and Treatment of Neuroendocrine Tumor Diseasise. Barcelona, Spain, 7-9 Mars 2018.

1 E: onwtit K
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Kapuunouabl

 Typical carcinoid presenting as round, partaly endobronchial mass. Note the poststenatic pneumania, D Carcinoid
A dircumscibed tan mass forming a tan endobronchial mass causing complete obsiruction of the bronchus. There is
postobstructive dilation of the distal bronchus.

11 E. it Konzpecc Pe it 20-21 anpens 2018 200a, 2. Kazans

Kpurepun nuddepeHnnaibHoil IMATHOCTHKH U ONpeIesIeHUs CTeNeHn
3i0kavecTBeHHOCTH 1151 HIO J1erkoro u Tumyca

Cp. Bo3pact 50-60 50-60 60-70 60-70
IIpeoGnanarouuii non JKEHCKMH JKEHCKHH MYKCKOM MYIKCKO#
Ca#13b C KypeHueM et Her na na
Mopdonoruueckne
0coGennHocTH
OpraHouHbBIN THIT 00BIYHO 00BIYHO MEHee BBIPaKeH OTCYTCTBYET
CTPOCHUs
Pasmep kirerok KPYTHBIH, CPEeTHHI KPYHBIH, CpeHmit KPYTIHBIH MENKHi
Iuronnasma o0HIbHAT 0OmIbHAS oGHIbHAS CKyHas
SnepHbiii nomuMophu3M penaxo HHOrIa ecTh ecth
YeTkue AAPbIIKH Her HeT na HeT
Muro3bl Ha 2MMm? 01 2-10 >10 (cp. 70) >10 (cp. 70)
Hexposst HeT Het/dy na/oGumpHbIe
Ki67 10 5% 10 20% 40-80% 50-100%
TTF-1 penko 10 50% 40-80% 50-100%
Cunantodusun 100% 100% 80-90% 50-100%
CD56 100% 100% 80-90% 50-100%
CD117 HeT HeT HacTo "acTo
P53 HeT HET 4acTo 4acTo

1T E. onvit Konzpece P 77 20-21 anpens 2018 200a, 2. Kazans




CTpoeHue THNHYHBIX KAPIIUHOMU/IOB
5 et A 7] (e 2 :

biis ); 20-21 anpens 2018 200a, 2. Kazans

20-21 anpean 2018 200a, 2. Kazans
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KPYRHOK. 5 HEUPOIHOOKD
Kapuyunoma Jieekoz2o

e
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3

-.*‘7 y s

MENKOKAemOounas HetipoIHOOKPUHHAS
Kapyunoma nezkozo

11 E. it Konzpecc Pe it 20-21 anpens 2018 200a, 2. Kazans

OCOBEHHOCTH 3KCHPECCHUHU TTF-1 B OITYXOJISAX JIET'KHUX

TK ATK KK H3K MK H3K

Iypesun JL.E., Kopeaxosa H.A., Boporkosa H.A. u coasr. Tpor W e PeHIIA O~ THATHOCTH E CKO HAMEHH

wirokeparion 7 19 1 TTF-1 B neii omyxoasix erkn ii cenenn
Ambvariax ki vea, 2016:44 (4):613-623

1IN E: it Ke Pe it 20-21 anpens 2018 200a, 2. Kazans

27.04.2018
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AKTI -npoxyumpyromue H3O
(0annvie MOHUKH+n0okpunonozuueckuii yenmp, Mockea)

Opran K-Bo %
(n=46)
BpoHxu u Jierkue 26 56,5
Tumyc 11 23,9 80,4%
JKKT +IIK (mpsimast knika -1, 6 13
anmenaukc- 1, crenas kumka -1, IIK -3)
IuToBuaHan xkene3a (MP) 3 6,5

IIE. onviii Konzpece P it 20-21 anpean 2018 200a, 2. Kaszans

I[I/IaFHOCTl/l‘leCKl/Ie OHonCHH: oﬁpasona}me ﬂpanoﬁ IMOYKH A
JIEBOI'0 HAAMMOYCIYHHU KA

06pa308anue npusoﬁ aﬂpameanue 7186020 HAONOYEHYHUKA

I E. it Konzpecc Pe it 20-21 anpenn 2018 200a, 2. Kazans

10
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Jnarnos «<KPYITHOKJICTOYHOTI'0» paka no

OmomncuiiHoMy MaTepuaJjy He ctaBurTcs!!!

HIE. onwtit K P it 20-21 anpean 2018 200a, 2. Kaszans

OcobenHoctu ctpoenus saep Huskoaugdepenunpoanusix HIK:
prl‘lHOKJIETO‘leII/I U MEJKOKJIeTOYHBbIH BapHaHTbl

20-21 anpensn 2018 200a, 2. Kazans

11



KpynnokierouHasi HeHpO3HAOKPHMHHAsE KAPIHHOMA

Chromogranin 4+, Synaptophysin+, CD56 (NCAM) +, TTF-1+/-

Xpomorpanun A

S 4

20-21 anpensn 2018 200a, 2. Kazans

prl'IHOKJ'IeTO‘IHaﬂ Heﬁp03HIl0KpI/IHHaﬂ KapuuHoMa

Chromogranin 4+, Synaptophysin+, CD56 (NCAM) +, TTF-1+/-

e
AR -.4’*' 7{.

I E: it K P

20-21 anpean 2018 200a, 2. Kazans

27.04.2018
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MEJIKOKJIETOYHBINA PAK JIETKOT'O (MKP)

% MKP uare Bcero BO3HHKAeT B JICTKHX, Y MYXYHH CPEIHETO U IIOKHJIOTO
BoO3pacra (cpeaHuii Bo3pact 59 jer).

% Omyxonb COCTOMT M3  MOHOMOP(®HBIX IUIOTHO YIIAKOBAHHBIX KIIETOK
HEOONMBIIMX  Pa3sMEepPOB CO  CKYAHOM LHUTOIUIA3MOM, OBAJbHOM  HIH
BEPETECHOOOPa3HOM (POPMBI ¢ HEUCTKHUMH KIETOYHBIMU TPaHHUIAMH, BHICOKHM
SIACPHO-LMTOIIA3MATHYCCKIM ~ OTHOLICHHEM, OOJBIIMM  KOJMYECTBOM
MHTOTHYECKMX  (UI'Yp, amONTOTHYECKHUX  TeNel, MHOTOYHCICHHBIMU
HEKpPO3aMH.

+* BaXHBIM IHArHOCTHYECKHM MPH3HAKOM SIBISIECTCS BHA SIIEP, COACPIKAIIMX
XapakTepHbIil HOXHBIN TU(y3HBIH XpoMaTHH Oe3 BUAUMBIX SAPBIIIEK.

% Crnaboe pa3BHTHE LHMTOIUIA3Mbl YacTO CO3MACT BIICYATICHHE OIYXONIHM H3
«TONBIX» sifiep, YTO OOYCIOBICHO  paspylleHHEeM KIETOK W IMOIYYHIIO
HasBanue (enomena Azzopardi u cBsisaHHOe ¢ 5TMM Hanmuwe Crush-
apTehaxTos .

% Moryr BCTpedYaTbCsi MHUHODHBIE KOMITOHEHTHI C IUIOCKOKICTOYHOM HITH
Kene3ucToil auddepeHpoBKoil nin ydacTku HeauddepeHInpoBaHHOTO
paxa.

HIE. onwtit K P it 20-21 anpean 2018 200a, 2. Kaszans

MEJIKOKJETOUYHBIN PAK JETKOT'O (MKP)

HmmyHnodenorun MKP: Synaptophysin+, EMA+, TTF1+/-, Chromogranin A +/-(25%), CD56
(NCAM) (>90%) +, yacro p53+, CD117+;
Ho p63-, Napsin A -

HIE. ot Ke P it 20-21 anpean 2018 200a, 2. Kaszans

27.04.2018
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BEPETEHOKEJITOYHBIE HEMPOSHIOKPUHHBIE OIIYXOJIA JIETKOI'O

HIE. it Konzpece Poccuii 20-21 anpean 2018 200a, 2. Kazans

JKcnpeccus peuentTopos K comarocraruny B H3O serknx

1 E: onwtit K

]

20-21 anpens 2018 200a, 2. Kazans

27.04.2018
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CMeniaHHasi OMyXoJIb: KPYIHOKJIETOYHASI HEHPOIHIOKPHHHASI
bl KAPUUHOW

OKIIETONHAs KapuuHoma -
D SN

HIE: it Ke I it 20-21 anpensn 2018 200a, 2. Kazans

CMelIaHHAsI KAPIMHOMA JIETKHX: aIecHOKAPIIMHOMA JIANUAAPHOro TUNa (ObIBIIMIA
BAP)+KpynHoOK/JIeTOYHASI HeH{PO3HIOKPUHHAS KAPIHHOMA

111 Exicezoonsii Konzpece Poccuiickozo obuiecmea onkonamonozos 20-21 anpens 2018 200a, 2. Kazans

27.04.2018
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B yci10BusIX IOTEHUMAJIBLHOI TaApPreTHOW Tepanuu 3aJa4eit
Mopdoaora siasiercst auddepeHranbHas ANarHOCTHKA MEKAY
AJCHOKAPIMHOMOH, IUIOCKOKJIETOYHBIM, MEIKOKJIETOYHBIM

PaKoM M APYTMMHU THIIAMH OIYX0JIel Jerkoro.

C 1eibpl0 YTOYHEHUs JHMarHo3a PeKOMEHIYIOT NpPUMEHEHHE
JOTIOJIHUTEIbHBIX METOZI0B HCCIIEIOBAHUS
eucmoxumuyecku (OKpacka Ha CIM3b MYyLHKapMHHOM, PAS-
peaxius), UMMYHOZUCIOXUMUYECKUT W MOJICKYIISIPHO-

TCHETHYCCKUM .

OnHako TreTepOreHHOCTh paka JIErKOro, HHU3Kas CTeNeHb
TG PepeHINPOBKY, apTedakThl WHOTAA ACTAl0T HEBO3MOXKHBIM

IMOCTaBUTh TOUHBIN JUArHO3 Ha OHOTICUITHOM Marepuale.

IH1 Excezoonsiii Konzpece Poccuii 20-21 anpeasn 2018 200a, 2. Kazans

HS20 tumyca

H30 Ttumyca umeroT Mopdonoruyeckue XapakTepucTHKU uiaeHTHuHsie HOO nerkux u
JIpYyruX JIOKaJH3aluid, COCTaBIsAOT 10 3% or obmero uncnma HOO Bcex aHaTOMHYECKUX
nokanu3aui 1 10 5% Bcex HOBOOOPA30BaHMH MEPETHEro CPEeIOCTEHUS.

OTH OmyXoiIM MOIYT BO3HHKATh B JIFOOOM BO3pAcTe U, KaK U APYrHe pakd THMYcCa, Jalle
HAOMIOMAOTCs y Myx4nH, 4eM y skeHiua (3:1). IlepBuunsie HOO TuMyca U cpeqocTeHus B
CHIA soisBisitorest ¢ wacroroit 0,01:100000 B rox, a B 5-15% ciry4aeB - B paMkax CHHApOMa
MDH-1.

BompumactBo HOO THMyca M CPEIOCTEHHS PacTyT OCCCHMIITOMHO H BBISBISIOTCS
CIy4aifHO WIM TIPH HOSBICHUM KIMHUYECKUX CHMIITOMOB, OOYCIOBICHHBIX IIO3HEH CTaauei
3aboreBaHus - Yalle BCEro JUCKOM(pOPTOM B [T0O3BOHOYHHKE, OJIBIIIKOI M KalllIeM.

Ha MOMEHT AMAarHOCTHKH 4acTO MMEIOTCS METacTasbl, B TOM YHCJIE OTHaicHHbIe. U3
runepyHKIHOHATBHEIX cHHApoMoB mpu HOO TuMyca darie Ipyrux BO3HHKACT SKTONMUYCCKUI
cuHapoM KyIIMHTa WM CHHAPOM aKpOMeTraiauH, oOyCIOBICHHBINH MPOXYKIUell TOpMOHA POCTa.

HDO0 tumyca u cpemocteHus - 310 00b19HO KpymnHsle (2-20 cm) obpasosanus. TK, ATK,
MK H3K u KK H3OK 1o 0coGeHHOCTAM CTpOEHUsI B UMMYHO(EHOTHIIA MaJ0 OTINYAIOTCS OT

COOTBETCTBYIOIINUX OITYXOJI el JIerKoro.

11T Excezoonviit Konzpece Poccuii 20-21 anpens 2018 200a, 2. Kazans

27.04.2018
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H20 tumyca

urx QITOPUTM BKIIIOYAE€T HEHPOIHJOKPUHHBIE
Mapkepsl W MapKepbl, MO3BOJIIOIINE HCKIIOYUTH THMOMY,
naparaHriuoMy, JUMQOMY, KaplIHHOMY MapailuTOBHIHBIX
JKeJie3, MeIYUISIPHBIN paK IUTOBH/IHOM JKeJe3bl.

B ommmumne ot OompmiumHcTBa HOO nerkux, 8 HOO
TUMyca OOBIYHO OTCYTCTBYET 9Kcipeccust | 1F-1, HO wacto
HaOromaeTcst akcnpeccust PAXS.

TK wu ATK TtuMyca, 10  CpaBHEHHIO C
COOTBETCTBYIOIIMMU OIYXOJISIMU JICTKUX U OPOHXOB, 00NaaroT
0oJiee arpecCUBHBIM KIMHUYECKHM TEYCHUEM.

HOK Ttumyca wame apyrux H3O meractasupyor B
JIETKUE, a TaK)Ke B KOCTH, MSATKHE TKaHHU, TOJIOBHOW MO3I, a y
JKCHIIVH - B SMYHAKA

HIE. it Ke P it 20-21 anpean 2018 200a, 2. Kaszans

ATHNHYHBIA KAPUUHOUI THMYCA,

He(YHKIHOHHPYIO LU
(m. 73 nier, pasm. onyxoau 10x9x4 cm)

ATHNUYHBINH KAPUUHOUJ THMYCA,

AKTT -cexpernpyiommii

~
=
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3
=
]

20-21 anpens 2018 200a, 2. Kazans

27.04.2018
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MeIKOK/JIETOYHAs KAPHHHOMA THMYCA,

AKTT -cekpeTupyromas ¢ 3KTOIHYECKHM KpynHOKIETOUHAsI KApIHHOMA
cunapomom Kymmnra (MeTacrasbl B HeiipOIHI0KPHHHAS THMYCA

HIE: it Ke P it 20-21 anpean 2018 200a, 2. Kaszans

Jlokanuszanus MmeractazoB HOO tumyca u jerkmx

100 ¢ %

90 1

94
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40 50 50 50

47
30 1
P
20 1 33
24
10
12
0 1
neYeHb JIErKue KOCTH apyrue
O.gerkue Orumye
Durante C. et al . Endocrine-Related Cancer, 2009, 16, 585-597.
HIE: it Konzpecc Pe it 20-21 anpeas 2018 200a, 2. Kazans
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3aKJIrOYeHUE

Mopdororudeckas BepuHUKalUsg paka JIETKOro
OCTaeTCs OCHOBHBIM IMarHOCTUYECKUM METOJIOM

BCE OonbIee 3HAYEHUE npuaaércs
MYITBTUAUCIUTTNHAPHOMY TIOAXOMY B TUATHOCTHKE
OMyXOJIEM JIETKOTO, OCHOBAHHOMY Ha KOOIIEpaluu
MOP(]OTOTHIECKOTO, KJIMHUYECKOTO,
PEHTTEHOIOTHUECKOr0 u MOJIEKYIISIPHO-
T€HETUYECKOTr0 METOJIOB HCCIIEIOBAHUS

[T Encezoonsis Konzpece Poccuii 20-21 anpeasn 2018 200a, 2. Kazans

27.04.2018
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