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T 1. Mopzowus

HellpodHAOKPUHHBIE ONYXOJIH IOMKEJTYI0YHON Kejie3bl: ITHOJIOTUS,
NaToreHe3, TUArHOCTUKA, COBPEMEHHbIE MOAXOAbI K JeYEeHHIO

DreQyY BO «CM6IMMY» Munsapasa Poccum,
Cankr-letepbypr

IIpencraBiaen 0030p JuTepaTrypbl IO COBpe-
MEHHBbIM TMpodjeMaM KjaaccuPUKANMU, THATHO-
CTHKM M JiedeHHUs] HeHPOIHIOKPUHHBIX OIyXoJiei
MOKeTYI09HOH JKejie3bl. 3HAYUTEJbHAsi 4acTh
HEeHPOIHTOKPHUHHBIX OIyX0JIell MOMKeTYI0UHOI
JKeJie3bl SIBJISIIOTCA He(yHKIMOHMPYIOIINMH, T.€.
He CeKpeTHPYIOIIMMH B KPOBbL pa3jM4Hble ra-
CTPOHMHTECTHHAJIbHbIC TOPMOHBI M TMOJIHINIENITHABI
U BCJEICTBHE 3TOr0 He CONPOBOXKIAIOLIMMHCS
XapaKTePHbIMH KIMHHYECKHMH NPOSABJICHUSIMH.
JAuarHocTuka HeHPOIHIAOKPHHHBIX  ONYXOJeH
MOJKETYI0YHO  Kkejde3bl fABJsAETCH  KpaiiHe
CJI0KHOM 3aJaveid, OT pelieHnsl KOTOPOi 3aBHCHT
BBIOOp MeTOJa JieYeHUS] M ero OTAAJIeHHbIe pe-
3yabTarbl. B HacTosilee BpeMsi €JUHCTBEHHBIM
PaIMKAJIBHBIM H aJeKBATHBIM METOAOM JieYeHHSs
(GYHKIMOHUPYIOIIUX TOPMOHAJBHBIX OIYXO0Jieil
TIOJKETYI0YHOM JKeJie3bl SIBJISIETCA XHpyprude-
ckuii. ITauueHThl HeQYHKIMOHMPYOIMMHU He-
PO3HIOKPUHHBIMH OINYXOJSIMH MO KeJTYI0YHOMH
JKeJie3bl MOMIeKAT XHPYPru4ecKoMy JiedeHHIO.
AHaJM3HupyeTcsl PANMOHAJIbHOC W KOMILICKCHOE
HCIOJIb30BAHME COBPEMEHHOI0 apceHasia XHPYP-
THYECKHUX M TepaneBTHYECKHX MeETON0B, KOTO-
pble JAaI0T BO3MOKHOCTb 3HAYMTEJbHO MPOAJIUTH
JKM3Hb, YJIYYIIUTH ee Ka4eCcTBO Y 0OJBHBIX C Me-
TacTaTH4ecKuMH GopMaMH HeHPOIHIOKPUHHBIX
onmyxoJsieil MOMKeJyI04YHOMH Kese3bl.

KiroueBble ciioBa: MOIKETyI0YHAs Kejes3a,
HePOIHIOKPUHHBIE ONMYX0JH, MHCYJIMHOMA, Ia-
crpuHoma, BUIloma, kiIuHUYecKass KapTHHA,
AUATHOCTHKA, XUPYpPru4YecKoe JiedeHne, KOHcep-
BATHBHbIE METOJbI JeYeHUs

BBenenue

Bonpocbl 1MarHOCTUKKA W JIEUEHUS] HEUPOIHJO-
KpuHHBIX omyxoned (HOO) sBisiorcst ogHUMH U3
HauboJiee CIOKHBIX U aKTyaJIbHBIX B COBPEMEHHOM
OHKOJIOTMYECKOM 3HAOKpHHONOruU. Bo3pacrarommii
untepec k HOO cBs3an ¢ TeM, 4To mokaszarelnb 3a-
00IeBa€MOCTH JTaHHOW TATOJIOTHEH 3HAYUTEIHHO
noBeIcHIICA B Mupe 3a nociegaue 30 — 35 gjer
M. Modlin et al. [39] moka3anu yBeauueHHE 3a-
6omneBaemoctrt HO0 3a 30 ser Oomee yem B 5 pa3
(ot 1,09 cinyyas va 100 000 nacenenus B 1973 1. 0

5,25 cnydas Ha 100 000 B 2004 1.), 9TO, BEpOATHO,
CBSI3aHO C YIMy4YIIEHHEM JUarHOCTHYECKHUX BO3MOXK-
HOCTEW BCJIE/ICTBUE TPUMEHEHHS NMMYHOTHCTOXH-
MUYECKUX HCCIEJOBAHUN U COBEPILIEHCTBOBAHUEM
METO/IOB BHU3YyaIH3alliH.

[Mankpearnueckne HOO (ITanH3O) mpencras-
JSIFOT COOOM TeTePOreHHYIO0 TPYIILY OSIUTEIHalb-
HBIX 3JI0KaUeCTBEHHBIX HOBOOOpPA30BaHUI, KOTO-
pBle pa3BUBAIOTCS M3 HEHPOIHIOKPHHHBIX KJIETOK
TTOKEITYIOYHOM Kene3bl (OCTPOBKOB JlaHTepraHca)
[42, 44]. Ha ux [nomo0 OPUXOJUTCS MNPUMEPHO 2
— 5% ot obmiero 4ncna omyxonel MOMKeTyI0THO’
JKEJIe3bl, a YacTOoTa Pa3BUTHs COCTaBIsIeT MeHee |
ciayyast Ha 100 Teic. HaceneHus B rof [4]. Omyxonu
HE IEMOHCTPHPYIOT Pa3IMYMiA B YaCTOTE Pa3BUTH
B 3aBHCHUMOCTH OT IOJIa MAIMEHTOB U HaOII0AaIoT-
Csl B Pa3IMYHOM BO3pacTe C MUKOM 3a00JI€BaEMOCTH
B 30 — 60 ner. Caenyer orMmeruth, uto IlanHOO
HUMEIOT BBIPRKEHHYIO HEWPOIHIOKpUHHYIO Audde-
PEHILUPOBKY, KOTOpas MpPOSBIAETCS OCOOEHHOCTSI-
MH MOP(OJOTHYECKOH CTPYKTYphl M 3KCHpecchen
CHHaNTO(U3MHA, a TaKkKe B OONBIIUHCTBE CIydYa-
eB xpoMmorpanuHa A. J[aHHas Trpynma oOImyXxoyeu
BKJIIOYAeT 3JI0KAaYeCTBEHHBIE BBICOKOAMGD(hEpeHIIH-
POBaHHbIE HEHPOIHIOKPHUHHBIE HOBOOOPa30BaHMUS
(HOH), kortopple Ha3bIBAIOTCS MaHKpEaTHYeCKHE
HerposHnokpuaHble onyxonu (ITanH20), 1 HU3KO-
muddepenuuposannsie HOH, xotopeie oO0benuHs-
€T TEPMHH «IIAHKPEaTUYECKUN HEHPOIHIOKPUHHBINA
pax» (xapumaoma) (I[TanHOP). [TanH3O sBnstorcs
B OCHOBHOM MEIJICHHO pacTyIIMMH HOBOOOpa3oBa-
HUSIMH C TOKasarejlsmu ooOiei 5-, 10- u 20-iet-
Hell BepkuBaeMoctd 33, 17 u 10% COOTBETCTBEHHO
[4]. Xupyprudeckoe BMEIIATENBCTBO Ha IMOKEIY-
Jo4yHOM skenese npu HOO 3HauMTENpHO ymydinaeT
3TH ToKa3arend. HampoTuB, mpu arpeccHBHOM U
osicTpo pactymeM llanHOP mnpomomkutensHOCTD
JKU3HU TIAllMEHTOB peAKo mnpeBwimaeT 1 rofx [2, 4].

3uaunrtenpHas dacth HOO DK sBnstorcs He-
(YHKIMOHUPYIOUIMMH, T.€. HE CEKPETUPYIOIIMMH B
KpPOBb pa3iNyYHble TaCTPOMHTECTHHAIbHBIE TOPMO-
Hbl U TOJHMIENTHIBl W BCJIEACTBHE 3TOr0 HE CO-
MIPOBOXKAAIOIIUMHUCS XapaKTepHbIMU KIIMHUYECKUMHU
nposiaeHusAMU.  OMyXojiM, acCOLMMPOBaHHBIE C
KIIMHUYECKMMH CHHJPOMAaMH, BBI3BAHHBIMH aHO-
MaJbHOM MNPONYKUMEH TOPMOHOB, PaccMaTpUBaOT
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Kak (QyHKIHOHHpYIOmKe (cuHApoManbHble) [lan-
H3O0. K HuM 0THOCATCS UHCYAUHOMBI, TACTPUHOMBI,
mirokaroHombl, BUIIoMel u apyrue Oonee penkue
HOBOOOpa3oBaHus. B psne cimydaeB HeyHKIIMOHU-
pYIOLIHE OIMyXOJH OOHAPYKUBAIOTCA CIy4aiHO, H
SIBIIICTCS TI0 CYTH JieJla MHIMISHTaIoMou [6, 27].

Hedynxmumonupytomme (HecHHIpOMAITEHBIEC)
[TanH30 ne accouuupoBaHbsl ¢ KIUHUYECCKUMHU
CHHIPOMaMH TOPMOHAIFHOW  THHEPIPOAYKIIUH,
HO, TPU 3TOM, MOTYT CEKpETHUpPOBaTh MENTUAHbBIE
TOPMOHBI I OWOTEHHBIE aMHUHBI B KOJHYECTBE,
HEJOCTAaTOYHOM I TOTO, YTOOBI BBI3BaTh COOT-
BETCTBYIOIIHE CHUMIITOMBI M TapaHEOIUIaCTHUYECKHE
cuaapoMbl. O0pazoBaHUs, UMEIONINE THAMETpP Me-
Hee 5 MM, OOBIYHO SIBIISIIOTCS HE(YHKIHUOHHUPYIO-
OMMH ¥ 00O03HA4YaroTCsl KaKk HEWPOIHIOKPHUHHBIE
MuKpoaaeHoMmbl. [lo mocienHum gaHHBIM, HEQYHK-
nuonupytome [1lanHDO cocrasnsior Oomee 60%
OT YWCJIa BCEX HEHPOIHIAOKPHUHHBIX HOBOOOpPa30Ba-
uuit IDK [4].

Hcropuss m3yuennss HOO HacumThIBaeT Ooiee
110 mer. B 1907 romy S. Oberndorfer BnepBbie
MPEUIOKUIT TEPMHUH «KapIMHOWA» i1 0003Haue-
HUSl MHTECTUHAIBHBIX OIyXOJIed C MEHEee arpecCcuB-
HBIM, YeM Y aJ€HOKAPIIMHOM, KIMHUYECKUM Teue-
HUeM. DHJIOKpUHHAS MPUPOJA dTHX OMyxoyel Oblia
noxazana Mepnuarom B 1938 . B 1969 1. A. Pearse
MIPEIOKAI  UCIONBE30BaTh abbpeBmarypy APUD
(Amine Precursor Uptake and Decarboxylation-
O3HA4yaeT 3axBaT M JAEKapOOKCHIMPOBAaHUE IIpe.-
[IIECTBEHHUKOB aMUWHOB) ISl KJIETOK, CIOCOOHBIX
NpOAYLUPOBaTh HEHPOH-cHenn(UIECKUe TONUIIeTI-
TUAHBIE TOPMOHBI ¥ OMOT€HHBIE aMUHBI.

Knacenpurxaumusa. Cuauraercs, 4To ompezene-
HUE OHOJOTMYECKOro MOTEHIMalla 3JI0KaueCTBEH-
"Hocty HDO cumraercs Hamboiiee CIIOKHOM [Ha-
THOCTHYECKOM mpobnemoii. B cooTBercTBUM ¢
COBPEMEHHBIMHU TIPENICTABICHUSMH, OTPaKCHHBIMH
B kinaccudpukamusax WHO/ENETS/AJCC  (2010)
[33, 40], pasaudHas CTENEHBL 3JI0KAYECTBEHHOCTH
atux onyxoned (G1, G2, G3) ocHOBaHa Ha OIEHKE
MOPQOJIOTHH ¥ ONpEACTICHUH NpoiuQepupyronen
(pakun (ypoBHS MHTOTHYECKOH AaKTHBHOCTH H
unnekca Ki-67) [38].

B mnacrosimee Bpems omyOnnMkoBaHa dYeTBepTas
penakuus kiaccupuxkauun BcemupHON opraHusa-
run 3npaBooxpanenus (BO3) (2017) sHAOKpUHHBIX
OITyXOJIeH, B KOTOPYIO BKIIFOYEHA HOBas WH(OpMa-
IS B OTHOIIEHHWH OCHOBHBIX Kareropuit [TanHOH,
CHUCTEMBI Tpajallii, a TaKXKe CTaTUPOBAHUS ITUX
omyxoneit [35]. Cucrema TNM-cragupoBanus Ilan-
HD0, npencrasinenHas B kiaccupukammm BO3
(2017), cooTBeTcTBYeT 8-i pemakiuH PYKOBOACTBA
M0 OTPEAETICHUIO CTAIUI 3T0KaueCTBEHHBIX OIMyXO-
neit AMEPUKaHCKOTO OOBEIWHEHHOTO KOMHUTETa IO
onkoiorun (AJCC) / MexayHapoJHOTO TpPOTHUBO-
paxoBoro coro3a (UICC) m cormacyercs ¢ Kiac-
cudukanueit TNM, paspaboranHoii EBponeiickum
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OOIIECTBOM IO U3YyYEHUIO HEUPOIHIOKPUHHBIX
omyxoneit (ENETS) [45, 46]. JlobaBum, uro TNM-
knaccugukanus [TanHOP coorBeTcTBYeT KpuTEpH-
SIM JUIsl CTaJUPOBAaHUs IMPOTOKOBOM aJ€HOKAPLUHO-
MBI MOKEIYIOUHOH >xene3nl [21].

IIpuBoauM 3TN KJIaccupuKaAIUU:

Mesxaynapoanas knaccugpukamus HO0 DK no
BO3 (2010) (D. Klimstra et al.) [32]

[Tankpearnyeckass HEHPOIHIOKPUHHAS MHKpO-
azieHoMa

Hetiposunokpunnas omyxonb (NET)

NET G1

NET G2

Hedynknuonupyromas NET G1, G2

Hetiposanmokpunnas xapuuaomMa (NEC)

Kpynnoxnerounas NEC

Menkoxnerounas NEC

Ceporonnnnponyuupytomasi NET (kapuuHownn)

I'actpunoma

I'mroxaroHoma

NucynuHoMa

ComarocraTnHOMa

BUIIoma

COOTBETCTBEHHO, OBUIN BBIIEIEHBI BBICOKOAU(-
¢depennupoBannbie HOO HU3KOM creneHu 3j0Kaue-
cteenHoctd (NET G1 u G2) [23] u muskomud de-
PEHLUPOBAHHBIE HEWPOIHIOKPUHHBIC KaPIMHOMBI
(METKOKIJIETOYHbIE W KPYIHOKJIETOYHBIE) BBICOKOM
crenenu 3nokadectBeHHOCTH (NEC G3) [22]. Cre-
JyeT MOJYEePKHYTh, YTO KapIMHOUJHbIE OIyXOJIH Ha
CETOAHSIIHUI AEHb BBIIEJICHBl B OTHCIBHYIO I'PYII-
Iy Kak cepoTroHuHnpoaynupyromue HOO0 [10, 17].
B mHacrosmee BpemMsi TEpMHH «KapIIHHOUI» HCIOIb-
3yercss Uid OOpa30oBaHUI KeIyIOYHO-KULIEYHOTO
TpaKTa TOJILKO KaK CHHOHHMM BbICOKOIM(depeHiu-
pOBaHHOM HeWpo3HIOKpuHHOU omyxonu Gl, mpu-
4yeM, BHE 3aBHUCHUMOCTH OT HPOXYKIUH CEPOTOHMHA
(3, 16].

Knaceupuxkauus BO3 (2017) u rpagaunus
HanHOH nogkeaynounoii xesesnl [35]

Grade Hupeke Ki-67, % MuUTOTH-
YeCKH MHIEKC

Bricokonuddepennnpoannbie  IManHDOH:
nankpearuyeckune H30

1. ITanH®0O G1 MeHee 3 MeHee 2
2. TauHB0 G 2 3-20 or 2 mo 20
3. [TauH®0O G 3 oonee 20 oonee 20

Huskonudpdepenuuposannsie [lanHOH: mnan-
kpearndeckuii HOP
[ManHDP G3 6onee 20 6onee 20

MenKOKIETOYHBIH TUIT -- --

KpynHoxknerounsiit tum -- --

CMemraHHbIE HEHPOAHIOKPUHHBIE HEHEHPOIHIO-
KpUHHBIE HOBOOOPA30BaHHS
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Ilpumeuanue. Unoexc nponugepayuu Ki-67 6a-
supyemcsa Ha oyenke 6onee 500 kiemox 6 obnacmsx
Haubonee 6bICOKO20 A0epHO20 Meuenus. Mumomu-
ueckull UHOeKC — Ha oyenke Mumosos 6 50 nonsx
spenust npu bonvuwiom yeenuuenuu (0,2 mm?) 6 06-
Jnacmsax Hauboabuiell NIOMHOCMU U BblpaANCAEMCs
kax mumoswl 6 10 nowsix (2 mm?). Grade onpedens-
emcs Ha OCHOBAHUU HAUBbICUIEe20 nokasamens. [l
oyenku unoekca Ki-67 pexomenoyemcs noocuem c
UCTIONB30BAHUEM PACNEYAMAHHO20 U00PANCEHUSL.

B aTo0ii kxmaccubukanum AOTIOTHUTEIHLHO BBEIIE-
Ha rpaganus (G1, G2 u G3) creneHu 3710Ka4YECTBEH-
HOCTH MaHKPEATUIECKUX OMYXOJIei, OCHOBAHHOW Ha
OIIEHKax crereHu U hepeHInpoBKH (MUTOTHYE-
CKOTO HHZEKCa) W MponudepaTuBHOW aKTHBHOCTH
(mamexca mponudeparu Ki-67) omyxonm.

Knaccupuxamuio HIO ITK no cucreme TNM
no ENETS (G.Rindi et al.., 2006): [45

TX — Onyxoib HE MOXKET OBbITH OLICHEHA

TO — Her mpu3HakoB NEPBUYHON OIMyXOJIU

T1 — Onyxonp orpaHudeHa Kele3ol U MeHee
2 cM

T2 — Omnyxonp orpaHuueHa *eine3o0il W pasme-
poM 2-4 cm

T3 — Omyxonbs orpaHuueHa xene3oil u 6onee 4
cM i npopactaet B JIIK win xemuHbie mpoToku

T4 — Omyxonb pacmpocTpaHseTcs Ha Ipyrue
OpraHbl WM MarucTpajbHBIE COCYABI

NX — Pernonapusie mumMdoy3nsl He MOTYT OBITh
OIICHEHBI

NO — Her meracTa3oB B JUM(OY3IIBI

NI — uMmeroTca MeTacTasbl B pEerHOHAPHBIX JTUM-
¢oyznax

MO — Her ornaneHHBIX MeTacTa3oB

M1 — Hmerotcs oTnaieHHble METACTa3bl

Knaccupukamua HIO ITK no craausm co-
rnacio ENETS (G.Rindi u coaBt.. 2006): [45]

Cranus T N M

| T1 NO MO

ITIA T2 NO MO

1IB T3 NO MO

IITA T4 NO MO

I11B JIro6oe T JIro6oe N M1

CormnacHO COBpEMEHHBIM BO33pEHMSIM, BCE HEM-
POSHIOKPUHHBIE OIYXOJIHU MOHKEITYIOUHON KEJe3bl,
UMEIONINe KIMHUYECKUE TPOsBICHHUS (B BHIE CHH-
JIPOMOB, OOYCIIOBJICHHBIX MPOAYKLHUEH crienuduye-
CKHX TOPMOHOB; TIOBBIIIEHUSI YPOBHS TOPMOHOB B
KpPOBHU MAallMEHTOB 0€3 KIMHUYECKUX MPOSIBICHUIL; B
BUJIC MIPH3HAKOB HaJH4Ksi OOBEMHOTO 0Opa30BaHHMs
B pasnuuHbix otraenax [1K) w/mnm BeIsBiseMble
MIPH TIOMOIIM JIyYEBBIX METOJIOB UcCieaoBaHus (00-
Jee 5 MM), SBJISIOTCS 3JIOKaYeCTBEHHBIMHU ITO CBOCH
OMONOTHH, TaK KaK OHM UMEIOT BBICOKHH MOTEHIIM-

a7l K METacTa3sUpOBaHHUIO. YMECTHO MOAYEPKHYTH,
YTO KJIMHUYECKoe TeueHue, nmposeiaeHus HOO IDK
MOTyT OBITH OOJiee WIIM MEHEE 3JI0KaYeCTBCHHBIMH
B 3aBHCHMOCTH OT TPOXYKIMH OMOJOTHYECKH aK-
TUBHBIX BEIIECTB (TOPMOHOB WM MENTHAOB) U pas-
BUTHUSl COOTBETCTBYIOIIMX CHUHApPOMOB. bomee Toro,
OTMETHUM, 4YTO BhICOKOAHM(pQepeHIpOBaHHbIE HEH-
POSHAOKPUHHBIE OMYXOJIH W HHU3KOIU(PPEepeHIUPO-
BaHHBIC (HEHPOIHIOKPHHHBIC pPaKH), COIVIAaCHO CO-
BPEMCHHBIM JaHHBIM, HIMEIOT Pa3IMYHbIA MEXaHHU3M
passutus u modtomy HOO B mporecce mporpec-
cuu He MoryT neauddepeHIpoBaTscs 10 Kaplu-
HoM. [IpuHsITO CuMTaTh, YTO NOOPOKAYECTBEHHBIMU
SBIISTIOTCSL TOJBKO T€ HEHPOIHIOKPHHHBIE MHKPO-
KapLUMHOMBI — TOPMOHAJILHO HEaKTHBHBIE OITyXOJH
pasMepoM MeHee 5 MM, KOTOpBle, KaK IIpaBHIIO,
BBIABIIAIOTCA CIydallHO Npu ayTtorcuu [27], T.e. B
KIIMHIYECKOW MPAKTUKE BpayM C HAMH HE CTaJKH-
Batorcs. HOO IDK taxke MOTyT OBITH TOPMOHAITB-
HO-aKTUBHBIMU ¥ HE()YHKIIMOHUPYIOIIUMHU.

OTHOJIOTHSI M TATOreHe3 3JI0OKAY€CTBEHHBIX
HOO cBs3anbl ¢ HaKOIUIEHHEM COMAaTHYECKUX My-
Talluii B OHKOI€HaX MW aHTHOHKOreHax. MHorue
XapakTepHbIe I KapIUHOM HapylIeHHWsS, B YacT-
HOCTH, JI€JIeIMH YYacTKOB XPOMOCOM («IOTEpH Te-
TEPO3UTOTHOCTH»), METWIMPOBAHUE DPETYIATOPHBIX
obnacteli TeHOMa, aHOMAIWU OKCIPECCUU TEHOB,
O0OHapY)KMBAIOTCSI U B HOBOOOpA30BaHUSAX HEUPO-
SHAOKPHUHHOTO TpoHcxXokiaeHus. OgHako cienyer
OTMETHUTbH, YTO B MOCIEAHEM CIydae MOAaBISAIONIAs
YacTh W3BECTHBIX HA CETOMHSIIHUN JIeHbh T€HOMHBIX
Je()eKTOB HE MPOSBISIET KaKOW-JIM0O crienupuIHo-
ctu [6]. Hambonee 3aMETHBIMH SIBIISTIOTCS YCIIEXH
B 00IacTH WACHTH(HUKAIUN TEHETHUYECKUX JeTep-
MUHAHT MHOXXECTBEHHBIX 3HJIOKPUHHBIX HEOIDIa3Hi
HACJIEZICTBEHHOTO XapakTepa. lIpumeuarensHo, 4TO
TeHbI, 3apOABIIIEBBIE MYyTallMd, B KOTOPBIX OBLIH
BBISBIICHBI TIPU W3yYE€HUH CEMEWHBIX pakoB, WTpa-
0T KJIIOYEBYIO POJIb U B IIATOTEHE3€ CIOPaJAUYEeCKUX
omyxoneil. CreayeT MOAYEPKHYTh, YTO HOCHUTEIb-
CTBO TEPMUHAIBHON MyTanuu (MyTally B MOJIOBBIX
KJIETKaX) SIBJISIETCS] €IMHCTBEHHBIM M3BECTHBIM (pak-
TOPOM, YBEIMYHMBAIOIIUM PUCK HEUPOIHIOKPHUHHO-
ro HoBooOpa3oBaHus. BuemiHue Qaxtopsl, Takue
KaK aJKOTojib, KypeHHUe, MPON3BOJCTBCHHEBIE BpE/l-
HOCTH, HE BIUIIOT Ha pa3BUTHE HOBOOOpa3OBaHMI
JTAHHOM T'pyIIBL.

B 10 — 20% cny4aeB BbicokomuddepeHunpo-
BaHHble [lanHHDO moryt OBITH acCONMHMPOBAHBI C
TeHETUYECKH JIETePMHUHUPOBAHHBIMH HACIIEICTBEH-
HBIMH CHHApPOMAaMH, TaKUMH KaK MHOXXECTBEHHas
SHIOKpWHHAS Heorutasws nepBoro tuma (MOH-I),
cuaapoM ¢on ['mnnens-Jlunaay, Helipopudpomaros
MEPBOr0 THIA, TyOEpO3HBI CKJIEpO3, NIIIOKArOH-
KJIETOYHasl aucruiazus u Heomnasus [4]. Cunapom
MHOKECTBEHHBIX 3HIOKPUHHBIX Heomuazuid [ Tuna
(M3BH-I) sBnsercss HacIeACTBCHHBIM, ayTOCOMHO-
JOMHHAHTHBIM 3200JIEBAaHUEM C BBICOKOH CTEICHBIO
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MEHETPAaHTHOCTH M XapaKTePU3YeTCs] Pa3BUTHEM
aJICHOM TIIUTOBHUHON KeJe3bl, HeUPOIHAOKPUHHBIX
ONyXOJIEW TracTPONaHKPEaToyOAEHAIbHOM 30HBI, a
Take omyxojeit runoduza [5]. Hampumep, B ciry-
yae 0OHApY)KECHUS MyTallMd WHIWBUIYAIbHBIN PUCK
MOPaKEHUST TAPANTUTOBHUIHBIX KEJIe3 COCTaBISICT
okono 90%, To ecTb B NaHHOM ciiydae HaOmona-
eTCsS UCKIIOUUTEIFHO BBICOKAs IIEHETPAHTHOCTD
MyTaHTHOTO TreHa [6]. Takme HOBOOOpa3OBaHUS,
KaK TaCTPUHOMBI, HHCYJIMHOMBI, IPOJAKTHHOMEI,
HaOJIOIAIOTCST MEHEE YeM Yy ITOJIOBHHBI HOCHUTENICH
nedexroB rena MOH-I [3]. Cnenyer eme pa3 ort-
METHTb, 4T0 MyTauuu B reHe MOH-I BeLaBnsAIOTCA
HE TOJBKO B CEMEWHBIX CITydasx HEOIUIa3ud, HO U
B KaueCTBE COMATUYECKOTO COOBITHS B CIOpaJu-
YEeCKUX HEHPOIHIOKPUHHBIX HOBOOOPa3OBaHUSIX.
BaxxHo mOmYEpKHYTH, YTO HISHTH(HKAIMI HOCH-
teneil rena MDOH-I HeoOXoguMa HCKIFOYHUTEILHO
JUIST OpPTaHW3allMd Mep 10 paHHEeW IUarHOCTHKE
OMyXOJieH; TPOPUIAKTUYCCKHUE  XUPYPTHUCCKHE
BMEIIATEeNbCTBA IPH CHHAPOME MHOKECTBEHHBIX
SHIOKPUHHBIX HEOIUIa3uil MepBOro TUIA HE MPo-
BOIATCS [6].

Cornacuo mocaemauM gaHHbIM g I[TanHDO
XapakTepHbl crenu(UIHbIe TeHETHYCCKUE HapyIile-
Hus, Takue kak mytauuu reHoB MEN I, DAXX u
ATRX, a taxxe renoB curtHaibHoro mytTd mTOR,
TSC2, PTEN u PIK3CA. T'enetndeckue HapyIie-
Husg B [lanHDP 3HaunTensHO OTIMYAIOTCS OT TeEX,
kotopslie Habmonatorcs B [lanHOO, u nmpencrasmne-
Hbl B OCHOBHOM MYTAIMSIMH TE€HOB, BOBIICUEHHBIX
B KJeTOuYHBIN 1uKII, Takux kak TP53, RB1 u CD-
KN2A (p16) [4].

IIpuunHON CUHAPOMA MHOXXECTBEHHBIX HHIO-
KpUHHBIX Heoruazuid Broporo tuma (MOH-II), kax
npaBuIo, siBisiercs aktuBanus reHa RET. Heo6xo-
JIUMO OOpaTUTh BHUMaHHE HAa HEOOBIYHOCTH MOI00-
HOM CHTYyaIllH: U3BECTHO, YTO B OCHOBE TaTOTeHEe3a
HACJICAICTBCHHBIX OITYXOJICBBIX CHHIPOMOB JICKHUT
HE CTUMYISNNA (YHKIUU OHKOTEHA, KaKk B JAHHOM
clyyae, a WHaKTHBHUPYIOUIEE NCUCTBHE, MULICHBIO
KOTOPOTO SIBJISIETCSl TeH-cympeccop. Hambomee xa-
paktepHass dyepra cunHapoma MOH-II — wacras
BCTPEUAEMOCTh Y TMAIMEHTOB MEIY/UISIPHBIX Kap-
IIUHOM IMUTOBHIHOM >kene3bl. ITommMo rena RET,
cunapoM MOH-II moxer MHMLIMUPOBATHCS MyTallU-
svu B reHax VHL, SDHD u SDHB [6].

Kaunuka m pmardocruka. Ilepen Bpauamu,
3aHUMAIONIUMUCS TIpoOJieMaMy  JUATHOCTUKH U
nedeHus HOO, crost Tpu mocinemaoBaTeNbHO pe-
IaeMble 3aJa4d: a) YCTAaHOBJIECHHUE CHUHIPOMHOTO
muarfoza (mpu (QyHKIHOHUPYIOMIEH OITyXoJn); 0)
MIPOBEJICHUE TOMMYECKOW JUArHOCTUKU; B) OIpele-
JeHue nedeOHON TakThkH. Kak mpaBuiio, Hemalbie
TPYIHOCTH BO3HHUKAIOT MPH JUATHOCTHKE CHHApPOMA
MHOXECTBEHHOH 3HAOKpUHHON Heomnazuun (MOH),
gacThI0 KoToporo sBisiercs HOO momkerynoaHon
xene3sl [S]. luarHoctTuyeckue BO3MOXKHOCTH OOITb-

IIMHCTBA COBPEMEHHBIX METOJOB JOONEPALMOHHOM
TONUYECKOM JUAarHoCTHKU mpeBblmaT 50-60%,
a pas3M4HbIe COYETaHUS HMX KOMOMHHUPOBAHHOTO
MPUMEHEHUS TO3BOJIIOT JIOKanmn30Barh A0 80-95%
H30 wu ux ormanennsix mertactazoB [11].

Ha ceropnsimiHuii 1eHb PEKOMEHAYETCS CIEAYIO-
i anroput™ nuardoctuku HOO [18]:

1-s cTymeHb — aHaMHe3, PU3UKaIbHOE 00CcIeno-
BaHUE, MPEANOJIOKEHHE O BEPOSTHOCTH 3aboieBa-
HUS Ha OCHOBAaHUM KIMHUYECKHUX JAHHBIX;

2-s CTymeHb — JabopaTopHasl JUarHOCTHKA: WC-
ClIeZIOBaHUE TOPMOHAJBHOTO NpodmiIss — OUOXU-
MUYECKOE HCCIEOBAHNE KPOBU JUIS OMpEAETICHHS
YPOBHSI XpOMOTpaHWHA A, CEpOTOHHMHA, HEHWpocIe-
OUpHUUECKON HHONA3BI, KAJIBLUUTOHWHA, a TaKxke
cnenuprIecKuX MapKepoB U Pa3IUYHBIX THIIOB
H3O0 (criBOpoTOUHBIN KadbIMi, MAPATTOPMOH, MaH-
KpeaTH4eCKUi TONMHIENTH I, TPOJIAKTHH Y JKEHIIH,
racTpUH, TIIIOKAroH, WHCYIIWH, KaJbIIUTOHWH U 1p.)
U 3KTONMYECKHX TOPMOHOB (aJpEHOKOPTHUKOTPOI-
HOTO TOpPMOHA, COMAaTOCTaTWHA, HEHPOTCH3WHA W
np.). Iloka3ano u uccnenoBaHME CYTOYHOM MOYH
JUTA ONpeZeNieHus] IKCKPEenu MeTaboimTa cepoTo-
HUHA S5-TUAPOOKCHUHHIION-YKCYCHON KHUCIIOTHI;

3-1 CTyneHb — MHCTPyMEHTaJIbHAasl JUarHOCTHKA:
JUT BU3YaJIM3allAN OITyXOJEeH HCIIONB3YIOT YIBTpa-
3BykoBoe wuccienoBanue (Y3U) [31], xommbroTep-
Hyto (KT) [16] u marautHO-pe3oHaHcHYI0 (MPT)
ToMorpaduio [8], paIuoN30TONHBIE METOIBI HCCIIe-
noBaHUS (B pANE CIOXKHBIX CIy4aeB PEKOMEHAYIOT
WCIIOJIh30BATh CENEKTHBHYIO aHTHOTpaduio HAAIO-
YEeYHUKOB M TO3UTPOHHO-3MHCCHOHHYIO TOMOIpa-
(Hr0), TaCTPOCKONHUIO, KOJIOHOCKOIIHIO, OHWOIICHIO
0YaroB MOpPak€HHS WU ONEPAalMOHHYIO OHOTICHIO
JUTA TIOTydeHHus oOpas3ioB TkaHHU omyxonu. [IpoBo-
JUTCSI TAK)KE TONMYECKAasl UArHOCTUKA Ha MPEIMET
BBISIBIICHUS a/ICHOM WJIM TUIEPIUIa3HH BO3MOXHBIX
«OpraHOB-MHUTMICHEH» (THIMOGU3, MapalluTOBUIHbIC
U TO/KENyA0YHas KeNe3bl, HaJIOYEUHHUKH);

4-s1 cTyneHb — MOP(OIOTHIECKOe U3yICHHUE TKa-
HEHl OmyXxoiu W 00s3aTelIbHOe WMMYHOTHCTOXUMH-
YEeCKOe HCCIIEIOBAHNE C ONPEAETICHHEM 3KCIIPECCHH
MapKepoB HEHPOIHAOKPUHHON nudHepeHInpOBKH
(xpomorpaHuH A M CHHanTOPHU3MH) M 3K30KPHH-
HOHt muddepeHnrpoBkr (OOMMA ITUTOKEpaTHH 19,
SMHUTENUANbHO-MeMOpaHHbIi  anTured). Jnst rop-
MOHaJBHO-aKTUBHBIX HDO ompemensior sKcmpec-
cUl0 crnenu@UYecKux MapKepoB (TacTpUH, TJIFOKa-
TOH, UHCYJIMH, KaJIbIIATOHIH, COMAaTOCTaTHH U JIp.).
[IpomudeparuBrpiii moreniman H3O HeoOxomnmo
OTIpEeNENATh MPU MOMOIIM OKPAIIMBAHMUS Ha MapKep
npomudeparu Ki-67.

OTnenbHO OTMETHM METONBl JUarHOCTHKH, OC-
HOBAaHHbBIE HA OMNpEIENEHHH TOPMOHAIHHON aKTHB-
Hoctu HOO IDK. YpeckoxkHO-upecrneueHOuHast
karerepusaius BopotHoil Benbl (UUKBB), paspa-
oorana B 70-x romax XX Beka. UyBCTBHUTEILHOCTh
metona mocturaet 85-100% u Ha Hee He BIUAIOT HUA
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pasMep, HU pacnonokenue omyxonu [12]. Kak ans-
tepHatuBy YYKBB, B 90-roab!l mpouioro cToneTus
pa3paboTany MEeToJ| OTIpeaeNeHNs JIOKaIH3aluu UH-
cymuHOM — 3a00p KpOBHU W3 IEUCHOYHBIX BEH I10-
cJie BHyTpUApTEpHaIbHON CTHUMYISALUM Pa3IUYHBIX
OTJIENIOB TIOJKEITYTOUYHOM KENEe3bl KaJbI[UeM WK
JOPYTUM CTHMYJISATOPOM C MOCIEAYIOIUM OIpezesie-
HHUEM B Npo0ax KPOBU YPOBHSA HMMYHOPEAKTHBHOTO
nacyauHa (UPW) n C-mentuma. AprepHalbHO-CTH-
MynupoBaHHbIN 3a00p KpoBU (AC3K) BeimonmHsieTcs
OTHOBPEMEHHO C TPOBE/IEHNEM CEJIIEKTHBHOM apTe-
puorpaduu MoIKeTyI0YHOM Kene3bl (KOHTpacTHOE
BEIIECTBO BBOJIUTCS TMOOYEPEAHO B TacTpOLyore-
HAJIBHYIO, CEIE3CHOYHYIO U BEPXHIOI OpPBDKECUHYIO
aprepun). UyBCTBUTENBHOCTh HaHHOM METOIUKH
mocturaer 80-100% [11]. Omnako, B oTimuue OT
YUKBB, oHa numieHa oCcloXKHEHUH, KOTOPbIE MOTYT
BO3HUKHYTH INPH MYyHKIUHN ME€YeHHU (KPOBOTEUEHUE,
reMaroMa, MOBPEXIEHHE BHYTPHUIIEYEHOUYHBIX MHPO-
TOKOB H Jp.).

Jl1 TOCTaHOBKY CHHAPOMHOTIO JMarHo3a Haps Ly
C W3y4YCHHEM KJIMHUYECKOW KapTHUHBI 3a00JIeBaHMs
WCCIIEAYIOT YPOBEHb TOPMOHOB, KOTOPBIE MOXET Ce-
KpeTHpoBarh Omyxonb (MHCyauH, C-mentun, npo-
WHCYJIUH, TacTpuH, rokaroH u BUIT). ¥V GombHBIX
¢ He(YHKIMOHUPYIOUIMMHU WX 3JI0Ka4€CTBEHHBIMU
OIYXOJISIMU  ONIPEACIAIOT YPOBEHb XpPOMOIpaHUHA
A. B mensx wuckmodeHus cuHmpoma MOH-1 He-
00XOIMMO H3y4yaTh TOPMOHANBHBIA MPOQHIL BO3-
MOXHBIX ‘“‘OpraHoB-muIIeHed” — runodusza W ma-
pamuroBuaHbix xene3 (CTI, AKTI, mpomakruH,
naparropmMoH). B ciydae nomo3penus Ha opraHuye-
CKUIl TMIIEPUHCYIMHH3M B OOS3aTEJbHOM IOPSAKE
MPOBOAAT MpoOy € ToJOJAaHHEM, B COMHHTENbHON
CUTYaIlHl C TUATHOCTHKOM TraCTPUHOMBI IPHUOETa0T
K TECTy C OCTPOW THIEpPKAIbLIUEMHUEH U OEITKOBOM
mpoboii [20].

B Hacrosmee Bpems (DYHKLHMOHUPYIOLIUE OITy-
XOJIU TIOJKENTYIOUHON jKeJe3bl HMPUHATO AEIUTHh Ha
JBE TPYIIBL OPMOIHOOKPUHHbIE, CEKPETUPYIOLINE
TOPMOHBI, CBOHCTBEHHBIE (PU3MONOTHYECKON (yHK-
MU OCTPOBKOB, M NAPAIHOOKPUHHbIE, BBIIEISIO-
M€ TOPMOHBI, HE CBOiicTBeHHble WM. K mapasn-
JIOKPUHHBIM OTHOCSITCSI TakKe HEKOTOpBIE DPEIKue
OIIyXOJIH, CEKPETUPYIOIIUE APYIHE MENTHIBI U IPo-
cramasaussl [16, 29].

Opmosanookpunnsvte  onyxonu. Hucynunoma
- onyxonv u3z bema-xiemox ocmpoexos Jlaneep-
2aHca, CEKpeTUpyromas H30BITOYHOE KOJIUYECTBO
MHCYJMHA, YTO HPOSABISIETCS THIIONIMKEMUYECKUM
cumrntomokomiuiekcoM [1]. Ee Tunuunble mpusHa-
KU XapaKTEPU3YIOTCS TpUaI0oN YHIIIIa, OMMCAaHHOU
B 1944 rony: a) pa3sBUTHE NMPHUCTYIIOB CHOHTaHHOU
THIOIIMKEMUN C TIOTEpEel CO3HAHMS HATOIIAK WM
nociie (pu3uYecKor Harpys3ku, 0) CHHKEHHE ypPOB-
HSl caxapa KpoBHW (HIKe 2,2 MMOIB/T) BO BpeMs
MPHUCTyIa, B) OBICTpOE KyIMHUPOBAaHHWE IPHUCTYIIA
BHYTPUBEHHBIM BBEJECHUEM IIIOKO3BI. [IpumepHoO y

70% mnanueHTOB HaOMIONAeTCS YBEJIMYEHUE MAaCChl
Tena, BIUIOTh JI0 Pa3BUTHS OXKUPEHUS, OOYCIIOBIICH-
HO€ HEOOXOAMMOCTBIO YacTOTO MpUeMa yIIeBOIHON
MU B KadecTBe «JekapcTBa» [11].

Inrokaeconoma (onyxone Mannucona) — onyxons
u3 anvga-knemox ocmposkos Jlanmeepearnca, ce-
KPETHPYIOIINX TIIOKAroH. [JIFOKaroHOMbI OOBIYHO
JOCTUTAIOT 3HAYMUTENFHBIX pa3MepoB. B momapms-
fOIIeM OOJNBITMHCTBE CITydaeB alb(a-KIICTOUHBIC
o0pa3oBaHUsl 370KauecTBeHHBL. [Ipu mIroKaroHo-
Max pa3BHBAETCS CIIOXKHBI CHMIITOMOKOMILIEKC,
Hau0OoJiee YacTO BKIIIOYAMOIIUN JepMaTHT, aualer,
aHeMuio W moxyganue [12].

Comamocmamunoma (Oenbma-Kiemoynas ony-
xone  ocmposkos  Jlaneepzanca)-  BCTpedaeTcs
kpaitne peako [11]. Ilpm He#t dacto oTMeuaroTcs
XOJIeNITHA3, CaxapHbli nuabeT, Auapess WM cTea-
TOpesl, THIOXJIOPTUIPUS, aHeMusl, mnoxyaanue. [lo-
BUMIMOMY, MHOTHE TIPOSIBJICHUS OITyXOJH SIBIISFOTCS
pe3yNIbTaToM OJOKHPYIOIIEro ACHCTBHS COMATOCTa-
THHA Ha (EePMEHTATHBHYIO (DYHKIHIO IOMKEITY-
JOYHOW JKeNe3bl M CEKPEeUUI0 IPYTMX TOPMOHOB
ocTpoBkamu JlaHrepranca, BCIEICTBHE Yero 3TOT
CUMITOMOKOMIUIEKC MHOT/IA Ha3bIBAIOT «HMHT'HOUPY-
ot cuaapom» [12].

IHapasnookpunnvie  onyxonu. [acmpunoma
(cunopom 3onnuneepa-Oniucona) - OnYXoab U3
G-Kkn1emok, KOTOpble B (DU3UOIOTHIECKHUX YCIIOBUSX
B MODKETYAOYHOH Keje3e Tubo BooOIIe He BCTpe-
qarres, 1100 00HAPYKHUBAIOTCSI B HEOOJBIINX KO-
JMYECTBaX TOJIBKO B CIM3UCTON O0OIOYKE KPYITHBIX
BBIBOAHBIX MpoTOKoB. JlauHbli TH HOO 3anumaer
BTOPOE MECTO IO YacTOTE CPeAH BCEX TOPMOHAIb-
HO-aKTHBHBIX HOBOOOpAa30BaHWH IOKEITYIOUYHON
JKelle3bl YCTyIasi MepBO€ MECTO JHIIb HHCYIHMHO-
Me [2]. B 1955 rogy aMepuKaHCKUMH XHUpypramu
30JUTMHTEPOM U DITMCOHOM OBUT OIUCAH CHHIPOM,
nonmyuuBImid ux ums (C33) ¢ HaIM4IHeM XapakTep-
HOTO KOMIUIEKCA CHMIITOMOB: TSDKEIOH pelyIuBH-
pyIoliel s3BeHHOH OO0Ne3HW IBEHAAIIATUIICPCTHOM
KHIIKH, TUIEPCEKPETOPHON aKTUBHOCTH CIM3HCTON
000JI0UKH KeTyJKa ¥ SHIOKPHUHHBIX TacTPHH-TIPO-
nyuupytomux omyxoieid (IDK wmmm wHO#M nmoxamu-
3anuu) [2, 43]. XapakrepHbiM mpusHakom C30
sBissercs auapes (mo 30 pa3 B CYTKH), KoTopas
HaOMIOAaeTCsl MPUMEPHO y IOJIOBUHBI TALMEHTOB.
Ecmun pH >xemymounoro coka Oomee 2,5, muarfos
raCTpUHOMBI MOXXHO HCKIIOYHTH. Bo3HHKaromue
Opy 3TOM OCIOKHEeHus1 (repdopanuu, KpoBoTede-
HUS, CTEHO3 MWJIOPUYECKOTO OT/AeNa) — OCHOBHAs
npuurHa JetanbHoctu [11].

BUlloma (cunopom Bepuepa-Moppucona) -
OITyXOJIb TIOKETYIOYHOM >Kene3bl, KOTopas Mpo-
OYUUpPYeT Ba30aKTUBHBIN WHTECTUHAJBHBIA TETITH]T
(BUII) u cocraBmsier okomo 5% BCEX TOPMOHO-
NpOoAyHMpYIOIMX oImyxoneil pancreas. B 1958 r.
Bepuep u MoppucoH omnucaiy CHHAPOM BOJHOMU
nuapen y OOJIBHOTO ¢ He-0eTaKJIETOYHOM OIyXONblo

834



BOMPOCHI OHKOJIOTNN. 2018, TOM 64, Ne 6

IDK. UHorna 3a0oieBaHre Ha3bIBAOT MaHKpeaTHue-
cKoMl xomepoil [2].

AKTI — npooyyupyrowas 20pMoHanbHAsL ONYXOTb
n00JICeNyOOYHOU dicene3bl. JKTOMMIECKasi CeKperns
AKTI'-momo6HOTro ropMoHa MOXKET HAOIIOAATHCS BO
MHOTHX OpraHax W TKaHIX, B TOM YHCIE U B IOA-
JKeMylouHoH sxenese. KinmHuyeckuii cMMOTOMOKOM-
TUIEKC TPU 3TOM BbIpa)kaeTcs THIEPKOPTULIN3MOM
[11].

Tapamupunoma Xaxk OIyXONb MOHKETYIOYHON
Jkene3bl. ['unepkanblueMus Kak BEAYIIUM MpU3HAK
SHIOKPUHHBIX OMYyXOJIeH MODKETYIOYHON Kele3bl
— SIBJIIEHUE peaKoe. DKTOMUYecKast CEeKpelus mapar-
ropmoHa nipu amygomax DK oxoHuarensHO HE H0-
Ka3aHa, MOCKOJIbKY TPYAHO PEIIUTb, SBISIOTCS JIU
MIPOSIBIICHUS THUIepIapaTHpeo3a pe3yabTaToM OITy-
xomu DK wmnu 3T0 cocraBHas 4acTb MHOKECTBECH-
HOM JHIOKPUHHON HEOIUIa3uu, KOTOpasi HEPEAKO
HaOIONAeTCs MPH OCTPOBKOBOKJIETOYHBIX HOBOOO-
paszoBanusx [12].

B macrosmee Bpems Mopdomorndeckas aua-
rHoctuka HOO K HeBo3MOkHA O€3 BBIOIHEHUS
NI'X-ananu3a, KOTOpBIM MO3BOJSET IOATBEPAUTH
SMUTETUANBHYI0 W HEHPOIHIOKPUHHYIO TIPUPOIY
OITyXOJIH, Pa3JINuYuTh OTAeNbHBIe moaTunsl HOO,
YTOYHUTh TOPMOHANBHBIA CTaTyC, a TaKXke OIpe-
JIETUTh MECTO PAa3BUTHUS MEPBUYHON OMyXONH MpU
HCCIIEIOBAaHNU METAcTa30B 0€3 BEBISBICHHOTO IIep-
BuUuHOro ouara [3]. [ns moaTBepxkaeHUs Heupo-
SHAOKPUHHON MPHUPOABI OIYXOJIH PEKOMEHIOBAHbI
JIBA OCHOBHBIX MapKepa: XpOMOTpPaHHH A — OIUH
U3 Haumboiee XapakTepHBIX HeCTEeHUPHUECKUX
MapKepoOB, CBSI3aHHBIN C IJIOTHBIMH CEKPETOPHBIMHU
rpaHylIaMH, ¥ CHHANTO(U3NH — MapKep MEJIKUX Be-
3UKyNl. Ba)kHO OTMETHTH, YTO IKCIPECCHUS XPOMO-
rpaHuHa A MOXET BapbHPOBaTh MIN OTCYTCTBOBAaTh
B HU3KOIU(PepeHINPOBAHHBIX (OpMaxX, P 3TOM
HaJM4ue CHHANTO(U3WHA 0053aTeNlbHO IS TOCTa-
HoBkH aumarHo3za HOH [3]. ns moaTBepkneHus
snuTenrabHoN mpupoasl H30 ucnonssyror UI'X-
OKpalIMBaHWe Ha KepaTuHbl. bompmmucteo HOH
JEMOHCTPHUPYIOT TOJIOKUTENBHYIO SKCIIPECCHIO TPH
OKpallMBaHUM AaHTHUTENaMH K TaHIUTOKEPATHHY
(AE1/AE3) u anTMUTENnaMHu K HHU3KOMOJICKYJSPHBIM
nurokeparuaam (CKS8, CK18, CAM 5.2) [36]. Ilpu
HCCIIEIOBAHUN METACTa30B BBICOKOTU(EepeHINPO-
BaHHBIX HOO 063 BBIIBICHHOTO MEPBUYHOTO OYara
C IMarHOCTHYECKOHN IENbI0 PEKOMEHIOBaHBI JIBa OC-
HoBHBIX MI'X-mapkepa: CDX2 u TTF1 [34, 36]. B
psae MOCIeIHUX padoT MPEACTABICHEI MPEICTaBIe-
HbI IMarHOCTUYECKHE MapKepbl, KOTOPbIE JAIOT BO3-
MOXXHOCTH IH(DPEpeHITNPOBATh TIEPBUYHEIE OITyXO-
JU OPraHoB KEIYIOYHO-KUIIeUHOTo Tpakra u [1K:
ISL1, PDX1, PAX6 u NESP55 [24, 36]. Bmecte
¢ Tem UI'X-Bepudukanusi OTIENBHBIX CHEIH(Iye-
CKHX TENTUIHBIX TOPMOHOB TaK)X€ MOYKET OKa3aTh-
C4 TIOJIE3HOM ISl OTIpeAeIICHUS] TIEPBUYHOM JIOKAJIH-
3anun omyxonu. MI'X-aHanu3 OelKOBBIX MapKepoB

B HACTOSIEE BPeMS OTKPHIBAET HIMPOKHE BO3MOXK-
HOCTH HE€ TOJBKO IJI TOUYHOH amarHoctuku HDOO
IDXK, HO W U1 M3ydeHHsI MOJNEKYISIPHBIX 0COOCHHO-
cTell TaHHBIX HOBOOOpPA30BaHHM, KOTOPHIE JICXKaT B
OCHOBE MHJMBHIYaJIbHOTO MOJAXOJa K OIEHKE IpO-
rHO3a 3a00JIeBaHMs M BO3MOXKHOCTEH JIeKapCTBEH-
HOW Tepamuyd Ha OCHOBE IPeraparoB HaIlpaBIiCH-
Horo jekictBus [24, 25].

Taxum o0pazom, pe3roMHUpys, CIeIyeT OTMETHUTD,
YTO KJIMHU4YecKas auarHoctuka HOO ocHoBaHa Ha
1a00paTOPHOM  TOATBEPKIACHUH  CHEIH(PHIECKUX
JUTSL TAaHHBIX HOBOOOPa30BaHWN SHIOKPUHHBIX CHH-
JIPOMOB ¥ HCIIOJIb30BAaHUHM COBPEMEHHBIX METONIOB
BH3YaJIN3alliH Il OOHAPYKEHUS TIEPBUYHOTO OJara
OIYXOJIM U METacTa3oB. B CIOXHBIX ciydasx mpu-
MEHSIOT DHIOBACKYJSIpHBIC METONIBI (aHTHOTpaduIo,
uccrieoBaHue Npo0 pernoHapHON BEHO3HOW KPOBH,
spdexruBHOoCcTE 80-90%), cuuHTUTpaduio peuen-
TOPOB COMAaTOCTaTHHA ¢ UHAUEM-111-okTpeoTuaom
(addexruBrOCTE 90%, cnemmuduuHocTs 100%),
Somatostatin-Receptor-PRT: 68-Gallium-DOTA-
TOK-PET/PETCT, mo3uTpOHHO-3MHUCCHOHHYIO TO-
morpadumro C-11-5-HTP wmm C-11-L-dopa (PET);
FDG-PET) [18]. Bo BpeMs mpoBeneHHs HHTpPAo-
nepaunoHHoi peBusuu, A.®. UepHOyCOB M COaBT.
[20] 00s3aTenbHO BBITOTHSIIOT HHTPAOIIEPAIMOHHOE
Y3U (MOY3H), a npu HEOOXOMUMOCTH IHIOCKOIH-
4eCcKyr0 TpaHCHILTIOMUHanuio. [Ipn HescHOoCcTH nmna-
THO3a TMPOBOIAT OMOICHIO 0Opa30BaHMiA MOIKEITy-
JIOYHOM JKeJe3bl M TeueHu 1o KoHtpoieM Y3U ¢
MOCIIEAYIOUINM TUCTOJIOTHYECKUM M UMMYHOTHCTO-
XUMHMYECKUM HCCIeNoBaHUAMU. I MCKITIOYSHMS
cuaapoMa MOH 1enecoobpa3Ho Hapsgy ¢ TOpMoO-
HaJIBHBIMH HCCJIEOBAaHUAMHU HCIIONB30BaTh Jyye-
BBIC METOIBI JUATHOCTHKH ‘‘OpraHOB-MHUIICHEH, a
TaKX€ U3yUYUTh CEMEHHBIN aHamHe3. s aToi nenu
psan aBropoB npuMenstor MPT rumoduza, Y3U
MapanUTOBUAHBIX JKele3, TPU HEeOOXOIMMOCTH WX
cuuaturpaduio u KT Hannoueunukos [20].

[To nanaeiM A.D. YepuoycoBa u coart. [20] y
OonpmmHCTBa TanueHToB (92%) ¢ ropMoHaNbHO-
aktuBHBIMA HOO mpu m3yyeHnn KIMHAYECKON Kap-
THUHBI OBUT MOCTABIIEH TOT WJIM WHOW CHHIPOMHBIN
JquarHo3. UyBCTBUTEIBHOCTH MPOOBI C TOJIOJJaHUEM,
MPOBOIUMON TIPY OPTaHUYECKOM THIIEPUHCYIMHH3-
Me, coctaBuia 99%. YV 87% nanueHToB ¢ YIOPHO
peUMIUBUPYIOIIEH SI3BOM BCIEACTBUE CHHJIpPOMA
3onnuHrepa-OJINCOHA TECT C KaJbIMEBOM Harpys-
KOW TO3BOJIMJI MOATBEPAUTH TUArHO3 TaCTPUHOMBI.
UyBCTBUTENIFHOCTh HECHENM(PUIECKOTO Mapkepa
H20 xpomorpanuna A cocraBuna 77%, cren-
npuaaocts — 90%.

Jleuenne HeHPOIHAOKPHHHBLIX omyxoJei. B
HACTOSIIIIEE BpEMS EIUHCTBEHHBIM PaJUKaIbHBIM
W aJIeKBaTHBIM METOZIOM JICUeHHUsS MPH BCEX THIIAX
H30 nomxenynouyHON Kene3bl SIBISETCS XUPYpPTH-
geckuit [7, 13, 26, 28, 41]. Tepanusa HOO 3axiro-
yaeTcd B YJAJ€HHWU NEPBUYHOIO O4ara OMyXOiu U
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Mertacta3oB [37]. HckmodeHUsT MOTYT COCTaBIISATH
MHOXXECTBEHHBIE TaCTPUHOMBI W HE(PYyHKIHOHUPY-
IOIIKe OMyX0odu 10 2 cM [5]. YuuThiBas BBICOKYIO
9acTOTy MHOX€CTBEHHOTO TOPaXEHHS W HE3UAMO-
Onacros3a [1DK, xupypru dare BBIHYX/CHBI BBITTON-
HATH PacCHIMpEHHBIE BMEIIATEIbCTBA MPH CHHIPOME
M3H-1 no cpaBHEHHIO CO CHOPAAMYECKUMU OITy-
xonsamu. [Ipu HEOOXOTUMOCTH XUPYPrHUECKOTO Jie-
YeHHS JBYX DHJOKPUHHBIX OPTaHOB MHOTHE aBTOPHI
[1, 5, 11, 47] cuuTaroT 1eNeCOO0pPa3HBIM TIEPBBIM
3TaroM BBIMOJNHATH OMEpaIio M0 MOBOAY JHOO
KIIMHUYECKH HanOojee BBIPAXKEHHOTO CHHAPOMA,
mbo Ooliee 370KAYECTBEHHOTO HOBOOOpPA30BaHUS.

Crnemyromuii BaXKHBIH BOIIPOC — 3TO 00BEM OTIe-
paruBHoro BMmemarensctBa Ha DK mpu MOH-1,
YUHUTHIBasE MHOXKECTBEHHBI XapakTep MOpaKeHUs
U He3uano6macTo3. BoNbMIMHCTBO aBTOPOB OTAAIOT
npenmnoureHue pesexnuu [5, 7, 10, 11], koropas co-
craBuia 61% ot Bcex BMemarenscTB [5]. HacTtora
MOCJIEOTIEPAIIMOHHBIX OCIIOKHEHM cocTaBuia 30%,
obmas neramsHOCTE — 4,7% [20].

[IaTunerHsss BBDKUBAEMOCTh manueHToB ¢ HOO
ITXK cocraBuster mpubmmsurensao 60 — 100% mpu
JIOKaIM30BaHHBIX (opmax, 40% — npu MecTHO-pac-
MPOCTPAaHEHHOM Iiporiecce, 25% — mpu MeTacTaTH-
geckoM mporiecce u 80% — mpu Bcex cramusx 3abo-
neBanus [18]. Meanana BKMBAEMOCTH TAIUCHTOB
¢ amkomuddepenmpoBanabiMu H3O cocraBiser
okosto 10 mec. [18]. B caywae MOH-1 penunus
KIIMHAYECKNX CHUMIITOMOB ObUT OTMedeH y 16% ma-
[UEHTOB, 5-JETHAS BEDKABAEMOCTH OONBHBIX IOCHE
pPaJMKAIBHBIX M IUTOPEAYKTUBHBIX BMEIIATEILCTB
100% wu 64% cootBercTBeHHO [20].

CornacHo COBpPEMEHHBIM BO33pEHUSM, MallUEH-
ThI ¢ HeQyHKImonupytoummu HOO DK nomnexar
XUPYPrHYECKOMY JICYCHHIO. YUUTHIBas, YTO B IIO-
JIABJISTIOIEM OOJIBLIIMHCTBE CIIy4aeB OHM SABJISIOTCS
37TOKaYeCTBEHHBIMH, Yallleé MPUMEHSIOT OOIIMPHYIO
JUCTAJIbHYIO WJIM TaHKPEaToIyoJICHAIbHYIO PE3eK-
o [5, 9, 20]. Bonpmme pasMepsl omyxosiei He
SIBIISIIOTCSL TIPOTUBOTIOKA3aHUEM K OIEpaluu: IMpU
HEOOXOIUMOCTH  GbINOAHAIOM — NAHKPEamooyoode-
HanvHyio pesexyuto (II1P), yenmpanohyto pezexyuio
UIU OUCTANBHYIO PE3eKYUI0 NOONCETYOOUHOIU dHcelle-
3b1. 1Ipn He(yHKIIMOHMPYIOMNX 37T0KaY€CTBEHHBIX
HD0 noxazanwl pacwupennas u O0axce KOMOUHU-
posannas pesexyus IDK (c yoanenuem coceonux
opeanos) [11, 13, 16].

B cormacutensupix pexomengammsx ENETS mo
BeZieHHI0 00pHBIX ¢ HOO kenyqo9HO-KUIIETHOTO
Tpakra (pynkunonupyromue H30 nomxenynounoi
xkene3sl (2012) [19]) OTtmewaercsi, 9To XUpyprude-
ckoe nedenne nokazano npu HOO TDK, ocobenHo
st onyxoned Gl n G2, nake B ciiy4ae HaIH4UsA
METacTa30B B MEYEeHb WIH/H TUMQOyY3Ibl. B cioyuae
(YHKIIMOHMPOBAHUS OMYXOJH TeEpel MPOLeTypoi
JIOJDKHBI OBITH HAa3HAYEHBI aHAJIOTH COMAaTOCTaTHHA
(ACC) mns mpemynpexaeHus kpusza. Llutopemyk-

TUBHBIE ONEpaIy, METOJ aJbTePHATUBHBIA JIOTO-
PETHOHApHON Tepanuu, 0COOEHHO MPUMEHUMBI IS
MAIMEHTOB C HEKyNHUPYIOUUMCS KapLMHOUIHBIM
CHHIPOMOM, pedpaKkTepHOH HHCYIUHOMOM, TITIOKA-
roHoMoil unu BUIIomoii, a Takke y MalUeHTOB C
HepyHKIMoHupyromumMu HO3O 6e3 mporpeccun 6
Mec. B peTpocneKTHBHBIX HCCIENOBaHUSIX OBLIO
MOKa3aHO, 4YTO 0OmIas BBDKUBAEMOCTH BHINIE B
Cllydae ylaJeHHs IEeYEHOYHbIX MeTacTa3oB. TpaHc-
TUTAaHTAIUS TIEYEHH B LIEJIOM HE PEKOMEHAYETCS, HO
MOXeT OBITh BBIOpaHa KaK OMIHMS TOJIBKO IS OT-
JENbHBIX MAlMEHTOB C KapLUUHOMIHBIM CHHIPOMOM
WIM JpyruMHA  (GYHKIUOHHUPYIOIIMMH  OITyXOJISIMU
IpU MHOXXECTBEHHBIX METAcTa3ax MEeYeHH NpH ped-
PaKTEpHOCTH K CUCTEMHOM Tepanuu. [IpuHnumnel ce-
JeKIuH: BeIcOKoauddepernupoBanasie H20, Hu3-
KUK ypoBeHb OMIHMpYyOWHA, OTCYTCTBHE METACTa30B
B JIpyrux opraHax. L{UTOpeqyKTUBHAas XUpyprus
MOKa3aHa OTHEJBHBIM HauueHTaM ¢ (YHKIHOHH-
pytomumu HOO ¢ mpeumyliecTBEHHBIM IOpaxe-
HHEM II€YEHH, YTO YJIy4IlaeT KOHTPOJb CHHIPOMA.
Cuctremnas tepamusi ACC (HOO XKKT, 1K u u3
MIEPBUYHO HEBBIABJICHHOTO O4Yara) peKOMEHIyeTCs
JUIL KOHTPOJIS KapUMHOUAHOTO CHHApOMa. AHAJIOru
comaroctarnHa (ACC) — mepBasi JMHHSA TEpaIuu.
KoHceHCyCHBIM coTfIameHrneM SIBISETCS HCIOJIB30-
Banue ACC pmns HOO IDK, ecnu mpuHuUMare BO
BHUMaHHEe pe3ynbTarsl uccinenoBanus CLARINET.
IIpu stom HOO IDK npeamnodTuTensHBIM SBISET-
Csl HCTIIOJIB30BaHKE JIAHPEOTH 1A, JAHHBIX 10 dPdek-
TUBHOCTH OKTPEOTHIa HEJOCTAaTO4YHO.

IIpu pacnpocTpaHEHHBIX OIyXOJEBBIX MpOIleC-
cax, HAIMYUU METAcTa3oB W peruamBax HOO mis
YMEHBIIEHUSI Macchl OMYXOJIM MCIOJB3YIOT LUTO-
PENyKTHBHBIE METONBI JIEYEHUS: XHUPYPTUUECKYIO
PE3EKLHIO OIyXOJIM, PagHOYacTOTHYIO aOJsiLuIio,
SMOONHM3ANI0 B XUMHOIMOOJIH3AIIMI0 METACTa30B B
neueHu. [Ipu Beicoxomuddepenmpoanasix HO0
¢ UHJIEKcoM mnpoiudepaTuBHOi akTuBHOCTH Ki-67
MeHee 3% TMPUMEHSIOT aHaJOTH COMAaTOCTAaTHHA
(ACC) u mpenaparsl untepdepona. [Ipu BbICOKO-
T depeHIIUPOBAHHBIX YHIOKPUHHBIX OMYXOJSX C
Ki-67 ot 3 1o 20% pexoMeHIyIOTCsl XUMUOTEpanus
CTPENTO30LUUHOM C JIOKCOPYOHMILIMHOM IJTHOO TeMo-
JaJIOM C KaleuuTaOMHOM M NPUMEHEHHE aHAJIOTOB
coMarocTaThHa Uil Ky[MUpPOBaHUS KapLUHOWIHOTO
cuanapoma [14]. IlepcrneKTHBHBIM HaIpaBICHUEM
ABJSIETCS. M3Y4YEHHUE KOMOMHHMPOBAHHOW Tepamuu
XUMHUOTEPANIeBTUIECKUMH M TapreTHBIMU Ipera-
paramu: Temo3zonomua + sBepornumyc, FOLFOX
+ Oepanuszymab, XELOX + OeBanuzyma0, IUKIIO-
dhochamua + copadennsd. M3yqaroTcss KOMOMHAIINH
JIBYX TapreTHBIX HpenaparoB, Hampumep, copade-
HUO + 3BEpOIMMYC, TACHUPEOTHI + DBEPOIUMYC,
HBEPONIMMYC + OPIOTHHHO M HEKOTOpHIE IpYyTHE.
B nacrosiiee BpeMs NMpOBOAATCS HUCCIEIOBAHUSA IO
npuMeHeHuto ¢akTopa Hekposza omyxoned (PHO)
u untepdepona-ramma [15, 30]. OTmeTum, 4TO 3TO
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JIAJIEKO HE TOJHBIA CIMCOK KOMOMHMPOBAHHOW Te-
panuun H3O, uzydyaemoll B AaHHOE BpeMs B MHUDE.
Heo0xomumo 100aBUTH, YTO AJsl YCHJICHUSI aHTH-
npoiudepaTHBHOTO W aHTHCEKPETOpHOTo 3ddekta
H20 c xapuvHOUIHBIM CHHIPOMOM HCIIONB3YIOT
KOMOHMHAIIMIO aHAJIOTOB COMATOCTaTHHA M IIpemnapa-
ToB mHTephepoHa [18].

OCHOBHOH TPUHIUN JAEUCTBUS TapreTHHIX Ipe-
MapaToB MEPBOW TPYMIIBI, T.€. OJOKUPYIOMNX Tepe-
Jlayy CHUTHaja, 3aKJI04aeTcsi B TOM, YTO B HOpME
TUraHAb! (MOJEKYIIbl TOPMOHOB, ITATOKWHOB, (aKTo-
POB pOCTa U Jp.) B3aMMOJSHCTBYIOT C PEIeNTOpaMu
KJIETKH, a T€ MepelaloT CUTHAJ Yepe3 CeTh MoJle-
KyJl, TIPEUMYIIECTBEHHO OENKOBBIX KHHA3, K SIIPY,
YTO OIpPEJENIeT CIOCOOHOCTh KJICTKH K Tpoiude-
peruu, nuddepeHITpoBKe, aloNnTo3y, aAre3uy, aH-
ruorenesy. B npouecce kaHueporenesa HapymaeTcs
perysius 3TOM CHUCTEMBI, M KIJIETKa TOABEpraercs
3II0KaYeCTBeHHOH TpaHchopmanuu [18, 25]. Xumu-
oTepanus TOKa3aHa MPH T'€HEPaJH30BaHHBIX (oOp-
Max HmkomuddepenmupoBanabix HOO, a Ttaroke
IIPU OIyXONSIX, PE3UCTEHTHBIX K JAPYTHMM BHAAM
neuenus [14, 17].

3aKjIIoueHue

Takum o00Opa3oM, OCHOBHBIMH JICUCOHBIMH 3a-
nmadamu npu HOO IDK sBustrorcsi: ynaneHue mep-
BUYHOHN OIYXOJIM, TOPMOKEHHE OITyXOJIEBOTO POCTA,
NOAaBJICHUE M30BITOYHON MPOOYKLUU COOTBETCTBY-
IONIMX TOPMOHOB U TOPMOHOIOJOOHBIX (aKTOpPOB,
yIAy4llIeHWe KadecTBa >KU3HHM NAIMEeHTOB. XUPYp-
THYECKOE JIEUeHHE Ha CEroJHAIIHUN JeHb OCTaeT-
Cs METOIOM BBIOOpa W E€MWHCTBEHHBIM CIIOCOOOM,
JAIOIIUM BO3MOXHOCTb JOOHUTHCS BBI3JOPOBIICHHUS.
IlepcriekTrBEI JedeHnsT OONBHBIX C HEpe3eKTadelb-
HeiMH HOO cBsizaHBl B nEpByr0 odepenb C MpH-
MEHEHHEM MperaparoB TapreTHoro aeiicreuda. OHH
MO3BOJIAT pa3padarbiBaTh MPOTPaMMEI CBOEBPEMEH-
HOW paHHEH aKTUBHOM MEpCOHM(HUIMPOBAHHOMN Te-
pamun HOO IDK. PanmonansHOE M KOMIUIEKCHOE
UCIOJIb30BAHNE COBPEMEHHOIO apceHalla ONEepaTUB-
HBIX M TEepaleBTUYECKUX METOAOB JaeT BO3MOXK-
HOCTh 3HAYUTEIHHO MPOIJIUTH XU3Hb U YIIYYIIUTH
ee KaueCTBO y OOJNBHBIX C METACTaTUYECKHMHU (Op-
MaMH HEHPOIHJIOKPUHHBIX OIMyXOJIEW MOKETy104-
HOW JKEJE3Bbl.
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Neuroendocrine tumors of the pancreas:
etiology, pathogenesis, diagnosis, and current
treatment approaches
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Summary. The overview of literature on modern
classification  issues, diagnostics and treatments of
neuroendocrinal tumors of a pancreas is provided. According
to modern views all neuroendocrinal tumors of a pancreas
having clinical manifestations (in the form of the syndromes
caused by products of specific hormones; increases in level of
hormones in blood of patients without clinical manifestations;
in the form of signs of existence of volume education in
various departments of PZh) and/or the researches (more than
5 mm) revealed by means of beam methods are malignant
in the biology as they have high potential to innidiation. In
article it is shown that a considerable part of neuroendocrinal
tumors of a pancreas are nonfunctioning, i.e. not cosecreting
various gastrointestinal hormones and polypeptides in blood
and thereof not followed characteristic clinical manifestations.
It is noted that diagnostics of neuroendocrinal tumors of a
pancreas is extremely difficult task on which solution the choice
of a method of treatment and its long-term results depends.
Now the only radical and adequate method of treatment of
the functioning hormonal tumors of a pancreas is surgically.
According to modern literary data patients nonfunctioning
neuroendocrinal tumors of a pancreas are subject to surgical
treatment. Apply an extensive distal or pankreatoduodenalny
resection more often. Now the big sizes of tumors are not a
contraindication to operation. The relevance of optimization of
a medical and diagnostic algorithm for improvement of results
of treatment of these new growths is emphasized. Rational and
complex use of a modern arsenal of surgical and therapeutic
methods which give the chance considerably to prolong life,
to improve its quality at patients with metastatic forms of
neuroendocrinal tumors of a pancreas is analyzed.

Keywords: pancreas, neuroendocrinal tumors, insulinoma,
gastrinoma, Vipoma, clinical picture, diagnostics, surgical
treatment, conservative methods of treatment
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