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3abosieBaeMoCTb

HeriposHAOKpPUHHEIE TaCTPOIHTEpONaHKpeaTuueckue onyxoau (I'OIT-H3O) npea-
CTaBAAIOT COOOM PA3HOPOAHYIO IPYIITY OIIYXOA€M, IIPOUCXOAAIINX U3 HEUPOIHAO-
KPHUHHBIX KAETOK 3MOPHMOHAABHOM KUIIIEUHOU TPYOKH, C HamboAee 4aCTOM AOKa-
AU3anyel MEPBUYHOIO 04ara B CAU3UCTOU OOOAOUKE JKEAYAKQ, TOHKOM U TOACTOM
KUIIeYHUKe, IIPSIMOM KUIIIKE UAU ITIOAJKEAYAOUHOU JKeAese.

[MTokaszaTtenb 3a00AEBAEMOCTH 3HAUYUTEABHO YBEAMUHACS B TeUeHUe IIOCAeAHe-
ro ropa — ot 3,0 cayuaeB Ha 100 TBIC. 4eAOBEK B rop A0 5,25 cayuaeB Ha 100 TwIC.
4eAOBeK B rop. PacnpocTpaHeHHOCTb B HacTodllee BpeMsa cocTaBasgeT 35 Ha 100
TBIC. YeAOBeK B rop. [Tocaepnnit anaaus 6a3nl AaHHBIX SEER CIHIA (Surveillance,
Epidemiology and End Results — BBDKHMBaeMOCTb, SITUAEMUOAOTUSI M OKOHYATEAD-
HBIE PEe3YyALTaTHl) CBUAECTEALCTBYET O IIOKasaTeAre 3ab0oAeBaeMOCTH HEUPOIHAO-
KPUHHBEIMU OIIyXOASIMHM TOHKOM KUIIIKM (TaK Ha3blBaeMble KAACCUYECKHUEe KapIUHO-
upbl) 0,95 Ha 100 ThIC. YeAOBeK B rop, npsimon Kuiiku — 0,86 Ha 100 ThIC. YeAOBEK B
rop, IOAKeAyAOuHOM JKeae3bl — 0,32 Ha 100 ThIC. 4enoBeK B rop U xeaypka — 0,30
Ha 100 TBIC. YeAOBEK B T'OA.

Hetiposupokpunrsble 'Ol onyXxoanm MOTryT pasBUTBCS B AIOOOM BO3pacTe, HO
HanOOABIIIas YaCTOTa BO3HUKHOBEHUs 3aboAreBaHUsI HabAIOpaeTcs mmocae 50 AeT.
VckArOUeHME COCTABASIIOT KapIMHOWABI YepBeOOPa3HOTO OTPOCTKA, KOTOPHIE
yalle BO3HUKAIOT B Bo3pacTe ~ 40 aeT. [TokazaTeab oO1iett 3a60AeBaeMOCTU HEM-
POSHAOKPUHHBIMHU OIIYyXOAIMHU Y MY>KUHH (5,35) HECKOABKO BBIIIIE, YeM Y KEHIIUH
(4,76).

Yy IIAIIMEHTOB C HACAEACTBEHHBIM CUHAPOMOM MHOXECTBEHHBIX SHAOKPUHHBIX HEO-
nnrasuii I tuna (MEN-I) man 6oaesubio von Hippel-Lindau (VHL), HeliposHAOKPUH-
Hble ['OfT oyxoan MOTI'YyT KAUHUUYECKHN MaHU(eCTUPOBATh Ha 15 AeT paHbllle, 4eM y
OOABHBIX CIIOPAAMYECKOU (DOPMOM AQHHOI'O BUAQ OITYXOAEH.

AwnarHos

[NanueHTH ¢ KAMHUYECKUMHU CUMIITOMAaMHM, XapaKTEePHBIMU AAT HEMPOIHAOKPUH-
HbIX ['OIT onyxoael, AOASKHEL OBITh HAIIPABAECHEI B CIIELIMAAU3UPOBAHHEIN B 3TON
obaacTu 1eHTp. [MCcToAOrMUYeCKUN AMarHO3 CTaBUTCS HA OCHOBAHMU 00pa3IloB TKa-
Hel, MOAYYEeHHBIX U3 MeTAaCTaTUYECKUX O4aroB IIPU 3HAOCKOIIMYECKOMN OMOIICUY,
IIyTeM OTKPBITOI'O OIIEPATUBHOIO BMEIIaTeABCTBA UAM IIPU TPelaH-OUOIICHUH.
HecMoTps Ha TO, 4TO CeMeUCTBO HEMPOIHAOKPUHHBEIX HI-I'OIT onmyxoael mpea-
CTaBAdEeT COOOM PA3HOPOAHYIO IPYIITY, BCE OHU UMEIOT OOIIue r’HCTOXUMUYECKUEe
4epThl U UMMYHOPEAKTUBHOCTE C TaK HAa3bIBAEMBIMU «IIaH-HEMPOIHAOKPUHHBIMUY»
MapKepaMH, BKAIOYAsd XPOMOTPAHUH-A U cuHanToPu3uH. I[TporudepaTuBHEIN 1I10-
TeHIIMaA HeOOXOAMMO OIIPEAEASTH IIPU IIOMOIY OKPAIIWBAHUA HAa MapKep IIPOAU-
depanum Ki-67 (MIB-I).
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B 3aBHCHUMOCTH OT KAMHUYECKUX CUMIITOMOB MOJKHO OOHAPY KUTH ClIeIu(PUIEeCKHUe
rOPMOHAABHBIE MapKephl B 00pasiiax TKaHu. Ho Hy>KHO IIOMHUTB, YTO IKCIIPECCHUS
TOPMOHOB Y aMWHOB B TKAHAX He BCEerAd KOppeAupyeT C YpOBHEM UX NUPKYAAITUN
B KPOBHU. BceM narnueHTaM HEOOXOAUMO OIIPEAEAATH B IIA@3Me YPOBEHB OCHOBHOI'O
OIIyXOAEBOI'0 TOpMOHA XpoMorpasnuHa A. [ToMuMO 3TOro B 3aBUCUMOCTH OT KAUHU-
YEeCKHUX CUMIITOMOB HY’>KHO UCCAEAOBATH APYI'€ MapKephl: HAllpUMep, S-TUAPOKCH-
WHAOAYKCYCHYIO KHCAOTY B MOY€ IIPY KapIIMHOUAHOM CHHAPOME, TaCTPUH IIPY CHUH-
ApoMe 30AAMHTepa-OAANCOHA U WHCYAUH/TTPONHCYANH IPU IUIIOTANKEMIYEeCKOM
CHUHApPOME. B OTACABHBIX CAYYAdAX MOTYT HOH&AOGI/ITBCFI AVMHAMUYECKUe CTUMYAUDPY-
IOLIMe TECTHI (TeCT C TOAOAQHHUEM AAS AUAQTHOCTHUKU MHCYAMHOMBI; CEKPETUHOBBIN
TECT AAA AMATHOCTUKU I'aCTPUHOMEI 1 T.A.).

CrapupoBaHue n pakTopbl pucka

HeﬁpOBHAOKpHHHbIe OIIYXOAM, BO3ZHUKAIOIIVE B PASAUYHBIX dHATOMHWYECKUX 4Ya-
CTSIX IUIIEBaPUTEABHON CUCTEMBI, IPEACTaBASIIOT COO0M OITYXOAM, OTANYAIONIHEeCs
Me>XAy COOOM O OMOAOTMYECKHM CBOMCTBAM UM KAMHHYECKOU KapTHUHe (TabAuIa
Nel). B 2000 ropy Onlra yTBepsKAeHA Kraaccudukranua BO3 (Taauna 2), B KoTopon
BBIAEASIOTCS BEICOKOAUM(PEPEHITUPOBAHHEBIE DJHAOKPHUHHBIE OITYXOAHU, BEICOKOAUMD-
depeHIUPOBAHHbIE Y9HAOKPHUHHBIE KaPIIMHOMBI, HU3KOAU(depeHIIuPOBAHHbIE JH-
AOKPUWHHBIC KAPIIVMHOMBI 1 CMEIIaHHbI€ 9K3OKPUHHBIC 1 SHAOKPUHHBIE OITYyXOAW.
HepaBuo EBponelickoe 0OOLIECTBO MO HU3YYEHUIO HEMPOIHAOKPUHHEBIX OIYXOAEeH
(European Neuroendocrine Tumor Society) yrBepauro TNM cTapupoBaHue U OIIpe-
AeAeHme cTelleHU AU pepeHITUPOBKY AT Pa3AUUHBIX TUIIOB ['OTT-HOO (TabAuiis
3-8). IpeponepaliuoHHOE CTAAUPOBAHME BCETAQ AOAJKHO BKAIOUATH B Ce0s CIIMH-
TUTPa(UIO C PAAMOM30TOIIOM K pelleliTopaM coMaTocTaTuHa (okTpeockaH) [II, B],
XOT$I UyBCTBUTEABHOCTB 3TOT'O UCCACAOBAHUSA HEOAMHAKOBA TpU pas3Helx [[OIT-HIO.
OTOT MeToA Bcerpa Hy>KHO AONIOAHATE KT uam MPT (B 3aBUCHUMOCTH OT AOKaAKU3a-
IINY OIYXOAH), YTO IIPU IIOAOJKUTEABHOM OTBETe AaeT Ooaee TOUHYIO aHaTOMUYe-
CKYIO KapTUHY. Tak)Ke ONTUMHU3UPOBATh CTAAUPOBaHMe 3a0oaeBaHug MokeT [1OT
CO CIeIMaAbHBIMHM M30TOIIAMH, TaKuMu Kak [11C] S-rupporcurpunrodas, [18F]
AODA uam [68Ga] DotA-okTpeoraT. Opnako, 18FDG TTIOT addeKTnBHa TOABKO
npu Huskopuddepernnuposanublx 'OIT-HOO. 3auacTyro AOIOAHUTEABHYIO IIeH-
HYIO MH(MOPMAIUIO AQeT YHAOCKONMYECKOEe MCCAEAOBAHME (TaCTPOCKOIUS, DSHAO-
CKOIINYECKas YABTPACOHOrpadus, KOAOHOCKOIIUS U T.A,).

Yy IIAaUEeHTOB C OHAOKPUHHBIMU OITYXOASIMU HOA}KGAYAO‘-IHOIZ JKeAe3bl 4aCTO BBIAB-
ASIETCSI MeTaCTaTHUeCKoe PacIpoCTpaHeHue, 3a NCKAIOUeHNEeM MHCYANH-TIPOAYIIH-
PYIOILIUX OITYXOAEH, KOTOPBIE IBASIOTCS AOOPOKaueCTBEHHBIMHU B 85% cayuaes [II,A].
Haunboasmag rpynna I'OIT-HOO BratodaeT B ceOs BBICOKOAU(DDEPEHIINPOBAH-
Hble (HEeMpO-) S9HAOKPUHHBIE OIIyXOAM TOHKOMN KHIIKM (TaK Ha3blBaeMble, midgut-
KapIIMHOUABI), KOTOpPEIEe ~ B 30% IIPOSBASIOTCS KapPIIMHOUAHBIM CUHAPOMOM, BKAIO-
YaIOUIUM IIPUAWBHEI (IOKPACHEHWe AUIla ¥ BePXHEeH ITIOAOBUHBI TYAOBHINA), AMAPEIO,
(pubpo3HbIE M3MEHEHUI SHAOKAPAA.

ITaTuneTHSST BBIKMBAEMOCTDL IIalIUeHTOB C HeﬁpOBHAOKpI/IHHLIMI/I IIaHKpeaTuue-
CKUMU OIIyXOASIMH COCTaBAseT IpuOAU3uUTeABHO 60— 100% AAS AOKAAM30BAHHBIX
crapuii, 40% — Ipu MeCTHO-PAacIpPOCTPaHEHHOM Iipolecce, 25% — IIpU MeTacTa-
TUYeCKOM nporecce u 80% — IIpu BCeX CTapAUsIX. AHAAOTUYHO, AT «KAACCUUECKUX»
midgut-KapIuHOUAOB 5-Ae€THSS BBUKHUBAEMOCTb AOCTUraeT 60% IIpU BCEX CTAAUSX.
MearaHa BBIKMBAEMOCTH TAIMEHTOB C HU3KOAU(D(dEepeHIIMpoBaHHOU (HEUpo-)
9HAOKPUHHOM KapIMHOMOM cocTaBAsgeT Bcero 10 mecsies. [Tpu MHOroakTOpHOM
aHaause nporaoctudeckux pakTopoB ['OTT-HOO Ttakme nmokasaTeau, KaK: AOKaAU-
3aIUs Ipoliecca B MOAKEAYAOUHOU JKeAe3e, HU3Kasd CTelleHb AU dDepeHIInPOBKUA
U HaAW4YMEe OTAAQAC€HHBIX METACTA30B OTHOCHUAMCH K OTPUIIATEABHBIM ITPOTHOCTHUYE-
ckuM dakropam [II, A].
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Ta6auma Nel. Kraccugukanms HeNposHAOKpUHHBIX ['IIT onyxoaer (III1-HI0) B 3a-
BHUCHUMOCTHY OT AOKaAHN3aIuU IEPBUYHON OITYXOAY ¥ TOPMOHAABHOM aKTUBHOCTH

HeliposHAOKPUHHBIE OryX0IM KULLEYHVKA (KapuvmHouabl, 0kos10 AByx Tpeteri [3M-H30):
* C KapuuHongHbIM cuHapomMom (30% kapumMHONAOB)
- 6e3 kapumHomaHoro cuHapoma (70% kapunHouaoB)

SHAOKpPVHHBIE OyX0m noaxenyao4Hol xenessl (30MNK) (okono ogHovi Tpetu [AM-H30):

[fopMoHanbHO HeakTuBHble (45-60% 30IMXK),

[opMoHanbHO-akTuBHbIE (40-55% J0MXK):

« [acTpuHOoMa, NpoayLmpYioLLAa N3ObITOYHbIV YPOBEHb rACTPUHA, CUHAPOM
30NNNHrep-AnnmcoHa,

* WHcynuHoma, npoayumpyiowas n3bblTOYHbIA YPOBEHb UHCYSIMHA, TMNOTIMKEMUYECKUIA
CUHAOPOM,

+ [niokaroHomMa, NpoayLMpyoLLAs N30bITOUHBIN YPOBEHb MOKAroHa, rnokarOHOMHbIN
CUHAOPOM,

+ BWMoma (VIPoma), npoayumpytoLas n3bblTOYHbIA yPOBEHL Ba30aKTUBHOIO MHTECTUHASb-
Horo, nentuga (VIP),

+ WDHA-cuHApOM (BOOAHUCTas avapes, rmnokanneMmns 1 axnopruapus)

+ PP-oma, npoayumpytoLas naHkpeaTn4eckmin nonvnenTung, (ee 4acto OTHOCAT K FOPMOHaslb-
HO HeakTuBHbIMU DOIMX),

+ ComaTtocTtatnHoma, NpoayumpyioLas n3bbITOYHbIA YPOBEHb COMATOCTaTUHA

+ CHR-oma, npoayumpytoLLas n30bITOYHbIN YPOBEHb KOPTUKOTPOMUH-PUINSUHT-TOPMOHA
(kopTukonunbepuH, CRH),

+  KanbumMtoHMHOMA, NPOAYLIMPYIOLLLAs N3ObITOYHbIA YPOBEHb KaNbLIUTOHMHA

+ GHRH-ma, npoayumpyoLas n30bITOYHBIN YPOBEHb COMATOTPOMNUH-PUINSUHI-TOPMOHA
(comatonmnbepuH, GHRH),

+ HenpoTeH3nHoma, npoayumpytoLas U3bbITOUHbIA YPOBEHb HEMPOTEH3UHA

+ AKTI-oma, npoayumpyioLas n3bbITOYHbIA YPOBEHb aAPEHOKOPTUKOTPOMNHONO FOPMOHa
(AKTT),

+ GRF-oma, npoayumpytoLLas n36bITO4YHbIM YPOBEHb rMnoTanamMm- 4eckoro ¢akTopa, BbICBO-
6oxpatoLero ropmoH pocrta (GRF),

+ Onyxonb, npogyumpytowas MTr-poacteeHHbI nentug, (MTMpM)

Ta6auna Ne 2. Kaaccudukaius HerposHAOKpuHHBIX I'II1 onmyxoaeit BO3 (WHO)

WHO 1: | BoicokoagnddepeHumpoBaHHas 3HAOKPUHHASA ONyX0Jb

WHO 2: | BuicokognddepeHunpoBaHHas aHO0KPUHHASA KapLMHoma

HuskoanddepeHumpoBaHHas aHA0KPUHHAsS KapumHoma

WHO 3: | CmeLuaHHble 9K30KPUHHO-3HAOKPUHHBIE OMYyX0n

OnyxonesunaHoe paspacraHue
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Ta6auna Ne3. TNM KaaccuuKaius SHAOKPUHHBIX OITyX0Ael jkeAyAKa (EBponeiickoe
00IIeCTBO 0 U3YYEHHUIO HETPOIHAOKPHUHHBIX OITyXOA€¥)

T MepBuyHasa onyxonb

TX MepBurYHas Onyxosb He MOXET ObITb OLLEHEHA

T0 [MepBuyHas onyxosb He onpeaenseTcs

Tis Onyxonb/amcnnasus in situ (<0,5 mm)

T Onyxonb UHOUNLTPUPYET COOCTBEHHYIO MNNIACTUHKY CTM3UCTOM 000JI04KN U
NOACAN3UCTLIN CNoN 1 <1 CM

T2 Onyxosnb UHOUNBTPUPYET COOCTBEHHYIO MbILLEYHYIO 000JI04KY U CyOCEPO3HbIN
cnon nnm >1cm

T3 Onyxonb NpopacTaeT Cepo3Hy 000S104KY

T4 Onyxonb pacnpoCTpaHAeTCs Ha CoOCeaHne CTPYKTYPbI

TMpwv no6osi T npnbassisiTe (M) MPu MHOXECTBEHHbIX OMyXOX

N PernoHapHbie numdpaTnyeckme yssbl

NX PervoHapHblie nuMdaTnyeckmne yssbl He MOryT ObITb OLLEHEHbI
NO HeT meTacTa3oB B pernmoHapHblie numdaTrnyeckme y3nol

N1 MeTacTasbl B permoHapHble niumdatnyeckue y3snbl

M OTpaneHHble MeTacTasbl

MX OTpaneHHble MeTacTasbl He MOryT OblTb OLLEHEHbI

MO HeT oToaneHHbIx MeTacTasos

M1 OTpaneHHble meTacTasbl

Tabauna Ne4d. TNM Karaccuukanmus SJHAOKPUHHBIX OIIYXOAeH ABeHaAIlaTHUIEePCTHOM
KHIIKA/aMITYAbl/ IPOKCUMAABHOTO OTA€AAd TOHKOM Kuiiku (EBporeickoe o61mecTsBo
[0 M3YYEHNI0 HEMPOIHAOKPUHHBIX OITYXOA€E¥)

T MepBuyHas onyxonb

X MepBurYHas onyxosb He MOXET ObITb OLleHeHa

TO lMepBryHasa onyxonb He onpepenseTcsa

T Onyxonb MHPUNBETPUPYET COOCTBEHHYIO MNACTUHKY CIIM3UCTON 060SI0HKN 1N
NOACNN3UCTBIN CNon 1 <1 Cc™m

T2 Onyxonb MHPUNBETPUPYET COOCTBEHHYIO MbILLIEYHYIO 060J104KY MM CyOCepPO3HbI CNoi
mnn >1 cm*

T3 Onyxonb NpopacTaeT cepo3Hyto 060/104KY

T4 Onyxonb pacnpocTpaHseTcs Ha COCeHNE CTPYKTYpPbI

IMpw no6ovi T npmnbasnsTe (M) NPy MHOXECTBEHHbLIX OMyX0JIX

N PernoHapHbie numdatTuyeckme y3snbl

NX PervoHapHble numdaTtnyeckmne yssbl He MOryT OblTb OLLEeHEHbI
NO HeT meTacTa3oB B permoHapHblie numdaTmnyeckmne yanbol

N1 MeTacTasbl B permoHapHble numdaTnyeckme ysnbl

M OTpaneHHble MeTacTasbl

MX | OToaneHHble meTacTasbl He MOTyT ObITb OLLEHEHbI

MO HeT oToaneHHbIx MmeTacTasoB

M1 OTpaneHHble MeTacTasbl

* B c/lyqae raHimoLnTUYeCKO naparaHriiMoMsl OryxoJsib OrpaHuyeHa parepoBoii ammysion
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Taoauia Ne5. TNM kaaccunguKanys SJHAOKPUHHBIX OITyXOA€EH MOAJKEAYAOYHOI JKeAe-
3b1 (EBpomneiickoe 061eCTBO M0 N3yYeHUI0 HEMPOIHAOKPHUHHBIX OIYXOAEH)

T MepBuyHaa onyxonb

X [MepBuyHas onyxosib He MOXET ObITb OLEHEHA

T0 [MepBrYyHas onyxonb He onpepenseTcs

T1 Onyxonb pacnosioxeHa B npeaenax noaxenyno4yHon xenesbl U pasamepom <2 cMm

T2 Onyxonb pacnosioxeHa B npeaenax noaxenyao4yHon xenesbl  pasamepom 2—4 cm

T3 Onyxonb pacnosioxeHa B npeaenax noaxenyao4yHolm xenesbl 1 pa3aMepom >4 cM Unn
pacnpocTpaHsieTca Ha ABEeHaALATUNEPCTHYIO KULLIKY WU KENYHbIA MPOTOK

T4 Onyxonb pacnpoCcTPaHAETCS Ha COCeAHNE OpraHbl (XKenynok, Cene3eHky, TONCTY0
KULLIKY, HAONOYEYHNK) NN CTEHKM KPYMHbBIX COCYO0B (YPEBHbBIN CTBO NN BEPXHIOK
BpbIXXeeyHy apTepuio)

Tpw mo6ovi T npnbaBsiT (M) MPU MHOXECTBEHHbIX OMyXOSX

N PernoHapHbie numdparTnyeckmne yanbl

NX PervoHapHblie numM@aTryeckme y3ssbl He MOryT ObiTb OLEHEHBI

NO HeT meTacTa3oB B permoHapHblie numdaTtmyieckmne y3Jibl

N1 MeTacTasbl B permoHapHble numdaTnyeckme ysnbl

M OTpaneHHble meTacTasbl

MX OTpaneHHble MeTacTadbl He MOryT ObITb OLLEHEHbI

MO HeT oTganeHHbix MeTacTa3oB

M1 OTpaneHHble MeTacTasbl

Tabauna Ne6. TNM kaaccudpukanusi SJHAOKPUHHBIX OMNYXOAEN AVMCTAaAbHOIO OTAeAa
TOHKOM KUIIKU ¥ MOAB3AOLIHONM KUIIKYU (EBpomneiickoe 061EeCTBO [0 M3yYEHUIO Heil-
POSHAOKPHHHBIX OITyXOA€¥i)

T MepBuyHasa onyxonb

X MepBuryYHas ONyxoJsib HE MOXET ObITb OLLEHEHA

TO lMepBrYyHasa onyxonb He onpepenseTcsa

T1 Onyxonb NHOUABTPUPYET CANSUCTbINA UM NOACAN3UCTLIN CAOM 1 pa3mepoM <1 cm

T2 Onyxonb MHPUNBETPUPYET COOCTBEHHYIO MbILLIEYHYIO 060/104KY MM pa3mepom >1 cm

T3 Onyxonb MHGUNETPUPYET CYOCEPOIHBIN CNOM

T4 Onyxonb NpopacTaeT BUCLEPanbHYI0 OPIOLLIMHY UM COCELHNE OpraHbl

Mpwn no6oi T npnbaBnsaTb (M) NPY MHOXECTBEHHbIX OMYyXOJIsX

N PernoHapHbie numdarmnyeckme y3snbl

NX PervoHapHble nuMmdaTtnyeckme yssbl He MOryT OblTb OLLEHEHbI

NO HeT meTacTa3oB B pernoHapHblie numdaTtmnyeckme y3nbl

N1 MeTacTasbl B permoHapHble numdaTnyeckme ysnbl

M OTaaneHHble MeTacTasbl

MX OTpaneHHble MeTacTadbl He MOoryTt ObITb OLLEHEHbI

MO HeT oToaneHHbix MeTacTa3oB

M1 OTpaneHHble meTacTasbl
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Taoauma Ne 7. TNM Kaaccudukanust SJHAOKPUHHBIX OITYyXOA€U TOACTOM KUIIKYU U IIPs-
Mo Kumky (EBponeiickoe 061eCTBO M0 N3yYeHUI0 HeMPOIHAOKPUHHBIX OITYXOAEF)

T MepBuy4Hasa onyxonb

X [epBuYHas onyxosib He MOXET ObITb OLEHEHA

T0 lMepBryHas onyxonb He onpepenseTcs

T1 Onyxonb MHGUALTPUPYET CANIUCTLIN AV NOACAU3UCTLINA CNO

Tla | paamep<1cm

T1b | pasmep 1-2cm

T2 Onyxonb MHGUNBETPUPYET COOCTBEHHYIO MbILLIEYHYIO 0O0N0YKY UM pa3MepoMm > 2 Cm

T3 Onyxonb MHGUNETPUPYET CYOCEPO3HEIN CNOI, OKONIOTONICTOKULLEYHY!HO,
nepupeKTasbHYIO XMNPOBYIO KNeT4aTky

T4 OnyxoJsib PacnpoCcTpaHaeTcs HeNOCPEACTBEHHO Ha APYr1e OpraHbl/CTPYKTYpPbI 1/
npopacTaeT BUCL,ePasbHYI0 OPIOLLNHY

Tpw mo6ovi T npmnbasnsaTs (M) NPy MHOXECTBEHHbIX OMyXOJIsIX

N PernoHapHbie numdatTuyeckume y3sbl

NX PervoHapHblie numMdaTtryeckme y3ssbl He MOryT ObiTb OLEEHEHbI

NO HeT meTacTa3oB B pervoHapHble nnmdatmnieckue ysnebl

N1 MeTacTasbl B permoHapHble numdaTnyeckme ysnbl

M OTpaneHHble MeTacTasbl

MX OTnaneHHble MeTacTasbl He MOryT OblTb OLLEHEHbI

MO HeT oToaneHHbIx MeTacTa3oB

M1 OTpaneHHble meTacTasbl

TaOauma Ne§. DHAOKPUHHBIE OITyXOAU KHIIEYHUKA: KAacCu(UKalnus B 3aBUCUMOCTH
oT creneHu AudepeHIupPoBKu (pekoMmeHAanuu EBpomneickoro o6ujecTsa mno m3yue-
HHIO HEMIPOIHAOKPUHHBIX OITYXOAEH)

PekomeHaaumn ang HeMpo3HAOKPUHHbIX onyxonei nepeaHen kuwku (foregut)
CreneHb Hucno Mutozos Ha 10 nonew 3peHus Wnaexc Ki67 (5)°
anddepeHUnpoBKU nop, 60nbLWNM yBENNYEHNEM?
G1 <2 <2
G2 2-20 3-20
G3 >20 >20

a[lone noa 60/1bLLIMM yBEIMYeHnemMm = 2 MM?, kak MuHuMyM 40 rioneri (40-kpaTtHoe yBenamndeHme) 6bisio OLEeHEHO
B 0651aCTV HaNbOJIbLLIEN MATOTUHECKOM aKTUBHOCTH.

bAHTUTENna MIB1; npoueHTHoe coaepxaHve B 2000 kneTok onyxoses B 061acTy HanbobLUEe SAEPHOM HAN-
Kauum.

2KypHan Virchows archiv 2006; 449: 395-401.

2KypHan Virchows archiv 2007; 451: 757-762.

JleueHue

Jlokanu3soBaHHble HEMPOIHAOKPUHHBbIE AN onyxonu
+ Omnepanus gBAIeTCSI OCHOBHBIM METOAOM A€UEHUSA AT AOKAAU30BAHHBIX OITYXOAEH,
obecneunBast 5-A€THIOIO BBDKHBAeMOCTh 80 —100% B pe3deKTaOeABHBIX CAydYasX.
OTO AO CUX IIOP €AUHCTBEHHas AedeOHas TakTuka [I[A].
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PacnpocTpaHeHHbIVi OnyxoJsieBblii Npouecc

* Y OOABIIMHCTBA ITAIIMEeHTOB 3a00AeBaHNE BBIABASETCS Ha CTAAUM MeTaCTaTu4eCKON
AUCCEeMUHAIINN. Aa>Ke IIPU HAAWUYMUU MEeTaCTa3oB XI/IpypI‘I/I‘-IeCKI/Iﬁ METOA, Uurpaer
Ba’KHYIO POAb B COKpaIlleHWH OIyXOAEBOM MacCHl (IIMTOPEAYKTHBHAs OIllepariys,
HaAOKeHHe 00XOAHOTO @aHAaCTOMO3a) U MOJKET OBITh MCIIOAB30BAH IIE€peA UAU Ia-
PAAAEABHO C A€KApCTBEHHBIM AedeHHeM. Ecam ypaercsa nmpoBecTu pesekiuio RO,
IIOTEHIIMAALHO IleAeco00pa3Ho yAareHme MeTacTa3oB. K APyTMM Ba’kKHBIM ITHTO-
PEAYKTUBHBIM METOAAM OTHOCATCS PaAMOdYacTOTHad abaanus (RF-annmamkaTopoM),
Ad3epHas Tepamnus U 3MOOAW3aIua/XUMHUOIMOOAM3alMg MeTacTa3oB nevenu [III,
B]. TpaucnraHTaUA IeYeHU MOJKET PACCMATPUBATBECA B OTAEABHBIX CAyUYasaX (MO-
AOABIE TAITMEHTHI 6€3 IOATBEPFKAECHHOI'O PaCIIPOCTPaHeHNUs IIPoIiecca U pe3eKIiue
nepsuyHoOi onyxoau [III, B].

* /\edeHHe LIUTOCTATUKAMU HUMeeT OIPAaHUYEHHYIO 3((PEKTUBHOCTH IIPU AECUEHUU
I'STI-H20 ¢ HU3KOM CTeNeHbI0 IpoArudepanuy, TaKUX KaK TUIIUYHbBIE KapIIUHOU-
ABL cpepHel kuiikM (midgut) (wactora orBeToB ~ 10-15%), OAHAKO ABASIETCSA CTAH-
DAPTOM AASI 3AOKQUECTBEHHBIX d9HAOKPHUHHBIX OITYXOAEH ITOAJKEAYAOUHOU JKeAe3El
(sacroTta orBeTOB ~ 30-50%). B HacTogllee BpeMsa NIPUMEHSAIOTCS CACAYIOLIUE IIH-
TOTOKCHYECKHE IIpemapaThl: cTpenTo3oTonuH (STZ) + S-dropypamnun (5-DVY) /
pokcopyounuH (DOX) (wacrora oTBeTOB ~ 30%), TEMO30AAMUA B MOHOTEPAIIUU UAK
B KOMOMHAIIMU C KalleIuTabuHOM (4acToTa OTBETOB ~ 35-40%). [1pu Huszkopudde-
pennupoBaHHBIX onyxoaax (WHO 3) Hauboaee 4acTO B Te4eHUE KOPOTKOTO Bpe-
MEHU NIPUMEHSIOTCS IHUCIAATUH / OKCAAMIIAQTUH + O3TOIO3UA (YacTOoTa OTBETOB ~
40-60%).

+ bBuoTepamnusga aHaroraMu COMaTOCTaTHHA M O.-MHTep(epoHaMu B OTHOIIIEHUM acCo-
IMMPOBAHHLIX KAMHHUYIECKUX CHHAPOMOB, OOYCAOBAEHHBIX IIPOAYKIIHIEH W CeKpe-
e TOPMOHOB (KapUUHOUAHBIN cUHAPOM, BMITomMa, TAIOKAaroHOMHBINM CUHAPOM)
00AapaeT AOKa3aHHOU 3(h(EeKTHHOCTBIO IPUMEPHO y 60% nanueHToB. [IpuMeHeHUE
9THUX IPenapaToB 06CYyKAAAOCDH IIPU TOPMOHAABLHO HEAKTUBHBIX OITYXOASX, OAHAKO
HeAABHUE MCCACAOBAHUS CBUACTEALCTBYIOT O CIIOCOOHOCTH COMAaTOCTATHMHA ITOAQ-
BAATH npom/nbepaumo IIPU TOPMOHAABHO AKTUBHBIX 1 TOPMOHAABHO HEAKTHBHBIX
onyxoasx (uccaeposanre PROMID) [1I, B]. KomOuHanusa aHaAOTOB COMATOCTATUHA
U o-uHTepdepoHa nmokasanra 3PPEeKTUBHOCTL B ACUEHUM IMAllMEeHTOB C PEe3UCTEHT-
HOCTBIO K APYTHM IipemniapataM. boaee Toro, a-mHTepdEepOH yBeANUYNBAET KOANYIE-
CTBO @KTUBHBIX PELIENITOPOB COMATOCTaTUHA 2-ro Tuna [III, B].

+ AedeHme C UCIOAB30BaHMEM HECYIIUX PAAUMOHYKAUALI OEAKOB, CBSI3LIBAIOIIUXCS C
penenrtopamu onyxoau (PRRT), Mo>xeT moMoub IarjueHTaM, y KOTOPBIX IPU CIJUH-
TUrpaum perenTopoB COMaTOCTaTHHA OIPEAEASETCS BEICOKAasI CTEIIeHb IIOTAOIIe-
Hug [III, B]. Tounag poas PRRT poakHA OBITE OIIpepeAeHa OyAYIIMMEU PAHAOMU3H-
POBAHHBIMU NCCACAOBAHUSIMMU. oToT BUA A€UEHUS IIPUMEHSETCS B KaueCTBe BTOpOI‘/II
AVHUU XUMHUOTEPAIINU.

+ Ang reuvenud 'OIT-HOO npuMeHAANCH aHTHAHTUOTEHHBIE IIpenapaThl (OeBanusy-
Ma0, cyruTrHUO) u uHruoutopsl m-TOR (RADO001, sBepoAauMyC) € 4aCTOTOM OOBEK-
TUBHEIX OTBeTOB 10-20%. AAropuTM AeueHusa npuBeAeH Ha Pucynke 1. OH ocHOBaH
Ha Kraccudukanuu WHO u pekomeHpanusax EBponelickoro o0mecTsa 1o u3yde-
HUIO HEUPO3SHAOKPUHHBIX OITyXOAEH.

OueHka 3P PEeKTUBHOCTM JIeueHUd

+ OTBeT Ha IIPOBOAMMOE A€YeHHEe AOAKEH OBITh OILleHeH IIPK IIOMOUIU OIpeae-
AeHHUS OMOXMMHUYECKHX MapKepOB U HCIOAB30BAHUS METOAOB BHU3YaAU3AIUU.
XpoMorpaHuH A gBASeTCS Ba’KHBIM U CTAOUABHBEIM MapKepoM, AUHAaMUKY KOTOPO-
IO MOJKHO IIDOCAEAUTH IIPU AAUTEABHOM A€UYEHHU IOPMOHAABHO AKTUBHBIX U He-
akTuBHBIX onyxoaelr. KT u MPT npusHasbl CTaHAGPTOM OLleHKU 3(PHEKTUBHOCTUA
A€YEHUS.
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HaGnopeHue

HpI/I A€UEeHUHU TUTOTOKCUYECKUMU npenapaTaMH AN 6H0Tepam/m IIageHThI AOAJK-
HBI HAOAFOAATBCS C MHTEPBAAOM 3 MecsIla A OIIeHKU OTBETa Ha ITPOBOAMMOE Aede-
Hue. OTo npuMeHUMO U K PRRT-Tepanuu. ITanmeHTOB, IepeHECIINX PAAUKAABHOE
XUPYpPTrU4ecKoe BMeLIaTeAbCTBO, HEOOXOAMMO HAOAIOAAThE KaXAble 3 —6 MecsleB
0oaee 5 reT. Kaskaple 3 MecsIla Hy’)KHO IPOBOAUTH OMOXUMUUYECKOE UCCAEAOBAHUE,
KaskKAbIe 6 MecsiIeB — MEeTOABI BU3yaAU3aIii.

Pucynok Nel. Axroputm Aedenus I'ITT-HIO.

ran-Ha0 |

!

Xupypruyeckoe neyeHue (pe3ekums, yaTopeaykTuBHas onepauus, amoonusauus) |

Y Y Y

10.

WHO 1 WHO 1 -2 WHO 3
Ki-67 < 2% Ki-67 < 3-20% Ki-67 > 20%
BuoTtepanus XumuoTepanus XumuoTepanus
- AHanoru comartoctatmHa (AC) - CTPENTO30UnH + 5-DY LincnnatuH + aTonosng,
- o-NdH HokcopyGuum Temo3zonamug, + kaneumTabuH +
- KoMmGuHaLmm: - CtpenTo3oTouuH + RADOO1 6eBaunsymad
- AC + a-UIdH - Temo3onamug, + kaneuntabuH AC o519 CUCTEMHOIO KOHTPOSIS
AC o519 CUCTEMHOIO KOHTPOSIS
- AC + aBeponumyc
- AC + 6e3auunsymad
TapreTHas nyyeBas Tepanus
Lu 177 DOTA-okTpeoTaTt, YO0 DOTATOC
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