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0O0630p MUTEPATYPHI MOCBSIIEH COBPEMEHHBIM MpobieMaM KiaccuuKauy, IMAaTHOCTUKY U JIeUeHUsI HEHPOIHIO-
KPUHHBIX OTyXOJeil MOMXKeTy10uHOol Kene3bl. COrTacHO COBPEMEHHBIM BO33PEHUSIM BCE HEPOIHIOKPUHHBIE OTTy-
XOJIH TTO/IKETYTOYHOM JKeIe3bl, UMEIOINe KIMHUIECKUE TPOSIBICHUS U (UI1) BBISIBISIEMbIE TIPU MTOMOIIN JTyYeBBIX
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Review is devoted to current problems of classification, diagnosis and treatment of pancreatic neuroendocrine
tumors. According to modern views, all pancreatic neuroendocrine tumors over 5 mm or those followed by clinical
manifestations are biologically malignant. It is shown that certain proportion of pancreatic neuroendocrine tumors
are non-functioning. Diagnosis of neuroendocrine tumors is highly difficult issue. Currently, surgery is only radical
and adequate approach for functioning pancreatic tumors. Need to optimize diagnostic and surgical algorithm for
improvement of outcomes in these patients is emphasized.
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Bsenenne

B Hacrosimee BpeMsi OTMAarHOCTHUKA M JICUYCHHE
HEeUpPO3HIOKPpUHHBIX omyxoieir (HDO) spiasiorcsa
OIHUMH U3 HauboJIee CIOKHBIX U aKTyaJTbHBIX TTPO-
6JIeM B COBPEMEHHOI OHKOJIOTUM M SHIOKPUHOJIO-
run. Bospacrarommii natepec K HOO cBsizaH ¢ Tem,

100

yTo 3a nociueaaue 30—35 et 3a001eBaeMOCTh B MUPE
3HauuTesbHO Bo3pocia. .M. Modlin u coaBt. [I]
rokazajaud yBeandeHue 3adoseBaeMoctu HOO 3a
30 net 6osee yeM B 5 pa3 (¢ 1,09 Ha 100 TbiC. Hace-
nenust B 1973 . mo 5,25 na 100 Tteic. B 2004 L),
YTO, BEPOSITHO, CBSI3aHO C YIYYIIIEHUEM TUAarHOCTH -
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YECKMUX BO3MOXHOCTEH BCJICICTBUE MPUMEHEHMS
nMmmyHorucroxumndeckux (MI'X) wuccremoBaHmii
W COBEpIICHCTBOBAHMEM M300pa3UTEIBHBIX METO-
TIOB.

IMTankpeatnueckue HOO mnpencraBiastioT coboit
TeTepOTeHHYIO TPYIIY SIHUTEIUaJbHBIX 3JI0Kave-
CTBEHHBIX HOBOOOPA30BaHMI, KOTOPHIC Pa3BUBAIOT-
Cs M3 HeMPOIHIOKPUHHBIX KJIETOK TTOMKEITyI0OYHON
xkeinesbl (I12K) [2, 3]. Ha ux monio npuxoaurcs npu-
MepHO 2—5% ot obmiero yuciaa omyxoneir ITXK,
a yacrota coctasisier meHee 1 Ha 100 Teic. Hacene-
Hus B rof [4]. Onyxoau He IeMOHCTPUPYIOT 3aBUCH -
MOCTH YacCTOTBI OT TI0JIa TMAIlMEHTOB M MOTYT OBIThH
BBISIBJIEHBI B Pa3IMIHOM BO3pacTe, MUK 3abojeBac-
Moctu Tipuxoautcst Ha 30—60 net. Crienyer oTme-
™ITh, 4T0 HOO 1K nmeroT BeipaXkeHHYI0 HeiipOo3H-
TOKPUHHYIO T (GepeHITMPOBKY, KOTOpast TTPOSIBIISI-
€TCST 0COOCHHOCTIMU MOP(OIOTHUECKOMN CTPYKTYPBI
Y UMMYHOTUCTOXMMHUYECKON 3KCIpeccrueil CUHar-
TopU3MHA, a TaKKe B OOJIBIIMHCTBE HAOMIOACHUIA
XpoMorpaHruHa A. DTa TpyIIia Omyxoyiei BKIoJaeT
3JI0KaYeCTBEHHBIE BBICOKOAM (P depeHIIMPOBaHHBIC
HEMpPOIHIOKpUHHBIE HOBooOpaszoBaHus (HOH),
KOTOpBIE HA3bIBAIOT MAHKPEATUIECKUMH HEMpOIH-
JOKPUHHBIMM OITyXOJISIMU, M HU3KoauddepeHIm-
poBanHbie HOH, kxoToprie 0ObemmHSIET TEPMUH
“maHKpeaTUYeCKUil HEUPOIHAOKPUHHEIN pak” (Kap-
uuHoma, HOP IT2XK). HOO ITXK saBnsioTcst B OCHOB-
HOM MEIJICHHO PacTYIIMMHM HOBOOOpPa30BaHUSIMU
C TIOKa3aTesIsIMU OOIIei TISITH-, TeCATH- W ITBaIIa-
THieTHeN BbKMBaeMocTu 33, 17 u 10% cooTBeT-
crBeHHO [4]. IlomuepkHeMm, 4TO XUPYpTUYECKOE
BMmemaTteabcTBO Ha 12K mpu HDO 3HauuTenbHO
yIIy4dIaeT 3TH moKasateiau. Hampotus, mipu arpec-
cuBHOM U ObIcTpO pactyiieM HOP I12K npomomku-
TEJbHOCTb XKM3HU TAllMeHTOB PEIKO MpeBbIlIaeT
onuH rox [4, 5].

3HauutenbHas yactb HOO ITDK sBisitorcst He-
(DYHKUIMOHUPYIOIIUMH, T.6. HE CEKPETUPYIOIIMMU
B KPOBb pa3IMIHBIC TACTPOMHTECTUHATILHBIE TOPMO-
HBI U TIOJTUTICTITUIBI, M BCIEACTBHE 3TOTO HE COIIPO-
BOKIAIOTCS XapaKTePHBIMU KITMHUICCKUMU TIPOSTB-
neHusMu. OITyXOoJIH, acCCOIMMPOBAaHHBIE ¢ KITWHU-
YeCKUMU CUHAPOMAaMU, BEI3BAHHBIMU aHOMAaJIbHOM
MMPOAYKIIMe TOPMOHOB, paccMaTPUBAIOT KakK
¢dyuxkumonupyromne HOO I12K. K HuMm oTHOCAT
MHCYJIMHOMY, TaCTpUHOMY, TiioKkaroHomy, B ITomy
U Ipyrue, 6oiee peakue HoBooOpa3oBaHus. B psme
HabmoneHU HePYHKIMOHUPYIONINE OITyXOJIU
oOHapyxuBaloT ciaydaiiHo [6, 7]. HedyHKumnoHu-
pytonire HOO IT2K He accoliunupoBaHbl ¢ KIMHUYE-
CKUMM CHHAPOMAaMM TOPMOHATBEHOM THIIEPIIPOIYK-
UM, HO TIPU OTOM MOTYT CEKPETHUPOBATh TTCIITHI-
HbIe TOPMOHBI T OMOTeHHBIE AMIHBI B KOJIMYECTBE,
HEIOCTAaTOYHOM IUTSI TOTO, YTOOBI BEI3BAaTh COOTBET-
CTBYIOIIIE CHUMIITOMBI W TIapaHEeoILIaCTUIeCKIe
cuHapoMbl. OOpa3zoBaHMs MeHee 5 MM OOBIYHO
SIBIITIOTCA HEe(YHKIMOHUPYIOITUMA W 0003Hava-
JOTCS KaK HEWPOIHIOKPWHHBIE MUKPOAICHOMBI.

ITo mocimenHUM OAHHBIM, HE(GYHKIMOHUPYIOIINE
HBO0 IIXK cocrasisiior 6os1ee 60% o yucia Bcex
HEMPO3HIOKPUHHBIX HOBoOOpa3zoBaHuii 112K [4].

Hcropusa nzyuenus H20 mpomomkaercs Goee
110 met. B 1907 1. S. Oberndorfer BriepBble npeaio-
KU TepMUH “KapuuHouna” Ijisi 0003HAYEeHUs WH-
TECTUHAIBHBIX OITyXOJIe C MeHee arpecCHUBHBIM,
YeM y aZeHOKapIUHOM, KIWHUYECKUM TCUCHUEM.
DHIOKpUHHAS TIPUPONIA STUX OIMyXOoJiel OblIa M0-
kazaHa MepauHroMm B 1938 1. B 1969 . A. Pearse
MPEeAJIOXMII HCII0JIb30BaTh abOpeBuarypy APUD
(Amine Precursor Uptake and Decarboxylation) njs
KJIETOK, CITOCOOHBIX TPOAYIIMPOBATH HEMpPOHCIIE-
nMpUIeCcKre MOJUTIeTITUIHBIE TOPMOHBI I OMOTeH-
HbIe aMUHBI.

Knaccudukanus

CyuTalT, YTO OINpeaeseHue OUOJTOTUUYECKOTO
noteHuuana 3jokayecTBeHHocTM HOO sBasercs
HauboJiee CI0XHON TUAarHOCTUYECKOM ITPOoOIeMOIA.
B cooTBeTcTBUM ¢ COBpEeMEHHBIMU MPEICTABICHMUS -
MH, OTpaxXeHHBIMM B Kiaccudukanusax WHO,
ENETS, AJCC [8, 9], onpeneneHue cTeneHu 3J10-
KauyecTBeHHOCTH 3Tux omyxojeir (Gl, G2, G3)
OCHOBBIBAIOT Ha OIIEHKE MOP(MOJIOTUH U OIpenese-
HUM nponudepupymolein ¢ppakiuu (YpoBHSI MUTO-
TUYECKO akTUBHOCTA M nHaekca Ki-67) [10]. B Ha-
cTosIIee BpeMsl ONMyOJMKOBaHA YeTBepTas pelaak-
mus knaccudpukanuu BO3 (2017) sHOIOKpUHHBIX
OITyXO0JIeil, B KOTOPYIO BKJIFOUeHa HOBast MH(pOpMa-
LIMST B OTHOIIIEHWW OCHOBHBIX KaTeTOPHUI HEMpOIH-
IOKPUHHBIX HOBoOOpazoBaHuii 12K, cucremsbl rpa-
JAlMK, a TakXKe ONpeneeHNs CTaIui 3TUX OITyXO-
neii[11]. Cucrema TNM HOOILK, npencraBineHHas
B kimaccudukanun BO3 (2017), coorBeTcTBYET 8-
pEeNaKIIMi PYKOBOICTBA IO OMPENCTICHUIO CTaauu
3okauecTBeHHBIX omyxoieit AJCC/UICC u corna-
cyercs ¢ kiaccuduxkanmein TNM, paszpaboraHHOI
ENETS [12, 13]. Job6aBum, 4TO KiaaccupUKaLIUs
TNM HOBP II2XK cooTBeTcTBYyeT KpUTEPUSIM IJIs
orpeneIeHNs CTaIuy TIPOTOKOBOM aleHOKAPIIMHO-
Mol 12K [14]. IIpuBoaum 3T KnaccupuKalmuy.

Mexaynapoanasa knaccuduxanus HOO0 I1K
no BO3 [15]

ITankpeaTnyeckast HEMPOIHIOKPUHHAS
MMKpOaZeHOMa

Heiiposnnokpunnas onyxonb (NET)

NET G1

NET G2

Hedynkunonupytomas NET G1, G2

HeiiposHnokpunHas kapurnHoma (NEC)

Kpynnoxnerounas NEC

Menxkoknetounass NEC

CeporonnHnponyuupytomas NET (kapumHonn)

TacTpunoma

[rokaronoma

HMucynunoma

ComaTocTtaTuHOMA

BUTIloma
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B a1y k1accugukanmio 10MoJIHUTEILHO BBEASHA
CTENeHb 3J0KAYeCTBEHHOCTH TaHKpeaTUYeCKUX
omyxoneii (G1-3), ocHoBaHHAsI Ha OLIEHKAX CTeIle-
HU 1uddepeHINPOBKY (MUTOTUYECKOTO MHAEKCA)
u niposndepaTuBHoii aktuBHOCcTH (Ki-67) omyxonu.
CoOOTBETCTBEHHO ObLIM BbIIEJIEHBI BEICOKOIUMde-
pernnupoBanHbie HOO HU3KOI cTeneHu 370Kayde-
crBeHHOCTH (NET G1 n G2) [16] u Huzkogudde-
pPEHIIMPOBAHHBIE HEMPOIHIOKPUHHBIE KaPIIMHOMBI
(MEeTKOKJIETOYHBIE W KPYITHOKJIETOUHBIE) BBICOKOM
crereHu 3i0kavyectBeHHoctu (NEC G3) [17].
Crenyet MogYepKHYTh, YTO KAPIIMHOMIHBIE OITyXO-
JIA BBIJIEJIEHBI B TPYITITY KaK CEPOTOHMHITPOAYIIAPY-
roime HOO [18, 19]. B Hacrosiee Bpemsi TepMUH
“kKapumHoua”’ MCIIONB3YIOT Mg OOpa30BaHMiA
KenynouHo-kuireuHoro tpakTa (ZKKT) Toinbpko kak
CHHOHMM BBICOKOAM(PDepeHIINPOBaHHON Hepo-
SHIOKpUHHOI omyxom G1, BHe 3aBUCUMOCTHU OT
MPOAYKIIMU cepoToHrHa [20, 21].

Knaccudpukanug BO3 (2017) u rpananus [TanHOH TT2K
[11]

MuroTnyecKuii
HHJIEKC

WNnpekc
Ki-67, %

Bricokomuddepennuponannbie [TanHOH:
nankpeatuuyeckue HOO

Grade

1. HBO ITX G1 MeHee 3 MeHee 2
2. HBO ITX G2 3-20 ot 2 o 20
3. HBO ITX G3 oonee 20 oonee 20

Huskomuddepenuuposannsie [lanHOH:
naHkpearnuyeckuii HOP
HBDP ILK G3 oonee 20 oonee 20
MenKOKJIETOUHbIA TUTT — —
KpynmHOKIIETOUHBII THTT — —
CMelraHHbIe HEMPOIHIOKPUHHbBIE
1 HEHEeMPOIHIOKPUHHBIE OTTYXOJIN

Tpumeuanue. npexc nponudepannu Ki-67 6azupyetcst
Ha oueHke Oosee 500 kieTok B obOjacTsax HaubOoJiee
BBICOKOTO CKOIUIEHUSI siiep. MUTOTUMYECKUIl WHAEKC —
Ha olLeHKe MUTO30B B 50 TOJISIX 3peHUsT TIpU OOJIbIIOM
yBeamdeHun (0,2 MM2) B 00J1aCTSIX HAMOOJIbIIEH TITIOTHO-
¢ty 1 BbIpaxaercs Kak Muto3bl B 10 HPF (2 mm?). Grade
OIIpe/ieJisieTCsl Ha OCHOBAHUY HAaMBBICIIETO MOKA3aTesl.
Hnst oueHku uHaekca Ki-67 pekoMeHIyeTcsl IMOACYET
C UCIOJIb30BaHMEM pacreyaTaHHOTO U300paXKeHUsI.

Knaccupukamus HDO ITK no cucreme TNM [12]

TX — omyxosib He MOXET OBITh OlLIEHEHa

TO — HeT MpU3HAKOB MEPBUYHOMN OITYXOJIU

T1 — omnyxosab orpaHUYeHa Xeje30il 1 MeHee 2 CM

T2 — omyxoib orpaHuyYeHa XXeJae30i 1 pa3mepom 2—4 cM

T3 — omyxojb orpaHruYeHa XeJie30ii 1 6osee 4 cM Win
MPOpAacTaeT B ABEHAIIIATUTIEPCTHYIO KUIIIKY WU
JKETYHbIE MPOTOKHU

T4 — omyxoib pactipoCTpaHsSIETCST Ha IPYTHe OPraHbI
WM MarucTpajibHblE COCYIbI

NX — pernoHapHbIe TUMQPOY3IbI HE MOTYT OBITh
OLIEHEHbI

NO — HeT MeTacTa3oB B JIMMOOY3JIbl

N1 — MeracTtasbl B perMOHapHbIX JIMMdoy3aax

MO — HeT oTHaJeHHBIX METACTA30B

M1 — otnmaneHHbIE MeTacTa3bl
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Knaccupukamsa HDO I1K no cranusam
(G. Rindi u coasr., 2006) [12]

Cragus T N M
I T1 NO MO
1A T2 NO MO
11B T3 NO MO
IT1A T4 NO MO
11IB JI1o6oe T JIro6oe N M1

CoryacHO COBpeMeHHBIM Bo33peHusIM Bce HOO
I12K, nMmeroime KIMHUYeCKe MPOosIBICHUS (B BUAC
CHHIPOMOB, OOYCJIOBJICHHBIX MPOMYKIIMEH CITeIH-
(bryecKx TOPMOHOB; TTOBBIIIEHUST YPOBHS TOPMO-
HOB B KPOBHM 0¢3 KIIMHUYECKUX TIPOSIBJICHUIA; B BUIIE
TIPU3HAKOB OOBEMHOTO 00pa30BaHMS B Pa3TUIHBIX
otnenax I2K) u (unm) BBISIBIsSIEMBbIE IPU ITOMOIIN
JIy4eBbIX METOIOB UCCAENOBaHUS (>5 MM), SIBJISIIOTCS
3JT0KaYeCTBEHHBIMM TT0 CBOEH OMOJIOTUH, TIOCKOJIBKY
MMEIOT BBICOKMIA TIOTEHIIMAI K METacTa3MpOBAHUIO.
YMECTHO MOMYEPKHYTh, YTO KIMHUUECKOE TeUeHUE,
nposieneHuss HOO0 IT2K moryt ObITh O0J1ee i MeHee
3JT0KAYeCTBEHHBIMU B 3aBUCUMOCTH OT TTPOMYKITNU
OMOJIOTUYECKN AaKTUBHBIX BeIIeCTB (TOPMOHOB
Y TIETITUIOB) Y Pa3BUTHST COOTBETCTBYIOIINX CHHIPO-
MoB. boiee Toro, ormeTM, 4To BhIcOKOAU(dEpeH-
mupoBaHHble HOO u HuzkomuddepeHunpoBaHHbIE
HOP, coriacHo cOBpeMeHHBIM JaHHbIM, MUMEIOT
Pa3IUYHBIA MEXaHM3M pa3BUTUs U moaTomy HOO
B TIpoIiecce TIPOTPecCur He MOTYT nennddepeHII-
poBaTbCAd MO KapuwHOM. [IpMHSTO cYMTaTh, UYTO
MOOPOKAUYeCTBEHHBIMU SBIISIIOTCS TOJIBKO Te HEHpo-
SHIOKPUHHBIE MUKPOKAPIIMHOMBI — TOPMOHAJIBHO
HEaKTUBHBIE OMYXOJU pazMepoM <5 MM, KOTOphIE,
KakK TIPaBWJIO, BBISIBJISTIOT CJIIyYaifHO TIPW ayTOTICUU
[7], T.e. B KIMHUYECKOM MPAKTUKE Bpaul C HUMU He
crankuBaiorcss. HOO TK takke mMoryr ObITh Top-
MOHAJIbHO aKTUBHBIMH 1 HE(PYHKIIMOHUPYIOIIIUMMU.

DTHOJIOTUA U ATOreHe3

DTUOJOTUS M TIaTOTeHe3 3J10KaYeCTBEHHBIX
HBO0, kak u n1pyrux KapLuHOM, CBSI3aHbI C HAKOII-
JIECHMEM COMATMYECKUX MyTaIii B OHKOTeHAaX 1 aH-
THOHKOTeHaX. MHOTrMe XapakKTepHbIe IS KapIiv-
HOM HapyIIeHWs, B YaCTHOCTH, ACJICIINU yIaCTKOB
XpOMOCOM (TIOTePH TeTePO3UTOTHOCTH), METHIIMPO-
BaHUE PETYJISITOPHBIX 00JacTeil reHoMa, aHOMaJIuU
SKCITPECCUM TEHOB, OOHAPYXKWBAIOTCS U B HOBOOO-
pa3oBaHUSIX HEHPOIHIOKPUHHOTO TIPOMCXOXKIIE-
HUSI, OMHAKO CJIEMTyeT OTMETHUTh, YTO B TTOCIICTHEM
cJIydJae TIOJAaBJISTIONIAasl YacTh M3BECTHBIX Ha CEroi-
HSITHUI JeHb TEHOMHBIX Ne(EeKTOB He TPOSIBIISET
Kakoi-nmmbo crneunduuHoctn [6]. B Hacrosiee
BpeMsl HaumboJyiee 3aMETHBIMU SIBJISTIOTCS YCTIEXU
B 00JlacTH MIEHTU(UKAIIMNA TeHETUISCKUX JIeTep-
MMHAHT MHOXECTBEHHOI SHIOKPMHHON HEOTIa3un
(MBH) nacnenctBeHHOro Xxapaktepa. Ilpumeua-
TEJTBHO, YTO TEHBI, 3aPOIBIIIeBbIC MyTallUN B KOTO-
pPBIX OBUTM BBISIBICHBI TPU HM3YYEHWH CEMEWHOTO
paka, UTparoT KITIOYEBYIO POJIb M B TTATOTEHE3¢ CITO-
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pPagMYECKUX OIyXOJIeil, IMpY 3TOM MYTallus HOCUT
He HaCJIeACTBEHHBINM, a CIIOpagndyecKUii XapakTep.
CrenyeT MOAYEPKHYTh, YTO HOCUTEILCTBO T'epMU-
HaJIbHOM MyTauuu (MyTallMd B TTOJIOBBIX KJIETKAX)
SIBIISIETCS] €AWHCTBEHHBIM M3BECTHBIM (haKTOPOM,
yBeInuuBalomum puck HOH. Baemnue ¢axropsl,
TaKMe KakK aJIkoroJib, KypeHue, MpOU3BOJICTBEHHbBIE
BPEIHOCTH, HE BIUSIOT Ha pa3BUTUE STUX HOBOOO-
pa3oBaHUM.

B 10—20% wmab6monenuit BeiIcOKoAUMhepeHIT -
poBanHble HOO IT2K MoryT ObITh accOLMMPOBAHbI
C TEHETUYECKU [eTePMUHHPOBAHHBIMU HaCIEI-
CTBEHHBIMU CHUHAPOMaMH, TaKuMu Kak MOH 1-ro
HIa, cuiapoM ¢ox Xunnensa—JAunnay, Hefipodu-
Opomaro3 1-ro Tuma, TyOepO3HBI CKJIEPO3, IJII0-
KaroH-KJIeTOUHAasl AUCIUIa3us W Heolwiazus [4].
HB0O moryr BO3HHMKATL CIIOpaIMYecKW WM KakK
MPOSIBJIEHWE HACIEACTBEHHOTO cuHapoma MOH.
HauGounplylo M3BECTHOCTh MOJYYUIIM MYTALlUU
reHa MOH-1, nexaimue B ocHoBe cuHapomMa MOH
1-ro tnma. CUHIPOM SIBJISIETCS HACJEICTBEHHBIM
AyTOCOMHO-JIOMUHAHTHBLIM 3a00JIEBAHMEM C BBICO-
KO CTEMeHbI0 TIEHETPAHTHOCTH U XapaKTepU3yeTcs
pa3BUTHEM aIeHOM IIUTOBUAHOM Xene3bl, HOO
racTpoITaHKPeaTOAYyOAeHAJTLHOM 30HbBI, a TAKIKE OITy-
xoJieil runocdusa [22]. Hanpumep, mipu oOHapyxe-
HUW MYyTalliM WHIVBUAYAJIbHBIA PUCK TTOPAXKEHUS
MapalllUTOBUIHBIX 3Keyie3 cocTapisieT nopsiaka 90%,
T.e. TICHETPAHTHOCTh MYTAHTHOTO TI'eéHa WCKITIOUM-
TeJbHO BbICOKa [6]. OTMETUM, UTO TaKue HOBOOO-
pa3oBaHUs, KaK racTpUHOMA, MHCYJMHOMAa, IIpO-
JIAKTUHOMAa, HAOJII0al0TCSI MEHEE YeM Y TIOJIOBUHBI
Hocutesiei nedexkroB rena MOH-1 [3]. Ien MOH-1
KOIMPYeT OeJI0K, YYACTBYIOLIWI B PETYJISIUN Lie-
JIOCTHOCTH KJIETOUHOro reHoma. Kpome 3torO,
OH OCYIIECTBJISICT KOOPAWHALIMIO TPAHCKPUIILINU
psiga reHoB. CliefyeT elle pa3 OTMETUTh, UTO MyTa-
oy B reHe MOH-1 BBIIBISIOTCS HE TOJBKO IIpU
ceMeMHBIX HEOIUIa3UsIX, HO U B Ka4eCTBE COMaTU4e-
cKoro coOwiTus B cropagndeckux HDO. Baxwo
MOMUEPKHYTh, UYTO WUACHTU(UKALIUS HOCHUTEIeH
MOBH-1 HeobxoauMa MCKITIOUUTEILHO TSI OPTaHU-
3alM1 Mep 10 PaHHE IMarHOCTUKE OIyXOJeit; TIpo-
(pumakTMUeCcKMe XMPYPrUYeCKHe BMEIIATebCTBA
npu cuaapome MOH 1-ro Tuma He ipoBoasiT [6].

CornacHo nociegduM nadHHbIM ig HOO T1K
XapaKTepHBI crieU(PUIHbIE TeHETUUECKKE HapyIle-
HUSI, TakKue Kak MmyTranuum reHoB MENI, DAXX
n ATRX, a TakKe T€HOB CHUTHAJbHOTO IIyTU
mTORTSC2, PTEN n PIK3CA. Takxke 1060aBUM, 4TO
reHetndeckue HapyueHuss B HOP I12K 3nauurens-
HO OTJIMYAIOTCS OT TeX, KOTophle HabmomaoT B HOO
II2K, u mpencraBieHbl B OCHOBHOM MYTallUSIMU
TeHOB, BOBJIEYEHHDBIX B KJIETOYHBIIM LIMKJI, TAKUX KaK
TP53, RBIu CDKN2A (p16) [4].

[TpuunHoit cunapoma MOH 2-ro Tuna, Kak mpa-
BIIIO, IBIIIETCS akTuBaums reHa RET. Heobxommmo
00paTUTh BHMMAaHME Ha HEOOBIYHOCTH ITOJOOHOI
cutyaunu. M3BeCTHO, UTO B OCHOBE ITaTOreHesa

HACJIEICTBEHHBIX OIYXOJEBBIX CUHAPOMOB JICKUT
HE CTUMYJISLNS (DYHKIIMA OHKOTeHa, KaK B JaHHOM
CUTyallMW, a WHAKTUBUpYIOIlee AeHCTBUE, MUIIE-
HBIO KOTOPOTO SIBJISIETCS TeH-cyIpeccop. Hanbomee
XapakTepHas yepTa cuHapoma MOH-2 — Beicokas
4acToTa MEAYJUISSPHBIX KapLUHOM IIUTOBUIHON
xkene3bl. Ilomumo rena RET cunapom MOH-2
MOXET MHULIMUPOBATHCS MyTalUsIMU B reHax VHL,
SDHD v SDHB [6].

Kmanageckas KapTHHA U JUATHOCTHKA

Heob6xomnmo mocienoBaTelbHO PEIATh TP 3a-
Ia4y: YCTAaHOBUTH CHHIPOMHBIN OWarHo3 (IIpu
(DYHKIIMOHUPYIOIIEH OITyX0JI1), TIPOBECTH TOTTNIEC-
KYIO TMarHOCTHKY, ONPEACIIUTD JICUCOHYIO TaKTHKY.
Kaxk npaBmio, Hemalble TPYIHOCTH BO3HUKAIOT TIPU
IWarHocTuke cuHapoma MOH, 4dacTeio KOTOporo
apisiercss HOO TTK [22]. Bo3amoxHOCTH OOJIBIITNH-
CTBAa COBPEMEHHBIX METOIOB HOOTEPAIIMOHHOMN
TOMMYECKON MMArHOCTUKHU mpeBbImamT 50—60%,
a pa3MyHBIe COYETaHUS WX KOMOMHMPOBAHHOTO
MMPUMEHEHMUSI ITO3BOJISIOT JIOKAIN30BaTh 10 80—95%
H30 u ux ornanenHsix Metacta3on [23]. B HacTos-
mee BpeMs PEKOMEHAYIOT CIEAYIONIN alTOPUTM
muarHoctTuku HOO [24]. IlepBolil aTan — n3ydyeHue
aHaMHe3a, (U3NIecKoe MCCIeIOBaHNE, TTPEATIONO-
JKEHHE O BepOSITHOCTH 3a00JIeBaHMST Ha OCHOBAaHUM
KIMHUYECKUX TaHHBIX. BTopoit aTanm — maboparop-
Has MUarHOCTUKA: WCCIeI0BaHMEe TOPMOHATBLHOTO
MpoOWIsT — OMOXMMUYIECKOe MCCIIeIOBaHNE KPOBU
IUTST OTIpeNiesIeHUsT YPOBHS XpOMOTpaHWHA A, cepo-
TOHWHA, HEUPOHCTEIM(PUIECKON SHONA3BI, Kalb-
LIMTOHWHA, a TAaKXe CIeM(pUIECKIX MapKepOB pas-
JIMYHBIX TUNOB HOO (CHIBOPOTOYHBIN KaJbIIUM,
MapaTrOpMoOH, TIAHKPEATUUYEeCKUM TTOJUTIETITHI,
MIPOJIAKTUH y KEHIIWH, TaCTPUH, TJIIOKATrOH, MHCY-
JIVH, KaJTbIIMTOHWH U Ap.) ¥ 9KTOITMUYECKUX TOPMO-
HoB (AKTI, comaTocTtaTnH, HEMPOTEH3UH U [Ip.).
Taxkke BBITIONHSIOT MCCENOBaHNE CYTOUHOM MOYHU
JUTST OTIpeNiesIeHMsT SKCKPElMn MeTaboInTa cepoTo-
HUHA — S5-TUAPOKCUMHIOTYKCYCHOW KHCIIOTHI.
Tpetuit aTam — WHCTpYMEHTaJbHAs TUArHOCTHKA.
Mt moncka ucnonb3yoT Y3U [25], KT [21] u MPT
[26, 27], pangnoOU30TONHbIE METOALI UCCIICIOBAHMSI.
B CIOXHBIX CUTyallMsIX PeKOMEHIYIOT HCIIOb30-
BaTh CEJIEKTUBHYIO aHTHOTpaduio HAAIIOUYCIYHUKOB
u [19T. Taxke npumensitor DI C, KOJIOHOCKOIUIO,
OMOTICUIO OYaroB MOPaKEHUST WIN OIePalliOHHYIO
OUOTICHIO IS TIOTYJIeHUs 0Opa3lloB TKAHU OITYXO-
JIA. BBITIOTHSAIOT TOMMMYECKYI0 TMaTHOCTUKY JUTS BBI-
SIBJICHUS afcHOM WJIW TUIIePIIa3WU SHIOKPUHHOMN
YacTU BO3MOXHBIX OpPTaHOB-MHUIIEHel (TUIodus,
napalmMToBUaHbIe Xenedbl, [12K, HaamouyeyHukn).
YeTBepThlli 3Talm — MOP(HOIOTUIECKOE H3yUEHHE
TKaHel omyxoiau u obs3arenbHoe WIX-umccie-
JIOBaHME C OTpeldeIeHNEM B3KCIIPECCUM MapKepoB
HEMPOIHIOKPUHHON auddepeHINPOBKN (XpOMO-
rpaHyuH A 1 cMHanTo(GU3MH) U SK30KpUHHOMN Aud-
¢epeHpoBKu (001mMiI mUTOKepatTuH 19, snure-
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JIMaJIbHO-MeMOpaHHBII aHTUreH). JIj1s1 ropMOHaIb-
HO akTuBHBIX HDO ompenensior crneunduueckue
MapKepsl (TaCTpWH, TIIOKAaroH, WHCYJIWH, KaJbIIU-
TOHUH, COMATOCTaTUH U ap.). IIponudepatuBHBIN
norteHuuan HOO HeoOxomumo ompenesaTh MpU
TTOMOIIIA OKpAIlTMBaHUS Ha MapKep Mpordepaiiu
Ki-67. Bonee moapoGHast mopdosiornyeckast ama-
THOCTHKA TIpeJCTaBIcHa HITXE.

OTnenbHO YKaXeM METOIbl TMAarHOCTUKU, OC-
HOBaHHBIE Ha OTIPeeICHUN TOPMOHAIbHOM aKTHUB-
Hoctu HOO IT2K. CymecTByeT YpecKoxXHas apec-
TeYeHOoUYHass KaTeTepu3allus BOPOTHON BEHBI
(Y4KBB), pazpabdoranHnas B 70-x rogax XX Bexa.
YyBCTBUTEIBHOCTh MeToma mocturaet 85—100%,
1 Ha Hee He BIMSET HU pa3Mep, HU pacIiojioXKeHne
omyxonu [28]. B kxauectBe ansrepHatuBbl Y4KBB
B 90-e roapl MpOLLIOro CTOJIETUS pa3padoTaniu
METOJl OTIpeesIeHUST JIOKATU3allud WHCYJIMHOM —
3a00p KPOBM U3 TIEYCHOUHBIX BEH ITOCTIe BHYTpHap-
TEPUATBHON CTUMYJISIIIAM Pa3TUIHBIX oTaeoB [12K
KIbLIMEM WIM APYTUM CTUMYJISATOPOM C IIOCJIE-
IYIOIIMM OTIpe/ie/ieHueM B MpoOax KPOBU YPOBHS
MMMYHOPEaKTUBHOTO wWHcynnuHa u C-TienTuma.
ApTepuanbHO-CTUMYJIMPOBAHHBIN 3a00p KPOBHU
BBITIOTHSTIOT OMTHOBPEMEHHO C TIPOBEACHUEM CeJleK-
TuBHOI apTtepuorpaduu 12K (KoHTpacTHBIN IIpe-
TapaT BBOJIAT ITOOYEPETHO B JKEJTyIOYHO-TBEHAIIA-
TUTIEPCTHYIO apTepuIo, CeIe3eHOUHYIO U BEPXHIOKO
OpBIKeeuHyI0 apTeprio). YyBCTBUTEILHOCTh METOIA
npocturaet 80—100% [23]. OgHako B oTIMYuE OT
YUYKBB ona nuiieHa 0CI0XHEHU, KOTOPbIE MOTYT
pa3BUBATHCS MPU ITyHKIIAN TTeYeHN (KPOBOTEUCHHE,
remMaTroMa, IoBpeXIeHNe BHYTPUIICICHOUHBIX TTPO-
TOKOB U Ap.).

151 TOCTAaHOBKM CMHIPOMHOTO JIMarHo3a Haps-
Iy ¢ M3y9eHNeM KIMHUYEeCKON KapTHWHBI 3a00eBa-
HUS UCCIIEAYIOT YPOBEHh TOPMOHOB, KOTOPBIE MOKET
CEKpPETUPOBATh OMYXOJb (MHCYIMH, C-TIeTITH, TTPO-
MHCYJIMH, racTpuH, rmokarod u BUIT). Y 6oabHBIX ¢
HEDYHKIIMOHUPYIOLIUMU WU 3710KaueCTBEHHBIMU
OTTYXOJISIMM OTIPENEIISTIOT YPOBEHDb XpPOMOTpaHUHA A.
Mg nckmoueHnust cuHapoma MOH-1 Heobxomumo
M3y9aTh TOPMOHAIBHBIN TTPOMIITH BOZMOXKHBIX OpTa-
HOB-MMIIIEHE — TUITOPM3a W TapalIuTOBUIHBIX
xkene3 (CTT, AKTTI, nponaktuH, maparropmon). I1pu
TTOI03PEHNH Ha OPTaHMYECKUI TUTIEPUHCYTMHI3M B
00s13aTeTLHOM TTOPSIIKE TTPOBOMST MPoOy ¢ rojoma-
HHEM, B COMHUTENIBHON CHUTYaIlUd ¢ OTUATHOCTUKOM
TaCTPUHOMBI MPUOETAIOT K TECTy C OCTPOI THIIep-
KaJibLimeMuei u 0e1KoBoi mpoboii [28].

B Hacrosiee Bpemsi (hyHKIIMOHHUPYIOIINE OITY-
xonu [12K TIpuHATO HeNUTh Ha ABE TPYIMIIBL: 0pmo-
9HOOKPUHHbLEe, CEKPETUPYIONINE TOPMOHBI, CBOMCT-
BeHHBIC (PU3NOJIOTMIECKON (DYHKIIMA OCTPOBKOB,
U napasHooKpuHHvle, BBIICISIIONINE TOPMOHBI, He
CBOMCTBeHHBIE UM. K TTapasHIOKpWHHBIM OTHO-
CATCSI TaKKe HEKOTOPBIE peaKhe OIYXOJIM, CeKpe-
TUPYIOILME APYrMe MENTUABl U MPOCTarIaHINHbI
[21, 29].
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OpTO3HIOKPHHHDbIE OIMYXO0JIH

Hucyrunoma — onyxonv u3 6ema-kaemox ocmpog-
K06 Jlaneepeanca, CeKpeTUpYIOIIas W30BITOYHOE
KOJIMYECTBO MHCYJIMHA, YTO TIPOSIBIISIETCS TUTIOTIIM -
KeMuueckuMm cumnroMokomiuiekcom [30]. Ee tu-
MMUYHBIC TIPU3HAKKM XapaKTepPU3YIOTCS TpUamou
Yunmna, onvucanHoi B 1944 1.: pa3BuTHe MPUCTYIIOB
CITOHTAHHO! THUITOTJIMKEMUM C TIOTepell CO3HAHMS
HaToIaK WM Tocie (pU3NIECKO Harpy3Ku, CHH-
JKeHHWE YpOBHS caxapa KpoBu <2,2 MMOJb/J BO
BpeMsI TIPUCTyMa, OBICTpOE YCTpaHEHME TIPUCTYIIA
BHYTPMBEHHBIM BBeJCHUEM TTIOKO3EI. [IpuMepHO y
70% mauneHTOB HAOJIOAETCS YBEIMYEHUE MACCHI
Teja BIUIOTh IO Pa3BUTHST OXHMPEHUS, OOYCIOBICH-
HOE HeOOXOMMMOCTBIO YaCTOTO IIpHUeMa YIJIIeBOTHOM
MUIIKY B KadyecTBe “JaexkapcTBa” [23].

Tnroxkaeonoma (onyxons Manaucona) — onyxons
u3 anvgha-Kaemox ocmpoexos Jlaneepearca, CEKpeTH-
PYIOIINX TTIOKaroH. [IIfoKaroHOMbI OOBIYHO TOCTH -
rafjoT 3HAYWUTETBHBIX pa3MepoB. B momamisiomeM
OOJBIIMHCTBE HaOMIOACHUI anbga-KIeTOYHbIe
00pa3oBaHUs 3710KaueCcTBeHHBI. [1py TirroKaroHoMax
pa3BUBAETCS CIOXHBIN CUMITTOMOKOMIUIEKC, Hau-
6oJiee YacTO BKITIOYAIOIINI IepMAaTHT, Ta0eT, aHe-
MUIO 1 ImoxygaHue [28].

Comamocmamunoma (Oeavbma-KAemo4Has ONyxonb
ocmpoeskos Jlaneepearca) BCTpedaeTcs KpaitHe peKo
[23]. YacTo BBHISBIISIOT XOJIEIMTHA3, CAXapHBIN Aua-
0eT, AuMapelo WIM CTeaTopeio, TUIOXJIOPTHIPHUIO,
aHemuio, rmoxyganue. [1o-BuammMomMy, MHOTHE TIPO-
SIBJICHUST OTIYXOJIM SIBJISTFOTCSI Pe3yIbTaTOM OJIOKM-
pylolero AeiCTBUS coOMaTOCTaTHA Ha epMeHTa-
TuBHY10 (pyHKumto ITK u cekpelinio Apyrux ropmo-
HOB OCTpoBKaMM JlaHTepraHca, BCJIEICTBHE YETO
3TOT CMMNTOMOKOMITJIEKC WHOTIA HAa3bIBAIOT “WH-
ruoupyommM cuaapomom” [28].

ITapasHaoKprHHBIE OIMYXO0JIH

Tacmpunoma (cundpom 3onsnuneepa—Iinucona) —
onyxons uz G-Kaemox, KOTOpble B (QU3NOJTOTHUIECKUX
ycnoBusix B I12K nmubGo BooOle He BCTpevyaroTcs,
60 OOHAPYKUBAIOTCST B HEOOJIBIIIOM YMCJIE TOJTBKO
B CIIM3UCTOM 000JIOUKE KPYIMHBIX BBIBOTHBIX ITPO-
TOKOB. D10T Tunt HOO 3aHMMaeT BTOPOEe MECTO I10
JacTOTe CPeIM BCeX TOPMOHAIBHO aKTUBHBIX HOBO-
obpazoBanumii [1K, ycrynas auiis nHCyauHoMe [5].
B 1955 . 3oaauneepom u Dasuconom ObLT omucaH
CHHAPOM, KOTOPBIM Ha3BaH WX MMEHaAMM. Xapak-
TepeH KOMIIJIEKC CUMITTOMOB: TSKesast peluauBY -
pyloIiast si3BeHHast 00Jie3Hb IBEHAIIATUTICPCTHOM
KUIIIKW, TUTIEPCEKPEeTOpHAss aKTUBHOCTh CJIW3U-
CTOM 000JIOUKHU XKeTyaKa U SHIOKPUHHbIE TaCTPUH-
npoayuupytoiiue onyxouu I2K nnu nxoi nokanu-
3auu [5, 31]. XapakTepHbIM IPU3HAKOM CUHIPO-
Ma 3oJUIMHIepa—3JIINCOHA SBsSETCS auapest (Io
30 pa3 B CyTKH), KOTOPYIO HAOJIIOOAIOT IIPUMEPHO Y
MMOJIOBUHBI TanimeHToB. Ecim pH kemymounoro
COKa MpeBHIIIaeT 2,5, TMarHo3 TaCTPUHOMBI MOKHO
HMCKITIOUNTh. BOo3HMKaIONIMEe TIPU 3TOM OCJIOKHE-
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Hus (mepdopalusi, KpOBOTEUYEHUE, CTEHO3 MUJIO-
pPUYECKOTO OTIela) — OCHOBHASI MPUYMHA JIeTaThb-
Hoctu [23].

BHUlIloma (cundpom Beprnepa— Moppucona) — omy-
xonb 12K, xoTopas mpomyumpyeT Ba30aKTHBHBIMA
uHTecTuHaNbHbIN nentua (BUII) u coctapnsier mo-
psanka 5% BceX TOPMOHITPOIYIIMPYIOITNX OITyXOJICi
ITK. B 1958 1. BepHep u MoppucCOH onvcaiu CUHI -
pOM BOIHOI Auapen y 00JBHOTO ¢ HeOeTaKIeToU-
Holi onyxoublo I12K. MHorna 3aboneBaHue Ha3bIBa-
10T TTAaHKpeaTUIeCKOM Xoaepo [5].

Kopmukomponunoma — 20pMOHAAbHASL ONYXONb
nooiceny0ouHoU Jcene3bl. DKTOMUUECKasT CEKpelus
AKTT-mogoO6HOro ropMoHa MOXET HaOJII0IaThCs
BO MHOTHMX OpTaHaX M TKaHsX, B TOM umcie u B [1K.
KnuHndeckn TIpM 3TOM BBISIBIISIIOT THTIEPKOPTH-
uu3M [23].

Ilapamupoma — OTMyXOJNb TIOMKETYIOTHON XKe-
ne3bl. [UmepkamblmeMus Kak BeAyIIWi TIPU3HAK
SHIOKPUHHBIX OITyXOJIeH ITOMKeTyI0UHON Kee-
3bl — SBJIEHHE pEIaKOoe. DKTOMUYECKas CEKPerus
mapatropmoHa npu HDO II2K okoHuarenbHO He
JoKa3aHa, TOCKOJBKY TPYIHO PEIINTb, SBISIOTCS
JIA TIPOSIBJICHUS TUIIepTIapaTUpeo3a pe3yJbTaToM
omyxoau IT2K, unm a3to coctaBHas yactb MOH, ko-
TOpast HepeIKo HaOII0IaeTCs TIPU OCTPOBKOBOKJIE -
TOYHBIX HOBOOOpa3oBaHMIX [28].

B Hacrosiiee Bpemst Mopdoorndeckasi TMarHo-
cruka HOO TIK HeBo3MoOxHa 0e3 BBINOJHEHUS
NTI'X-uccnenoBanus, KOTOpoe MO3BOJISIET MOATBEP-
IUTDH SIUTEINATBLHYI0O W HEHPOIHIOKPUHHYIO TIPH-
pOmy OITyXOJW, Pa3JINIUTh OTACIBHBIEC TOITUIIBI
HBO, yro4yHUTh TOPMOHAILHBII CTAaTyC, a TaKXe
OTIPENIETUTh MECTO Pa3BUTHS TICPBUIHON OITyXOJIN
TP WCCIICAOBAHUM METAcTa30B 0e3 BBISIBICHHOTO
nepBudyHOro ouara [20]. st moaTBepXaeHUsT Heli-
POSHIOKPWHHOM TIPUPOIBI OITYXOJU PEKOMEHIIO-
BaHBI IBa OCHOBHBIX MapKepa: XpOMOTpaHWH A —
OIIMH 13 HanboJIee XapaKTePHBIX HeCTICITN(PUIECKUX
MapKepoB, CBSI3aHHBIN C TUIOTHBIMH CEKPETOPHBIMU
rpaHyJIaMH, M CUHANTO(PU3MH — MapKep MEJKUX
BE3UKYJI. BasxkHO OTMETHTD, UTO SKCIIPECCHS XPOMO-
rpaHWHA A MOXET BapbMPOBATh WJIK OTCYTCTBOBATH
B HU3KoanGphepeHIMPOBAHHEBIX (hopMax, IIPU ITOM
HaJIm4ue cMHanToGu3nHa 00s13aTeTbHO IS TTOCTa-
HoBKU auarHo3a HOH [20]. [Inxsa moarBepxXaeHUs
snuTenrnanbHoi mpupoasl HOO ncnons3yror UI'X-
ucciaenoBaHue Ha KepatuHbl. bosbimHcteo HOH
JIEMOHCTPHUPYIOT IMOJOXKUTEIBHYIO SKCITIPECCHIO TTPH
OKpalllMBaHWM AHTUTEIAaMU K TTaHIIMTOKEPATUHY
(AE1/AE3) n antuTenaMu K HU3KOMOJIEKY/ISIPHBIM
nutokepatuHam (CK8, CKI18, CAM 5.2) [32].
[Ipu nccnenoBaHUM MeTacTa30B BhICOKOAU(hepeH-
nupoBaHHBIX HDO 0e3 BBISIBIIEHHOTO IIEPBUYHOIO
oyara C TMarHOCTUYECKOM IIeThbI0 PEKOMEHIOBAHBI
nBa ocHOBHBIX MI'X-mapkepa: CDX2 u TTF1 [32,
33]. B psanme nmocienHux paOOT mpeAacTaBiIeHbl Auar-
HOCTHYECKHME MapKephl, KOTOpHIE Iaf0T BO3MOXK-
HOCTh AuddepeHInpoBaTh MEPBUYHBIC OITYXOJU

OPTAaHOB KEJIYMOYHO-KHUIIeUHOTO TpakTa u I1XK:
ISL1, PDX1, PAX6 u NESP55 [32, 34]. Bmecte
¢ TeM Bepudukauus c¢ nomolipio MI'X-uccne-
MOBAaHUS OTAEIBHBIX CHEITM(MUICCKUX TEITTHIHBIX
TOPMOHOB TaKXXe MOXET 0Ka3aThCs MOJIE3HOM IS
oTpeicIeHNs] TIePBUYHOM JIOKATU3AIUN OITYXOJIH.
MNT'X-uccnegopanue 6eJ1KOBbIX MapKepOB B HACTO-
gIee BpeMsl OTKPBIBAeT IMMPOKHME BO3MOXKHOCTH
He TOJIbKO 11 TouHoi gruarHoctnky HOO 12K, Ho
U I8 U3YYEHUS MOJIEKYISIPHBIX OCOOEHHOCTEM
3TUX HOBOOOpa30BaHUI, KOTOPHIE JieXKaT B OCHOBE
WHANBHUIYAIBPHOTO TOIXOAa K OIIEHKE IIPOTHO3a
3a00J1eBaHNS M BO3MOXHOCTEH JIeKapCTBEHHO Te-
panmuy Ha OCHOBE IIpeIrapaToB HAIpaBICHHOTO
nerictBus |34, 35].

TakuM o6pa3oM, KIMHWYECKas IMArHOCTHKA
H®O0 ocHoBaHa Ha J1abopaTOPHOM MOATBEPXKICHUU
crienmMprIecKuX ITsI TaHHBIX HOBOOOpa30BaHMiT H-
TOKPUHHBIX CHHAPOMOB W HCIIOJIL30BAHUU COBpE-
MEHHBIX WHCTPYMEHTAJIbHBIX METONOB IS OOHa-
pYXKeHUs TIEPBUYHOM OIYXOJIM M METacTa3oB.
B c10XXHBIX cUTYalIMsSIX TIPUMEHSIOT SHIOBACKYJISIP-
Hble MeTonbl (aHruorpaduio, uccienroBaHue Mpood
permoHapHON BEHO3HOM KpoBU, 3(P(HEeKTUBHOCTDH
80—90%), cunHTHTpadUIO PELeNTOPOB COMATOCTA-
tuHa ¢ In'""' okTpeorumom (3pdexTuBHOCTE 90%,
crietnduunocts 100%), Somatostatin-Receptor-
PRT: 68-Gallium-DOTATOK-PET/PETCT, no3ut-
POHHO-3MUCCUOHHYIO Tomorpaduio C-11-5-HTP
umu C-11-L-dopa (PET); FDG-PET [24]. Bo Bpe-
MsI TIpOBEIEeHUsS WHTPAOMEPALIMOHHONW PEBU3UU
A.®D. YepHOoycoB 1 coaBT. [28] 00s13aTeILHO BBITIOJI-
HSIIOT MHTpaornepanuonHoe Y3W, a nmpu Heobxoau-
MOCTH — DHIOCKOTMYECKYIO TPAaHCHLTIOMUHAIIHIO.
I[Ipu HesicHOCTM nMarHo3a IPOBOMAT OWOTICHUIO
obpaszoBanuii I12K u meuenu mmon kourpoaeMm Y3U
C TIOCJIEAYIOINM TUCTOJOTUIECKUM U UMMYHOTH-
CTOXMMMWYECKUM HCCcaeqoBaHUsAMU. I MCKIo-
yeHus cuHapoma MOH wnenecoodbpasHo Hapsimy
C TOPMOHAJIBHBIMHM HCCIIEIOBAHUSIMHU MCITOIb30-
BaTb JIy4eBbIE METONBl MMATHOCTUKUA OpPTaHOB-
MUILIEHEN, a TAKXKE U3YYUTb CEMEWHBIM aHAMHE3.
st 370l 1eau psim aBTOpoB IpuMeHsiior MPT
runodmusa, Y3U mapaliuTOBUIHBIX XKeJie3, IIPpU He-
obxomumocTtu ux cuuHturpaduio u KT Hagmoueu-
HUKOB [28].

ITo pmanubpiM A.®D. YepHoycoBa u coabT. [28],
y OoMbIIMHCTBA MaIeHToB (92%) ¢ TOpMOHAIBHO
akTuBHbIMU HODO 1ipu u3ydeHUM KIMHUYECKOM
KapTWHBI OBUT TTOCTaBICH TOT WUIM MHON CUHIPOM-
HBI ITUarHo3. YyBCTBUTEIBHOCTH MPOOBI C TOJIO-
JTaHWeM, TIPOBOIMMOI TIPU OpTraHWYECKOM THUTIep-
MHCynuHU3Me, coctaBuna 99%. YV 87% mammeHTOB
C YIIOPHO pPEUMINBUPYIOIIEH S3BOI BCICICTBUE
cuHIpoMa 30JUTMHTepa—DIITMCOHA TECT C KaJlbIIMe-
BOM HArpy3Koi TTO3BOJMJI TIOATBEPAUTH IMATHO3
racTpMHOMBI. UyBCTBUTEIHHOCTH HeCTeInpIIe-
ckoro mapkepa HDYO xpomorpanmHa A cocTaBujia
77%, criennpuanocts — 90%.
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Jleuenue

B Hacrosmiee BpeMsT eTMHCTBEHHBIM paluKailb-
HbIM UM aJeKBaTHbIM METOIOM JIEUeHUSI MpU BCex
tunax HOO X saBnsercs xupyprudeckuii [36—40].
VnansioT nepBUYHYIO OITyXOJdb M MeTacTasdnl [41].
HckitoueHnsT MOTYT COCTaBJISITh MHOXECTBEHHBIE
TaCTPUHOMBI Y He(PYHKIIMOHUPYIOIIHE OITyXOJIH 10
2 cM [22]. YuutTbiBasg BBICOKYIO 4YacCTOTY MHOXKE-
CTBEHHOTro ToOpaxeHust W He3uauoodsacroza [12K,
XUPYPTH Yallle BEIHYXXIEHBI BBITIOIHSATH PaclIupeH-
HbIE BMeIIaTeJbCcTBA IIpu cuHapome MOH-1 1o
CPaBHEHUIO CO CITOPATNICCKUMU OIyXOasaMu. [1pu
HEOOXOAMMOCTH XUPYPTUUYECKOTO JICYEHUS NBYX
SHIOKPUHHBIX OPraHOB MHOIME aBTOpbI [22, 23,
30, 42] cunTaloT LieJecoo0pa3HbIM MIEPBBIM ITAIIOM
BBITIOJTHATH OTEPAINIO IO TIOBOLY JUOO0 KIMHUYE-
cki Hambojiee BBIPAXEHHOTO CHHIpPOMA, JHOO
Obosee  370KAauyeCTBEHHOIO0 HOBOOOpa3oBaHUSI.
Cremyronumii BasXKHBIN BOITPOC — 3TO 00BEeM orepa-
TUBHOrO BMemmaTeabeTBa Ha 1K mpu MOH-1, yun-
THIBass MHOXECTBEHHBIN XapakTep TOpaXeHUs WU
He3Uano06s1acTo3. BoNBIIMHCTBO aBTOPOB OTHAIOT
npearnouTeHne pesekuuu [18, 22, 23, 36], koTopas
cocraBuia 61% ot Bcex BMelnaTeabCTB [22]. YacroTa
TTOCTIeOTIepallMOHHBIX OCIOKHEeHMI cocTaBuia 30%,
obmas getanbHOCTb — 4,7% [28]. T1atnneTHsIsT BbI-
xxkuBaemocTh nauveHToB ¢ HOO TTXK cocrapiser
ropsaka 60—100% npu moKanIn30BaHHBIX (hopMax,
40% — mpu MeCTHOPACIIPOCTPAaHEHHOM IIpoliecce,
25% — mpu MeTtacTaTmueckoMm mpoiiecce u 80% —
IpU BCeX cTaausx 3abojeBanus [24]. MeauaHa BbI-
KMBAGMOCTH TIAIIMEHTOB ¢ HU3KOAUMGhEPEHIINPO-
BaHHBIMU HDO cocraBiser nopsiaka 10 mec [24].
ITpu MOH-1 peunauB KIMHUYECKUX CUMIITOMOB
ObIT oTMeUeH y 16% marnmeHToB, TATHICTHSST BbI-
KMBAEMOCTH OOJIBHBIX TTOCTIE PATUKAIBHBIX U IIUTO-
penyKTUBHBIX BMemaTenbeTB — 100 u 64% coorser-
ctBeHHO [28]. CorjmacHO COBpeMEHHBIM BO33pEHU-
sIM alMeHTH ¢ HepyHkumoHupytomumu HOO T12K
TOUTeKaT XUPYPTUIECKOMY JICUCHUIO. YUUTHIBAd,
YTO B MOJABJIAIONIEM OOJBINMHCTBE CUTYallMii OHU
SIBJISTIOTCS 3JIOKAYeCTBEHHBIMM, Yallle ITPUMEHSIOT
OOIIMPHYIO TUCTANBHYIO WJIA TTAHKPEaTOAyOAeHAThb-
"y pesexuuio (ITAP) [22, 28, 43]. boabmioit pa3-
Mep OITyXOJIW He SBISETCS IPOTUBOIIOKA3aHUEM
K oIiepaluu, Ipy HeoOX0IMMOCTY BBIMOIHSIOT T1/1P,
LIEHTPAIbHYIO PE3eKLNI0 WIN IUCTAIBHYIO pe3eK-
mno 12K, ITpn HedyHKUMOHMpYOIUX 370Kade-
ctBeHHbIX HDO nokazaHa paciiupeHHass U jaaxe
KoMOuHUpoBaHHas1 pe3ekuus 1K (¢ ymanenmem
cocenHux opraHos) [21, 23, 37].

[MpuBomuM maHHBIC, W3JIOXKEHHBIE B COTJIACH-
TenbHBIX pekoMmeHmanusax ENETS mo Bemenwmio
6onpHBIX HDO XenynouyHOo-KUIIIeYHOro TPaKTa.

Dyukyuonupyrowue HIO0 nodxceaydounolii xncene-

36l (2012) [44]. CormacHO peKOMeHIOALUIM XUPYpP-
rudeckoe jedyeHue nokazaHo mpu HOO I1XK, oco-
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oenHo mis omyxojeit G1 nu G2, maxe Ipy HAIUYNU
METacTa3oB B IledeHb win (1) naumdoysnsl. [Ipu
(DYHKIIMOHUPYIOWIEH OIMYXOJH TIepeld IPOIeaypOi
TOJIKHBI OBITh Ha3HAYCHBI aHAJIOTH COMATOCTaTHHA
(ACC) png mpenymnpexaeHust kpusa. lLlurto-
PENYKTUBHBIC OIepalliy, METOM, albTepHATHUBHBIN
JIOKOPETMOHAPHON Tepammiu, 0OCOOCHHO TTPUMEHUM
JUTST TTIAITMEHTOB ¢ HEKYIMMPYeMBIM KapIIMHOWIHBIM
CHHIPOMOM, pedpakTepHOM WHCYIMHOMOM, TJIFO-
karonomoit mimu BUITomoit, mis manmeHToB ¢ He-
¢dyakauonupyromumu HOO 06e3 mporpeccum Ha
MIPOTSKEHUM 6 MecC M TMAaIlMeHTOB, CTPANafoIInX OT
ob1ero OpemeHu 00j1e3HU. Takke B peTPOCIIEKTUB-
HBIX HCCJIeOBaHUSIX ObLIO TMOKa3aHOo, YTO oOIias
BbIKMBAEMOCTh OKa3bIBaeTCsl OOJIblle Tocie yaaie-
HUST METacTa30B TedeHU. TpaHCIIaHTalMs TTedeH!
B LI€JIOM HEe PEKOMEHJIyeTCs, HO MOXKeT ObITh N30pa-
Ha OTJEJIbHBIM TMallMeHTaM C KapLIMHOUIHbBIM CUH/I-
POMOM WUJIU APYTUMU (DYHKIIMOHUPYIOIIUMU OIYyXO-
JIIMU TIPY MHOKECTBEHHbBIX MeTacTa3ax B MeYeHU
mpr  pedpakTepHOCTH K CHCTEMHON Teparnm.
[MpuHumumer oT6o0pa: BBICOKOAUMDEPEHIIMPOBAH-
Heie HDO, Hu3kmii ypoBeHb OMIMPYOMHA, OTCYT-
CTBHE METACTa30B B APYTUX OpraHaX. XUpyprudecKoe
BMEIIATeLCTBO U (WJIM) 3aMEHSIOIIe MEeTObl
cJielyeT yUUThIBATh MPU HauyaJbHOW NMarHOCTUKE U
B JlaJibHElIlIeM B KauecTBe ajbTepHATUBbI CUCTEM-
Hoil Tepanuu. LluTopenykTHBHbIE BMellaTeJbCTBA
MoKa3aHbl OTAEJbHbIM MalueHTaM ¢ (byHKIMOHHU-
pytommmu HOO ¢ npenmyliiiecCTBEHHBIM ITOPaKeHM -
€M TeyeHu. DTo MOo3BOoJIsIeT Jiyullle KOHTPOJIMPOBATh
CUHIPOM, Jaxe €Cly Harpy3ka OIMyXOJiu IeuyeHu
MOXeT OBITh CHIDKeHa MeHee yeM Ha 90%. TpaHc-
TJIAaHTALMS TIEYEHU SIBJISIETCSI BAPUAHTOM ISl TIlla-
TeJIbHO OTOOPAaHHbBIX MALIMEHTOB, MPEANOYTUTETbHO
JUUIST MOJIOJIBIX TIALIMEHTOB € (DYHKIIMOHUPYIOLIUMU
H®O0, xotopble 1eMOHCTPUPOBAIM paHee YCTONUM-
BOCTb K MeIMKaMeHTO3HoW Tepanuu. CucTemMHasi
tepanust ACC (HOO KKT, I'TK u u3 nepBu4yHoO He
BBISIBJIEHHOTO ouyara) — JijIsi KOHTPOJISI KapLIMHOW/I-
Horo cuHapoMa. ACC — rmepBasi JTUHUS Teparuu.
KoHceHCcycHbIM pellileHueM SIBJsIeTCsl MPUMEHEHUE
ACC mna HOO I1K, ecu npyHMMAaTh BO BHUMaHHUE
pesynbratel ucciaepoBanust CLARINET. Opnaxo
npu HOO ITXK npeanouyrutenbHbIM SIBJISIETCS] HA3HA-
YeHMe JJaHPEOTU1a; JaHHBIX M0 3((HEKTUBHOCTU OK-
Tpeotuaa HemoctatoyHo. Ilo maHHBIM pekoMeHaa-
uuit ENETS, nipu pacrpocTpaHeHHbBIX OMyXOJEBbIX
Ipolieccax, HaJIMIMKM MeTacTa3oB U peruanBax HOO
JIUISl YMEHBIIEHUST MacChl OITYyXOJIU MCMOJB3YIOT 1IK-
TOPEIYKTUBHbIE METO/IbI JIEYEHUSI: PE3EKIIMIO OIyXO0-
JIU, PaguoyvyacTOTHYIO aOJisiuuio, SMOOIM3alUI0 U
XMMHO3MOO0IM3AIIMI0 METACTa30B B IeueHU [44].
Bmecte ¢ Tem nipu BbicokoauddepeHIMpoBaH-
Heix HDO ¢ unaekcoMm nposndepaTuBHON aKTUB-
Hoctu Ki-67 menee 3% npumensior ACC u miperma-
parbl uHTepdepoHa. [Ipu BbicokoauddepeHIn-
POBaHHBIX PHIOKPUHHBIX KapimHoMmax ¢ Ki-67 ot
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3 10 20% pekoMeHIOBaHAa XUMMOTEPAIIUSI CTPEIITO-
30LIMHOM C JOKCOPYOMUMHOM JMOO TEMOIAIOM
C KamnennuTabMHOM M MPUMEHEeHNe aHaJOTroB COMa-
TOCTaTWHA IJIST YCTPaHEHMST KapIIMHOMIHOTO CHH-
apoma [10]. IlomuepkHeM, YTO IEpPCIIEKTUBHBIM
HarpaBJIeHUEM SIBJIIETCS M3ydeHUEe KOMOWHUPO-
BaHHOW Tepanmuy XUMUOTEPATIEBTUICCKIMU W Tap-
TEeTHBIMU TIpeTiapaTaMu: TEMO30JOMUIOM 1 3BEpPO-
mumycoM, FOLFOX u 6eBammzymabom, XELOX
u O0eBanuzymadoM, HukinogochamMumom u copade-
Hubom. M3yyaroTcss KOMOMHALMU ABYX TapreTHBIX
MperapaToB, HampuMep, copadeHndba M 3BEPOTH-
Myca, MMacupeoTHuaa M 3BEPOJIMMYyca, SBEPOUMYca
1 3pJOTMHUOA. B Hacrosimee BpeMs ITpOBOASTCS
MCCIeIOBaHMS TI0 TIPUMEHEHMIO (pakTopa HeKpo3a
omnyxosieii 1 nHTepdepoHa-ramma [45, 46]. OTme-
THM, YTO 3TO JaJeKO He TTOJHBIN CITMCOK KOMOWHM -
poBaHHO#1 Teparmuu HODO, mn3yyaemoii B maHHOE
BpeMss B mMupe. HeoOxommmMo mo0aBUTh, YTO IS
YCWJIEHUST aHTUIPOIUQEpPaTUBHOTO U aHTHCEKpe-
topHoro addexkra HIO ¢ kKapunmHOMIHBIM CUHAPO-
MOM HCIIOJIb3YIOT KOMOMHAITMIO aHAJIOTOB COMATO-
cTaTWHA U MperapaToB uHTepdepoHa [24].
OCHOBHOI TIPUHITUTI IEMCTBUS TAPTeTHBIX TIpe-
ITapaToB TePBOI TPYIIIHI, T.€. OJJOKUPYIOIINX TIepe-
JIadyy CUTHaja, 3aKJfoYaeTcs B TOM, YTO B HOpMeE
JIUTAaHIbI (MOJIEKYJIBl TOPMOHOB, IIUTOKMHOB, (haK-
TOPOB POCTa M AP.) B3aUMOACHCTBYIOT C pEIeNTOpa-
MM KJIETKH, a Te TepeaaloT CUTHAI Yepe3 CETh MOJIe-
KyJ1, TIPEUMYIIIECTBEHHO OEJTKOBBIX KMHA3, K SIIpY,
YTO OIpeNesiAeT CIIOCOOHOCTh KIETKN K Mpoaude-
panuu, nuddepeHINPOBKe, aIloNTO3y, aATre3uH,
aHTHoreHe3y. B mpoliecce KaHIleporeHe3a HapyIia-
€TCST PETYJISAIINS 3TOM CUCTEMBI M KJIeTKa MoaIBepra-
eTCs 3JI0KaueCTBeHHOM TpaHchopmanum [24, 35].
Ha ceromnsamrauii neHb XUMHUOTepanus ITOKazaHa
pU reHepaaIn30BaHHBIX popMax Hu3KoaubhepeH-
mupoBaHHbIX HDO, a TakKe mpu OIyXOJsIX, pe3u-
CTeHTHBIX K JIPYyTUM BUIaM jedeHus [47].

3akJioueHne

Takum 0Opa3oM, OCHOBHBIMM JIEUeOHBIMU 3a/1a-
yamu npu HOO ITLK gapnsroTcs ynaneHue mnepBud-
HOI OMyXOJ1, TOPMOXEHHWE OIMYXOJEBOrO0 pPOCTa,
MoJaBjieHe TOPMOHAJIBHOI 3KCIPEecCuu, yaydlle-
HUE KAyecTBa XW3HU MALMEHTOB. XUPYPrUYECKOE
JIeUEHUE OCTaeTCs METOAOM BbIOOpa W €IMHCTBEH-
HBIM CIIOCOOOM, TO3BOJISIIOIIUM JOOUTHCS BbI3IO0-
posieHus. [lepcrieKTUBBI JleueHUsT OOJIbHBIX HEpe-
3ekTabenbHbIMU HDO cBs3aHBI B MEPBYIO OYepelb
C MPUMEHEHMEM IpenapaToB TAPTETHOTO NEUCTBUS.
OHU TO3BOJISIT pa3pabaThiBaTh MPOrpaMMbl CBOE-
BpPEMEHHOI paHHEll aKTMBHOM MEepPCOHUMUINPO-
BaHHoM Tepanmuu HOO I12K. PaunonanbHOE 1 KOM-
MJIEKCHOE MCMO0JIb30BaHWE COBPEMEHHOTO apceHalia
OIEepPaTUBHBIX U TeparneBTUUYECKUX METOAOB JaeT
BO3MOXHOCTb 3HAUUTEIbHO MPOIUTh XKU3Hb 00JIb-
HbIX 1 YJIYUILIUTh €€ KaueCTBO MPU METaCTaTUUeCKUX
dopmax HBO ILXK.
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