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Pe3tome. Cunnpom ¢on 'mnmens—JIuanay (von Hippel-Lindau disease, VHL) — peaxoe ayTocomMHO-10-
MHHaHTHOE I'eHeTH4ecKoe 3a001eBaHue, XapaKTepu3yoleecss 00pa30BaHUEM 10OPOKAYECTBEHHBIX U 3710-
KadecTBeHHbIX omyxoineil. B 10-20% ciryuaeB y manueHTOB pa3BUBAETCsl HEMPOIHAOKPHHHAS OIyXOJb
TIOJDKEITY/IOYHOM JKene3bl. B crarbe mpecTaBieH KITMHUKO-MOP(HOIOTHYECKUH CiTydail pa3BUTHS BEICOKOIH(D-
(bepeHIMpPOBaHHOM HEWPOIHIOKPUHHOH OITyXOJIH TOJIOBKH TTOKEITY/IOYHOH Kese3bl Ha (hoHe cuuapoma VHL.
Jlnarao3 ObIa MOATBEPKACH MO3UTHBHOM 3KCIIpeccHeil aHTUTEN K CHHANTO(U3NHY U XPOMOTPaHUHY A
B KJIeTKax onmyxoiu. Munexe npomudepanun (Ki-67) cocrasui menee 3%. IToMrMo 3T0r0 B XBOCTE HOITKE-
JIyJOYHOM Kene3bl ObLla OOHapY>KeHa MHOTOKaMepHasi Cepo3Hasi [IUCTaZeHoMa 0e3 IpU3HAKOB HeHPOIHI0-
KpuHHOI nuddepeHnInpoBKy, 9TO MOATBEPKICHO MO3UTUBHON peakiueii ¢ antutenamu k CA IX u MUCG,
HETaTUBHOM C aHTUTENIAMH K CHHANTO(QHU3UHY B SITUTEINAIBHBIX KICTKAX.
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Clinical and morphological case of a well-differentiated pancreatic
neuroendocrine tumor accompanied by von Hippel-Lindau disease
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Abstract. Von Hippel-Lindau (VHL) disease is a rare autosomal dominant genetic disease characterized by the
formation of benign and malignant tumors. From 10 to 20% of patients develop a pancreatic neuroendocrine
tumor (panNET). This article presents a clinical and morphological case that describes a well-differentiated
neuroendocrine tumor of the pancreatic head accompanied by VHL syndrome. Positive Synaptophysin and
Chromagranin A staining of tumor cells confirmed the diagnosis. The proliferation index (Ki-67) was less
than 3%. In addition, serous cystadenoma without signs of neuroendocrine differentiation was found in the
pancreatic tail, which was confirmed by positive reaction with antibodies to CA IX and MUCS6 and a nega-
tive reaction with antibodies to Synapthophysin in the epithelial cells.
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BBenenue

Cunnpom ¢on I'mmmens—JInanay — peakoe ayTocoMHO-
JOMUHAHTHOE HaclielyeMoe reHeTH4ecKoe 3a00eBaHue,
K KOTOPOMY MPHUBOAMUT MYTallUs B 000UX aJlJIeNIaX reHa-
cympeccopa onyxojieBoro pocta VHL, Haxoasuierocs
B yuyacTke XxpoMocoMbl 3p25-26 [1-3]. Ero uactora co-
ctrapinsieT okosio 1 Ha 36 000 yesnosek [2]. CuHIpOM Xapak-
TepusyeTcs 00pa3oBaHUEM Pa3IUYHBIX 100pOKaueCTBEH-
HBIX M 3JI0KaUYECTBEHHBIX OIyXOJIe, a Takxke KHUCT [2, 4].
ITopaxkatoTcst ceTuaTka, HEHTpaJlbHas HEPBHAsA CUCTEMa
(IHC), nouku, HaAMo4Ye4HUKH. Bo3MoxHO GpopMHupOBa-
HHUE FeMaHrH001aCTOMBI B MO3K€UKe, TOJIOBHOM, CTHHHOM
MO3Te U ceT4aTke, PeoXpOMOLUTOMBI, a TAKKE MOUEUHO-
KJIETOUHOTO paka [5]. Takke MOryT BCcTpeuaTbcs OMyXOJIn
SHAOTUM(ATHUECKOTO MELIOUKA, TTOKETYI0UHOM JKeJe3bl
(IDXK) (HeiiposHAOKpUHHBIE OITYXOJIH, CEPO3HbIE IIUCTAE-
HOMBI), TaparaHniiviomsl [ 1, 6].

Cungapom don I'unnens—JInaaay KIMHUYECKHU KIacCH-
(bunMpyroT Ha 1Ba TUTIA: TIEPBBINA MpoTeKaeT 6e3 heoxpomo-
LUTOMBI, BTOPOIi XapaKTepu3yeTcs pa3BUTHEM (HEOXpOMO-
LUTOMBI U B 3aBUCUMOCTH OT PUCKa Pa3BUTHA paKa MOYKU
nofapasaensercs Ha noatunsl 2A u 2B [1, 4]. Hexotopsie
CIEIUAIKUCTBI TaKKe BBIIEIAIOT nmoatuil 2C ¢ BBICOKUM
PUCKOM pa3BUTHS (PEOXPOMOIUTOMBI U HU3KUM PHUCKOM
pa3BuTHs Apyrux tumnos omnyxonen (UHC, ceryarku u mo-
yek) [4, 7].

HeiiposHa0KkpHrHHbIE OITyXOJH MOHKENYIOYHOM JKEeNe3bl
(H2OITX) — 310 HOBOOOpa30BaHUsl U3 KIETOK raCTPOIHTE-
porenaruieckoi SHIOKpUHHOH cuctemsl [8, 9]. HOOIDK
COCTaBIISIIOT Bcero 1-2% OT BceX BO3MOXKHBIX ITAHKpeaTH-
Yeckux HoBooOpaszoBanuii [10]. laHHBIE OIyXOIH AEIATCS
Ha (yHKIMOHUPYIOLIKE, KOTOPhIE PAHO OOHAPYKHBAIOTCS
13-3a MOSIBJICHUS APKUX KIMHUYECKUX CUMIITOMOB, CBSI3aH-
HBIX C TUIIEPIPOAYKIMEN ONpeeIeHHbIX TOPMOHOB, U He-
(YHKIHOHHUPYIOIINE, OOHAPYKHUBAEMBIE JOBOJBHO O3/~
Ho [11]. Hacrora Bctpeuaemoctd HOOITXK y naunenTos
¢ cunapomoM ¢oH ['unnens—JIungay cocrasnser 10-20%,
9TO OTHOCHTENBHO PEIKast JIOKATH3aIHsl HOBOOOPa30BaHUSL.
[IpaxkTryeck BO BCeX CiIydasx HEMPOIHAOKPUHHAS OITy-
xouib 1K nipu 3ToM cunzapome siBnseTcs He(hyHKIIHOHU-
pytoieii [9]. Ilpu rucronorunueckom uccienopannu VHL-
ACCOLMUPOBAHHON HEHPOIHIOKPUHHON OMYyXOJH MOTYT
OMPENEeNIATHCS KIETKU CO CBETIION LUTOIIA3MOMU, CXOXKHE
C KJIETKaMH MOYEYHO-KJIETOYHOTO Paka U KJIETKaMH Cepo3-
Hol 1ucrageHomsl 10K [7]. Hapsiny ¢ Humu MoryT BCTpe-
YaThCsl TAKKe JTUIMUICOepKALIe IeHUCThIe KneTkH [12].

Knuamnyeckoe HaOnogenne

IIpuBoaum HabmroAeHHEe Oone3Hu GoH 'mmmens—
Jlunpay y xeHmunsl 40 JeT, cCONpoBOXKIaOLEHcs pa3-
BUTHEM MHOXXECTBA CEPO3HBIX OJTHOKAMEPHBIX 1 MHOTOKA-
MepHBIX IucTazgeHom B couetannu ¢ HOOIDK. B Teuenue
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JICBSTH JICT MAIINCHTKA HAOIIOIAIaCh C XPOHUIECKUM ITaH-
kpearutoM ¢ nonukucro3oMm IDK. 3a 1,5 roga no nanHon
TOCIUTANIN3alUH B CBA3H € JKan00aMu Ha TOJIOBHYIO 00JIb,
TOJIOBOKPY>KEHHE, C1a00CTh, TOIHOTY U PBOTY MOCTYIIHIIA
B HEHpOXUpYpPruuecKuil craunoHap, rae ObUIo BBISBIIC-
HO 00beMHOE 00pa30BaHKE TOJIOBHOIO MO3ra, 0 HOBOIY
kotoporo B 2021 roay BBIIIOJHEHA ONepalus: yaaleHue
COJIUAHO-KUCTO3HOTO 00pa30BaHMs YepBs U MOTyLIapus
Mo3keuka. Mopdooruueckass KapTHHa COOTBETCTBOBA-
Jla TaKOBOH IpH reMaHruo6nacrome. B cnenyromem rony
npu MPT ronmoBHOTO MO3ra ObUIH 00HAPYXEHBI MEJI-
KHEe TeMaHTH00JIaCTOMBI MO3Kedka (10 5—6 MM B nHa-
MmeTpe). Takxe manmeHTKa Haboa1ach y opraabmMonora
T0 TTOBOJTY aHTHOMaTo3a ceTyarku. [locne cekBeHupoBaHUs
9k30HOB 1-3 renoB VHL Oblia ornpeaeneHa MECCEHC-MY-
tanus ¢.194 C>T (p.S65L) B reTepo3UroTHOM COCTOSHUM.
ITocraBnen auarno3 «6osne3np ¢on I'mnnens—JInngay».
B cBsi31u cO MHOXKECTBEHHBIMU KUCTO3HBIMU HEHPOIH]IO-
KpuHHBIMH onyxoiisiMu TDK, nuarHocTupoBaHHBIMH Ha
MPT, KT, Y3U, xeH1mnHAa rocCOUTAIM3UPOBAHA U HAIIPaB-
JIeHa Ha ONEepaTHBHOE JICUCHHeE.

ITo naHHBIM KOMIBIOTEPHOM TOMOTpadUH, B CTPYKTYpE
IDX onpezensinuch MHOXECTBEHHbIE KUCTO3HBIE 00pa30Ba-
HUS pa3MepaMu OT 3 10 56 MM B THaMeTpe, CaMoe KpyIHoe
U3 HUX Pacloiarajioch B rOJOBKE JKele3bl. B KproukoBua-
HOM OTPOCTKE HaXOJWJIOCh THIEPBACKYyIsIpHOE 00pa30-
BaHHE pazMepaMu 27 X 29 MM ¢ HaJIMYHUEM KaJlbIIMHATA
B LIEHTPAJIbHBIX OTAeNax nuamerpoM 7 MMm. Kpome Toro,
B FOJIOBKE OIPE/IeIsUIOCh THIIEPBACKYIIIPHOE 00pa30BaHue
pazmepamiu § X 10 MM, HECKOJIBKO KBEpXY BU3yalIU3UPOBAI-
Csl TUTIIEPBACKYJIAPHBIN YH9aCTOK C HEUETKUMH KOHTYPaMH,
quamerpoM 3 mM. Hapsany ¢ stum nnpu MCKT o6Hapy»xeHsl
00pa3oBaHMs B IIPAaBOM MOUKE U MPABOM HAIIOUCUHHKE.
BrinonHeHa myHKIIMOHHAS OMOTICHS OITyXOJIH [TPaBOM 1MoY-
ku nox kouTposaeM KT. Ona okazanack MagouH(popMaTuB-
HOH, B OuonTarax ObUIM OOHAPY>KEHBI (PparMeHTH TKAHU
MOYKU OOBIYHOTO THCTONOTHYECKOTO CTPOSHHUS, TKAHb OITy-
XOJIN B UCCIJICIOBAaHHOM MaTepHalie MmojyueHa He ObLia.
Knuandeckast kapTHHA (PEOXPOMOIIUTOMBI, CBOHCTBEHHAS
JTAHHOMY CHHJPOMY, Y TTAIlHEHTKU HE HaOII0asIach.

Bo BpeMs onepanuu B CBS3U CO MHOXKECTBEHHOCTBIO
HOBOOOpPa30BaHUI U UX OONBIIMMU pa3MepaMu ObLIN
ynanensl Best IDK BMecTe ¢ iBeHaAaTHIepCTHON KUIITKOH,
15 cM TOLIEH KUILIKU U KEITYHBIM I1y3bIPEM.

ITpu MakpockomyeckoM uccaenoBanuu ¢pparmeHt [IDK
6bU1 pazmepaMu 9 X 7 X 6 ¢M, B 001aCTH TOJIOBKHU — ILIOT-
HBIN y3en pazmepamu 4 X 4 X 3 cM, Ha pa3pese MecTporo
BUJIA: SIPKO-XKEJITOTO IIBETA C KPOBOMIUSHUIMH U BOJIOK-
HHUCTBIMHU ITPOCIIOHKaMH. B 1ieHTpe ouaroBelii nerpudukar
B nuametpe 0,8 cm. Omyxoib OblIa MOKPHITA HEUETKOMH
ncesaokancynoi. Takxke B obmactu ronosku [1K Haxo-
JUI0CHh MHOXKECTBO KMCTO3HBIX MOJIOCTEH AMaMeTpoM
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ot 0,5 10 5,0 cM. BHyTpeHH:s1 TOBEPXHOCTh KUCT IMajKasi,
B CTE€HKE HanOOJIbIIIeH KUCTO3HOM MOJIOCTH OYar CKJiepo3a.

HucranpHas yacts IDK pazmepamu 17 x 7 x 3 cM, Ha
BCEM MPOTSKEHUU B IAPEHXUME KUCTO3HbIE MONOCTH, 3a-
MOJIHEHHBIE XKENITON MPO3pavHON KUAKOCTEI0. HekoTophie
KHCTbI UIMEIT MHOKECTBO IIEPErOPOIOK, IPEUMYIIECTBEH-
HO B obmactu xBocta IIDK. OOHapyXeHHbIE TOJIOCTH
Y MHOTOKaMepHbIE KUCTHI ObLUIN B IMaMETpPe OT 4 10 5 cM.
B okpyxatomieit kjeTuaTke HaXOAUIUCh TUM(OY3IIBL, OT
0,3 1o 1,0 cm, ceporo 1Bera.

MHUKpPOCKONUYECKH MIPU OKpAIIUBAHUU T€MAaTOKCUIN-
HOM U 503UHOM B obnacTu ronoBku [DK onpenensics y3en,
OKpYXKEHHBIN HeueTKON (pUOPO3HON MCEeBAOKANCYIOH.
OH 6bUI NPeACTaBICH MOHOMOP(HBIMU KJIeTKaMHu, (op-
MUPYIOIUMHI TPaOeKyNapHbIe CTPYKTYypbl. LluTomnazma
KJIETOK OITyXOJIU CBETJIO S03UHO(UIIbHAS, 36PHUCTAS, SIAPA
XOPOILO OYEPUCHHBIE, C XapaKTEPHBIM paclpeeIeHuEM
BHYTPUSJEPHOTO XPOMAaTHHA 110 TUIY «COJIb U IEPEI.
Ilo nepudepuu omyxons Bpacrana B COOCTBEHHYIO (puo-
po3HYIO IceBroKancyy, napenxumy 1DK, peruonapusie
mumMpoy3ibl. B okpyskaromeii kinetyarke BbisABiIeHO 11 auMm-

KIIMHWYECKUE HABTIOOJEHA

¢$oy3I10B, B IBYX U3 HUX OTMEYAIOCh BpaCTaHUE OIMYXOJIH.
B ogHoM 13 1M 0y3I10B BBISBIIEH OUar, MOA03PUTEIbHBIH
Ha MeTacTa3. [Ipu JOmoNMHUTENBHBIX Cpe3ax ONpeeIICHO,
YTO 3TO BpaCTaHUE U3 OCHOBHOTO MacCcHBa OIyXoiu. B 00-
nactu rosnoBku 1K ompenensanuce KUCTO3HBIE MOJIOCTH
JI0 5 cM B AMaMeTpe, IPEUMYIIECTBEHHO OIHOKaMEPHBIE,
BBICTJIAHHBIE OTHOPSIHBIM YIUIOLIIEHHBIM SIIUTEIINEM.

B nucransno# yactu IDK Mukpockonuuecku BbISBIIS-
JIOCh MHOYKECTBO KUCTO3HBIX MOJIOCTEN pa3HbIX pa3MepPOB,
HEKOTOPbIE KUCThI ObLTN MHOTOKAMEPHBIMH, BHICTIIAHHBIMU
YaCTUYHO OJJHOPSHBIM KyOU4EeCKUM, YACTUYHO YIUIOIIEH-
HBIM drIUTeNHeM. B npunexammx otnenax ormevancs Gpuo-
PO3 CTPOMBI ¢ HEOOJBITUMH OCTPOBKaMu napeHxumsl [DK,
B KOTOPBIX OINPENEISUTUCH JUCTPOPUUSCKIE N3MEHEHHUS.
B perunonapusix nuM@oysiaax MeTacTasbl He BBISBICHBL.

ITo pe3ynpraTaM MakpOCKOIHMYECKOTO UCCIEI0BaHUS
1 MUKPOCKOIIMH CpPE30B, OKpAIIEHHbIX IeMaTOKCUIIH-
HOM U DO3WHOM, MOJITBEPKACH TUArHo3 «0oje3Hb QoH
Tunnens—JIunpgay» (puc. 1 A, B), conpoBoxnaromascs
Pa3BUTHEM MHOXKECTBA CEPO3HBIX OAHOKAMEPHBIX U MHO-
TOKaMEpPHBIX IUCTAICHOM, B COUETAaHHHU C BBICOKOTU((e-

Puc. 1. Tuctonornyeckoe 1 IMMYHOTHCTOXUMHYECKOE UCCIIEIOBAHHUE OMYXOJEH.
A, B — BoicoxonuddepeHrpoBanHas HeHpOIHIOKPUHHAS OITYXOJb FOJIOBKU MomkenynodHoi xenessl (HOOIDK), siapa kinerok
KOTOPOH UMEIOT TUITMYHOE paclpe/ie]IeHue XpOMaTUHA «COJb U MepeLy, OKpacka FreMaTOKCUIMHOM U 303uHOM, X200, %400,
C — nonoxurenpHOoe MeMOpaHHOe okpammmBanue kietok HOOITDK, UT'X uccnenoBanue ¢ anTuTeNaMu K cuHanTo(u3uny, 400,
D — nnnexc npomdepanun Ki-67 B xnerkax HOOIDK menee 3%, UI'X uccnenosanue, X100

Fig. 1. Histological and immunohistochemical tumor evaluation.

A, B — well-differentiated neuroendocrine tumor of the pancreatic head (panNET), whose cells demonstrate
salt-and-pepper chromatin, H&E stain, x200, x400, C — positive membrane staining of panNET cells, IHC assay
with antibodies to Synaptophysin, X400, D — Ki-67 proliferation index in panNET cells is less than 3%, IHC assay, x100
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PEHLIMPOBAHHON CBETJIIOKJIETOYHON HEWPOIHAOKPUHHOMN
onyxoJjbio rosioBku 11K, BpacTatomieil B cCOOCTBEHHYIO
(hubposnyro ncepgokancyny, napeaxumy 1K u npune-
xarue TuM@oy3isl (Tpu u3 11 BBIABICHHBIX TUM(OY3-
noB). i noATBEp KAEHHS TUCTOIOTUYECKOM CTPYKTYPBI
omyxonu ronoBkd DK u BbIsICHEHUSs mOTEeHIMAa 3710Ka-
YECTBEHHOCTH, a TAKXKE JJIs1 yTOUHEHHS TUCTOJIOTHYECKOM
CTPYKTYpBl MHOTOKamepHOi kucthl XxBocTa IDK cpess
Obun HanpasieHsl Ha MT'X uccnenosanue.

ITonoxurenbHast peakuus ¢ 0OUMMU MapKepaMu Hell-
POPHAOKPUHHON IU(PEPEeHIIUPOBKH CHHANTO(OU3UHOM
(Synaptophysin RTU, Clone 27G12, MOHOKJIOHAJIbHBIE
MBIITMHBIE aHTUuTena, Leica Microsystems, 'epmanus,
JIeMacKHpoBKa | MUHYTY B peTpHBepe, IUTPaTHBIHA Oydep
pH 6,0, uaky6anus 15 munyt) (puc. 1 C) u xpomorpaHu-
HOoM A (Chromogranin A RTU, Clone 5SH7, MOHOKJIOHATB-
HbIE MBILIMHBIE aHTHUTENA, Leica Microsystems, ['epmanus,
neMackupoBka 20 MuUHYT B uuTpatrHom Oydepe pH 6,0,
uHKyOanus 15 MUHYT) moATBepAUiIa HEHPOIHIOKPUH-
Hy10 npupoay onyxoiu. Unaekc nponudepaunu Ki-67
(Ki-67 RTU, Clone MM1, MOHOKJIOHATbHBIC MBIIIUHEIE
anTuTena, Leica Microsystems, [ epmanus, emackupoBKka
1 MuHyTYy B peTpuBepe, nutparsslii 6ydgep pH 6,0, nnky-
Oauusa 15 munyT) coctaBun menee 3% (puc. 1 D).

UI'X uccnenoBanne y4yacTka MHOTOKAMEPHON KUCTBI
npoBonmiock ¢ anturenaamu kK CA IX (CAIX RTU, Clone
NCL-L-CAIX, MOHOKJIOHAJbHbIC MBIIIMHBIC aHTUTEIIA,
Leica Microsystems, ['epmanusi, 1eMacKupoBka 1 MUHYTY
B peTpuBepe, nutpatHblii Oydep pH 6,0, uakydarms 15 mu-
HyT) 1 MUC6 (MUC6 RTU, Clone NCL-MUC-6, MmoHO-
KIIOHAJIbHBIE MBILIMHBIE aHTUTena, Leica Microsystems,
I'epmanus, nemackupoBka 20 MUHYT B TUTpaTHOM Oydepe
pH 6,0, uaxy6anus 15 munyt). CA IX skcmpeccupyet-
Cs B OCHOBHOM B Y4YacCTKaX C XPOHHUYECKOH THIOKCHUEH
U 4Yallle UCIonb3yeTcs Wit audepeHIupoBKH OMyX0-
Jed MOYKHU, HO TaK)Ke MPUMEHSETCS AJis BepupUKaIUH
ceposnbix nuctagenom [DK. MUC6 sBnseTcs rimuko-
MPOTEMHOM 3alIUTHOMN CIIU3U U UCTIONB3YeTCs I UICH-
TuuKanuu 00pa3oBaHUM MOJOYHOI XKee3bl, XKeTyIKa
u IDK. Peakuus ¢ antutenom k CA IX nana HepaBHO-
MEpHOE€ MO0 WHTEHCHUBHOCTH TOJIOKUTEIHbHOE MEMOpPaH-
HOE OKpalllMBaHHE YacTH KIETOK, peaKIHs C aHTHUTEIOM
Kk MUC6 — ci1ab0 MooXKHUTEIBHOE OKPAIIMBAHUE YACTH
KieTok. Peakius ¢ aHTuTEeNnoM K cuHanTopu3nHy Obliia
OTPULIATETILHOM B KJIIETKaX OMYXOJIH, HO MOJIOXKUTEIbHOU
B ocTpoBKax Jlanrepranca B npunexamux orgenax IDK.
Bce 510 cBHETENBCTBOBAIO O HATMYMH B 00JIACTH XBOCTA
ITX cepo3Hoii ucTaieHOMbI O3 MPU3HAKOB HEUPOIHI0-
KPUHHOM TU(PepeHINPOBKH.

O6c¢cyxnmeHne

Onyxomu K npu cungpome ¢on I'mnnens—JIunaay
yarie MHOXecTBeHHbIe, Tpu 3ToM HIOIDXK 06b1uHO Oec-
CUMIITOMHBIE, OOHAPY>KUBAIOTCS B O0Jiee MOJIOAOM BO3-
pacTe U HY>KJAIOTCA B ONEPAaTHBHOM JICYEHUH, UX MPO-
THO3 IIPU 3TOM CHHJIpOMe Ooiiee OIAaronpusTHBIN, YeM
B Cllydae cropagudeckux omyxoneit [7, 11, 12]. Oxomno
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15% HOOIDXK npu 3ToM CUHAPOME SIBISAETCA 37I0KaYECT-
BEHHBIMH, Ja€T JOKAJbHYIO MHBA3HIO U OTIaJeHHbIE Me-
tactasbl [11].

ITo rucronaronornyeckoit kapruae HOOITXK tpanuiu-
OHHO KJIACCU(UIMPYIOT Ha BEICOKOAN (D EepeHIIUPOBAHHbIE
u Hu3KoaudepeHuupoBanHsie. B T0 ke Bpems B COOT-
BETCTBUU ¢ UHAEKcoM nponupepaunu Ki-67 u 3HaueHu-
€M MUTOTHYECKOTO MHIEKCA OIyXOJIH MOXKHO Pa3lensTh
1o crenenu 3nokadectBeHHocTH HAa G1, G2 u G3 Knacckl.
CornnachHo knaccudukanuu BO3 2022 roga, HOOITXK ne-
nsaTcs Ha BeicokonupdepenunpoBannsle omyxonu G1, G2
u G3 knaccoB u HU3KoAU G hepeHIPOBaHHbIE HEUPOIHIO-
KpUHHBIE KapIUHOMEI [13, 14].

Hna HOOIDXK raxke cymectBytoT ase TNM knaccu-
¢ukanuu: the European Neuroendocrine Tumor Society
(ENETS) cuctema u the AJCC cucrema. 8- uznanue AJCC
SIBIIAETCS MOCJIEHEN IENCTBYIOIIEH HA TEKYILIIUI MOMEHT
knaccuukanueil. B Heil npuBoauTCS OTHENbHAS CUCTEMA
CTaJIMPOBaHUs, IPUMEHsIeMas TOJIBKO AJIsl BRICOKOAU(de-
PEHLIMPOBAaHHBIX onyxoJneil. HuzkonuddepeHurpoBaHHbie
HOOITX cragupytoTcs Tak *xe, Kak IpOTOKOBas aJIeHOKap-
uuHoma IDK [8, 11].

Jns uperatudukaruu H3OIDK momumo rucroioru-
YeCKOTro uccieaoBanus oosizarensHo MI'X uccnenosanue:
OOBIYHO OKpAILIMBAaHUE IIPOBOASAT C MAPKEPAMHU CHHAINTO-
¢uzuHOM, XpoMorpaHuHoM A [8]. 310Ka4eCTBEHHOCTh
OIIyXOJH OLIEHUBAIOT C IOMOIIbI0 uHAekca Ki-67 u un-
JIeKca MUTOTHUYECKOM akTuBHOCTH [9].

IToMuMO HEWPOIHAOKPUHHOM OITyXOJIH IIPU CUHIPOME
¢on I'mmmens—JIungay B IIDK MoryT Takske BCTpeuaTbest
CEpO3HBIE IUCTAJAECHOMBI — OITyXOJIH, COCTOSIIUE U3 HE-
0OJBIINX KUCT, UMEIOIINE MYIBTUKACTO3HBIHN BUA. KHCThI
BBICTUJIAET TJIOCKUIT MM KyOUUECKHUM STIUTENHi, GoraThlit
mUKOoreHoM [7]. B cBsi3u ¢ 1oOpokadecTBEHHBIM TEUeHUEM
TaKHhe KUCThI YaCTO OOHAPYKUBAIOT JI0 MOSIBICHHS CUMII-
TOMOB [4].

VY Hamieil manueHTKH OBbLI BBISBICH CUHIAPOM (hOH
I'mmnens—/IuHgay co MHOXECTBEHHBIMU 00pa30BaHUSIMU
LEHTPaJIbHOI HEPBHOM CUCTEMBI, CETYATKHU, IOYKU U HaJl-
nodedHuka. Ilogo0OHas kapTHHA OMUCAHA B KIMHUYIECKOM
ciayuyae D. Neupane et al. [2] 1 B KITUHHYECKOM cllydae
WN.N. Jlapunoit u coasr. [1].

Kak u B Habnronenuu D. Neupane et al. Hama nanu-
€HTKa TaKXXe MMeJia HCTOPUIO TOCIUTAIN3AIMY B Heilpo-
XUPYPrUYECKOE OTJENICHNE B CBSA3U C TMIICPTCH3UOHHBIM
CHHJIPOMOM, TOJIOBOKPYKCHUEM H cI1a00CTBIO, HO €€ COo-
cTosiHME He ObLI0 TshkeNnbIM [2]. Kpome Toro, etie 10 3Tux
’Kano6 oHa HaOMIOANach Y TacTPOIHTEPOIIOTa ¢ OOIAMHU
B ’KHBOTE U KapTUHON XPOHUYECKOTO TTAaHKPEaTHTA.

B omnuuue or cityuast, onucannoro M. JlapuHoii u co-
aBT., Y HaIllel MAIIMEHTKU He OBbLJIO BBISBICHO KIMHUYECKUX
MpU3HAKOB (peoxpoMonuTomsl [1]. YacTeiMu u Hanbonee
PaHHUMU MPOSBICHUSIMU cuHApoMa (or ['unmens—JTunay
SIBISTFOTCS] TEMAHTHOOIACTOMBI CETUAaTKH, KOTOPBIE TAaKXkKe
MMEJNIM MECTO Y Halllel MalueHTKH, OJHAKO UX 00Hapy-
JKCHHE HE TPHUBEI0 K CBOCBPEMECHHON MOCTAHOBKE JHar-
HO3a [4].
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B Haiem ciydae HelpOIHIOKPHHHAS OITYX0Jb FOJIOBKH
IDK coueranack ¢ cepo3Hoii nucrageHomoit xsocra [TK.
O6pazoBanus [DK xapakTepHbl A1 TaHHOTO CUHAPOMA,
OHH TMATHOCTHPYIOTCS IPUMEPHO y 2/3 MalUeHTOB, HO
SIBJISIOTCS] B OCHOBHOM J00pOKa4eCTBEHHBIMH, MPEICTaB-
JISIFOIIMMHU COOOM KUCThI MJIHM CEPO3HbIE IMCTAaZeHOMBI [15].
B nureparype onucano mano cnyyaes HOOITK Ha ¢done
cunapoma ¢on ['unnens—JIunzaay.

Tak, B uccnenosanuu F. Penitenti et al. ygaacTBoBasm
vk 13 manuentoB ¢ HOOITXK, cpenu Hux Tpoe Obutn
POIACTBEHHUKAMHU, IIPU 3TOM TOJIbKO y onHoro HOOIDXK
coueranack ¢ kuctamu IDK. V Bcex y HuX, Kak u y Ha-
1ieil manueHTky, Obutn oOHapyKeHbl oopazoBanus LHTHC,
a InarHo3 «(heoxpoMOIIMTOMAy, HE TOCTABICHHBIN HaIlIel
MalyeHTKe, HabIoaascs IMIb y Tpex yenosek. [IpumepHO
B [TOJIOBUHE CITy4aeB 00pa30BaHuUs pacloiarajiuch B IOIOB-
ke u xBocte IDK [3]. B uccnenoBanuu R. Pradhan et al. cpe-
IIU TISITH ci1yvaeB cuaapoMa ¢oH [unmnens—JIlunnay ogun
conpooxaancs HIOITK, a nea kucramu [TK. B aByx u3
3THX TPEX CllydyaeB MalMEeHThl IEpPBOHAYAIbHO HAOIIOna-
nuck ¢ obpazoBanusimu LTHC, He umenu ucropuu odpa-
LICHUH 110 MOBOAY 3a00JIEBAaHUN JKEITYJOYHO-KHUILIEYHOTO
TpaxTa, ¥ TOJIBKO B OJHOM M3 HUX MAIMEHT KaJIoBaJICs Ha
6omnu B xuBoTe [12].

[Ipu cunapome o I'unnens—J/Iunnay Habnrogarorcs
MyTaluyu B F'eHe-CyIIpeccope OIyXoaeBoro pocra VHL,
KOTOPBIN pacronaraercs Ha 3-i XpoOMOCOMe B COCTOMT
u3 854 nykneorunos [4]. Cpeau HUX MOTYT OBITh Jiene-
LIUHA/MHCEPIUH, BBI3BIBAIOLINE CABUT PAMKH CUHMTHIBA-
HUS, HOHCEHC-MYTAallui, MUCCEHC-MYTallUd U MYyTallHH,
3aTparuBaronie caitel crutaiicunra [15]. ITo wactore
BCTPEUAEMOCTH MPeodaagaloT MUCCEHC-MyTanuu. [Ipu
cungpome pon ['unnens—J/lungay nepBoro THmNa 4vaiie
MPOUCXOJSAT MyTAIlMU CO CIIBUTOM PaMKH CUHUTHIBAHUA
(meneuuu 3K30HOB, HHCEpIUH). [Ipyu BTOpOM THIIE B OC-
HOBHOM BCTPEUAIOTCS] TOUEUHBIE MUCCEHC-MyTaluu [4].
V Hamiel maneHTKkH Obljia OOHApyXEeHa reTepO3UroTHAs
MHCCEHC-MyTalus B kojfoHe 194 ¢ 3ameHO#l TUMHHA Ha
UUTH3UH. Y OOJNBIIMHCTBA MAIIMEHTOB C CUHIPOMOM (OH
lunnens—JIunaay, AMarHOCTUPOBAHHBIM HAa OCHOBaHUU
KIIMHUYECKUX JAaHHBIX, HAOJIIOMAI0TCS TeTEPO3UTOTHBIC
myTanuu [15]. UHTepecHo, 4To MyTaluu B 3-M 3K30HE,
0C00cHHO B KomoHax 161/167, CBA3aHbI C MOBBIIICHHBIM
puckoM pa3zBuTus Metactarnuecknx HIOIDK, Ho B Hamem
clly4ae OHU He OBbLIH 3aperucTpUpoBaHbl [7].

3akmouenne

[IpuBeneno mopdonoruyeckoe HabawOIEHUE AO-
CTAaTOYHO PEIKOr0 HACJIEACTBEHHOTO CHHIpoMa (HOH
lunnens—JIunaay, NOATBEPKIEHHOTO FT€HETHYECKH U CO-
MPOBOXKJIAIOIIETOCS Pa3BUTHEM MHOXXECTBA CEPO3HBIX
OJHOKaMEpPHBIX U MHOTOKaMEPHBIX IUCTAJEHOM B COYe-
TaHWH ¢ BRICOKOAU(D(HEpEeHINPOBAHHOMN CBETIIOKIICTOYHOM
HEHPOIHTOKPUHHON OIYXOJIbIO TOJIOBKH MOIKETYI0UHOM
JKEJe3bl.

[Tpu Mopdonoruyeckom ucciiegoBaHuu ObL1a 0OHAPY-
JK€Ha OITyXOJb T'OJIOBKH, THCTOJIOTHYECKH — BBICOKOIUD-
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(bepeHurpoBaHHas HEUPOIHIAOKpUHHAS onyxoub, G1 mo
kiaccudukanuu BO3. Takxke Oblia 00HapykeHa cepos-
Hag HMcTajieHoMa 0e3 MPU3HAKOB HEHPOIHIOKPUHHOU
nuddepeHupoBKH B o0nactu XxBocta. Hame knnHnye-
CKO€ HaOJI0IeHNE MIPECTaBIIAET HHTEPEC BBUAY PEIKON
BCTPEYaeMOCTH JAaHHOTO cHUHIpoMa. OHO OTIAMYAETCs OT
ONMCaHHBIX B IUTEpaType TeM, 4TO MalldeHTKa HabIroaa-
Jlach MEPBUYHO C PACCTPONCTBAMU KEITYAOUHO-KUILIEYHOTO
TpaxTa, BOSHUKIINMH Ha (oHE HOBOOOpa30BaHUi MO Ke-
Tyno4yHoH xkene3sl. Kpome Toro, couetanue omyxonei, 00-
Hapy>K€HHOE B HallleM ciy4ae, He TaK 4acTO BCTpeyaeTcs
B IPYTUX KJIMHUYECKUX HAOMIOAEHUSX U MHBIX UCTOYHHKAX
JUTEPaTyphl.

KoH(puukT HHTEpecoB. ABTOPBI 3asBIISIIOT 00 OTCYTCTBUU KOH(IIUKTA
HUHTEPECOB.
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