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AHHOTauuA

WHcynuHoma — 3To Hanbosee 4acTo BCTpeyaroLwancA PyHKLUMOHMPYIOLWAan onyxosb NoAXKenyao4HoN xenesbl. [pumepHo B 5% cnyvaeB 3aboneBaHue acco-
LMMPOBaHO C CUHAPOMOM MHOXECTBEHHbIX 3HAOKPUHHBIX Heonnasuii 1-ro Tuna (MOH-1), obycnosneHHbiM MyTaumen B reHe MENT, KOTOpbIVi NPOABNAETCA
ageHoMaMy rmnognsa 1 OKONOLUTOBUAHBIX XKeNes3, NaHKpeaTN4eCKUMN HeMPOIHAOKPUHHBIMU ONYXONAMU, OMYXONAMW LIMTOBUAHON XXenesbl, Haanoyey-
HVKOB, KULLEYHMKA, KapLMHOMAAMM Nerkux n apyrux oprados. Y nauuernTtos ¢ MOH-1 Hepeako BCTpeyaoTcA aHrnopnbpombl, KonnareHoMbl 1 nvnomel. Oa-
Hako y 5-10% MauneHTOB C KIMHUYECKMMM NPOABIEHNAMMN JaHHOTO CUHAPOMA He yaaeTcA obHapy>xmTb MyTaumin B MENT. B Taknx cnyy4aAx Nnpu4nHoOn 3a-
6oneBaHMA MOTyT BbiTb pa3Hble HapyLeHnA (MyTauum, NonMMopunambl 1 Np.) B ApYrux reHax. B nutepatype onvcaHbl 6onee 10 reHOB, acCOLIMMPOBAHHbIX
C VIHCY/IMHNPOAYLMPYIOLLEN OMyXOmbio MOAXKENYA04HON >enesbl. B npeacTaBNeHHOM KIMHUYECKOM Criy4ae MONOAOMY NaUMeHTy ¢ MHCY/TMHOMOW 1 Noao-
3pUTEeNbHBIM heHOTUNOM OTHoCUTeNnbHO MOH-1 npoBeaeHo pacluMpeHHoe reHeTnyeckoe nccnegosaHve. B ctatbe noayepkmBaeTcA HEO6XOAUMOCTDL MO-
MCKa HOBbIX FTEHETUYECKMX MapKepoB, NpeapacnonaraioLlmx K pa3BMTUIO MHCY/TMHOMbI, U B MOCNEAYIOLEeM BHeAPEHUA CeKBEHMPOBaHWA NaHEeN reHoB y Ta-
KMX 6ONbHbIX. [eHeTNYeckoe TecTMpoBaHMe NoKasaHo B NepByo o4epeab NalyMeHTaM MOIof4oro Bo3pacTa ¢ My/bTUOKabHbIM NOPaXKeHNEM, OTArOLLEH-
HbIM CEMEIHbIM aHaMHe30M, 1 COMYTCTBYIOLLEN acCoLMMPOBAHHON NaToNornen.

KnioueBble cnoBa: MHCYNIMHOMA, repMUHanbHaA MyTaumA, cnopaguyeckan MyTaunA, FeHETUHECKUIA CKPUHWHT.

Ona umtuposanua: lOkuHa M.IO., Hypannesa H.®., TpowwuHa E.A. 1 ap. VIHcynuHnpoayumpytoLwan onyxonb NoaXXenyao4HO >xenesbl y nauneHTa Monoao-
ro Bo3pacTa: Nouck repmmnHanbHon myTauun. KnuHuyeckuin cnydai. Consilium Medicum. 2019; 21 (4): 70—74. DOI: 10.26442/20751753.2019.4.190335

Clinical Case

Insulin-producing tumor of pancreas in a young patient:
the search for germline mutations. Clinical case

Marina Yu. Yukina™', Nurana F. Nuralieva', Ekaterina A. Troshina', Ayrat R. Kaldarov?, Tatjana V. Soldatova’,
Alexander V. Vorontsov', Victoria P. Vladimirova', Natalya V. Tarbaeva'

'Endocrinology Research Centre, Moscow, Russia;
2A.V.Vishnevsky National Medical Center of Surgery, Moscow, Russia
*kuronova@yandex.ru

Abstract

Insulinoma is the most common functioning tumor of the pancreas. Approximately 5% of cases of the disease is associated with the syndrome of multiple en-
docrine neoplasia type 1 (MEN-1), caused by mutation in the gene MEN1. The MEN-1 is manifested by pituitary adenomas and adenomas of parathyroid
glands, pancreatic neuroendocrine tumors, tumors of thyroid gland, adrenal glands, intestine, carcinoids of lungs and other organs. Patients with MEN-1 often
have angiofibromas, collagenomas and lipomas. However, in 5-10% of patients with clinical manifestations of this syndrome, mutations in MEN1 cannot be de-
tected. In such cases, the disease can be caused by various disorders (mutations, polymorphisms, etc.) in other genes. More than 10 genes, associated with in-
sulin-producing pancreatic tumor, are described in the literature. In the presented clinical case, an extended genetic study was performed in a young patient
with insulinoma and a suspicious phenotype of MEN-1. The article emphasizes the need to search for new genetic markers that predispose to the development
of insulinoma, and the subsequent introduction of panel of genes sequencing in such patients. Genetic testing is indicated primarily for young patients with mul-
tifocal lesions, family history and associated pathology.
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BBenenne

WucynuuoMa — 370 HaubosIee 4acTo BCTpedaroiasics QyHK-
LMOHUPYIOLIAsl OITYXOJIb IO/KeNTyLOYHOI XxKee3nl (MeHee 1%
MHCY/IMHOM MMeeT BHEeITaHKPeaTNIeCKYI0 TOKaIM3aLVIo), K-
HUYECKY MPOABIAIAACA IMIOTTNKEMIYeCKMM CUHAPOMOM
[1]. BBupy oTHOCKTENbHO HU3KOIL 3abomeBaemoctu (1-3 cy-
yas Ha MJIH HacejleHusA B rof [1]) obcnemoBaHme u nedeHue
DAHHOI KOTOPTHI MAaIlIeHTOB Ke/laTe/IbHO OCYIIEeCTBIATh B
YCIOBMAX BBICOKOCIIELMANM3UPOBAHHBIX MEUIIMHCKNX yU-
pexxpeHuit [2] ¢ mpuBIeYeHMEM MYIbTUAUCIUIUIMHAPHON
KOMaH/Ibl CIIeLMaaucToB [1].

IIpumepHO B 5% ciTy4aeB MHCY/IMHOMA aCCOLMMPOBAaHA C CUH-
IPOMOM MHO>KECTBEHHBIX 9HIOKPVHHBIX HeoIutasumit 1-ro tuma
(M3H-1) [1], koropslit 06ycnosieH myranueit B reie MENI u
HPOSIB/ISIETCS afleHOMaMy IUI0(13a 1 OKOTOLINTOBUIAHBIX XKe-
73, TTaHKpPeaTM4eCKMMI HelPOSHAOKPUHHBIMU OIYXOJAMM,
OITyXOJISIMIU LIMTOBU/IHON >KeJIe3bl, HaJllIOYeYHNKOB, KMIIeUHN-
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Ka, KapIIMHON/IJaMI JIETKMX Y APYTUX OPTaHOB. Y MaleHTOB C
MB3H-1 vacro BcrpevaroTcst aHrnoguOpOMBI, KOJUIAr€HOMBI 1
nunoMsl. VIncynuuoMa B 14-29,5% ciydaeB AB/A€TCA IEPBHIM
IIpOsAB/IEHIEM CHH/POMA ¥ MaHU(ECTUPYeT, KaK IIPABUIIO, B MO-
JIOOM Bo3pacte (110 pasHbIM JaHHBIM, CPeHIIT BO3PacT — OT 24
o 36,4 ropia) [3]. 3moKadecTBeHHbIE MHCYTMHOMBI IIPU CHH/PO-
Me MOH-1 BcTpedatoTcs y 8-27% mauyeHTOB, B TO BpeMsA Kak
criopag4ecKye OIyXou SABJLI0TCS 3/I0Ka4eCTBEHHBIMI TONbKO
B 3,5% ciy4aes [4]. Y 6onbiunHcTBa (76-89%) MaIMeHTOB C CUH-
npomoM MOH-1 nHcynmmHOMBI MHOXecTBeHHBIe [3]. Takxe B
HOJKE/TyIOYHOII XeJle3e MOTYT ObITb OOHapy>KeHbI 1 HeyHK-
LMOHMPYIOLIVE HeIIPOSHIOKpUHHBIe omyxou. C yu4eToM cKa-
3aHHOTO, B IIPeJJOIIePAllIOHHOM IIepyojie HeOOXOAMMO yTOUHe-
HIIe TOPMOH/IBHON aKTMBHOCTY K&XX/0T0 00Pa30BaHIISI IIOKe-
JIy[lOYHOI XKeTle3bl [l ONpefe/ieHNsT 0O'beMa OIePATUBHOTO
BMetaTenbcrBa. C 9TON 1e/IbI0 IPOBOJUTCS apTEPUATTBHO-CTH-
My/IMPOBaHHBII BEHO3HBIIT 3a60p KpoBu [1].
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Heo6xoa1Mo 0TMeTUTD, 4TO IPUOIM3UTENBHO ¥ 5-10% ma-
1ueHToB ¢ MOH-1 He BbLABnAeTca mytauya MENI [5, 6]. On-
HaKO B INTepaType NpeJCTaB/leH0 HeEMAIO KIMHUYECKUX CTIY-
YyaeB COYETAHMA MHCYIMHIPOAYLUPYIOILEil OIyX0Iu MOfKe-
Ty OYHOJ >Xe/le3bl U KoMnoHeHToB MOH-1 ¢ oTcyrcTBUEM
MmyTanyu B rene MENI [7]. Y Takux 60/IbHBIX OIIMCaHbI U3Me-
HeHus B ipyrux reHax. Tak, E.Pardi u coaBT. 06Hapy»xmnu Ba-
puanT Argl6His rena AIP y nanueHTa C MHCYIMHOMOI 1 Tep-
BMYHBIM TUIIE€PIIapaTHpPeo30M. ABTOPBI IIPeAINO/NIaralT, YTO
MaHHBIl BapMaHT ABIAETCA MOTUMMOPPU3IMOM, TaK KaK BBI-
ABJIEH U 'y PAa 3[I0POBBIX MHAVBNUAYYMOB [8]*.

Heo6x01M0 OTMETHUTD, YTO IPY IIOJO3PEHNN Ha CUHAPOM
MO3H-1 Tpebyercsa TuiaTenbHOe 00CIefOBaHME OOTbHBIX.
Tak, B YHMKa/JbHOM KIMHMYECKOM CIIy4ae, OINMCAaHHOM
Y.Ono 1 coaBT., y HalleHTa CO 3710Ka4eCTBEHHOI MHCYINMHO-
MOI1, I'MIepKaibliYieMMeil 11 MOBbIIIeHNEeM TapaTUPEOUFHOTO
TOpMOHA NepBOHAaYa/IbHO IpeANnonoXxeHo Hannyne MOH-1
(coueTaHMe HENIPOIHTOKPUHHOI OIYXOIN MOKETYLOUHON
Keslesbl U IIEPBUYHOTO ruiepnaparrupeosa). OgHako y 607b-
HOTro Ob1710 3a(MKCUPOBAHO CHIDKEHIE CYTOYHO 9KCKpeLn
KaJIbLIMsA C MOYOIL, B CBA3Y C Ye€M AMATHOCTMPOBaHa CeMell-
HasA runokanbuuypudeckas runepkansuemud (CIT). Ilpnu
reHeTu4ecKOM MccaefnoBanuy usmenenuit B MENI He o6Ha-
PY’X€HO, OJJHAKO BblsAB/IeHa MyTauusA B reHe CASR, maTorHo-
mounyHas s CIT. ITpu sToM B 06pasiiax TKaHM MHCYINHO-
MBI 1 MeTacTa3oB obHapyxeHa akcnpeccuss MPHK CASR, a
TaKKe 6eKa, KOAMPYeMOTo JaHHbIM reHoM. Ilpumedaresb-
HO, YTO B JOOIEPALMOHHOM Iepuofe Ha (OHe BBEJEHUS
IJIIOKOHATA Ka/JIbLUs IIPY apTepUanbHO-CTUMYINPOBAHHOM
BEHO3HOM 3abope KpPOBU IPUPOCT MHCYIMHA Y JaHHOTO
6onbpHOTO OBII HEOONBIIMM (MeHee YeM B 2 pasa) [10]. Yun-
TBIBasi COYETAHIE y MALMEHTA IBYX PEAKIX 3a00/IeBaHNIL, 3/10-
Ka4eCTBEHHOI MHCYIMHIIPOAYLIMUPYIOLIel OIyXO/IN IOKeNy-
mounoii xxenespl u CIT (pacmpocTpanenHocTs 1:78 000 [11]),
HeJIb3s1 MCKIIOUUTD, 4TO MyTanuy B reHe CASR MOTyT UrpaTth
poOJ/Ib B TYMOpOIreHe3e TOPMOHA/IbHOI TUIIepCeKpeLun Npu
MHCY/IMHOME.

[Tpu MHCYNMHIIpOAYLMPYIOLIEil OIIyXO/M IOMKeTyLOYHON’
Ke7ie3bl OIVICAaHbl COMATUYECKVIEe MyTali, @ TAKXKe ApyTue U3-
MeHeHusa renoB MENI u CDKI (CDKN2B u CDKN2A). Taxk,
N.Lubomierski u [p. BBIABUIM CHIDKEHME IKCIPECCUN
CDKN2B B TKaHM 106pOKa4eCTBEHHBIX MHCY/IMHOM B 33% cry-
qaes [12]. D.Bartsch u coaBT. 06Hapy>Knnu B TKaHM 3710Kade-
CTBEHHOII OIIyXx0/yt roMo3urotHyo penennio CDKN2A (xopu-
pylolIero mpoTenH pl6), a B TKaHU HOOPOKaueCTBEHHOII MHCY-
JIMHOMBI — abeppaHTHOe METWIMPOBaHNe JAHHOTO reHa. B mpy-
TOM MCCIeJlOBAaHUM IIPY MIMMYHHOM OKpaiuuBaHuu B 89% ciy-
yaeB JOOPOKaYeCTBEHHOI 1 B 83% CiTydaeB 3/10Ka4yeCTBEHHOI
MHCYJIMHOMBI 9Kcnpeccusa plé orcyrcrBoBana. Ilpu atom B
HOPMA/IbHOI TKaHM IOf[KeTyI0OYHOI1 JKeTe3bl BbLAB/IEHA BbIpa-
eHHas sKcnpeccus pl6 [13]. Kpome toro, R.Hrascan u fip. 06-
HAPYXXWIM B TKaHU [OOPOKAYeCTBEHHOI MHCY/TNHOMBI IIOTEPI0
reTepo3uroTHOCTU reia SDHB, KonMpyoIero CyobeANHULY
CYKI[MHATAETUAPOreHassl [14].

Taxkum 06pa3oMm, IPOrHO3 M TAKTUKA BefeHNsI OOIbHBIX C
MHCY/ITHOMOJI MOTYT OIIPeAe/IATbCS HAaCIe,CTBEHHBIM 3a601e-
BaHIeM, C KOTOPBIM acCOLMMPOBaHa ONyXo/b. C y4eToM BbI-
IIeCKa3aHHOTO BCeM IAl[eHTaM CJIeflyeT PAacCMOTPEeTb BOIIPOC
0 IIPOBeJIeHNYI T€HETIIECKOTO 0bcmenoBanms. B coorBercTBIN
¢ pekoMmeHpganusamu EBporeiickoro o61ectsa o HEMPOIH/0-
kpuHHbIM onyxonaM (European Neuroendocrine Tumor So-
ciety - ENETS) [1], reHeTnueckoe TeCTUpOBaHUe IOKa3aHO
IIpY OTATOIIEHHOM CEMEeITHOM aHaMHe3e, a TAK)Ke IIpU KIVHMU-
KO-71a00paTOPHBIX [JAHHBIX, IIO[03PUTE/IbHBIX B OTHOLUIEHUN
HaC/IefICTBEHHDbIX CHPOMOB.

Heo6x0f1MMO OTMETUTD, YTO B HACTOsIII[ee BPEMS TeHETIe-
CKMIT CKPVHYHT 3a6071eBaHMI1, aCCOLUMPOBAHHBIX C 9HTEPO-
MTaHKpeaTM4IeCKMMM OIyXOonAMM, B Poccun He mpoBouTcs, B
JIy4llIeM CIy4dae OrpaHMYMBaeTCs uccnefosanyeM rena MENI.
C y4eTOM M3/I0KEHHDbIX TUTEPATYPHbIX AHHBIX, IPE/ICTaB-
JIAIeTCA KIMHWYECKUI CITydali MOJIOIOTO TalMieHTa C MHCYIMHO-
MOJI I TOIO3PUTENBHBIM q)eHOTMHOM oTHOCUTEeNbHO MOH-1,
KOTOPOMY IIPOBEJICHO PaCIIMpPEHHOe FeHeTYecKoe 00cmeso-
BaHIe.

Knuanyeckmit coydait

IMauent I'. 33 et o6¢cnenosan B PI'BY « HMMUILI supgokpu-
Honmoruym» B Mae 2018 I. B CBA3M C >Kamob6aMy Ha 3MMU30/bl BbI-
PaKEeHHOM C1aboCcT, 0OMIBHOTO MOTOOTHENEHNS, TPOXKM B
TeJle, TOTOBOKPY)XXEHN, «IIOTEMHEHMVA B I7Ta3aX M Me/TbKaHNA
MyIIeK», MHOT/la IIOMyTHEHNUA CO3HAaHNA, KYHNUPYIOUIMeCs
MpYEMOM CIaIKON NI

IlepeuncrieHHble >ka00bl BriepBble BOSHUK/IN 1eToM 2016 T., B
CBSI3M C YeM NIPOBOAMIIOCH KapAMONIOTYeCKOe U HeBPOJIoTIYe-
cKoe 00cefoBaHNe, TaTOIOINY He BhISBIIEHO. B mapre 2018 1.
BO BpeMsI IPUCTYIIA BIlepBble 3apUKCIPOBAHO CHIDKEHIE [N~
KeMIU 10 2,2 MMOJIb/TI, OFHAKO 3a060p KPOBM [Isi TOPMOHAIIb-
HOTO UCC/Iefl0OBaHNs He IPOBOAICA. PeKoMeHIOBaHO YacToe
ApobHOe muTaHue, 00C/IeOBaHNEe B SHAOKPUHOIOTNIECKOM
CTalVIOHape.

IIpu rocnuramusanuu B ®PI'BY «HMMUII sugokpmuHOIOIrMm»
BBINOJIHEHA IIp06a C IINTEIbHBIM TONOfaHmeM: depes 33 4
II0C/IE TIOC/IEHETO Mp1eMa MUY Y 60/IbHOTO PasBIIICH Hell-
POTIMKOTIEHNYeCKIe CUMIITOMBI (Ie30pMeHTAIMSA B IPOCTPaH-
CTBe U BpeMeHM) Ha QOHe TUITOTIMKEMNUY, BBINIOHEH 3a60p
KpoBy 13 BeHbl. COITIACHO pe3y/IbTaTaM 1ab0paTOPHBIX MCCTIe-
moBaHuit (rmokosa — 1,77 Mmmorbs/ i, uncynns — 10,75 MxE/mi,
C-nenrtup - 1,84 Hr/mn, NpouHCynuH — 6,89 IIMOJIb/JI) BYAarHO-
CTMPOBaHA TMIIEPUHCYIMHEMIYECKasA TUIIOTIMKeMMs. JJaHHbIX
32 ayTOMMMYHHYIO TUIIOTTIMKeMIIO (MHCYMHOBBIN ayTOMMMYH-
HBIII CUHAPOM ¥ MHCY/TMHOPE3NCTEHTHOCTD TuIa B) He momyde-
HO: YPOBHM aHTUTeEN K MHCYIMHY 1 K €T0 PeLlelITOPY — B Ipefie-
nax pedepeHcHbIX 3HaveHmit (1,7 E/vm u 2,751 Hr/M cooTBet-
CTBEHHO). [JaHHBIX 3a HafIMOYEYHNKOBYIO M COMaTOTPOIHYIO
HeJJOCTaTOYHOCTb He MOTy4eHO: KOPTU30JI — 567,8 HMO/Ib/ I, CO-
marorpornHsiit ropmoH (CTT) - 0,073 Hr/mi1, MHCYTNHOIIOR06-
Hblit paxrop pocra (VIDP)-1 - 366 Hr/mn. Takum o6pasom, pe-
3y/lbTaThl /1a0OPATOPHBIX MCCIEJOBAHMUIL, IONTy4YeHHbIE II0
OKOHYaHMY IIPOOBI, COOTBETCTBOBA/IN ABTOHOMHOII TUIIEPCEK-
peuyu HHCYMMHA Ha (pOHe IMIOIIMKEMIUYeCKOTO CUHAPOMA.

C 11e/1pI0 IIOMCKA MCTOYHMKA IIaTOJIOTMYECKO CEeKpeLViy NH-
CynVMHA IIpOBefieHa TommdecKad AuarHoctuka. CormacHo pe-
3y/nbTaTtaM abJJOMIHAIBHOTO YIbTPAa3ByKOBOTO MCCIE[OBAHIS
(Y311) 6e3 xonTpacrroro ycunenus (KY), B o6mactu ronoBku
IIOJKeTyNOYHOI! XKeJle3bl Ha IepeHell IIOBepPXHOCTH OIIpefie-
JIAETCs TUII09XOTeHHOe 06pa3oBaHue pasmMepamu 13x11x10 Mm
(puc. 1). ITo faHHBIM MY/IbTUCIMPAIBHON KOMIIBIOTEPHOI TO-
morpadun (MCKT) c KY: B rooBKe IO/KeTyLOYHOI Xeme3bl
OTIpefieNnsieTCs OBaIbHOE 0Opa3oBaHye C YeTKMMIU HEPOBHBIMU
KOHTYPaMM, aKTVBHO HaKaIl/IMBaolee KOHTPACTHBIN Iperapar
B apTepuanbHyio ¢asy, pasmepamu 15x20x15 mm (puc. 2). C mo-
MOIIBI0O MYIbTUIUIAHAPHOTO MCCIEJOBAHUA C IPUMEHEeHNEM
MHTeJUIeKTya/IbHOI1 porpaMMbl Fusion nmpoBefieHa CMHXPOHM-
3a1s1 N300paXKeHMIT, nonyyeHHbIx ipy Y3U u MCKT c KY, n
[IOATBEPXK/IeHA MIeHTUYHAs TOKaIM3anus onyxonu (puc. 3).
Taxoxe IIpoBefieHa MarHITHO-pe30HaHCHas Tomorpagus (MPT)
OPIOIIHOI [TOIOCTH ¥ 3a0PIOLINHHOTO IPOCTPAHCTBA, BbISIBIIE-
HO I'MIIepBacKy/IsipHOe 06pasoBaHue B 06/1aCTy TOMOBKM ITOJ-
JKEJTY[IOYHOI >Kele3bl, 10 BEHTPAIbHOI TOBEPXHOCTH, OIHO-
POJHOII CTPYKTYPBI, OBAIbHOI (POPMBI, C YETKIMU, HECKOTIBKO

*B oTnmdme OT MyTaImit, IPUBOAAIIMX K IIATOreHHBIM BapMaHTaM IeHOB, TOMMMOPQU3MbI Yallle BCETo IPUBOAAT K M3MEHEHMAM, He BICKYIIVIM 3a CO-
6011 3HAYMMBIe I3MEHEHMs FeHOB (HellaToreHHbIe BapuaHThl). OHAKO B Ae/ICTBUTENIBHOCTH OT/IMYIE MeXIy HUMM He Beerfa yerkoe. Cut-off mexxay my-
TalMelt 1 TOMMMOPGU3MOM YCTaHOBJIEHA Ha YPOBHe 1% 061ileif Oy ALY, T.¢. eC/IY M3MEHEHHAs ajl/ie/lb BCTPedaeTcs MeHee 4eM B 1% IIOmy/iALum, To-
I7la OHa paccMaTpyBaercs Kak MyTaiys. He uckmodaercs, uro Gpopmuposanme dperoruna MOH-1 06ycoBeHo B3anMOLeCTBIIEM MEX/y HellaTOreH-

HBIMJ Vi TATOT€HHBIMY BapMaHTaMI HECKOIbKIX TeHOB [9].
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Puc. 1. Y3U nopxenynoyHoi xenesbl 6e3 KY. HcynnHoma ronos-
KW NoA>enynoyHon enesbl (06BegeHa B Kpyr).

Fig. 1. Pancreas ultrasound without contrast enhancement. Insuli-
noma of pancreatic head (circled).

HEepOBHbBIMM KOHTypaMM, pasMepamMy 19x13 MM, ITUIIepUHTeH-
cuBHOe Ha T2-B3BelleHHOM 1 Au(Y3MOHHO-B3BELIEHHOM
nzobpaxennsix (ADC=2,4x10° mm?/c); puc. 4, 5. Hann4ane nn-
CyMHOMBI «11ofTBepKAeHo» pu Y3U ¢ KY: yepes 11 ¢ nmocne
BBefIeHVs1 KOHTPACTHOTO BeIljeCTBa B 00/IACTY TOJIOBKM ITOJIKe-
JyNOYHOI KeJle3bl Ha IIepefiHell TOBEPXHOCTY OIPeeAeTCa
OYar MOBBIIIEHHOTO KOHTPACTMPOBAHNIS C OBICTPBIM BHIMBIBAHN-
eM KOHTPACTHOTO BelllecTBa HauMHasi ¢ 17-11 ceKyHab! (puc. 6).
Takum 06pa3oM, Ha OCHOBaHMY PE3yIbTATOB 0OC/IEFOBAHIIS
YCTaHOBJIEH [YarHO3 MHCYIMHOMBI TOJIOBKY MOJKETyJ0YHOI
JKeJIe3bl, peKOMEHJJ0BaHO OIlepaTHBHOE JIeYeHME.

ITarueHTy BBIIOIHEHO 00C/IeOBaHNME C 1Ie/IbI0 MICK/TIOYEHMs
cunzipoma MOH-1: uccneoBaHbl ceponornyecKkye moKasaream
[apaTHPEONFHOTO TOPMOHA, KaIbI{Msl 00LIEr0 ¥ MOHU3NPO-
BAaHHOTO, IIPOJIAKTIHA — B IIpefenax peepeHCHbIX 3HAYEHNIL.
B cBasu c nosbimeHHbIM ypoBHeM VIOP-1 nposesieH mepo-
PaIbHBIIT TTI0KO30TO/IEPAHTHBLI TecT ¢ uccnegopanueM CTT,
0 pe3ynbTaTaM KoToporo akpomeranus uckmoderna (CTT Bo
Bcex Toukax — MeHee 1 Hr/mi). [IpoBegena MPT ronosHoro
MO3ra, JaHHBIX 32 afjleHOMy I'Mo¢usa He IOIyYeHO.

ITpyHMMas BO BHUMaHMe HaJM4Me Y MOJIOZIOTO MallyieHTa
HeJIPO3HIOKPMHHOI OITyXO/IN MO KENTyJOYHOI >Ke/le3bl, OTH-
TOILLEHHBIIT CeMeITHbII aHaMHe3 (OIIyX0/Ib TOJIOBHOTO MO3Ta ¥
AV II0 MaTePUHCKOI TMHUN), MHOXECTBEHHBIIT TMIIOMATO3
MOJKO>KHOI KIeTYAaTKM, C Ije/IbI0 MCKIIOYeHN Hac/le/ICTBEeH-
HOJI IPUYVHBI 3a60/1eBaHNsI BBIIIOTTHEH MOJIEKY/LSIPHO-T€HETH -
YeCcKUIil aHa/lN3 MEeTOOM IapajlIeJIbHOTO CEeKBEHVPOBAHMA —
usmeHneHni B renax MEN1, AIP, CASR, CDKN2B, CDKN2A,
SDHB e BbisiBneHO. TakuM 006pa3om, y6eauTenbHbIX JaHHbBIX
32 HaC/IE[,CTBEHHYIO I1aTO/IOTHIO He MOTyYEHO.

31.05.2018 B PIBY «HMMUII xupyprun um. A.B.Bumnes-
CKOTO» BBINIOJIHEHA 3HYK/I€Alus HEMPOSHIOKPUHHOI OITyXO-
/. VIHTpaolepaIoHHO: MO KeNy[oYHaA Kee3a J1aMeTpoM
0K0710 30 MM B 00/IaCTH TeJIa, COYHasI, MArKasi, JOIbYaTOCTD ee
COXpaHeHa, 6e3 IIPM3HAKOB aTpOGUM UM CKIepo3a apeHXM-
MBI BpInOTHeHbI anmapaTHas JeHCUTOMETPHA TKaHN JKeTle3bl
U MHTpaoliepanoHHoe Y3V, B nepemteiike mojKemys0uHoM
JKeJjle3bl Ha BEHTPA/IbHOI €€ TOBEPXHOCTY BU3YaNU3UPYETC
IUIOTHOE OKPYI/IOE OIIYXO/IeBUAHOE 0OpasoBaHme o 19 MM B
nuamerpe. HauaTa sHyK/Ieanns ONyXO/M C IIOMOIIbIO OUIIO-
JIIPHOTO 3a)KMMa U OCTPBIM IIyTeM B C/I0€ MeXXAy IICeBIOKaIl-
CYJ/IOJ OIIyXO/IM ¥ IIAaPEHXMMOII JKee3bl. B manpHelineM Bbl-
TIOTHEHa TOHHENM3AL M MOMIKeTyLOYHOI Ke/le3bl HaJl KOH-
¢10eHCOM BOPOTHOI! BeHbI, OIIYXO0/Ib BBUIYI[eHA O] MaHy-
a/pHBIM KOHTposeM. ['emocTas. Cyxo.

ITo faHHBIM MOP(OIOIMIECKOTO NCCIIE[OBAH ITOCTIEOTTe-
PAaLMOHHOTO MaTepuana MOMKeTyLOYHOI XKeesbl (puc. 7):
MakpoIpemnapar — fepopMUPOBAHHOE Y3110BOe 00pas3oBaHue,
pasmepom 1,9x1,6x1,0 cM, ¢ YacTUIHO 06OXOKEHHOI TOBEPX-
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Puc. 2. MCKT c KY. Onyxosnb ronoBku nogyenynoqHon xenessol (yka-
3aHa CTPenKon): akcnanbHbll cpes, apTepuanbHan dasa.

Fig. 2. MSCT with contrast enhancement. Pancreatic head tumor (ar-
row): axial section, arterial phase.

Puc. 3. A6pomuHanbHoe Y3U nopykenyao4YHom Xenesbl, COBMe-
weHHoe ¢ AaHHbIMM MCKT Ha 3/1eKTPOHHOM HOCUTeNe C NOMOLLbIO
TeXHONOruM MynbTUMoAanbHon Budyanusauum Fusion. Onyxonb
rofIoBKM MOMAXENyA04HON Xene3bl (06BeAeHa B KPyr pO30BOro LBETa).
Fig. 3. Transabdominal pancreas ultrasound combined with MSCT
data on electronic secure storage device with Fusion technology
for multimodality visualization. Pancreatic head tumor (circled in
pink).

Puc. 4. MPT. Onyxosb rofioBKM NoJXXenyao4HoM xenesbl (yKasaHa
cTpenkowu): T2-B3BeLIeHHOe n3o06paXkieHne, akcuasnbHbIi cpes.

Fig. 4. MRI. Pancreatic head tumor (arrow): T2-weighed image, axial
section.

HocThIo. Ha paspese — OKpyT/Iblii y3e, IpeiCTaB/Ie€HHbI MAT-
KOIJf, OMHOPO/IHOII >KeNITO-KPACHOM TKaHbl0. Mukpockonmye-
CKOe OMJICaHMe: y3e/I IPefCcTaB/IeH OITYXO/bIO I3 OTHOCUTENbHO
MOHOMOP(HBIX KJIETOK C OKPYIJIBIMU ApaMU U CTabo 3031HO-
buIbHOM LUTOMIa3MOIt, GOPMUPYIOIINX a/lbBEOSIPHBIE U
TpabeKy/IsApHble CTPYKTYPbl B XOPOIIO BBIpaXKeHHOI Ppubdpos-
HOJ1 cTpoMe. MUTO3bI, ouaru HeKpo3sa He BbLaBATCA. C 11e-
JIbI0 BepUUKALVM AMArHO3a IPOBefIeHO JOIIOTHUTETIbHOE M-
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Puc. 5. MPT. Onyxonb ronoBkKu Nopykenyao4Hon xenesbl (ykasaHa
cTpenkoin): ancdy3noHHO-B3BeLIeHHOe n3o6paXeHne, akcuanb-
HbIl cpes, b-chakTop = 800.

Fig. 5. MRI. Pancreatic head tumor (arrow): DWI, axial section,
b-factor = 800.

fx DWI B=800

r J
e

Puc. 7. NMocneonepaunoHHbIl MaTepuan NoAXenyAo4HON enesbl.
Fig. 7. Post-operative sample of pancreas.

Puc. 6. Y3U nopxxenynoyHowm xxenesbl ¢ KY. UHcynnHoma ronoBku
nopykenyao4YHom xenesbl (06BeaeHa B Kpyr).

Fig. 6. Pancreas ultrasound with contrast enhancement. Insulino-
ma of pancreatic head (circled).

MYHOTUCTOXMMMIYECKOe UCC/IeJOBAHNe OMYXO/IM MOMKeMy0d-
HOJ1 >Ke/le3bl C iarHocTuyeckumy anturenamu: Ki67, cunan-
todusut, xpomorpauH A, CD56. BoIbIIMHCTBO K/IETOK OITy-
X0/ 0OHAPYXKMBA/IM BHIPAXKEHHYI0 MEMOPaHHYIO SKCIIPECCHIO
CD56, BbIpa)K€HHYI0 MEIKOTPaHY/IAPHYI0 LUTOIIa3MaTUye-
CKYIO 9KCIIPECCHIO XPOMOTPaHMHA A, II0/I0KUTE/IbHYIO LIUTO-
I/Ia3MaTHYeCKyI0 9KCIpeccuio cuHanToduanua. VIHxekc mpo-
mugepanym Ki67 cocraBun 1%. Takum 06pasom, MIMMyHOMOP-
¢osornyeckne MpU3HAKM COOTBETCTBYIOT BhICOKOAU(epeH-
L[MPOBAHHOI HelfPO3HTOKPUHHOI OITyXO/IM TOJTIOBKM MOJKENTY-
OOYHOM Kene3bl, G1.

B Teuenue 3 Mec mocie XMpypru4ecKoro BMeIaTe/IbCTBa SIIM-
30/l TUIIOITIMKeMuy (Ha (oHe 0OBIYHOTO MUTaHMsA Oe3 [OIoI-
HUTEJIbHOTO IIpMeMa yIIeBOfIoB) He ¢puKcuposamuch. [Ipu 06-
cnenoBanuy B OTBY «HMMII sHZOKPUHONIOIMN» B CEHTsIOpe
2018 r. [aHHBIX 3a HapYyIIEHNUE YITIeBOTHOIO 0OMeHa He MoJTyde-
HO: IJIMKVPOBAHHbI reMOrIo6uH — 5,3%, mocie 10-4acoBoro ro-
JI0flaHMA III0K03a Ha (JOHE TIepOPaTIbHOTO TIII0KO30TONIEPAaHTHO-
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ro Tecra — 5,01/5,69 MMonb/n, ypoBHM MHCy/MHA U C-TIeNTHA —
6,76 MxE/mn u 1,78 Hr/Mn cooTBeTCTBEHHO. YpoBeHb MIOP-1
0OCTaBaJICs HE3HAYMTEIbHO MOBbIMIEHHBIM (297 Hr/Mi1). Habo-
JieHMe 32 TTaLIeHTOM IIPOJO/DKACTCA.

BriBoabl

IIpencraBneHHbIT KIMHNYECKUI CTy4dail IOATBEPKAAeT He-
00XOAMMOCTD ITPOBEJEHNS UCCTIEOBAHMII C LIe/IbI0 UAEHTU(M-
Kally HOBBIX TeHeTUYeCKMX MapKepoB, IIpefpacloarallnx
K PasBUTMIO MHCYIMHOMBI. B HacTosmee BpeMs aKTyanbHbI
pas3paboTka 1 BHepeHNe PaclIViPEHHOTO TeHETIYeCKOr0 CKPI-
HIMHTA HAC/Ie,CTBEHHBIX CUHPOMOB, B PaMKaX KOTOPbIX MOTYT
MaHM(eCTUPOBATh MHCYTVHIPOAYLUPYIOIIME OIYXOIN IOf-
JKEeTyJOIHOM JKenesbl. ['eHeTndeckoe TeCTMpOBaHye MOKa3aHO
B IIEPBYIO O4YepeNb MallEHTaM MOJIOJIOTO BO3pacTa C My/IbTU-
(hoKaNbHBIM IIOPa>KEHUEM, OTATOIEHHbIM CeMeTHBIM aHaMHe-
30M U CONYTCTBYIOIIEN acCCOLMMPOBAHHOI IIaTO/IOTHEN.
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