CEYEHOBCKU YHUBEPCUTET

AuarHocTuka U Ae4eHue
HeMPODHAOKPUHHBIX OITyX0Aeu
I10A>KeAyAOYHOU JKeAe3bl B paMKax
CMHApPOMAa MHO>KeCTBEHHOU
DHAOKPMHHON Heortaa3uu 1 tura
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Aupekrop — akageMuk PAH A.®. Yepnoycos



Cunapom MOH-1

HAaCJICACTBEHHOE ayTOCOMHO-
JTOMUHAHTHOE 3a00JIEBaHUE, MTPU
KOTOPOM Pa3BHUBAIOTCS THIICPILIA3HS
W/WIW Oy XOJId

* MapamMuTOBUAHBIX kele3 (98%),
* IOMKETymouHOH xkene3nl (50%),
 nepegHeit noau runoduza (35%),

Tak>xe BO3MOXXHO MOPAXKEHHUE
Tumyca u jerkux (10%),

HAaAITOYCYHHUKOB.




[Ipornos npu cunapome MOH-1

+ CHHAPOM SOAAHHFCPa-IAAMCOHa
+ nepHaparpeos

1. HenposHAOKpUMHHEBIE OIIYXOAU IHOAXKEAYAOUHON KeAe3bI
2. Kapnunoug tnmyca

IIpornoctuueckne ¢paxkTOph:

* Kapnmunoua tnmyca

« (OtgaseHHble MeTacTa3bl

* ArpeccuBHBIN pocT omyxoaen I DK

* boapmne pasmepnr onyxoaen 1 DK

* llosBaeHVe HOBBIX OITYXOAeM IIPU AMTHAMIMYECKOM
HaOAIOACHUN

* BrIcOKMI ypOBEeHb OIyXOA€BbIX MapKepOB (HaIlp. racTpUH)
* IIpucoeannenue Apyrux ropMOHaAbHBIX CMHAPOMOB

Ito T, Igarashi H, Uehara H, et al. Causes of Death and Prognostic Factors in Multiple Endocrine Neoplasia Type 1: A Prospective Study:
Comp.arison of 106 MEN1/Zollinger-Ellison Syndrome Patients With 1613 Literature MEN1 Patients With or Without Pancreatic Endocrine
Tumors. Medicine (Baltimore). 2013; 92:135-181. [PubMed: 23645327] <



Jeyenne HO0 nogxeayaounon

JKeAaessl 1pu cuHapome MBOH-1

CXO2Ke C Ae9eHleEM CIIOpaANd9eCKNX OHYXOAEﬁ, HO...

MBI 9aCTO CTaAKIMBaeMCA C MHO>KECTBEHHBIMII OIIYyXOAsAMMN
HO,ZI,)KGAY,ZI,O‘IHOIZ KeAae3bl, 4TO 3aTPpyAHAET XMNPYypIMIeCcKoe
AedeHune

IlokazaHus K XMpyprudeckoMy A€4eHNIO:

* l'opmonaabHO-aKTMBHBIE OITYXOAU

* Omnyxoan 0oabllie 2 cM B ArtaMeTpe

* Omnyxoan, 4eMOHCTpUpPYIOLNE POCT B TedeHune 6-12 Mecsiies

NB! Meracratuueckne HO0 I'DK nipu cmnapome MODH-1 pacryr
MeA/AeHHee CIIOpaANdeCcKx!



[TpoDaemMbl XuUpyprmyeckoro
AeYeHIs

Yacrora 0ca0>KHEHU ITpU OIlepaLsX 10 IIOBOAY
HD0 noasxkeayaouHoi >xeae3sl 33-52%

IIPY DTOM YacToTa HaHKpeaTndeckux ceuiein 8-19%
Aetaaruoctsb 0-3%

TaxTuka rpu MHOXKECTBEHHBIX OITYXOAIX
I10A>KeAYAOYHOU Ke/Ae3bl HeOAHO3HAaYHa

1.Tsang YP, Lang BH, Shek TW J Surg. 2014

2.de Santibanes M, Cristiano A, Mazza O et al. Cir Esp. 2014 Oct;92(8):547-52
3.Crippa S, Zerbi A, Boninsegna L, et al. Arch Surg. 2012 Mar;147(3):261-6
4.Varma V, Tariciotti L, Coldham C et al. Dig Surg. 2011;28(1):63-73

5.Egorov AV, Musaev GKh, Kondrashin SA, et al Khirurgiia. 2011;(6):60-5



HaMquLLme pe3yAbTaThl
A€UeHUsI MOXKeT 00eCIIeuTh
MHAVIBUAYaAbHBIV IIOAXOA,...




Aast oripeaeAeHsI UHAUBUAYaAbLHON
Ae4eOHOU TaKTUKU ITPU MHO>KeCTBeHHBIX

HD0 HeobOxoaumo

Y CTaHOBUTH CUHAPOMAaAbHBIN AMarHo3

l'acrpuHOMa
IHcyannoma

o)
o)
o I'aroxkaroHoma
o BlIIoma

YcTaHOBUTH TOYHBIN TOIINMYECKUI AMMAaTHO3

o B T.4. c npuMeHeHNneM cTaHAQpPTHBIX METOAOB Ay4eBOU AMAarHOCTUKIA,
PaAVIOHYKAMAHBIX ICCA€AOBAaHUI U TOACTOUTOABHOV OMOIICUMN IO
ITOKa3aHVISIM

OL[QHI/ITB PVICK ME€TaCTa3npOBaHIIA



Tomnmueckass AarHocTuka

.S @ B0 \

MPT

DHA0Y N

%8Ga DOTA ITIDT-KT




Cxema apTeprnaiabHO-CTUMYAMNPOBAHHOTO 3a6opa KpOBI I3

IIPaBOM [TIeYeHOYHOV BeHbI Ipu ctTuMyasauuu Ca++

apTepull, KPOBOCHaOXKaIOMIMX I0AXKeAYAOUYHYIO JKeAe3y

* NoKanusaumsi ropMoHarnbHO-
aKTUBHbIX 0Opa3oBaHUN

« onpegeneHne ocobeHHoCcTeN
KPOBOCHa0bXeHUs
NoaKenyao4HOW Xenesbl u
onyxonwu

e BblIIBNeHWe obrnactu
He3nanobnacTosa npu
OpraHN4YecKom
rMNEPUHCYNUHU3ME

[acTpoayoaeHancHan|
apTepuUa \

3a6op BeHO3HbIX Npob

Me4eHo4Han BeHa \

rd

YpeBHbIi CTBON
CeneseHo4yHan
apTepus a

Bepx. bpbixeeyHas apTepus

BopoTtHas
BEH3

Imamura M. Recent standardization of treatment strategy for PNET

World J Gastroenterol 2010 September 28; 16(36): 4519-4525



l'actpmuuHomel ripy MOH-

e MHOXeCcTBeHHEbBIe

Source: Brunicardi FC, Andersen DK, Billiar TR, Dunn DL, Hunter JG, Matthews JB,
Pollock RE: Schwartz’s Principles of Surgery, 9th Editian: httpi/fwww.accessme dicine. comn

e HeOoapmmx pasmepoB e e el o Sdbers e

* PernonapHsie A1MQPOY3AbI YACTO ITOPa>keHbl HA MOMEHT
oreparuu

* Ha goomnepannoHHOM 3dTane ygaercs BRLABUTD 25-60%
orryxoaen npotus 80% mpu criopaamdecKux

 IlponeHT 310KauecTBeHHBIX pOPM MeHbIIe — 15%
IIPOTUB 25% IPU CIOPaANIECKUX OITYXOASX

* Her eaunbix pekoMeHarnmi 1o orepaTuBHOMY
AEe4eHIIO



['acrpyroMbl ipu MOH-1

v TIAP

v\ DHyKJAeaIus OIyXoAen U3
rOAO0BKI, VICCEUEHIe
AYOA€HaAbHBIX IaCTPUHOM,
yAaAeHUY MaKCMaAbHO
BO3MO>XKHOI'O 4l1CAa
IaparaHKpeaTUIecKIx
AnM}OY310B U AVCTaAbHAas
Pe3eKITILs JKeAe3bl

15-aeTs1s BBIDKMIBAeMOCTD
npu HOO <2 cm 100%

anepraCTpMHeMMIo MO>KHO
KOHTPOAVPOBATh NIIIT n
aHaA0oTraMI cOMaTOCTaTUHA

YposeHs OaV>KanIINX 1
OTAAA€HHBIX OCAOKHEHIU
nipu I1AP?

Yacrora perinanBoB yepes
rog, rocae ornepanuu 50%



l'actpunomer npu MOH-1:

HaIllu IT0AXOAbI

/legyeHne rimiepIliapatmpeosa 11€pBbiM DTallIOM

Konrpoas runepracrpunemun VIIIT 40-60 mr x 2 pa3a B
A€Hb

Anaaoru comarocratuHa (oxkrpeorua-Jero) -
IIperiaparsl BBIOOpa 445 TOPMOHAABHOTO KOHTPOAS

Xypypruaeckoe AedeHne Ipu OIyXoAsX >2 CM UAU
Hed(PPEeKTUBHOCTY MeAVIKaMeHTO3HOV Tepannn

MakcumaarHOe coxpaHeHMe II0AXKeAYA0YHON KeAe3bl
IIpU OIlepPaTUBHOM AC€UYeHUN



I/IﬂcyAMHOMbl

Huskast nHPOpMaTUBHOCTD ClIMHTUTPad U PEIeTOPOB
comarocrtaTtuHa u %Ga I'IDT-KT (25-31%)

IIpeanoureHune caeayer OTgaBarTh XUPYPIUIECKOMY
AedeHUIO (DHyKAeallVsl/pe3eKI s, AallapOCKOIINYeCKUIA
AOCTYTII)

CA0>XHO onpeaeAUThb KakKasl U3 OIyXOAe SIBASIETCS
MMHCYAVIHOMOJ, a KaKle HeaKTIBHbI

Y orpaHnYeHHOTO KOHTVHIE€HTa DOABHBIX BO3MO>KHO
IIpMIMEHEeHVe MeTOA0B A0KaAbHOM AeCTPYKLIN




Hedyukinonupyomune HOO
rpy MOH-1

Habaoaenne

HDPO <2 cm

KT/MPT kaxasie 1-3
roAa;

DHA0Y I
XpomorpaHut A,

TOPMOHBI — €CAN ObBIAU
IIOBBIIIIEHDI

Omnepanysa

HPO>2 cm

bricTpbIN poCT Ipu
AVIHAMIYECKOM
HaOAI0A€HUN



Buap! onnepauuin npu HY0
IT0A>KEeAYAOYHOU >KeAe3bI:

OHyKIeauusa
[nctanbHaga pe3ekuund

Onepauyuna ToMncoHa (3HyKNneaunsi ornyxornemn ronoBku
anctanbHas pesekunsa 80% xenesbl)

[TaHKpeaToayoaeHanbHada pesekums

ToTanbHasa OyodeHNnaHKpeaTaKTOMUS



Anaans 0oapimux cepuyt nanuentos ¢ HYO IDK

NMepwopn XapakTtep Obuwee Kon-Bo
H30 KOJ1-BO TOTaJIbHbIX
60NbHbIX MNAHKPEATIKTOMMUM
L. Gratian et al. 1998-2011 Hp H20 <2 cm 1353 130 (9,6%)
(USA)
Ch. Gao 1980-2003 H30 MX 99 0
(China)
A. Zerbi et al. 2004-2007 H20 MX 262 12 (4,6%)
(Italy)
<ﬁnelli et al. 1992-2003  C33 npu MaH1 16 1(6%

(Itahy- -
J. A. Norton et al. 1992-2003 MEeCTHO pacn. 22 3 (13,6%)

USA) H30

( \
m 1957-2010 MHC npy MIH1 73 3 %

< (France)
_E. Mortellaro et 1970-2008  C33 npu M3H1 12 /
al. (USA




KrnvHnyeckoe HabnwaoeHue

[NauneHT 30 net
 [mnornnkemunyeckasa 6one3Hb

« PTH 12,0 mmons/n (1,3-6,8), Ca?* 1,35 mmonb/n
(1,12-1,32)

 CeMeNnHbI aHaMHe3: bpaT cTpagaer
MOYeKaMeEHHOM DOrE3HbIO.



lonvyeckana ouarHocTuka

Y3/ n 9HooY3W: aBe onyxonu B

rofioBKe noaXenygovHou xenesbl — 15
n7 mm, BTene —15 MM 1 B XBOCTe
xene3bl — 30X25 MMm.

AC3K: nosbiweHne yposHa PU B 11,5 pas nocne
CTUMYNALUKN NonepeYyHon apTepun NoaXenyqovyHou
_ Xenesbl, KPOBOCHabXatoLLen TENO N XBOCT Xenes3bl.



NOY3W: BCcA TKaHb NogXkenyno4HOW Xerneabl
HeoQHopoAHasA, OOMNOSTHUTENBHO B rOfIOBKE Ha
dooHe U3MEHEHHON TKaHW Xenes3bl onpeaensaeTcd
TPU afeHOMbI pa3Mmepamum oT 4 40 6 MM.




VIOPQOJI0ITUHEeCKROe

NccrnenosaHve:

MuxkpoazeHoMaTO3 XBOCTa
I10AKeAYAO0YHOU >Ke/1€35I

2 BeICOKOAM D PepeHIITPOBaHHEIe
VHCYAVTHOMBI XBOCTa
1ogxeayaounon xeaesnl (G1)

Bricokognddpepennimposannas PPoma teaa (G1)



3akn4vyeHve no HabnwaoeHuo

* Cpoxk HaOa0genms 91 mec.
* Penyayusa rmnoraukeMum HeT
« CaxapHoro gua0eTta HeT

A As1 A@HHOTO MaleHTa:

Pesexiinsa — aabTepHaTiBa TOTAAbLHONI
AYOAEHOIIaHKpeaT KTOMUI

TaxTuka B cayuae pocra OIyxoaeu roA0BKI
104 KeAyAOYHOI >KeAe3bl?



KnuHunyeckoe HabnwaeHue: nauymeHT 25 ner

CMHAPOM MHOXECTBEHHOW 3HAOKPUHHOW Heonna3uu 1 Tuna.

BoceMb BbicOKOANPdEepeHUNPOBAHHbBIX HEPYHKLUMOHUPYOLWMX H30
MK

o rosioBka: 4
o Teno: 1
o XBOCT: 3

[lepBMYHbIM rMNepnapaTnpeos. MMnepnia3us napawmToBUAHbIX
Kenes; KoCTHasi popmMa

[MneprniponakTnHemMus. lNonyyan AocTMHeKC (MHMIMbUTop CMHTE3a
nponaktnHa) B 2004r. TpaHcHa3anbHoe yaaneHue nponakTMHOMbI
rmnocunsa.



Series: 4 Img: 175
CE
Arterial\Phase

e ——— e B

SP:-139.2mm 11:46:14
ST 1.0mm Aquilion ONE
W 400 C: 40 = 1 Moscow Medical Universi...

H30 27x30x33MM, UHTEHCUBHO
HakansmBarLLlee KOHTPaCTHbIN Npenapar B
aptepuanbHyto dasy. Hmxke onpegendaercs
aHanorn4yHoe obpasoBaHue OKpyrnom popmel c
HEYETKUMMWN KOHTYpaMn HEOLHOPOAHOM
CTPYKTYpbI pasmepamu 16x18x20mm.

MNYHKLUUS OMYyXOnu rofioBKU
nomxkenyngoyHou xenesol - H30 G1

HabntogeHue. KT yepes 2 roga -
POCT onyxonewu

06pa3oBaHUsl B XBOCTE NOMXKENYA0YHON Kenesbl

Series: 4 Img: 117
CE
Arterial\Phase

— " 15042014
SP: -92.8mm 11:46:14
ST 1.0mm Aquilion ONE
Wiy 400 C: 40 _ ) 1 Moscow Medical Universi...




YuuTbiBad nopaxkeHue rorioBku, Tena u
XBOCTa HEMPOIHAOKPUHHBLIMM OMYXONSMMU,
a Takke cuHgpom MOH-1 BeinonHeHa

NaHKpeaTaKTOMUA
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ey T W W XY e
. 8% P "?‘-&‘Qw v |
s, & 3 ' -’c°}‘. U A e
P '

3 , , -
¥y & "w»‘ ._ ... C. } "
~ '.{ g g OB aW 0 " .g:.o‘



HabnioaeHue

48 MecsueB CnycT4:

ypoBeHb rnmkemmn ot 4 Ao 10 Mmmonb/n,
NHcynun 30-40 EL]

KpeoH 100 -200 000 E[l/cyTkM

TpynocnocobeH



KnvHnyeckoe HabnoneHue: onyxons
KPIOYKOBUOHOMO OTPOCTKa Nocrne AUCTanbHOW
pes3eKkuuy NoopKenyno4Hon xenesb

 [laumeHTka 55 net
« B 1998 r. npu Y3U BbigaBneHa onyxorb xBocTta K

e B 2013 r. BepmndmnumposaH cuHgpom M3H-1; BbinonHeHa
aucTanbHas pe3ekunsa Tena n XxsocTa noaxenygoydHou
»Kernesbl, CMIIeH3IKTOMUSA, UCceveHmne MeTacTtasa NeBou
00NN NEeYEHU, TUPEOUOIKTOMMS C NUMAPAOEHIKTOMUEN,
yaaneHue 2 napawnTtoBUOHbIX XKeres



iviopdponorn4yeckoe
nccnenoBaHue

PP-oma xBocTta nogxenygo4yHou xenesbl T;NyM;, G2,
MeTacTaTuyeckoe nopaxeHue 3-ero cermeHTa nevyeHu,
nanunnapHbIA pak WwutoBngHou xenesbl T;N, M.

NepBUYHbIN rMNepnapaTMpeos, rmnepnnasmus
napaLlMToBUOHbIX Xenes




2013 r. buotepanusa NHTepdepPoHOM 8 MecC. C
nocnegyroLwen cCMeHon Ha aHanorn comatoctaTtuHa
(okTpeoTtna geno 30 wmr).

07.2014 nporpeccua: onyxonb rofioBKM NoaXenyao4Hou
Xernesbl U MeTacTaTudeckoe nopaxeHue 5 cermeHTa
neyYeHu.

04.2015 9 KypcoB cUCTEMHOU XMMMoTepanun (apaHosa)



« )XKanobbl Ha NpunNuBLI Xapa,

conpoBsoxXaarwwmnecs
NOKpaCHEHUEM JiNLa,

e 3MNM304bl HEYCTONYMNBOIO
cTyna

« Crabunmusauuma 6 mec.,
nogaepXXmBatoLlasl Tepanms
(okTpeoTtma-Leno 30 mr)

e, z 2015
10:55:36 41
1z/ 512

Mag = 1,19
FL:
ROT:




Onepauus: MBA onyxonu ronosku
NooxenynovHOW Xenesbl, aTunuiHas
pe3eKkunn 5 cermeHTa nevyeHu

OY3M: B TOAIIe TKaHV TOAOBKU I10AXKEAYAOYHON
KeAae3nl o1yxoab 17x11 mm. Ilankpearmnyeckun
IIPOTOK PaCIIOA0>EH B CTOPOHE OT OIIyXOAMN.

B msiTOM cermeHTe nmeuyeHn: HEOAHOPOAHBIN Y4aCTOK
paszmepoM 1.5x2 cM ¢ HOBOOOpa3oBaHNEM B LIEHTpe
AVIaMeTPOM A0 8 MM.



ncernenoBaHue: onepauuoHHbLI
MaTepwuan

BricokognddpepennposanHast r110KaroH-

IIPOAYLIMPYIOIAsl OIIYXOAb ITI0AXKEeAYAOUYHOM >KeAe3bl,
Gl.

MeTtacTassl B 11e4eHb BBICOKOAV(pPepeHIPOBaHHOM
PP-ompzr, G1-2.

Heab3s MCKAIOUNTD, 4YTO DTO ABE pasHbIE OIIYXOAMN.




3aknoyeHve no HabnwaeHuo

* Cpoxk HaOa10aeHMs 60 Mmec.

 IIporpeccnn ommyxoaeBoro pocra: meracras Sé6 u S7

* Pesexuusa meracrazos nmedeHu B Mapre 2018

* CaxapHoro gua0erta HeT

* «Jlogaep>xuBaroiasn» Tepamnys okrpeotna-Aerno 30 mr

AAs1 AaHHOTO MaleHTa:

MBA - aabpTepHaTiBa TOTaAbHON
AYOAE€HOIIaHKPpeaT®KTOMUU



daKAIOUeHIe

Llenn AnarHOCTUKN Npu MHOXECTBEHHbIX
HOO nogxenyoo4yHom Xernesbl:

Heobxoanma oueHKka COCTOSIHUS BCEX OPraHoOB MULLEHEWN
AN onpegeneHns onTuMarbHOro niaHa nevyeHus

[lepBbIM 3TAnNOM HeOOXOaMMO BO3OENCTBOBATb Ha
ropMmoHarnbHo-akTuBHble HOO mnnu obnapatowime
HaMbONbLUMM 3110Ka4YEeCTBEHHbIM NOTEHLMANOM

[peun3noHHoe goonepaunoHHoe obcnegoBaHue ¢
npumeHeHnem AC3K no3BonsieT He TONbKO BbISABUTb BCE
H3O, HO 1 oUEeHUTb NX PYHKLMOHANBbHYIO aKTUBHOCTb



daKAIOUeHIe

Llenn neyeHust NaLMEHTOB NMPU MHOXECTBEHHbIX
ropMoHarnbHo-akTuBHbIX HOO nogxenygo4Houn »keneabi:

1. [NpeaynpexgeHne MeCcTHOro pacnpoCTpaHeHuUs
OnyXosnn 1 oT4aneHHoOro MetTacta3npoBaHnS

2. KynnpoBaHue (KOHTPOmb) ropMOHanbHbIX NPOABIEHUN

3. Obecne4yeHne XopoLUero Ka4ecTBa XU3HU 3a cYeT
BblOOpa uHOusUdyasibHO20 NiaHa fieYeHus C
NPUMEHEHNEM MO BO3MOXHOCTU opraHocbeperaroLmx
BapnaHTOB BMeLLATENbLCTB




