Multiple Endocrine

Neoplasia
(MEN)

I nasnas ueilb epavdd. yeeiludunis ONUMENbHOCMb
OeccuMnmomHo2o nepuoéa 3abonesanus u
yayuuiums Kavecmeo HCU3HU nayuenma
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«Multiple endocrine neoplasia
(MEN) is characterized by the
occurrence of tumors involving two

MEN - 3710 or more endocrine glands within a

single patient».
rpynna HaCHGILCTBeHHLIXE?%E@Mﬁ@lﬁoMHHaHTHHX 151
CIIOPaJIMYECKUX CHUHIPOMOB, O0YCIIOBJICHHBIX Pa3BUTHEM
HosooOpasosannii 3 kiaetok APUD — cucremsr.

HCOﬁXOI[I/IM MYJII)TI/II[I/ICHI/IHJIHHapHI)If/i moaxoa K IMarHoCrTuke m JICHCHU1O,

MEN cunapom B 6oJbIIHMHCTBE CIy4aeB 00yCJI0BJIEH ayTOCOMHO-
JOMHHAHTHLIM THIIOM HACJIEA0OBAHHS, HO TAK JKe MOKET BO3HHKATH
CIOPaIHYECKH;

YacTto OusiarepajibHOe NMOPa’keHue MAPHbIX OPraHoB;
Bbicokasi yacToTa penuAMBOB MOCJIe XUPYPTrUYeCKOro JedyeHus;

JleoroT 3a00.1eBanus B Bo3pacre 10 45 Jjer;
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Koro obcneayem?

Bce poncTBEHHUKH NEPBOM JIMHUMU,
HUKAKUX CUMIITOMOB; :

pGBI/ICTeHTHOCTBIO K Tepar[ml HOBOO
HGI/IpO3HI[OKpI/IHHBIX TKaHGI/I

Monoapix MalMEHTOB C M€

[IapaAIUTOBUIHBIX )KGJIGB

[TarueHToB ¢ MHO)KGCTBGHHH I
HEUPOIHIOKPUHHBIX KIIETOK 4



~— ITOCTaAaHOBKa ANAarHo3a,
KpUTepum:

® Kimpuueckue: eciy y maldedTa JUarHoCTHPOBAHE]
MHHHUMYM JBe onyXxoiu, Bxomsmiue B cuaapom MEN.

® Cewmeiinple: eClii y MAIMEHTa JHarHOCTHPOBAHA MUHMMYM
o/Ha OIyX0Jib, Bxomsmias B cuaapoM MEN u nmeercs
POJICTBEHHMK IIEPBOM JIMHUK C TOATBEPKIACHHBIM
IMAarHO30M.

® [cHeTUUECKME: €CIH HAIMEHT UMEET ITOATBEPKIACHHYIO

TEHETHYECKYI0 MYTALHIO B TeHe MEN 1 RET,
CDKNIB. " 5




""g =

an CUHAOPOM

~ MEN1 \ﬁ

® B 1954 rony Bpa B vep (We
HECKOJIbKO ceMel ¢ COMEeTaHue |
OKOJIOLIHTOBH THbIKaaKeIIe3 eHTpI/I;IeCK X OIyXOJIei
runo¢pusa 1 0CTPOBKOBOK. OnyXomen
MIOKEITYIOUYHOM * - N | .

® Pacnpocrpanennocts MOH-1 nprivet

na 100 000 nace

® MDH-1 — Haubom
CHHJIPOMOB, IIPUBQ
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Chromosbii§™a MEN 1 cunnpoma

® AyToCOMHOE TOMHHAHTHOE 3aboneBanue (8 Nf
yTalluii B T€H ENI

Ta), HAXOASLIEMCS B

3\ 11q13) KO pr}omeM

" POACTBCHHHUKOB HepBOI/I
AHTHOI'O aJIJICIIA COCTABJISICT

o8 M3H-1 u 60—80%
poMa MyTaIliH B T€HE
0KET 00BICHITHCA
oonactax resa MENI,
U MyTallUsIMHU B APYTHX,
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C Kp M H M H r .que ﬁ (Thakker et al., 2012)

® ) ner: afgeHOMBI THIIO(N3a, UHCYITMHOMBI;
® 3 jeT: + aJeHOMBI APANTUTOBHUIHBIX JKEIE3;

® 20 ner: + racTpUHOMBI U KapIMHOUIBL.
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KnnHnyeckaa kaptuHa MEN1

- AJIEHOMBbI MAPAIMTOBHIAHBIX KeJie3 ¢ THIePnapaTupeo3om

(90%)

- HoBooOpa3oBaHus U3 HEMPOIHAOKPUHHBIX KIeTOK AKKT

(30 =70%): ractpunoma (40%), uacymunoma (10%), ne
ckperupytomue ornyxonu u IITomer(20 —55%),
rmokaronomsl (1%), BUITomsr (1%)

Anenomsl runodpuza(30 — 40%): nponaxrunoma (207%),
comarorporurnaoMa (10%), xoptuxorponunoma (5%), He
CeKpeTHpyIoIue afeHoMsbl (57%)

ACCOIMUPOBAHHBIE OIMYXO0JIM: HOBOOOPA30BaHUS KOPBI
naanoueynukos (407%), deoxpomornuroma (1%),
OpPOHXOIYIEMOHAILHBIA KapIIMHOU/T éQ%), TumoMsl (2%),
kapuuHon sxiynka (107%), aunomsr (307%), anrnodudpomsl
(8%%), xosutarenoMsl (707%), meaunruoms! (8%)

Knunuueckue uiu OUOXuMuyeckue nposeienus pazeusaiomcs
[7)
bonee uem vy 947 bonvubix voice Kk namomy oecamuienuro
ICUZHU,
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BapunaHtbl MOH-1:

® CemerHbIM M30JIMPOBAHHBIA rANepIapaTupeos
(familiar isolated hyperparathyroidism —

FIHP).

® [IposaKTHHOMHDI (Burln) BapranT MOH-1, ¢

BBICOKOM PacIpoCTpaHEeHHOCTHI0 nponakTiHoM (407%
npotuB 227%); n Huskoit — racrpunom (107% nportus
427%); CeMbH C yKa3aHHBIM BAPUAHTOM MMEFOT
OIMHAaKOBYI0 HoHceHc-MmyTanuio B rene MEN1
(Tyr312Stop u Argd60Stop). Ussectnnr 4 cemby,
IPOKMBAIOIIME B paiione monyocTposa beropun (Burin,
Hrropaynanenn, Kanana), 2 kpynHble ceMbH ¢
nonooHbIM (peHoturiom B CIIIA.

® MDH-1 u3 TacManuu Xxapakrepusyercs OTCYTCTBHEM
COMATOTPONMHOM U HAJIMYUEM CIUIAUCUHTOBOU MYyTaIllUU

{n AAR_Qn \(T\
U1 O OCvC— 7 7.
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CocTtosiHus, nonooHblie MOH-1

@ FIHP, oGycrnosnennas myranusamu B Ipyrux reHax, TaKuxX Kak

HRPT2/CDC73 (8 rene napagubpomMrHa) MATKHIA BAPHAHT CHHAPOMA
TUIIEPIIAPATUPEO3a C OIYXOJIbI0 HIKHEN YEJIIOCTH
(hyperparathyroid-jaw tumor syndrome — HPT-]JT)
xapakrepusyercs pazButueM onyxojiern O, yacTto 3m0ka4eCTBEHHBIX,
occuPUUUPYIOMUX (PUOPOM HMKHEH YEIIOCTH, JOOPOKAYECTBCHHBIX U

3JIOKAYE€CTBEHHBIX ONYXOJIEM MATKH, OIyXOJEH IMOYEK U aleHOKapLIMHOM
TTK.

FHH (familiar hypocalciuric hypercalcemia) - cemeiinas
TUIIOKANILIUYpHUECcKas runepkansuuemus, Myramus B rene CaSR :
3a00JI€BaHHE, XapaKTepU3YIoIIeecss JOOPOKaueCTBEHHOM
rurepKajIblueMueii 0ObIYHO ¢ HOpMaJIbHBIM ypoBHeM I1TT.

FIPA - cocrosinue, xapakrepusyrolneecst HaJTHIMEM aJeHOMBI THo(u3a y
2 4JIeHOB OJHOM CEMBH M 00JI€€ B OTCYTCTBUE APYTHX CHUHIAPOMOB,
aCCOLMUPOBAHHEBIX ¢ omyxomsaMu. Myranus B rene AIP, koroprrit
KOIHUPYET OEI0K, B3aMMOAEHCTBYIONIUI C apHIyIIIEBOLOPOIHBIM
peLenTOpOoM. . BIIensaoT romorennsie (C OJHUM CEKPETOPHBIM THIIOM
OIyXOJIM B OJHON CEMbE) U TeTeporeHHble (C pasaTMYHBIMU CEKPETOPHBIMU
MOATUIIAMU aJIEHOM) CEMBH, B 000MX CIydasX Npeo0aagatoT
COMAaTOTPOIIMHOMBI, MOTYT BCTPEUAThCS IMPOJTAKTHHOMEI,
KOPTUKOTPOIIMHOMBI U TOPMOHAILHO HeakTuBHBIE Al




AQoeHOMbI NnapalwmuToBUOHbIX
Xenes, runepnaparmpeos

® B 90-957% cnyyaes MEN 1;

® Yacto saBisieTcs 4eOOTOM 3a00JICBaHUS;
® /lnuTenbHOE OSCCUMIITOMHOE TCUCHUE;
® Hwuzkasg TeHaeHIUS K 03J10KAYECTBICHUIO;

® I[Iporekaer OoJiee arpeCCTUBHO, YEM CIIOPAAUYECKHUI
IIEpPBUYHBIN THUIIEpIIApaTUPEO3, TaK KAK MECHUH
y4dacTByeT JudPepeHIIuPOBKE B 0CTE00IaCTOB;

® Bospact 20-25 ner (mo 50 ner);

® COOTHOIICHHUE MY>KYHH 1 KECHIIUH OOWHAKOBO.

™
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4 PE3NCTEHTHOCTb K KOHCEPBATUBHOW
Tepanuu)

boiiee BhIpakeHa pe30pOIHsl KOCTHOM TKaHH, 10 CPABHEHMIO C
MOH He acconmupoBaHHBIM TUNIEpIIAPATUPEO30M. B Havane
MOXKET MPOTEKaTh KaKk 0€CCUMMOTOMHAs THIEpPKaIbIIMEMHUSI.

OO11Ke CUMITOMBL: IOJIUIUIICHS, HEJOMOTAHHUE, KOKHBIN 3YII,
NlepMAaTHUTHI, SK3eMa, aHemusl, auxopazaka (o 40 °C),
cHmxeHne Macchl Tena (Moxer nocrurats 10—15 kr 3a 3—6
MecsLeB 00JIE3HN);

OnopHO-ABUTaTe/IbHASA CUCTEMA: aTpO(MUS MBIIII, (POPMUPOBAHUE
«yTUHOM TOXOAKHU», Ac(popmaliuy CKeleTa, HaJUu4YUe KOCTHBIX
paspactaHuil B 00JIACTH JIMIIEBOW YAaCTH Yepena, KPyIMHbIX
CYCTaBOB, TPyOUaThIX KOCTEH;

® YacThie MaTOJIOrHYECKUE NEPEIOMbI, KAPUEC, BHIAJACHUE
3y0OB;
® Iloparpa, niceBmornoaarpa, XOHJIPOKAJIbIIMHO3, 3PO3UBHBIMN
apTPUT;
® Muanrus, MUOIIATHUS;
\Q ®UOpPO3HBIN KMCTO3HBIN OCTEUT;




4 h

MoueBbLienuTeIbHag CUCTEMA: OJE€AHOCTh KOKHBIX MOKPOBOB C CEPHIM
OTTEHKOM, TOJINYPUS;

® HedponuTrasz, acCOUMMPOBAHHBIE C HUM MOYEYHBIE KOJWKHU;

® XIIH;

IIueBapurenbHas CUCTEMA: CHUKECHHUE alIETUTa, TOITHOTA, PBOTA, 3aI0p;
® KanbKyne3HbIN XOJEIUCTUT, XPOHUUECKUIN TTAHKPEATHUT;

® ‘I3BeHHas 00Je3Hb JKEIIYIKa;

CepZIeUHO-COCYIMCTAas CUCTEMA: MMOBBIIIICHUE APTCPHUAJIBHOI'O TABJICHUA,
OIIYIICHM:A HCpC6OCB B CCpALC; ITOBBIMCHUC YyBCTBUTCIIbHOCTHU K
ITMUKO3NaM; I'MIICPKOAl'YJIsSI A,

® AprepuanbHas TUNIEPTEH3US;
® HapyuieHusa putma;
® TpomOO3HI;

[IHC: c1abocTh, BSIIOCTD, IEHPECCHUs, ObICTpas IICUXUYeCcKas
HCTOIIAEMOCTh, Pa3ApPaKUTCILHOCTD, INIAKCUBOCTh, COHIIMBOCThH JHEM,
HapyIICHUE CO3HAHUS OT OINIYIICHHUS JI0 COIOpa U KOMBI;

® [lapaHOMIHBIM Y WU30UIHBIA CUHIPOMBI, MAHUAKAJILHO- IEIIPECCUBHbIIN
MICUXO03;

® Ilpu ypoBHE OOILEroO KaNbLUs B CHIBOPOTKE >3,H MMOJIL/ I BO3MOXKHO
BO30YKJI€HHUE BIUIOTh JI0 MICHUXO03a.




e

JlTabopaTopHasa ouarHOCTHUKa:

Omnpenenenne Hanuuns mytanuii B reae MEN.
O6uumii kanbuuii nossimeH 6onee 2,79 (Hopma 2,2—2,6 Mmoins/ 1)

NonusuposannbIil kaneiuii nossied (Hopma 1,1—-1,3mmons/n).

Koppexruposanssiii Ca = O6m. Ca (Mmvons/m) + 0,02 (40 —
anpoymuH (r/1)).

[Taparropmon, nmous/ i Ioseimen B 1,5—3 pasza. PACITA]J]
MoJeKyisl 3a 2-4 munyTel! 3amopakuBaeM mocie 3abopa kposu!
[Tuk cexpeuuu npuxoqurcs Ha 0-2 gaca.

Heopraanueckuii ¢pocdar, MMOJIL/ 1 B HOPME WIIA CHIDKEH.

Koctable mapkeps! (11D, KIL[®, OK, CTx, N'Tx) nossimieHs!.

1,25 murunpoxcusuramun D (kanbuurpuon), HMob/JI B HOpME
WM TIOBBILIEH;

25-runpoxcusuramud D (kanbiuauon), HMons/1 Hopma unu
camxe” MeHee 30 Hr/M;

CyTouHasi KaabLUypus B HOpMe iy nosbinieHa (6omnee 10
mmonb/cyT umn 400 mr/cyr).
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Tonuyeckasa aAnarHOoCTUKa
nopaxeHHou MNLLK

— Y3 mapamuTOBHAHBIX XKEIIE3;

— CoHorpaduueckoe ucciaenoBanue obnactu meu (mpu
atunndHoM pacnonoxenuu ITHIK Y3U ue
MH(MOPMATUBHO);

— cuuaTurpadus ¢ 99mTce-MIBI;
—Cruarurpadus ¢ 99mTce-MIBI+ V31, C&’@/,,

— CrouHTHrpadus B COYETaHUM C OJJHO(POTOHHOM
SMHUCCUOHHOW KOMIIBIOTEPHON TOMOTrpadhHueh

(O®BKT, SPECT);
— I1I9T;




IInarHoCTMKa OCrioOXKHeHUu

® OIJIC, Y3U opranoB OpIOIIHOM ITOJOCTH IS
BBISIBJICHUS TTOPAKEHMS SKETYI0YHO-KUIIIEUHOTO
TPaKTa,;

® PeHTreHorpadus, IByX3HEPreTHIECKas
PEHTIEHOBCKas a0COpOIMOMETPHUS;

® lccrnenoBanue cTpyKTypsl U GpyHkuuu nouek (Y3U,
paJMOMU30TOIHAS PeHOrpadus);

® licciaenoBanue CeplIEUHO-COCYIUCTOM CUCTEMBI
(DXOKT', DKTI" - MOHHTOD);




~ OunddepeHunanbHaa guarHocTmkKa
C:

® [lapaHeorutacTuueckas runepKaiblueMus;
® I'panynemarossl (TyOepKyIes, CapKoOHI03);
® Tunepsuramunos D;

® 3adonepanus IHK;

® HanmoueuyHukoBasi HEIOCTAaTOYHOCTb;

® I[IpumMeHeHrEe THA3UIHBIX JUYPETUKOB;

® Oubpo3Has AUCIUIA3US;

® bonesns llemxkera;

® MueiaomHas OOJIC3HB;

® HecoBepuieHHBI ocTeorenes («CHHIPOM roayObIX
CKIIED»).

\ /




a N
JleueHue

® [Ipu ycranoBiHHOM auarHoze MOH nokazana
IapaTupeor IPKTOMMS !

® Cy6roranbHas (3,5 u3 4 nmapamuTOBUAHBIX Kelle3);

® ToranbHasg NapaTUPEOUIIKTOMUSA C TPAHCLUEPBUKAILHOU
TUMAKTOMMEN + ayTOTPAHCIUIAHTAIMS TKAHU MapariuTOBUIHOU
seressl B M. Brachioradialis.

JIOMOJTHUTENILHO: OTCPOUYEHHAS TPAHCIIJIAHTALUAS
KPHUOKOHCEPBUPOBAHHOM ayTOJIOTMYHOW TKAHU
OKOJIOIIIUTOBHUIHOM JKEIIC3hI;

B meuenue 10 nem nocne cyomomanvhot
napamupeoudsxmomuu y 20-607; nayuenmos
8O3HUKAEM NePCUCMUPYIOWAs UTU PEYUOUBUDYIOULAS

eunepkanvyuemusa Brandi et al., 2001; Schreinemakers
\ et al., 2011; Waldmann et al., 2010)/
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KoHcepBaTUBHO:

® /luera + peruaparanus

® Buramun D (cyTounas no3a, cooTBeTCTBYyIOIIAs BO3PACTY
W IOMY).

® Budochonars! (aneHapoHar): npu MArkoit Gpopme
rUnepnapaTupeosa.

® KanbUUTOHWH: NIPH KPU30BOM TEYEHUM (MHAKAIBIAK
5—10 ME/kr/cyT BHYTPHUBEHHO KalleIbHO Kaxabie 12 u,
a 3aTeM B TOM e 103 BHyTpuMEIeuno 1—2 pasza B
JIEHB).
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Heonna3uum XXKT 30 -70%:

® Yame MHOXXECTBEHHbIE, HEOOIBILIUX PA3MEPOB
(<0,5cm.) — MUKPOaIEHOMATO3;

® lIMeroT TeHIEHIMIO K 03JI0KauecTBIeHUIo (HO HIbke, ueM
MDH He accoLUMUpOBaHHbBIE HAOILUIA3HN);

® T'acrpunomsl (40-60%);
® Uuncymunomsr (10-27%);

® Topmonneaktusasie and PPowmsr (20 —55%);
['mroxkaroHombi(17%);

® BUlIlowms! (1%);
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[[acTpuHOMa (CMHOpPOM
3OonrInHrepa-AnsincoHa)

® 307% or Bcex racrpunoM MOH acconuupoBaHHEIE;

® 40-607% neitposnnokpunnex onyxomnei JXKT mpu
MODH — racTpruHOMBI;

® MDH acconupoBaHHBIE TACTPUHOMBI - C MEHBIIIEH
TEHJCHIMEN K 03JI0KAQYECTBICHUIO U HEOOJIBIIINX
pa3MepoB - 0oJiee 0IaronpUATHBIM OPOTrHO3;

® YacTto MHOXXECTBCHHBIC;

® PervonapHbie TUM(OY3JIbI YACTO MOPAKEHBI HA
MOMEHT OIlepalliu;
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KnuHn4yeckue nposiBrneHus:

Manudectupyer NenTUHYECKUMH PacCTPONCTBAMU, CUMIITOMAMH
['OPb, MHOKECTBEHHBIMH IIENTUYECKUMU SI3BaMHU, OCJIOKHCHUSIMU
3B U IUAPECH.

KinnHu4yeckrne mposIBICHUSI MACKAPYIOTCS TI0JT JJIMTEIIBHOE TCUCHHUE
s13BeHHOU 0osie3Hu wir I DPB co CKIIOHHOCTBIO K
PELUIUBUPOBAHUIO TOCIIE MPOBEICHHOTO JICUEHUS.

bonsb B xxuBoTe, o0yciaoBieHHas ABJIIK umu I'9Pb, BeisBasgeTCs y
75—987% maumenTos,

nuaped — y 30—73%, uzxora — y 44—567%,

kpoBoreyenue — y 44—75%,

tomHoTa/peora — y 12—307% u cHmxenune maccel Tenia — y
7-53%.

Ha MoMeHT nepBUYHOro ocMotpa Gonee ueM y 977% GonbHBIX
UMEETCSA MOBBINIECHHBIW YPOBEHb [ H,

87—-90% — runepcexpenust consiHOM KUCnoThl (06a3anbHbIIl
yposens kucnotoctd 115 moks/4) ny 100% pH xenymounoro
COKa.




Figure 16-3. Operative photograph of
a duodenal gastrinoma. The tumor
has been identified and exposed by
making a longitudinal
duo-denotomy and palpating the
duodenal wall between thumb and
finger. This 8 mm tumor was
identified in the submucosal space
\ and is visible only as a "bump" from
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IInarHocTuka

® OrmpenencHrue KOHICHTPAMA raCTpUHA B INIA3ME
KPOBH;

® [IpOBOKAIIMOHHBINU TECT;

® OrnpeneeHue KMCIOTHOCTH;

W MALUNCKRODT INSTRAD  CLI0-S 26mm SmPart/Sup 083954 Frass 23 cm

FIGURE 40-5 Gastrinoma in the duodenal wall from a patient with MEN1. A, Intraoperative ultrasound
image of a circumscribed hypoechoic tumor in the submucosa of the duodenal wall, demonstrated just
\ superior to the duodenal lumen. B, Gross appearance of the duodenal wall tumor from the serosal surface. /
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JleueHue

® Kourpous runepracrpunemun UIIIT 40-60 mr x 2 pasza B nens;

® Amnanoru comaroctatuna (okrpeotua-Jeno) — (ropMOHaIbHBII
KOHTPOJIB);

® XuUpypruyeckoe JeYeHHe IIPH OMyXOoJX >2 ¢M WA HedPPEKTUBHOCTH
MEIUKaMEHTO3HOM Tepalriuy;

® MaxkcuMalbHOE COXPAHEHUE TTOKENYIOUYHOM KEJIE3bl IPU ONEPATUBHOM
JICYECHUH;

® DHyKJIealus OIyXOJer U3 rOJ0BKH, HCCEUCHUE NYyOCHAIbHBIX
raCTPUHOM, YOAJICHUHU MAKCUMAJIbHO BO3MOKHOTO YHCIIa
napanaHkpeaTndeckux JUMQOY3JIOB U JUCTaIbHAS PE3CKIUS JKEIIC3hI;

® [Ipu MHOXECTBEHHBIX MEJIIKUX TaCTPUHOMAX B MOACIU3UCTOM CJIO€
KUILIEYHHUKA MPEANOUYTUTEIBHO TPUMEHITh KOHCEPBATUBHYIO TEPAITUIO
OOJIBIITMMHU J103aMH MHTMOUTOPOB MPOTOHHOW MTOMITBI M aHAJIOTaMU
COMATOCTaTUHA;

® Tak Kak CTeNeHb PEeIUIUBUPOBAHUS TACTPUHOMBI BBICOKA, HEKOTOPBIE
aBTOPHI TIPEAJIaraloT MaHKPEaTOAYOICHIKTOMUIO C YIaJICHHEM
PETHOHAPHBIX JIMM(POY3IIOB;
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MHcynuHoma

® YacTo MHOKECTBEHHBIE, MEHEE 2CM B JIMAMETPE;

® Tpuana Yumia: TMIIONIMKEMUS MeHee 2,5 MMOIIb/ 1., CHMIITOMEI,
KYIIHPOBAHKE MIPUCTYIIA B/B BBEICHUEM ITIFOKO3BI;

® [unorukemus: rojioBHas 00Jib; CIIyTAaHHOE CO3HAHUE; MOBEICHUYECKUE
paccTpoOCTBA U MOTEPST CO3HAHUS; KOMa;

® Cpeauss NPOIOKUTENLHOCTh 3a00JIEBaHMS 10 NTOCTAHOBKY JMarHosa 3
rojia, 3a 3TO BpeMs y OOJBIIMHCTBA MAIMEHTOB OTMEYaeTcsl mprubdaBKa
MaccChl TeJa;

® Huzskas I/IH%OPM&TI/IBHOCTB CIUHTUTpadUu PelenTOPOB COMATOCTaTUHA U
[I9T-KT (25-31%);

® IloBbimeHHBIM YpOBEHb HHCYIMHA U C-TIenTHAa B MJIa3Me KPOBH;

® I[IpeamoyTeHHE CIEaAyET OTAABATh XUPYPTUUECCKOMY JICUCHUIO

(3HyKJIeaIys/ pe3eKiys, JanapoCKONMYeCKUil T0CTYII) o KOHTPOJIEM
V3U;

® [Ipu HEBO3MOXKHOCTA OOHAPYKEHUS WHCYJIUHOMBI TAHKPEATIKTOMHUS HE
PEKOMEHYETCS;

® 107 uncymunom npu MOH — 3510kauecTBEHHEIE. PEKOMEHIyETCS JIeueHUE
CTPENTO30TOLMHOM + CHUKEHUE CEKPELIMU MHCYINHA OKTPEATUIOM U
INa30KCHUIOM;

\ ® B03MOXHO NMPUMEHEHHUE METOIOB JIOKAJIbHOM AECTPYKIINH; /




N

Fig. 1. (A) Maximum intensity projection (MIP) of a PET/CT study with ®**Ga -DOTA-NOC in a female patient (59
years old) who had hypoglycemia and suspected insulinoma. (B) Contrast-enhanced CT showed a small hypodense
area in the head of the pancreas of unknown nature (black arrow). (C) Fusion images of the PET/CT study with
58Ga-DOTA-NOC showed a small area of intense tracer uptake in the head of the pancreas (arrow). This finding
is consistent with a primary insulinoma. Note the high tumor-to-background ratio. The lesion subsequently was
removed surgically and histology confirmed the diagnosis of insulinoma.

_/
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MoppucoHa)

® 3apeructpupoBaHa y

HECKOJIBKHUX ITaIlMSHTOB C
MOH,;

® B 0CHOBHOM pacriojiaracrcs
B XBOCTE IOKEITYIOUYHOU
YKEJIE3bl;

IlocTanoBKa nuMar”o3sa:

- BoasgHuctsliil cTyn o0bemMoM
oonee 0,5-1 1 B nenn, Ha
(hoHE roaogaHus

- IloBbIllIEHUE KOHUIEHTpAIUU
BUII B miiazme kpoBu
oonee H3 nir/mi

BUlNoma (cnHaopom BepHepa-

KiaunHunveckune 0CO0CHHOCTH:
- Boxsuucras auapes 1o H-10 n/cyr.

Axstopruapus
[ vnoxanudMus

JleueHue:

XUpypruyeckoe B OOJIBIIIMHCTBE CIIYYaeB;

[Tpu HeomepaOeIbHBIX OIMyXOJIAX: JICUCHUE
HaJIOraMu comarocTtarusa (oKTpeoTHs u
JIAHPEOTH]T); CTPENTO30TOLMHOM C -
GTOopypaIuaIoM; KOPTHUKOCTEPOUIaMH,
WHJOMCETAIMHOM, METOKJIOIIPAMHMIOM H
KapOOHATOM JIMTHS;

DOMOoIM3aIys IEYCHOYHON apTepuun IJIs
CHUKCHUSI PUCKA METACTa3UPOBAHUSI;
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[opMOHHEeNnpoAayuupyowime

onyxonu X

Het x1uanyeckux
MIPOSIBJICHUN;

B HEKOTOPBIX cllydasx
OTMEYArOT HE3HAYUTEIIbHOE
MOBBIIIICHUE TOPMOHOB
OCTPOBKOBBIX KJIETOK
IIOJIKEITYIOYHOM KEJIE3bI B
[J1a3M€ KPOBU;

® Yacro BcTpeyaroTcs

3JIOKAYECTBEHHBIE
HOBOOOpa3oBaHus (ABIAIOTCS
CaMOW YaCTOU MPUUYUHOU
CMEpTH y manueHToB ¢ MOH

1);

/Ilmarnocruka:

- DHIOCKOIIUYECKOE

YIBTPa3ByKOBOE
MCCJIEIOBAHUE

CauHTUrpadus
COMAaTOCTaTUHOBBIX
penentopos (Bu3yamusanus
METacTa30B)
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Computed tomographic scan of the pancreas in a
patient with multiple endocrine neoplasia (MEN)
type I and a non-functioning tumor of the head of
the pancreas.This patient was investigated because
of his membership in a kindred with MEN type I
and an elevated pancreatic polypeptide level. This
otherwise asymptomatic tumor was resected by




FIGURE 40-6 Multiple neuroendocrine tumors of the pancreas in a
distal pancreatectomy specimen from a patient with MEN1.




JleyeHue

Pesekius onyxoJiu:
- ¢ POCTOM B TeueHue 3-0 mec.;

- 6onee 1-2 cm.;

XUMHUOTEPAITUS TIPU 3JI0KAYECTBEHHBIX
HOBOOOPA30BAHUAX MOIKEITYTOYHOMN KEJIE3bI:

- BreicokonuddepeHnmpoBaHHbIC: CYHUTUHUO MaJaT;

- HuskomuddepeHmpoBaHHbBIE: 3BEPOIUMYC;
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IInarHocTuka

Onpenenenne koHueHTpanuu ropmoHos JKKT B miazme kposu (racTpus,
[IIFOKAroH, MHCYJIUH + ITIMKEMMSI, XpOMOTPaHUH A, IaHKpPeaTHIeCKU
nmosunentun - PP, Ba30aKTHUBHBIN MHTECTHHANBHBIH nomunentuy — VIP).
Jns moneii ¢ nokasanHbiM cuaapomMoM MEN 1 ckpununr ne pexe 1 pasa
B TO/I.

XpoMOrpaHuH A, HEUPOKUHUH, TAHKPEOCTATHH;

MPT wmm KT xaxaele 3 rona;

Y3U opraHoB OprOIIHON MOJIOCTH;

ITepnognueckasa ®I'JIC nmokazaHa manupeHTaM ¢ raCTpMHOMAaMU;

KT nnu MTP + supgockonmuekas yastpacoHorpadus (3YC);

Selective arterial secretagogue injection (SASI) naBa3uBHBII
IIPOBOKAIIMOHHBIN TECT C BBEJCHUEM KaJIbI[Ms MJIM CEKpPETHHA B OacceiH
BEPXHEUN OpBI3KEEUHOU apTepuu;

Buoncus (MHTpaonepalMoHHO): HEOOXOAUMO KIacCH(PHIMPOBATH OITyXONH
o TNM (Esponeiickoe 061IecTBO 10 M3yYEHUIO
HEIPOPHIOKPHHHEIX OIYX0JIei);




(c)

Insulin
(uU/ml)
400

300
200
100

o —_—
0 3060120 0 3060120 O 3060120 0 30 60120

SMA GDA DPA SA

(d)

Gastrin
(pg/ml)
400

i e

200

0 3060120 0 3060120 0 3060120 0 30 60120
SMA GDA DPA SA

Figure 2. Selective arterial secretagogue injection (SASI) test: (a.). Celiac arteriography. (b.). Dorsal pancreatic arteriography. A tumor stain is visualized
in the body of the pancreas. (c.). A rapid increase of insulin was observed following calcium injection into the DPA. (d.). A rapid increase in gastrin was
bserved following calcium iniection into the SMA and GDA.
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i ™
Chromogranin A

- Cekperupyercst BceMu -YpoBenb CRGA HanpsiMyro 3aBUCUT OT
HEUPOIHJIOKPUHHBIMU KJIETKAMU; pasmepa OIyXxoJu;
-UyscTBUTENBHOCTH /3% -JI0’KHOIIOJIOKUTEIIEH TIPU: CHUKECHUU
-Crnenuduanocts 84% - 98% bynkuuu nouek, 3adoneBanusax KKT,

- Camxenne CRGA na 80% - npeauktop npumenenun WIITI, H2
yAYYIIIEHUSI COCTOSIHUSI OOJIBLHOTO, B TOM THCTaMHUHOOJIOKATOPOB, MPH

YJHUCJIe TIOCTIE HE TTOTHOM Pe3eKITNN KapAuOBaCKYISIPHBIX 3a00JICBAaHUSAX,
OITYXOJIH. (bu3uYeCcKON Harpy3Ke, Mpu JIPYyTUX
HOBOOOPa30BaHUSIX;

-Pa3nbie maboparopHbie HOpMBI  less
than 30 ng/mL to less than 5 pmol/L.

O

&)

N, N, NH,
X J
H_h N
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ApeHoMbI runodusa

® Yaie y KEHIUH;
® Yame mMakpoaneHoMsl (nuamerpoM Goiee lem);

® Yamue nponakTuHoMbl 007%; coMaTOTPONMHOMEI
20-257%; 5% cexperupyror AKTT; 10-15%
TOPMOHHEAKTHBHBIE

® 1/3 HoBOOOpPa3OBaHMii ¢ MpU3HAKAMU MHBA3HH B
OKPY KaIOIIHE TKAHU;

® Huskuil OTBET HA KOHCEPBATUBHYIO TEPAIIUIO;
® Bricokas BEpOSATHOCTh PELIMINBA;

® B cTpyKkType BceX OIyXoJIeH NMEepeIHEN JOIU TUITo(PHr3a
accoruupoBanusie ¢ MOH cocraBisior 3%;




NMaumeHTKa ¢ 6one3Hbio KywunHra oo u
yepe3 1,5 roga
nocrie onepaTuBHOro fie4eHus




1988

1983

1981

1977



KnuHun4yeckasa KapTuHa

Kax npu criopaguyeckux ajeHomax runodusal
® CreuupuyecKkue CUMIITOMBI:

- [IponakTrHOMa: rHnepnponakTuHemus (aMeHopesi, Gecruoaye

U TaJaKTopes y KEHIWH, UMIIOTCHIINS U OCCIIOAuE y
MY>K4KH)

- CoMaroTponmrMHOMA: aKPOMETAIHs, HAPYIICHUE TOJICPAHTHOCTH
K IJIFOKO3€, apTepHaabHas TUIIEPTCH3US

- bonesns Nnenko- Kymmnra (AKTT -accoruupoansiii CJ1 2
TUIIA, apTEPUATIbHAS TUIIEPTECH3 U, HAPYILLIECHUS IICUXUYECKOTO

3JI0POBbS, CTpUH, a0JIOMHUHATIBHOE OKUPEHUE, JTYHOOOpa3HOE
JUIIO U T.J.

® CuMNITOMBI CIABJICHUS OKPYKAIOIIUX CTPYKTYP:
- CHMKEHUE 3pECHUA
- [ nnonuryurapusm




IInarHocTuka

® CuMOTOMBI THIEPIPOIYKIIMHA THHO(DU3APHBIX
TOPMOHOB;

® OnpeneneHye KOHIEHTPaUUd T'uno(@u3apHbIX
TOPMOHOB B II1a3Me kposH (nponaxkrtun, AKTT,
COMATOTPOIIMH + I/IH(DP-I) KA KJIbIM TOJI;

® OnpeneneHne KOHIEHTPAIMM TOPMOHOB
TUII0TAJIaMYyCa;

® MPT runodusa xaxasle 3-) ner;
® [IDOT.







e
JleueHue:

AHAaJIOTUYHO JICUCHUIO CIIOPpaAIUYCCKUX aZICHOM FI/IHOCI)I/IBa.

® XUpYypruuyeCKrUe METOJbI MpeanouTuTebaee npu MOH
ACCOIMMPOBAHHBIX aJICHOMAaX: TpaHCCHOEHOUJATIbHAS
aJICHIKTOMUS;

® KoHcepBaruBHas Tepanus (IIpd HEBO3MOKHOCTH
XAPYPruy€CKOro JEYECHUA UK B IIEPUO TTOATOTOBKU K
HEMY):

- IIpu nposrakTuHOME — OPOMOKPHUIITHH, KAOEPTOJINH;
- [Ipr cOMaTOTPONMHOME — OKTPEOTH]I, JJAHPEOTHI;

- [Ipu bUK — keToxoHa301;




" M3H -accoumMupoBaHHble
onyXxonu

® HoBooOpa3oBaHUs KOPHI HAAMOYECHHUKOB

® Kapuunous! (>kennynka, GpOHXOB)

® TumMoOMBI

® JIunomel

® AHrnouOpoOMBI JUIA
® KomareHoMbl

® MCEHUHTHOMBI

® Onyxoiy IUTOBUIHOMN KEJIE3bI




4 h

® MPT wnu KT rpynson KieTku

KapunHougbl, e 1-2 o

® 5- ruApOKCHUHIOIYKCYCHAs KUCIIOTa
cyTo4yHOi Moun <2-8 mr/zgens. [A

® KenynouHo-KHIIEYHOro TpakTaMOKHO 1 ITdSMbI

® [lomxemynouHOU XKeEJE3bI; .
KapuuHOMIHBIA CHHAPOM:

® bponxos (MY)KIIHHH'}KGHMHHH " B 6363yHBTaT€ skcrpeccnn BAB
C

1:4) no6pokauecTBeHHOE epoTOHMHa, rucTamunaa, BUII,
TeueHHe; racTpHHa, IIIOKAroHa u fp.)

® Tumyca (MYXUUHBI:KESHIIIUHBI - CHMITOMBI: TaxuKapus,
J M ~KCHIN THITIOTOHUS, TUCIICTICHIECKHUE

20:1), arpeccuBHbl, BHICOKUIL paccTpoicTBa-auapest, IPUIUBEI C

PYCK CMEPTHOCTH; [IOKPACHEHUEM JIMIIA U LIEH,
YyBCTBO CTPaxxa, TPEBOI'Y;

B bonvuwuncmee cayuaes beccumnmomuoe medenue,
0e3 KApUuHOUOHO20 CUHOPOMA.




MGURE 33-9. Carcinoid Mush. Typical carcinokd fush Ivoiving the
face and neck In a patient with small intestinal carcinoid and

he carcinoid Synarome.
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FIGURE 33-2. Gross and histologic sections of a GI-NET (carcinoid) and a pNET. A, Gross section of a carcinoid in the small intestine.
The size Is typical for primary small Infestinal carcinolds, and the tumor Is subepithelial in location. B, Histopathoiogy of a small intes-
tinal carcinold with its characteristic nsular growth pattem. (H3E, x80.) C, Hemorrhagic and cystic 2-cm pNET (gastrinoma) in the tasl
of the pancreas farow). D, mmammmmammammmwsma
tubules of bland endocrine cealls



Diagnosis Correct
Irritable Bowel Diagnosis

Vague abdominal symptoms

Neurokinin A

Pancreastatin

Chromogranin
0 2 4 6 8 10 12 14 16 18 20
Y

Fig. 1. The natural history of carcinoid tumors. Vague symptoms such as abdominal pain
precede the diagnosis by a median of 9.2 years, and flushing and diarrhea, the major man-
ifestations of carcinoid NETSs, occur after the tumor has metastasized. Also shown is the rela-
tionship between tumor extent and when the biochemical markers are positive when
measured in blood. Pancreastatin and neurokinin are both important, because they corre-
lated with mortality, metastases, and survival, respectively. (Data from Vinik A. Biochemical
Ktesting for neuroendocrine tumors. Pancreas 2009;38:876-89.) J
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JleyeHue

® B npuoputere XUpyprudeckoe JICUeHUe — Pe3eKIus
KapIIUHOU/IA;
® [Ipu HeomepaOEIbHBIX OMYXOJISX WU

MCTACTATHUYCCKOM ITOPAKCHHUHN — JIYUCBAA TCPAIINsI,
XUMHUOTCPAIIW ODUCIIIATUHOM, 5TOIIO3HUA0OM,

® I[Ipu HaIUYMK KapUUHOUIHOIO CHUHIpPOMA
3((heKTUBHBI aHAJIOTY COMATOCTaTUHA (OKTPeoTU,
JIAHPEOTH);




/7 H0OBOOOpPAa30BaHVA ™

Hagno4Ye4yHUKOB

® KT wiu MPT HaamoO4YeUYHUKOB KaXKble 3 roaa
(ckpunuHr mpu MOH cunapome);

® KT wim MPT nagnoueunukos 1 pas B roz npu
AUArHO3LMPOBAaHHOM HOBOOOPa30BaHUU
HaIII0YECYHUKOB;

® Yame HEropMOHIPOAYIUPYIOIIUE, PEKE KIMHUUYECKUE
MIPU3HAKU TUIIEPKOPTUIIM3MA, THIIEPAHIPOTCHUM;

® 3JI0KaYeCTBEHHBIE HOBOOOPA30BaHUS HAAIIOYEYHUKOB
Habmonarorcs y 137 manuentos ¢ MOH 1 mpu
nuaMerpe omyxonu 6omnee 1 cm.;




IInarHocTuKa:
® Kt mimm MPT;

® PeHuH, aibI0CTEPOH IUIa3Mbl KPOBU;

® KopTu30:1 mia3mMbl KPOBH, TECTHI HA MOJAABICHUE
cexperuu (¢ 1 mr, ¢ 2 Mr nekcamerasoHa);

® Hedpun/meranedpur B Moue(xors heoxpoMoLuTOMa
npu MDH 1 Bcrpeuaercs penxo);
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JleyueHwue:

® /lunamMuueckoe HaOIonNeHne HOBOOOpa3oBaHuil 10 4 cM.;

® YacTuuHas agpeHaIdKTOMHUS IPY HOBOOOPA30BAHUSAX
oonee 4 cM B auaMeTpe U/WIM IIPU MHTEHCUBHOM POCTE
HOBOOOpPA30BaHMs B T€YEHUE O MECSIEB;

® aJpCHAJIPKTOMMUS ¢ TUMDOIUCCEKIIUEN UK pacIIUpEHHAs
aJpCHAJIPKTOMMS IIPY HAJTUYUHU IIPU3HAKOB
03JIOKQYECTBJICHUSI HOBOOOPA30BAHUS;

® Jleuenne MDOH 1 accorunposanneix 1 MOH 1 ne
aCCOLIMMPOBAHHBIX TOPMOHIIPOLYLIMUPYIOLIUX OIyXOIEH
aHAJIOTUYHO;
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MEN 2 cuHapom

® MenyiisapHas KapUuHOMa IUTOBKMIHOM xkene3nl 907%;
® DeoxpoMoruToMa

® Tpu Bapuanta MEN 2 cunnpoma: MEN 2A,
MEN 2B, MEN 2 ¢ menynnsaproit kapuuHoMoi
IIIATOBUITHOM JKEJIC3HI;

® Myramus B RE'T nmporoonkorene, xogupyromem
CTPYKTYPY pelLEeNnTopa TUPO3UHKHHASHI.




~IVIEN ZAR({CUWHAOPOM CHUIMIa) ™
70-80%

® MenynisipHas KapLUHOMA [IUTOBUIHOM >Kelle3bl
(90%);

® deoxpomonutoma (50%);

® AneHoMma oxojnomurouaHoil xenessl (20 —30%);

® bGonesns [upmmnpysra 7%

® Myranus B 10 cen-10qll.2 RET nporoonkorena B
kogoHe 634 — 3ameHa nuctenHa Ha apruauH (85%
CIy4aceB);

® /leGroT 3a6oneBanus B Bospacte 10 30 ner;




MeaynnsapHasa KapuuHomMa
LUIUTOBUAHOU Xene3bl

® Ha MOMEHT mOCTaHOBKHM AWArHO3a, MHOTHUE HNAIlCHTHI
YK€ UMEIOT METAcTa3bl B pErHOHAPHbIC TMM(DOY3JIbI;

® Yaie 0e3 CUMIITOMOB;

® [loBhIllIEHME YPOBHS KAJbIIMTOHWHA B IJIa3ME KPOBU;
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FIGURE 40-10 A, CT scan showing multiple bilateral foci of medullary thyroid carcinoma in an older patient
with MEN2A. B, Operative photograph of the same patient showing focus of MTC in thyroid (top arrow) and
enlarged parathyroid (bottom arrow).
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IInarHocTuKa:

On GI[)GJIGHI/IC 6asanpHOro ypoBHs KanbuutonuHa (>100
nr/mn);

[Ipy yMEPEHHOM IOBBLILIEHUN YPOBHS 0a3aJbHOIO
kanbuuToHnHa (Menee 100 nr/mi) nokazaHo onpeneneHue
CTUMYJIMPOBAHHOIO YPOBHS KAJILIUTOHMHA. TeCT MPOBOIUTCS B
CTAlMOHAPHBIX YCIOBHAX, B ITOJIOKEHUN OONBHOTIO JIEKA,
Haromak. ITocie 3a60pa KPOBU U3 BEHBI C LIEIBIO ONPEIEIICHUS
YPOBHs 0a3a7bHOIO KAJILUUTOHUHA BHYTPUBEHHO OOIFOCHO
BBOJAT IIIOKOHAT KaibLus u3 pacyera 2,5 mr (0,27 mu 10%
pacTBOpa) Ha 1 kr Maccel Tena. CTUMYIMPOBAHHBIHA YPOBEHE
KaJILLIIMTOHUHA OINPEIEIAETC Yepe3 ) MUH MOCIIE BBEJECHHUS
pacTBOpa.

OnpeaeneHrne KOHIEHTPAMU PaKOBOTO YMOPHUOHAIBLHOTO
AHTUICHA;

Onpenenenye Kaublys 1a3Mbl KpoBH (MOHM3UPOBAHHOIO
1/ WK 001Iero);




e
MHCTpyMeHTanbHbIe MeToAbl:

® VY3MU xene3bl U pErUOHAPHBIX JTUM(POY3II0B;

® ToukowronbHas acnupanuonHas ouoncus (TAB) y3na u
YBEJIIMYECHHBIX JTUM(PATUUECKUX Y3JI0B I0J KOHTpojiaeM Y 3U;

® KT (cnupanbHas, MyJIbTUCITUPATIbHAS) — JJIS ONPECICHHs
METACTATUUECKOM pactpocTpaneHHocTn MPIIK;

® [lo3uuoHHO-3MHUCcCHOHHYI0 ToMorpaduio (ITDT) ¢
IPUMEHEHNEM B KadecTse paguodapmnpenapara (POIT) 2-
|prop-18] drop-2-nezoxcn-D-rmoko36! Ipy NOBEIIEHHOM
YPOBHE CTUMYJIMPOBAHHOTO KaJbIIMTOHWHA MOCJIE PAAUKATIBHOU
OIepaly Ha IMUTOBUIHOW KEJIE3€ U PETUOHAPHBIX
TUM(DaTAYECKUX KOJJICKTOpaxX, eciu npu 3ToM Ha Y31 u MMC
KT maronorudeckoro ouara HE BBISABICHO;

® Cuunrurpadus ¢ MeTaliog0eH3UATYaHUIMHOM, MeYeHHEIM 123;
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JleyeHue

MuHuMalIbHBIA 00BEM OMEPATUBHOIO BMEIIATEIHCTBA —
TOTAJIbHASI TUPEOUJIKTOMHUS C YIAJICHUEM KJIETYATKH U JIUM(POY3J10B
LIEHTPAJIbHOW MaparpaxeaibHOU 30HBI.

IIpu BoBIEYEHHH B MPOIECC JUM(PATHUECKUX Y3JI0B OOKOBOTO TPEYTrOJIbHHUKA
€W —IOMOJIHUTENILHO - QyTISSpHO-(ACIHATBHOE YAAJICHUE KICTYATKHU U
auM$Ooy3710B OOKOBOTO TPEYroJibHUKA IIEH.

Ecnu ypoBeHb 0a3a71bHOTO U CTUMYJIMPOBAHHOTO KaJbIIUTOHMHA OCTACTCs
BBICOKUM I10CJIE€ TIEPBUYHOM OIEPAILNU , BAXKHO YCTAHOBUTH JIOKAJIN3AIUIO
METAacTa30B.

[Ipu mogo3peHNN HA METACTATUYECKOE TTOPAKECHUE PETUOHAPHBIX IMIEUHBIX WIIH
nuM(pOY3JIOB CPEAOCTEHUS - TOKa3aHa MOBTOPHAs OIepaIysl.

[Ipu oTHaIEHHBIX METACTAa3aX OMEPATUBHOE JICUEHUE HE MOKA3aHO.
HckimtoueHne: mpu ropMOHO3aBUCUMOM JIMapee.

XUMHOTEPAIUS IPU METACTAa3UPOBAHUU HE Y(P(PEKTHUBHA.
Omnyxo0Jii HEUYBCTBUTEbHBI K JTyYEBOU TEpANUK U TUIICPTEPMUH.

Brisasiaenne MOH 2-HocuTenbeTBa — IOKa3aHUE K IPOPHIAKTHYECKOM
TUPEOUIIKTOMUU.




FIGURE 40-9 Total thyroidectomy and central neck dissection in a MEN2A patient with multifocal MTC.
Arrows point to visible MTC tumors.
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[TpodhmnnakTuka

® Jlereit ¢ myranumeit RET B xogonax 611, 618, 620 u 634

otHocaT Ko 11 crenenu pucka arpeccusnoctu MPIIDK.
[IpeBeHTUBHASA TUPECOUIIKTOMUSA B JAHHOU IPYIIIE AETEU
OKa3aHa J0 HACTYIUIEHHS J-jeTHero Bo3pacra. O0s3aTeabHbII
00bEM omepanuy — TOoTaldbHas TUPEOUIAIKTOMUS. EAuHOro
MHEHHUS 0 HEOOXOUMOCTH MPEBEHTUBHOM LICHTPAIbLHOM
nmuMpagenskromun npu MOH 2A Her.

Heteit ¢ myranueiit RET B kogonax 609, 768, 790, 791, 804 u
891 ornocsaT k I (HauGonee msarkoii) creneHu pucka
arpeccuBHocTH MPILDK. OTHM OOIBHBIM Tak»e IOKa3aHa
TOTAJbHAsI TUPEOUIIKTOMUA. B 3TOM rpyIie OmyXxoju pacTyT
MEIJIEHHEE 10 CPABHEHUIO C IPYTUMHU, MPOSIBIIEHUSA PA3BUBAKOTCS
B OoJiee MO3/IHEM Bo3pacTe. Bo3MoxHa MpeBeHTUBHAS
TUPEOUIIKTOMMSI. MHOTHE aBTOPHLI CYUTAIOT J0CcTaTo4HbM 10-
JIETHUHU MOPOT OINEPATUBHOIO JeUeHUsA. B rpymrme nepBou
(HEBBICOKOM) CTENEHN PUCKA BO3MOMKHA TUPEOMIPKTOMHS T10CIIE
BUPaKa YPOBHS KaJIbIINTOHUHA.




PeoxpomMoLUnTOMA

® Manudecrarnus 107% MDOH 2A;
® Yame 1ByCTOpOHHHUE;

® CumnrTomel cxoxu ¢ MOH He accoumupoBaHHOM
(€OXpOMOLIMTOMOM: TPYAHO KyIIHUpyemas
aTpepualibHas TUNEPTEH3US C TUIIEPTOHNYECKUMHU
KpU3aMH, TaXUKapAus, YyBCTBO CTpaxa, IIPUJINBHI:
IIOKPACHEHHUE KOKH, JKap, MOBBIIICHUE TEMIIEPATYPHI
TeJla, TUIEPIIIMKEMUS MOCJIE KPU3a, B MOYE
MOBBIIICHBI TJIFOKO3a, HE(PPHUHBI, METAaHE(DPHUHBI;




Figure 39-13 Pheochromocytomas: A, Bilateral pheochromocytomas in the left adrenal gland (top) and the right adrenal gland (bottom). Also notice the multiple pheochro-
mocytomas in the bottom adrenal gland. B, Foci of adrenal medullary hyperplasia in adrenal gland (black arrow) and pheochromocytoma (white arrow).




IInarHocTuKa:

® KT mim MPT opranoB 3a0prOIIMHHOTO IMPOCTPAHCTBA;
® Hedpunsl/MeranepprHbl, B CyTOYHON MOYe >2MT;

® CyTo4Has PKCKpPELMA KaT€XOJaMHUHOB C MOYOH

>24.0MKr;

® Tect nonasnenus ¢ knopenunom(0,3 mr) —
OTPULIATEIILHBIN;

® Tect CTUMYIALMU [IIIOKAarOHOM — IOJO0XKUTEJIbHBIN;

® ApeHalIMH, HOPAAPECHAIMH MJIa3Mbl KPOBY HA BBICOTE
KaTe€X0JIaMUHOBOI'O KpHU3a;
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JleyeHue

[Ipu coueranum MPIHIK u ¢peoXxpoMOIIUTOMEI
IpEANOYTUTENIbHEE HAYMHATh OIEPAIUIO C yIaJCHUS
MMOCJICTHEM.

OO0beM onepanuy — aAPEHAIAIKTOMHUS IIPU OJHOCTOPOHHEM U
TOTAJbHAS AAPCHAIIKTOMUS IIPHU JIBYCTOPOHHEM IMOPaAKECHHUM.

[IpenonepannoHHast MOATOTOBKA O-aAPEHOOI0KATOpaAMU
nokcasosus, 3a 10—14 nueii no oneparyu, HauaabHas 103a —
MTI/CyT.), 4TO CBSA3aHO ¢ OoJee HU3KMMHU IIPENONEPAMOHHBIM
nuactonnueckum A/l 1 MHTpaoneparMoOHHOW 4aCcTOTOM
CEpJCYHBIX COKpPAIICHUHN, JTyUYIIUM HCXOA0M
MO CJICOTICPAIMOHHOTO MTEPHUO/Ia U MEHBIIIUM KOJIMYECTBOM
OOOYHBIX P(PEKTOB, TAKUX KAK PEAKTUBHAS TaXUKAPJIHS U
IJI0XO0 yIIpaBisieMasi IOCTOSSHHAS MOCJICONepaliMOHHAs
TUTTIOTOHMSI.

[IpeBeHTHUBHOE yIaJIeHHE 000UX HAATOYEUHUKOB HE
IIPUMEHSIFOT.




MEN 2 c meaynnsipHon
KapunHomon 10-20%

® Myranus nporoonkorena RET B mymnnom mieue 10
XpOMOCOMBI B KomoHe 018;

® MenymispHas KapluyHOMA IIUTOBUIHOU JKEJIE3bI

1007%;
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MEN 2B vnun MEN 3 (cunapom
lopnunHa) 5%

® MenymiapHas KapiuuHOMa IUTOBHAHOM *kenessl (907%)
® deoxpomonutoma (40 —50%)

® Acconuuposanssle 3a6onesanus (40 —50%):
raHIJIMOHEBPOMBI, Map(aHOUIHBIN XaOUTYC, MEraKoJIOH;

® Myramus RET nporoonkorena B mnuanom mieue 10
XpOMOCOMEI B kKooHe 918 3amena mernonuna Ha
TPEOHUH;

® JIe6I0T B IETCKOM, IOHOILECKOM BospacTe (cpenHuil
Bozpact 10 ner);

® bGoiee arpeccuBHOE TeueHue 10 cpaBHeHno ¢ MOH 2A;




® Jletu ¢c MDOH 2B u myranueii B kononax 883, 918 u
922 ornecens! k 111 (mauboneieii) crenenu pucka
arpeccuHoctu MPIIK.

® TakuM HanMeHTaM MIPEBEHTUBHYIO THPEOUIIKTOMMIO
HEOOXOIUMO IIPOBECTH B TEUEHHE IEPBLIX O MeC. JKHU3HH,
IPEANOUTUTENLHO B TeueHne 1-ro mec.

® Ormnepanus JOJKHA BKJIOYATh IPEBCHTUBHOE YAAJICHUE
KJICTYATKH U JUM(POY3JI0B LIEHTpAJIbHOM 30HbI. [Ipu
BBISIBIICHUM METAaCTa3UpPOBAHUS B IICHTPAJIbHOM 30HE
HEOO0XO0JIUMO BBITIOJHUTH PACIIMPEHHYIO
TUM(DaTCHIKTOMUIO B OOKOBBIX TPEYTrOJbHUKAX IIICH.
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KnnHmnyeckaa KapTuHa

raHJIMOHEHPOMBI T'y0, MepeaHenaTepaIbHON MTOBEPXHOCTH SI3bIKA,
TBEPAOTO HEOA U IIOTKH, KUIIIEYHHUKA, MOYEBOTO MY3bIPS;

MHUCJIMHNU3alIWA HCPBHbIX OKOHYAHUU POIroBHUIIBI,

Map(aHONoJ00Has BHEMIHOCTD (yAJIMHEHHbIE KOHEUHOCTH M Hajblbl,
TUIIEpMOOMIIBHOCTh CYCTaBOB, OOJIBIIINE MEK3YOHBIE IPOMEKYTKH,
IIPOJIAIIC MATPAIBLHOTO KIIAMAHA);

KOCTHO-MBIILIEYHbIE HapylIeHus (oas cTona, BOPOHKOOOpa3Has
rpyaHas KjieTka, Ae(opmaly N03BOHOYHUKA, CJ1a00CTh
IIPOKCUMAJIBHBIX MBIIIIL);

cuMITOMEI co cTtoponsl JKKT: pBora, neruaparaiiys, KUIeuHast
HEMPOXOAUMOCTL. Y 2/3 manueHnToB pa3sBUBAETCSA METAKONIOH, a
okoo 1/3 Hykxnarorcs B XMpypruueckoM JICUEHUHN;

XapaxrepHblii QEHOTUIT B TEUEHUE TIEPBOTO IO/a KU3HU IIPOSABIIAETCS
meHee ueM y 207% nereit, Torna kak y 80, 61 u 467 coorsercTBEHHO
OTMEYAIOTCS HeCIEU(PUUECKHE CUMIITOMBI: CHHAPOM «CyXOro Iva3a»,
OTCTaBaHUE B MPUOABKE MACCHI TeJla, HAPYIICHUE TUTAHNUS;




4 h




FIGURE 40-7 Features of MEN2A and 2B syndromes. A, Bisected thyroidectomy specimen showing
multifocal, bilateral MTC tumeors. B, Adrenalectomy specimen from patent with MEN2B showing pheochro-
mocytoma. C, Megacolon in patient with MEN2B. D, Tongue nodules in patient with MEN2B. (A, Courtesy
Dr. S. A. Wells. B-D, Courtesy Dr. R. Thompseon. From Moley JF: Medullary thyroid cancer. In Clark OH, Duh
QY, editors: Textbook of endocrine surgery, Philadelphia, 1997, WEB Saunders.)




e

MEN 4

Cungpom Brepssie onucad B 2010 r. B cembe us I'epmanum ¢
cemerabiMU AL, III'TIT, aHrHOMHUOTUTIOMOM TTOYKH Y PAKOM SIMYEK CPEIIH
a3JINYHBIX YIEHOB CEMBM. B HacTosliee BpeMs B JIMTEPATYPE OIMCAHEI

YQ HAIMEHTOB C TEPMHUHATUBHLIMHA MYTAI[USIMHU B TCHE EDIgN 1B.

Houcenc-myraruu B rene CDKNIB B orcyrcrBue myranmii B rene
MENI. I'et CDKNI1B (cynpeccop omyxoneBoro pocra) pactoiloKeH Ha
xpomocome 12pl3.

HanboJsee yacTeIM KIMHHYECKUM IpossiienneM MOH-4 ciykar ageHOMEI
napanuToBuaHOM xenesnl (81%), pesxe - anenomsl runodusa (41,67%).

ACCOIIMMPOBAHHBIE — OIYXOJIM PEMPOAYKTUBHON CUCTEMBI: PAK SMYKA,
aZICHOKapIIMHOMA IIEWKHA MaTKH; HOBOOOpPA30BaHUS HAJIIOYCUHUKOB U
MOYEK, TAK K€, ONMKUCAHbl TaCTPUHOMA, KAPLUMHOUBI OPOHXOB M KETY/IKA,
NaNnWUISIPHBIA paK IMUTOBUIHOM keje3bl, 00beMHbIe 00pa3zoBanus K.
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