OrAOY BO Tllepebit MIMY um. 1. M. CeueHoBa
(CeyeHOBCKMIM YHUBEPCUTET)
CHK sHAOKpHHOAOTUM

N
AN

-
L

Z

SECHENOV
UNIVERSITY

KAMHUYECKNIN CAYYAU

«M2OH-1»

MockBa,
2018

Aokaapuuk: LuHasnuHa 1O. C. 6 kypc 23 rpynna
HayuHble pykoBoauTean CHK:

AOLLEHT Kadeapbl, K. M. H. MopryHosa T. b.
accucTeHT Kadeapbl, K. M. H. PyHosa [ E.



OINPEAEAEHUE

MOH - | (cunpapom Bepmepa) - ayTocOMHO-AOMUHAHTHO
HacAeAyeMOe coYeTaHue onyxoAaer u/mam runepnaasumm OLLK
C OCTPOBKOBO-KAETOYHbIMU ONYXOAAMM (MHCYAMHOMa,
racTpMHOMa) M aA€HOMaMM runodusa.

PITUITARY

PARATHYROID

PANCREATIC
ISLET

PacnpocTtpaHeHHocTb cocTaBaseT |-10 cayyaer Ha 100000
HaceAeHUsn

OHAOKPUMHOAOTUS : YHEDHMK. - 3-€ U3A., Nepepad. n aom. / . N. Aeaos, I'. A. MeAbHMYEHKO, B. B. Paaees. - M. : 2015.



2 TUOAOINA

AYTOCOMHO-AOMMHAHTHOE HACAEAOBaHME  MHAKTMBALUM
reHa, NMOAABASIIOLLLETO POCT OMYXOAEM, AOKAAU3OBAHHOIO Ha
xpomocome | | (pernoH | 1ql3)
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Multiple endocrine neoplasia type |,Thomas Nihal, chapter 60, November 2014



MEN 1 MEN 2A

WERMER'S SYNDROME SIPPLE SYNDROME
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[eH cynpeccop onyxoAeBoro pocTa
M2OH-| koaupyeT 6eAOK MeHUH, KOTOPbIN
pacroAaraeTcsi B OCHOBHOM B SIAP€, FA€ OH
B3aMUMOAEMNCTBYET C Pa3AMYHbIMKU BeAKamMu,

KOTopble NPUHUMAIOT yyacTue B
DEFYAALMM TPaHCKPUMLMUU, MOAAEPKAHUM
CTabUAbHOCTM reHOMa, KAETOYHOMU

npoAndepaLmm 1 anonTosa

E. O. Mameposa, E. I'. MNMpxuankosckas, E. A. lNuraposa, H. . Mokpbiwesa, J1. K. [13epaHoBa, A. H. Tionbnakos. AGeHOMbl rmnodusa B paMmkax HacneaCcTBEHHbIX
cuHgpomos/ Npo6nembl 3HaokpuHonornn/2014/ Ne4



KAMHUYECKHE TNMTPOABAEHNA

[MPOABAEHNA

[ Mnepnapatupeos 95
SDHTepOMnaHKpeaTUYEeCKME OMYyXOAM 30-80
AaeHOMBI rMnodusa 20-25
KapuuHonAHble onyxoAu 10-20
AAEHOMbI HAAMOYEYHUKOB 25-40

[1oAKO>XHbIE AMNIOMBbI 30

AHrnopunbpomsi AnLa 85

KoAAareHombl 70

lapaHep A, Llobek A. BasucHas u KAMHM4YecKas sHAOKpUHoAorus. KHura 2/ MNep. ¢ aHra. - M.: MspaTeabcTBO BrHOM/2016



NMPUHLATTBI AMATHOCTUKHA

KAMHUYECKUIM: NaLneHT C 2-M8 uam boaee MOH-|
aCCOLLUMPOBAHHbBIMM OMYXOASIMU

CeMmenHbin: naumeHT ¢ opoHon MOH-| accoummpoBaHHOM
OMYyXOAbIO + HaAUYME POACTBEHHMKA MEPBOM AUHUMU C
MOH-|

[ eHeTUYeCKUIM: NALUEHT C AOKa3aHHOM MyTaLMeN B FreHe
MOH-| 6e3 Kaknx-AMbO KAMHMYECKMX MPOSIBAEHMMA

Rajesh V.Thakker Paul |. Newey Gerard V.Walls John Bilezikian Henning Dralle Peter R. Ebeling Shlomo Melmed Akihiro Sakurai Francesco Tonelli Maria Luisa Brandi/Clinical Practice
Guidelines for Multiple Endocrine Neoplasia Type 1 (MEN1)/The Journal of Clinical Endocrinology & Metabolism, Volume 97, Issue 9, 1 September 2012







NAESEHWME

* CTpouTCAa Ha NPUHLMNAX, OMUCAHHbBIX AASl CMTOPAAUYECKUX
OMYyXOA€eu

* [lpn coveTaHun runepnapatmpeosa ¢ rACTPUHOMOM CHaAYaAQ
AOOMBalOTCA MOAHOINO MOAABAEHUS XKEAYAOUYHOM CEKPELLMU,
3aTEM MPOBOAAT CYOTOTAAbHYIO UAU TOTAAbHYIO

NapaTUPEOUAIKTOMMUIO, MOCAE ITOrO BbIMOAHSIIOT OMNepauUio Mno
MOBOAY FaCTPMHOMDI.

* [1pn coveTaHUM Apyrux onyxoAem Bornpoc o
MOCAEAOBATEAbHOCTU ONepaLumn pelaeTcss MUHAUBMAYAAbHO

SOHAOKPUMHOAOTUS : YHEDHWMK. - 3-€ U3A., nepepad. n aon. / N. N. Aeaos, I'. A. MeAbHMYEeHKO, B. B. Paaees. - M. : 2015.



[MTACITOPTHAA HACTD.
AHAMHES

[laumenka X
BospacTt 42 roaa

>KaAobbl npu NocTyNAeHUU: Ha obLLyo cAaboCTb,
YCTaAOCTb, MEPUOAMYECKMN BO3HUKAIOLLLME TOAOBHbDIE
60AU, TOLLHOTY

AHaMHe3 Mo 3HAOKPMHOMATMAM OTAroweH ( y
Aovepn MOH |)



AHAMHES. NMPOAOAXEHNE

Cuntaer cebs 6oabHoM ¢ 2003 roaa, Koraa MOSIBUAUCL XAAOObl Ha
3aTPyYAHEHUE NMPOOYXKAEHMS MO YTPaM, MOTEPIO CO3HAHUSA B YTPEHHME Yachbil.

2004 r - raoko3a < 2 MMOAb/A - OPraHUYECKUM TUMEPUHCYAUHU3M;
AnarHoctmposaH MOH |I:

- 2 MIHCYAMHOMbI T€AQ U XBOCTa MOAXKEAYAOUYHOM XKEAE3b

- HEPYHKLMOHUPYIOLLLAA OMYXOAb MOAXKEAYAOUYHOM XKeAe3bl

- NepBUYHbIA rMNepnapaTUpeos, KOCTHO-BUCLL,epaAbHasa ¢popma ( aAEHOMbI
AEBbIX BEPXHEN U HUXKHEMN MAPALLUTOBUAHDBIX YKEAES)

- TMNEPNPpOAAKTUHEMUA
- MHOXECTBEHHbIE MUKPOAAEHOMbDbI AEBOIO HAaAMOYEHYHUKA



AHAMHES3. "MMPOAOAXEHNE

| 3Tan xMpypruyeckoro Ae4yeHus:

YAQAEHME A€BbIX BEPXHEN U HUXKHEWN MAPALLLUTOBUAHDIX YKEAe3
( TpabeKyAspHble AAEHOMBI C MHO>KeCTBEHHbIMU
KPOBOMU3AUAHUAMM)

Il 3Tan xupypruveckoro AeveHus:

ANCTAAbHAA PE3CKUMA XBOCTa U TEAA I'IO.A,)KGA)’.A,OLIHOIZ XEAE3bI,
CMAEH3KTOMUA, ACBOCTOPOHHAA aAPEHAASKTOMMUA.

B nocAeonepaumMoHHOM nepuoae  pasBUTME  PEAKTMBHOIO
NaHKpeaTuTa.

[1pn aAmHammuveckom obcaepoBaHum ¢ 2004 no 2013 roa AaHHbIX 32
PELLMAMB OCHOBHOIO 3a00AEBaHUS BbIABAEHO He ObIAO.



AHAMHES. NMPOAOAXEHMUE.

C 2013 roaa BHOBb NOSIBUAUCDH YKaAobbl HA 3NMU30AbI BHE3aNHOM
cAabocTn, CONpoOBOXKAQIOLLMECS AE30PUEHTALLMEN B
NPOCTPAHCTBE, FOAOBHOM OOAbBIO.

[ AtoKo3a < 2 MMOAB/A

B okTa6pe 2013 roaa noBTOpHas rocnnTaAusaLms B

xupypruyeckoe otaereHne YKBNel|:
- npoAakTHnH | 327 mEa/A (109-557)

- CTT 26,6 mmE/A ( < 10)

- AKTT 26 nr/ma (< 46)

- napatropMoH 25,18 nmoab/A (1,45-10,41)
- rMnepKaAbLMeMMS



AHAMHES. NMPOAOAXEHNE

* Mo AaHHBIM 3HAO Y3U: onyxoAb KpIOYKOBMAHOIO OTPOCTKA MOAXEAYAOYHOM
YKeAe3bl.
* o AaHHbIM cumHTUrpadum OLLUXK BbiIsBAEHBI NPU3HAKM aAEHOMbI MPABOW BEPXHEM
OLL>K B opTOTONMMYECKOM MOAOXKEHMUMW.
* [lpoBeaeHO xmnpyprmyeckoe AeyeHme B obbeme: cybTOTaAbHAA NapaTUPEOAIKTOMMUS.
B nocAeonepaunoHHOM nepuoae:
- MOHM3MpoBaHHbIM Kaabumi 0,88 (1,0-1,4)
- HasHa4eHbl KaAbuun A3 HUKomea no | 1/3p B AeHb
- POKaAbTpOA | T/2p B AeHb
* DHYKAeaumsa obpa3oBaHUIM FOAOBKU U TEAA MOAXKEAYAOYHOM >KeAesbl ( TMCTOAOTUSA -
BbICOKOANPPEPUHLMPOBAHHASA OMYXOAb TPAaOEKYASSPHOIO CTPOEHMS, SKCNpeccus
CUHaANTOPU3UH, XpoMorpaHuH A, nHcyauH, Ki -67 -5%, grade 2;
BbICOKOANPPEepPEHLIUPOBAHHAA OMYXOAb TPAabEKYAAPHOIro CTPOEHMS, SKCMPECCUS
CUHaANTOPU3UH, XpOMOrpaHuH A, ratokaroH, Ki-67-5%, grade |)



AHAMHES. NMPOAOAXEHNE

B 2014 roay naumeHTKa NpoxoAMAa cTauuMoHapHoe AedveHune B DHLL:

- npoAakTuH 1813 MEA/A (90-540)

- MPOAaKTHH buoakTmeHbin | 159 MEA/A (64-395)

- napatropmoH 20,8 (15-65)

- C-nentuna 2 Hr/ma (1,1-4,4)

- HcyAamnH 6,96 MKE/MA (2,3-26,4)
Y3 WK: nprM3HakoB runepnAasmMm OKOAOLLUTOBUAHDBIX XKEAE3 HE BbISIBAEHO.
MCKT opraHoB 6pioliHOM MOAOCTU U 3abptoiMHHOro npoctpaHcTea: ObbeMHoe
obpasoBaHue TeAa pancreas A=10,5 MM ¢ HaAMUYMEM B CTPYKTYpE MMKPOKaAbLIUHATOB.
A\eBOCTOPOHHUIM HEPPOAUTHAS.
MPT roAroBHOro mosra: AaHHbIX 32 HAAMYME AAEHOMbI TMNodM3a HE MOAYHEHO; BOPOHKA
PACMOAOKEHA AeBEE CPEAHEN AUHUM.

MoAeKyAsIpHO-reHeTUYECKMIM aHaAM3: reTepo3nroTHas mytaums c.263 delCp .S 89 fsX | |8
B MEN .

HasHaueH AoctuHekc 0,25 Mr/HeaeAlo, NOAyYaeT MO HacTosL,ee BpEMS.



AHAMHES. NMPOAOAXEHNE

AHaans kposu ot 2017:

npoAakTuH 475 MKME/mA (59-619)

napatropMoH 2,7 nmoab/A (1,3-6,8)

MHCYAUH | 1,7 MkME/MA (2-17)

CTI 8,5 MME/A (0,6-13)

KT O6piowHon noaoctn (noab 2018): no nepeaHer MOBEPXHOCTU TOAOBKM
MOAXKEAYAOUYHOM >KeAe3bl - KpaeBoe obpa3oBaHME C HaAMYMEM OObI3BECTBAEHUM
pasmepoM 6x5 MM, aKTUBHO -HaKarnAmBaiowiee KOHTpacTHbIM npenapat ( 190 ea H B
NapeHXMMaTo3Hylo ¢asy; B peseumpoBaHHOM xBocTe k3aam oT [TII1 - aHarormyHoe
obpasoBaHue pasmepoM 7-5 MM. B npoekumMm MeaMaAbHOM HOXKM NpaBoOro
HaAMOYEYHMKA OKpyraoe obOpasoBaHME HM3KOM MAOTHOCTW, HEOAHOPOAHOM
CTPYKTYPbl C HaAMYMEM EAMHMYHOIO  KaAbLMHaTa, pasmepom [2x8 mm.
KeAauekameHHass 60Ae3Hb: KOHKPEMEHT »KeAYyHoro ny3sbips. MoyekameHHass GoAesHb:
KOHKPEMEHTbI MOYeEK.

B cpaBHeHuM ¢ KT-paHHbIMM OT |8.12.17 - 6e3 AnHamuKu.



OBbEKTUBHbBIN CTATYC

« OOLLLEE COCTOIHME CPEAHEN CTETMEHM TIKECTU
* PoCT 156 cM, BecC 53, MIMT 21,78 kr/m2

» KO>XKHblE MOKPOBbI QOU3MOAOTMHECKOM OKPACKM, YNCTbIE, BACXKHbIE. [TXKK
PA3BUTA YMEPEHHO, PACMPEAEAEHA PABHOMEPHO

* AbIXQHME BE3MKYAAPHOE, XPUMOB HET. HAA 17 B MUH.

* TOHbl CEPALLA ACHbIE, PUTMMYHbIE, LLUYMOB HET. AA 120/70 mm PT. CT. PS 69
YAQPOB B MUHYTY.

* XUBOT MATKMKN, BE3DOAE3IHEHHDbIM. [1e4eHb HE BbICTYNAET M3-MOA KPA4
pPeEOEPHOM AYTH

o LLIMTOBMAHQOS XXEAE3A HE YBEAMYEHA, Y3AOBblIE ODPA30OBAHMSI HE MAABMMPYIOTCA.
e O4OroBOM HEBPOAOTMHECKOU CUMIMTOMATUKN HET.



NABOPATOPHAA
ANATHOCTUNKA

| .OAK: HGB 102 r/a (117-180)
2.BAK: -AAT 68 ea/a (10-49); ACT 44 ea/a (0-34)
- % HacbiweHus xxeaesom 9,97 (20-55)
- Keaezo 6,3 MkmoAb/A (9-30,4)
- TpaHcoeppuH 2,5 /A (2-3,6)
3. [OpMOHaAbHbIE UCCAEAOBAHMUS:
- NpoaakTuH 516 MKME/MA (68-912)
- TTT 1,9 MkME/ma (0,4-4)
- C-nentua 317 nmoab/A (298-2350)
- UHcyauH 7,7 MKkME/mA (2-29)
- UDOP-1 95 Hr/ma (43-209)
- Koptuzoa 250 Hmoab/A (119-618)
- [NapaTtropmoH (MHTaKTHbIN) 4,6 NMoAb/A (1,3-6,8)
- CTT 9,3 MME/A (0,16-13)
- AKTT 5,1 nmoab/A (0-10,2)
4. OAM 6e3 ocobeHHOCTEM



MHCTPYMEHTAABHAA
ANATHOCTUNKA

OKI 6e3 ocobeHHOCTEMW.

Y3 wen: Y3-npusHakn ruvneprnaasMm HUXKHEN AEBOM
OKOAOLLUTOBUAHOM  KeAe3bl, KAMHMYECKU HEe3HAYUMMOro
KUCTO3HOro obpa3oBaHMSI AE€BOM  AOAM  LLUTOBUAHOM
YKeAesbl.

MPT runodmusa ¢ KoHTpacTupoBaHuem: MP-kapTuHa
€AMHUYHbIX O4YaroB B OeAOM BeLLECTBE FOAOBHOIO MO3ra,
BEPOSATHO, cocyamcToro reHesa. MP-npusHakos obpasoBaHus
runodusa NpmM UCCAEAOBAHUM C KOHTPACTHbIM YCUAEHMEM He
BbISIBAEHO.



KAMHUNYECKMUN ANATHO?3

CHUHAPOM MHOXECTBEHHbIX 3HAOKPUHHbIX HeonAasum | Tuna.
/\€BOCTOPOHHSISI BEPXHAS U HUXKHSSI MapaTUPEOASKTOMUSA OT
2004 r., npaBoCTOpPOHHSAA CYOTOTaAbHas NAPaTUPEOUAIKTOMMUSA OT
2013 r. l[eMunaHKpeaTaKTOMMA MO MOBOAY ABYX MHCYAUMHOM OT
2004 r., 3HyKA€auuss MHCYAMHOMbI, TAIOKaroHOMbl B 0ObOAacTu
OAOBKM U  TeAa MOAXKeAyAoudHou keaesbl B 2013r.
CnaenakTomus ot 2004r. AeBOCTOPOHHSS aAPEHAAIKTOMUA MO
NOBOAY MUKpoaAeHOM HaanodevHmka ot 2004 r. >KeayHo-
KaMeHHas 6OAe3Hb: XpPOHUYECKUM KAaAbKYAE3HbIM XOAELMUCTUT, BHE
obocTpeHus. MKb: KoHKpeMeHTbl 00enx no4vek. XpoHuYecKas
eAaezopaePUUUTHAS aHeMUss Aerkom cteneHun. [ opMoHaAbHO-
HEeaKTUBHble OOpa3oBaHUS TeAa TMOAXKEAYAOYHOM  XKEAesbl.
ObbemHoOe 06pa3zoBaHME NPABOrO HAAMNOYEYHMKA.



PEKOMEHAALIUA

NccaepoBaHMe YpOBHSA 0bLLEFrO, MIOHM3MPOBAHHONO KaAbLiUs
yepe3s | mecsu.

TapaneepoH 80 mr no | T2 pasa B CyTKM B Te4eHMeE
Mecsua ¢ nocAeApytownum KoHTpoaem OAK

MNccaepaoBaHUE YPOBHS MPOAAKTMHA KPOBM Yepes 2 Mecsua
Ha PoHe oTMeHbl AOoCTUHEKCa

NccaepoBaHWe MeTaHedpMHA U HOpMeTaHePpMHA CYTOYHOM
MOYM; MPOBEAEHUE HOYHOIO NoAaBAStOWLEro Tecta ¢ | mr
AEKCaMeTa30oHa

[1IpoBeaeHUue I AC, KOAOHOCKONMUM B MAAHOBOM MOPSIAKE
MCKT opraHoB 6ptoLlHOM MOAOCTM M 3a0pPIOLLMHHOIO
NpocTpaHCcTBa Yepe3 |2 mecsaLeB

HabAloaeHME 3HAOKPMHOAOLA. O MK



CriIACHBO
3A BHUMAHMUE




