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[nasa 1
MHoXecTBeHHble 3H0KPUHHbIE
Heonnasuu

CTE®EH JX. MAPKC, CIMbHO3N 3. YINNC-MAAJLWHA

OCHOBHbIE MOJIOXEHNA

e Ka/plif CMHAPOM MHOKeCTBEHHBIX SHJOKPUHHBIX Heorutazuil (MDH) mpossnsgetcs
XapaKTepHbIMU TOPMOH-CEKPeTUPYIOUIMMU OIYXOJSMHU B KOHKPETHOM eNUHUYHOM
CJlydae WA HOCUT CeMelHbIN xapakTep. CUHAPOMBI Pa3BUBAIOTCA PEAKO. Y KaXJO0ro
U3 HUX CYIeCTBYIOT HeTOPMOHAJIbHbIE IPOSBJIEHUS.

e OCHOBHbIe TOpPMOHaJIbHble OIyXOnu Ipu cuHzApoMe MOH 1-ro tuma (MOHI1) —
ONyXOJM TNapaTUPeoOu/IHbIX jKejle3, MaHKpeaToAyOZeHalbHble HeHPO3HJOKPUHHbBIE
OIyXOJIM, OMYXOJIH TepeiHel A0 TUnodr3a U KapuuHOU/ POU3BOHBIX MepeHeit
kuwky. [Tpu cungpome MOH 2-ro tuna (MOH2) yamie Bcero pasBuBaroTCA OMyXO0JU
u3 C-KJIETOK HMIUTOBUIHOM JKeJie3bl, afpeHOMeyIsspHbIe XpoMadUHHbIE OMyXOJU U
OIYXOJIX NapalUTOBUHBIX JKeJle3.

® BezieHre MAIMEHTOB YaCcTO Pa3jiMdaeTcsi U MPeCTaBIsieT OOJIbIe CIOKHOCTeH Mpu
MOH-onyxosiX, 4eM IPU TaKKX )Ke CopagndecKux HOBOOOPa30BaHUSX.

e K ommuusaM MBDH oT cropasudeckux onyxosein 00BIYHO OTHOCAT OOJiee MOJIOZOU
BO3PACT Pa3BUTHA ONYXO0Jel U UX MHOXXeCTBEHHOCTb.

e Crenuduyeckuii GeHOTUI U ceMeiiHAsi HACIeJICTBEHHOCTh TOMOTJIM WAeHTAQDUII-
poBaTh ocHOBHbIE TeHbl (reH MENI npu MBH1 umu ren RET npu MDH2), mytupo-
BaBIIIME B FeDMUHATUBHOM JUHMKM. MyTaius 1060ro U3 3TUX reHOB B COMATUYeCKUX
TKaHAX IPUBOJUT K BBICOKOW YaCTOTe Pa3BUTHUA OCHOBHBIX 3HJOKPUHHBIX OIyXOJei
B 9TUX TKaHAX.

e [eHeTn4yeckoe TecTupoBaHue Ha MyTtauuu MENI unu RET — OCHOBHOW MeTOJ HZIeH-
TUQUKALMY HOCUTEJIeH. AJTbTepPHATUBHBIM METO/IOM CJIYXKUT TeCTPOBAHKe Ha Xapak-
TepHbIe KIMHUYECKNEe IPU3HAKY.

e PaHHee BbIsABIeHWE HOCUTeJNlell MO3BOJUT CBOEBPEMEHHO NPOBOAUTH THUPEOUIIKTO-
MUIO C TIeJTbI0 MTPOPUITAKTUKY WU JIe9eHUS MeIyJUTAPHOTO PaKa IUTOBUAHOH KeJle3bl
(MTC — or aurn. Medullary Thyroid Carcinoma) y naruenToB ¢ cuazpomoM MBH2A.
Wnentudukanus Hocutesns rena MDH1 He obecriedriBaeT mpoQUIAKTUKY OIMyXOJIH, HO
IIPeIOCTABJIACT LIeHHbIe JaHHbIE I CAMUX NAL[UeHTOB U UX ONEKYHOB.

e Ten RET oTBeuaet 3a cunte3 npoterHa RET, ren MENI HeceT MHOPMALIHIO O IPOTe-
MHe MeHrHe. Mbl pacrnosnaraeM 60JbIKUM 06beMOM MHGOPMALIMU O MATONIOTUYECKOM
nyta RET, 4ro momoraer pas3paboTKe JieKapcTBeHHOU Tepanuu. O MaToiI0ruyecKoM
IyTH MEeHWHA U3BECTHO HeJOCTATOYHO JIJIsi pa3pabOTKU MeIMKaMeHTO3HBIX CPe/ICTB.

BBEEHWE

MDBH-CHUHAPOMBI MIPEOCTABIISIOT 0COObIE BO3MOXXHOCTHU JIJIsi OTKPBITUS TEHOB U IMOHM-
MaH¥s aToreHe3a Bcex HAOKPUHHBIX OIyXO0Jieid. DTa BO3MOXHOCTh 00YCIOBIMBAET TOBbI-
IIEHHbBI HHTEPeC K HUM C CAMOTO MOMEHTa MX OTKPbITHsI. MDH-CHHAPOMbI ObIITN OMUCAHBI
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B Havasie 1990-x ronoB [1] u B majbHeiieM ObLIM BbI€JI€HbI [IBé OCHOBHBIX KaT€TOPUHU:
MBHI1 n MOH2. OHu nonay4yunu Ha3BaHUe «CUHAPOMbI MHOKECTBEHHBIX 3HIOKPUHHBIX
HeOoIlJIa3uid, WIN MHOXECTBeHHBIX SHIOKDUHHBIX a[leHOMaTO30B», OCKOJIBKY BbI3bIBAJIN
pasBuTHeE OMyXoJiedl B IBYX 1 OoJiee BIaX TOPMOH-CEKPETUPYIONINX OPraHOB H, CJieJloBa-
TeJIbHO, IPUBOZIMIIM K CUHIPOMaM M306BITKA MHOXXECTBA TOPMOHOB.

C 1950-x no 1980-e roxb! ycrexu B 061aCTH OIpesieieHNsl CTePOMAHBIX U TeNTHAHbIX
TOPMOHOB, BU3yaJM3UPYIOIIUX METOAVK U TUCTONATOJIOTUH, a TaKXe B3aUMOCBA3M IeHOB
C pa3sBUTHEM paKa IPUBEJIX K JaJbHellleMy pasrPaHUYeHUI0 3TUX CUHAPOMOB. biarozaps
JaHHBIM TEXHOJIOTHSM ObUIO OOGHApYXKEHO, YTO MOBTOPSIOIIMICA CIEKTP SHAOKPUHHBIX
OIlyXOJIell BO3HUKAET B ONpe/ieJIeHHbIX CIOpaJMueCKUX Cy4asx U B OIpe/ieIeHHbIX CEMBbSX.
Bosee Toro, yHuKajbHbIe HAGOPbI TOPMOHOB CBSI3aHBI CO CrEHU(PUIECKIMU OMyXOJISMH,
TUIIAMU KJIETOK U KJIMHWYECKHMU CHHApoMamu. OnpesieieHre TOPMOHOB MCIIOJIb30BaIN
o1 uneHTHGUKALNK crendrIeckKnx HOBOOOPA30BaHMI B HaZeXZe HAa TO, YTO PaHHee
oOHapy)KeH¥e ¥ JiedeHHe [O3BOJIAT YIyYIIUTh TedeHre 3a00JieBaHIsA. 3HaUUMBI CPEJIM STUX
TOPMOHOB cilefiytomye: napatupeouubiii ropmod (IITT) — ans ompeneneHus omnyxosei
HapallUTOBU/IHBIX JKeje3; TIPOJaKTUH — AJIA WieHTHUKAIMK a/leHOM runodu3a; racTpuH
Y VHCYJIVH — /7151 BBIAABJIEHUS TAHKPeaTOAyo/IeHaIbHBIX OIyXO0JIeH; KaTeX0JIaMUHbI NN UX
MeTaboNIuTel — AJist OOHAPY)KEeHUST aApPeHOMeY/UISIPHBIX OMyXO0Jieil; KaJbLUUTOHUH — ISt
uzeHTHOUKanKU C-KJIETOYHOH TUNepIIa3uil WK HeoIUIa3uH.

3a aTOT Mepuoz 6bUI0 OMKCAHO MO KpaiiHell Mepe mrecTb MDH-CHHAPOMOB € HECKOIb-
Kumu nozrpynnamu: MOH1, MOH2, 6one3nb Xunnens-JIunzaay, Hefipopubpomaros 1-ro
Tima, Komiieke Kapuesi u cunnpom Maxk-KbioHa—Onbpaiita [2—8]. [lepBbie mATh U3 HUX
nepefalTcs B repMUHATUBHON JIMHUM ayTOCOMHO-JOMMHAHTHBIM IyTeM, LIecTOd (CUH-
npoM Mak-Kbiona—Onbpaiita) BO3HHKaeT B pe3yJbTaTe OueHb paHHel 3MOPUOHANBHON
COMAaTU4YeCKON MyTaluy, NPUBOAALICH K Pa3BUTUIO OIyXOJiedl B MHOTOYUCJICHHBIX THUIAX
KJIETOK, HO 6e3 nepenayun moToMKaM. Ka/iblit 13 3THX CMH/IPOMOB OTBeYaeT OIpe/ieleHHIO
MDBH 1 MO3XeT COMPOBOXAATHCS 0O0Pa30BaHUEM MHOKECTBA TOPMOHOB. J1Jis BefleHHsI MyJib-
TUOKAJLHBIX ONyX0JIel KaXXI0ro opraHa 6bUTH pa3paboTaHbI CrelyanbHble MeTossl [9].
Ha MOMEHT paHHero ONKCAaHUA 3TUX CMHAPOMOB OTCYTCTBOBAJIO IOJHOLIEHHOE ONMCaHWe
BO3MOXXHOCTY Pa3BUTHsA HEeIH[JOKPUHHBIX HEOIUIa3ui, U B HEKOTODBIX CIy4asdX MMEeHHO
He3H/IOKPHHHBIE OTyXO0JIM 00YCIOBIUBAIOT TSKeCTh 3a601eBaHus. B 1aHHOIA r1aBe He npef-
YCMOTpEH ZIeTajibHbIil 0630p BeleHUs HeAHJOKPUHHBIX TposiBieHnii MDH. B Hacrosiiee
BpeMsI Hallle TIOHUMaHKe JaHHBIX CUHAPOMOB COKYCPOBAHO HA OCHOBHOM T'eHe, MyTalliX
KOTOPOTO OTMEYeHbI P KaxkaoM 3aboseBannu — ¢ 1980-X TOOB MO HACTOSIIIEE BPEMSL.
s Kaxzaoro u3 mectd MOH-cMHAPOMOB ObLT UAEHTUOHUIMPOBAH OAUH OCHOBHOM TeH,
YTO /1aJI0 OTBET Ha HECKOJIbKO Ba)KHBIX BOIIPOCOB M IIPUBEJIO K 3HAYMMbBIM U3MEHEHUAM B
BeJIeHUH MalueHTOoB. BoisiBeHre MOH-CBS3aHHOTO reHa GBICTPO TPUBEJIO K OTpPe/IeeHHIO
TeHHOU I0CJIe/I0BATeNbHOCTH 71 0GHAPYKEHUS TePMUHATUBHBIX MyTalluii y GOJIbHBIX 1 KX
pozcTBeHHHUKOB. TecTHpOBaHye Ha Ham4ue MyTauuii rena RET oKasano 607blioe BIUSHIE
Ha BefieHVe MOJIOZIbIX TaniueHToB B MDH2-cembsx. Takoro a¢dekra He OBUIO MOJTy4eHO IpU
TeCTUPOBAaHUM APYrux MOH-reHoB, IOTOMY YTO ONYXOJW U KJIETKU-Ipe/IleCTBeHHUKH,
aCCOLMMPOBAHHEIE C JPYTUMHU TeHaMH, He TaK IPOCTO MOAAI0TCs abIsALUK 1 [IepeMeleHuIo,
a TaK)Ke IO TOH MPUYKHE, YTO TIPEUMYIIeCTBO absAUN OPraHOB-MUIIIEHEl 10 NOSBIIEHUS
KIMHUYeCKUX HapyluleHui He ObLIO HoKa3aHo. OmnpesieieHre TeHHOM TOCIeI0BaTeIbLHOCTH
006ecreynsio MoeKyIsipHOe TOATBEPK/IeHHE TOTO, YTO OOJIBIIMHCTBO KJIMHUYECKUX Bapu-
AQHTOB KaXX/IOTO CUHJPOMA B [eHiCTBUTEIbHOCTH MHULIMMPOBAHO MYTAallUsMU OHOTO TeHa.
HWckmo4yeHne B HACTOALIMMA MOMEHT cocTasissioT MOH1 u komiutekc KapHes, Ipu KOTOPbIX
IBa WM fiaxe Gosiee TeHOB B OIpeZie/IeHHOM JIOKyCe XPOMOCOMBI ellje He UeHTUHUIMPO-
BaHbL [Ipu IBYX Apyrux cuHzApoMax, 6ommesun Xumnmnensi—Jlungay u MOH2, cieriuduyeckie
MyTallii OTBETCTBEHHBIX TeHOB OIpeZeNISIOT YHUKANIbHbIe KIWHAYeCKre BapUaHThI, 00e-
CIIeYnBas TeHEeTHYecKyl0 MHGOPMalUIO, BXXHYIO AJA MPOTHO3MpOoBaHuA deHoTHma. [l
OOJBIIMHCTBA JJAHHBIX HApYyIIeHUI MyTalMy OAHOTO U TOTO JKe reHa ObUIM OOHApPY)KeHbI
B CIIOPaJWYeCKUX OIyXOJIAX OJHOTO U TOTO Xe THUIA TKaHW, 4YTO OTPakaeT Ba)KHOCTb 3TUX
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TeHOB, IOMUMO WX POJIM B PAa3BUTUM PeAKUX CUHAPOMOB, TaKXe B OTHOIIEHUH OCHOBHBIX
SH/IOKPUHHBIX ¥ HEIHJOKPUHHBIX HeOIIasuil. IIpuMepoM MOJKET CIIyUTh 0OHAPYKeHHe
coMaTndeckux Mytauuil MEN1 y 3Ha4UTeIbHOM YaCTH IALIeHTOB C 0OBIYHBIMU OIyXOJIIMU
13 OCTPOBKOBBIX KJIETOK IO/DKeyN0YHOM jKese3bl, MyTaiuii VHL — B clly4asx Ccropagnde-
CKMX KapLVMHOM II0YeK, COMaTu4ecKux MyTtauuil RET — npu copaguyeckom MTC.

leneTnyeckre ¥ MOJIEKyJIAPHbIE HAPYLIEHUA DU 3TUX OINYXOJIEBBIX CHHIPOMAX perpe-
3€HTATUBHBI [JI1 M3MEHEeHW! MpPU BCeX APYruX HOBOOOpa3oBaHUSIX dvenoBeka: MOHI,
6one3np Xunmensa-JIunnay, komiuiekc KapHes u Hefipo¢ubpoMaro3 1-ro Tuma BbI3BaHbI
VMHAKTUBUPYIOIIMMY MyTallUSMU TeHa cympeccopa pocTa (0MyX0JieBOro Cympeccopa), a CH-
npoM Mak-Kbiona—Onbpaiita 1 MOH2 — aKTHBUPYIONIMMU MyTaI[MsMK TeHa aKTHBATOPa
pocra (oHKoreHa). ITo kpaiiHeil Mepe, IIp1 OZHOM U3 3TUX CUHAPOMOB — MDH2 — uneHtu-
¢buKanus MoseKyJIsipHOro iedeKTa IIOMOIJIA TIPUBECTH K pa3paboTKe GpapMaKoIOruyecKux
CPEJICTB, CIOCOOHBIX 6IOKUPOBATH Mepeiauy CUTHaJIA C MyTUPOBABIIEro TeHa, U B KITHHUYe-
CKUX UCCIIeZIOBAHUSX OBIIO MOKA3aHO 00paTHOE Pa3BUTHE 3I0KAYeCTBEHHOTO OIyX0JIEBOTO
pocra. TakuM 06pa3oM, B HACTOsIIEe BPEMsI [IEJI B M3YYEHUH JaHHBIX HaPYLIEHUN OCHO-
BaHbl Ha MPeJIoI0XeHUH O TOM, 4TO maroreHe3 MOH — oThenpHBIN Cly4ail maTtoreHesa
6oJ1ee 4acThIX HEOIUIa3UiA.

IIporpecc B HBIHELIHIOK 3Py T€HHBIX OTKPBITHIT MIET OYeHb OBICTPO, U B OiiKaiiiiee
BpeMsl OXUJAIOTCS HOBble yAUBUTENbHbIe OTKPBITUA. TeM He MeHee, OCTaeTcCs Pl BaX-
HBIX BOMPOCOB: Kak MoseKysspHble JedeKThl BBI3bIBAIOT TpaHCPOpPMAIMIO, KOTOpas B
HEKOTOPbIX CJIyvasix ObIBaeT 10OPOKAYECTBEHHOM, @ B IPYTUX — 3JI0Ka4eCTBeHHO? KakoB
MeXaHU3M KJIeTOYHOM WM TKaHeBOW creludpuyHOCTH? Beerga v rumnepriiasvs npeiie-
CTBYeT pa3BUTHIO ONyxosu? CyLlecTBYIOT I CUTHAJIbHBIE IYTH, KOTOPbIe MOKHO HCIIOJIb-
30BaTh B KayecTBe TepaleBTUYeCKUX MUIIeHen?

CUHAPOM MHOXXECTBEHHbIX 3HJ0KPUHHbIX HEOMJIA3MIA
1-M0 TUNA

MBH]1 (oHnaiiH-KaTalor reHeTHYecKUX MapKepoB y yenoBeka — OMIM' 131100) —
3aboJjieBaHue, MPEICTABIEHHOE OMyXOJNSIMU IIBYX M3 CJEAYIOIMX TPeX THUIIOB KJIETOK:
HapaTUpeouHbIe, SHAOKPUHHbIE MAHKPeaTOAyO/leHaNbHbIe U TMHopu3apHble. XOTsA 3TO
cocTosiHue ObLIO OomucaHo u paHbiie [10], OHO GbLIO PAaCO3HAHO KaK OTAEbHbIH K-
HUYeCKUi ¥ ceMelHbII CUHAPOM OTZeJIbHO MonziayapoM U coaBT. [3], a Takxke Bepmepom
[4] B 1954 1. (oTCtoza amOHUM — cuHOpom Bepmepa). MOH2 ObLI OTKPBIT KaK OT/eIbHAsI
or MDH1 ¢opma B 1968 1. [6]. B mpenbiaynme roapl y nanveHToB ¢ MOH1 BeIgBIAIM
BBIPa)KEHHbIE IPOSBJIEHNsT 3I0KAaYeCTBEHHbIX HOBOOOPa30BaHHIl MAPAIIUTOBU/IHBIX XKeJie3,
OCTPOBKOBBIX KJIETOK MOKeNYyNOYHOM Keye3bl U runodusa (MM HEKOTOPhIX UX KOM-
OUHAIMIT) HA TPEThEeM K YeTBEPTOM [eCsTKax JieT )u3Hu. OHAKO yCOBEpIIeHCTBOBAHIE
MEeTO/IOB BbIsIBJIEHH S HOCUTeJeH U OBbILIeHYe BbDKUBAeMOCTH TP OIyXOJIAX B HACTOsAIee
BpeMs NIPUBeJIY K paHHeMY YCTaHOBJIEHUIO [MarHo3a U JIe4eHUI0 IPU UX TOPMOHAJbHBIX U
HEropMOHaJIbHBIX IIPOSABJIEHUSAX.

Hau6osnee yactbliii criocob Beisiienuss MOH1 B HacTosiiee BpeMsi CBsi3aH ¢ 00CIie10Ba-
HUeM pPOJICTBEHHUKOB BbIAABJIEHHOTO NalveHTa. Pexe ManveHT C BliepBble IMarHOCTUPOBAH-
HOI1 3aMyIIeHHO cTazuelt 3a60JeBaHUsl MOXKET CTaThb IPOOAH/IOM /TSt BBISIBIIEHUS CeMeit-
HBIX CJIy4YaeB UK ObITh e[THCTBEHHBIM OOJIbHBIM B ceMbe (CIopaaudeckuii ciydait). MOH1
ocraercsi Haubosee CIOXHBIM Jisl JledeHusi 3aboneBaHueM u3 Bcex MOH-cHHIPOMOB.
[TopaxeHre 3HAYUTENHHOTO KOJWYECTBA TKAHEH MPUBOJUT K TSXKEIOMY COCTOSIHUIO C
HapacTaHUeM ero TSXKeCTH, YTO CONPSIKEHO C 3aTpaTaMU Ha IMarHOCTHUKY U JedeHue. s

* OMIM (or auri. Online Mendelian Inheritance in Man — MeHzieneBckoe HacjleOBaHKe y YelOBeKa) —
nocrynHast B VIHTepHeTe MeAMIMHCKas 6a3a JaHHBIX, B KOTOPOii cobupaercsi MH$OpMaLus 00 N3BECTHBIX
3a60JIeBaHUAX C FeHeTUYeCKUM KOMIIOHEHTOM U TeHaX, OTBETCTBEHHBIX 3a MX Pa3BHUTHE.
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KJIMHULIMCTA Ba)KHO PACliO3HATh BBICOKYIO BEPOSITHOCTb MOTEHI[MAJbHOIO pelu/iuBa WIu
BO3HMKHOBEHMS HOBOM HEOIJIa3MM BO MHOTUX IOPa)KeHHBIX CHCTeMaxX OPraHOB U B3BeCUTh
CyLIeCTBYIOIMI PUCK C yY€TOM NOTeHI[MaJIbHOTO CHHIPOMA HeZJOCTaTOYHOCTH IIPY TTOJTHOM
yhajieHnu opraHa. bosee Toro, faxke Ipy yAOBJIETBOPUTEILHOM KOHTPOJIE CUMIITOMOB IIPU
u30bITKe TOPMOHOB Y MAI[MIEHTOB BBICOKA BEPOSITHOCTb IOTEHI[MATbHOTO CBS3aHHOTO C
MOBH paka. X0Tst MPOJOIKUTETbHOCT KU3HM MOXET ObITh IJIMTETbHON, OCHOBHOM TIpH-
yrHO# cMeptu B 30-70% cnydaeB cranoBurcss MOH1 [9, 11, 12].

B aroit rnase, mocesimenHoii MOHI, B nepByto odepenh OyzeT OcBellleHa OMyXoJjeBast
9KCIIPeCCUs1, 3aTeM JiedeHHe M B KOHLle — MOJIeKyJIApHas reHeTHKa. B Hacrosmiee BpeMs
IaHHBIX O MOJIEKYJISIPHOM IIaTOJIOTHYEeCKOM IIyTH OT MpsAMbIX 3¢dekToB rena MENI no
KJIMHUYECKNX TPOsABJIEHWN HEeJOCTaTOYHO AN WX NPUMEHEHUs B JIeYeHWU MalMeHTOB.
OpHako HuXe, B paszenax mo MOH2, Mbl cpa3y GyzeM MpeACTaBiATh AaHHbIE 10 MOJIEKY-
JIIPHOY TeHeTHKe, IIOCKOJIbKY MHpOpManus o reHe RET 1 ero MOJIEKY/IAPHOM ITaTOJIOTHYe-
CKOM MeXaHH3Me UrpaeT IleHTPaIbHYIO POJb B BeZleHUH ONYXOJIH.

lpossnenue onyxonu U BefjeHWe NaLUUeHToB

onyXxoJu NAPALYUTOBUAHBIX XENE3 NP CHHAPOME MHOXECTBEHHbIX
QHAOKPUHHBIX HEOMIA3WUMN 1-T0 TUNA

Tunepnapatupeo3 (I'TIT) — HaubGosiee 4acToe TOpPMOHAaJbHOe TposiBieHre MDHI1
(tabn. 1.1) [5, 13-17]. IIpocuekTiBHOE HAGJIO/IEHNE 32 OMYXOJSMHU y UIEHOB CeMel C
MO5HI npoaeMOHCTPUPOBAIO, uTO y 95% HocuTeneit MOH1 B Bo3pacte oT 8 set [13-15,
18-22] no 40 ner passuBanca I'TIT [13, 23]. Tem He MeHee, Tak kak MOH1 — HewacToe
3aboJeBaHue (dacrora B monynsnuu okoso 1 Ha 30 000), OH JieXKUT B OCHOBe TOJIbKO 1-3%
Bcex ciy4aes nepsuuHoro I'TIT [13].

Ta6nuua 1.1. Oco6eHHOCTN CUHAPOMA MHOXECTBEHHbIX SHAOKPUHHbLIX HEOMA3MIA Y B3POCbIX

Tun onyxonu Oxwupaemas cpegHss
NEHEeTPaAHTHOCTb, %

MposiBneHune co CTOPOHbI 3HAOKPUHHBIX Xene3

[NapaLLnToBuaHbIE Xenesbl
AneHoma 95
Onyxonm naHKpeaToayoaeHanbHoi 061actun
lactpuHoma 40
WHcynuHomMa 10
['OpMOHasbHO-HEAKTUBHbIE®, BKIIOYast MAHKPEATMYECKYHO nonmnenTuaomy!t 20
[ipyroe: riokaroHoma, BunoMa** n 1.4, B kaxgom cnyyae <1

KapumnHovgHele onyxom nepeaHen KUK

[OPMOHaIbHO-HEAKTUBHbIV KAPLIMHOMA BUTOYKOBOW Xene3bl

[0pMOHaJIbHO-HEeaKTUBHbIN KapLMHOMZ GPOHX0B 4
[ 0OpPMOHaNbLHO-HeakTUBHaA aHTEepoxpoMadGUHONOLo6Has OnyXonb Xenyaka 10
MepenHss pons runogpu3sa
MponakTnHoma 25
[pyroe
[ OpMOHaNbHO-HeakT1BHas 10
[OpMOH pocTa + NponakTuH,
[OpMOH pocTa 5
ALPEHOKOPTUKOTPOMHbIA ropMoH (AKTT) 2
TupeoTponHbIid ropMoH (TTT) 5
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OxoHyaHue Tabn. 1.1

Tun onyxonu Oxwupaemas cpepHas
NEeHeTPaHTHOCTb, %
Haznoye4Hukn

Kopa

['OpMOHaNbHO-HeaKTVBHas 30

['0pMOHanbHO-aKTVBHAS UK pak 2
Mo3roBoe BeLLecTBO: heoxpomounToMa <1

HeaHA0KpyHHbIE NPOSBIEHNS

AHrvodubpoma 85
KonnareHoma 70
Junoma 30
Jleiomnoma 5
MeHuHruoma ®

Ipumeyanue. KypcrBom 0603HaUeHbI TUIIBI OIYXO0JIY C BEIPAXKEHHBIM [TOTEHIMAIOM Maurau3anuu (>20%
CIly4yaeB).

* MHOre ropMOHaJIbHO-HeaKTUBHbIE OIyXOJIX NP crHApoMe MOH1 CHMHTe3UpYIOT eNTHAHBIE TOPMOHBI 1
apyrue GakTopsI (Takue, Kak MaJible aMUHBI), HO UX TUNIePCeKPeLHs HeI0CTaTOYHa IS TOTO, YTOOBI BbI3BATH
KJIMHUYeCKHe MPOsIBIeHUs.

THe Bximoyas noutyt 100% pacrpocTpaHeHHOCTh FOPMOHAIbHO-HeaKTUBHBIX 1 6eCCHMIITOMHBIX ONyXOJIed.
VHorna ux BBIABJISIOT CJIYYaifHO IIPU ONepaTHBHBIX BMeIIAaTelbCTBAaX B MAHKPeaTo/yo/ieHaIbHO# 061acTi
npu cuaapome MOHI.

** BumoMa — OINYyXOJib, Pa3BUBAIOLIASCS M3 HEMPOSHAOKPUHHON TKaHW MO/KEIyI0YHOM ese3bl (o
JIOKaJIM30BaHHOM B HePBHOU TKAaHM), CeKPeTUPYIOLIas Ba30aKTUBHBI NHTeCTUHAIbHBIN IeNTUZ.

ITIposaBieHus onyxoJjeil NapamwMTOBUAHBIX xeje3. ['TIT mpu MOHI yacro npore-
KaeT 6eCCMMIITOMHO, BO3MOKHbIE MPOSIBJIEHUS BKJIIOYAIOT TMIIEPKAIbIIEMHUIO, YPOIUTHA3,
uHzynupoBaHHble [ITT KOCTHBIe HAapyIIeHHs, KaJI00bl CO CTOPOHBI MBIIIEYHON ¥ KOCTHOM
cucTeM, c1aboCTb U HapyIIeHHs ICUXUYECKOTro cTaTyca. DT 0COOEHHOCTH CXO/JHBI C XapakK-
TepPHBIMHU ¥ /I Ipyrux ¢opm nepsuaHoro I'TIT.

I'TIT npu MOH1 nmMeeT HecK0IbKO O0Tn4nii OT I'TIT, BEI3BaHHOTO CIOPaAnYeCcKOi aieHO-
Moii. Bo-niepBbix — pasnmuyHas snuaemuonorus. I'TIT npu MOHI1 xapakTepusyetcs 6oee
MOJIOZILIM BO3PACTOM Hayasia 3aboieBaHust (0ObIYHO 25 IPOTUB 55 JIeT PU CIIOPAAMIeCKOi
dopme; puc. 1.1) [15, 16] u oTcyTcTBHEM TeHepHBIX padniynii (1:1 mpoTtus 3:1 — oTHOIIE-
HYe KeHIIMHbI/MY)X4UHbI). PaHHee Hauao 03Ha4yaerT, 4To 3a60/ieBaHHe MOXKET MPOTEKATh
Josblie. B 4acTHOCTH, KOCTHAA Macca y xeHIUH ¢ MOH1-acconuunposanubiM I'TIT yacro
cHrkeHa B Bo3pacre 20 unmu 30 net [24, 25]. Bo-BTOpbIX, MIPUCYTCTBYeT MHAsI MATOJIOTHUSA
NapalUTOBU/IHBIX XeJle3: B OTJINYKe OT COJUTAPHOMU aZleHOMBI IIPU MCCJIEJOBAHUU I1apa-
IIMTOBU/IHBIX jKesie3 mpu MOHI BBIABIAIOT yBeJIMYeHNe TpeX-4eTblpeX MapalluTOBUNHbIX
)KeJsie3, B 3HaUUTENIbHOM CTeleHU acuMMeTpuuHoe (puc. 1.2) [26, 27]. B-TpeTbux, pas-
JIMYAIOTCS MCXOJbI MOCTIe TapaTHpeoudKToMuu. Hajivdue HOMMriaHAyIsApHON 00Je3HU
U COOTBETCTBYIOIAst HEOOXOAMMOCTb 00C/IeZI0BATh KaXK/yH0 JKejie3y BO BpeMsi epBUYHOMN
orepatuy MPUBOAAT K 60Jiee BBICOKOMY TTOCTOMEPATUBHOMY PUCKY Pa3BUTHUS MIOMAPATH-
peo3a 1 MeHblIeil 4acToTe 3yTHPEOUIHOTO COCTOAHMA [26]. YaauHas cybToTaibHas napa-
TUPEOUISKTOMYUS B TIOJIOBUHE Clly4aeB cuHApoMa MOH1 B Tedenue 10 jeT cONpoBOXAAETCA
penuausoM I'TIT [28, 29]. Wctunnblii penuaus I'TIT nocne Xupyprudeckoro jgedeHus pu
o6braHoM I'TIT pa3BuBaercs peako, u Bo306HOBeHre [TIT — BO3MOKHBIN TPU3HAK Hepac-
no3HanHoro MOHI. Mcrunneil penuaus MOHI, a takxe Apyrue ciaydau pelUauBOB IpU
MBH1 TeopeTryecKy MOTYT BO3HMKATh M3 HEOOJIbIINX OCTATKOB TKAHU ONYXOJIH UK HOBO-
TO KJIOHA OINyXOJIY, Pa3BUBIIErOCsA B OCTATOYHOW HOPMaJbHOMU TKaHW. B-detBepThIiX, ITIT
npu MOH1 npakTuyeckd HUKOTZia He IPOTrpeccupyeT ¢ pa3BUTHEM paka MapalluTOBUAHbIX
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Puc. 1.1. Bo3pacT Hayana nposiBAeHNs S3HAOKPUHHbIX OMyX0ei Npu CUHAPOME MHOXECTBEHHbIX SHLOKPWH-

HbIX Heonnaawid 1-ro Tuna (MAH1). aHHble peTPOCNeKTUBHOIO aHanM3a NPOSIBEHN A MHOXECTBEHHBIX Ony-

xoneit y 130 naumeHToB ¢ MOH1 B TeueHue 15 neT. Bo3pacT Havana pa3BuTis ONyxonu Obli OnpeaeneH kak

CaMblii PaHHWIA BO3PACT NOSIBNEHUS NEPBbLIX CUMATOMOB VAW NEPBbIX MATONOMMYECKUX PE3yNbTaTOB TECTOB.

[C nameneHusimm n3: Marx S., Spiegel A.M., Skarulis M.C. et al. Multiple endocrine neoplasia type 1: clinical
and genetic topics // Ann. Intern. Med. 1998. Vol. 129. P. 484-494]
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Puc. 1.2. Paamepbl napatnpeonaHbx xenes npy nepeuyHoi napaTnpeonaaktoMiy B 18 cnyyasx ceMeinHoro

CYHIPOMa MHOXECTBEHHbIX SHAOKPWHHBIX Heonnaauid 1-ro Tuna. CpeaHee COOTHOLLEHME HAaBONbLLEN U Hau-

MeHbLUelt onyxoneii npu onepauuun 9:1. O6bemMbl BCex Xenes npu 0fHO onepaLn CoeHEHbI BEPTUKATbHOM

JmHner. ConpepenbHble CYMBOMbI BbIAENEHbI HE3aKPALLEHHbIMU KpYXKamu. [TyHKTUDHasS ropu3oHTasbHas!

JIMHWS — BEPXHWIA Npeaen HopmanbHoro obbema xenessl (0,075 cMm®, 4To 9KBMBANEHTHO 75 M Macchl).

[C nameneHunamm u3: Marx S.J., Menczel J., Campbell G. et al. Heterogeneous size of the parathyroid glands
in familial multiple endocrine neoplasia type 1 // Clin. Endocrinol. [Oxf.]. 1991. Vol. 35. P. 521-526]
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KeJes, flake HECMOTPST Ha TO 06CTOATENbCTBO, YTO HenmedeHbiit [TIT mpu MBHI1 piurcs
Zlosibllle, YeM B Criopajuyeckux ciaydasx [30].

CyuiecTByeT psifi 0cobGeHHOCTel InrepPpyHKIMOHUPYIOMMX KJIETOK MapaliuTOBU/IHBIX
xese3 npu MOH1, KoTopble MOTYT IPUBECTU K MeXaHU4YeCKUM OCJIOKHEeHUAM. Bo-TiepBbIX,
GOJIBIIMHCTBO MAPAIUTOBUIHBIX JKejie3 WM BCe OHM Pa3pacTaloTCs MPU OJHOM WK
HEeCKOJIbKAX HeOIUTaCTMYeCKUX KJIOHaX BO BpeMs INapaTUpPeOUAsKToMuu npu MOHI1
(puc. 1.3) [31]. Bo-BTopbIX, IMPKyIUpYyOmui GpakTop pocta crnenvpudeH B OTHOIIEHUN
IUIa3Mbl KPOBHU NanyeHToB ¢ MOH1 1 ABifeTcs MUTOTeHHBIM 110 OTHOLIEHUIO K HOpMaJlb-
HBIM ITapaTHPeOUTHBIM KJIeTKaM in vitro (cM. anee) [32].

Puc. 1.3. MHOXeCTBEHHble BapuaHTbl OMyXONen B TKaHW MPY CUHLPOME MHOXECTBEHHOW SHLOKPUHHOM
Heonnasauu 1-ro Tuna (M3H1). Ceepxy: rmnepnnasvpoBaHHas NapalLMToBKaHas Xeneaa y naunenta c MOH1.
JKenesa nonHOCTLIO 3ameLleHa ANPPY3HbIMA CNOSIMU TNaBHbIX KNETOK W ABYMS OTAENbHBIMU UX Y3ENKaMU.
370 npennonaraeT Tpy Unu Bonee NATONOrMYECKMX KIOHA NapaTUPEOUIHbIX KNETOK. TOMY U306paxeHuto
MOryT COOTBETCTBOBATb TPW WA BoNee BTOPUYHBIX KOMMIA K HOpManbHOW konuu reHoB MENT Tpex pas-
JINYHBIX KNETOK-NPELLWECTBEHHNKOB 1 TakuM 00pa3oM POCT TPeX iam 601ee He3aBUCHUMbIX KIIOHOB KIETOK.
AnbTepHaTVBHLIM NATOreHE30M MOXET BbITb NO3TaNHas 3BOMOLMS OAHOIO K/OHa KNETOK, YTO SBASETCS Tpe-
Tbeli KOMUeit reHoB, OTANYHbIX 0T MOH1. BHu3y npeacTtaBneHa cnvnaucTas 06004ka ABeHaALaTUNepCTHOM
KULLUKM BTOPOro naumeHta ¢ M3H1, peMoHcTpupytoLLas age 60Mblue MUKPOraCTPUHOMbI B MOACAN3UCTOM
cnoe. 06e onyxonm UMENN NONOXUTENbHLIA PE3YNbTAT NPU UMMYHHOM OKPALLUMBaHUM HA FACTPUH W OTpHLa-
TenbHbIA — Ha Apyrue nenTuaHble FOPMOHLI. B pasBuTum aTnx ABYX CMEXHbIX ONYX0Nei, BO3MOXHO, Cbirpani
pONb MexaH13Mbl 00Pa30BaHNS ABYX MapaTMPEOnaHbIX Y3eaK0B Ha BEPXHEM pucyHke. [MukpodoTtorpadum
B3qThl 13: |. Lubensky, National Institutes of Health, Bethesda, MD]
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BEAEHUE NP ONYX0NAX NAPALUTOBUAHDBIX XENE3

Iloxasanusa x xupypeuzeckomy emeuiamenscmey. OnepaTUBHOE BMENIaTeNbCTBO — CPefi-
ctBO BbIGOpa B cutyauuu I'TIT mpu MOHI, XOTS CPOKM U THII ONepalyyl pasindaroTcs.
ITapaTupeonnsKTOMUS ONpeieNIeHHO [T0Ka3aHa nanuesTaM ¢ MOH1, ymepeHHO MOBBIIIEH-
HbIM coziepxkanueM IITT u npyrumMu ymepeHHO BhIpakeHHbIMU NpusHakamu I'TIT, Takumu
KaK MOKa3aTell CKOPPEKTUPOBAHHOIO MO albOYMUHY YPOBHS CHIBOPOTOYHOTO KaJbLIHS
Boie 3,0 MMosb/n (12 mr/an), kaMHU B noukax wiu IITI-uHAyNMpOBaHHbIE KOCTHbIE
HapyIleHus.

ITpocnextrBHOE n3ydenue I'TIT B cembsax ¢ MOH1 nmpuBeso K cucTeMaTu4ecKon NieHTh-
¢duKkayu 60MbHBIX YWIEHOB CeMelt, BKJIo4as ZieTeil B Bo3pacre Ot 8 10 15 jieT ¢ MUHAMAJIb-
HbIMM IOBBIIIEHUAMY KOHLIEHTPalluy CbIBOPOTOYHOro Kaabuusa u IITT. OntumanbHOro
MOJX0/1a K BEJIEHUI0 MOJIOZIBIX TanueHToB ¢ mMsarkuM TTIT e BhipaboTano. Takoe obuiee
XUPYpPridecKoe MoKa3aHue, Kak Bo3pacT MeHee 50 JieT, He MOXeT ObITh PUMEHHMO KO
BceM manuenTtam ¢ I'TIT mpu MDH1 [33]. MHOr#e crienuaaucTsl MOIEPKUBAIOT PaHHee
OllepaTMBHOE BMemareabCTso npyu MBOHI, nmockonbKy cuuraroT, uro I'TIT cienyer jneduthb
B MaKCAMaJbHO PaHHME CPOKM WM YTO HOpMalv3alusA KOHLEHTPALUU CbIBOPOTOYHOIO
KaJIbLIYsl MOJKET ITPUBECTHU K CHI)KEHMIO CeKpPeLU racTprHa U, BO3MOXXHO, K YMEHBILIEHUIO
poCTa OCTPOBKOBBIX KJIETOK IIOZKENyZ0YHOM jKeJe3bl M/WU uX TpaHchopmanuu [13].
[IpOTHBOMONOXHBII OAXOL — OTJIOKUTH XMPYPIrUUecKOe BMeLIaTe IbCTBO, TAKMM 00pa3oM
obecreurBasi 60siee Jerkyro mapaTupeouidKTOMUIO U, BO3MOXXHO, CHIDKeHHe 001Iero KoJju-
YyecTBa NapaTUPEOUJIKTOMUN B TedeHUe JKU3HU. XOTA MapaTUpeoudsKToMus npu MOH1
MOeT CHU3UTb CeKpelrio TacTpUHa TacTpUHOMOM (puc. 1.4), HET CBU/IETeNbCTB TOTO, YTO
ZlaHHOe BMeIaTeIbCTBO TPe0TBPATUT UK 3aMeIUT TpaHCGOpMaIuio raCTpUHOBBIX Kile-
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Puc. 1.4. Pemuccnsa npy cuHapoMe 30nauHrepa—3nnncoHa nocne napatmpeouaskToMnn Y NauyueHToB ¢

CYHOPOMOM MHOXECTBEHHbIX SHLOKPUHHBIX HEONAa3uin 1-ro Tmna u ¢ CMHAPOMOM 30AUHrepa—INAMCoHa.

MpencTaeneHbl 6a3anbHas CEKPELWMS KUCNOTbI 1 YPOBEHb CHIBOPOTOYHOrO racTpMHa HaToLAK. Y BCEX naLm-

€HTOB Oblfla AOCTUIHYTA HOPMOKA/bLIMEMIS, KDOME OAHOrO (CNyyar 4), y KOTOPOro COXpaHunack runepkanb-

unemms. [U3: Jensen R.T. Management of the Zollinger-Ellison syndrome in patients with multiple endocrine
neoplasia type 1 // J. Intern. Med. 1998. Vol. 243. P. 477-488]
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TOK [34]. TIo aTOl npuYKHe, a TAK)Ke TTOTOMY, YTO OOBIYHO TMIIEPCEKPEeLs Kelya0uHO
KUCJIOTBI XOPOILIO KOHTPOJIMPYeTCs JIeKapCTBeHHOM Tepaliel, COIyTCTBYIOIIYIO FaCTPUHO-
My He CYMATAIOT AOCTaTOYHBLIM IIOKa3aHueM /A apaTupeongsKromuu npu MOHI, kpome
penKoro ciaydas, KOrfa IpOsIBeHWs CHUHApPOMa 3O0JIIMHTepa—OJIIMCOHA 4Ype3BbYaiiHO
TPYAHO KOHTPOJIMPOBATh MEAUKAMEHTO3HO.

IIpedonepayuonnas u UHMPAONEPAYUOHHAS OUEHKA ONYXOel NApawUMOBUOHBIX JHcelle3.
Bce wame nepes onepaTMBHBIM BMENIATENbCTBOM IPUMEHSIOT HEMHBA3WBHbIE BU3Yald-
3UpyIONIYe MeTOJVKY, TaK¥e Kak yIbTpa3ByKoBoe uccienoBanve (Y3M), cuuHTUrpadusa
c TexHenueM [*™Tc| cecramubu, kommbioTepHas Tomorpadus (KT), MarHUTHO-pe30HaHC-
Hast Tomorpadust (MPT) [35]. XoTsi 3T0 mOporue uccieoBaHUs, OHU HEOOXOAUMBI ISt
BBISIBJIEHHsI OFHOCTOPOHHUX WM OYeHb HeOOJIBIINX OMyXOJei, YTO COKpAIaeT 4acToTy
OCJIO)XKHEHWI TIPU OIlepalnyu, BpeMs U CTOMMOCTb JiedeHust [36]. Ilpy MOH1 BciencTBue
BePOATHOCTY HaJM4Msl MHOXKECTBEHHBIX OIyXOJlell IapalluTOBUAHBIX JKeJle3 IIpY NepBuY-
HOM XUPYPrU4ecKOM BMeIIaTebCTBe He0OOX0/IMMO TIPOBOAUTE 00CIIeZIOBAHIE YEThIPEX WU
GoJjiee OIMyXOJiel, YTO CBOJUT HA HET OJHO TJIABHOE IMPEMMYIEeCTBO MpeonepalnoHHbIX
BU3YaJIM3UPYIOLIUX MeTOAUK. boJjee TOro, py UCroib30BaHUU BU3yalU3UPYIOIUX MeTO-
JVK PeIKO BBIABJAIT BCe TMIepaKTUBHbIE NapallUTOBUAHBIE xesne3bl Tpu MDHI1. EcTb
IPeANOJIOXKEeHNe, YTO eCJIM YeThIpe XeJle3bl rhinepakTuBHbl Ipu MOHI, To BepoATHOCTDL
TOTO, YTO OZIHA OIYXOJIb MOXKET MMETh SKTONMNYECKYIO JIOKAIN3aLuI0, B 4 pa3a BBbIIIe, YeM
IIpY COJIMTApPHOU afeHoMe. Bosee TOUHOe 3aKi04YeHHe MOXKHO CLeslaTh [PU HUCIOJIb30Ba-
HUY HEMHBA3WBHOW ¥ TIIATeJbHO BHIOPAHHBIX MHBA3WBHBIX HpOLeayp (PeKOMEeH/[0BaHbI
TOHKOMTOJIbHas aclypanuoHHas 6uorncus mjst onpegeenus [ITT, KT, cenektuBHas apre-
puorpadus u ceneKTUBHbINA 3a60p BeHO3HO# KpoBu Ha [1TT) y marmentoB ¢ MOH1 mepen
MIOBTOPHOU onepanueit [37, 38].

YBeJIMYUTb BepOATHOCTb YAAYHOH IapaTUPeOMISKTOMUM MOTYT HEKOTOpble MHTpaoIe-
palLOHHble MepoNnpuATUsA. Bo BpeMs ollepaliliyl MOKHO C MHTepPBAJIOM 5 MUH OIpe/ie/INTh
conepskanue IITT, Toraa pesysbrar 6yner nonayder yepe3 10 mun [39—-41]. 3HaunTenbHOe
cakenne yposHsa ITTT 1Mo cpaBHEHMIO C MCXOJHBIM IIPeAIojaraeT OTCyTCTBAE OCTATKOB
runepGyHKIMOHUPYIONIeH TKaHU TapaluTOBUAHBIX xene3 (puc. 1.5). DTU TecThl Jaxe
6oJ1ee TPUMEHUMBI ITPU NPOBe/IeHUH OBTOPHBIX ollepanuii npu MOH1, NOCKONBKY KOJH-
4YeCTBO U JIOKAJIMU3aLMI0 ONYyX0JIed BO BpeMs TaKOH ollepanuy O4eHb TPYAHO MPEeCKa3aTh.
VHorza TecT MOXeT OKa3aThCs JIOKHOIIOJNIOXUTEIbHBIM, eC/IM «CIALas NapaluTOBUAHASA
XeJyie3a» Obla MO/ABJIEHA, HO <IPOCHINAETCS» HEMOCPEACTBEHHO Cpasy IOCJie OIepaliu
[42]. MuTpaoneparuonHoe onpenenenue KoHieHTpanuu [ITT u Y3U MOryT GbITh [OJIE3HbI
B KayeCcTBe BCIIOMOTaTeJbHbIX MepOIPHUATUN NP MepBUYHOI NapaTMpPeOUIIKTOMUM, B
YaCTHOCTU y JI06OTO0 MalfeHTa ¢ MoA03peHreM Ha MHOXeCTBeHHbIE OIMyXOJU MapalinuTo-
BUJIHBIX XeJse3 (Kak mpu MOH1). YyBcTBUTeIbHbIE YILTPa3BYKOBblE NATYUKU TO3BOJIAIOT
MHTPaoIepanyioHHO BU3YyaJIUu3UPOBaTh ONYXOJIX MapaliUTOBUAHBIX JKeJle3 IPU TPYAHOLO-
CT)KMMBIX JIOKANM3aLUAX, HAIpUMep MPU paclojOXeHUW BHYTPU IIUTOBUIHOW KeJe3bl
WM B pyOlie, OCTaBIIeMCS [IOCIe peabIayIiei onepanuu [35].

Yoanenue onyxoneii napawumosuonsix senes. CTaHIAPTHOM XUPYPruuecKoi mporeny-
po¥i Ipu NepBUYHOM NapaTupeousKroMun npu MOHI1 cnyxaT ynajieHue Tpex C IOJOBU-
HOI1 XeJie3 U coOxpaHeHHe oKosio 50 Mr Kaxyieiicsi Hanbosiee GIM3KOM K HOPMe JKeJie3bl,
IIPUKpeIJIeHHO K COCYAAMCTO HOXKe Ha 1ee. [TockonbKy mpyu MOH1 BeposiTHa MOBTOpHAs
olepanus, BeJleHue TIaTeJbHbIX OIlePATUBHBIX 3alMCe, coCTaB/leHre fuarpaMM U MapKu-
POBKa OCTaBIIEHCs TKAHW HepacCachlBAIOIIMMUCA MaTepUaJaMU MOBBIMIAIT BEPOATHOCTD
ycliexa IIpy HOcJIeAylolieM OIlepaTUBHOM BMelllaTeIbCTBe.

AJbrepHaTHBHAs IpoLedypa — IONBITKA [IOJHOTO yAaJleHus BCed NapaTupeorgHON
TKaHU 13 06JIaCTH IIed U HEeOCPe/ICTBEHHO TI0CJIe 3TOr0 ayTOTPAHCILIAHTALMS HeOOBIINX
¢dparMeHTOB B «KapMaHbI» Ha HEIOMHUHAHTHYIO PYKY [43]. DddeKTUBHOCTD 3TOi CTpaTernu
3aBUCUT OT BEPOATHOCTH JOCTXEHUA BBICOKOM YaCTOTHI YCIEIIHOM TPaHCIIaHTAlUK. DTa
TeXHWKa He mpepoTBpainaer peruzausa [TIT, HO MoXeT 06JierduTh AajnbHeliliee BeneHue
nanuenrta. K npumepy, konuentpauus IITT B BeHO3HOV KpPOBM, OTTEKarolell OT TPaHC-
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Puc. 1.5. BeicTpoe onpeneneHne cogepXaHnus MHTAKTHOroO napatvpeouaHoro ropmona (MT1) Bo Bpems
napatpeonaakToMun. HopMasbHbI YPOBEHb OTMEYEH LIMPOKOMA NOAOCONA. Y nauyeHTa CMHAPOM MHOXe-
CTBEHHbIX 3HAOKPVHHBLIX HEOMNa3niA 1-ro TMNa 1 NePBUYHBIA rMNEPNapaTnpeos, paHee onepaTMBHOE neye-
HWe He NpPoBOAMAN. TPy C NONOBUHO OAMHAKOBO YBEAMYEHHbIX NapawmToBuaHbix xenes (0,8-1,6 r, Hopma
<0,08 r) v yacTb BMNOYKOBOM Xenessbl (Bun.) Obian yoaneHsl. Bunoukosas xenes3a He Coaepxana napartu-
peougHon onyxonu. BeicTpoe nagenue cogepxanus MTT Hke NOPOroBOrO 3HAYEHWs CBUAETENbCTBYET O
TOM, YTO OCTanoCb HEBGOMbLLLOE KOMMYECTBO MMNepdYHKLMOHMPYIOLLMX OMyXOnei napamyToBUaHbIX Xenes
UMV OHW OTCYTCTBYIOT. YaneHue nepebix ABYX NApaTUPEOUIHbIX OMyXONei He MPUBENO K CHUXEHMIO YPOBHS
MTr. PeaynbTat kaxaoi npobsl Ha MTI 6bla FOTOB B TEYEHWNE HECKONBKUX MUHYT, YTO NO3BOASNO YCTAHOBUTDL
TOT MOMEHT, KOTLla He OCTaHeTCs runepdyHKLUMOHNPYIOLLIMX NapaTUPEOUAHbIX OMyXONei, Y MPUHATL peLle-
HUE O paCLMPEHUV UK NpekpaLLeHnn onepaunn. H — HukHuin, J1 — nesbiid, M — npasblii, B — BepXHUMN.
[M3: S.K. Libutti, H.R. Alexander, A. Remaley, National Institutes of Health, Bethesda, MD]

IUIaHTAaTa, BBIIIE, YeM B TAKOM JKe MeCTe Ha IPOTUBOIIOJIOXHON DyKe, CBUJETeIbCTBYeT O
COCTOATENIBHOCTY TPaHCIUIAHTaTa. TeM He MeHee 3TO He IIOATBEPXXZAaeT THIepYHKIHIO
TPAHCIJIAHTATA ¥ He MCKJII0YaeT HaJIu4us runepdyHKIUU APYTroil apaTHpeouHON TKaH!
B obyacTu meu wiu rpyad. HakoHel, XUpyprideckoe yaajieHue MapaTUpeoraHOM TKaHu
U3 JIOXKa TPaHCIJIaHTaTa B 00JIACTH TpeJIieybs IPU BO3MOXKHON BTOPOW WM TpeThei
OIeparuy TeXHUYECKH JIerde OCyIecTBITh, YeM OBTOPHYIO peBU3UI0 0671acTi imew. IIpu
3TOM I10JIe3HOH npoueaypoy npu MBHI, ¢ y4eToM BbICOKOM YaCTOTHI NOCJIeONePalliOHHO-
IO TMIONAapaTHUPeo3a, CIYXKUT KPUOKOHCepBaLMs XU3HECIIOCOOHBIX GparMeHToB OMyXOJIH
IapaIUTOBUAHOM XeJle3bl. KpHOKOHcepBaLys obecrieyrnBaeT MO3AHIO0 ayTOTPaHCIIAHTa-
110 napatupeousiHoil Tkauu [43]. B CIIIA xpuoKOHcepBalys NapaTUPeOUJHON TKaHU He
PeKOMeH/I0BaHa COTJIaCHO HOPMATUBHBIM [IOKYMEHTaM.

Yepes IMmeHHbIA AOCTYII MOXXHO BBIIOJIHUTb YaCTUYHYIO TUMIKTOMUIO [44]. Dra onepa-
LIUS1 He TOJBKO MPUBOJMT K CyGTOTaIbHOMY YAAJIEHUIO PACIONOKEeHHON BHYTPU BUJIOYKO-
BOI1 JKeJIe3bl MApaTUPEOUTHON TKaHU, HO ¥ MOXKeT 00eCIeuTh YCTpaHeH e KapIMHOUIHON
TKaHU THMyca (ITOT acneKT OyzieT ocBelleH HiDKe). JIydlile BCero MPOBECTH 3TO BMelLlaTellb-
CTBO IIPY NePBUYHON Ollepalliy Ha Ilee, IOTOMY YTO Py6I1I0Bas TKaHb CIIOCOOHA OMeLIaTh
cyOTOTa/MILHOM TPaHCLEPBUKAJIBLHOM TUMAKTOMUM TP TIOBTOPHO¥ omepauuy. KapuuHouns
BUJIOYKOBO# JKesle3bl MOXHO CJIy4aiiHO OOGHapyXHUTh [OC/e TPAHCLEePBUKATBHON THMIK-
TOMUH MO0 [IOTOMY, UTO OH YIKe CYILIeCTBOBAJ paHee, TU6GO MOTOMY, YTO yZajieHKe BCEro
TUMYCa [IPY STOM MPOLeiype HeBO3MOXKHO.

BMelraTesibCTBO Ha ApaIfUTOBUAHBIX JKeJle3ax y nanueHToB ¢ MDH1 Tpebyer aKcrepT-
HOI1 OLIEHKH, 3HAHUS aHATOMUM LIeHHOH 061acTy 1 onbiTa. CaMbIX XOPOIIMX Pe3yJIbTaTOB
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OOCTUTAIOT B Te€X C/Iy4asdX, KOrja NepBUIHYI0 WU MOBTOPHYIO Oepanuio mpoBOAUT OIIbIT-
Has KOMdH/Zla XUPYProB-3aHAOKPUHOJIOTOB.

NAHKPEATOAYOAEHANbHBIE HEAPOIHAOKPUHHBIE ONYXOJNH

Heomnnasusa naHkpeaToAyoeHaJbHbIX HePOHAOKPUHHBIX KJIETOK — BTOPOeE 110 4acTo-
Te SHIOKPUHHOe NposiBieHne MBDHI1, Bo3HMKaeT mpubmu3uTenbHO y 60% ManueHToB C
MBH1 (cm. Taba. 1.1). Takke MHOXeCTBeHHbIE KJIIMHIMYIECKH HeaKTUBHbIE TAHKPEAaTOayO-
IeHasbHbIe MaKp0a/leHOMbl MOXXHO OOHAPYXUTh npakTidecky y 100% maireHToB cTapiie
40 et ¢ MDH1 Bo BpeMsl XUPypru4yeckoro BMelIlaTebCTBA UJIX TIpU ayTolcuu [45, 46].
KapuuHouzHbIe OIyXO0JI eJly[Ka ONUCaHbl B OT/le/IbHOM pasjesie (cM. «OmyXosu Npous-
BOJHBIX IepefiHel KUIIKW»). ITaHKpeaToayojeHaNbHble OMyXOJM HOCAT MHOeCTBEeHHBIN
XapakTep, MOT'YT U30bITOYHO CEKPETUPOBATH Pa3NYHble TOPMOHBI ¥ MaJIUTHU3UPOBAThCS.
IIpyMeyaTebHO, YTO B 3Py YCHEIIHON (papMaKOTepanuy TUIepaiHOCTH XelyaKa OKOJIO
1/6 naiuentoB ¢ MOH1 1 racTpuHOMaMy MOTYT yMUPATh OT MeTacTaTHYeCKOi racTpUHO-
MBI, HO JIMIIb B PEIKUX CIy4asiXx — OT MeTabOoJMYecKUX OCJIOXHEHUid, MHAYLPOBaHHBIX
runepracTpuHemueii [47].

Xora y nanuuenToB ¢ MOH1 BO3MOXHBI IPOABJIEHN, XapaKTepHbIe I OAHOT'O NIaHKpe-
aTO/[yOZieHaIbHOTO TOPMOHA, YacTO BCTPEYaeTcsi HECKOJbKO aCCOLMUPOBAHHBIX GeccrM-
NTOMHBIX OIyXOJiell, Kak TOPMOHAJIbHO-aKTUBHBIX, TaK U HeaKTUBHbIX [48, 49]. YacToTa
oOHapyXeHHst MeNTUAHBIX TOPMOHOB [IPK MMMYHHOM OKPAIIMBAHUU OMYXOJeil OCTPOBKO-
BBIX KJIETOK [TOJKeJyZl04HOH xese3bl Ipu MOH1 cocrasiser 35% A riokarosa, 25% —
[JI1 MHCYJIMHA, 25% — /714 TaHKpeaTHuyecKoro nojumnentuaa, B 10% ciaydaeB rOpMOHBI He
CEeKpeTHPYIOTCA, OKpalIMBaHKe Ha FACTPUH MPOUCXOAUT peako [48-50]. [JaHHBIX O CpaBHU-
TeJIbHOM 4aCcTOTe AyOZleHaIbHbIX FaCTPUHOM HeT.

VIHTepripeTaniusi TUCTOJIOTNYeCKIX 0COBEHHOCTe OCTPOBKOB MOKENyA0UHOM JKee3bl
3a JlecATUJIeTHs IOMeHsAIach. B paHHUX ucceloBaHUAX fielajld aKLeHT Ha IMIepIjacTu-
YeCKUX Mpolleccax Y IpopacTaHUX OCTPOBKOBBIX KJIETOK U3 IPOTOKOB (COOTBETCTBYIOIIMI
TepMUH — He3uduobnacmo3) [51]. DT ocobeHHOCTH B HACTOsIIee BpeMsi pacCMaTpUBAIOT
KaK Hecrenuduynsle npy MDHI1. OcHOBHOe HapylleHMe B OCTPOBKAaX MO/PKeNyAOYHON
xerne3sl Tpu MOH1 B HacTosIee BpeMs HOCUT Ha3BaHVe MYN6MUpOKansHol MUKpoadeHoMbl
U mpeJicTaBysieT c000i MOHOKJIOHABHBIN UM ONUTOKJIOHANBHBIN mporiece (cM. puc. 1.3)
[52, 53]. HakamnuBaroTca AaHHbIe MOJIEKYIIPHBIX MCCIeJOBAHUM, IOATBEPXKAAIOINe CTa-
IO TUTIePIUIa3UH, IPeIIIeCTBYIOIy0 00pa3oBaHUIo onyxou npu MDH1. Yuactku rumnep-
IJIA3MK TaCTPUHOBBLIX KJIETOK BU/IHBI B CBETOBOM MHUKPOCKOIE B 00pa3iiax racTpUHOMbI
Y3 [IBeHaJATAIIePCTHOM KUIMKKU pyu MDOHI1, Toraa Kak mnpu cnopagndeckoi racTpuHoMe
atoro Het [54]. Bojiee Toro, reTrepo3uroTHoe oTko4YeHne rena MEN] y Mbiiieit obecredn-
BAeT a/ieKBaTHYI0 Moziesib MOH1 y yesioBeka. B aToit Moziesiu 06paiiaroT Ha ce6si BHUMaHe
TUTaHTCKUe T'UIepIa3sipOBaHHble OCTPOBKH, IIPeAIIECTBYIONINE Pa3BUTUIO MHCYJIMHOMBI.
DTOT BaKT NOATBEPKAAET, YTO HeOOJIbIIask THIIePIUIa3Usl OCTPOBKOB — He3aMeTHbI Ipej-
IIeCTBEHHUK OIYXOJIM OCTPOBKOB MO/ KeNyA04YHOM kese3bl U mpu MBDH1 y yenoBeka [55].
ITockonbky nmpu MOHI1 4YacTo BCTpevyaroTCA MHOKECTBEHHbIE MAaKpOaJeHOMBI OCTPOB-
KOB TOJDKeJTy/IOUHOI JKese3bl, 00Ja/jaloniye pasIMdHbIMU TOPMOHATBHBIMU CBOICTBAMH,
BU3yaJIM3MPOBATh UX TPyJHee, yeM CIOpaZiuyecKkue ONyXOJU OCTPOBKOB IODKeNyLOYHON
Xeme3bl. MoryT noTpe6oBaThCs YyBCTBHUTENbHbIE HOBbIE BHU3YaIU3UPYIOLINE METOIUKY,
TaKue KakK dHAOCKommyeckoe Y3U M MO3UTPOHHO-3MHCCHOHHAs Tomorpadusa (IIDT) c
pagrodapmipenapatom, MedeHbiM rameM (**Ga-DOTA-TATE), Ho 3ToT acrieKT Tpebyer
nanbHeinero usydenus [56].

WHorzaa naHKpeaToAyoieHaIbHbIe HePO3HIOKPUHHBIE OIyX0JIM BO3HUKAIOT Y HECKOJIb-
KUX WIEHOB OJJHOU ceMbU 0e3 Apyrux npossiaeHuii MOHI, onucaHbl MHCYTUHOMSBI [57] 1
TJTIOKaroHOMbI [57b]. Takske Kak mposiBieHust 60se3uu Xurmensi—JIMHAay B ceMbe M3pelKa
MOTYT BO3HUKAaThb FOPMOHA/IIbHO-HEeaKTUBHBIE OIIyXOJU OCTPOBKOB IO/KeNyOYHOM XKeJe-
3l 1 peoxpomonroma [58].
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IIposenenus eacmpunomer. TacTpuHOMa — BTOpas MO 4YacTOTe 3HAOKPUHHASA OMYyXOJb
1 HauboJjiee yacrasi MPUYMHA PA3BUTHUS TSDKENbIX MPOsBIeHUd npu MOHI1. Dty mposs-
JIeHUs1 OTpaXkaroT jiBa mportecca: (1) mMamurHuzanuo u (2) WHAYKIUI TacTPUHOM U30bI-
TOYHOW CeKpeLyy KUCJIOTHI B XenyzKe. [acTpuHOMBI BBIABIAIT y 40% B3pOCI/BbIX JHO/eil
¢ MBH1 (cm. Tabn. 1.1) [13, 15, 34]. Cunapom 3ostuHTepa—BJUIMCOHA OMPEIeNseTcs
KaK TNpOsABJIeHUs TUIePCeKPelu KUCIOThI JKeJlyaKa, BbI3BAHHON TacTpPUH-CeKpeTHUpylo-
el IaHKPeaToyo/leHalbHON OIYXOJbI0 WM ONyXOJAMU. Y NalUeHTOB C CUHIPOMOM
3osmHrepa—dnucona MOH1 Berpedaercsi 4acTo: okosio 25% B Gonbiux rpymmnax [59].
MBH1 y 60osbIIMHCTBA TAKMX MALMEHTOB Ge3 TPy/ia PACIO3HAIOT M0 JJAHHBIM JINYHOTO UJIN
ceMeliHOro aHaMHe3a. [Ipy criopaznyecKyx cIy4asx CHHAPOMa 30JUIMHrepa—DIIucoHa 6e3
aBHoro MOH1 ckpbiThiii MOH1 BeTpevaeTcs pexe — 3TO 3aKJIH0YeHMe OCHOBAHO Ha CeMeli-
HOM aHaMHe3e, [JTUTeJIbHOM HabJo/IeHnH U aHanu3e mytaiuii rena MENT [60].

CHMIOTOMBI CHHZIpOMa 30JIIMHTepa—DJIIMCOHA BKJFOYAIOT JUapero, 330¢areaabHbIi
pedJIIoKC U MPU3HAKK MENTHYeCKOro 3B000pa3oBaHusi. CHMITOMATHKA MOXeET Hpelie-
CTBOBAaTb /IMarHOCTHPOBAHUIO 3a00JIeBaHUS 10 HAJMYMIO TMIEPracTPUHEMHMU HATOIIAK.
WHorza runepracTpuHeMusl MOXKeT CTaTh IPUYUHOM nepdopalviy A3BbI, JaKe IIPU OTCYT-
CTBUU cuMOTOMaTHKU [61]. JlabopaTopHast AUArHOCTHKA raCTPMHOMBI OCHOBAaHA Ha BBISIB-
JIeHNY MOBBIIIEHHOTO YPOBHSA raCTprHA B CIBOPOTKE KPOBHU. J[pyrue NIpUUMHbI TOBbIILIEHNUS
€ro comepkaHus (JIOKHOIOJIOKUTEIbHbIE Pe3yIbTaThl), KOTOPbIe HY)XHO AuddepeHInpo-
BaTb C TaCTPMHOMOI, BKJIIOYAIOT 'MIIOXJIOPIUAPHIO, BOSHUKAIOLIYIO BCJIEACTBUE ayTOMM-
MyHHBIX HapyIIeHWI WK JIedCTBUS JIEKAPCTBEHHBIX CPEZCTB, MHIMOUPYIOMUX CEeKPELHIO
KUCIOTHI [62, 63]. I'TIT npu MDH1 yacTo npUBOAUT K 0OOCTPEHUIO I'MIIEPracTpUHEMHUN
(cm. BbILIe; cM. puc. 1.4).

ITocne ompeneneHrs MOBBIMIEHHOTO YPOBHA TIAaCTPUHA WM BBIABJIEHUS CUMIITOMOB,
CBSI3aHHBIX C MOBBIIMIEHHON KUCJIOTHOCTBIO (TenTuyeckasi GOJb Wik [uapest), Cieayer
OLIEHUTDb YPOBEeHb CEKPELUH XKeNyA0YHON KUCIOThI 6e3 mpremMa JIieKapcTB, BI0KUPYIOIMNX
KUCIOTOOOpa3oBaHKe; HOPMaJIbHBIN yPOBEHb COCTaBJIsieT MeHee 15 MIKB/4 (UM MeHee
5 M3KB/4 [10CJIe OIlepalyii, yMeHbIIAIOIMX CeKPeLXIo KUCI0TbI) [64]. [IuarHo3 «racTpUHO-
Ma» MOXHO IOZATBEPAUTH NPY OIpeZieJIeHNH OTBeTa CbIBOPOTOYHOTO raCTpUHA HA BHYTPHU-
BeHHOe BBeZleHVe CHHTeTHYeCKOrO CeKpeTHHa. YBelnueHHe COJep)KaHWs racTpuHa bonee
114 nmonb /11 (200 nr/mMit) — OPU3HAK TAaCTPUHOMBI. DTOT TECT HO3BOJIAET AU depeHIpo-
BaTb TaCTPMHOMY OT APYI'UX TUIIepracTpUHeMUYeCKUX COCTOSHUH, TaKUX KakK HapyLleHHe
9BaKyallMy U3 aHTPaJbHOIO OTZesia JKeay[Ka, II0CIe/ICTBIe MacCUBHON pe3eKLMU TOHKON
KUIIKY, 00CTPYKIHS BBIXOJJHOTO OTBEPCTHS XKeNyaKa Wi uHeKIvs, Bbi3BauHas H. pylori.
Ipu HayaIbHOM 00CJIeZIOBAaHUY IO TOBOAY CHHAPOMA 30JIMHrepa—dJiuticona npu MOH1
WCIIOJIb3YIOT H/IOCKOMNUIO Xelyaka U Y3U A5 AMarHOCTUKY TeNTAYeCKUX 3B, KapLUHO-
W7ia KesyzKa, raCTpMHOM TOHKOW KMIIKY U nuineBozia bapperra [64]. Takxke NpUMEHSIOT
U JIPYroii BUJ MCC/eZI0BAHUS [Jisi OOHAPYXeHMs KapLMHOWZA JKeJyAKa, KOTOPhI 4acTo
BcTpeuaercs mpu MOH1 (cM. HUXe).

Kaxk v napaTupeousiHble afieHOMbI, TaCTPUHOMBI XapaKTepPU3YIOTCS ABYMs OTINYUATEINb-
HBIMU YePTaMH, OTHOCUTEJIbHO crielduyHbiMU st MOH1. OnHa u3 HuX — GoJiee MOJIO-
JI0/ BO3pacT BO3HMKHOBeHUs omyxosed npu MOHI1, yeM npu cnopagudecKux OMyXOJsX.
B cpennem racrprHoma npyu MOH1 pa3sBuBaerca Ha 10 et paHblie, 4eM B CIIOPafinYecKux
clyyasix, 4TO MeHbllle 110 cpaBHeHuIo ¢ pasHuueit 30 et npu I'TIT [65]. Bropas otnuyu-
TeJbHas YepTa — MyIbTU(POKAIBHOCTh OMYXOJIHM: TacTprHOMBI Tpr MOH1 vacTo mManeHb-
K1e, MHOXXeCTBEeHHbIe U MHTpaZiyoZieHanbHble (cM. puc. 1.3) [66]. ITo cBoeMy mpeumyiiie-
CTBEHHOMY PacIOJIOKeHHUIO B [IBEHAZILaTUIIEPCTHON KUIIKe OMyX0Jib HEMHOTO OT/INYaeTcs
OT CIIOpaZinyecKoy ractpuHoMel. lactpuHoMbl ipu MOH1 MeIOT CKIIOHHOCTD K MeTacTa3u-
pOBaHUIO B MecTHbIe iuMmpaTideckue y3ibl. B 20% ciydaes o61agaroT 6ojiee arpecCUBHbIM
TeYeHreM C MeTaCTa3NpPOBaHMEM B [leYeHb, MHOTZA B pyrue TKaHu. Juddy3Hble MeTacTassl
B YIPOXAIOT XU3HU, 5-JIeTHAs BbKMBAeMOCTb IIpY HUX cocTrasiseT 50% [63]. IIporHo3s npu
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ractpuHoMe Ha ¢oHe MOHI cxozieH ¢ TaKOBBIM IIPU CNIOPAANYECKUX ONMyXOJAX. PaHHUX
IIPU3HAKOB, IOMOTAIOLIXX BbIABUTh arpeCcCUBHOE TeyeHue raCTpUHOMBI, HeT [67].

Jlezenue zacmpuromst. [10 JaHHBIM GOJIBIIMHCTBA LIEHTPOB, 3G PEKTUBHOCTb XUPypruye-
CKOT0 JiledeHusi racTpuHOMBI pu MBH1 67113Ka K HYJIH0, HECMOTPS Ha TO 0OCTOSTENBCTBO,
410 B 1/3 cily4aeB racTpUHOM Y marueHToB 6e3 MDHI ycremHo NPOBOAAT OlepaTHBHOE
JeyeHue [68]. YHuKanbHas 4epTa racTpuHoMbl mpu MOHI, ¢ KOTOpo#i cBfi3aHAa HU3Kasd
YaCcTOTa YCIENHbIX pe3eKI[Md, — MHOXXECTBEHHOCTb MaJIeHbKMX OIyXoJiell U Gosibluas
9YacToTa JIOKAJbHBIX MeTacTa3oB. B 405 ciydasx omepaiuit mpu MOHI1 Haubosbiias
ONyX0Jib He OblIa TaCTPUHOMOMW. BbIIM MpensokeHbl Gojiee pajuKajibHble METOIUKH, B
OCHOBHOM IaHKPEaTUKOAYOZeHIKTOMUA [69], HO HOJIrOCpPOYHOrO IperMyIlecTBa OHa He
obecreunyia, a CBSI3aHHAs C Hell BO3MOXXHOCTb XUPYPrUYeCKUX OCJIOXHEHHi OKa3anach
HemnpuemieMoit. HecKonbKo aKafieMiYecKuX IleHTPOB COOBIIMIN O 4YaCTOM XHPYPrudecKkoM
M3JIe4eHUX racTpMHOMBI Tpy MBOH1 ¢ NoMOoLbI0 MaHKPeaTUKOAYOAeHoKToMuM [70-74].
[lpyriie WccienoBarteny He COOBIIAIOT O MOXOGHOM ycrexe. Pa3nuuus B KpUTepUAX st
JiedeHNs U BbIOOpA TAlMeHTOB (HalmpuMep, BO3PACT) MOTYT OOYCJIOBIMBATH pPa3jdyHbIe
HCXObI O0JIe3HMU.

Pa3paboTka aHTaroHMCTOB H,-TMCTAMHHOBBIX DeLeNTOpOB (UUMETHAMHA U PAaHWUTH-
nuHa) U uHrubuTopoB H' K*-AT®as3bl, MM Tak Ha3bIBaeMbIX MHTHOUTOPOB MPOTOHHOI
nomIsl (TaKux, KaKk OMeIpasol U pyrye peACcTaBUTeId 3TOr0 Ki1acca), ajla BO3MOXXHOCTh
HPOBOAUTD «(HapPMAKOIOTUUECKYIO FACTPIKTOMHUIO» TIPU CUHAPOMe 30JIIMHrepa—DJUIICOHA
[75]. Hpuuem unrunbutopst H* K*-AT®a3ssl naxe 6omee 3pHeKTUBHBI, 1eM aHTarOHUCThI
H,-penenrropos. ITpu 10CTaTOYHON MPUBEPKeHHOCTH K JIe4eHHI0 He0OX0AUMOCTb B XMPYP-
TUYeCKOl TOTAJbHOM racTpIKTOMUM OTIazaer [76, 77]. OTMedeHbI HeOOMbIIe MTOOOYHbIE
addekThl, HapuMep axJIOPruzipusi. Y KpbIC, MOMy4IaBIINX OOJbIINE J03bI HHTHOUTOPOB
H* K*-AT®a3bl, pa3BuBaeTcsd KapLUHOMJHASA OINyX0Jb xeynka [78]. Takas ke OMyXosb
BcTpedaerca U npy MOHL1 [79], oqHako JaHHBIe IpelapaTrhbl He BJIUAIT Ha ee Iporpec-
cupoBanue ipu MOH1. Ocraercsi HesiCHBIM, ycyryOusitoT i uHruouTopsl H*,K*-AT®a3b
3HTepOXpoMadPUHHO-TIOAOOHYIO KIETOUHYIO TUIEPIUIa3UI0 [IPY COPAAUIeCKUX CIydasx
cuHApoMa 3oJunHrepa—dinucoHa [80, 81]. AHamor coMaToCTaTMHA OKTPeOTH YaCTUYHO
MHTHOMPYeT CeKpeLMIo KaK TaCTPUHA, TaK M JKeJIy04HOM KUCIOTHI [82], olleHKa ero posiu
I 3JI0Ka4eCTBEHHOH racTpMHOMe HaXOAWTCA Ha cTafuy usydeHus [83]. B nononHeHue,
racTPUH-CHIKANIMI 3 PeKT aHAIOTOB COMATOCTATHHA MOXET ObITh IPUYUHON UX T07Ia-
BJIAIOLIErO [IeliCTBUSA Ha KapLIMHOMAHYIO Maccy B xenyake npu MOH1 [84].

XoTst MeIMKaMeHTO3Has Tepamys CHHAPOMA 30JUTMHrepa—Diicona npu MOH unrutu-
topamu H*K*-AT®a3s! 3pdeKTHBHA 1 NPEANOUTHTEIbHA, HEOOXOAUMOCTh TTOXKM3HEHHO
Me/IIKaMeHTO3HO! Tepamnuy, MOHMMAaHKMe TOTO, YTO YacTO B OCHOBe 3a00JieBaHUs JieXaT
MaJleHbKUe [Iyo/leHa/lIbHble TaCTPMHOMBI U INIOXOM ITPOTHO3 Y IalMeHTOB ¢ MeTacTa3aMU B
nedeHb (5-7eTHAS BbDKUBAaeMOCTb 50%) — HMPUYMHBI YacTOTO IepecMOTpa TepaneBTHye-
CKUX METO/IOB.

HHcynauHOMA — BTOpAs 110 4YaCTOTe TOPMOH-CeKpPeTHpYIoIas MaHKpeaToAyoieHaIbHaA
HeMpPO3HIOKPUHHAA OIyX0jb pu MOH1, pacnpocTpaHeHHOCTh KOTOPOH B TeYeHue BCer
Xu3HU coctaBiseT 10% cpenu B3pocibix ¢ MOH1 (cm. Taba. 1.1) [15, 16]. [Tpuuem MDH1
JIeXUT B OCHOBe mpaktuyecku 10% Bcex ciydaeB uHCyauHOM. MOHI u cropaandeckue
OIYXOJIM XapaKTePHU3YIOTCS OANHAKOBBIMU KJIMHUYECKUMH OCOGEHHOCTSIMH U JUArHOCTH-
YeCKUMHU KPUTEPUAMU: CUMIITOMBI [JIMKONIEHUX W TMHOTJIMKeMUAN HATOWAK IPU BBICOKOM
ypOBHe MHCyAuHa, C-TenTuaa u npouHcynuHa. CUHIPOM UHCYIMHOMBI ipr MOH1 06bI4HO
BbI3BAH OIMHOYHOM OMMHAHTHOM U 06POKa4eCTBEHHOU OMyXOJIbI0 OCTPOBKA MOPKENy-
ZI0YHOM eJe3bl, X0TsA Tp MOH1 4acTo BO3HUKAIOT CUHXPOHHbIEe HeTUIlepCeKpeTUpyolue
OIyXOJIM OCTPOBKOB IOJKeTyLOYHOH jKese3bl, OKpalllBaeMble Ha MHCYJIWH WU Apyrue
FOPMOHBI JKeJIyZ0YHO-KHUIIeYHOro TpakTa. OCHOBHAsI MHCYIMHOMA OOBIYHO MeeT JUaMeTp
1-2 cM 1 MOXeT OBITh PacIoioXkKeHa B JTI0O6OM MecTe HOZKeNyJ0YHOH JKene3bl. YianeHue
OCHOBHOU MHCYJMHOMBI 00BIYHO OOecreurBaeT usnedenue [16]. B peakux ciydasx omHO-
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BpeMeHHOe HaJuuue W [10C/Ie/i0BaTeIbHOe N0SIBJIeHre HeCKOJIbKUX OIyXOJel BbI3bIBaeT
CUHZIPOM MHCYAMHOMBI Tpy MBH1. Yacrora nocieonepanroHHOro penyausa npu MOH1
MOXeT OBITh BBILIIe, YeM [P CHOPAANIeCKUX CIy4asx. PeluanB HHCYTMHOMBI BO3HHKAET B
10% cny4aeB — ¢ TO¥ >Ke 4aCTOTOM, YTO U IPU HeONlepMPOBAHHBIX cay4yasx MOHI.

ITpeAnOYTHATENBEHBIM JIEYEHNEM CIIY>KUT XUPYPrUdecKoe yaJleHre NHCYJIMHOMBL. [Ipyrue
JIONIOJIHATENIbHBIE MaKPOAZleHOMBI M3 OCTPOBKOB IO/KEIYNOYHON JKesle3bl TaKXe CIIeayeT
yAAIATh B OCHOBHOM M3-3a OIlaCeHUs B OTHOIIEHWH MX MajaurHusanuu. CoMaToCTaTUH-
peuenrropHas cuuHTUrpadus (SRS — ot anri. Somatostatin-Receptor Scintigraphy) obe-
crieunBaeT 30-60% UCTUHHO MOJIOKUTEIBLHBIX CHUMKOB [86]. MedeHHbIe PaiuOU30TONIOM
aQHAJIOTH 3KCeH/IMHA-4 CBA3BIBAIOTCA C pellellTOpaMM Ha IOBEPXHOCTH KJIETOK IS TJIIOKa-
FOHOTMOZOGHOTO TenTuAa-1, OHU 0OHAPYKUBAKOTCS TIPY BU3yaIU3alluK MHCYIUHOMBI [87].
Ecnu omepanyio MpoBOJAT C MCIIOJNb30BaHUeM MHTpaonepauronHoro Y3U [88, 89], ona
obecreyrBaeT AOCTATOYHO XOPOIIME Pe3yJbTaThbl, XOTA 3TO HE MOATBEPXKIEHO OOJbIINM
KOJIN4eCTBOM ciiydaeB pu MOHI1. B HEKOTOPBIX LIeHTpaX MPOBOAAT PYTUHHYIO JUCTAJIb-
HYIO TTaHKPeaT3KTOMHUIO KaK BCIIOMOraTeslbHyI0 Ipu MOHI1 a4 npenoTepaiienus pas3Bu-
THUSA JPYTUX ONyXOJen.

Jlaxxe caMmble YyBCTBUTEJIbHbIE COBPEMEHHbBIE BU3YaIN3UPYIOLINE METO/bI He TI03BOJISIOT
YCT@HOBHUTD, YTO OIYXOJIb U3 OCTPOBKOB MOZKENYI0YHOM XKeJle3bl — NHCYJIMHOMA, B OCHOB-
HOM M3-3a MHOXXECTBEHHOCTH TaKMX 00pa3oBaHUii. HeKOTOpble METO/MKU, OCHOBaHHbIE
Ha PagMOMMMYHOJIOTHYECKOM OIpesie/IeHMH MHCYIMHA, MOTYT ObITh MONEe3HbI AJs ycTa-
HOBJIEHMS JIOKAJIM3allMK MHCYJIMHOMBI Y nanueHToB ¢ MDH1. OHM BKJIIOYAIOT UHQY3HIO
IpernapaTa KaJabLus B CeJIeKTUBHO KaTeTepu3MPOBaHHbIe apTePUH OKeTyA0YHON XKeJle3bl
C OIpezeNeHNeM KOHIeHTPAllMy MHCYJIWHA B NMPABOM M JIEBOM IEYEHOYHBIX BBIHOCAIIUX
BeHax [90]. OnpezeneHye KA CoZiep>KaHMs UHCYIMHA MOCTIe NHTPaapTepruaabHON HHOY-
3UM TIperapaTa KajblLis MMO3BOJIAET JIOKaJIU30BaTh MHCYJIMHOMY B MecTe KpPOBOCHaOxe-
HHA apTepueli, B KOTOPYI0 BBOAWIM IIpenapar. K 4uciy Apyrux TecToB, KOTOpble MOXXHO
HCIONb30BaTh, OTHOCUTCS OBICTPOe HHTPAONepaliOHHOe ONpelesieHHe KOHLeHTpaljuu
VHCYJIMHA U TTI0KO3bI B CIBOPOTKe KPOBU [91] winu cofep)kaHus MHCYJIMHA B TOHKOUTOJIb-
HOM acljpare OIyXO0Ju NoJXeTyLouHOH xene3bl [92].

ITpn MHCYIMHOMAX € MeTacTa3aMH, BBI3BIBAIOIIMX IMIIOIIMKEMUIO, IIOKA3aHO Iajulva-
TUBHOE XHPYPruiecKoe jedeHne, ornepaTuBHbIe METOAbI HEJIb351 MIPMU3HATh Pa/IUKAJIbHBIMU
[93, 94]. TunornukeMuto, BbI3BAHHYIO HeJOKAaJM30BAHHOW WMHCYJIMHOMOHN WM WHCYJIU-
HOMOH C MeTacTa3aMy, MOXXHO KOHTPOJIMDOBATh C IOMOILIBIO AMa3okcuza [94], anamoru
comaroctaTiHa MeHee 3 PeKTUBHBI [95].

ONYXONH, CEKPETUPYIOLLME FNHOKATOH, BA3OAKTHBHbIA MHTECTUHANBHbIA NENTUA
N APYTUE FOPMOHbDI

Inroxazornoma. CUHZPOM IJIIOKarOHOMBI BKJII0YaeT I'MIIeprinKeMUI0, aHOPeKCHIo, ITI0CCHT,
aHEMHIO, /I1apero, BeHO3HbIe TPOMOO3bI U XapaKTEPHYIO KOXXHYIO ChIlb, HA3BAHHYIO HEKPO-
aumueckotl muzpupyroujei spumemori. CUHAPOM IJIIOKarOHOMBI pelKO BCTpedyaeTcs IIpH
MDBH1 [96], xota B 1/3 cily4aeB NaHKpeaTOAyOZeHaIbHbIX HeliPO3HAOKPUHHBIX ONyX0JIei
npyu MOHI1 ¢ nmomombio MMMYHHOTO OKpalIMBaHUA BBIABJAIOT IVIIOKAroH. [Nrokaronoma
06BbIYHO MMeeT GoJbIiie pa3Mepbl 1 06pa3yeT MeTacTasbl yxe ¢ Hadana GOPMUPOBAHMS.
Ob6JieryeHre COCTOSIHKS 9aCTO BO3MOXKHO IPH KCIIOJIb30BAHUM XUPYPrHIECKOro BMella-
TeJIbCTBA WJIM APYTHX abJaTUBHBIX Mporieyp (cM. Hike). HekoTopble MalieHThl YaCTUIHO
OTBEYAIOT Ha aHAJIOI COMATOCTAaTHHA OKTPEOTH], XOTs HayajbHbI OTBET He O3HAayaer
nonrocpouHoro apdekra [97].

Bunoma. Xots 4allle Bcero npuuuHou guapeu npu MOH1 ObIBaeT raCTPUHOMA, OTZeJb-
HBI{l ZMapeiHbIl CUHAPOM BbI3bIBAeT IUIlepcekpeliysl Ba30aKTMBHOTO HHTECTHHAJIbHO-
ro nentuza (BUIT). B aHrnodselyHON juTepaType OH monydusn HazsaHue WDHA (ot
aury. Watery Diarrhea, Hypokalemia, Achlorhydria — BopsHucTas nuapes, runoxanemMus
U axJIOPTUAipys), Uiy cuHApoM Bunomsl [98]. IIpu MOH1 pasBuBaeTcs peIKO U BO3HUKAaET
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BMeCTe C [TaHKpeaTOoAyo/leHaJIbHOM HeMpO3HJOKPUHHOM ONyXO0Jbl0. B nosoBuHe ciy4aes
TaKye OIyXOJM TaKXe IPUBOAAT K TMIlepKajlbliieMUH, BO3MOXHO, BCJIE[CTBHE [OIOJ-
HUTebHOH cexkpenun IITT-poxcreenHoro nentuzaa [99]. KoneuHo, Takxe y ManyeHTOB C
MBH1 uacro Bosuukaer ['TIT. Onyxonb 06BIYHO 3/I0KaYeCTBEHHas, OOJIbIasi, COMPOBO-
JKIIaeTcsi MeTacTa3aMu y)xe Ha MOMEHT T1epBoro obciiejoBaHus. JledeHre Takoe e, KaK Ipu
TJIFOKaroHOMe (CM. HUXe).

Tunepcexpeyus comamomponun-punusune-2opmona (CTPI') — penxoe nposiBiieHue maH-
KpeaToZlyOZleHaJIbHbIX HelpPO3HIOKPUHHBIX OIlyXOJel, OfHAKO IIOJIOBUHA TAaKUX DeKUX
cnyyaeB accouuupyercsa ¢ MOH1 (cm. Huke) [100]. Tunepcexpenus CTPT MoxeT BO3HU-
KaTb IIPY KapuuHouae 6poHX0B Ha pore MOHI [101].

Apyeue sxmonuzeckue zo0pmonsl. K 4uCiy APyrux NENTUIOB, KOTOPble MHOTAA MOTYT
TUINIEPCEKPETUPOBAThCA NaHKPEaTOAyO/ieHaJIbHbIMUA HEeMPOSHIOKPUHHBIMU OIYXOJIAMH,
otHocArca AKTT, IITT-poacteenHbiil nentug [99], comatoctatus [102] U KaJbLUTOHUH
[103]. OuddepennmpoBka mocienHero ¢ C-KJIETOYHBIM PaKOM IIMTOBUIHOM JKeJe3bl
MOXET IPeJCTaBIATb 3aTPyAHeHHUs1, HO IpY C-KJIeTOYHOM paKe MUTOBUIHOM JKesle3bl KOH-
LIeHTpaLXs KaJbLIUTOHNHA HAMHOTO BBbIILe, YeM Ipu pake npyu MOHI.

TopmoHanbHO-HeaKTHUBHbIE ONYXOaHU. TpeTh MaHKPeaTOAYOZeHaIbHBIX HEHPO3HO-
KPUHHBIX omyxoJieil mpu MOH okpammusaeTcs Ip¥ MMMYHHOM MCCJIeJOBAaHUY Ha NTaHKpea-
TUYecKuil mosumnentus. [IpubIu3UTeIbHO ¢ TAKOM JKe YaCcTOTON MMMYHHOE OKpalliBaHue
IIPOMCXO/IUT Ha WHCYJIWH WX TOKaroH [48, 49]. IlaHkpeaToziyoZieHalbHble HeHpPO3H-
IOKpUHHBIE Omyx0ju npr MOH1 Takke 4acTo M3OBITOYHO BBIEJSIOT MTAHKPeATHIeCKHi
nosynentuz [104, 105]. Tunepcekpenus maHKpeaTHYeCKOTO TOJIUIENTH/IA He CBs3aHa C
KaKUM-J1060 uieHTUHUIIPyeMbIM TOPMOHABHBIM CHHAPOMOM. Kak u ipyrue HeyHKIIHO-
HUPYIOIIMe MaHKPeaToAyo/ieHaIbHbIe HelpOIHIOKPUHHBIE OMyXOJM, 3TH HOBOOOPA30Ba-
HUs 0ObIYHO OOJIbIIMe, 37I0KaUeCTBeHHbIE U C CAMOTO Havasa CKJIOHHBI K MeTacTa3upoBa-
HUO [96].

Topmonansro-neakmueHole onyxonu (B aHIJIOSA3BIYHONM JmTepaType nonfunctional
tumor) — He COBCeM BepHBI, HO ynOOHbINH TepMuH. B KoHTekcTe MDH1 OoH mpumeHNM
K IaHKPeaTOAy0JeHaIbHbIM HEMPOIHAOKPUHHBIM ONYXO0JIAM, ONYXOJIAM IepefiHell 1oiu
runodu3a WM KapIHOU/Y BePXHEr0 OTZesa )KeMyA0YHO-KUIIEeYHOTO TPAaKTa, KOTOphle He
JA0T IMMYHHOT'O OKpAllMBaHWsA HAa OOBIYHbIE /I 9TOW TKaHW FOPMOHBI MJIM OKpallMBa-
0TCS Ha OJIUH MJTH HECKOJIbKO TOPMOHOB, HO THIIEPCEKPEL[H ATHX TOPMOHOB HeT. B 60J1b-
IIMHCTBE CJIyaeB NaHKpeaTOAyoJeHalbHble ONMyxoau npu MOHI1 ynoBneTBOPAIT 3TOMY
omnpezeneHuto [48, 49]. KoneyHo, OfHO¥ rUIlepceKpeTUpyolIel ONyX0au JOCTATOYHO A
HOSIBJIEHUS] KJIIMHUYEeCKUX CUMIITOMOB. Ecii HeyHKIIMOHHPYIOMAs OMyX0Jb CTAaHOBUTCS
3JI0KaYeCTBEHHOW, OTCYTCTBUE CBA3aHHOW C THUIIEpPCeKpelyell TOPMOHA CAMITOMATUKA
ob6ycnoBiuBaeT pOpMUPOBaHKMe 3aNyIIeHHbIX CTA/UI [0 paclo3HaBaHusA onyxoiu. OKoJo
5% omyxoJiell OCTPOBKOB IOJKeJIy04YHOH JKeJle3bl UM IBeHa/LlaTUIIepCTHON KUIIKY AaI0T
HMMMYHHOE OKpAaIlMBaHUe Ha COMAaTOCTATHUH 0e3 KIUHIYECKUX MPOSIBIEHUH, 3TH OMyXOJH
penxo meracrasupyor [102].

BeneHue NalyeHTOB C IAHKPeaTOAyoAeHATIbHBIMH HelpO3HAOKPHHHBIMY OIYXO0-
JIAMH WY OIlyXoJisiMy ITpy MOH1 conpsieHo ¢ pAnoM TPYAHOCTEN U3-3a MyJIbTULIEHTPAY-
HOI1 IPUPOZIBI OMYyXOJIeil U He0OXOMMOCTH BbIOOPA MEX/y XUPYPTMYECKUM U TeparieBTH-
JecKuM JedeHneM. I1aHKpeaToyo/ieHaibHble OMyXOJH, XapaKTepU3yoInecs H30bITOYHOI
CeKpervell TOPMOHOB, YaCTO CONPOBOXKAAIOTCS OTAENbHBIMU He(QYHKIIOHUPYIOMMH OIIy-
xoJistMut. OTIBIT, HEOOXOAUMBIN MPY BU3yaIM3alluK CIOPAANYeCKUX OMyXOJied, He MOXKeT
OBITh TOJIHOCTHIO [IEPeHeceH Ha MAlMeHTOB C OMyXOJIsIMU B paMkax MDHI. [lnis npuHATHS
pelieHus mepes NpoBeieHNEM OIepallii HY)XXHO 3HATh YETKYIO JIOKAJIU3aLU0 ONyXOJIU U
U/IeHTUGUITMPOBATh MeTacTa3bl. MyIbTHLEHTPUYHOCTD U Pa3INyHble pa3Mephl 3TUX OMy-
XO0Jlell yCUIMBAIOT OrpaHUYeHUs PajuoJIOTMIeCKUX MeTOAMK, NIPU IPUMeHeHUH KOTOPbIX
CTAJIKMBAIOTCA C TPYAHOCTAMMU B BBIABJIEHUM OIyXOJIed AuaMeTpoM MeHee 1 cm. UIX pen-
KOCTb NPenATCTBYeT NPOBeJeHNI0 KOHTPOJIUPYeMbIX MCCIeJOBAaHUH.
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SRS (cxanupoBanue ¢ "In-okTtpeorusom mwin ®Ga-DOTA-TATE), ycuneHHas ofHO-
¢doTonHO# 3MuccoHHON KT, — pacnpocTpaHeHHbI MeToJ| BBIABJIEHUs MaHKPeaTONyo-
JleHaJIbHBIX DH/IOKPUHHBIX OMyXOJiell U OMyXoJeii-IIPOM3BOJHBIX IepefHell KumKu [56,
106, 107]. Dto uccienoBaHue JaeT BO3MOXHOCTb OOHAPYKUTh MEPBUYHYIO OMyXOJb U
MeCTHble WX OT/aneHHble Meracta3bl [108-112]. MeToa, B 4acTHOCTH, TOJie3eH S
BBISIBJIEHUSI MHO)X€CTBEHHbBIX racrpuHom npu MOH1 [110, 111], on 3ameHusn GOJIBIINH-
CTBO aHrumorpapuyueckux mpouenyp npu MDHI-accolMUpOBaHHBIX racTpuHOMax |[56,
112, 113]. SRS He no3Bosder uieHTUGULIMPOBATL 1/3 MOpaXkeHWH, ONpeseNseMblX IpH
XUPyprudecKoM BMelaTesIbCTBe, JaKe IIPY CopagudecKux racrpuomax [112]. Ilennoctsb
TecTa MpU CIOpPafUdecKUX WHCYJAMHOMAX HECKOJBbKO HIDKe, 4eM IIPU JPYTUX ONyXOJfaX
U3 OCTPOBKOB IO/KeNyOYHON JKese3bl, ucciefopanue obecreurBaer 30-60% HCTUHHO
HOJIOKUTENbHBIX Pe3ynbraToB [86]. AGmoMuHajbHasA Bu3yaiu3anus ¢ nomomsio KT, B
vacTHOCTY criupaibHoit KT [114, 115] B koMOuHaLuy ¢ paHHeda3HbIMKU CHUIMKaMU 1OCTIe
BBeJIeHUsI KOHTPACTHOTO areHTa, i MPT obecrieunBaer GoJiee BBICOKYIO YyBCTBHUTENb-
HOCTb /U151 BBISIBJIEHUS HeOOBbIINX MopaXkeHuit u pomonuser SRS [56, 116]. 19T ¢ 'C-5-
TUIPOKCUTPUNTOPAHOM — OTHOCUTETILHO HOBBIN METO, UCIOIb3YeMbIi TSI AUArHOCTUKU
uHCyMMHOMBL [IDT ¢ L-puioKcudeHnTaNnaHnHOM, MEYeHHBIM paJHOAKTHBHBIM (TOpPOM
(*¥F-IODA), o6buHO GoJlee UyBCTBUTENbHA, YeM SRS, HO ee HUKOTZA He KCIOJIb30BAJU
npu MBH1 [117, 118].

Hu opHa Bu3yanusupyloliasg MeTOAMKAa IPU NaHKPeaTOAyOJeHalbHBbIX ONyXOJfAX B
pamkax MOHI1 He obecreunBaeT ONTHMAJbHOTO pe3yibraTa. DHAOCKOmMyeckoe Y3U c
UTOJIbHOU acriupanyel MaHKpeaTIecKoi Macchl uiiu 6e3 Hee MO3BOJISIET 0XapaKTePU30BaTh
[aHKpeaTo/[yo/leHaIbHble HAPYIIeHHs, HO TpebyeT CIIennaibHOro 060pyI0BaHuUs, a TaKKe
cyukoM foporoe [119, 120]. C ero NoMoIbi0 MOXHO YBUETb MHOTO MaJIeHbKUX OIyXO-
JIeii, He TPeOYIOIMINX HUKAKOrO BMeILIaTeIbCTBa. 3a UCKIIF0YeHeM SHI0cKonndeckoro Y3U,
COBpeMeHHBIe J00NepallMOHHbIe BU3yaIU3UPYIOIe MeTObl He Jal0T BO3MOXXHOCTH UJIeH-
TUOUIMPOBATH ONYXOJH, HAXOAAIIMECT B IOKETyJ0YHON Kele3e, AUAMETPOM MEHBIIIe
1,5 cm. OHu TakKe B 25% ciy4aeB He IIO3BOJIAIOT BBIABIIATb METACTa3bl U ONpesesATh KOIu-
4ecTBO omyxoJseil B ciydae MDH1 [107]. OxHako Y3M, BbinONHSAeMOe BO BpeMs OIepa-
UM, — IOJIe3HBIM MHCTPYMEHT IS JIOKAJIM3aluy MaJeHbKIX OIyXOJjiedd, KOTOpble XUPYpr
He MOXXeT YBU/ETh WJIM MpPOIaiblUpPOBaTh. DTa TEXHUKA MPEZCTaBisAeT cOO0N OCHOBHOMN
HOJXO/] K IMarHOCTHKE MeJIKUX MHCYJIMHOM B OOJIBIIMHCTBE Me/IMIIMHCKUX LIEHTPOB, XOTS
OTIBIT UCNIOJIb30BAHUSA OIPAaHUYMBAETCSA CIIOPAJUIeCKUMU ONyXomamu [86, 121].

@OyHKINOHATBLHOE TeCTHPOBAaHMe (HalpHuMep, MHCYINH-cHenupIdecKoe) MOXKeT OKa-
3aThCS NOJIe3HBIM I OLIeHKU MHCYIMHOMBL. B OT/IM4Me OT APYyruX MaHKpeaTonyOoZeHalb-
HBIX onyxoJei mpu MOH1 MHCYJMHOMa MOXeT BBI3bIBATh KJIMHAYECKUE CUMIITOMBI, aXe
ecjIi OHa MaJleHbKas ¥ OMHOYHAsA (CM. BBbIIIe).

CeiBOpoTOYHBIe MapKepbl npu MOHI1, B ocHoBHOM xpomorpaHuH A (CgA — or
anrn. Chromogranin A), ciyxar 10Je3HbIMM AWAarHOCTUYECKUMU HMHCTPYMEHTaMU IIpU
OTIpefie]IeHUM MacChl NMaHKPeaTOJyOZeHaJbHOW OIMyXOJW, HO He CTeleHW ONAaCHOCTU
MasieHbKo# onyxonu [122]. CgA HemH(bOPMATHBEH IPU MHCYJIMHOMAX, BO3MOXKHO, U3-32a
MaJleHbKO# Macchl onyxosu [123]. CgA ¥ racTprH Takke He OJXOAAT B KauecTBe Haflex-
HbIX MapKepoB CTelleH! U [IPOrpecCupoBaHus raCTPUHOMEI [124].

JleyeHue IpH MAHKpPeaTOAYOAeHANTbHBIX HEIIPOIHAOKPHUHHBIX OyX0JAX. MHorue
ACTeKThI JIedeHus], creliiuyHbIe 71 FACTPHHOM M MHCYJIMHOM, Y3Ke ObUIH OTMCaHbI paHee.
AnropuTMm Jie4eHus 3TUX U JPYTUX [TaHKPeaTOAyoJeHa bHbIX HePOIHIOKPUHHBIX OIyXO0-
JIel 4eTKO He OIpeZiesIeH U periaMeHTUPYeTCs OTYaCTH TOATOTOBUTEIbHBIMY IIPOLelypaMy
Y MECTHBIMU IpeAno4YTeHUsAMHU. OCHOBHBIE IPOTUBOPEYNs YKa3aHbl B COOTBETCTBYIOIIUX
naparpadax.

Baoiwers u pasmep onyxonu? MeTacTa3bl acCOLMUPOBAHBl C OMYXOJAMU [JUaMETPOM
Gonee 3 cM. DTa B3aMMOCBA3b CTajla OCHOBOM ZJIsi PeKOMEH[ALUK MPOBOJAUTE Pe3eKIUI0
[aHKpeaTOZyOZleHaIbHbIX OMyXOJel auameTrpoMm >2,5 cm [125]. Ipyroii B3riAn Ha 3TOT
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acIeKT IpejroaraeT HeBO3MOXXHOCTb IPeZlOTBPATUTh OTAajeHHOe MeTacTa3supoBaHUe B
nedeHb [126]. acTb uccieoBaTesIell He HAXOAT B3aUMOCBSI3U MEX/ly pa3MepoM OIyX0Jn
Y MeTacTa3aMy U He NIPUMEHAIOT KpUTepUil pasMepa /ijid onpefesleHNs NOKa3aHusA K oIle-
pauuu [127].

Hyscno nu ydaname ece nankpeamodyodeHansHoie HelpoaHOoKkpurHsie onyxoau npu MOHI1?
ITo aroMy Bompocy HeT eauHOro MHeHudA. IIpy MODHI Ha KaXZyl0 BBISABJIEHHYIO OIy-
XOJIb MO/PKeJTyA0YHON Kese3bl IPUXOAUTCS HeCKOJIBKO MEeHBIINX HeUJIeHTUPUITUPYEeMBIX
OIyXOJiel, KOTOpble IIPUCYTCTBYIOT Ha MOMEHT JUAarHOCTUKU WU IOSBJIAIOTCA HO3JHee.
YiydieHusl B XMpypru4ecKoi TeXHUKe oIepanuii Ha NOKeNTy04HOM XKeJle3e MO3BOJIAIOT,
OZIHAKO, YAJINTh HeOOJIbIINe OYaru, XOTs PEeMMYIIeCTBa 3TOTO He TaK SICHbL Be3ycioBHO,
HeT yOequTeNbHbIX CBU/IETENBCTB, JOKA3bIBAIOIINX, YTO XUPYypPruvecKre BMeIIaTelbCTBa
Ha MaJIeHbKUX OIyXO0JISiX, KOTOPbIe He 00J1aZlaloT FOPMOHAIBHON aKTUBHOCTbIO, YJIYULIAI0T
o6muii poruo3. HekoTopble nccienoBaTeny MPU3bIBAIOT K Y/aJIEHUIO BCEX BbISABJIEHHBIX
OIyXOJIel, ecJIM 3TO BMeIlaTeJbCTBO He IpefcTaBisAeT onacHocTy [128]. JIpyrue CYUTAIOT,
4TO pa3Mep OIyXOJy, MOAJIexallell yaaaeHuo, COCTaBsgeT He MeHee 2,5-3 cM B IuaMeTpe.
B HeCKOJIBKMX aKaZleMU4eCKUX LIeHTPaX U3y4aloT IIpMMeHeHNe TOTaabHOH Iy0/IeH3KTOMUN
C COXpaHeHHeM NPUBPATHMKA XeJly[Ka [Uis JiedeHUs CUHZApPOMa 30JUIMHrepa-—SJIMCOHA
npu MOH1. IIpenMyIecTBo COCTOUT B yAAJ€HUH BCEX HEMETaCTaTUYeCKUX AyO/ieHaIbHbIX
racTpUHOM, OrpaHAYeHNe — B TOM, YTO 3TO He KacaeTcs OIyXoJlel oKeayJ04HOH jKele3bl
U He M3y4eHa YacTOTa OTJaJIeHHBIX TIOC/EeICTBUIA B IJIaHe MeTabom3Mma [74].

Crnedyem nu npogooums yumopedyxmusHy0 mepanuio Memacmamuzeckozo nanKpeamo-
dyodenansvrozo paxa? B GOMBIIMHCTBE CJIyYaeB MPUMEHSIOT TOTAIbHYI0 TAHKPEATIKTOMUIO
¢ GonbIIol yacToToil ocioxueHuit [129]. WccienyoT pa3nuvHbie METObI MPOBeJeHuUs
PEe3eKLNN U NaJUIMaTABHBIX BMENIATeNbCTB 110 II0BO/Y NaHKPeaTOAyOeHaJIbHOIO HEHPO3H-
JokpuHHOTO paka [130, 131]. [TonyyeHHble pe3ynbTaThl IOKA MOXXHO CYUTATh MpeBapU-
TeJIbHbIMU, I TOBOPUTH O NPEUMYILecTBe TOrO UM NHOTO METO/a PaHo.

Credyem niu Ucnons308ams MeOUKAMEHMOIHYIO MePANnUI0 0N KOHMPOJIS NPOZPeCcCUposa-
Hus onyxonu? TlaHKpeaToyo/ieHaIbHbIe HeMPOIHIOKPUHHBIE OMYyXOJM OOBIYHO XOPOIIO
v depeHIPOBAHbI U OY€HDb YCTONYMBEI K XUMHUOTepanuu. [IpoTecTHPOBAHO HECKOIBKO
PEXKMMOB, BKJIOYasi CTPENTO30LMH, JOKCOPYOULUH M HHTePPEPOHbI, HO AO0JITOCPOYHAS
3¢ deKTUBHOCTD He moKa3aHa [132-135]. OKTpeoTu  0Ka3aj CBOI aKTUBHOCTh B OTHOIIIE-
HUW MHTMOUPOBAHKS TOPMOHAIBHOM CEKpelny J06POKaYeCTBEHHBIX U 3]I0Ka4eCTBEHHBIX
NIaHKPeaTo/yoZleHaIbHbBIX HelpPO3HJOKPUHHBIX omyxosel [82, 136-138], ogHako cam Mo
cebe oH He OKa3biBal 3pdeKTa B OTHOIIEHUH GIOKUPOBAHMS POCTA ITUX OMyXOJeH, 3a
HCKJTIOUeHHEeM HeOOJIBbINOM YacTy 3/I0Ka4eCTBeHHbIX racTpuHoM [83, 139]. Jlanpeotun —
JPYro¥ aHajor COMAaTOCTaTMHA — YBEJIWYMBAET BPeMsA OIyXO0JIEBOTO IPOrpPeCcCUPOBAHUSA
MeTacTaTUYecKUX SHTepONaHKpeaTMuecKUX HelpOIH/IOKPUMHHBIX OIMyXOJieil, B YaCTHOCTU
IPU paKe OCTPOBKOB TTOKeTYA0UHO jKesie3bl [140]. MTHrMOUTOPEI MUIIEH! pallaMULIMHA Y
MJIEKOTIUTAIOIMX W UHTHOUTOPHI THPO3uHKKMHA3b! (U TK) 0Ka3bIBAIOT MOJIOKUTENbHbIN
addekT mpu cropaauuecKkoM JajieKo 3alie/iieM HOBOOGPa30BaHMU OCTPOBKOB MOKeNy-
no4HOM xese3sl [141, 142]. IIpeasiayiine rcceoBaTeNu U3ydanu 60jee 4acTo BCTpedae-
MblIe CIIopainyecKre HeiPOSH/IOKPHHHBIE ONYXOJH U 0ObIYHO HCKIIF0Yand MDOH1. PexumMbl
C coueTaHKeM JIeKapCTBeHHbBIX CPeZCTB — IpeaMeT JalbHellero u3y4eHus.

AHnanozu comamocmamuna, céssanuuvie ¢ paduou3omonami. BeiencTBre ceNeKTUBHOCTH B
OTHOILEHUHY ONpeJieJIeHHbIX OIyX0Jlell aHaJIOTX COMAaTOCTaTHHA MCII0JIb30BaJH A1 10CTaB-
KA TOKCMYHOTO PafMOaKTUBHOTO M30TONA K TaKUM ONyXojfAM. Hawunmydmue pe3ynbTaThl
nosydeHns! A morenus (Y7Lu), cBA3aHHOTO ¢ OKTpeoTuzioM [143]. OnHaKO KOHTPOJIMpYe-
MBIX McciefoBaHuii He 6b10. B CIIIA 3TH mpenaparsl B HACTOsIIee BpeMsi M3y4atoT.

onyxoJsn runo®u3A U Korbl HAQNOYEYHUKOB

Onyxonu runodusa pazsusaioTcs y 1/3 manventoB ¢ MOH1 [13, 16, 143]. Yacrora
MBH1 B ciy4asix ¢ BEpOATHO CIOPaJMYECKUMK OMyXOJAMH TUnopusa, No-BUIMMOMY,
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cocraBisieT MeHee 5%, xoTs octuraeT 15% npunponaktuHoMax [144, 145]. Pacnipesienienne
rurnepcekpelii TOPMOHOB CXOAHO C TaKOBBIM IIPU He CBA3aHHBIX ¢ MOHI1 omyxonamu
runodusa: mponaktuH — 60%, TOPMOH poCTa C MPOJAKTHHOM U Ge3 Hero — 15%, Hece-
Kperupytomue onyxonu — 25%, AKTI' — 5%; runepcekpenusa TTT uau roHagoTponuHa
HPOKCXOAUT penko [13, 146]. OcHOBHYIO Tpo6JsieMy MOTYT MPeACTaBiATh 3QPEKTh, CBS-
3aHHbIe ¢ Maccoi runodusa [147]. Onyxonu runopusa npu MDH1 GoJblie 1m0 pa3mepy u
MeHee YyBCTBUTEJIbHBI K JIeUeHUIO, UeM OMyXOJiH, He cBA3aHHble ¢ MDH1 [146]. Onyxonu
runodu3a MOTYT BO3HUKATh Ha paHHUX cTansax MOH1 u 6bIBatOT [ePBLIM ero MpOsiBIeHN)-
eM [146-148]. FMHorna BO3MOXHO Haluuue [ByX He3aBUCUMMO PAaCIOJIOKEeHHBIX ONyXoJiel
runo¢usa [149, 150].

IIponakTHHOMA — HanboJiee Yacras onyxoub runodusa npu MOH1 u TpeThs 1o yacTo-
Te 3HJOKPUHHAA OIlyX0Jb pr MOH1 nocse onyxosei napalmuTOBUAHBIX XeJle3 U TaCTpy-
HOMBI (cM. Ta6u. 1.1). ITo cBOMM CBOICTBaM CXO/[HA CO CIIOPA/IMYECKO MPOJIAKTUHOMOI,
py MDH1 ponakTHHOMBI MOTYT OBITH KpymHee [146—-151]. B sedeHnu ciesyet oT/iaBaTh
[peANoYTeHe aHTAroHucTaM nodamuHa (Hampumep, KaGeproyiuHy, GPOMOKPHUITHHY,
xuHaronuay) [152, 153]. BeeacTBue MuHnMyMa TOOOYHBIX PeAKIUil 1 BBICOKOU 3ddex-
TUBHOCTH KabeproyiH CIyKUT COBPEMEHHBIM MperapaToM BbIOOpa, MpUYeM C XOpoIiei
IPUBEP)KeHHOCTHIO MAMEeHTOB K JiedeHu0. [Ipy OTCYTCTBHM MOZaBeHUs pocTa Ha GoHe
Tepanuy 3TUMU arOHUCTaMHU JJopaMUHA WU HeI0CTaTOYHOM MIPHBEPIKEHHOCTH K JIEUeHHIO
0661900 3¢ dekTrBHO TpaHCCcHeHOUAATbHOE XUPYPTIIecKoe BMEIIaTelbCTBO B KOMOUHA-
LMY C JIy4eBOH Tepamnuen.

Omyxo0Jii, KOTOpPbIe CEeKPeTUPYHT ropMoH pocta uiau CTPI. KiuHideckue 0cobeH-
HOCTHU U30bITOYHOTO MOBBIIIEHMs YPOBHSI TOPMOHA POCTa CXOAHBI ¥ maireHToB ¢ MOH1 n
6e3 Hero [154]. CyiecTByeT /1Ba Pa3IMYHbIX ITUOJIOINYECKUX MEXaHU3Ma, KOTOPbIE TPUBO-
IAT K Pa3HbIM TepaIeBTHYeCKUM OCIOXKHEHUSAM. B GOJIbIIMHCTBE CIIy4aeB OMyX0Iu runopu-
3a BO3HUKAIOT B BU/Ie KJIOHOB I10CJIe MHAKTUBAMK 000uX anneneii rena MENI B omyxoJe-
BOIi KyeTKe-Tipe/iecTBeHHUKY [155]. ITpu otcyrerBurt MDH1 MoryT ObITh 3a/1efiCTBOBAHBI
Ipyrve reHbl, Takue kak AIP uin GNAS (xonupyomiue o-CyObefUHULY CTUMYIATOPHOTO
G-mporenHa) [156]. Bropoii MexaHiH3M 00pa30BaHuUS OMYX0JIU MIO(U3a, CEKPeTUPYIOIIekt
TOPMOH DOCTa, CBsI3aH C BTOPUYHBIM €€ Pa3BUTHEM B pesynbTare runepnpoaykuun CTPT
OTyXOJIbI0 U3 OCTPOBKOB IO/DKENYZI0UHOMN eJie3bl MM KapUUHOMAHON omyxonbio [100,
157-159]. Bo3HuKInas B pe3yJibTaTe BTOPHYHAS OMYXOJb TUOGU3a — MOJUKIOHATbHBIN
WY TUIePIUIaCTUYeCKUiA IpoLecc, KOTOPbIH IJIOX0 OTBeYaeT Ha Tepaluio, HallpaBJIeHHYIO
TOJIBKO Ha runodus: HeoOXoaMMo yaasenue nepsudnoil CTPT-mpoAyuupyroLieil OmyxoJim.
XoTs akpoMeranus, BTopuyHas 1no otTHomeHuto k CTPT, penko Bo3HMKaeT pu copainye-
ckux cnyvasix 1 MDH1 [157], npu CTPT-onyxonsx npeobiasaer MDH1. Takum o6pasom,
HO-BUJIUMOMY, LieiecoobpasHo onpesiesienue cofiepxkanns CTPT y nauueHTOB ¢ akpome-
ranueit mpu MOH1. Onyxonu runodusa, CeKpeTUPYIOIIe TOPMOH POCTa, TaKXKe MEeCTHO
BbipaGateiBatior CTPI, HO 3TO He MPENATCTBYeT MHTepIIPeTaliy CHIBOPOTOYHOTO YPOBHS
CTPT [159, 160].

JledeHune akpomeranuu y nauueHtos ¢ MOH1 He oTimyaeTcs OT TaKOBOTO NPU OTCYT-
CTBUM JJAaHHOTO cHHApOMa. Ormepaiust 0ObIYHO CIYKUT METOJIOM BbIOOpA, HO pa3BUTHE
Ipyrux $apMaKoJIOrnIecKux IOAX0/0B, BKII0Yas JJIUTENbHO eHCTBYIOMMe aHTarOHUCThI
peLienTopoB K COMAaTOCTaTUHY MM aHTarOHUCTBI PeLlelTOPOB K TOPMOHY pPOCTa, MOXKeT
obecreqnTh 3PPeKTUBHBIN, XOTS 1 JOPOTOCTOALINH KOHTPOIb [161, 162]. V maijueHTOB ¢
GOJIBIIMMY OTyXOJISIMK, PA3BUTHEM OCJIOXKHEHUH 13-3a MX MACChI MJIM B TeX CIy4asix, Koria
3¢ deKThI ropMOHA POCTA He YAAeTCs B3ATh I10J] KOHTPOJIb XUPYPrUdecKuM win $papMako-
JIOTMYECKUM ITyTeM, aJIbTePHATUBOI CTAHOBUTCS 0OJIydeHHUe C MCIOIb30BaHIEM BHEIIHEro
JIy4a, Y-HO>Xa UJIY IPOTOHHOTIO Jiyya.

T'unepcekpenusi KOPTUKOTpomuHA. [umepkoprunusm npu MOHI1 Moxer ObITh
Bbi3BaH cuHTe30M AKTT omyxosbio runodusa, pexke — IKTOMMIECKMM 0Opa3oBaHUEM
AKTT KapurHOWZIOM WJX OMYXOJIBI0 OCTPOBKOB MOZKENy[OYHOH eJie3bl, SKTONNIeCKOn
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