


Cunapom BepMmepa - npeacrapisieT coOO0OM cCoueTaHuEe OMyXOoen
WJIY TUTIEPIUIA3UM B ABYX M 00JIee OpraHax SHJIOKPUHHOW CUCTEMBL.
ITpu cunapome MOH 1 Tumna, Kak nmpaBuiio, B OIyXOJIEBBIM MPOIIECC
BOBJICUEHBI TTAPANATOBUIHBIE XKEIE3bI, HAPAAY C KOTOPBIMU
O0OHaApYKHUBAIOTCSI OCTPOBKOBO-KJIETOYHBIE HOBOOOPA30BaHMS
MOKEITYAOUYHOM JKeJIe3bl U aficHoMa runodusa.

Cunapom MOH — 1 nmepemaercs mo HacaeACTBY IO AyTOCOMHO-
JTOMHHAHTHOMY THITY, TO €CTh O HACJIEACTBCHHOW IPUPO/IE
cuggapomMa MOH | Thma MOXXHO TOBOPUTH B TOM ClIy4ae, KOraa y
POJICTBEHHHMKA OOJIbHOT'O NIEPBOM JIMHUHU OblJIa TMAarHOCTHPOBAHA
XOTs OBl OJTHA U3 OIyXOJIEH, XapaKTepHas Jiud cuHapoma Bepmepa




ITHOJIOTHUSA U IIATOIeHEe3

[IpuunHa BO3HUKHOBEHUA CrHIpoma MOH —
2eHemuyecKue 2epMUHAIbHble Mymayuu reHa
MEN1, oTBeuaroniero 3a moJgaBjieHUE poCcTa
OITYXOJIEBBIX KJIETOK U JIOKAJIU3YIOMIETOC HA
xpomocome 11.

B 00JIBIIMHCTBE CIIy4yaeB BOZHUKAKOT Fr€pMHUHAIbHBIC
myTtanuu (95%), omHaKO CIIOpagudeCKu
O0OHapyKUBAIOT U coMaTndeckue. OTCYyTCTBUE B I'€HE
MENI onpenensseMon MyTalluu CBUIACTEIBCTBYET
100 O HECOBEPILICHCTBE UCTIOJIB3YEMBbIX
TEXHOJIOTUI, TN00 00 MHAKTUBAIINU I'€HA
HEMYTHUPYIOIIMMH ME€XaHU3MaMHU, HallpuMep,
METHUJIUPOBAHUEM OIIPEJICIICHHOIO PErMoHa reHa
MENI. Beneacteue BOSBHUKHOBEHUSA
HACJICACTBEHHBIX MYTALIMN OITYyXOJIH MOSIBIISIIOTCS B
PaHHHUE TOJbI )KU3HU U OPaAXKAIOT HECKOIBKO
OpraHoB, 00pa3yss MHOKECTBEHHBIC OITyXOJIEBbIE
oyaru B oJJHOM opraHe. CUHJIpOM HacJIeAyeTCs I10
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KiuHu4yeckass KApTUHA
HoBooOpa3oBanusi, xapakrepHsle 1ias cuaapoma MOH 1
* 'mnepuiazusi MM OMyX0JIM OKOJOIIMTOBUIHBIX KeJie3.
* [lankpeaTnyeckue FHAOKPUHHBIE OIYXOJIH.
<> T'acTpuHoMa. MOMKENYAOUHAR KENESA
< MHcyJMHOMA. "

____OCTPOBKWM NAHFEPTAHCA

< Onyxoun u3 PP-KiieToK. i
< [II0KaroHoMa, oImyXxoJib U3 KJIETOK, BLIPA0ATHLIBAIOIINX B
HHTECTHHAJIbHbIN MEeNTH/I, COMATOCTATUHOMA.

< HedyHKUHOHMPYIOLIHE OIMYX0IH (CIydYaiiHbIE HAXOAKH).
e Onyxo.uiu runogusa.

——
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WHCYJIMHOMA . |
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<> IIpoaakTHHOMA.

< Cmemannas (nmpoaakrun + CTT).

< ComMaToTponuHoMma.

<> TOopMOHAJIbHO-HEAKTHBHASI OILyX0JIb.
< Koprukorponunoma.

<> Tupeorponunoma.

* Kapuunoujnbie 0nyxoJiu.

< Onmyxosn THMYyCA.

<> BoHXHAIbLHbIH KAPIHHOM/.

< Onyxoau KKT.

» Onyxo/1M KOpPbI HAANOYEYHNKOB (TOPMOHAJbHO-HEAKTHBHBIE).
<> JInnoMel.

< JIuuesbie aHrHoGUGPOMbI



JledyeHue

Heaun

o JInKBHAALINS OMYXOJEBBIX j &
O4aroB. J

* Koppekiysi rOpMOHAJIBHBIX
HAPYILICHUM.

Iloka3anus k IroCliinTaJIn3alnmn

* BBINIOJIHEHUE TUArHOCTUYECKUX
MEPONIPUATHUH Y MMALUEHTA B
TSKEIIOM COCTOSHUU.

e OneparuBHOE JICYCHUE



MenukaMeHTO3HOE U XUPYPTUUYECKOE JICYEHUE 3aBUCAT OT BUA
onyxoiu (cM. «[ o pMOHAITLHO-HEAKTUBHBIE OMY- XOJIUA THIO(PU3a»,
«CunapoM runepraparupeos3a», « HenposHI0KpUHHBIE OTTYXOJIN»).
CornacHo MexTyHapOAHOMY KOHCEHCYCY IO TMarHOCTHUKE U
nedeHuro cuajpoma MOH 1 ogHOBpeMEeHHO (CUMYJIBTaHHO) C
apaTUPEOUIPKTOMU- €1 BBITIOJIHSIOT IIPEEIbHO CYOTOTAIBHYIO
TAMYCIKTOMUIO. YTAJICHHYIO TKaHb OKOJOIIUTOBUIHOM KEIIE3bI
MOYKHO COXPaHUTh 11 BOSMOXHOM MOCJIEIYIOMIEH MOACAIKH TTPU
Pa3BUTHUU TSKEIIOTO TUNONApaTupeo3a. HeT ennHoro MHEHUS
IKCIEPTOB, KAKUM JOJKEH ObITh IEPBUYHBIN METO/ JICUCHUS
racTpuHoM npu cugapomMe MOH 1 — xupyprudecknm uinu
MEIUKAMEHTO3HBIM. XUPYPru4eCKOE JICHEHUE TACTPUHOM IIPH
cunapome MOH 1 peako ObIBaeT yCHEHUIHBIM. XUPYPTrUUYECKOE
JICYEHHE TTOKA3aHO U OOBIYHO 3(DPEKTUBHO MPHU UHCYJIUHOMAX U
npyrux nankpearnaeckux H90 (kpome ractpunom). UeTkmx
MAapKEPOB 3JI0KaU€CTBCHHOCTH W/UJIW CTEIICHU PUCKA pa3BU- TUSA
peLMIMBA MOCIIE IMPOBEACHHOTO ONEPATUBHOTO BMEIIATEIHCTBA HE
cyliecTByeT. /lanpHeniee BeAeHUE Y UNThIBasg BO3MOKHOCTD
pELMINBA OMYXOJIEN U BBISBIICHUS TTOPA- )KEHUW IPYTHX OPTaHOB B
TEUECHUE KU3HU, MTAIUEHTHI C CHHIAPOMOM MOH 1 momkHbI
HaXOJUTHCS MOJ JJIUTEILHBIM JUHAMUYECKUM Ha- OJIFOJCHHUEM.
CiienyeT mMpOBOJIUTH TAKOE K€ 00CIEN0BAHNE, KaK U IPU CKPUHUHTE.



Cunapom Cumniuia

OTO CUMIOTOMOKOMIIJICKC,
O0OBEAVHSIOIINN TPYITITY
IIaTOJIOTHYECCKUX COCTOSIHUU,
JUUTSL KOTOPBIX XapaKTEPHO
HaJIMYKE€ HOBOOOPa30BaHUS
WJIU TUTIEPILIACTUYECKOTO
porecca nu3 KJIETOK
HEUPOIKTOJIEPMBI,
MOpaXXaroIEro JiBa U 0oJiee
OPraHoOB YHJIOKPUHHOU

Puc. 4. BHewsnun supg nuya v rena 60MbHOTO
¢ CHHAPOMOM MHOXECTEEHHOM 3HOOKPHHHOM
Heonnca K. flsyxcropoHHas deox pomMoumMToma
CI/ICTGMBI . HUQMNOYEYHHKOB, MEy NIPHUS KAPUMHOMA,
MapdaHOMOHGE BHEWHOCTD (TONCTbie ry6H,
BbICOKMH POCT, (KTEHWYECKOE TENOCTIOKEHHE,
ONHHHBE KOHEYHOCTH OTHOCHMTESTLHO TYAOBHLLG,
GPUXHOQUKTHIIHE), THHEKOMCKTHE



ITHOJIOTUSA

CemMeliHas nmpupoja 3a001eBaHus 00yCI0OBJICHA
ayTOCOMHO-JIOMMHAHTHBIM TUIIOM HACJIEIOBAHUS C
BBICOKOM T'€HHOU IIEHETPAHT- HOCTHIO. bOJBIIIMHCTBO
aBTOPOB OTMeYaroT Ipu MOH 2a n3MEHEHUS 110 THUITY
pekoMOMHauu B xpoMocome 10, B ydacTke,
PACIIOJIOKEHHOM OKOJIO LIEHTPOMEPEI, B 00JIaCTH JIOKyCa
10g11,2. Irot yyactok comepkut RET-ipOTOOHKOTEH,
KOAUPYIOLINU KJI€TOYHO-TIOBEPXHOCTHBIN TJIMKOIIPOTEHH,
OTHOCSIIIUUCS K KJIACCY PEUENTOPOB TUPO3UHKHUHA3BI U
UTPAIOIIMU POJIb B PA3BUTHUM IAHINIMOHAPHOM IIJIACTUHKHU
u ee mpon3BoAHbIX. [Tapadommkynsapuabie kieTku (C-
KJICTKHM ) SMOPHOJIOTH- YECKH IIPOUCXOAAT U3 NEPBUYHOM
HEBPAJIBHOU TKaHU. MenyiuiapHas 4acThb
HaIIOYCYHUKOB — 00JIaCTh PAa3BUTHS (PEOXPOMOIIUTOMBI
y HalUEeHTOB ¢ cuHapoMaMu MOH 2 Tak:xke nmpoucxogut
13 IEPBUYHOMN HE- BPAJIbHOW TKAHU U UMEET
HEUPOKJIIETOYHYIO XapAKTEPUCTUKY



KiMHH4Yeckass KapTUHA

YacTto 3a001€BaHNE HAYUHACTCA C MPOSIBJIEHUI MeYJIAPHOTO
PIHIZK. Y O0OJbHBIX BBISIBIISIOT MHOTOY3JI0BOM 3YTUPEOUIHBIN 300,
XOTS BCTPEUYAIOT U COJIMTAPHBIE y3Iibl. [ IOTHBIE YBEIMYEHHBIE
IEHHBIE TUM(aTUUECKUE Y3JIbl CBUIETEIBCTBYIOT O METACTA3aX.
Knerku menynngapaoro PIDK, kpome KanblIUTOHWHA, MOTYT
CEKpETUPOBATh KOPTUKOTPONHMH (CaMbIi YaCThIH BapUaHT MOJUTOP-
MOHAJIbHOM MPOAYKIIUH), CEPOTOHUH, BA30AaKTUBHBINA KUIIICYHbIN
MTOJIUTIETITH/T, MEJIAHOLIUTCTUMYJIUPYIOIAN TOPMOH, COMAaTOCTATHH,
B-annopduH, pakTop pocTa HEPBOB, CyOCcTaHIMIO P, mpocTornanu-
HBI, XpoMorpanuH A. Oco00ro BHUMaHHUs B OTHOIIICHUHU
menysspHoro PIDK 3acnyxu- Batot nposiBinenus AKTI -
3aBUCHMOI0 THIIEPKOPTUIIM3MA O€3 BU3ya- JIU3AIUH OMYXOJIn
rurnogu3a B COYETAaHUM C Y3JI0BBIM 3000M, IICHHOMN
nmuMmbanenonarueit. Menymisipasiii PILDK — Bropoit no
PacIpOCTPAHEHHOCTH UCTOYHUK SKTOonmMpoBaHHONM AKTI -nponykiun
MIOCJIE OBCSTHOKJIETOUHOTO paka jerkux. [IpuonusurensHo y 25-30%
MAIUEHTOB C PACMPOCTPAHECHHBIMHU BAPUAHTAMH MEAYJUISIPHOTO
PILK ormeuarot BeipakeHHYIO nuapero. ['unepmoropuka KKT
MOXET MPOSIBJISITHCS CHACTUYECKUMHU OOJISIMU B )KMBOTE U
KapIMHOUJIOIIOA00HBIMY cuMnToMamu. [Ipu nmogo3pennu Ha
SHJIOKPUHHO-3aBUCUMYIO JTUAPEI0 0053aTEIbHO UCCIIEA0BAHNE HA
MenyJuisipabid PIDK.



OTauuuTENbHBIC IPU3HAKU (PEOXPOMOIIUTOMBI IIPU CUHIPOME
MDH 2:

* JIOKQJIM3alLMs B HAAIIOYCUHHKaX (BHEHAIMOYEYHUKOBAs HEXa-
paKTepHA);

* MYJIBTULIEHTPUYECKOE MOPAKEHHUE B IIPEAECIaX OAHOTO HAJIIO-
YeyHHUKA (Yallle 10 CPaBHEHUIO CO CIIOPAIMYECKUMU (hOpMaMU);
* 3JIOKQYECTBEHHOE MOPaXCHHUE (pPeXkKe, YEM MPH JIPYTUX TUIAX T'e-
HETUYECKHU JICTEPMUHUPOBAHHBIX (DEOXPOMOILIMTOM);

* pa3BUTHE OOBIYHO K CEPEAUHE BTOPOH WJIH B TPEThEU JECKaAe
KU3HU;

 TeUCHHE 3a00JIEBaHUs B BUAC MMOCTOSHHOM MJIM ITapOKCU3MaJlb-
HOU (hopMbI Al

H3MeHeHnsT OKOIOIMTOBUIHBIX Kene3 npu cuaapome MOH 2a:
e runiepriasus (Kak IMpaBUIo, BCEX OKOJIOIIUTOBUIHBIX JKEJE3, C
MEHBIIIECH YaCTOTOM BBISBIISIOT aJICHOMBI);

* 0ECCUMIITOMHOE MOBBIIICHUE COACPKAHUA MOHU3UPOBAHHOTO
kaneiuda u IITI (wacto);

* HAJIMUKME KaMHEH B MOUEBBLIBOJISIIECH cucTEME (4acTo);

* TSDKEJIbIC MPOSBJICHUS TUIeprapaTupeos3a (JJI0BOJIbHO PEIKH)



Jledenue
Llenn
i .HI/IKBI/II[aLII/IH OHYXOJIGBI)IX Oo4alroB.

* Koppekiysi rOpMOHAJIBHBIX
HAPYILICHUM.

Iloka3anus k IroCliinTaJIn3alnmn

e JIlnarHoCTUYECKHUE MEPOIIPUATHS Y |
MAIMEHTA C TAXKEIIBIM COCTOSTHUEM.

* OnepaTuBHOE JICUCHHUE.
MenaukaMeHTO3HOE JICUCHHE

CuMnTroMaTudeckoe,
[IaTOr€HETUYECKOTO
MEIUKAMEHTO3HOI'O JICUCHUSI HE
CYILIECTBYET.



XUpypruueckoe jJe4eHue

MenyansapHbIi pak IMUTOBUIHON kele3bl. [IpogunakTuky u jieueHue
MaHu@ecTHbIx popm Meaysuisipaoro PIIK ocyiiecTBIIsIIOT TOJIBKO
OIIEPaTUBHBIM NyTEM. ECIIM y MAIMEHTOB C KIIMHUYECKU BBIABICHHBIM
MenysuapabsiM PIK oOHapyskeH MOBBILICHHBINH YPOBEHb 0a3aIbHOIO U
CTUMYJHUPOBAHHOTO KaJbIIUTOHNHA, MUHUMAJIbHBIA O0BEM OIEPATUBHOTO
BMEILIATEJIbCTBA — TOTAJIbHASI TUPEOUAIKTOMUS C YAAIEHUEM KJIETUYATKU U
AUMQOY3J10B IEHTPATbHOUN NapaTpaxeabHOM 30HBbI.

Ecau ypoBeHb 0a3a1bHOTO M CTUMYJIMPOBAHHOTO KaJIbIIMTOHMHA OCTACTCS
BBICOKHM IOCJIE TIEpBUYHOM onepannu Ha 10K, kpaiiHe BaXXHO yCTaHOBUTH
JTOKAJIN3AlUI0 MECTHBIX WJIM OTJAJIEHHBIX MeTacTa3oB. [Ipyu nogo3pennu Ha
METACTATUUECKOE MOPAXKEHUE PETMOHAPHBIX HIEMHBIX UIIN CPEAOCTEHHBIX
nuMGOy3JI0B TTOKa3aHa MOBTOpHAs omnepaiys. [lokazaHus k onepamuu B
00J1aCTH CPEAOCTEHUS MPOTUBOPEUMBHI BCJICACTBHUE OOJIBIIIOTO KOJIMYECTBA
OCJIO)KHEHUU U MaJIOr0 — U3jieueHus. [Ipu oTnaseHHbIX MeTacTtazax
ONEpPaTUBHOE JICUECHUE HE MOKa3aHO. VICKIIOUeHEM CITyKaT HaOIIOACHHUS,
KOIZ1a Pa3BUBAECTCSA TOPMOHAIBHO3aBUCUMAs AUapes U YAAJIEHUE OIYyXOJIEBOU
TKaHU HUBEJIUPYET 3Ty CUMIITOMATUKY. CTaHIAPTHBIE CXEMbI XUMHUOTEPAITNU
HEPE3YJIBTATUBHBI IPU METACTATUYECKOM TOpaxeHuu Meaysuisipaoro PILDK.
OrmyX0JiM HEYyBCTBUTEIIBHBI K JIY4EBOU TEPAIINU U rUNEpTepMUU. YacThb
MMAIUEHTOB C CYILIECTBEHHBIM METACTATUYECKUM MTOPAKEHUEM METYIUIAPHOIO
PII’K MoryT nMeTh O€CCUMIITOMHOE T€YEHHE O0JIE€3HU U POKUTH MHOTO
net. HeoiHo3HauHbI JaHHBIE O JICYEHUHU METacTa3oB meayursipHoro PIIK ¢
MOMOIIBIO0 MeTanoA0eH3WITYyaHuAuHa, MedeHHoro 1311. BersiBnenne MOH 2-
HOCUTEJIbCTBA — MOKAa3aHKE K MPOPUIAKTUIECKON TUPEOUIIKTOMUU



DeoxpoMoOIIMTOMA

IIpu coueranuu meaymuisipaoro PILDK u de-
OXPOMOILIMTOMBI MPEATIOYTUTEIBHEE
HaYMHATh OIEPaIMIO C yIaJICHUS
nocaeaaen. O0beM ornepanum —
aAPEHAJIPKTOMUS TP OAHOCTO- POHHEM U
TOTaJIbHAs aIpCHAJIPKTOMUS MPU
JIBYCTOPOHHEM MOpake- HUM — HauoboJiee
1esiecoo0pas3eH npu ceMeiHou hopme
3a00seBaHms. Hen30eKHOCTh OCTaBJICHUSA
TKaHW MO3TOBOIO CJIOSI HAJIIOYECYHUKA MTPU
OpPraHOCOXPAHSIONIUX ONepaIusIX
00yCJIOBJICHA KOHT'PYYHT- HOCTBIO
PACHOJIOKEHHUSI MO3TOBOIO M KOPKOBOT'O
BEIIIECTBA HAJIO- YeUHUKOB. BhIcOoKas
(heHOTUIIMYECKas IEHETPAHTHOCTh
TOTAJILHOT'O TTOPA’KEHUSI MO3TOBOIO CJIOS
HAJIMOYCYHUKOB y TAIIUEHTOB C CUHJIPO-
Mamu MOH 2 — npuyrHa HEM30EKHOIO
peuuarMBa (PeoXpoOMOIUTOMBI B OCTaBICHHOM
4acTH HaJIMOYCUYHUKA




I'unepnaparupeo3s

VYBenuueHue Bcex 4 xene3 0TMEUarOT He BCET/a, OJJHAKO 00s3aTebHasl mpolieypa —
UX TIOJIHOLICHHAS PEeBU3Ms. B 3aBUCUMOCTH OT CTEINEHU MOPAXKEHUS ITPOBOIAT PE3CKIHIO
yBEJIU- YEHHBIX JKeJie3, CYyOTOTaJIbHYIO0 NapaTupeonI3KTOMUI0, TOTAJIBHYIO
MapaTUPEOUIIKTOMHUIO C Ay TOTPAHCIUIAHTAIIMEN, YUUTHIBASI BBICOKYHO BEPOSITHOCTD
peuuauBa runiepnaparupeosa. [lpu Beimonnenun onepannu Ha K y mamuenTos ¢
HOPMOKAJIbIIUEMUEN MOKHO CTOJIKHYTHCS C YBEIIMYEHHBIMU OKOJIOIIUTOBUIHBIMU
KeJIe3aMu; UX ylaJeHUEe BO3- MOKHO MPU OMOXMUMUYECKUX JaHHBIX O
rurepnaparupeose. Bonpoc o MpeBEeHTUBHOM MapaTUPEOUIIKTOMUN IPU
TAPEOUIIKTOMUN PEMIAKOT OTPULIATEIBHO HA OCHOBAHUH HE3HAYNUTEIBHOU

pacrpoCTPaHEHHOCTH U HEOOIBIION KIIMHUYECKON arpeCCUBHOCTH TUIIEpIIapaTUpe03a
npu MOH 2.

KaAamamuygeckue IIPOABACHUA
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JlanbHenIIee BeAeHUueE

Y4uTteiBasi BO3MOKHOCTh PEIUIUBUPOBAHUS
OITYXOJIEU, 3JI0KAYECTBEHHOTO TCUCHUS
menysapHoro PIDK u ¢peoxpomonutom,

MMAUEHTHI 0 KOHIIA KU3HU JOJKHEI OBITH
10 JMHAMWYECKUM HAOIIOIECHUEM.
Heo0xoaumo exeroqHo NpoBOAUTD
HCCIICI0BAHMS, BKIIOUAIOIIHE OIIPEICIICHUE
COICP KAHUS:

* KAJIbIHUTOHHWHA B CBIBOPOTKC KPOBH I10CJIC
CTUMYJIALIHUHN ITTFOKOHATOM KaJIbITHA,

* METAaHEC(PPHUHOB B CYTOYHOM MOYE;

* MOHU3UPOBAHHOIO Kajablusa U I1TI B
CBIBOPOTKE KPOBH (JIJIS1 MALIUEHTOB C
cuaapomom MOH 2a).




Crnacu6o 3a BHuManue!




