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AKTYAJIBHOCTD

CuHApPOM MHOKECTBEHHOW YHIOKpUHHOHN Heorazuu Tuna 1 (MOH 1 tuma, cuaapom Bepmepa)
— rpymmna reTeporeHHBIX HACIEACTBCHHBIX 3a00JIeBaHUI, B OCHOBE MAaTOI'CHE3a KOTOPOTO JICKHUT
TUIepIIa3usl WM OIyxojeBas TpaHcopmanus HECKOJIBKHX SHIOKPUHHBIX >kene3. MOH 1
OTIINYAETCsl BApUAOCIbHOCTHIO COUSTAHUS PA3IMYHBIX KIIMHUYECKUX MPOSBICHUIMA, B JINTEPATYpE
ornucano Oosiee 20 paznTUYHBIX KOMOMHAIMI SHAOKPUHHBIX U METaOOIMYECKUX HAPYLICHUI B
paMKax CUHIpOMA.

[TpoGiieMa MHOXECTBEHHOM SHIOKPUHHOM HEOIUIa3UU JO HACTOSIIET0 BPEMEHU HEIOCTATOYHO
W3y4€Ha, U C HEW NPAKTUKYIOUIME Bpadyd 3HAKOMBI Majo. B mociiegHee Bpemsi B CBS3U C
co3naHueM OoJiee COBEPIICHHBIX METOJOB TOIMMYECKOW JHATHOCTHUKH YHCIO OOJBHBIX C
SHIOKPUHHBIMH OIyXOJISIMHU IIOJDKEIYJOYHOM JKeJle3bl 3HAYMTEIBbHO BO3pocio. B mocienHue
roabl K 3TOW NATOJOTMM IIPUKOBAHO BHMMAaHUE HE TOJBKO DJHJIOKPUHOJIOIOB, OHKOJIOIOB,
XUPYProB, HO U KIIMHULIUCTOB, TEHETHUKOB, MOpP(}OIIOroB.

OITPEJEJIEHUE

MD3H - cuMnToMOKOMILIIEKC, 00YCIOBICHHbIN HaTMYUEM OITyXO0JIeH WU TUIepIuIa3uil B IByX
SH/IOKPUHHBIX OpraHax u ooJee.

B 3aBUCHUMOCTH OT FeHETUYECKOI OCHOBBI 3a00JICBAHUS U COUCTAHHSI TOPAKECHUI BHYTPEHHHUX
OpPTraHOB Pa3IMYAIOT HECKOJIEKO BapruaHTOB cuHApoMoB MOH (tabm. 1).

Ta6n1z1ua 1. Bugst CUHAPOMOB MHOKCCTBCHHBIX S9HIOKPUHHBIX HEOILIa3Hui

. I'eH, oTBeTCTBEHHBIN 32
Ha3Banue cunapoma OcHOBHBIE BUIbI OITYXOJIEH
(dbopMHpOBaHHE CUHApPOMA
c 5 [TapaTupoma
uHapom MOH 1-ro

THIIA HO0 nomkenynounon xenessl Omyxosb 11913 MEN1

ageHorunopusa
Cunapom MOH MPIIDK
Tuna 2A Deoxpomoruroma [Taparupoma
Cizpon MOH MPILDK 10cen-10q11.2 RET
tumna 2B (uwiu 3-ro  |[deoxpomonuroma
TUTIA)

/[pyrue acCouMMpOBaHHbIE aHOMAJINH

[TapaTupoma
Cunpom MOH 4-r00nyx o anenorunogusa Omyxonu 12p13 CDKN1B
rama PENPOAYKTUBHBIX OpraHoB OmyXoiu HoYeK 1

HaMTOYeYHUKOB (?)

Bnepsoie MOH IIA onucan B 1961 r. amepukanckuit Bpau Cunmia (Sipple) kak coueranue
MEAYJUIAPHOTO paka WIMTOBUAHOU Keyesdbl u peoxpomoruToMbel. B 1968 r. CreitHep
(Steiner) ¢ coaBTOopamm  omyOiukoBanmu  paboTy, B  KOTOpPOH  Ha3Balu
komOuHaruo ®X, MPIIX u mapamuToBuIHON >Kene3bl “MHOKECTBEHHONW SHIOKPUHHOU
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HeoIula3uel 2”; Torga jke aBTOphl BblAeAWIM cuHIpoM Bepmepa (MOH I) u cunapom
Cummna (MOH II). B 1974 r. Caiizmop (Sizemore) U cOaBTOPHI NPHUIINA K BBIBOAY, YTO
MHOXECTBEHHAsl PHIAOKpUHHAs Heomnasus Il Tuma BkirowaeT B cels ABE KIMHUYECKHUE
dbopmei: MDOH IIA — manweHThl ¢ 3a0oJieBaHMEM MapalMTOBUIHON  JKEJIe3bl U
HOpMaJIbHbIM (cTaHAApPTHBIM) BHEIIHUM BUJIOM; MO3H IIB — oe3
3a00JieBaHUs MapaulMTOBUIHON  jKejae3bl, HO C pa3IUYHbBIMU  ME30/epPMalIbHBIMU
AHOMAJIMSIMU U HEBPOMAaMH CIM3UCTHIX 000IOUEK.

B 1985 r. 6611 otkpeiT ipoToonkoren RET (REarranged during Transfection) u Hadanoch
aKTHBHOE H3y4Y€HHE ero pojud B OHKoreHese. B 1993 r. Owputo mnpoBeneHO
kaptupoBanue JokycoB MOH 1l B HebGoxpmom wunTepBaie Ha 10qll1.2 xpomocome u
uneHtuunrupoBana muccernc-myramnus Ha RET B 20 u3 23 cnyuyaes MOH I1A.

ITHOJIOI'UA

M3H 1 (cungpom Bepmepa) 00ycinoBiIeH HHAKTUBUPYIOIIMMHU MYTAIUSIMU T€HA, KOJUPYIOIIETO
AIepHbIN O€JI0OK MEHUH; B TOM TeHe uaeHTuduuuponano > 500 myraruii. Tounas pyHKIUSA
MEHHUHA HEU3BECTHA, HO OH, TO-BUAMMOMY, TIOJIaBJISIET POCT OIyXOJICH.

[Tpumepno B 40% ciyuyaeB npu MOH 1 nopaxatorcs 3 Buia xenes:

Onyxonu Wiy runepIiiasys napauMToBUAHBIX jKene3 (OIyXoiau oTMevaroTes y 25%,
TUIEpIIa3us NapaluTOBUIHBIX jkeJe3 y 75% MalueHToB).

* O1myXxoJM U3 OCTPOBKOBBIX KJIETOK MOJDKETYJOUHOM kene3bl (B O0NbIIMHCTBE HAOTIOACHUN —
TOPMOHAJIbHOAKTHUBHBIE OIyX0JN) (TacTpuHoMa — 54%, uHcynuHoMa -21%, riatokaronoma-3%,
BUIloma- menee 1% u np.).

* Onyxonu ageHorunodusa (65% HeQyHKIHOHUPYIOMINX OIMYXO0Jel, THIIepCeKpeIus TOpPMOHa
pocta — 1%,

AKTT -1%). Bo3M0OXkHO, IpaKTHYECKH JTF000E M3 OMMCAHHBIX HUKE COUCTAHUI
CUMIITOMOKOMIIJIEKCOB. Y OOJIbHBIX ¢ MyTallMel TeHa MEHUHA U OJJTHOU U3 3 XapaKTepHbIX IS
MD3H 1 omyxoJieii CymecTByeT pUCK MOCTIEAYIONMIETO pa3BUTHS JIF000H U3 2 IPYyTHUX..

O nacnencrseHHOM cuHapomMe MOH-1 M0XHO TOBOPUTH TOTJa, KOT/Ia y MAIIMEHTa C CHHAPOMOM
MD3H-1 ecTh X0Ts ObI OJTUH POJCTBEHHUK TIEPBOM JTUHUH C OJTHON U3 OMyXOJICH, XapaKTEPHOU
it cuaapoma MOH-1.

KO/J1bI ITO MKB-10

[Hockonbky B MKB-10 Het cunapoma MOH, KoaupoBKYy MPOU3BOIAT B COOTBETCTBHHU C TOPAKEHUEM
OpraHOB-MUIIEHEMN.

* D35.1 JloO6pokauecTBeHHOE HOBOOOpa30BaHUE MapaIlUTOBHIHBIX JKEJIe3.
* D35.2 JlobpokadecTBeHHOE HOBOOOpa3oBaHue runodmsa.
* D13.6 loO6pokauecTBeHHbIE HOBOOOPA30BaHUsI MOIKETYA0YHON sKee3bl.

* C25 3n0kauecTBEHHOE HOBOOOPa30BaHHE MOIXKEITYA0YHOM JKeJIe3bl.



* C25.0 'ooBKM MOIKEITYT0UHOM JKEIe3Bbl.
* C25.1 Tena nomxenyI04HON KEJIE3bI.
» C25.2 XBocTa MOHKETYIOUHOM JKEJIe3bl.

* C25.3 IIpoToka moaKenyJ0UHOM sKeJIe3bl.
* C25.4 OCcTpOBKOBBIX KJIETOK MOIKETYJOUHOH JKEJIE3Bl.

» C25.7 lpyrux dacteu MopKeny109HON KeIe3hl.

* C25.8 [TopaxeHHe TOHKEITYTIOYHOM JKeJIe3bl, BRIXOIAIICE 3a MPeIeibl OJHOU U OoJiee
BBIIIEYKa3aHHBIX JIOKAJIU3aLUH.

* C25.9 omkeny10uHOM Kene3bl HEYyTOUYHEHHOE.

ITATOI'EHE3

Onyxonu, xapakTepHble st cuHapoMoB MOH, mpoucxomst u3 kierok cuctemsl AITY /L.
Cornacao teopun H. Pearse (1966 r.), Bce kiaetku cuctembl AITY JI ABISIOTCS POM3BOAHBIMU
KJIETOK HEUPOIKTOIEPMBI (HepBHOTO rpeOHs). [Ipennonarator, 4TO
cuaapomsl MOH o0OycnoBieHbl MyTalUsiMH B KJIETKaX HEPBHOrO TrpeOHs. OTH MyTaluu
HACJIEAYIOTCS KJIETKaMH SHJIOKPUHHBIX Kejle3 U Apyrux kieTok cuctembl AITY [l u npuBoasT k
UX OIyXO0JIeBOU TpaHcdhopMaluu. B monb3y 3Toi runoressl CBUAETENLCTBYET OOHAPYKEHHUE TaK
Ha3bIBAEMBIX CMEIIAHHBIX THUNOB MIH, BKIIOYAIONUX TUIEPIUIa3UI0 OJMHOYHBIX KIIETOK
cucteMmbl AIIY]l mnn omyxomu w3 Takux kiaeTok. K cmemanneiM Tumam MOH oTHOCHT,
Haripumep, Heiipopudpomaro3 ¢ npusHakamu MOH tunoB I, Ila wu IIb. [IpotuB »stoit
TUINOTE3bl TOBOPUT TOT (¢akr, uYro mpu cuHapomax MOH Hepenko  BceTpeuaroTcs
HOBOOOpA30BaHMsI, HMEIOIIME DHTOJEPMAIIBHOE WM ME3CHXMMHOE TpoucxoxaeHue. He
WCKJTIOYEHO, YTO MYTAallMs BBI3BIBAET TpaHC(HOPMAIUIO KIETOK TOJIBKO B OJHOW IHIOKPHHHOMN
JKene3e, a COMYTCTBYIOIIME HApPYIICHHS WMEIOT BTOPUYHBIM XapakTep U  BBI3BaHbBI
TUIIEPCEKpElMell TOpMOHA KIJIETKaMU TMEepBUYHOM omyxosd. V3BecTHO, Hampumep, 4TO
npu MOH tuna | runepcekpenuss MHCYJIMHA KJIETKaMHU WHCYJIMHOMBI BBI3BIBACT THIEPILIA3HIO
ageHorunodusza.

SAIMMUAEMUOJIOI' A

CunnpoM BcTpedaercss ¢ vactotoi 1 ciaywait Ha 1 muH HaceneHus. BonbHBIE ¢ CHHIPOMOM
MDH-1 cocrasisaroT 2-4% Bcex nanmenTos ¢ [IT'TIT u 20-40% namuentos ¢ HOO.

Bo3spact nHauana 3a6oneBanus konednercs ot 4 et a0 81 roga, HO ¢ HAMOOIBIIEH YaCTOTON OHO
BoisiBisiercs 'y s 20—40-netHero Bozpacta. MOH 1 BcTpewaercs y MyKYMH W SKEHIIHH C
PaBHOM YaCTOTOM.

CunnmpoMm Bepmepa xapakTtepusyercs BBICOKON TIEHETPAHTHOCTHIO. llepBhie KIMHUYECKUE
cumnToMbl y 50% mnanuenToB nossisoTes K 20 rogam, a B Bozpacte crapiue 40 jieT — MoyTH y
95%. Bospact Hauanma 3aboneBanust koneOnercs oT 4 mo 80 jer, HO MUK MaHU(ECTAINH
npuxoauTcs Ha Bo3pacT oT 20 mo 40 ner [3].

BriensnoxkeHHble CTaTUCTUYECKUE JTAHHBIE TOBOPAT O TOM, 4TO mpumepHo B 50% ciyyaes
MOH 1-ro Tuma MOXET BCTPETHTHCS B JCTCKOM BO3pacTe, 4TO B CBOIO ouepenb TpeOyeT



6I[I/ITG.HI>HOCTI/I u Ooiee THIATCIIBHOT'O TCHETUYCCKOI'0O CKPUHUHTOBOI'O KOHTPOJIA neTeﬁ B CCMbAX
C BBIAIBJICHHBIMU MYyTallUAMHU I'CHA MCHHUHA.

KIMHUYECKAS KAPTUHA

Knnanaeckas KapThHa 3aBUCUT OT MOPAXKCHHUA KOHKPETHBIX KECJIC3.

Tatmmuya 1. KnwHuwyeckwe npoRsneqHns M3H |

MposeneHna %
IMnepnapatupeos a5
JHTEPONAHKPEATHHECKHWE OMyXOnM 30-80
ApeHoME runodwaa 20-25
KapuWHOWOHBIE Omyxomn9 10-20
AnEHOMB HAONOYEYHWKOB 25-40
MogroXHBIE NMNOME 30
AHruoduGpomMe nuua 85
KonnareHombl 70

OKo0J0IMTOBUIHBIE JKeJIe3bl

['uneptupeos npucyTcTByeT B>95% CIIy4aes. Yame BCETO UMeeT MECTO
OeccCUMNTOMHAs FMIIEPKAIbLIMEMHs, HO  HpuUMepHO B 25%  cioywaeB  3aboseBaHue
MPOSBIISAETCS HEPPOIUTHA3OMUIN  He(pOKaIbLMHO30M. B oTiMume OT CHopagudecKkoro
runepnaparupeosa, ani MOH 1 xapakrepHa nuddysHas OeccUMNTOMHas TUIEpIUIa3Hs
OKOJIOIIMTOBHIHBIX JKEJIe3.

Homxenynounas xeJie3a

OCTpOBKOBOKJIETOUHBIE OMYXOJIM TMOPKETYJOUHOM kene3bl paszuBatoTcs B 30-90% cmyuaes.
Onyxonu OOBIYHO PaAcTyT MYJIBTULEHTPUUYECKH U HMHOIJIA CEKPETUPYIOT Cpa3dy HECKOJIBKO
TOPMOHOB. YacTo HMMEIOT MECTO MHOXECTBEHHBIE aJeHOMBI Win auddy3Has rumepruiazus
OCTPOBKOBBIX KJIETOK; TaKHE OITYXOJIM JIOKAJU3YIOTCS He TOJBKO B IMOKEITYIOUYHON Kele3e, HO
u (damie) B ToHkoM kuieuHuke. [Ipumepno 30% omyxosneit — 3710kaueCTBEHHBI U JAalIOT MECTHBIE
WIN OTJaJIeHHbIe MeTacTa3bl. OHAKO, 3710Ka4eCTBEHHBIE OCTPOBKOBOKIIETOYHBIE OMYXOJH MPH
MBOH 1 wHepenko okas3bIBaloTcsl 0Oojee  JOOpPOKAYECTBEHHBIMH, YE€M  CIHOPATUYECKU
BCTpEYAIOLIecs 3JI0KaYeCTBEHHbBIE OCTPOBKOBOKJICTOYHBIE OMTYXOJIH.

Camoii yacTol sHTEepOoNaHKpeaTHueckoil onyxoinbto mpu MOH 1 sBasieTcs ractpuHoMa, KOTopas
pa3BUBaeTCS B TO/DKETYJAOYHOM JKele3e WM B ABeHamanatunepcTtHor kumke. [Toutn y 80%
narueHToB ¢ MOH 1 mpucyTcTBYIOT 100 MHOXKECTBEHHBIE MTENTUYECKHE SI3BbI, 00YCIOBICHHBIS
MOBBIUICHHOW  TaCTPUHCTUMYJIUPYEMOM  CeKpelMed  KEeNIyHOYHOM  KHUCIOThI,  JIHOO
aCHUMITOMAaTUYECKOE MOBBIIEHNE YPOBHS raCTPUHA.

Bropoe mo vactore MecTo 3aHMMArOT MHCYJWHOMBI, KOTOPBIC MPOSBISIOTCS THUIOTJIMKEMUCH
HaTOIIIaK. 3TI/I OHyXOJII/I, 9aCTO MHOXCCTBCHHBIC, OGBI‘IHO HUMCIOT HGGOJIBIHI/IC paBMepr.
Hepenko oHM BO3HHMKAIOT y MAaIMEHTOB Bo3pacToM miasie 40 ner.
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[TpumepHo B Tpetu ciydaeB y nayueHToB ¢ MOH 1 oOHapyx)uBaroTcs HeQyHKIIMOHUPYIOIINE
JHTEPONAaHKPEATUYECKUE OITYXOJIH. bonpmmHCTBO «HEPYHKLUOHUPYIOLIUX »
OCTPOBKOBOKJIETOYHBIX OITyXOJIEH HAa CAMOM JIEJI€ CEKPETUPYIOT ITAHKPEATUYECKUM TIOJIUTICTITHL.
XOTsl 3TO HE COIPOBOXKIAETCSI KIIMHUYECKUMU CHUMIITOMAaMHM, ONPEACICHUE MaHKPEeaTHYECKOro
MOJIMIIETITH/Ia MOXHO HCIIOJIb30BaTh ISl CKpUHHUHTA. PasMep He()yHKIIMOHUPYIOMUX OITyXOoJei
KOPpENUpyeT ¢ PUCKOM METaCTa3upOBaHUSA U CMEPTH.

I[Ipuy MDOH 1, xoTs uW MeHee YacTo, BCTPEYAIOTCS U JAPYrd€ TOPMOHAJIbHO-AKTUBHBIE
HHTEPONAHKPEATUYECKUE OIyXO0JU. BO3MOXXHO pa3BUTHE TSKEIONW CEKPETOPHOM Juapew,
OPUBOJAIICH K BOAHO-DJIEKTPOJIUTHOMY JAe(UIMTY M OIyXOJsiM M3 He-0eTa-KIeTOK. ITOT
CUMITOMOKOMIUIEKC, BKJIIOUAIOIIUN BOJISHUCTBIA CTYJ, TUIOKAJIWEMHUIO U aXJOPIHIPHIO,
HazbiBatoT WDHA-cunapomMoM iy maHKpeaTndeckoi XOJIepod; ero CBSI3BIBAIOT C CeKperuei
BA30aKTHBHOI'O MHTECTHHAJIBHOTO TOJMIIENTHIA, XOTSA B YUCIO NMPUYMHHBIX (DAKTOPOB MOTYT
BXOJIUTh U JAPYTUE€ TOPMOHBI JKETyJOYHO-KUIIEYHOTO TPaKTa WM CTUMYISATOPHI CeKpeuuu (B
TOM YHCJIe, IPOCTarjaHAuHbl). B omyxonsx u3 He-0eTa-KJIeTOK MHOI/Ia BO3HUKAET U30BbITOUHAS
CeKpeLHs IIII0KaroHa, COMaToCTaTUHa, XPOMOTPAaHMHA  WJIM KAJBLIUTOHWHA, HKTONUYECKas
cekpenust AKTI nian KOpTUKOTPONMH-PUIIM3UHT-TOPMOHA (YTO BbI3bIBaeT cuHapoM KyiuHra), a
TaK)Ke TUIIePCeKpenus coMaTonrOeprHa (UTO BBI3BIBAET AKPOMETAIHIO).

I'mnogpus

Onyxonu runogusza obHapyxuBarorcs B 15-42% cioyyaeB MOH 1. Ot 25 1o 90% u3 Hux —
poidakTUHOMBL. OkoJio 25% runopu3apHbIX OMYyXOJeH CEKPEeTUPYIOT JIMOO TOJLKO TOPMOH
pocTta, A1M00 TOPMOH POCTa BMECTE C MPOJAKTHMHOM. V30BITOK MpOJAKTHHA MOKET OBbITh
IPUYMHON raJlakTOPeH y JKEHIIMH, a H30BITOK TOPMOHA pOCTa — HPUYMHON aKpOMETralauH,
KJIMHUYECKH HEOTIIMYMMOM OT cropaandeckoil gpopmbl akpomeranuu. [lpumepro 3% omyxoneit
cexkperupytoT AKTI, Be3bIBasg cungpom Kymmnra. BonbHIMHCTBO OCTalbHBIX TOPMOHAIBHO
HEaKTUBHBI.

MecTHBIE pOCT ONMYXOJIM MOXET HPUBOAWUTH K HapyIIEHUSAM 3pEHMs, TOJIOBHOH Ooiau u
TUIIONUTYUTAPU3MY.

Onyxonu runoduza y manuentoB ¢ MOH 1 moryt nocturate 0OJbIIEro pa3mepa, BECTH cebs
OoJiee arpecCMBHO M BO3HUKATh B 0Oojiee paHHEM BO3pacTe, YeM CIOPATUYECKHE OITyXOJu
runodusa; oJHAKO HelaBHEE JOJITOCPOYHOE KOTOPTHOE MCCIENOBAHHE MOKA3all0, YTO OMYXOJH
runodusa, cesazanubie ¢ MOH 1, pa3BuBanuce MeasieHHEe, OI0OHO CITOPATUYECKUM OTYXOJISIM
runodusa.

Jlpyrue nposiBjieHHusl

VY 5-15% 6onpHbix ¢ MOH 1 pa3BuBaroTCs KapLUUHOUIHBIE OMYXOJH, MPEUMYLIECTBEHHO B
MPOU3BOJIHBIX TNEpeaHell KUIIKU (THUMYyce, JIeTKuX, >kenyake). KapuuHoua Tumyca daiie
BcTpeuaercss y Myx4uuH. B 10-20% ciydaeB oOHapy>KMBAIOTCS aJ€HOMBI HAJIOYEYHHKOB,
KOTOpble MOTYT ObITh JBycTOpoHHMMHU. MHorma mpu MOH 1 nHaGmiomaercs ageHoMaTo3Has
TUIEpIIa3us IMUTOBUIHON KeNe3bl. JTO PEAKO CONPOBOXKIAETCS M3MEHEHHEM CEKpeLuu
TUPEOUIHBIX TOPMOHOB, U KJIMHUYECKOE 3HAUCHHE TaKOW T'MIepIUIa3sul OCTaeTcs HesiCHbIM. B
psAe CciaydaeB BCTPEYAIOTCS MHOXKECTBEHHBIE KOJKHBIE M BHUCLEPAIBHBIE  JIUIIOMBI,
aHrno(UOPOMBI, MEHUHTHOMBI, TIEHIUOMBI U KOJUTAT€HOMBI.


https://www.msdmanuals.com/ru-ru/%D0%BF%D1%80%D0%BE%D1%84%D0%B5%D1%81%D1%81%D0%B8%D0%BE%D0%BD%D0%B0%D0%BB%D1%8C%D0%BD%D1%8B%D0%B9/%D1%8D%D0%BD%D0%B4%D0%BE%D0%BA%D1%80%D0%B8%D0%BD%D0%BD%D1%8B%D0%B5-%D0%B8-%D0%BC%D0%B5%D1%82%D0%B0%D0%B1%D0%BE%D0%BB%D0%B8%D1%87%D0%B5%D1%81%D0%BA%D0%B8%D0%B5-%D0%BD%D0%B0%D1%80%D1%83%D1%88%D0%B5%D0%BD%D0%B8%D1%8F/%D0%BF%D0%B0%D1%82%D0%BE%D0%BB%D0%BE%D0%B3%D0%B8%D1%8F-%D0%B3%D0%B8%D0%BF%D0%BE%D1%84%D0%B8%D0%B7%D0%B0/%D0%B3%D0%B0%D0%BB%D0%B0%D0%BA%D1%82%D0%BE%D1%80%D0%B5%D1%8F
https://www.msdmanuals.com/ru-ru/%D0%BF%D1%80%D0%BE%D1%84%D0%B5%D1%81%D1%81%D0%B8%D0%BE%D0%BD%D0%B0%D0%BB%D1%8C%D0%BD%D1%8B%D0%B9/%D1%8D%D0%BD%D0%B4%D0%BE%D0%BA%D1%80%D0%B8%D0%BD%D0%BD%D1%8B%D0%B5-%D0%B8-%D0%BC%D0%B5%D1%82%D0%B0%D0%B1%D0%BE%D0%BB%D0%B8%D1%87%D0%B5%D1%81%D0%BA%D0%B8%D0%B5-%D0%BD%D0%B0%D1%80%D1%83%D1%88%D0%B5%D0%BD%D0%B8%D1%8F/%D0%BF%D0%B0%D1%82%D0%BE%D0%BB%D0%BE%D0%B3%D0%B8%D1%8F-%D0%B3%D0%B8%D0%BF%D0%BE%D1%84%D0%B8%D0%B7%D0%B0/%D0%B3%D0%B8%D0%B3%D0%B0%D0%BD%D1%82%D0%B8%D0%B7%D0%BC-%D0%B8-%D0%B0%D0%BA%D1%80%D0%BE%D0%BC%D0%B5%D0%B3%D0%B0%D0%BB%D0%B8%D1%8F

JANATHOCTHUKA
e [I'eHeTHueckue TECTHI

o KimHnueckas olieHKa JpyTruX OIyXOJIEeW TpUaabl

e VYpoBHM Kanblus, naparupeougHoro ropmona (IITI)), ractpuHa W mponakTuHa B
CBIBOPOTKE

e BrisacHenue nokanu3zanuu onyxoisu ¢ nomoibio MPT, KT win V31

Cungpom M3BH 1 cnexyer npeamnonarats y OOJBHBIX C OMYXOJISIMA OKOJOMIMTOBHIHBIX JKEIIE3,
HO/DKETYA0YHOMH JKeJe3bl WU THIoQu3a, 0COOCHHO IIPU CEMEITHOM aHaMHEe3€ 3HJOKPUHONATHH.
Taxxke auIaM ¢ runeprnapaTupeo3oMm, AUarHocTUpoBaHHbIM 10 30 JeT, cieqyeT peKoMEeH10BaTh
CKPUHUHIOBOE oOcienoBanue. [lanmeHtaM U3 Trpynmsl pucKa HEOOXOAUMMO IPOBECTH
FEeHETUYECKOE TecTupoBaHue ¢ npsiMbiM cekBeHupoBanueMm JIHK rena MOH 1 u xnuHuueckuit
CKPMHUHI Ha HAJIMYUE JPYTUX OIMyXoJieHd, (OpMUPYIOIIMX TaHHBIN CUHAPOM; 1JIsl 3TOTO:

e BbIACHAIOT HaNMuyue CUMITOMOB I3B€HHOW OOJIE3HM KeNyJlKa U JBEHAIaTUIIEPCTHON
KHUIKH, TIOHOCA, HePPOJIUTHA3A, TUIIOTIIMKEMUN M TUIIONUTYUTapu3Ma

o Hccnenyror 1mosst  3peHMs, IPOBEPSAIOT  HAJIM4YME FaJakTOPeM Yy  JKCHILUHH,
IIPU3HAKOB aKPOMETAJIMUU TIOIKOXKHBIX JIUIIOM

e OmnpezenstoT ypoBHH Kanblysl, uHTakTHOrO IITI, ractpuHa u nposiakTiHa B CBIBOPOTKE

Ecnn 3TH CKPUHMHI-TECTHI CBUIETENBCTBYIOT O HapyUIeHHMM (YHKIUHU SHIOKPUHHBIX JKEJE3,
acconuupoBaHHblx ¢ MOH 1, HeoOX0AMMO MPOBOAMUTH JONOJHHUTEIbHbBIE Ja0OPATOPHBIE WU
PEHTTEHOJIIOTHYECKUE UCCIIEOBAHHS.

Cekperupyloliue TracTpuH He-0eTa-KJIE€TOYHBIE OIyXOJM MOJDKEIYyI0YHON JKele3bl WIn
JIBEHAIATUIIEPCTHON KUIIKH TUarHOCTUPYIOT IO MOBBILIEHHOMY 0a3aJbHOMY YPOBHIO FacTpHHA
B IIJIa3Me, €ro YCHUJIEHHOM peakIUM Ha MH(Y3UI0 KalblMs U MapajoKCaibHOMY MOBBIIIEHUIO
YPOBHsI TacTpuHa mociae HHQY3uu cekpeTuHa. HCynMH-ceKkpeTupytomue OeTa-KiIeTOYHbIe
OIyXOJIA TIOJKEITYZJOYHOM KeJle3bl TUAarHOCTUPYIOT MO HAJIWYUIO THUIIOIVIMKEMUHU HATOIIAK Ha
(oHE TOBBILIEHHOTO YPOBHS MHCYJIMHA B  IUIa3Me. PaHHUM  NpPHU3HAKOM  MOpPAKEHUS
MOJKEITYI0YHOM KeJle3bl MOTYT OBbITh IOBBIIIEHHbIE Oa3albHbIE YPOBHU NaHKPEATUYECKOTO
MOJIMIIENITUIA WIM TacTPUHA, a TaK)Ke YCUJICHHAs peaklus dTUX FOPMOHOB Ha CTaHAAPTHBIN
3aBTpaK.

Boricuuts nokanuzanuio onyxoiu nomoraer ¥Y3U umu KT. OnHako, MOCKOJIBKY 3TH OIyXOIH
4acTo WMEIOT HeOOJNbIIHEe pa3Mephl, MOXET MOoTpeOOBAaThCS TPUMEHEHHE W APYTHX
BU3yaM3upyromux MetofoB (cnupanbHoit KT, anruorpaduu, 5HIOCKONUYECKOTO WU
MHTpaonepanuonHoro Y3N1).

AKpOMerajni JIWarHOCTUPYIOT IO TOBBIIIEHHOMY YpPOBHIO TOpPMOHa pOCTa, KOTOpBIN He
CHIDKAETCs MPH BBEIEHUM TIIOKO3bI, M MOBBIIIEHHOMY YPOBHIO HHCYJIMHO-TIOI00HOTO (hakTopa
pocra 1 (comaromennHa-C) B CBIBOPOTKE.

CKPUHUHT
CKpUHMHT MyTaIllMi B F'€HE, OTBETCTBEHHOM 3a cuHApoM MOH-1, mpoBoasT y NaleHToB C:

* IBYMs ONyXOJsMu Hu Oosiee, XapakTepHbIMU g cuHapomMa MDOH-1 (mpu manmdecTtanuun
MHOKECTBEHHOI0 TOPAKEHUS DJHJIOKPUHHBIX keie3 B Bo3pacte 1o 30 njer myranuu
reHa MEN1 BeisBistorcest B 100% ciydaes) (lB)l;



* MHOXecTBeHHbIMU onyxoisimu OLLK (2C);

» manudecrarnueii [II'TIT B Bozpacte 1o 40 ner;

» uctuHHBIM peruauBoM III'TIT nmocne pagukanbHoro oneparuBHOTO JeueHus (2C);

* raCTPMHOMOM WJIM MHO>KECTBEHHBIMU MaHKPEATHUECKUMHU OMYXOJISIMU (B J11000M BO3pacTe);
* CEMEUHBIM U30JIMPOBAHHBIM TUIIEPIIAPATUPEO30M.

Kpome Toro, reHeTrueckoe oOciie[OBaHNE HYKHO MPOBOJIUTH Y POJICTBEHHUKOB NIEPBOM JIMHUU
nalnuenTa ¢ BepudunupoBanHoi reaerudeckoit myrarmeid MEN1 (2C).

[lepen renermyeckuM OOCIIEIOBaHHMEM BCEM IAllMEHTaM HEOOXOAWMO MPONTH T'€HETHYECKOEe
KOHCYJIbTUPOBaHHE.

I[aaneﬁmee J'Ia60paT0pH0€ U HUHCTPYMCHTAJIbHOC O6CJ'IC,I[OBaHI/Ie Y POACTBCHHUKOB nepBoﬁ
JIMHUHA HGO6XOIII/IMO MMPOBOAWTH IIOCJIC BBIABJICHUA TI'CHCTHYCCKUX aHOMaJui BO HM30EKaHHE
HEOOOCHOBAHHBIX npouenyp.

Jnsa cungpoma MOH 1 XxapakTepHbl MHOXXECTBEHHBIE SHAOKPUHHBIE M KaK CJEICTBUE
MeTa0O0IMUeCKUe HapYIICHUs, OJJHAKO B Hacrosee BpeMs 3(dexkTuBHas npopuiiakTUKa WU
YCHEIIHOE IPEBEHTHBHOE JICYEHUE OTCYTCTBYIOT. YUHTHIBAas BBICOKYIO IIEHETPAHTHOCTh
3a00J1€BaHNs U PUCK 3JI0KAUECTBEHHOW MPOrpeccHM HeoIula3uid, HauOoJiblllee 3HaYCHUE UMEeT
CBOEBPEMEHHAsl IMarHOCTHKA C BBIJACIICHHEM CHUMIITOMOB, KaK XapaKTEPHBIX I KJIACCUYECKOU
OIyXOJIEBOW TpHaibl, TaK U PEIKUX 0Opa30oBaHUI, BXOIAIIMX B cOcTaB cUHApoma. Henb3s
NEPEOLIEHUTh BAXHOCTh TEHETHYECKOTO TOATBEP)KIACHHUS JWarHo3a W OO0CIeJOoBaHHE
POJCTBEHHUKOB.

BONEHEIE C BEICONMM pUCKom M3H |
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Pucywok 1. Anroputm o6cnegoBaHia W BELEHNA DONsHBEIX C BBICOKHM DHCKOM FEeHETHYECKOrD gedgexTta
{Hanpumep, npw namwysnn M3H | y Gnuwanwnx pogcreeHHNKOE). Ecam ecTe BOIMOXHOCTE MPOBECTH NEHETH-
YECKMHA aHanni, To obcrnegyioT ToNBKD HoCHTEnen MmyTaymin MEN 1. uarHocTiky onyxonen nogwenygoiHon

Menedsl (HanpuMep, MHCY/THHOMBI) AW runoguia (Hanpumep, coOMaToTPOMHHOMBI) MPOBOGAT MWL MTPH
HAMHYMM COOTEETCTEYIOLMX MPOSEAEHWA ¥ DOACTEEHHHKOE MIH CaMoro 6onsHOro



JUIs  WCKIIIOYEeHUsT WM paHHeW JWAarHOCTUKM TOPMOHAIBHOM AaKTHUBHOCTH OOpa3oBaHMN
MOJDKEIYIOYHON  JKene3bl (Haubojiee 4YacTo BCTPEUAIOIIMXCS HWHCYJIMHOM) HEOOXOAMMO
olpenieieHue ypOBHEH HWHCYNIMHA, MpoUHCYIrHA W C-TenTHaa NpU BBIBICHUH OO0pa3oBaHHNA
MOJDKEITYI0YHOHN JKene3bl. BBeZieHre B MUPOKYI0 KIMHUYECKYIO MPAKTUKY aHTHOrpaduuecKux
METOJIOB C OIPEAEIECHUEM TIpaJAMEeHTa YPOBHEH TIOPMOHOB IIO3BOJIAET IPOBOJUTH OpIaH-
coeperatomue orneparuu. CBOEBpeMEHHas TUarHOCTHKA U JiedeHue cuuapoma MOH 1 mo3oaut
3HAYMMO YBEJIMUUTH IPOAOIKUTEIBHOCTD U KAUECTBO JKU3HU JAHHBIX MAllEHTOB.

JIEYHEHHUE

Crneuuduueckoro neuenus cuaapoma Bepmepa He cymectByeT. OCHOBHAs Lieib — 3TO yJaJleHHE
YK€ CYIIECTBYIOIIMUX OIYyXOJeH U KOPPEKLKs TOPMOHAIBHOTO OaaHca Mpy ero HapyIIeHUsX.

o Ilo BO3MOXHOCTH, XUPYPIrUICCKOC YAAJIICHHUC OIIYXOJIN
e MeaukaMeHTO3Has Tepalusd runeprunpoayKiuuu ropMOHOB

[Ipu runepnapaTupeo3e, Kak MPaBUIO, MPOBOAST CYOTOTAIbHYIO MapaTUPEOUAIKTOMHUIO,
OJIHAKO OIYXOJIM OKOJIOIIMTOBUIHBIX XKEJIe3 4acTO peuuauBUpyIoT. KynupoBanuoo penuauBHOMN
WIM COXpaHSIOUICHCs TMOcCie Omepanuu TUIMEePKAIbIIMEMHH CIOCOOCTBYET MpUMEHEHUE
OKTPEOTH/1a WM LIMHAKAJIbIIETA.

I[Ipu mnponakTuHOMe OOBIYHO HCIHOJB3YIOT AaroHHUCTHI fodaMuHA; Jpyrue runodpuszapHbe
OITYXOJIH YAAISAIOT XUPYPTrHUECKH.

OCTpOBKOBOKIIeTO‘-IHI)Ie OITYX0JIM 4aCcTO OBIBAIOT MHOT'OYMCJICHHBIMU U HEOOIBIIOTO pasmepa,
MMO3TOMY HUX O6H3py>KI/ITL TPYAHEEC, U OllCpalvd 3a49aCTyO HC TapaHTHUPYCT U3JICUCHUS.

JleyeHne racTpuH-CeKpeTHPYIOIIMX He-0eTa-KJIeTOYHbIX ONyX0JIel T0BOJIbHO ciloxkHoe. Ecin
yaeTcsi yCTaHOBUTH JIOKAIM3ALUIO, MX YIAISIOT, XOTS HESCHO, YMEHbBIIAET JIU Omepanus
BEPOATHOCTH IO3JHUX METAcTa30B. ECIM MECTONONOXKEHNE ONyXOJIU YCTAHOBUTH HEBO3MOXKHO,
MPUMEHSIIOT UHTMOUTOPBI TPOTOHHON MOMIIBI, KOTOPBIE YaCTO HAJO0JIT0 M30aBISIOT OOJBHBIX OT
CHUMIITOMOB $I3B€HHOW OOJIE3HH.

B Tex cnyuasx, xorja HEBO3MOXXHO ONPEIEIHUTH JIOKAIW3ALMIO OJUHOYHOW HHCYIUHOMBI,
peKoMeHayeTcss CyOToTanbHas MaHKPEATIKTOMHsS C JHyKJIeanued 000 mnagsnupyemMoin
OITYXOJIH B TOJIOBKE MO/DKETYJOUHOM jKeJie3bl. Y CTPAHUTh TUIOTJIMKEMHIO TIOMOTal0T IMa30KCH/T
(8 P® He 3apeructpupoBaH) WM aHAJIOTH CaMOTOCTaTMHA (OKTpPeoTH., JaHpeoTund). s
00JIeryeHus: CAMITOMOB, CBSI3aHHBIX C Pa3MEPOM OITYXOJIH, IPUMEHSIOT CTpenTo301uH (B PD He
3aperucTpupoOBaH) U Ipyrue LUTOTOKCUYECKUE CPEICTBA.

AHaJIOTM coMaToCTaTHHAa CHOCOOHBI TMOAABIATH CEKPELMI0O TOPMOHOB JAPYIMMM HETacTpUH-
MPOAYLUUPYIOUIUMHU TaHKPEATUYECKUMHU OIYXOJISIMHU U IIPUYEM XOPOLIO MEPEHOCATCS OOIbHBIMHU.
[TannuaTuBHBIE MEpBI IPH MeTacTa3aX MAHKPEATUYECKUX OIyXOJIEW BKIIOYAKOT YacCTHUYHYIO
renaTdKTOMUI0O W 3MOONU3ALMI0 TEYeHOYHOM aprepud. OclaOUTh CHMITOMBI MOYXHO C
IOMOIIBI0  cTponTo3oiMHa (B P® He 3apeructpupoBaH), JOKCOPYOMIIMHA W JPYTHX
LUTOTOKCUYECKUX MTPENapaToOB.
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ITPOI'HO3

Oxujgaemass TPOJOIDKUTENBHOCTh JKM3HM OONBHBIX ¢ cuHApoMoM MOHI1  cHmxeHa.
braronpusTHBIM NPOrHO3 MMEETCs NpPU PAHHEM BBIABICHMM CHUHAPOMA M CBOEBPEMEHHOM
JCYCHUH, YTO NPEAOTBpALIAeT WHBATMIM3AUIO. Y OONBHBIX C  MHOXKECTBEHHBIMHU
3JI0KAYECTBEHHBIMU OIyXOJIAMU (TJIFOKarOHOMOM, HMHCYJIMHOMOW, BHIIOMOH, TacTpUHOMON)
IIPOTHO3 XYXKE.

CwmeptHOcTh coctaBisieT 50% y OonpHBIX crapuie 50 jeT, IpUMEpPHO B IIOJIOBUHE CIIy4aeB —
BCJIC/ICTBHE 3710KauecTBeHHBIX HOO M KapuMHOMIHBIX OIyXoJel TUMyca. B cBsI3H ¢ 3TUM OueHb
BRXHO HAOJIIOJICHHE MAIMEHTOB CIEIHAIUCTaMU Pa3IUYHOro Mpodmis (racTpoIHTEPOJIOTOB,
OHKOJIOTOB, XHPYPrOB-3HJIOKPHHOJIOTOB, PAJNOJIOrOB, T'€HETHKOB), MMEIOMINX OIBIT JICYCHHS
JAHHOTO 3200JIeBaHMSL.

3AK/IIOYEHUE

CHHJIpOM MHOXECTBEHHOM 3HIOKpUHHON Heomnaszuu 1-ro tuna (MOHI1) — 310 HacnencTBeHHas
[aTOJIOTHS, XapaKTepU3YIOLIascsl HaludueM JAByX M Ooyiee omyxojeill (Miau Tunepruiasuu)
SHJIOKPUHHBIX JKeJe3, Haumbojee 4YacTo TOpaKalTCs MapalluTOBUIHBIE d>Kene3bl. JlanHas
[IATOJIOTUSl BCTPEYAETCS JOBOJIBHO PEAKO M H3Y4€Ha HENOCTATOYHO, OJHAKO, YYHUTHIBas
BBICOKYIO PaclpOCTPaHEHHOCTh NMEPBHYHOTO THIIEPIIApaTUPE03a B MOMYISIIUN, TPEOyeT 3HaHUS
IOJIX0/I0B K BEJIEHUIO TaKUX OOJIbHBIX. BaxkHOE MPOrHOCTHUYECKOE 3HAYEHUE MUMEET BbIBIECHUE
OOJIBHBIX W3 TPYIIBI PHCKA, TOCKOJBKY 3a00JIEBAaHHE YacCTO JUATHOCTUPYETCS CITYCTSI TOJIBI
1I0CJIE BO3HUKHOBEHUS MEPBBIX KIMHUYECKMX CUMIITOMOB, YTO MOKET OTPULATEIBLHO MOBIUATH
Ha mporHo3. C I1enbl0 CBOEBPEMEHHOTO CKPUHUHIA U JICYEHHUS, a TaKXK€ BCECTOPOHHETO
JMHAMUYECKOTO KOHTpOJIA 3a OONbHBIMH ¢ cuHApoMoM MOHI1 HeoOxoauma MHOBBIILIEHHAS
HAaCTOPOKEHHOCTh B  OTHOUIEHWM OTOM  HACIEACTBEHHOM narosiornd. KoMImekcHsIi
MEXIUCIUIUTMHAPHBIM MOJIXO0A K BEICHHIO OOJBHOIO IMO3BOJIAET YIYYIIUTh BBISABISIEMOCTh
3a00JI€BaHUS U YBEIUYUTDH NPOIOJIKUTENILHOCTD KU3HU.
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