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CVHAPOM MHOXECTBEHHbIX 3HAOKPUHHBIX HEOMNa3u 1-ro Tuna — peaKan reHeTu4eckn obycnoBneHHanA SHAOKPMHHAA naTonorua, Tpebyowan paHHen am-
arHOCTUKW, CBOEBPEMEHHON Tepanuy 1 AUHAMUYECKOro HabnaeHUA. BaxkHyo ponb nrpaeT OHKOHACTOPOXXEHHOCTb Y POACTBEHHMKOB MALUMEHTOB C Bbl-
ABNEHHBIM Y FTEHETUYECKM NOATBEPXKAEHHBIM CUHAPOMOM MHOXECTBEHHbIX 3HAOKPWHHBIX Heonnasuii 1-ro Tuna. B ctatbe npeacTaBneH KIMHUYECKUIA Cry-
Yaln TevyeHunnA, nabopaToOPHON N MHCTPYMEHTANIbHOWM AMArHoCTUKW, BapuaHTa Tepanum aHHoro 3aboneBaHusa.
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Abstract

Multiple endocrine neoplasia type 1 syndrome is a rare genetic endocrine disease that requires timely diagnosis, early treatment and follow-up. Cancer aware-
ness in patients with diagnosed and genetically confirmed multiple endocrine neoplasia type 1 syndrome relatives plays an important role. The article presents
a clinical case with described disease course, laboratory and instrumental diagnostic tests results and disease treatment options.
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MHJIPOM MHOXXECTBEHHBIX SHIOKPMHHBIX HEOIIa3uii 1-ro
CTI/ma - M9H-1 (cunppom Bepmepa) — CHUMITOMOKOMII-
JIeKC, 00YCTIOB/ICHHBII OIyXOJIAMY VI TMIIEPIUIa3UAMI B IBYX
SHIOKPMHHBIX OpraHax u 6osee. BriepBbie cuHIpOM OBLI OITN-
cad B 1959 r. ITpu cungpome MOH-1 Hanbosnee yacTo mnopa-
JKAITCA OKONMOMIMTOBUIHBIE XKeTe3bl, OCTpoBKY JlaHrepranca
HIOZIKETyIOYHOI JKene3bl U KIeTKM afeHornnodusa. Kpome
3TUX OCHOBHBIX HOBOOOpasoBaHuit y 6ompabix MOH-1 yacto
BBIAB/IAIOTCS aleHOMbI KOPbI HAJITIOYE€YHUKOB, KAPLIMHOUIHbIE
OITYXOJIN, TUIIOMBI, aHTMO(GUOPOMBI U KOJITareHoMsl [1, 2].

INuaEeMuoIornsa

MO3H-1 aBnsercsa pefKoii 3HAOKPUHHOI naTonoruei. Pac-
NPOCTPaHEHHOCTD cocTaBnAeT 1-10 crygaes Ha 100 ThIC. Hace-
nenns [3]. Ha gomo MOH-1 npuxopurcsa 10-15% Bcex cmydaes
IIepBUYHOrO Tunepnaparupeosa. [107M0BbIX 1 3STHUYECKUX pas3-
nuunit B pactpocrpadenHoct MOH-1 He Habmropaercs [2].

ITHONOTNA M IAaTOTeHe3

ITprunHa Bo3HUKHOBeHM:A cuHpoMa MOH - renernyeckne
repmuHanbHble MyTanyyu reia MEN1, nokanusyrouierocs Ha
xpomocoMe 11 (11q13). I'en koaupyeT crieruduieckuit 610K,
cocroAmmii 13 610 aMMHOKMCIOTHBIX OCTATKOB Y IOTYy4YMUB-
LIVJT HadBaHMe «MEHUH». ITOT 6E/I0K JIOKATU3YETCSI B K/IETOY-
HOM siipe U BBIIIOJIHsIET QYHKI[UIO CYIIPeccopa OIyX0/IeBOro
pocra. [To coBpeMeHHbBIM IMPeACTaBIeHIsM, MHUL{MALNS 3a00-
JIeBaHVs IIPOMUCXOJNT B [iBa 9Tamna (Tak HasplBaeMas TMIIOTe3a
Knmancona, mim rumoTesa «gBYX TOMYKOB»). CaMa MyTauu
(«IepBBIIT TOTYOK») PUCYTCTBYET BO BCEX KIETKAX OPTaHM3-
Ma, HO TIepBOHAYA/IbHO NTPOTeKaeT JIATeHTHO, 0 TeX Mop, IoKa
coxpaHeHa BTOpas ajjieNib reHa. B mocesiyromem nocTHaTab-
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HO B OJJHOJI U3 KJIETOK NPOMCXOAUT yTPaTa YaCTU UM BCEN
XPOMOCOMBI 11 ¢ HEITOBPEXEHHOM aJ/UIe/IbI0, U KIeTKa IIpU-
obperaer moTeHLMANI K ONMYXOTEBOMY POCTy («BTOPOI TON-
40K»). Takum 06pasoM, cOOCTBEHHO MyTalUs IO CYLIECTBY
SIB/ISIETCSI BPOXK/IEHHOII I PELleCCUBHO, HO 3a00/IeBaHme Ha-
crefiyeTcsl ayTOCOMHO-JOMMHAHTHO. BeleficTBIIe BOSHMKHOBE-
HIA HAC/IENCTBEHHDBIX MYTallUil ONyXO/M MOABIAITCA B PaH-
HIle TOJIbI )KM3HU VM IIOPA)XKAIOT HECKOJIbKO OPTaHOB, 06pasys
MHOXKeCTBEHHbIE OITyXOjIeBble o4aru B ogHoM oprase. O Ha-
clleficTBeHHOM cuHApoMe MOH-1 M0OXHO TOBOPUTH TOT/A, KO-
T7la y HallMeHTa C JaHHBIM 3a00/IeBaHMeM eCTb XOTs OBl OfUH
POJCTBEHHMK 1-71 IMHUY C OJHOI M3 OITyXOJIel, XapaKTePHO
mst cuaapoma MOH-1 [1, 2]. PogcrBenHukn 1-it IMHUM POR-
crBa nanuentos ¢ MOH-1 umerot 50% puck passutus 3abore-
BaHMsA, TOITOMY OOHapyxeHue cuaapoma MOH-1 y manyenra
UTpaeT BaKHYIO POJb /IS YWIEHOB ero ceMbn [4].

Knnumdeckne nposiBleHUA OTHe/NbHBIX OIyXoOJeil Ipu
MO9H-1 B 06m¥Mx 4epTax CXOAHbI C TAKOBBIMI IIPYU U30IUPO-
BaHHOM IIOPa)KEHMM COOTBETCTBYIOIMX S3HLOKPUHHBIX JKe-
nes [2].

HoBoo6pasoBaHusi, xapakTepHsle AL cuHgpoma MOH-1:

« 'unepnnasusa uay omyxony OKOJIOMMTOBUIHBIX XKeTles.

« [TankpeaTnyeckye SHLOKPMHHbIE OIYXO/IN: TACTPMHOMA,
MHCY/IVHOMA, OIyX0/b U3 PP-KneToK, Imokaronoma, omy-
XOJIb U3 KJIETOK, BBIPAOATHIBAOIINX BA30MHTECTHHA/IbHBII
HeNTufi, COMaTOCTATUHOMA, HeYHKIMOHUPYIOI[UeE OIIY-
xo7m (CyJaitHble HaXO[KM).

« Onyxonu runo¢usa: NpoTaKTHHOMA, CMelllaHHast (IIpo-
JIAKTUH + COMATOTPOIIHBIII TOPMOH), COMaTOTPONINHOMA,
TOPMOHa/IbHO-HEaKTUBHAs OIYX0/Ib, KOPTMKOTPOIMHOMA,
TUPEOTPONMHOMA.
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» KapunHonaHble ONMyX0JIu: ONYXOIU TUMYCa, OpOHXMAb-
HBIi KapIIVHON/, OIIYXO/M XKeTy OUYHO-KMIIEYHOTO TPaK-
Ta.

o Omyxou KOpbl HAAIOYEYHNKOB (TOPMOHATbHO-HEAKTHB-
Hble), TMIIOMBI, JINLIeBbIe AaHTMOPUOPOMBI.

YacToTa NOpaskeHNA PAa3IMYHBIX SHJOKPUHHBIX JKefe3 Ipu
MO3H-1 ornuyaercs: napamuToBUAHbBIE Xee3bl — 90-100%,
OKeNyRo4YHas xenesa — 80%, runodus — 65%, HafIOIeIHN-
KU — 36%, InTOBMAHASA Xere3a — 24%. KnuHuyeckas KapTuHa
3ab60/IeBaHNA BO MHOTOM OIIpefie/IseTCs JIOKaau3alyeit, cTa-
Iyelt, CMHXPOHHOCTBIO VJIY METaXpOHHOCTBIO (C MHTEPBalIoOM
B HECKOJIBKO JI€T) Pa3BUTMUS OIYXOJIV U CTEIIEHbIO BBIPAXKEH-
HOCTY MHOTOOOPAa3HBIX SHJOKPUHHBIX I META0OINIECKNX Ha-
pymennit. CoueTaHHOe IOpakeHMe HeCKONbKIX SHJOKPYH-
HBIX )KeJle3 Ha MOMEHT IIOCTaHOBKM AMarHosa HabIogaercs
TONbKO B 30% HaOMIOEeHNII, YTO CYLIeCTBEHHO 3aTPyHHAET
CBOEBPEMEHHYIO JUAaTHOCTHUKY 3abomeBanus [5].

I'miepriapaTiipeos — OfHO U3 HanboIee pacpoOCTPaHeHHbIX
Y paHHUX NPOsABNeHMIT cuHApoMa MOH-1, pasBuBaerocs
06519HO B Bo3pacte 20-25 jer, k 50 rofam ob6Hapy)MBaeTcs
MPAKTUYECKN Y BCeX O0/IbHBIX. XapaKTepHbI TOPaXKeHMe TPeX
WIN BCeX YeThIpeX jKenes, 6ollee MATKOe TedeHNe, He CTOb
3HAYMTENbHOE YBEIMYEHNE COflePKaHNUsA Ka/IbIVA, KaK 9TO OT-
MeYaloT IpU CHopagudeckux cnydasax. Omyxonu u3 KIeTok
ocTpoBKOB JlaHTeHrapca pefiKo OBIBAIOT 3/10KaYeCTBEHHBIMIA,
OfIHaKo B 60JIee cTapIeM BO3pacTe MPOLEHT Ma/MTHU3ALUN 1
MeTacTa3MpOBaHMsI JOBOJIBHO BBICOK. [Ipyroit Hebmarompm-
ATHOI 0COOEHHOCTBIO 3TUX HOBOOOpasoBaHuit mpu MOH-1
ABJISIIOTCA MX Majible pasMephl, MylTbTU(OKAIbHBII POCT 1 JIO-
Ka/IM3alMisl He TOBKO B TI00071 4acTy ITOAXKENTy[OIHOI XKerle-
3B, HO ¥ B IIOAC/IM3NCTON ABEHAAATUIIEPCTHO KUIIKA [2].
Kimangeckas kaptuHa KpaiiHe BapuabenpHa. Haire Bcero Bos-
HIUKaeT CMH/pOM 30J/IIMHTepa—IJINCOHA, IPY KOTOPOM pas-
BUBAIOTCS TACTPMHOMBI — OITyXOJIM, CeKpPeTUPYIOLile TaCTPUH,
YTO MPUBOJMT K TUIIEPCEKPELUN KICIOThI KeTyJOYHOTO COKa
[6]. KieTku pasHBIX OIYXOJI€il MOTYT BBIAE/ISITh XPOMOTpa-
HUH A 1 B, MHCY/IVMH, IPOMHCY/NH, TJIIOKaroH, COMaTOCTaTUH,
CEepOTOHMH, KaJIbIJUTOHMH, ITAHKPeaTNIeCKNI1 IONIeNTI,
Ba30aKTVBHBII MHTECTUHAIBHBII ITENTH], COMATONNOEPIH,
HeJIpOTeH3MH, BBICOKOE COflepKaHue KOTOPBIX HapsAMy ¢ K/IN-
HMYECKOJ KapTUHO JIEXXUT B OCHOBE JUATHOCTUKI COOTBET-
crBytoelt omyxomu. Omyxomnu runodusa npu MOH-1 focru-
raror 10 MM u 6oree (MakpoazgeHoMsl). Yaie BCTpedaroTcst
[IPOJIAKTVHOMBI, XOTsI OIIMCAHBI BCE BU/BI OIIyXOJIeit TUIodu-
3a, KpOMe UCTUHHOJ TOHaZOTPONMHOMBI. IIposBienns 06-
YCIIOBJ/IEHBI I/TABHBIM 00Pa3oM POCTOM OITYXO/MU U CHaBIeHMeM
TpU/eXaIyx cTpyKTyp [2]. IlouTn Bce KapIMHOMgHBIE OITY-
X0/, BCTpeyamoluecs B cocTaBe cuHapoMa MOH-1, npo-
MCXOJAT U3 BEPXHETO OTHAeNa KUIIEYHON dMOPUMOHATBHOIM
TPYOKU. Y MYXXUUH BCTPEYAIOTCA MPEUMYILEeCTBEHHO KapIy-
HOMJHbIE OITyXO/IM TUMYCA, POCT KOTOPBIX [I0 IIOC/IeHEN CTa-
IOV MOXKET KIMHUYEeCKU He IpoABAATbCA. Omyxomyu Tumyca
npu cuHzipome MOH-1 pacTyT arpeccuBHee 10 CPAaBHEHUIO CO
CIOpaidecKUMM CaydasaMM. Y >KeHIIMH dalle BO3HMKAeT
OpoHXMa/IbHBI KapLuHOoNA. [Ipy racTpoCKOIMM MOXKHO CIIy-
9aifHO OOHAPYXXUTh MHOXKECTBEHHBIE KaPLMHOUJHBIE OIYXO-
I pa3MepoM MeHee 1,5 cM B inaMeTpe, IPOUCXOfAILNE U3 OH-
TepoxpoMadPUHONOFOOHBIX KIIETOK 2-To Tuma [1]. AfeHOMBbI
KOpbl HAJIOYEYHMKOB BCTPEYAIOTCA MOCTATOYHO YaCToO.
ITomumo ageHOM MOTyT 0OHAPYXMBAThCs AndPy3Hast U yser-
KOBas TUIEPIUIa3us U JaKe KapiuHoMsl [2]. Ilpubausurens-
HO 15-20% omyxoJieit HaiIOYeYHNKOB MaTUTHU3UPYIOTCS, T10-
3TOMY €C/IM UX pasMep NPeBbILIAeT 3 CM, IIPOBOAMUTCS XUPYP-
IMY9ecKoe BMeIIATeIbCTBO [6]. B 6onbiunHCTBe cydaes mopa-
JKeHIe ByCTOpPOHHee, He BIMAIIIee Ha TOPMOHAIbHYIO aK-
TUBHOCTD [1]. TOpMOHaNbHO-aKTMBHBIE OIIYXOJIN BCTPEYAIOT-
s, HO MOTYT IIPUBOANTD U K cuHApoMy KymmHra mmm k mep-
BUYHOMY runepanpocreponusmy (agenoma Konna) [6]. JIn-
ITOMBI (KOXXHbIE U BUCLIepa/IbHbIE) BCTpevaroTcs y 1/3 maren-
TOB ¢ MOH-1, 065IYHO MHKAIICY/IVPOBAHHbIE M MY/IbTULIEHT-
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pudeckue, IOCIe UX yAaleHNs PeLUUBbI, KaK IPaBUIo, He
BOo3HMKaIOT [1]. [Ins cunppoma MIOH-1 xapakTepHbI MHOXe-
CTBEHHbIE JIMIIeBble aHTMO(PUOPOMBI, B ITO/IOBIMHE CITyYaeB BO3-
HIKaeT 5 aHrnopuépom u 6oree. JacTo HOAB/IAIOTCA KO/LIAre-
HOMBI. OIyX0/IM KOXXHBIX IOKPOBOB MOTYT OBITh IPEANKTOPA-
MM pasBuTyA curgpoma MOH-1 o popmmpoBanus passepHy-
TOJI K/IMHIYECKOTT KapTVHbI 3a00/1eBaHNS M MOTYT OBITD IIOJIE3-
HBI /1A JOK/IMHUYECKOTO BbIABIEHNA HOCUTENbCTBA TEHA 3TOTO
3abonesanus [1, 2]. K ApyruM KO>KHBIM IOPa>KeHUSAM OTHOCAT
HOSIBJIEHME IIATEH I[BeTa Kode C MOMTOKOM, MHOYXeCTBEHHbIE
TUIONMTMEHTHPOBAHHbIE IISITHA, HAIOMMHAOIIME POCCHIIb
KOH(eTTH, GenoBaThle MaIy/Ibl Haj CIM3UCTON feCeH U B HEKO-
TOPBIX C/Ty4asx Pa3BMBAETCs IEPBUYHAS MeTTAHOMA, KOTOpast
MOJKET TaK>Ke MOPakaTh COCYAMUCTYI0 000IOUKY r1asa [6].

Juarnocruka
JIabopaTopHbIe MCCTEeTOBAHUA:

o [MmepmapaTnpeos: KOHLEHTPALVA VOHU3MPOBAHHOTO
KanbLus U ¢pochopa B CBIBOPOTKE KPOBI, COIEPIKaHMe Ma-
PaTUPEONIHOrO TOPMOHA B KPOBIL.

» HellposHIOKpUHHBIE OIYXO/IN: KOHI[EHTPaLus raCTpUHa 1
MHCYVHA B KPOBY HATOIIAK, COflepXKaHMe XpPOMOTPaHu-
Ha A ¥ TAaHKPEATNIECKOTO MOMNIIENTIA B KPOBHL.

» Onyxonu runodusa: cofep>xaHne IponakTuHa (Hambonee
4acTo BCTpevamlueca npu cungpome MOH-1 onyxonn
runo¢usa — NponakTuHoMbl). KoHLIeHTpamys [pyrux rop-
MOHOB runodusa - 10 MOKa3aHMAM B 3aBUCUMOCTM OT
K/IVHUYECKOI KapTUHBI 3abomeBanust [1].

MHcTpyMeHTaTbHBIE MICCTIEIOBAHNA: YIbTPA3BYKOBOE MC-
cnenosanye (Y3VI) OKONOIMTOBUIHBIX XKejle3, CKAHMPOBaHMe
OKOJIOLIMTOBNIHBIX JKeJle3 ¢ n3oTonoM texuenns (*™Tc), cka-
HUPOBaHNE BCETO Tena ¢ In-AMaTuieHTpuaMmMHIIeHTaaleTa-
TOM-OKTPEOTUAOM, KoMIbloTepHas Tomorpadus (KT), mar-
HUTHO-pe3oHaHcHas Tomorpadust — MPT (mpu Heobxopumo-
CTU C BHYTPUBEHHBIM KOHTpacTpoBaHueM). Y3V opraHos
OPIOLIHOI IONOCTY U 3a0PIOLUIMHHOTO MPOCTPAHCTBA, SHAO-
ckommyeckoe Y3V mopKenyLouHol XKene3bl, 330(aroracrTpo-
IYOJeHOCKOIINA, KOJIOHOCKOIINA, aHTMOTpadys MOKeNyJ0d-
HOI1 >Kenessl 1, 7].

Kpumepuu ouaznocmuxu MOH-1 ycmanoénenvt 8 xode
pabouezo cosewmanus VII Internetional Multiple Endocrine
Neoplasia Workshop, I'y66uo, Umanus 6 1996 2.

Hann4ane y 601bHOTO Wi Y POACTBEHHUKOB 1 W 2-ro 110-
psAzKa IBYX 1 6ojee IPU3HAKOB MO3BOJIAET HMPENIONIOXKUTD
MOSH-1 u TpebyeT mpoBefjeHNs TeHETUYECKOTO CKPUHIHTA Ha
myrauyy resa MEN1:

o [TepBUYHBLII TUIIEpIIAPATIPEO3 C MEAY/ULIPHOI TUIIePIUIa3H-
€1 WM a[ieHOMOJ VIV PELVIIB TUIIepIIapaTNpeo3a.

e DH/IOKPMHHBIE OIYXOMU [BEHAAUATUIEPCTHON KUIIKU U
HOIKeTyTOYHOII Xee3bl KaK (PyHKIIOHaTbHBIEe (TaCTPUHO-
Ma, MHCY/IMHOMA, IIIOKaroHOMa), TaK 11 He(pyHKIMOHAIbHbIe
WIN MyTbTUCEKPETUPYIOLe OnyXxoau (IOATBEPKAAeTCs
MMMYHOTYCTOXMMUYECKIM UCCIETOBAHUEM).

« OHTepoxpoMadPUH-TTOKOOHbIE OIyXOMH JKETyHKa.

o AfleHoMbl afieHorunodusa: GyHKUMOHATbHBIE (OIYXOJIM,
CeKpeTUpyIye TOPMOH POCTA, IIPOTAKTUHOMA) U HePYHK-
LIMOHA/IbHbIE WIU MY/IbTUCEKPETUPYIOLue (TOPMOH POCTa,
MPOTAKTMHOMA — IIPOTAKTVH, TIOTeMHU3VPYIOLINIT TOPMOH —
GONIUKYIOCTUMYIUPYIOIINIT TOPMOH, TUPEOU[CTUMY/IN-
pYoOLUIT TOPMOH) OIyX0/y (MOATBEPXKAETCS MMMYHOTH-
CTOXMMMYECKIM UCCIeJOBAaHIEM).

o AnpeHOKOPTHKaTbHBIE ONYXOMH ((PYHKIMOHANbHbIE U He-
(bYHKIMOHATIbHBIE).

« DH/IOKPVMHHBIE OIIYXOJIM TUMYCa U IPOCBeTa OPOHXOB (pak
mepeqHeNt KUIIKN).

o PopictBenHuKy 1-ro mopsifka (pofuTeny, pofHsle OpaThst
cectpsl, fietu) ¢ MOH-1 (amarHo3 mocTaBleH B COOTBET-
CTBUM C IIePeYNCIIeHHBIMI KpuTepusamu) [6].

CornacHO MeXyHapOSHBIM KIMHIYECKMM PeKOMeH/aLV-
AaM 1o cuHapomy MOH-1 ot 2012 r., BBIIENAIOT KIMHIYECKME
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(HamMYMe MMHUMYM [IBYX U3 TPeX OITyXOJIell OCHOBHBIX Opra-
HOB-MMIIIEHeIT), ceMeliHble (Ham4uye pofCTBeHHUKA 1-11 mn-
Hum popctsa ¢ MOH-1) u reHeTnyeckue (BHIABIEHHAA MyTa-
uus B rede MEN1) xpurepun fguarsosa MOH-1, ipu sToMm 1o-
CllefiHee CUUTaeTCsA Hanboslee JOCTOBEPHBIM B BepuduKanuu
Iouargosa [4].

Bce 6onbpHble ¢ MOH-1 1 nmuia ¢ BBICOKOT BEPOSITHOCTHIO
ero pasBuTysA (HOCUTE/N BPOXKAEHHOI MyTaluy) TpebyIoT Io-
SKM3HEHHOTO CKPMHUHTA J/IS1 CBO€BPEMEHHOIO BBIAB/IEHNUA U
JledeHNs 3a00/IeBaHNUA WU €TO PELUANBOB. Y HeTelt CKPMHUHT
JKeJIaTe/IbHO HAa4MHATD C 5 JIeT, TaK KaK B 9TOM BO3pacTe OIM-
casl epBbie MOH-1-accorumpoBanHblie OIyxomm [2].

IIpy HanMuMM KIMHMYECKUX IPU3HAKOB cuHApoMa MIOH-1
” B OTCyTCcTBMEe MyTanuu B reHe MEN1 MO>XHO 3a11ofj03puTh
cuagpoM MOH 4-ro tuna - «MIOH-1-nogobHoe» cocrosiHme,
¢denoxorst MOH-1. O6ycnosnen myrarueit B reHe CDKN1B.
Hanbonee yacTble KOMIIOHEHTHI CUHAPOMA — TIEPBUYHBII I'M-
IepIapaTupeos U aiecHOMBbI runodusa. [Ipyrie nposBieHns:
KapIHOUABI OPOHXOB 1 XKeNMyAKa, TaCTPUHOMA, HaIUIsp-
HBIII PaK IUTOBULHON XKee3bl, 00'beMHble 00Pa30BaHIs IO/~
JKeJTyJJOYHOM JKe/e3bl M Ha/ITOYeYHMKOB. BcTpeyaerca kpaiiHe
penKo, B MUpe OIMCAHbI eJUHNYHbIe cydan. JleueHnne — yaa-
JIeHJe eMHIYHOI aeHOMBI OKOJIOIMTOBUHBIX JKeJte3 160
cyOToTanbHas MapaTupeonsiskromus [7].

MepmykaMeHTO3HOe U XMPypruiecKkoe nedeHmne

B cBa3u ¢ tem, uyto ipu MOH-1 Bce OKOOUINTOBU/IHBIE JKe-
7Ie3bl TIOJBEP>KEHBI PUCKY TYMOPOT€He3a, yaleHue Bcex I'i-
IIepaKTUBHBIX OKONIOMIMTOBU/IHBIX JKeJle3 ABJIAeTCA METOJOM
BbI6Opa. OfHAKO BOIPOC 06 06beMe OIepaTMBHOTO BMelIa-
Te/bCTBa (IpOBefieHMe CYOTOTAIbHOI MU TOTAIbHOI ITapaTi-
PEOMAIKTOMMI), @ TAK)KE O BPEMEHM IIPOBEJEHIS OIepaTuB-
HOTO BMeIIATeIbCTBA (B PaHHME CPOKM ITOC/Ie TIOCTAHOBKM [V~
arHosa WM OTCPOYEHHO), OcTaeTcs AnucKkyTabenbHbIM. Cy6TO-
TaJIbHAs TAPaTUPEONISKTOMNUA aCCOLMMPOBAHA C PUCKOM pas-
BUTHA pelUANBa NEPBUYHOTO TuIepnapaTupeosa y 40-60% B
cpoxu 10-12 net nocrne onepanmu. Taxxe peruinB BOSMOXKEH
B 50% cy4aeB Ipyu TOTa/JbHOJ MapaTUPEOUJIKTOMMUM C ayTO-
TpaHCIUTaHTauyel GpparMeHTa OKOIOLMTOBU/JHO JKele3bl B
npepiedbe, IpY 3TOM yAa/eHNe ayTOTpaHCIIZIaHTaTa He Bce-
I7Ta IpUBOJUT K pemuccun. ToTalbHast apaTUpeoUIIKTOMIS
6e3 ayTOTpaHCIUIAHTALV He PEKOMEHIYETCS B CBSI3M CO CTIOXK-
HOCTBIO IIOCTIEYIOLIEll KOMITEHCALMY IEPMAaHEHTHOTO TUITONA-
paTupeosa. B cBA3M ¢ BepOATHOCTDIO HaIM4YMs SKTONMPOBaH-
HOJI TKaHM OKOJIOIIMTOBU/IHOI JKe/e3bl B TUMYCe NP IIPOBe-
JEeHUM XMPYPTUIECKOTO JIeYe€HNA T0Ka3aHa TPAHCL,ePBUKa/lb-
Has TuMaKToMus [7]. HeT egyHOro MHEHMsA 9KCIIEPTOB, KAKUM
[O/DKEH OBbITb MEPBUYHBIN METOJ JIe4eHNUsI TaCTPUHOM IIpU
cungpome MOH-1 — Xupyprudeckum Uiy MeMKaMeHTO3HBIM.
Xupyprudeckoe jgedeHye racTpMHOM Ipu cuHapome MOH-1
penko 6biBaet ycreurHbiM [1]. Ipu ractpuHOMe € ycrexoM mpu-
MEHSOTCS TMCTAMIHOOIOKATOPBL M MHTMOUTOPBI IIPOTOHHOI
nomisl [2]. Xupyprudeckoe edeHne MOKa3aHO U 0OBIYHO 9¢h-
(heKTMBHO NPV MHCYIMHOMAX ¥ IPYTUX IaHKpeaTU4eCcKMX Hell-
PO3HIOKPUHHBIX OIYXO/AX (KpoMe racTpuHoM) [1]. Bre 3aBu-
CVMOCTH OT JIOKQ/IM3ALIMY OIIYXOJIEN [[elleCO0OPas3HBI pe3eKIis
XBOCTa MOMKETYLOYHOI Ke/lesbl U yhaneHne auMQOysIos,
IpUIeXaX K YpeBHOMY CTBOJTY M IT€4€HOYHOI cBsAsKe. [1pn
CONYTCTBYIOILEM TUIIEPIIApPATIPEO3e B IIEPBYIO OUepeb TOMXK-
Ha IIPOM3BOAUTbCS NMapaTUPEOUIIKTOMMS, TOCKOJIbKY TUIIEp-
Ka/IbL{eMMsl yCYTYO/IseT TUIIePCeKPEeLINIOo FACTPIHA U JKeTy[04-
HOTro coka [2]. YeTKuX MapKepoB 3/10Ka4eCTBEHHOCTY ¥/UIN
CTeIeHN PUCKA Pa3BUTHUA pelyiuBa I10C/Ie IPOBEJEHHOTO Olle-
PaTMBHOTO BMELIATE/IbCTBA He CylecTsyer [1].

IIpornos

ITporunos mannentoB ¢ MOH-1 MoXeT OBITb Pa3TNIHBIM U
IpY YCIOBUM aleKBaTHOTO MEJVKAMEHTO3HOTO JIe4eHU TU-
neprapaTupeosa ¥ CMHApoMa 30/UIMHIepa—JJUIMCOHA OIIpefie-
NI€TCA BO3PACTOM IOAB/IEHNUSA U CTEIIEHBIO 3/I0Ka4eCTBEHHO-
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CTH OIIYXOJIell, Pa3BMBAIOLINXCS M3 OCTPOBKOBBIX K/IETOK, U
KapuyHouza [2].

Knunndeckmii coydait

ITanuentka H., 52 ropma. B Bozpacre 35 yieT npu AnarHocTu-
Ke HepasBMBAIOLIlelicsi 6epeMEHHOCTH Ha CPOKe 7 HeJ BBIsBIIe-
Ha TUIIEPITIMKEMM, YPOBEHDb IIMKeMuUM He yrouHseT. [Iposo-
AUICSA MeAVLMHCKMIT abopT. ['ocnuTanusupoBaHa B CTalino-
Hap. BoicTaB/ieH quarHos «caxapHolit fuaber Tuma 1». B anam-
He3e sA3Ba IBEHa/LIaTUIIEPCTHON KUIIKM, OCTO)XHEHHAA Tep-
¢dopauneit B 2014 r. Yumanue nepdoparuu. Ilenrndeckas
CTPUKTypa numeBoja B 2014 1., 6y>1<1/1p0BaHme OuigeBoaa B
2015 r., ampene 2017 r., mae 2017 r. MouekamMeHHast 60/1e3Hb.
CreHTHpOBaHNe IPaBOTO MOYETOYHMKA B 2015 r. 1o ooy
ypereponutuasa. HacnencTBeHHOCTD He OTATOLeHA. bepemen-
HOCTHU — JIBE, POJIbI — OfIHIA.

B 2017 r. rocnuTanu3npoBaHa ¢ JeKOMIIeHcallell caxapHo-
ro auabera tuna 1. [Ipu mocTymieHnn — 5xanoObl Ha XaXmAy,
CYXOCTb BO PTY, IOBbIIIE€HNE YPOBH: I/IIOKO3bl B T€UEHNE IHA
10 17-19 mMonb/n, 6011 B HIDKHIUX KOHEYHOCTAX, OHEMEHNE
TIa/IblieB CTOII, CHIDKEHME MACChI Tefla.

ITpu ocmompe: poct 155 cM, macca Tena 37 KI, MH/IEKC MacChl
tena 15,4 kr/m> KoxHble IOKPOBBI 6IEHOI OKPAcKH, CyXie,
TYProp cHmxeH. Jacrora AbIXaTebHbIX IBVKEHUI — 16 B Mu-
HyTy. [IpIXaHMe Be3UKY/IApPHOe, XpUIIOB HeT. TOHBI cepAma
PUTMUYHBI, TpUrayeHsl. Ilynbc — 74 yn/MuH, aprepuanbHoe
naBnenue — 130/80 MM pT. cT. 3bIk cyxoit. JKuBoT mArkuii,
Ipy nanablanuy 6e360m1e3HeHHbI. Modencnyckanme camo-
crosTeNnbHOe, 6e360me3HeHHOe. [T1I0K03a KPOBY IIPY HOCTYII-
neHuu - 17,9 MMoJIb/N1. ALJeTOH B MO4Ye — OTPUIaTe/IbHBII pe-
3y/IbTAT.

Y3U opeanos 6prouinoii nonocmu: sud¢ysHsle n3MeHeHUs
TIe4eHy, IPU3HaKM TeMaHTMOMBI IIe4eHN, XPOHMYECKOTO XO0JIe-
LICTUTA, OMINAPHOTO C/IajKa, IIPU3HAKM HOBOOOPAa30BaHNMs B
IIPOEKIMM Te/la U XBOCTA IIO[KeIyLOUHOI XKee3bl, fuddys-
Hbl€ M3MEHEHMS TKaHU IOJIXKETyOYHOI Ke/Ie3bl.

KT opzaros 6piowsHoti nosocmu ¢ 6HympueeHHviM KOHMpPa-
cmuposaHuem: TUIIEPBACKYIApPHOe 00pa3oBaHMe B XBOCTE
MIO/IKETY/l0YHOI Ke/le3bl COOTBETCTBYET HellpO3H/IOKPMH-
HOJl HEONIa3uM; TUIIEPBACKY/ISAPHbIE Y3/Ibl B K/I€TYaTKE OT
TIOJKETy/lOYHOI JKe/le3bl 10 BOPOT Ce/le3€HKM BTOPMYHOTO
XapaKTepa; XpOHMYeCKNUIT KalbKy/Ie3HbIil ITaHKpeaTUT Ha $o-
He JIMIIOMAaTO32 ITO0/PKEeTY0HOI JKe/le3bl, TUIIOTPOodus Tela
1 XBOCTa IOJDKENYNOYHON XKele3bl; BUPCYHIO/IMTUA3; TTaH-
KpeaTudecKas I'MIepTeH3)sA B XBOCTe IOJKeMyL0YHOI XKele-
3Bl ¢ 67I0KOM Ha ypOBHE KOHKPeMEeHTa; TeMaHT1OMa NeYeH;
aJleHOMa JIEBOTO HAJIIOYEYHIKA; IPOCThIE KUCThI IIOYEK; CO-
CTOSIHUE NTOCTIE CTEHTUPOBAHMA NIPABOTO MOYETOYHMKA; IPU-
3HAKVM XPOHUYECKOTO L{UCTUTA; CBOOOMHAS XKUNKOCTD B Ma-
JIOM Tasy.

KT epyonoii nonocmu: KT-kapTuHa e[UHNIHOTO MENKOTO
oyara BepXyLUIe4HOTO CETMEHTa IIPAaBOrO JIETKOTO, MUHIMA/Ib-
HBI TU/IPOIIEPUKAPA.

Y3 wjumosuonoii sene3vl: IUTOBUAHAS XKejle3a He yBe-
NndeHa, 06beM 70 8 M1, KOHTYpPBI POBHbIE, YeTKIMe, CTPYKTypa
OJJHOPOZHA, IOBBILIEHHO 9XxoreHHOCTH. 1o 3agHell moBepx-
HOCTH 71€BOJI I01M IUTOBUIHON >Kele3bl OIpeenaeTcs I'n-
M09XOTeHHOE BBITAHYTOEe 060pa3oBaHMe C YeTKMMY POBHBIMU
KOHTypaMM pasMepoM 26x7x11 MM — BEpOATHO HMapaliuTo-
BUJIHAsA JKeJle3a. IXONPUSHAKY YBEIMYEHNUSA TAPALIUTOBUTHON
JKeJle3bl ClieBa.

Cyunmuepadus napawumosuonvix xenes ¢ *"Ic: CHUHTH-
rpaduyeckme IpU3HAKY afeHOMBI IIPABOIl 1 JI€BOI HVDKHMX
MapaIMTOBU/IHBIX JKeJIe3.

MPT 2071068H020 M0324: IPU3HAKU OCTPOTO HEIKCCYHATUBHO-
TO INOJIMCUHYCUTA, TEBOCTOPOHHET0 MaCTOM/Ia/IbHOTO aHTPO-
LIe/UTIONINTA; M3MEHeHNs B 06/1acTu afjeHornmnodusa MOIryT co-
OTBETCTBOBATb MUKPOAJ,EHOME.

Hannvie nabopamopHuix uccnedo8aHull: TeMOITOONH —
8,5 r/pn (Hopma 12,0-14,0 r/pm), reMaToKpUT — 26,5 ©/11 (HOP-
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Mma 36,0-42,0 r/m), CO3 - 96 mm/4 (Hopma 0-20 MM/4), 061{mit
6emox - 50,2 r/n (HopMa 64,0-83,0 /1), amaHMHaMUHOTpaHChe-
pasa — 56,1 En/n (Hopma 7,0-35,0 En/n), acnapraTraMmuHOTpaHC-
¢epasa - 51,3 En/n (mopma 13,0-35,0 En/n), xampumit o6yt —
2,48 mmonb/n (HOpMa 2,15-2,5 MMOJIb/T), MOHU3UPOBAHHBIN
KazmpLumit — 1,37 mmonb/n (Hopma 1,15-1,29 MMons/n), dochop
HeopraHydecknit — 1,12 Mmmons/n (Hopma 0,74-1,42 MMOTIB/ 1),
IJII0KO3a IIa3Mbl BEHO3HOI KpoBu — 10,5 MMoinb/n (HOpMa
3,9-5,9 MMObB/11).

I'muko3unupoBaHHblil remornobumn - 11,0% (Hopma
4,0-6,2%), mapaTupeouFHbI TopMoH — 329,0 nr/mi (HopMma
8,0-74,0 ir/mn), ractpus — 310 mr/mn (Hopma 13-115 nr/mi),
xpomorpanuH A - 235,39 mkr/n (Hopma 0-100 MKr/1), mpo-
nmaktuH - 193 MkME/Mn (Hopma 40-530 MKME/mn).

ITocrne £oo6CIeROBaHNsI U TIOATOTOBKY MALVIEHTKE BBIITOTI-
HEHO OIlepaTVBHOE BMENIATe/IbCTBO: IAIIaPOCKONNS, JIAIIapo-
TOMMS, Pe3eKLMs XBOCTa IIOMKeMYL0OUHO Xele3bl, aHKpea-
TOEHOCTOMMS 110 Py, XonenucTakToMus, ByCTOPOHH:AS Ma-
PaTUpeOouIIKTOMUS.

IMTapaTupeongHbI TOPMOH B paHHEM IIOCIEOIIePAllIOHHOM
nepuope — 173 ur/mn (Hopma 8,0-74,0) rr/Mi. YpoBeHb MOHU-
3MPOBAaHHOTO Ka/lbl U 0,83 mMmonb/n (opma 1,15-
1,29 mMmonb/m).

Pestome. Y maumentku ¢ 2014 r. oT™Me4annuch KOCBEHHbBIE IIPU-
3HaKy cuHgpoma MOH-1: s3BeHHas 60/Ie3Hb JBEHALIATUIIEPCT-
HOJ KMIIKM, MeNTNYecKas CTPUKTypa nuiesoga. B 2015 r. -
ypeTeponmTIas, 10 HOBOJY YeT0 MIPOBOAIOCH CTEHTHPOBaHNe
ModuerouHuka. IIpu ob6cregoBannu B 2017 T. 06bEKTUBHO BbI-
ABJIEHO: HEMPOIHIOKPMHHAA OIIyXO0JIb IO/KEMYJOYHO JKele3bl,
aJleHoMa JIeBOTO HAJ[IIOYeYHMKA, afleHOMBI IIpaBoil U JeBOi
HYDKHMX ITapallVITOBUIHBIX JKeJle3, Heb3s VICK/IIOUUTD Halmaue
MIKPOafieHOMBI rutodu3sa. B mabopaTopHbIX JaHHBIX IPYU3HAKI
TUIIepKaIbLIMeMIM, TIOBbILIeHNe YPOBHS apaTUPEOUJHOTO rop-
MOHA, 4TO CBUJETe/IbCTBYeT O HaJM4MM TUIepIlapaTupeosa.
Kpowme Toro, oTMeuaeTcs MOBBIIIEHNE YPOBHA TaCTPUHA I XPO-
MOTPaHMHA A, YTO IIOATBEPXKIAET HA/IMYME HETPOSH/JOKPUHHOM
OITYXOJINL.

ITocne nmpoBeeHHOTO OIEPATMBHOTIO JIeUeHNUA NMalMeHTKa
BBINJCBIBACTCS IIOf, KOHTPOJIb OHKOJIOTA, 9HOKPMHOJIOTr, ra-
cTpoaHTepoora. IIpy cTOMKOM IOC/IeonepaniOHHOM TUIIO-
napaTypeose peKOMeH/0BaH IpyeM IpelnapaToB KalbUNs U
HpenapaToB BuTaMuHa D: kanbiuit 1,5-3,0 r/cyT, anbdakanb-
uupon 1-3 MKr/cyT.

CBEJEHUS Ob ABTOPAX

3aknouyeHne

IIpu guarHoCTMKe IEpBUMYHOTO TMIEpHapaTupeosa Bpay
IOIDKeH UCKIYaTh cuHapom MOH-1. [lna Bepuduxanun
cunpipoMa MOH-1 peKoMeH/I0BaHO IPOBENIEHIE [€HETUYECKO-
ro uccnepgosanus. [lanueHTsl ¢ yCTaHOBIEHHBIM CMH/IPOMOM
M3H-1 Ro/mKHBI HAXOAUTBCA NOJ, KOHTPOJIEM 3HJOKPUHOJIO-
ra, OHKOJIOTa, IPOXO/is PETyNAPHYIO AMcIaHcepusaunio. Tak-
’)Ke PeKOMEH/IOBAaHO TeHeTUYeCKoe MCCIeJoBaHIe POLCTBEH-
HUKOB HalJleHTa, 0COOEHHO 1-J1 TMHUYU POLCTBA, /sl CBOEBpe-
MEHHOTO BblAB/NeHNA MyTauuu B rene MEN1 u fanpHeimero
Pery/IsIpHOTO CKPUHMHIOBOTO 00C/IeJOBAHNS C Lie/IbI0 PAaHHETo
BbIAB/IEHNA ¥ KOPPEKIIMM IPOABIeHMIi cuagpoma MOH-1.
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