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PEAKWUE BAPUAHTbI CUHAPOMA MHOECTBEHHbIX HAOKPUHHbIX HEOMJIA3UIA

Cemen bopucosuu ITunckuii', Braoumup Anamonvesuy beno6opodos’,
FOpuii Knumenmoesuu Bamopoes?, Bukmopus Bnadumuposra JlsopHuuerko’?

("MIpKyTCcKumil rOCYAapCTBEHHDI MEULIMHCKII YHUBEPCUTET, PEKTOP — A.M.H., mpod. VI.B. Manos, kadenpa obuet
XUPYPIUU C KYPCOM YPOJIOTHUI, 3aB. — I.M.H., Ipod. B.A. Beno6oponos, kadempa OHKOIOTUM 1 Ty4eBOIl Tepamnu,
3aB. — I.M.H., Ipo¢. B.B. [IBopHMdeHKo, *VIpKyTCcKas MeULIMHCKAsI aKaileMisl OCTIeAUIVIOMHOTO 00pa3oBaHILs,
pekrop - f.M.H., mpod. B.B. llrpax, kadexpa oHkomorny, 3as. — 1.M.H., 1pod. B.B. [[BopHIYeHKO)

Pesrome. Hapsany c o6mean3HaHHbIMM CUHJPOMaMI MHOXXeCTBEHHBIX SHIOKPMHHBIX Heorvtasuit (MOH)-1, MOH-
2A n1 MOH-2b, Ha ocHOBe BBIABIEHHBIX Pa3INYHbIX BAPMAHTOB COYETAHNIT SHOKPMHHBIX ¥ HEIH/IOKPUHHBIX OITyXOJel
Pa3HBIX JIOKA/IM3aLNIi, BbIABIEHNA T€HETIIECKON CIelU(pUIHOCTH Psfia M3BECTHDIX paHee 3a00/IeBaHNUII II03BOIIIO yCTa-
HOBUTH HOBBbIe BapyaHTsl 1 MOH-nogo6Hb1e (MEN-like) hopMbI Hac/IeACTBeHHBIX 3a00/IeBaHNI, TeHETUYeCKasI IPUPOAA
KOTOpPBIX ObUIa MAEHTUUIMPOBAHA TOIBKO B IIOCTIEAHIE [BA HeCATHMNETHsI. [IpUBOIATCSA HOBblE BapMAHThI HAC/IECTBEH-
HBIX CUH/[POMOB, aCCOLMMPOBAHHBIX C IIEPBUYHBIM IMIIEPIAPATIPEO3OM U afleHoMaMy ruodusa, nx KIMHNYeCKue mpo-
apnennd. [loguepkupaeTcsa sHaYeHMEe MOIEKY/IAPHO-TEHETUYECKMX UCCIENOBAHMIA U1 yIyIIIEeHUA UX AUATHOCTUKI U JIe-
YeHUs.

KiroueBble cmoBa: cuHipoM MOH, IepBUYHBII IUIIepIapaTUpe03, O yX0/b IUIodusa.

RARE VARIANTS OF SYNDROME OF MULTIPLE ENDOCRINE NEOPLASIA

S.B. Pinsky', V.A. Beloborodov', Y.K. Batoroev?, V.V. Dvornichenko'?
('Irkutsk State Medical University; “Irkutsk State Medical Academy of Continuing Education, Russia)

Summary. Along with the generally recognized syndromes MEN-1, MEN-2A and MEN-2B, on the basis of the various
options of identified combinations of endocrine and non-endocrine tumors of different localizations, identifying the genetic
specificity of a number of previously known diseases allowed to establish new options and MEN-like forms of hereditary
diseases, the genetic nature of which has been identified only in the last two decades. The new versions of hereditary
syndromes, associated with primary hyperparathyroidism and pituitary adenomas, their clinical manifestation are presented.
The importance of molecular genetics research to improve diagnosis and treatment is shown.

Key words: MEN syndrome, primary hyperparathyroidism, pituitary tumours.

ITop, cMHAPOMOM MHO)XECTBEHHAsl SH/IOKPMHHAs HeO-  JleCATWIeTVs Ha3BaHUs 9TUX 3a00JIeBaHUIL C OOIUM Tep-
mwrasus (MOH) moHMMAIOT TPYIIy PasHOPOAHBIX HACAell-  MMHOJOIMYECKMM OIIpefie/ieHeM «MHOXKECTBEHHbIE 9H-
CTBEHHBIX 3a00JIeBaHMIl, MEPEAIINXCs [0 ayTOCOMHO-  HOKPMHHbIE Heorrtasum» u abbpesuarypoit «MOH» cranmn
IDOMVMHAHTHOMY TUIIy C BBICOKOJI CTEIIEHbIO IeHeTPaHT-  OOILelpU3HAHHBIMIUL.

HOCTM TeHa U BapuabeNbHOIl 9KCIPECCUBHOCTDBIO, IpU OcnoBy Bcex MOH-cMHAPOMOB cOCTaBM/IN ABa THUIIA:
KOTOPBIX OTMe4YaeTCsi CMHXpOHHOe (daije MeTaxpoHHoe) MOH-1 (cunpgpom Bepmepa) u MOH-2. Ilo3nHee, ¢ yueToM
pasBuTHe B ABYX WM 60Jiee OpraHax SHAOKPMHHON CUCTe-  XapaKTepPHBIX OCOOEHHOCTeN KIMHWYECKUX IPOsIBICHUI,
MBI JOOPOKaueCTBEHHBIX WM 37I0KaYeCTBEHHBIX OIYXOJell OBy BBIfIETIEHBI 2 CXORHBIX, OIVICAHHBIX paHee CaMOCTOsI-
U JPYTUX TMIIEPIUIACTMYECKNX IPOLIECCOB C IOBBIIIEHHON  TeNbHbIX BapuaHTa cuHgpoMa MOH-2: MOH-2A (cunpgpom
IPOAYKIVel TOpPMOHOB [9]. Cunnna) 1 MOH-2B (cunppom Topnmara), reHeTndeckas

Otu 3abonmeBanys paHee ObIIV M3BECTHBI IO PasHbl-  CIHELM(IIHOCTb KOTOPBIX YCTaHOB/IEHa B 1997 . m 1993 1.,
MM Ha3BaHMAMM: «MHOXKECTBEHHBINI SH[IOKPMHHBIN ajie-  COOTBeTCTBeHHO [14]. B cTrpykrype MOH-cuHppomos atu 3
HOMATO3», «9HJOKPMHHBII IOMMALEeHOMATO3», «CHHAPOM  Hambosee M3ydeHHDIE M OTIMYHBIE APYT OT APyTa BapyaHTa
MHOYKeCTBEHHBIX 9HIOKPMHHBIX OIyXonel». B mocnegHme  CUMTAIOTCA KIACCUYECKUMIA.
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BHenpeHne B KIMHMYECKYIO IPAKTUKY HOBENIINX Aya-
THOCTMYECKVX TeXHOJIOTHIA, U, TIPEXie BCETO, MOJIEKY/IIPHO-
reHEeTUYECKUX MCCIeNOBAHMIL, CIIOCOOCTBOBAIM B KOHIlE
IPOLIOTO  CTONETVs YCTAaHOBJIEHMIO HAC/Te[CTBEHHON
IPUPOABI HEKOTOPLIX HEOIUIACTUYECKUX CUHAPOMOB M
BBIAB/ICHUIO CIEN(UUECcKOT0 TeHeTHYecKoro cybcrpara
PasIMYHBIX BapuaHTOB cuHApoMoB MIOH, KopeHHBIM 06-
Pa3oM M3MEHUTb CTPATEIMIO VX AVATHOCTUKY M JIeYEHUA.
CnpasemgmiBo 3ametmn J.Carney (1998), uto HapsAny ¢ 06-
Llelpy3HaHHbIMY cuHApoMamu MOH-1, MOH-2A, MOH-
2D, Ha OCHOBe BBIAB/ICHHBIX JPYTUX COYETAHMI SH/JOKPIH-
HBIX (M JaXke He 9H/JOKPMHHBIX) ONYXOJIeil He MCKIIYEHO
MOsABJIEH)Ee OHATUIT 0 HOBbIX MOH-cunipomax.

B nmocnenHue 1Ba mecATUICTNA BBIAB/ICHA TeHETUIeCKas
CrrenpUYHOCTD psifia M3BECTHBIX paHee 3a00jeBaHMIl U
CHHJIPOMOB, 00YC/IOB/IEHHBIX COYETAHMEM HEIPOIH/JOKPIH-
HBIX 11 He9H/IOKPUHHBIX OITyXOJIell pa3IMIHBIX OPTaHOB, YTO
II03BOJIVJIO OTHECTM UX K TPYIIe HaC/IeICTBEHHBIX 3ab01e-
BaHMIT of; 001MM HasBaHreM MOH-cuHApOMBL: CUHAPOM
Inmnens-JInnpay, HeitpodubpomaTos 1-ro tuma (60ne3Hb
Pexnmuraysena), komitekc Kapuu, cungpom Mak-Keiona—
Onbpaiita, CMHAPOM TYOepO3HOTO CK/Iep03a, FeHeTHYecKast
[IpUpo/a KOTOPbIX OblIa MAeHTU(UIMPOBAHA TOIBKO B I1O-
CJIefiHee leCATUIIETHE TIPOLIIOTo cTonetus [14,15,44].

Cunppom ¢on Iunmensa-JImupay (von Hippel-
Linday,VHL) - reneruuecku oO6yc/ioB/IeHHOe 3aboneBa-
HUe, IMeeT ayTOCOMHO-/JOMIUHAHTHBIN TUI Hac/TefOBaHIS,
BO3HMKAEeT IpPU MYTalUy MHOTOQYHKIMOHAIBHOTO TI'eHa-
cynpoccopa omyxonesoro pocra (VHL), mokanusoBaHHOro
Ha KOPOTKOM IUlede 3-if XpoMOcoMbl 3p25-3p26 [27,49].
QenoTunMYecKne IMposBIeHNs 3a00/IeBaHNs 3aBUCAT OT
Bo3pacra mammenra [1]. PacipocTpaHeHHOCTb cocTaBisieT
1 Ha 36000-39000 HOBOPOXXiEHHBIX. 3ab0/IeBaHMe XapaKTe-
pusyeTcsi o6pasoBaHyueM OOPOKaueCTBEHHBIX 1 3/I0Kade-
CTBEHHBIX OITyXOJIell B Pas/INYHBIX OpPraHaxX: B IIeHTPATbHOI
HEePBHOII crcTeMe (TreMaHT06/IacTOMBI), B CeTYaTKe (aHTMo-
MBI), HafilToYeYHMKaX (heoxpoMoIMToMa), moYKax (KICTsl,
IIOYEYHO-KJIETOYHBII PaK), IIOIXKENTy/JOIHOI XKerese.

TeMaHT106/1aCTOMBI XapaKTEPU3YIOTCS MeIJIEHHBIM PO-
CTOM U BBICOKUM PUCKOM KpoBoTedeHnit. Y 60-80% 60mb-
HBIX Hambojiee YacTbIM M OfJHUM U3 IEPBbIX IIPOSBICHMI
SIBTISTIOTCSI TEMAHTI06/1aCTOMBI, BOSHUKAIOIIVE B MO3XKEUKe,
TOTIOBHOM, CIIMHHOM MO3T€ I ceTdatke (LepebpopeTnHab-
HBIIl aHTMOMATO3), OC/IOXKHSIIOIMECS KPOBOUSIMUAHUEM B
I71asHOe SI0/I0KO WM B 3afHIOK0 YEePEeNHYI0 IMKY C IIpU3Ha-
KaMn BHyTp]/[‘IepeHHOI/[ FI/IHepTeH3I/II/I VI MO3>K€4YKOBbIMI
paccTpolicTBaMI.

DeoxpOoMOLIMTOMBI BBIABAAIOTCA Y 26% 60JIbHBIX C CUH-
npomoM VHL, n3 Hux B 30% BHEHaAIIOYE€YHMKOBOJ JIOKa-
nmu3anuy. PeoxpoMoLUTOMa MOYXKET OBITh TIEPBBIM MIPOSB-
neHyueM cuHApoMa. HapnodednnkoBele heoXpOMOLMTOMBI
Jale JIByCTOPOHHVE — CHXPOHHbIE JIM METaXpOHHbIE, B
95% nobpokadecTBEHHBIE, IMEIOT HOPA/JPEHAINHOBBII de-
Hotut [13]. ¥ 70-85% 60nbHBIX (HeOXpOMOILUTOMBI UMEIOT
6€eCCHMIITOMHOE TedeHIe, YTO CBSI3aHO C HU3KVUM YPOBHEM
KaTexoJaMMiHoB [3].

Y 35-70% O60NbHBIX BO3HUKAIOT OIYXOJTeBUAHbIE 00-
PpasoBaHuA B IOPKENTYHRO4HOM Xenese, 70-90% ns Hux co-
CTaBJIAIOT UCTUHHBIE KUCTBL. B 5-17% ciyyaeB BO3SHMKAOT
MeJIEHHO pacTylye HeYHKIVOHUPYIOLIMEe HePO3HMO-
kpunHbIe onyxomu XK, cpenu xotoprix 30-50% cocraBns-
10T MHO>KECTBEHHBbIE OITyXOJIM, CTEIIeHb 37I0Ka4eCTBEHHOCTI
KOTOPBIX 3aBUCUT OT MX pasMepa. BcTpedaroTcss KUCTBH U
PakK MoYeK, KOTOpbIe OTINYIAIOTCA MEIJIEHHBIM POCTOM, PUCK
MeTacTa3sypOBaHMA KOPPENMpyeT C pa3MepOoM OITYXOJIN.

ITo KIMHMYECKOMY TEYeHMUIO BBIE/LAIOT 2 Tuima 6oses-
HY pou [vnnena-/Inngay: TMI 1 XapaKTepyu3yeTcs IOTHBIM
¢denoTniom 3aboneBanus, HO 6e3 pasBuTHs PeoXpoMo-
LMTOMBI, TUII 2 — C pa3BuUTHEM (PeOXPOMOLUTOMBI. Tum 2
IofipasfendeTcs Ha 3 MoATUIa: 2A — ¢ HUSKMM PUCKOM pas-
BUTUA paKa MOYKY; 2B — ¢ BEICOKMM pUCKOM Pa3BUTHA paka
ouk; 2C — pa3BMUBAIOTCsI TONMBKO peoxpomMonnTomsl. B ot-
e4eCTBEHHOII JIUTepaType IPUBOJUTCS PefKoe HabmoeHe
6omnesnu ¢pou [nnnens-/Innpay Tuma 2C B ABYX IOKOJIEHMN-
SIX OfHOII ceMbu. IIpy 3TOM y Bcex OOBbHBIX apTepuabHas
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TUIIePTEH3MsI HOCU/IA TAPOKCU3MA/IbHBII XapakTep [4].

Heiipodubpomaro3 1 tuma (neurofibromatosis type
1, NF-1) 6bU1 mepBbIM OIYXOJEBBIM 3ab0IeBaHUEM C JIO-
Ka3aHHBIM T'€HeTIYeCKUM IIpoucxoxeHneM. Hacmenyercs
10 ayTOCOMHO-JOMUHAHTHOMY TUITy C BHICOKOJ CTEIIeHbIO
LEHeTPAaHTHOCTHU TeHa. 3aboneBaHMe OOYCIOBIEHO MyTa-
nuent reHa NF-1, nmokanns3oBaHHOrO Ha [JIMHHOM IIjede
17 xpomocomsl (pernon 17ql1.2), u comepxxur 6onee 50
9K30HOB. Bcrpewaerca y 1 Ha 3000-4000 HaceneHus B TOf
(3,24,31,45]. Yame IOVATHOCTUPYETCA y [eTeil, OIMHAKOBO
YacTO IopaXkaeT /UL 000ero moa.

Heitpodubpomaros 1 Tiia ABIAETCA HOTMCUCTEMHBIM
3aboneBanyeM. I Hero XapaKTepHbI HeBPOIOTMYECKIe
(mepudepndeckue 1 CIIHAIbHbIC HEIIPOPUOPOMBI, ITMOMBI
3PUTEIbHBIX HEPBOB), odrambMonornyeckie (raMapTOMBbI
Ha pajiyXKe I7Ia3), lepMaToNorndeckye (IMrMeHTHBIe IIAT-
Ha, HellpoUOPOMBI), CKeleTHBIE (CKOMNO03, IICEB0APTPO3),
cocynucTble (CTeHO3 IIOYeYHOIT, TIeTOYHOI ¥ BHY TpIYepell-
HBIX apTepuit) 1 SHAOKpUHHBIE HapyleHus (peoxpomornn-
TOMa, KapuuHoupgubsle onyxonyu, MPIIDK, runepnaparupe-
03) [1,12,24,44].

[Ina 3abomeBaHVA XapaKTePHO IOABJICHHE Ha KOXe
MHOXECTBEHHBIX IIMTMEHTHBIX IATEH C ITA/IKOI HOBepX-
HOCTBIO ¥ YeTKVMJ TPaHNI[AMI, LIBETa «KOde ¢ MOTOKOMY,
Yalle B 00/1aCTI TY/IOBMINA I KOHEYHOCTEI!, peske Ha JINIIe,
CIIM3UCTON 000/I0YKe IOMOCTU PTa. XapaKTepPHBIM ABJIA-
I0TCA TUIePIUTMEHTAalA ITOAMbIIIeYHBIX 1/WIM MaXOBBIX
obracreii, KOTOpasi MPOSBISETCS C 3-JIETHErO BO3pacTa U
HabmomaercA B 85% cirydaes [31]. bonbIMHCTBO Heltpodu-
6pOM pacIIONaraloTCsA Ha MOBEPXHOCTH KOXKM, Pa3BUBAIOT-
¢ Ha 000JI0YKaxX MEJIKMX HepPBOB KOXXI ¥ BCTPEYAIOTCA B
nybepraTHOM nepuoge y 90% 6onpHbIX. [Inexcudopmubre
(pa3BMBAOTCA Ha KPYIHBIX HEPBaX M HEPBHBIX CIUIETEHN-
SIX) BpO>KJeHHbIe HellpopubpoMbl BcTpedarorcs B 30-50%,
XapaKTepyu3yIoTCs OONBIINMM pasMepaMy 1 001ajjaloT 1o-
BBIIICHHBIM PJMCKOM 3/I0KA4eCTBEHHOTO IIePEPOXK/CHIIA
[26].

[1asHble M3MEHEHM:A XapaKTepU3YIOTCA pasBUTHEM
IIPaKTNIeCcKy y Bcex 60mbHBIX cTapiue 20 eT raMapTOMBbl
(ysenkm JIuira) Ha pajykke IJlasa B BUje OelecoBaThIX
naTted. OHM He BCTPEYAIOTCA NpH ApYrux GopMax Herpo-
¢dubpomarosa u ABISAIOTCA BaKHbIM 1uddepeHnanbHO-
IMAarHOCTUMYECKMM IpU3HaKoM. Y 15-20% pereii pasBuBa-
I0TCA [TIMOMBI 3PUTETbHBIX HEPBOB, a CPEHMIT BO3PACT Ha
MOMEHT UX BBIABIEHNA cocTaBnser 4,5 roma. Y 1/3 gereit
BO3HMKAIOT HapylLIeHus 3peHus [16].

KocTHble HapyleHNs XapaKTepUSYIOTCS FUCIIIa3ueit
K/IMHOBMIHON KOCTH, fedopMalieit TO3BOHOYHIIKA B BIJE
CKOTINO3a, AMCIUIACTMYECKUMM HapyLIeHMSAMM [JIMHHBIX
TPYOYaTBIX KOCTEN! V1 KOCTell IMI[eBOro Yeperna. VIcToHueH1e
KOPTMKAJIBHOTO C/I0S1 [J/IMHHBIX TPyOUYaTbIX KOCTeN Ipu-
BOAUT K IATOJIOTMYECKUM IIepesioMaM U (HOPMUPOBAHIIO
JIOXKHBIX CYCTaBoB [22,23].

OHIOKpYMHHbIE HapyIIeHNs BOSHUKAIOT IPY PasBUTHUU
¢deoxpomonuToMsl, runepaparupeosa, MPIIDK u ueiipo-
SHIOKPMHHBIX OIYXOJ/eil B CTEHKe JBeHa[LlaTUIIePCTHON
KIUIIKY, DPORYLUPYIOL/e COMAaTOCTaTMH. B oTimume or
criopagndeckux (opM, i MCTUHHBIX COMATOCTaTHHOM
pu Heitpodubpomarose 1 TiIIa XapaKTepHO OeCCUMIITOM-
Hoe TedeHye [3]. ®eoxpoMoLUTOMBI BCTpedarTcsa y 1-2%
6O/IbHBIX U IpUMePHO B 50% CIy4aeB MMEIOT KIMHUYECKIe
mposByeHusA. PaHHee 0OI0BOe CO3peBaHNMe aCCOLUNPYETCA
C IJINOMOIL B I'MIOTajaMyce C IOBBIIIEHHOI HIPORYKIMel
TOHAIOTPONHOB [16,48].

VIsMeHeHUs HepBHOI CUCTEMBI IPOAB/IAIOTCA Hapylle-
HJeM VIHTe/UIEKTa, KOTHUTUBHBIX (YHKIWIL, CYLOPOXHBIM
CHMHJIPOMOM, B IPOUCXOX[EHN KOTOPbIX MIMEIOT 3HaYeHIe
pas/mMYHble HOBOOOpa3OBaHMA LIEHTPA/IbHOI U Hepudepn-
YeCKOil HepBHON cucCTeMbl (Helpod1OPOMBI, IIBaHHOMBI,
ACTPOLIITOMBI).

[uarHoctuka Heiipodubpomarosa 1 Tuma 6Gasupyercs
Ha OOLIeNpM3HAHHOI PeKOMEHIALVM, COIJIACHO KOTOPOI
AVarHO3 MOXKET OBITb II0OCTAB/ICH IIPU HA/IMYMUU Y 60JIbHOTO
coderaHuA 2-X 1 Oojee U3 7 IATOTHOMOHUYHBIX CHMIITO-
MOB [22,24,48].



1. IllecTp 1 60J1€E TIATEH 1jBETA «Kod)e C MOJIOKOM» JIMa-
MeTpPOM CBBIIIe 5 MM Y JieTeil B IpernyOepTaTHOM Iepyofe I
cBbIIIe 15 MM B IOCTIIy6€pTaTHOM HEPUOLE;

2. Hannume 2 u 60nee Heitpodubpom m1060ro TUIia nim
OJIHOII ITIEKCU(POPMHOIL HeltpoprOPOMBI;

3. IunepnurmMeHTanus MOAMBIIIEYHON /MM MaXOBOI
obmacrtu;

4. Hanuuue I11MOMBI 3pUTE/IbHOTO HEPBa;

5. IBa 1 601ee y3enka JInia (raMapTOMBL Ha pajy>KHOI
060710uKe);

6. KocTHple aHOMauu B Bufe AUCIUIA3UM C IICeBOAp-
Tpo3oMm i 6e3 Hero;

7. Hamrume NF-1 y 6/yoKaiflinX poiCTBeHHUKOB.

Jleyenne cumnromarndeckoe. IIpornos saborneBanmus,
Kak npaBuio, 6maronpusatHsil. CKIOHHOCTh K 3/I0Kade-
CTBEHHOMY IIEPEPOXK/IEHUIO OIlyXOjieil otMedeHa y 3-15%
60nbHBIX [31,34].

Kapuu-xommnnekc (Carney complex) penkoe Hacmen-
CTBEHHOE 3a00/IeBaHIe C Ay TOCOMHO-/JOMIHAHTHBIM TUIIOM
HAC/IeJOBaHN C BBICOKOI TEHeTPAHTHOCTHIO reHa (88-97%).
3aboneBaHue BrepBble 6bUI0 onycaHo J.A. Carney u CoaBT.
B 1985 I. KaK KOMIIJIEKC, COCTOALMIT 113 MUKCOMBI CE€pJLa,
IMUTMEHTAIU B BMJe OKPYIJIBIX IIATE€H U TMUIIePaKTUBHO-
CTM 9H/IOKPUHHBIX Kerte3 [19]. B 2000 r. 6p11a ycTaHOB/IEHA
TeHeTUJ9ecKass MPUPOfJa 3TOTO CUHAPOMA: BBIABIECHBI pas-
mmuHble MyTanuyu B reHe PRKARIA Ha 17-11 XpoMocoMe,
KOTOPBIII KOAMPYET PEryIsATOpHYIO lanbda-cyObenyHuy
IpOTeMHKMHA3bI A 1 Tina. Bropoii 10Kyc reHa Ha 2-0it Xpo-
MOCOMe II0Ka He uaeHTnunmposat [28,40]. B 2009 r. 6pu1u
BBIJIEJIEHBl 2 CXOJHbBIX cuHApoMa: Tpuajga Kapuu (Carney
triad) — coyeraHye BHEHA/IOYEYHMKOBBIX ITApPAraHI/INIOM,
CTPOMATIbHBIX ONYXOJeil >KeTyZOYHO-KMIIEYHOTO TPaKTa
U XOHAPOMBI JIETKUX IPU BBICOKOJ YacTOTe TOPMOHAIbHO-
aKTUBHBIX 1 HEaKTMBHBIX a/[eHOM HaJ[IOYeYHNKOB VM CHH-
npom Kapuu-Crparakuca (Carney-Stratakis syndrome)
— COYeTaHye [aparaHI/IMoM C CApKOMOII JKenyaKa 6e3 XOH-
IOpOMBI nerkux [41].

B mmpoBoit nureparype ommcaHo oxono 400 Habmo-
IeHuil aToro cuHapoma [7,42]. B oredecTBeHHOIT nMuTepa-
Type NpMBeJieHbl TaHHbIe TOMBKO O 4 60/1bHBIX ¢ KapHu-
xoMIiekcoM. B 2012 r. Bnepsble B Poccum omnmcanbl 3
cny4as KapHu-KoMIiekca y O0/IBHBIX MOZIOXKe 16 J1eT, Ko-
TOpble HAXORATCSA IOX HabmiofeHneM VIHCTUTYTa [eTCKOI
sHpokpuHonoruy DHII. IIpu aToM, BliepBble IIPOBeIeHHBIM
B Poccum MomexynAapHO-TeHeTMYeCKUM WCCIefOBaHueM
ObL/1 BBLAB/ICHBI iBe HOBBIe MyTayy B rene PRKARIA [8].
B 2015 r. moABMIOCH COOOIIEHNE O YETBEPTOM Hab/MI0neH NN
KapH1-KoMIITIeKca, acCOLMMPOBAHHOIO C 9HAOT€HHBIM T'Hi-
HepKOPTULM3MOM V 18-neTHero 6onpHoro [10].

KapHu-KoMIIIeKC XapaKTepu3yeTcsl MHOXKeCTBEHHBIMU
HOBOOOPAa3OBaHMAMI KOXKU, CEPALia, KOCTell, MOIOYHOI 1
MIOTIOBBIX JKe7le3, B TOM YNC/Ie CMMYIbTaHHOE MOpakeHue
OpTaHOB SH/IOKPUHHON CUCTEMbL: rnnodusa, KOpbl HA/IO-
YEUHUKOB, I[UTOBYJIHOI >KeJIe3bl, 32 MCKIIUeHeM OKOJIO-
IIMTOBUAHBIX JKeJle3, MO3LOBOI'O C/10Sl HAIIOYeYHUKOB U
9HIOKPMHHOII YaCT MOMKeTYTOYHOI! XKere3nl [39].

Ko>kHble TpOsIBNIEHMsI 9TOTO CUHAPOMA HAOMIONAOT-
¢y 70-80% OONbHBIX M XapaKTePU3YIOTCA JIEHTUTMHO-
30M (MHOXXECTBEHHbIC Pa3JINYHON CTeIeHV IMUIMEHTALNN
KOpMYHeBble M/IM 4YepHble NATHA pasMepamu 4-10 MM Ha
ry0ax, HOBEPXHOCTHU BeK, KOHBIOHKTHUBE, CIU3VUCTOI I'€HM-
Tasnit), FOOPOKaYeCTBEHHBIMIU OIYXO/IAMU (MUKCOMBI) BO
BCeX C/I0sX KOXKYM Ha PasIMYHBIX Y9acTKaxX Tesa, SMUTENN-
OJIHBIMY FOTyObIMY HEBYCAMIL.

Omnyxomn ceppua (Mukcoma) BcTpedarorcsas B 30-40%
CIy4aeB, ABJIAIOTCA [OOPOKa4eCTBEHHBIMU 00Opa3OBaHMUA-
M1, 4allle MHOTOOYaroBble V1 JIOKa/1M30BaHbI B IpeNCcepauiX,
U SIBJISIIOTCST Haybosee 9acTol IPUYMHON CMEPTH B CBSI3U
C pa3BUTHEM KapAMalbHBIX OCTIOKHEHUI (TpoM6aMbomnu
COCY/IOB, HapyIIeHNs CepfIeYHOTO PUTMA).

Cpeny TOpakeHUI OpPraHOB SHAOKPUHHON CUCTEMBI
varie Bcero (y 60% G0/IbHbIX) BbISB/IAETCS IePBUYHAS TINT-
MeHTHas y3/10Bas AMCIIa3nA KOPbI Ha/[IOYEYHIKOB, IIpei-
CTaB/IeHHAsl ITOBEPXHOCTHBIMU HeOO/NBIINMM YEePHBIMU
WIN KOPUYHEBBIMU (peXKe >KeIThIMM) y3enkamu (0ObIYHO
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7o 1 cM), KOTOpbIE COCTOAT U3 YBEIMYEHHBIX KJIETOK KOPBI
HAJMOYEYHNKOB C 903MHO(IIBHOI 3epHICTOCTBIO, COTEP-
JKaIlWit IMIIOXPOMHBIN IMTMeHT. MMKpOy3e/IKoBas Tumep-
IIa3MA COYeTaeTCA € arpodueil KOpbl HAIOYEYHUKOB U
HOTepell HOpMa/IbHOM 30HAIbHOCTY MEXJY y3enkamu [39].
ITo ganubiM E.M. Oprnosoit u coasr. (2012), y ogHoro us 3
6onpHbIX ¢ KapHK-KoMIekcoM 6bia 06HapyskeHa ajieHo-
Ma HaJIIOYeyHMKa pasMepoM 2,5 CM, YTO, 10 MHEHUIO aB-
TOPOB, ABJLAETCA IIEPBLIM OIMCAHMeM JOOPOKadeCTBEHHOIO
o6pa3oBaHNUA B HA[IIIOYEYHNUKe 6osIee 2 CM.

XapakTepHOil 0COOEHHOCTBIO IEPBUYHOI IUTMEHTHO
HOZY/LAPHON HAJIIOYeYHUKOBON JUCIDIA3UM SAB/IAETCS Ia-
PajioKcaIbHOE HOBBIIIEHNE YPOBHs KopTusona (6omee ueM
Ha 50%) mpy mpoBefeHMU MOLM(UIMPOBAHHON HeKcaMe-
Ta3oHOBOI o6k (rmpobda JInpmna). Hepenko ormevaercs
IUPKaJHBIN PUTM CeKpelVy KOPTU30JIa, HOpMalbHasA KOH-
I[EHTpalysl €ro B MOYe MOXKeT IIePUMOANYECKN MEHATbCSA
B Te4eHle HEeCKO/IbKMX JHell Wwin Hefenb. B 30% ciydaes
pasBMBaeTCA BBIPaKEHHBIN B pasmmuHol cremeHun AKTI-
HEe3aBUCHMBI/l TUNEPKOPTULIN3M BIUIOTb [O TUINYHON
KIMHIYeCKOI KapTUHBI CMHApoMa KymmHra ¢ 9epeoBaHm-
eM 00OCTpeHNs 1 CIIOHTAHHOI peMMUCCum («IVKINYecKnit
Kymnur») [29,44]. Cunpgpom Kymunura siisiercst Hanboree
pacIpocTpaHeHHBIM SH/JOKPMHHBIM NIPOsIBIEHIEM 3ab0te-
BaHMS C XapaKTepHBIMM KIMHUYECKUMM OCOOEHHOCTAMU
(BbIpa>keHHOE TIOXYAaHue, aTpodus MBIIILI, HU3KUIL POCT).
Y 6onbUIMHCTBA OONBHBIX €JUHCTBEHHBIM pajyKaJIbHbIM
METOJOM JIedeHNA ABAETCA [BYCTOPOHHAA af[peHANIdKTO-
MUAL.

Onyxonu runo¢usa BBIABIAITCA y OONBIINHCTBA
6onpHbIX ¢ KapHm-xomriekcom. OpHako, Tombpko y 10%
OOJIbHBIX OHV KIMHUYECKU IIPOSBJIAIOTCA aKpoOMerajmeit,
00YC/IOBJIEHHOJI IIOBBILIEHNMEM CEeKpelMy FOPMOHA POCTa
COMATOTPOIMHOMOIA.

Y 40% My>KYMH BBIAB/IAIOTCA KPYITHOK/IETOYHBIE KaJlb-
LIMHMPOBaHHbIe onyxomu Kiretok Cepromu (cepromioma),
pacronoxeHHsle O1IaTepaIbHO (B OT/IMYNME OT CIIOpamy-
YeCKMX), B OONBIIMHCTBE CIy4aeB JOOpOKaueCTBEHHBIE.
O6bryHO MaHM(eCTUPYIOT B MOIOKOM Bo3pacTe (fo 20 jeT),
KIMHNYECKN MOYXKeT MPOABIATLCA MPEX/eBpeMEeHHBIM I0-
JIOBBIM CO3peBaHMeM UMM TMHeKoMmacTueil. OnepaTuBHOE
nedeHue (OPXMASKTOMIS) TIOKA3aHO IIPYU IMCTONOTMYECKOM
BBIAB/IEHNM IIPU3HAKOB 37T0KaUYeCTBEHHOCTH.

Cpeny apyrux npossneHnit KapHu-koMInekca ciemy-
eT OTMeTUTb (PpuOPOATEHOMBI TPYFHOIL XKe/Ie3bl I OLYXO/IN
AMYHMKOB Y JKEHIIMH (4allle oBapuaibHble KUCTHI), Y3/10-
BbI€ U1 MHOTOY3/I0Bble 00pa30BaHNA B I[UTOBIIHOI >Keye3e
(pemxo mammispHbIe Wi GOIUKY/LIPHbIE KapLIHOMBbI),
OITyXO/IV KOCTHO TKaHM (OCTEOXOHPOMIKCOMBI), MHOXe-
CTBEHHbIE OITyXO/IeBble 00pa3OBaHMA CMIIATI9eCKOI HePB-
HOJl CHCTEMbI U BEPXHUX OTJE/IOB >KeTyLOYHO-KIIIEYHOTO
TpakTa (IIBAHHOMBI).

bonbmIMHCTBO OnyXosielt, acconnmnpoBanHbix ¢ Kapuu-
KOMIUIEKCOM, XapaKTepM3YIOTCA MeEIJIEHHbBIM pPOCTOM U
ZOOPOKAYeCTBEHHBIM — TeYeHueM. IIpOogo/KUTeNbHOCTD
JKM3HU OOJIBHBIX YMEHBIIAeTCS M3-3a YBEMUMYEHNUS UMCTIA
CTy4aeB BHE3AITHOI CMEPTH, BbI3BAHHOI MIKCOMOII cepzLa
u ero ocnoxxHeHuamu (B 50%). Ipyrumu mpuduMHaMu paH-
Hell CMepTH SABJIAIOTCA TSDKeNbl cuHpoM KymnHra, 370-
KaueCTBEHHbIe IITBAHOMBI JI METACTa3bl B MOIKENTYLOYHYI0
JKeresy, AMYHUKI U paK MIMTOBU/HOM JKesle3bl.

CunpapomMak-Keona-Onopaiira (McCune-Albright,
MAS) sBJseTCsA TeHeTUYeCK OOYC/IOB/ICHHBIM BPOXKMICH-
HBIM 3a00/IeBaHMeM. PacIipocTpaHeHHOCTb COCTAB/IACT OT
1:100000 go 1:1000000 macenmenms, y muL, >KEHCKOTO II0/IA
BCTpedaeTcs B 2-3 pasa yale, 4YeM Yy JIMI MY>KCKOTO IT07Ia
[32]. [TpyrumHOIt pa3BuTIA 3a00/IeBaHNA ABIACTCA MYy TaLIUA
rena GNAS1 B ak3oHe 8 [32]. Xapakrepusyercsi Tpuajoi
CYMITOMOB: JVMCCEMVHUPOBAHHON (P1OPO3HO-KMCTO3HON
IVICITa3Mell KOCTHONM TKaHM, HajmmumeM crenyduaecknx
IUTMEHTHBIX IIITEH KOQeilHOro IBeta Ha KOXKe, PasHoo-
OpasHBIMI 9H/JOKPMHOIIATUAMIAL.

DuOpOo3HO-KMUCTO3HASL ANCIUIA3NsI XapaKTepU3yeTCst
(OKaZIbHBIM 3aMelljeHNeM KOPTMKAIbHOIO C/IOsl IIPONN-
depupyromymu pubpobdracramu, 6e3 IpeKEeBPEMEHHOTO
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3aKpBITYA 30H pocTa. Yallle MOPaXkalOTCs AIMHHbBIE TPYO-
JaTble KOCTH, peXke — KOCTY ynia u deperna. OTMedaeMble
y 6ompHbIX Oonbiune motepu ¢GocdaToB ¢ MOUON TaKKe
MOTYT OBITb IPUYUHOI M3MEHEHMs KOCTHOI TKaHm [35].
Hamrume kuct npuBoputT K gedopManny KOCTH, BOSHUK-
HOBEHMIO IaTOJIOTMYeCKUX IepeZIoMOB. JucIiiasus MOXeT
TpaHCOPMUPOBATbCA B 3/I0KAYECTBEHHYIO OHYXOIb I
OOBIYHO IIPOSABILAETCA OCTEOCAPKOMOIL, XOHIPOCAPKOMOIL,
¢ubpocapkomoit Wt HepuddepeHLpoBaHHOI (HOPMOI
capkoMmsl [32].

[IurMeHTHBIE IIATHA LiBeTa «Koe C MOJIOKOM» IIpK-
CYTCTBYIOT C POXJEHV MIN NOABJIAIOTCA IO Mepe pocTa
pebenka. OOGBIYHO OHM JIOKAIU3YIOTCA Ha TPYAY, CIIMHE, B
obmacTu nosicHULBl 1 6efep. B oTmmune ot Heltpopubpo-
MaTo3a 1 TuIa, oHM 6o/lee KPYIIHBIX pasMepOB, HO MEHbIIIe
10 KOJIMYECTBY.

OHIOKpMHOIATY OOYC/IOB/ICHBI HapylleHNMeM (YyHK-
i runopusa, DK, OIIDK u nHagnoveunnkos. OCHOBHbIE
IPOsABJIEHNA SHIOKPMHHBIX HapyIIeHUll 06yCIOBIeHDI aB-
TOHOMHOJI runepdyHkuyeit runodusa u nepupepnaeckux
JKelle3 BHYTpeHHeil cekpenuu. Hambomnee dacThIM U3 HMX
ABJIAETCA TOHAIOTPOIVMHO3aBMCHMOE IpeKAeBpeMeHHOe
II0JIOBOE CO3peBaHNe, KOTOpOe IIPeMMYILeCTBeHHO HabIo-
maeTcs y ieBouek. [TepBble IPY3HAKY IIOJIOBOTO CO3PEBAHIA
HOABIIAIOTCA Y peOeHKa B cpeffHeM B 3 rofia. Y JileBO4eK Ipo-
ABJIAETCA B BUJie ABYX (HOPM: IIOTHOI (YBelTnueHe MOIOY-
HBIX )KeJle3, PaHHMe MEHCTPYaluu) WM HelolMHoi (0TCyT-
CTBUe MeHapXe). TeCTUKY/IApHbIe HAPYLICHNUA BBIABIIAIOTCA
y 80% ManpuuKoB B Bo3pacTe 3-10 meT. Y HUX oTMedaeTcs
CHMMeTPIMYHOE YBeIN4YeHe AI4eK, POCT MOI0BOTO YIeHa,
oBOjIOCeHNe Ha yo6ke. IIpexxmeBpeMeHHOe IIONOBOE CO-
3peBaHMe CBA3aHO C TOPMOHAIbHON aKTMBHOCTBIO KIIETOK
Jleiipyura, KOoTOpble HPOAYLVPYIOT OOJIbIIOE KOTMYECTBO
aHpporeHoB. [Ipu MAS-cunppoMe oTMedaeTCs IUIIepIia-
31 K1eTok Jleiijura, KoTopylo TpyAHO AnddepeHnnpoBarh
C OIIYXOJIbIO M3 3TUX KJIETOK (JIeJIAMIOMOIt), i KOTOPO
XapaKTepHbI IIOJ00HbIe KIMHIYeCKHUe MposiBieHns [32]. Y
30-80% MY>K4MH IPUCYTCTBYeT MUKponuTnas [17].

Cpeny Ipyrux 9HJOKPUMHHBIX HapyLIEHMI B pAfie CIIy-
JaeB OTMeYaloTcA AudQysHbIe MIN Y37I0Bble M3MEHEHVA
DK ¢ KIMHWYeCKMMM IPOABIEHMAMY THPEOTOKCHMKO3a,
TUIIepIIapaTUPeO3, TUIIEPKOPTULIU3M C PasBUTHEM CUHJPO-
Ma Ky1mHra, 06yc/oB/IeHHbII ABYCTOPOHHEI! IUIIepIIas-
ell KOpbl HaJIIOYEYHNKOB. B penkux ciydasx HabmogaeTcs
HOBBILIEHNE CEKPeL/y TOPMOHA POCTA, KOTOPOE IPUBOANT
K akpoMmeranuu [18,32,46].

CunpgpoM  TyGepo3Horo  ckiepo3a  (6omesHb
Bypueunna-Ilpunrna) penkoe reHerudeckoe 3abonesa-
HIe C ayTOCOMHO-JOMVHAHTHBIM THUIIOM HAaC/IeLOBaHNA,
BapbUpPYIOLIell SKCIPECCUBHOCTBIO M BBICOKON IEHeTpaT-
HOCTBIO reHa (moutn 100%). Cungpom o6ycIoBIeH MyTa-
nusamu reda TSC1, m10KanmnM30BaHHOTO Ha [UIMHHOM IIIede
9-11 XpoMocoMBI (Ty6epo3HbIit ckiepos 1-ro tuma) u TSC2,
JIOKAJIM30BaHHOIO Ha KOPOTKOM Iijiede 16-11 XpOoMOCOMBbI
(Ty6eposHblil cKepo3 2-To Tuma). Ilpn fedexrax B 9TMX
TeHax Hapyuraetcs obpasoBaHye 6€IKOB raMapTuHa (Ipu
1-om Ttiie) u Tybepuna (Ipy 2-oM THUIle), KOHTPOIUPYIO-
e pocT ¥ feneHue kiaetok. Ob6a reHa IpMHAIEKAT K
YUCITy TeHOB-CYIIPECCOPOB OIIYXOJIell, OTPAHNYMBAIOIINX B
HOpMe M30BITOYHBIN POCT TKaHell U pasBUTHE IIaTONOTUY
[11].

Yacrora cungpoma cocrasusger 1:25000-1:40000 Hace-
NeHusA. PacpocTpaHEeHHOCTb Cpefyt HOBOPOXKIEHHBIX Ba-
poupyert ot 1:6000 go 1:10000 [33].

3aboreBaHe MeeT IIOIMCUCTEMHBII XapaKTep C IIPO-
KIM CIHEeKTPOM CHMIITOMOB. Y GOJIbLIMHCTBA OOJIBHBIX 3a-
6oneBanne MaungecTrpyer B Bodpacte 1o 10 net. Cungpom
XapaKTepU3yeTcs MOPaKeHNEeM HEPBHO CUCTeMBI, KOXI,
Ha/M4ueM JOOPOKadeCTBEHHDBIX OIyXoseil (raMapToM) B
Pa3IMYHBIX OpraHaX U TKaHAX (MO3ra, KOXI1, I71a3, CepALa,
JIETKMX, II0YeK), U3BMEHEHVIAMU B CKeJleTe, B PeKMX CTyJasax
Hedyukunonypyomumy HOO IDK [36].

KoxHble WM3MeHeHMA IIpefCTaBIeHbl TIMIIOINMIMEHT-
HBIMU ISITHaMy, aHrmopubpomamu mmia, Grbépo3HbBIMU
ONAIIKAMY, YYACTKAMM «IIATPEHEBOI KOXI», OebIMu
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OpAASAMM BOJIOC. [MNONMIMEHTHBbIE IATHA OTMEYAIOTCSH
B 90% ci1y4aeB, HEPeLKO OOHAPYXUBAIOTCA C POXKCHUA
U ABJIAIOTCA OFHVM U3 MaHM(EeCTHBIX IPM3HAKOB 3a00-
nepaHysA. AHrnodu6pomsl mnua Habmonawrca y 45-90%
OOJIbHBIX, IIOABJIAIOTCS MOCTIE 4 JIeT, PACIIONOYKEHDI CUMMe-
TpuuHo. GrOpo3HbIe OJIALIKY Yallle IOKaIU3YIOTCA Ha 16y.
«[IlarpeneBas koxxa» BcTpedaerca B 20-60% ciyyaes, dalie
B IIOSICHUYHO-KPECTI[0BOI 06macty, pasmepamu 0 10 cm.

[TopaskeH1sI TOJIOBHOTO MO3Ta 00YC/IOB/ICHbI Ha/IMYMeM
KOPKOBBIX TybepcoB (raMapToMmsl), CyO3IeHMManbHbIX
Y3/I0B ¥ aHOMa/MMAMU O€/I0r0 BellleCTBAa MO3ra, KOTOpbIe
HOMMHMPYIOT B KIMHIYECKO KapTuHe 3a6oeBanus (3mm-
JIENTIYeCKMe TIPUCTYIIBI, YMCTBEHHAsA OTCTA/NIOCTb, Hapy-
IIeHNsI TIOBEEHNMS).

Iopakenne mouek ormedaercsas B 60-80% cnyyaeB B
BIJIe MHOXXECTBEHHBIX IBYCTOPOHHUX AHTMOJIVMIIOM, Ta-
MapTOM, ITOJMKICTO3a VI M3ONMPOBAHHBIX KNCT, aHEB-
PU3MBI [IOYEYHBIX COCYHOB. Y 1-5% 60/MBHBIX TyOepO3HBIM
CK/IEPO30M BBIABJIAIOTCA WMHCYIMHOMBI, KOTOpBIE MOTYT
HOSBJIATBCS. B Bo3pacte 6 yeT [3]. VI3meHeHus B ckenere
XapaKTepU3YITCA OCTEONIOPO30OM, KUCTaMU, JIOKATbHBIMU
TIepUOCTaTbHBIMU YTOJIIIEHVAMIL.

XapakTepHble HOBOOOpPA3OBaHMS KOXKM JIMIA M IJIa3
(peTMHaIbHAS TaMapTOMa WM KPYIIHOKJIETOYHAs acTpo-
L[MTOMA, TUIIONMTMEHTHBIE IIATHA Ha Pajly>KHOI 000/104Ke)
UCIIONB3YIOTCS NIPY HA4a/IbHOM AuarHocTuke [33,36].

[eHeTHYeCKIE MCCIEOBAHNA B IIONCKAX TeHOB, MYyTa-
LMY B KOTOPBIX MOTYT OBITh IPUYMHON PasBUTHs HAC/Ie]-
CTBEHHBIX (OpM 3a00/IeBaHNMIi, MO3BOMMIN B IIOC/IENHEe
JecATUAeTVe BBIABUTDH pasNMIHble HOBbIE BapMAHTHI, Xa-
paKTepusyIomecs HalndmueM OCHOBHBIX IIPM3HAKOB KJIac-
CUYeCKUX CUMHAPOMOB MOH ¢ HEKOTOpPBIMM BapHaIVIsAMIL.
TToasunock HoBOe noHATHE — MOH-nogo6usie (MEN-like)
3abonmeBanus [14].

HecoMmHeHHO, KaXfoe HaOIIOfeHIe aTUIINYHOTO CYH-
npoma MOH npezncTaBisgeT MHTepeC B IUIaHE STUONIOTUY U
MopdoreHesa CIIOpaiuueckux U CeMeiHbIX HaC/Ie[CTBEH-
HBIX (POPM 9TOTO CHHAPOMA. DONBUIMHCTBO M3 HUX OTHO-
CUTCSL K 4MCTy HACIEACTBEHHBIX 3a00/IeBaHMIl, KOTOpbIe
IepefaloTCsA Mo Ay TOCOMHO-JOMIHAHTHOMY, C BLICOKOI] Te-
HETPAHTHOCTBIO U BapuabeIbHOI IKCIPECCUBHOCTHIO TUITY
HacneqcTBeHHOCT. Kakzpli BapmaHT cuHApoMa MOH
UMeeT CBOJI eHeTH4yecKuii «cybcrpar». Bmecre ¢ Tem, re-
HETN4YECKaA CHCLU/[(];)I/I‘IHOCTI) KaXIOT0 13 BapMaHTOB CUH-
mppoma MOH He abcomioTHa, cTporas reHeTndeckas o6y-
CJIOBJIEHHOCTD VX B OIIPEfIe/IeHHOI CTEleH! YCIOBHA, MOJ-
TBEp>KEHMEM Yero MOTYT CIIYXXWUTb Pa3/YHbIe aTUIIIYHbIe
coderaHus pucasuit. [Juddepeniyanbaas auarHocTrka
3TMUX BapMaHTOB BO3MOXXKHA IPU IPOBENEHMU TeHeTHde-
CKOTO CKPVMHVHIA M3BECTHBIX MY TalLlMIi, IPMBOJAIINX K Ha-
C/IeICTBEHHBIM BapMaHTaM cMHApoMoB MOH.

JlaHHbBIe TeHeTNYeCKMX VICCIIe/{OBAHWIT TI03BOJIMIN BbLA-
BIUTD HaJIM4YVIe Pa3/INYHbIX BAPMAHTOB CMHApoMoB MOH-1 1
MO3H-2, koTopble B TOI MM MHON CTeTIeHU UMUTUPYIOT 3TU
K/TacCHYecKe CMHAPOMBI Ha/IM4MeM HEKOTOPBIX OCHOBHBIX
IIPU3HAKOB C Pa3INYHbIMYU XapaKTepHBIMM Bapuauusamu. B
3apyOeXHOII MTepaType HeKOTOpble BApPMAHTHI OIVICAHDI
kak MOH-nopo6Hble CHHAPOMBI, TeHeTUdecKne 0cobeH-
HOCTM KOTOPBIX OBUIM YCTAaHOBJIEHDBI 3HAYUTEIBHO IO3[-
Hee [14]. IIpu reHeTM4eCKUX UCCIETOBAHVAX HEKOTOPBIX
«HOBBIX» MOH-cuHAPOMOB ObUIO YCTaHOBJIEHO, YTO OHU
ObUIM BBI3BaHBI MYTALMAMU TeX JKe TeHOB, YTO 1 K/Iaccuye-
ckre cuHApOMBL. Ho B GO/MBIIMHCTBe C/Iy4aeB IpUYMHAMY
MOH-1ofo6HBIX CHHIPOMOB SBWINCH MYTalMU APYTUX
TeHOB. B HacTosmIee BpeMsa Hanbosiee M3ydeHbI IeHeTHYe-
CKJe OCHOBBI HAC/Ie[[ICTBEHHBIX CMH/IPOMHBIX BapMaHTOB,
ACCOIMMPOBAHHBIX C IIEPBUYHBIM TMIIEPIIAPATIPEO3OM U
afieHoMoli runodusa.

K oTHeNbHBIM FeHeTHYecK) 00YC/IOB/IEHHBIM CUHIPOM-
HBIM BapMaHTaM, aCCOLUVPOBAHHbIX C IEPBUYIHBIM IMIIEP-
apaTUpeo3oM, HapAay ¢ cunapoMamy MOH-1 u MOH-2A,
OTHOCAT CEMENHBINl M30NMMPOBAHHBINM TUIEpIIapaTupeos
(FIN), runepriaparmpeos-omnyxonb HyxHelt yentoctu (HPT-
JT), cemeiiHasi I'MIOKaNbLUypUYeCKas TMIEPKaIbLMeMus
(FHH), cemelinasi TuIepKanbLyieMysi C TUIIepPKaIbLnypyieit



(ADMH), TsKenmblil TuUIlepapaTypeo3 HOBOPOXKEHHBIX
(NSHPT).

K HacneficTBEHHBIM CHMHJpPOMaM, acCOIMMPOBAHHBIX
C ajleHoOMaMu rmnoqmsa, HapA#y ¢ cuHapomoM MOH-1,
OTHOCAT CeMeliHble M30/MPOBAHHBIE aJeHOMBI TUIO(U-
3a (FIPA), mpomakTuHoMHbI Bapuant MOH-1 (MOH-1-
Burin), Kapuu-xommnnekc (CNC), cMHAPOM MHOXKeCTBEH-
HBIX 9HJOKPMHHBIX Heomasuit 4-ro tumma (MOH-4) u
reHeTMYecKuil (He HaclaemyeMblit) cuHApoM Mak-Kplona-
On6paiita (MAS), 061MM IPU3HAKOM KOTOPBIX CYUTACTCA
orcyrcTBue myrauun B reie MEN 1 [14,45].

Cemeitnbiit  uzonmuposanupii  IITTIT  (Famillial
isolated hyperparathyroidism, FIN) 6e3 MOH BcTpeyaer-
€5 VICKJIIOYUTEIBHO pefKo. Takux 60/IbHBIX 4aCTO OTHOCAT
K cemeitnpiM IITTIT B coctabe MOH wmnm TpakTyloT Kak
ZOOPOKAYECTBEHHYIO CeMEHYI0 T'MIOKaIbLYpPUYECKYI0
runepkanbuuemuto. CeMerHblil nsomuposansbni TITTIT
6e3 MOH mnpakrudecky Bcerga mpossiserca fo 10-ymet-
Hero Bospacra. CeMeliHbII M30MMPOBAHHBIN TUIIEpHapa-
THPEO3 ABJIACTCA TeHeTHYeCK) HeOJHOPOIHBIM 3a00/eBa-
HueM. [lokaszaHa cBA3b Mexay HamaueM I[IITIT u moky-
com Ha 11q13 (cxomublil mnn upeHTN4YHbIT reny MEN-1)
y 4IEHOB ceMell ¢ ceMeliHbIM u3omupoBaHHbiM [ITTIT 6Ge3
MO3H. OpgHako 3Ta KIMHUYECKM BbIPayKEHHAsI aCCOLMALINS
He uMeeT cBA3M ¢ nokasareneM JJHK na 11-it xpoMmocome,
4YTO CBOJCTBeHHO 1A MOH-1, u Ha 10-71 XxpoMocoMe, 4TO
xapakrepHo i1 MOH-2 [2]. VI no HacTosiuiero BpeMeHn
B OOJIBIIMHCTBE CTy4yaeB IPUYNHOI CEMENHOTO M30INpO-
BAaHHOTO I'MIIEepIIapaTpeo3a ABIAITCA MyTalli B elle He
BbIABJIEHHDBIX reHaX. CunMTaeTcs, YTO B MEHbILIEH CTEleHn
pasBUTIE CEMEITHOTO M30/IMPOBAHHOTO TMIIEPIIAPATIPE03a
MO>KeT OBITh 00YC/IOB/IEHO My TALIVSIMM KaXK/IOTO U3 3 TeHOB
- MEN1, HRPT2 u CASR [25,37,45].

CHHApPOM I'UIIepIapaTIIPe03-0IyXo/lb HIKHEN Yelo-
cru (hyperparathyroidism-jaw tumor syndrome, HPT-JT)
obycnosen myraumsamu resa HRPT2, noxamisoBaHHOrO
Ha xpomocoMe 1q24-q32 u xopmpyromiero 6emok mapadu-
OPOMIH, KOTOPBIIT B HOpMe (PyHKIIMOHUPYET KaK CYIpeccop
oryxoyneBoro pocta [20,37]. 9T0o ayTOCOMHO-/JOMIHAaHTHOE
3a007IeBaHe TIPOABIACTCA MEPBUYHBIM TUIIEPIAPATUPEO-
3o0M (90%), omyxomamu uemoctu (30%) u mouex (20%),
peske raMapToMaMi o4YeK 1 HeppoO6m1acToMOt.

Y 80% G6ONbHBIX C THUIlepIapaTupeo3oM 3aboneBaHue
PpasBUBaeTCA B KOHIE IIOAPOCTKOBOTO BO3PACTa, YTO CXO/IHO
¢ MOH-1. B ormmune ot MOH-1 runepnapaTnpeos ABAAeT-
st 6ormee arpeccuBHBIM. Y GOJIbHBIX, KaK IIPaBUIIO, OTMeYa-
eTcst 6oree TsDKeas TUIIEPKAIbIEMNs I B Psfie CIydaeB
BIIIOTb JIO TUIEpKanbl[MeMU4ecKoro Kpusa. BriaBAoTca
yamie ogHa uiau ABe ageHoMbl OIIDK, xoTopble MOTYT BO3-
HIKATb CMHXPOHHO WM MeTaxpoHHO. OFHOIL 3 0COOeHHO-
CTell TapaTUpeoyJHON HeOIIasuy ABIAI0TCA YacTO BCTpe-
yarolmecs KUCTO3Hble mopaxkeHus. Ilpu atom cunppome
OTMeYaeTCs BBICOKMI PUCK Pa3BUTUA MHapaTUPEOUIHOI
KapuHOMBI (50 15%), 6eCCIOPHBIM J10Ka3aTenbCTBOM KO-
TOpOJ1 ABMAIOTCA JOKaAbHAsA MHBa3UA /UM MeTacTasbl
[43]. Cxpunnur IIITIT mpemycmaTpuBaeT oOIpefereHye
MOHU3VMPOBAHHOTO Ka/lblUsA B KPOBU ¥ NMAPaTUPEOUTHOTO
TOPMOHa, KOTOpbIe CllefiyeT IPOBOAMUTD C 15-71eTHET0 BO3-
pacra [37,43].

VIsMeHeHNU:A B KOCTHOII CUCTeMe XapaKTepHbI (p16po3HO-
KICTO3HbIE IOPAYKEHNA IPENMYIIeCTBEHHO BepXHe 1 HVK-
Hell democTyt, occuuuupyomue ¢puépomsr. PubdposHbIe
OIIYXOJIV BEpXHeil M HIDKHEN 4eIIoCcTeil 60/iee CXORHBI C
OCTeoreHHbIMH (HUbpoMami, 4eM ¢ Oypoil OIyXOJIbIO, BBI-
ABJIAEMOIL Y OONbHBIX mpu uTenbHOM passuruy IITTIT
[3]. Hi B oHOM 13 OIMCaHHBIX HAOMIONEHNUIT He BBLAB/ICHBI
37I0Kau€CTBEHHbIE OITYXO/Y YETIOCTH.

[Toyeunble mopaxkeHys BcTpevaroTcs y 20-40% 60/IbHBIX
U BK/TIOYAIOT 2-X CTOPOHHME KUCTBI, IOYeYHbIe TaMapTOMBI,
aJleHOKapLMHOMBI ¥ aU/IIAPHO-KI€TOYHbIE KaPLMHOMBI.

CeMmeiiHble WM30MMPOBaHHbIE afeHOMbI runodusa
(Familial isolated pituitary adenoma, FIPA) siBrsiercs re-
HeTUYeCKMM 3a00/IeBaHMeM C ayTOCOMHO-JOMMHAHTHBIM
TUIIOM HAC/IeflOBaHMA C HEIOJHOM IIeHeTPaHTHOCTDIO.
[TpyyyHON BO3HMKHOBEHNUA afileHOM Imnodusa ABIAIOTCA
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MmyTanuu B reHe AIP, pacnono)xeHHOro Ha AJIMHHOM Iieye
11 xpomocompl 11q13. Myranuu B rene AIP oTmeuens! y
15-20% ceMei ¢ M30IMPOBAHHBIMU aJleHOMaMy IUIodusa
u B 1% - mpu cropapmyecKux omyxomax rumocusa. Ins
ocranbHbIX FIPA-ceMeit 3TMONMOrMYeCKNIl I'eH MoKa He U3-
BecreH [14,21].

3aboreBaHye XapaKTepMU3yeTCsl Pa3BUTUEM OIYXOJIeil
runodusa y 2 u 60jiee WICHOB ceMell IpU OTCYTCTBUY PY-
TMX 3HJOKPMHHBIX CMHJPOMOB, aCCOLMMPOBAHHBIX C OIY-
XOJIAMIU. YCTaHOBJIEHO, uTo Ipu FIPA omyxomu MoryT 6bITh
TOMOTeHHBbIe (a/leHOMBI OFHOTO KIMHUYECKOTO THUIIA) U Te-
TeporeHHbIe (OIIyXO/IM PasIMYHOrO THUIA B PaMKaX OTHOI
ceMby). AneHoMsbl runo¢dusa B pamkax FIPA cocrasiior
6oree 2% oT Bcex afeHoM runo¢usa. B mreparype ommnca-
Hbl 601ee 400 cemeit ¢ FIPA [5].

B ormmune or MOH-1 n ciopapgnyeckux cinydaes, B ce-
MbsaX ¢ FIPA mpeo6mapaoT npomakruHoMbl (40%), coma-
TOTPONMHOMBI cocTaBAlT 30%, cmemannsle CTI/ITPII-
IpOAYLVPYIOIIME OMyXomu — OKoso 10%, ropMoHa/IbHO-
HeaKTUBHbIe afieHoMbI — B 10% [21]. IIpu comaToTponmHo-
Me 3HaYMTeIbHO 4allle, YeM IpY CIIOpaindecKnx GpopMax,
HaO/II0fjaeTCsl TUTAaHTU3M. AJleHOMBI runodusa y 601bpHbIX
¢ myrtanueit B rene AIP B 2/3 cry4aeB BCTpeyaroTCA y MyXK-
YMH.

BonpumHcTBO omyxoneit runodusa y 60mpHbIX ¢ AIP
MyTalyell ABJIAIOTCA MaKpoaJeHOMaMl, MMeEIT O6olee
arpeccuBHOE TedyeHNMe C YCKOPDEHHBIM MHBAasWBHBIM pO-
CTOM, 4aCTO MaHU(ECTUPYIOT B JETCKOM IV I0HOMIECKOM
BO3pacTe.

K u4pesBpryaitHo penkuM MOH-1opo6HBIM CHHAPO-
MaM OTHOCHUTCSI OOHapy)XeHHbIT HelaHo MOH cunapom
4-ro Tuna (MOH-4), 111 KOTOPOro XapakTepHa HOHCEHC-
myTanuaA B rene CDKNI1B 1 oTcyTcTBUe MyTanuil B reHe
MENI1. OCHOBHBIMM KIMHUYECKMMHU IPOSBIECHUAMI 3TOTO
CMHJIpOMa SIBJIAIOTCS NEPBUYHBII TUIIepIapaTHpeos 1 aje-
HOMBI I'no¢M13a, HO MOTYT Pa3BUBATHCA U JPYTHE OYXOJIN
(6ponxos, nerknx, DK, momkenynouHOI >Kee3bl M Haj-
no4e4HnKoB)[30]. B sapyOexxHoit uTeparype IpuBeeHbI
eIMHNYHbIE TIOfOOHBIE HAOMIOEeHNA. YYUTBIBAs OTCYT-
ctBue crienuduyeckoro mit MOH-4 deHoruna, amarsos
HEBO3MOXKHO YCTaHOBMTb TONBKO IO KAMHUYECKMM IIPO-
ABJIEHNAM [6].

3acmy>XKuBaoT BHYMaHNUA cOYeTaHNUA N3BecTHbIX MOH-
CMHJIPOMOB C ZApyrumy 3abonesaHuaAMu. B mmrepatype
omucaHbl 2 BapuaHTa cuagpoma MOH-2A: MOH-2A (CLA)
C KOXXHBIM JMINAHBIM aMuaongosoM (cutaneous lichen
amyloidosis, CLA) u MOH-2A B couyeTannu ¢ 60/me3HbIO
Ivpmmpynra.

MO3H-2A B coyeTaHUM ¢ KOXKHBIM NIIATHBIM aMUJIOU-
T030M BCTpeYaeTCs PefKo U XapaKTepU3yeTCs OTI0KeHU-
eM aMIWIONJA B aNupiepMuce n fiepMe ¢ GpOpMUpOBaHUEM
MHO>KECTBEHHBIX 00pa3oBaHUIT Yallle BCETO MO 3afiHeil Mo-
BePXHOCTY IPYAHON KI€TKI BBILIIE JIOLATOYHOI 06macTit. Y
OOJIBIINMHCTBA TAKMX GOIBHBIX BBIPAXKEHHBIIT KOXKHBI 3V
0T 3 10 5 JIeT IpefIIecTByeT PasBUTHIO 3TUX 00pasoBaHuUIL.
OTMedeHbI TaK)Ke HEBPOJIOTMYECKIe AHOMATIUA.

bonesnp [mpumpynra (Bpox/eHHas aHOMaInsA pa3Bu-
TUA TOJICTON Kuiiku) B 70% BCTpevyaeTcs Kak OT/Ie/IbHOe
3aboneBaHie, B 12% accoLMMpoBaHO ¢ XPOMOCOMHBIMI Ha-
pyuwenuamy, B 18% ABisgeTCA OHUM U3 IPU3HAKOB HACTIE]I-
CTBEHHBIX CMHIPOMOB. Briienennio atoro Bapuanta MOH-
2A croco6cTBOBAIO BO3pOCIIee BHUMAaHIE HA POJIb MyTa-
nuit RET-poToHKOTeHa B PasBUTHUIU 9TOTO 3a00/IeBaHMA.
lepmmnorennas myrauus reia RET kogonos 609, 611, 618
u 620 BbLaBAeTcA B 10-40% cnyvae 6onme3nu [upuimpysra
1 Yalle Bcero accouuuposana ¢ MOH-2A u cemerinoit pop-
moit MPIIDK. Otnyuns B myTanuu rena RET npu cunpgpome
MOH-2A n 60ne3uu [upnpysra 6bUIM BHLABICHBI TOILKO
B 1% cmy4ae [44]. B pefkux clry4asx Opy MyTaLMU 3TUX
KOJIOHOB 60se3Hb luplmnpyHra passuBaeTcs 6e3 Ipu3Ha-
KoB cungpomMa MOH-2A. bonbIMHCTBO aBTOPOB CYNTAIOT,
yto 6obHBIE ¢ MOH-2A mo/mKHBI 6BITh 06C/IENOBAHbI Ha
IpeIMeT MOTEeHIMAIbHOTO pucKa Oomesun Iupmmpynra, a
ZeTell ¢ 9TUM 3ab0JIeBaHUeM CIefyeT HOABepraTb reHeTH-
YeCKOMY CKpMHMHTY Ha MOH-2A.
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B nureparype mpuBOAUTCS JOCTATOYHO OOIBIIIOE KO-
4eCcTBO HAOJMIOfieHNIT, KOTOpble oTHOCAT K MOH cmermman-
HOTO THIIA, KOT/Ia OMH 13 2 criennuiecKnx KOMIIOHEHTOB
onHoro u3 TunoB MOH coueTaeTcs ¢ ameMeHTaMM J[PyTOro:
codYeTaHue raCTPUHOMBI (CHHAPOM 30/UIMHTepa-IIINCOHA)
¢ M9H-2; omryxonu 3apuest gomy runogusa ¢ MOH-1; mpo-
JIaKTUHOMBI ¢ MOH-2A; cemeitHOro afeHOMaTO3HOI'O I10-
nunosa KuimeyHuka ¢ MOH-1 u MOH-2; kapuuHougHoi
ornyxonu AndHnKa c MOH-2A.

B 3akioueHne ciefyeT OTMETUTD, YTO B OT€4ECTBEHHOI
JIUTepaType TONbKO B IIOC/IEHUE TOfIbl CTA/IM HMOSBIATHCS
HEMHOTOYMC/IeHHble nyOnukanuy (B OCHOBHOM 0030p-
HOTO XapakTepa), MOCBsIeHHbIE TTOKa Ma/JON3BECTHBIM B
Hameil cTpaHe penkuM u MOH-mofo6HBIM CHHEPOMaM.
BakHelmmM MeTOIOM paHHel (HOKIMHNYECKOIT) AMarHo-
CTUKM Hac/efCTBeHHbIX popM MIOH-cHAPOMOB sIBIsIETCS
MOJIEKY/ISIPHO-T€HeTUYeCKOe TeCTMpOBaHUe C IpUMeHe-

nuem JJHK-ananmsa MyTaumit cOOTBETCTBYIOMIMX TI€HOB
y OOMBHBIX U €ro OMIDKAMIINX POACTBEHHMKOB, KOTOpOe
ocrarorca ele (3a HeOONbIIMM MUCK/IIOUEHUEM) MAIOfO-
CTYIIHBIM B K/IMHIYECKOI IIPaKTUKe.

Konpnuxm unmepecos. Asmopui 3asgensiom o6 omcym-
CMeuUU KOHPUKMA UHIMEPecos.

IIpospaunocmv uccnedosanus. Viccrnedosanue He umeno
cnowcopckoti noddepsxcku. Vccnedosamenu Hecym nOmHY10
omeemcmeeHHoCmMy 3a NpedocmasieHue OKOH4AMENbHOL
8epcuLl pyKonucu 6 neuamo.

Hexnapayus o Ppunancosvix u unvix 83aumoodeiicmeu-
sx. Bce asmopvl npunumanu yuacmue 8 paspabomxe KoH-
uenyuy 1 OU3atina Uccned08anUst U 6 HANUCAHUU PYKONUCU.
OxonuamenvHast 8epcust pykonucu 6viia 0000peHa scemu as-
mopamu. Aemopul He NOTYHANU 20HOPAP 3a UCCTIE00BAHUE.

Pa6oma nocmynuna 6 pedaxyuio: 19.01.2016 2.
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ABOVHAA N TPONHAA AHTUTPOMBOTUYECKASA TEPANUA NPU
onsPUNNALUMU NPEACEPAUU N OCTPOM KOPOHAPHOM CUHAPOME

Enena Cepeeesta Exuceesa
(MpxyTCKmit rOCYAapCTBEHHBIN MEAMIVHCKIUI YHIBEPCUTET, PEKTOP — [.M.H., pod. V1.B. Manos, kadenpa
TOCHNTA/IBHON Tepanuiy, 3aB. — I.M.H., 1pod. [.M. OpnoBa; VIpkyTcKas rocysapcTBeHHas MeIMUIMHCKas aKajeMus
IIOCIIEANIIOMHOT0 06pasoBaHs, peKTop — A.M.H., Tpod. B.B. llnpax, kadenpa kappauonornu u npopmiakTukm
CepAeYHO-COCYANUCTBIX 3ab0IeBaHmMii, 3aB. — A.M.H., Tpod. K.B. ITpoTacos)

Pesrome. IIpesicTaBienbl faHHbIE O KOMOMHMPOBAHHON aHTMKOATY/ISTHTHOM M aHTUTPOMOOLIMTAPHOI Teparun y 60/Ib-
HBIX C OCTPBIM KOPOHApHBIM CHHZIpOMOM U Gubpmmisanmeit npepceppuit. O6CY>KIal0TCsI OCHOBHBIE ITOJIOXKEHNS, U3TI0-
»keHHbIe B PykoBozncTBax 1 COITIaCUTENbHBIX JOKYMEHTAX I10 JIeYeHNIO OOMbHBIX ¢ puOpHMUIALIel Ipefcepnil, OCTPBIM
KOPOHApHBIM CUH/IPOMOM, PE€BACKY/APU3ALNN MUOKAP/a, IPMMEHEHNIO HOBBIX OPA/IbHbIX aHTUKOATY/IAHTOB, B KOTOPBIX
paccMarpuBaeTcs ABOJHAA U TPOJHAA aHTUTPOMOOTIYECKAs Tepalys.

KnroueBble cnoBa: OCTpBIl KOPOHAPHBIN CUHAPOM, GUOPWIUIALMA IIpefcep/iyii, OpalbHble aHTUKOATY/IAHTBI, aHTHU-
TPOMOOLMTapHBIE IIpelapaThl.

DOUBLE AND TRIPLE ANTITHROMBOTIC THERAPY IN
ATRIAL FIBRILLATION AND ACUTE CORONARY SYNDROME

E.S. Eniseeva
(Irkutsk State Medical University, Russia)

Summary. Data on combined anticoagulant and antiplatelet therapy in patients with acute coronary syndrome and atrial
fibrillation has been presented. Problems outlined in the Guidelines and Consensus documents on the treatment of patients
with atrial fibrillation, acute coronary syndrome, myocardial revascularization, the use of new oral anticoagulants, which
discusses dual and triple antithrombotic therapy, have been considered.

Key words: acute coronary syndrome, atrial fibrillation, oral anticoagulants, antiplatelet drugs.
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