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MHOKECTBEHHAA DHIOKPUHHAA
HEOILIASHA

ChB. [Muncxuii, BA Benobopooos

(MIpryTCKMI rocyaapCTBEHHBIA MeAVLIMHCKUI YHHUBepCHTeT, pekTop - akaa. MTA u AH BLUI A.A. Maiido-
poaa, Kadeapa obeit Xupypruu, 3as. - npod. C.B. I'MHckui)

PesiomMe. B npeacrasneHHoM o063o0pe nutepatypbl OnNvcaHbl COBPEMEHHbLIE CBEAEHUA O Pa3INYHBIX
BapMaHTax CNopaguyeckmnx 4 HacneacTBEHHLIX GOPM CUHAPOMA MHOXECTBEHHOW 3HAOKPUHHOM HEO-
nna3uvm (M3H), ocob6eHHOCTW UX NPOABAEHUS, HACTOTA BbIABNSEMOCTU W PE3YNbTaThl IEHEHWS.

Enle coBceM HEAABHO 3TOT CHHAPOM OBIA MaAo
U3BECTEH He TOABKO UIMPOKOMY KPYTYy BpaueH, HO U
CIIeLIMaAMCTaM - S3HAOKPUHOAOTaM, OHKOAOTaM, XHU-
pypram. Y Ao HacTosilero BpeMeHHu coueTaHue MHO-
JKECTBEHHBIX ONyXOAel 3HAOKDMHHBIX >XeAae3 Ha-
OAIOA@eTCA OTHOCHTEABHO DEAKO, HECMOTDH Ha TO,
YTO KOAUYECTBO Oy OAMKOBAHHBIX HAOAIOAeHHH 3Ha-
YHUTEABHO BO3POCAO. B mocAepAHHe TOALI K HeMy NpH-
KOBaHO BHUMaHHe 3HAOKPHUHOAOIOB, OHKOAOTOB,
KAMHMIUCTOB, MOpQ0AOroB, reHeTHKOB. R. Thakker
[47] He cayuaitHO Ha3aBaa MOH cnHApPOMOM ABapna-
TOTO CTOAETHSI.

DTOT CHHAPOM H3BECTEH IOA Pa3sHBIMH Ha3BaHM-
AMU. «( CHHAPOM MHO>XECTBEHHBIX JHAOKPHHHLIX ony-
xoaer {CM30)», «MHOXXECTBEHHBIM 9HAOKPHUHHBIH
apaeHoMarto3 (M3A)», «TOAMTAQHAYASIDHEIH aAeHOMa-
TO3 SHAOKPHHHOW CHCTEMBI», « MHOXXECTBEHHAs 3H-
AOKpHHHas Heonaaszma (M3OH)». [TocaepHee yaiye
BCEro CTaAO MPUMEHSITLCS B OTeYeCTBEHHOM U 3apy-
0e>)XHOM AuTepaType. PasAuYaroT 3 OCHOBHBIX THIIG
MHOXXECTBEHHBIX 9HAOKPHUHHLIX HeonAasui: MOH - |,
M3H - Ila, M3H - 116.

B nocaepHME FOABI B AUTEpaType NOSBUAMCH CO-
OOGIIEHUST O HOBBIX «He TUIIMYHLIX» BapHUaHTaX CUHA-
poma M3H. CnipaBeaanBo 3ameTA J. Camey [22], uTo
HapsiAy ¢ oOllenpUHATEIMH CHHApoMamMu MO3H -1,
M3H - lla, M3H - 16 Ha 0CHOBE BBIABAEHHS APYTHMX
COYEeTaHUN 3HAOKPUHHLIX (M A@XKe He 3HAOKPHHHAIX)
ONyXOA€H He UCKAIOYEHO NOSIBAEHHUE «HOBBIX CHHA-
POMOB» MHOKECTBEHHON SHAOKPHHHOM HEeONAa3UM,
3TO MOATBEP>KAACTCSI COOTBETCTBYIONIMMH ITyOAHKaE-
nuamu. Tak, A.M. AH4uKoBa 1 coasT. [1] npuBeAn
HaOAIOAEHHUE COYEeTaHUs MEAYAAIPHOTO paKa LHUTO-
BUAHOM XXeAe3kl C MeTaCTa3MPOBAHUEM (B perHoHap-
Hble AUM(aTHYeCKHe Y3Abl, KOCTHBIH MO3r, AETKHE,
nevyeHs), CHHApoMa MapdaHa, HelipoMaTo3a CAM3H-
CTBIX 0B0AOUYEK U AMATHOCTHUPOBAAM 3TOT CAyYait Kak
OAMH U3 BO3MOXHEIX BapuaHToB M3JH - Il Tuna (ero
arunnyeckas ¢opma). M.A. Kyaaes u coarr. [10] B
rpynny MOH BKAIOYHAH COOCTBEHHbIE HAOAIOAEHUS
CACAYIOLIHX COYETAHUN: KapHUHOHUA 12-nepcTHOM
KHULIKH, aAeHOMa HAATIOYEeYHHKA U Y3A0BOH 306; pak
SMYHUKA ¥ KUCTA 3aAHeH AOAY runodH3a; pax IHUTO-
BUAHOW XeAe3bl U UCTAAEHOMAa 000UX SUYHHUKOB,;

(heoXpoMOLIATOMa AEBOTO HAANIOYEYHHKA, aACHOMA
KOPBEI MPABOTO HAAIIOYEeYHHKaE, 300a U paka SUYHU-
KOB; 300a U aA€HOMBI HAATIOYEYHHUKOB,; 300a ¥ IJUCT-
AACHOMEI SHUHUKOB; 300a U AUTIOMbI HAATIOYEYHHUKOB
u Ap. B 22 u3 30 cAyyaeB coueTaHHBIX MOPa’XxeHHH
HECKOABKHUX SHAOKPHHHBIX OPTraHoB OblAa BOBAEYe-
Ha WUTOBHAHAs XeAe3a. K.I'. Ceae3HeB U coaBT. [17]
onucard HabOAIOAEHHEe COYETaHHUSl paka FOpTaHU H
ONYXOAM LIHTOBUAHOH U NapPalJHTOBHAHOM XKeaes.
T.A. AOpOMIEHKO U COaBT. [4] cOOOIIMAH O ABYX Ha-
OAIOAEHHUSX «CMelllaHHOro» cCMHApoMa M3H, Koraa
OAMH U3 «crenuUIecKuX KOMIIOHEHTOB» OAHOTO M3
TunoB M3OH coueTtaacs c aaeMeHTaMHu Apyroro. B
OAHOM CAyYae ONyXOAb HAAIOYEYHHKA COYeTaAaCh C
MEHHHTEeOMO¥ r'OAOBHOTO U CIMHHOTO MO3ra, B ApYy-
rOM - OITyXOAL HAATIOYEYHUKA C MEHMHIeOMOM CIIMH-
HOTO MO3Ta ¥ y3A0BBIM 3060M. P. Jenkins et al. [37]
NPUBOASAT HAaOAIOAEHHE OAHOTO M3 BAPHAHTOB
M3H-Ila, npy KOTOpOM OTMEYEHO COYeTaHHUe Me-
AYAASIDHOTO paKa IMTOBUAHOM JXeAe3nl U MeTacTa-
THYECKOTO paka OKOAOHIUTOBHAHBIX )XeAae3 0e3 Ha-
AHYHST PEOXPOMOIUTOMEBL.

B CBSI3M C 3THM CAEAYET OTMETHUTh, YTO ONyXOAH
IIUTOBHAHOM JXeAe3bl MOTYT BCTpeYaThCsl NIPY pas-
AMYHEIX BapHaHTaX MMOAHMHEOoIlAa3ul. B mocaepHee
AECATHAETHE B AUTEpPAType Bce Yalle NyOAUKYIOTCS
CcOoOGIIeHHs O TEPBUYHO-MHOXXECTBEHHBIX OITyXOASIX
y OOABHBIX PAKOM IJHTOBUAHOM JKEAE3bl, KOTA@ BTO-
pasi (M/UAH TPEThS) ONYXOAb MOI'YT AOK@AM30BaTLCS
B Pa3AHYHBIX OpraHax. ¥ OOABHBEIX PAKOM UIUTOBHUA-
HOWM >KeAe3hI BO3MOXXHE! 3 BApHMaHTa BOZHHKHOBEHUS
MMePBUYHO-MHO>KECTBEHHBIX OITYXOAeH: 1) FOpMOHAAL-
HO-3aBHCHMBIE; 2) DAAMOUHAYIIIPOBAHHEIE; 3) reHeTH-
yeckHU obycaoBaeHHEIe [9].

[MepBUYHO-MHO)KECTBEHHbIE OMYXOAH AOAXKHBI
OTBeYaThb ONPEASAeHHBIM KDHUTEDHSIM: BTOpasi ony-
XOAB HEe AOAXKHA SIBASITHCS METAaCTa30M NIEPBOH, AOA-
JKHa OLITH PACIIOACYKEHA AOCTAaTOYHO ABAEKO OT Hee,
M AOKaAH30BaThCSl B OpraHax, B KOTOPBIX He MOTYT
OBLITH METACTa3kbl NepBoM onyxoau. Cunapom M3H
XapaKTepHU3yeTcsi HAAWYUEM HeMPO3KTOACPMAABHO-
ro MPOMCXOXXAEHHS ONYXOAH M/HUAM I'MIIEPNAA3HH B
ABYX M 60Aee SJHAOKPUHHBIX XeAe3aX. BOABLIMHCTBO
M3 HUX OTHOCATCS K YUCAY CeMeHHbIX 3a00AeBaHuH,
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KOTOpBIE IEPEAAIOTCSI ITO ayTOCOMHO-AOMHUHAHTHOMY
C BBHICOKOM II€HETPAHTHOCTLIO U BapHabeAbHOM JKC-
[IPeCCHBHOCTBIO THIIA HACAEACTBEHHOCTH. BOT noue-
My B COBPEMEHHBIX YCAOBHSX Ba)KHOE 3HaUYeHHe IPH-
AAeTCsl CKPUMHHUHT MCCA€AOBAHUSIM YACHOB CeMeH C
OTATOUIEHHBLIM aHAMHEe30M 10 CHHApoMy M3H.

M3H caeayeT paccMaTpUBaThL HCXOAS U3 yUEHHUS
O HEPBHOM rpebHe, KOTOPbIM NMPeACTaBAsIeT COO0M
3MOpHOHaAbHOe 00pa3oBaHUe 3KTOMe3eHXMMaAb-
HOM [IPUPOABI, COCTOsIIIIEe U3 KAETOK, CIIOCOOHBIX K
MUIDALMHA U UHTEHCUBHOM AU Dy3uu. Pasanuaror 3
IPYIIIBI KAETOK HEPBHOTO IpeGHS: KA€TKH KOMIIAKT-
HOW 3HAOKDHHHOH CHCTeMBb! (OOHApyKHUBAaKTCS B
SHAOKPHHHBIX JKeAe3ax); KAETKU AUCCEMUHHUPOBAH-
HOI 3HAOKPHMHHOM CHCTEMBI (BBISBASIIOTCSI B HEOH-
AOKDHHHEIX JKeAe3aX); KAeTKH AudDY3HOM 3HAO-
KPHHHOM CHCTeMBI (paccesiHbl Ha < HHAUBHAYAABHOI
OCHOBe» B TAyOHHE IOKPOBHOTO 3MUTEAMS M OTAHYA-
FOTCSI OT HETO Mo MOP(OAOTHYECKHM B DYHKLIMOHAAB-
HBIM NpH3HakKaM). HepBHbIN rpebeHb sIBASIETCS HC-
TOYHHUKOM KAeTOK ATTYA-cucreMsl - HeHPO3KTOAED-
MAABHEIX KAETOK, CeKPEeTHPYIOLIHX MOAHIIENTHABI.
OTHUM KAETKAM CBOWCTBEHHEI BBICOKOE COAEpPIKaHHe
aMMHOB (Amine), cnoco6HBIX K ycBoeHHIO (Uptake)
npeAllecTBEeHHHKOB (Precursor) aMHHOB M3 OKpyJKa-
IOLeH CpeAbl, HaAMuMe hepMeHTa AeKapOOKCHAA3kI
(Dekarboxylase). M3 nmepBbIX 6yKB yKa3aHHBIX KpH-
TePHUEeB U «CAOXKHUACSI» TepMHUH - APUD.

MD3H - I - cunapoM Bepmepa (Weirmer) - cemeii-
HO AeTepMHHUPOBaHHOE 3a00AeBaHKe, XapaKTepHU3ay-
lo1leecss OAHOBpeMeHHBbIM HaAuuueM AoGpokaue-
CTBEHHBIX ONYXOAeH IlepeAHer AOAU rMnodu3a, y3-
AOBOW T'MIIEPNAG3HU OKOAOLIHTOBUAHBIX XeAes (C
BOBAGUEHHEM IIPEUMYLIECTBEHHO TAABHBIX KAETOK),
$YHKIIMOHAABHO aKTUBHBIX AOOPOKauYeCTBEHHBIX
HMAM 3A0KAYECTBEHHBIX OIyXOAEH MOAXKEAYAOYHOHU
J)KeAe3bl (raCTPUHOM, HHCYAMHOM, TAIOKATOHOM H
AP.), BO3BMOXXHBIM HAaAMYHEM ITEeNITUYECKUX SA3B.

KAuHMYecKHe NposiBAeHHSI CMHADOMa Bepmepa
3aBUCAT OT (PYHKUHOHAALHOIO COCTOSIHHS «3aWHTe-
PEeCcOBaHHBIX» 3HAOKPHHHLIX JKeae3. Hauboaee yac-
TO BBISIBASETCS UllepNapaTHPEeOHAU3M, KOTOPhIH
oTMeyaeTcd nodTy B 90% HabaoAeHUH. OYHKINO-
HAABHO aKTHBHbIE dAEHOMBI OCTPOBKOBBIX KAETOK
HOAXKEAYAOUHOM JKEAE3bl IBASIOTCSI BTOPBIM IT0O Yac-
TOTe NOPa>KeHHeM IIpU 3TOM cuHAPoMe. [loparkeHue
MOAJKEAYAOUYHOM KeAe3bl MOXKeT XapaKTepH30BaTh-
cs1 mpeoBAapaHUeM CUMIITOMOB, CBOMCTBEHHEIX CHH-
ApoMy 30AAMHrep-OAAHCOHa [51], B OCHOBe pa3Bu-
THSI KOTOPOTO A€KAT OIIyXOAM OCTPOBKOB AaHTepraH-
€a, NIPOAYUMPYIOLME TACTPUH, UAM HApylIeHHEM YT-
AEBOAHOTO 06MeHa, CBA3aHHBIM C IIOPa’KeHHEM IIOA-
KEAYAOUHOH >KeAe3bl, XapaKTePHbIM AASL HHCYAH-
HOM, TAOKArOHOM UAM AASl IAHKPEATOreHHOro AMa-
Oera. R. Zollinger [50] Ha ocHoBaHuu 10-AreTHEro Ha-
GAIOAEHHS HaA OOABLHBIMH C CHHAPOMOM 30AAMHTE-
pa-3AAHMCOHA YCTAaHOBHA, YTO Y 29% OH OBIA CIOpa-
AMUYECKHUM, a Yy 71% - nposiBAeHHeM CHHApoMa MOH-I
J. Heerden et al. [34] HaOGAIOAGAH HA NPOTSIXKEHHH 26
AeT 25 GOABHBIX C paHee AUarHOCTHPOBAHHEIM CHHA-
poMOM 30AAMHIEPa-IAAUCOHE, ¥ 22 U3 HUX 3aTeM
6biA BuisiBAeH MOH - . Boree peAKMMH IPOsIBACHH-
MU ABASIOTCS] BhIpa>KeHHas BOAHAs AUapes C nore-

PEH 3AEKTPOAUTOB, 00e3BOXXKMBAHHUEM, THIIOKAaAHE-
MueH (cuspapoMm BepMepa-MoppucoHa), pa3BuTHE B
MOAKEAYAOYHOM JKeAe3e KAPIMHOMAHBIX OITYXOAEH -
apreHtaduUHOM. Psa onyxoaell NOAKeAYAOUHOU
KeAe3bl, COCTOSILIHX U3 reTePOreHHbIX OCTPOBKOBBIX
KAETOK, IPOAYIIMPYIOT HECKOABKO TOpMOHOB. Hepea-
KO IIPH 3THUX ONYXOAX OAHOBPEMEHHO BBISIBASIETCSI
Auddy3HOe H3MEHEeHHE OCTPOBKOBLIX KAETOK.

l'unepnaacTuyeckve U3MEHEHUs MAHW aAEHOMBI
runocdu3sa pa3suBaioTcs y 50-60% OOABHBIX C CHHA-
pomoM BepMepa € COOTBETCTBYIOLIMMHA KAUHHUYECKH-
MM IIpM3HaKaMU aKpoMeraAuu, CHHApoMoM MijeHKo-
Kyinnra. Y GOABHBIX C KAMHUYECKON KaPTHHOM aK-
pomeraaunu npo6a c CTI-PI" orpUijaTeAbHasi: BBEAEH-
volt CTT-PI' mAU ero aHaaor He BAHUSIET Ha YPOBEHb
CTT B KpOBH, 4YTO SIBAAIETCS HAAEKHBIM AU depeH-
LIHAABHO-AMArHOCTHUECKUM KPUTepHeM, NO3BOASAIO-
UM AuddepeHIHpoBaTh IKTONHYeckoe obpa-
3oBanue CTI-PI [18].

YacToTa nopakeHusl LWMTOBUAHOM XeAe3bl IPU
CHUHApPOMe BepMepa AOCTHraeT, 1o AQHHBLIM pa3any-
HbIX aBTOPOB, 10-27%. K. Sato et al. [43] npeacTaBasis
5 coOCTBEHHBIX U 26 ONYOAMKOBAHHBIX B SIMIOHCKOH
AuTepaType HaOAIOAEHHH cMHApOMA Bepmepa, yKa-
3BIBAOT HA BBICOKYIO YACTOTY KApPLMHOM LIHTOBHA-
HOM XXeAe3bl. [Ipy 5ToM (pyHKIIMA ee Yalle ocTaeTcs
HODMAAEBHOM, TOTAQ KaK (DYHKLMA ADYTHX IJHAOKPHH-
HbIX J)KeAe3, KOTOPble «BOBA€YEHBI» B 3TOT CHHAPOM,
00OBIYHO U3MeHeHa. KpoMe OCHOBHBIX IPOSIBA€HUH,
MOJKET UMEeThb MeCTO U PSIA APYTHX KAHHHYECKUX ITPO-
SIBAEHUH, IOYEMY U BLIAEASIIOT HECKOABKO BADHAHTOB
cuHApoMa BepmMepa.

HMeroTcst coob1jeHNs1 O CBA3U ONMyXOAE€H KOJXKH,
CAM3MCTBEIX U J)KMPOBOHM KAETYATKH (aHruocpubpoma,
KaAAOTeHOMa, AMIIOMa) Cc CHHAPOMOM BepmMepa [41, 48].

CKpUHHUHT IPU cUHAPOMe Bepmepa A0AKeH ObITh
CAGAYIOUIMM: TIPY HAAMYHH CHMITOMOB rdneprapa-
THpeo3a 60AbLHBIE M UX DOACTBEHHMKHU AOAKHEI ITOA-
BEPraThCS CIELMAABHOMY HUCCAEAOBAHHUIO C LIEABIO
HCKAIOYEHHS WAU BEISBAEHHMS MHOXXECTBEHHOrO I0-
pa’keHHsi 3HAOKPHHHEIX XKeAe3 M TOUeYHOKaMeHHOM
00Ae3HHU; IPH BLISBACHUH TOABKO IMIIePKAABLIMEMUH
CAeAyeT IPOBOAUTL AMHAMHYECKOe OllpeAeAeHue
YPOBHSI KaAbLIMSt B KDOBH DOACTBEHHHMKOB; IIPH BHI-
SIBAGHHMH CHHAPOMa 30AAMHIepa-JAAUCOHA UAM HH-
CYAMHOMBI KaK OOABHBIE, TAK U UX POACTBEHHHUKH
AOMKHBI 0GCAEAOBATLCS C LIEABIO UCKAIOUEHHS HAH
IIOATBEDXKAEHHS Y HUX rHIleprapaTHpeo3a (ompeae-
AeHHe ypOBHel B KPOBH I1IapaTTOPMOHA, THPEOKaAb-
LUTOHHHA, (pochopa, KaAbliMsl, OKCUIPOAHHA,
PEHTreHOAOTMYeCKOe UCCACAOBAHHUE KOCTEMH), TMITO-
FAMKEMHH. POACTBEHHHMKH AOAJKHBI [TIOABEPTHYThCS
006CAEAOBAHMIO C LJeABK0 MCKAIOYEHHS AU TNIOATBEp-
JKACHUS] HAAMYMS EIITUYEeCKON s3BHI [16].

AeyeHue cuHAPOMa Bepmepa onpepeasieTcss Ao-
KaAM3alHuen ONyXoAH, (PyHKIJHOHAABHBIM CTaTyCOM
3HAOKPHHHBIX XeAe3, HAAMYMEM HAY OTCYTCTBHEM
METacTa3oB, HEOOXOAMMOCTBIO 3TAllHOCTH AYEeHUs.
OAHH aBTOPBI PEKOMEHAYIOT BHayaAe MpeAlPUHU-
MAaTh XMPYPruyecKoe BMEIIaTEeAbBCTBO 1O HOBOAY
CHHAPOMa 30AAMHIepa-OAAMCOHA, CO3AAIOLIETO yr-
po3y nepgopaLyH 3Bk, @ NO3AHEE BLINOAHATE OIIe-
PaUMIO HA OKOAOUIMUTOBUAHBIX JKeae3ax. Apyrue
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peAAaraloT HaYWHAThL AeYeHHUe ¢ CyOToTaAbHOM pe-
3eKI[UH OKOAOUHUTOBUAHLIX JXeAe3 UAU C apaTupe-
OUAIKTOMMH (KOTOpAs COYETAETCs C ayTOTPAHCIIAAH-
TanueN TKaHH OAHOM U3 YAQAEHHBIX XXeAe3), KoTopas
NIPUBOAUT K HOPMAAHU3aIlMHU YPOBHS KAAbLIUS B KpoO-
BH U HEKOTOPOMY CHHIXEHHIO CeKpelHH racTpHHa.
[Mocaeaytoniasi onepaius Ha TMOAKEAYAOUHOH JReae-
3e IPOU3BOAUTCS] B 60Aee GAaronpHATHRIX YCAOBUSX.

MDH - Ila - cunapoM Cunnaa [46] xapaxkrepu3y-
eTCsl COUeTaHNeM MEAYAASIPHOrO paKa LIMTOBUAHOMN
JKeAe3b! C aMHAOUAO30M ee CTPOME! H (heoXpoMOIH-
TOMOM HAATTOYEYHUKOB, B PIAE HAOAIOASHMH TaKKe
runeprnAasuer MAM aAeHOMaTO30M OKOAOUIMTOBHA-
HBIX JKeAe3. Y 60AbHBIX OOHapyXeH cnelluuYeCcKu
reHeTHYeCKHUH AepeKT, CBSI3aHHbIHA C XpoMocoMo# 10
{38, 39, 40, 45]. HacaeayeTcs OH TaKXXe IO ayTOCOM-
HO-AOMHHAHTHOMY TUNy C BLICOKOH ITIeHEeTPaHTHOC-
TBIO, HO C Pa3AWYHOMN KCIPECCHEeN.

B oTeuecTBeHHON U 3apyb6eXHOHN AUTepaType
OMUCaHbl HEMHOTOYUCAEHHBIe HaOAIOAEHM.
K.H. Ka3zeeB 1 coaBT. {6] omyBAHMKOBAAU AGHHKIE O Ce-
MeHHEBIX hopMax xpomadduHOM B 4 ceMbsx, y 3 U3
KOTOPBEIX UMEAUCH OOALHEBIE C CHHAPOMOM CHnnaa.
A.WU. TTavyec u P.M. Iponn K 1984 r. HalAK B OTeve-
CTBEHHOM AMTEpAaType ONUCAHUS 3 CAyYaeB CUHAPO-
Ma Cuniaa ¥ IpUBEeAU OAHO COOCTBEHHO® HabAIoAe-
Hue. INTo panHbiM AU, Tavec [12] u B.A. Koaociok
[9] B oTeueCcTBEHHOU AMTEPATYPE OMMHCAHO OKOAO 20
HabAopAeHUM cuHApoMa Cunnaa. T.A. AOpollleHKO
coaBT. [4] onucarn HabAIOAGHHE ceMeHHOoro 3aboAe-
BaHUA cMHApoMOM M3H. ¥V Marepu OGLIA pak LIXTO-
BUAHOM XXeAe3bl U ABYXCTOPOHHASA (DEOXPOMOIIUTO-
Ma, Y OAHOTO M3 A€TeH - MEAYAASIPHBIN PAaK LIUTOBHA-
HOM >XeAe3bl U (eoXpPOMOIUTOMA, Y APYToro - ony-
XOAK IIATOBUAHOM XeAe3b! M )e0XPOMOIUTOMA.

R. Gagel et al. {29] HabAropaAM 117 YAEHOB OAHOM
cembu ¢ MOH - Ila B Teuenun 18 aet. Kpome npose-
AeHUST HPU3UKAABHBEIX OCMOTPOB, BCeM GOABHBIM C
5-AeTHero Bo3pacTa IIPOBOAUAM TECT C IeHTaracTpu-
HOM, @ B TeUeHHe TOCAEAHHUX ABYX AeT ObIA IpUMe-
HeH GoAee quCTBI/ITeABHbIﬁ PAAMOMMMYHOQHAAHU3
AAS U3MEPEHUSs COAEPIKaHNS KaAbIIUTOHUHA. CKpH-
HUHT Ha HAAMMOYEYHUKOBYIO ONYXOAbL OLIEHHBAACSH
Ka>XABIH FOA C [TOMOILBIO U3MepeHUs 24-4acOBOM 3K-
CKpellHH KaTeXOAaMHHOB MOYH, PasAeAeHHLIX Ha
AAPEHAAMH M HOPAAPEHAAMH. YPOBEHb TapaTHPEOHA-
HOTO FOPMOHA U3MEPSAH C IOMOLILIO PAAHOUMMYHO-
ro aHaamn3a. M3 117 yaeHoB ceMeu ¢ M3H - la, y 35
OblAa yAaA€Ha LIUTOBHAHAS XKeAe3a N0 HOBOAY Ha-
CAEACTBEHHOM MEAYAASIDHOM KAPIMHOMEI, IPHUYEM B
12 rabAOAEHUAX ONYyXOAbL OblAa OOHapy)XeHa HpH
CKPUHUHTOBBIX 06CAEAOBAHHAX (Y BCeX OOALHBIX Be-
pudULMPOBAaH ABYXCTODOHHHUHM MEAYAASIDHBLIM pak
LUIUTOBHAHOM XeAe3bl). 23 60ABHBIM (CpEAHHH BO3-
pact 11.8 ropa) 6b1Aa BHINOAHEHA THPEOUAIKTOMHUS
Ha OCHOBAHMHU MOAOKMTEABHOTO IPOBOLUPYIONIETO
TeCTa, YCTAHOBUBILIETO BEICOKHE YPOBHU KAABIUTO-
HHHA. [Ipy rHCTOAOTHYECKOM MCCA€AOBAHUHM LIUTO-
BUAHOM XeAe3bl ObIAa AMAaTHOCTUPOBAHA IUITEPIIAG-
3ust C-kAeTOK Y 13 GOABHBIX, COYeTaHHEe MUKPOCKO-
MUUECKON MEAYAASIPHOM KapI{MHOMBI ¥ THIIepHAa3UK
C-KAeTOoK - ¥ 9 60ABHEIX M Y OAHOTO BOALHOTO 1aTo-
AOTMM HAaMAEHO He OBIAO (AOKHONOAOXHTEABHBIN

10

pe3yAabTaT). M3 35 GOABHEIX C MEAYAASIPHOM Kapliu-
HOMOM U[MTOBHAHOM XXeAe3hl B 19 HaGAIOAeHUSAX
AMarHoCTUpPOBaHa ONYXOAbL HAAIIOYEYHHUKOB. Y 10 U3
HHX BBINIOAHEHA ABYXCTOPOHHSAS aADEHAAIKTOMMUS, Y
8 - OAHOCTOPOHHSS aAPeHaAIKTOMHUS. OAMH O0ABHOMN
yMep OT MeTacTaTHYeCKOH MEAYAASDHOM KapIiHHO-
MEI LIIHTOBUAHOM XeAe3nl 6e3 yAaAeHHs 2-X CTO-
poHHei heoxpoMoiuToMBbl. M3 8 6OABHBIX, KOTOPEIM
ObIAQ BLITOAHEHA OAHOCTOPDOHHSS aAPEHaAIKTOMHUS,
4 6LIAM OTEPUPOBAHEI 10 IOBOAY PA3BUTHS OITYXOAU
B IPOTHBOIIOAOIKHOM HajpllOYeyHHKe (2 GOABHAIX Ye-
pe3 9 aer, 1 -4yepes 121 1 - yepes 13 AeT nocae nep-
BOW omepauuu). YeTBepo APyTHX 60ABHBIX 00CAEAO-
BaHbI Yepe3 pa3Hble NPOMEXYTKH BpeMeHH (0T 1 ropa
A0 16 AeT) nocAe nepBoO¥ onepanui. [laToAoriuu Baa-
[TOYeYHUKOB He 00Hapy>XeHOo. ABTOPEI PEKOMEHAY-
IOT ITPU CKpUHUHTe 60AbHBIX ¢ M3H - Ila nccae-
AoBaTh 10 XpoMOCOMY Ha NpeaMeT OOHapyXeHus re-
HeTHYeckoro AedeKkTa. B COOTBETCTBUH C CEMEHHON
TeHEeTHYECKOW KapTO#M aBTOPHl PEKOMEHAYIOT Hayu-
HaTh CKDHHMHT B BO3pacTe 4 AeT.

TepMHUH «MEAYAASIPHBIN PaK LIMTOBHAHOM Xeae-
3LI» BIiepBhIe OBIA TpeproXeH B 1959 r. J. Hazard,
W. Hawk, G. Crale [32], KoTOpbIe AEeTaABHO OIIHCAAH
0cO6EHHOCTH ero rHCTOAOTHYECKOro CTPOEeHH.
BrniepBrie 3Ta ONYXOAbL KAaK COAMAHBIN PaK LHTOBHA-
HOWM >KeAe3bl C aMHAOHAO30M CTPOMBI OblAa ONMHCAaHA
R.C. Horn B 1951 r. B oTeyecTBeHHOM AMTEpAType 3Ta
CaMOCTOSATEABHO CYLECTBYIOIas OITyXOAb BIIEPBEIE
onucada A.I'. 3apnase u P.M. Iponn B 1968 r [5].

MeAyAASIpHBIF PaK OTAMYAeTCst OT ADYTMX BUAOB
ONYXOAEH LIUTOBHAHOM >XeAe3bl CBOUMHU MOP(OAO-
FMYECKUMH, SHAOKPUHHBIMUA U GHOAOTHYECKUMH
ceoMcTBamu. OH paszBuBaeTcst u3 C-kaeTok (mapa-
(hOAAUKYASIDHBIE KA@TKH) IIHTOBHAHOM XEAe3nl,
KOTOpHIE, KaK ¥ OITyXOAEBBIe KACTKH, CIIOCOOHH! BhI-
pabaThIBATL KAABIIUTOHUH. DTa ONYXOAb SIBASETCS
rOPMOHAABHO-aKTUBHOH. OHa NPOAYIMPYET aMHUAO-
HA, Pa3AUYHBIE IOAMIENTHAB M OMOAOTHYECKH aK-
TuBHBIe BellecTBa (AKTT, comarocTaTuH, IpoCcTo-
TAGHAWHEI, CEPOTOHMH U T.A.), 00YCAOBAMBaS pa3Bu-
THE COOTBETCTBYIOLIUX KAMHUYECKUX NPOSBACHHH.
M36biToyHast NPOAYKUHUS (hepMeHTa rMCTaMHUHA3HI,
XapaKTepHas A MEAYAASIDHOTO PaKa XeAe3kbl, HO He
AAst C-KAETOYHOU rUmeprniAasuy, UCMNOAL3YeTCH B
AuddepeHIUAALHOR AUATHOCTHKE 3THUX MAaTOAOTH-
yeCcKux cOCTOSTHHH. Y 25-30% GOALHEIX MEAYAASIDHBIM
PaKOM >KeAe3bl UMEET MeCTO AUapesi BCAEACTBHE BAU-
SIHUSl CEKPETHPYEMBIX ONYXOABIO KaABIIUTOHWHA,
IIPOCTOTAGHAWHA, CEPOTOHHUHA.

MeAyAAIpHBIR pak cocTaBaseT 3-13% Bcex 3a0-
KayeCcTBEeHHBIX HOBOOOPA30BaHU# IIIMTOBHAHOM XKe-
Aesmt {3, 13,19, 21, 24, 31, 35, 42].

Pa3An4aioT ciopapAMyecKyUe U ceMedHble (OPMAI
MEAYAASIDHOTO paKa IMTOBHAHOM XeAaesbl. [ocaea-
HU# yacTto coueraercst ¢ MOH-Ila u M3H-II6. Tlo
AanHbIM J. Heerden et al. {33] u3 157 GOABHBIX Me-
AYAASIPHBIM DAKOM ILIUTOBUAHOM XKeAe3ht Y 15 OH pa3-
BUACS Ha OHE MHOXXECTBEHHON 3HAOKPUHHOM Heo-
naa3uu tuna lla, y 6 - Ha dpore M3H - 116. I'o aAaH-
HbIM B. Collins et al. [23], K. Frankraue et al. [27] crio-
papuuecke OpMEI MEAYAASIPHOrO pakKa JXeAe3hl
COCTaBASIIOT 75%, ceMenHbIe - 25%. [To AaHHBIM cHOp-
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HOM cTaTUCTUKU B 'epmMaHuu cpeant 946 GOALHRIX C
MEAYAASIDHRIM PAaKOM IIMTOBUAHOM >XeAe3b! y 714
(75%) 6bira cnopapuueckas 'y 232 (25%) ceMeiiHas
dopma. Cpeau nocreAHUX y 147 (63%) OGOABHBIX GhIA
AHArHOCTHPOBaH cMHAPOM M3H - Ila, y 26 (11.2%) -
M3H - 116 {49]. I'lo AanHEIM A. Frilling et al. [28] cpe-
AU 50 GOABHBIX C MEAYAASIDHBIM PAKOM >Xeae3nl 'y 30
Ovlra copapuyeckas gopma u y 20 - cemeinas (y
11 u3 Hux cuHApoM MO3H-Ila u y 2 - M3H-1I6).
M. Dottorini et al. [24] y 9 GOALHEIX BEIIBUAK CeMeM-
HEle U y 44 criopapudecKude (POPMbI MEAYAASIPHOTO
paka. M. Bergholm et al. [20] cpean 247 60ALHEIX C
MEAYAASIDHBIM DAaKOM LUIMTOBHAHOM >XKeAe3ml y 184
BLISIBUAH CIIOP3AHYECKYIO H Y 63 ceMeliHy10 OpMHI.
[To panHBIM O. Gimm et H. Dralle [30] ciopaauyec-
Kie GOpPMBI MEAYAASIDHOTO paka WMTOBHAHOM Je-
Ae3Bl COCTABASIIOT 75%, ceMeitHbIe - 25%.

IMopaxxeHue 06enx AOAEH UIUTOBUAHOM SKEAe3kl
na ¢oue runepnirasuu C-KAGTOK OTAHYEET MEAYA-
ASIDHBIY pak npu cHHApoMe M3H oT cnopapnYeckux
¢opM. TedeHHE MEAYAAIPHOTO PaKa JXeAe3bl MOXKeT
OnITh BapuabeabHBIM. OAHAKO GOABUIMHCTBO aBTO-
POB MIOAYEPKHUBAIOT €r0 0COOYI0 arpeCCHBHOCTE PH
cuHApoMe M3OH. OTMevaeTcss OOABLIOH NPOUEHT
MEeTacTa30B B AMM(}ATUYECKHE Y3AH IUEH U CPeAo-
CTEHHUS, A€TKHUE, [IeYeHb, PeHTTEHOAOTHYECKH HMe-
IOIINX BUA AMPQY3HBIX UAH Y3AOBBIX MHPHUABLTpPaA-
TOB, HEPEAKO KaAbIIHHUPOBAHHEIX. [TOAOGHEIE Y3ARI
B CPEAOCTEHHH B KOPHSAX AeTKUX HEPEAKO IPUHUMA-
IOT 3a rpaHyAemaTo3. KoCTHBIE MOPa>kKeHUsI MOTYT
OBITh AUTHYECKOTO, OAACTHYECKOTO W CMelIaHHOTO
Xapakrepa. Bo3aMoXeH U MeCTHBI WHBa3MBHO-HUH-
(UABTPUPYIOIIUHA POCT OMYXOAM C NPOPAcTaHUeM
TpaxeH U ropraHy. THOHYHBIMM ONYXOAEBBIMH Map-
KepaMy SIBASIIOTCSI KAABLIMTOHHUH M THCTaMHMHa3a.
TToBLILIEHHEIH YPOBEHbL KAaALIIUTOHUHA - Ba>kKHbIM
TeCT MEAYAASIDHOTO PaKa LIHTOBMAHOM XeAe3kl IPU
cueppoMe Cunnaa. AAsi AMarHOCTHKH MEAYAASIDHO-
o paKa UCMOAB3YIOT OfIpeAeAeHHe 6a3aAbHOTO YPOB-
HS KaAbLlMA B KPOBH, U IOCA€ NPOBEAEHHs Npob C
NEeHTaraCTpMHOM Y BHYTPUBEHHLIM BBEACHHEM KaAb-
11151, YTO CTUMYAHMpPYeT BeIOPOC KAABIIUTOHHUHA.
.O. BOHAGPEHKO U COaBT. {2] MPHBEAU OAHO HabAO-
A€HHE BO3MOXXHOCTH AOOIEPALUOHHOHN LIUTOAOTH-
4eCKON AMarHOCTHUKH CMHAPOMa CHIINAA C TOMOILBIO
3X0TOMOrpaduy ¢ NPULIEALHON acnUpalHOHHON
DYHKIIHEeN TOHKON UTAOH M CPOYHBIM FTUCTOAOTHYEC-
KHM HCCAEAOBAHHUEM.

BaXHOM COCTAaBHOM 4acThlO cCHHApPOoMa CHIIAA
sBAsieTcs (peoXpoMouUTOMa, KoTopas B 70% HabAlo-
AeHUH MYABTHUIIEHTPUYHA, &8 B 95% ABYXCTOpPOHHSS.
Aa>xe 1pu OAHOCTOPOHHHUX OIYXOASIX, B IDOTUBOMO-
AOXHOM HaANOYEYHUKe BBISIBASIETCS THIIEPNAA3UsA
MO3TOBOTO CAOSi, B OTAMYME OT CIIOPAAUYECKHX de-
oxpomouurtoM. I'lpu cunapome Cunnaa deoxpomo-
LIMTOMA CeKpeTHPYeT IPeUMYLIEeCTBeHHO AAPEHAANH
(npu cnopapMyeckHx hopMax B OCHOBHOM CEKPETH-
pyercst HopaapeHaauH). [NpeobAapaHHe 3KCKpelnn
aAPeHaAMHa € MOYOH Y 6oarHBEIX ¢ MOH Moxer cay-
KUTb CKDHHUHI-HCCACAOBAHMEM Ha HaaHuHe deo-
XPOMOIUTOMDI U €€ TNIPEeALIeCTBeHHUKA - TUIIePIIAa-
3UM MO3TOBOTro CAOsl. PacnoanaBaHue GeoXxpoMonu-
TOMBI IPDH CHHApOMe CHIINAA CBSI3aHO C OOABIIMMHU
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TPYAHOCTSIMH, TaK KaK B KAMHMYECKOM KapTHHE OT-
CYTCTBYIOT KAQCCHYECKHe IapaKCU3MEI B COYEeTaHUH
C TMIIePTOHMYECKUMH Kpu3aMu. DeoxpoMonuromMa
npu cuHApoMe CHINAA 4acTO NMpOTeKaeT HeccuMI-
TOMHO, IepBOHAYaAbHAasl UX AMAarHOCTHUKA Ha OCHOBA-
HHH XapaKTePHBIX CUMIITOMOB OTMe4YaeTCs AWLUb Y
10-15% 60AbHBIX. BaHaALHBIE BHOXUMHAYECKHE [TOKa~
3aTeAM, KaK NpaBUAO, HopMaakHbie. C 1eABIO Auar-
HOCTHUKY HCIIOAB3YIOTCS OIIpEAeACHHe YyPOBHS KaTe-
XOAGMHHOB B KPOBH M MOYe W OTHOLIEHHS aApeHa-
AMH/HODAAPEHAAHH, HO, KaK IIPaBHAO, 6e3 MpoBeAe-
HUSA IPOBOKALIMOHHBIX TECTOB C KAOMMAMHOM, I'HCTa-
MMHOM 4 IeHTaAAMUHOM. AHarHOCTHKa OCHOBBLIBAET-
CA TAK>XKe Ha AGHHBIX oxcncynpapenorpaqmn, aHI'H-
orpadu#, KOMIbIOTEPHON TOMOrpaduH, yAbTPa3By-
KOBOTO HCCACAOBAHMS U CKAHHUPOBAHHS C UCIIOAL30-
BanueM '3'[-MeTHANOABEH3UATYaHHANMHA. BOABLLINH-
CTBO AaBTOPOB YKAa3bIBAIOT Ha IpeoOAapaHHue NpU
M3H ao6pokayecTBEeHHRIX (EOXPOMOIUTOM.

linepnapaTupeos - COCTaBHas YacTb CHHAPOMa
Cumnnaa, BCTpevyaercs: npuMepHo B 50% cayuaes. Y
70% 60OALHLIX OH NPOTEKAeT 6€CCUMIITOMHO, ¥ HET IIH
OAHOTO ONHUCAHUSA, B KOTOPOM OBl rHIlepnapaTupeos
OGBbIA AMATHOCTUPOBAH PaHee APYI'MX KOMIIOHEHTOB
3TOro CHHApoMa. [MnepnapaTupeo3 oTMedaeTcs y
20-40% 6oAbHbIX. KOHIIEeHTpanus naparropMoHa B
IIA@3Me KPOBH, KaK IIPaBUAO, HOPMAAbHas.

Xupyprudeckoe AedyeHne cuHApoma Cumnnaa
OOBIYHO HAYMHAKOT C YAAACHHUS (PeOXPOMOIUTOME, d
3aTeM IPOU3BOAAT 3KCTHUPNALMIO L{UTOBUAHOMN Xe-
Ae3bl 10 TOBOAY MEAYAASIDHOTO pakKa (¢ 06s13aTeALHON
peBH3Uelt perHOHaPHBIX AMM@OY3A0B, TaK KaK MeTa-
CTa3kl B HUX BHIABASIOTCA B 50%). AeyeHHe runepna-
paTHpeo3a COCTONT B YAQACHHH YBEAMYEHHBIX Nlapa-
LIATOBUAHBIX XXeae3. [1Ipu runepnaasuu Bcex xeaes
NPOU3BOAST CyOTOTAALHYIO TAPATHPEOUAIKTOMHMIO C
ocTaBAeHUeM npuMepHo 50.0 MI TKaHU OAHOM JKeAe-
3bl, IPH 3ACHOME - ee HCceyeHHe ¥ GUOINCHIO XOTS Obi
OAHOM U3 OKOAOLUTOBHAHBIX JKEAe3.

Cunapom MDH-II6 xapakTrepusyeTcsi cO4eTaHu-
€M MEAYAASPHOTO paKa I{MTOBUAHON XeAe3bl, ABYX-
cTOpOHHEeN (HeoXpPOMOLUMTOMBI, MHOXXECTBEHHOTO
HEeNpOMATO3a CAM3HUCTHIX, «MapPaHOUAHOK» CTPYK-
TYPOH TeAa, HapylueHUsIMHA QYHKIMHY KHIIeYHHUKa. [To
KAMHHYECKUM NPOSIBAEHHSIM CXOAE€H C CHHAPOMOM
M3H-Ila. HabAroaaercs y axl, 60A€e MOAGAOTO BO3-
pacTa, OKOAOUIUTOBUAHBIE JXeAe3bl IOPaXkalTCs Pep-
ko. IMo pAasHEIM WU.E. AUCHSIHCKOTO M COasBT. [11] B
MUPOBOKH AMTEPAType ONUCAHO HeMHOruM G6oaee 110
CAy4aeB, a B OTeYeCTBEHHOH AHTepaType aBTODhI He
BCTPETHAH coobuieHH# 06 3TOM CHHApoMe. B aure-
parype onucaHbl HAGAIOAeHHSI cuHApoMa M3H-II6 ¢
Pa3AHYHLIMM COYETAHHUSIMM 3HAOKPHHHLIX HeOIlAa-
3uil. [IpuBepeM AMIlIL HEKOTOPBIE U3 HUX. B HabAro-
AeHuH A. Fink et al. [26] y MaArbuMKa 8 AeT IpHBOAHUT-
Csl COYETAaHUsI MEAYAASIDHOTO PaKa LI{UTOBUAHOM Xe-
Ae3bl, HEBPOMBI S13bIKA ¥ U3MEHEHUN PaAy KHOM 000-
AOYKH raasa. A. Hidalgo et al. [36] nmpuBeau nabato-
Aenue M3OH - [16 npy coueTaHMH MEAYAASIPHOTO paka
LI{UTOBUAHOM >KeAe3bl, PeOXPOMOLIMTOME], HEBPOMEI
CAM3UCTBHIX 060A0YEK, TRHTANOHEBPOMBI KHUILIEYHHUKA,
CKeAE€THBIX M TAa3HBIX HapylueHui. M. Edwards et
J. Reid [25] B BoISBAEHHH 3TOTO 3a60AEBaHUS IPHUAQA-
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IOT BaXXHOE 3HaYeHHe TH[ATEABHOMY HCCACAOBAHUIO
CAM3HCTON 0GOAOYKH HOAOCTH PTa, aHOMAAUM NIPH-
Kyca 1 AunieBo acuMmetpud. UL.E. Aucsincku# u co-
asr. [11] onucaan HaOAroAeHHe ciHApoMa MOH-II6
B COYETAaHUH C CHHAPOMOM ['apapHepa.

PeoxpoMoIUTOMA XapaKTepHU3yeTCsa ABYXCTO-
POHHMM INOpa)keHHueM. MHOXKeCTBEHHbIe HEBPOMEI
CAM3HCTEIX OTMEYAlOTCs yKe B paHHeM AeTcTBe. B To
JKe BpeMsi OHM OORIYHO He pacCMaTpPHUBAIOTCH Kak
NIPOsSIBA€HUE 3TOr0 CHHAPOMAa AO TexX Iop, NoKa He
BBISIBA@HBI ApyTHe ero npusHaky. Hespomul umeror
BUA 6€AeCcOBaTO-PO30BLIX Y3AOB, PACIIOAOXKEHHEIX Ha
HOXKe MAU «cupsgyux». OHKM 6e360Ae3HEeHHb], pas-
MepoMm 1-3 cM, MOryT ObITh eAMHUYHEIMY, HO Yalie
MHOJXeCTBeHHble. MOoTyT nopaxarbCcs AI0Oble CAU-
3UCTHIE, HO BCE JKe NMPEeUMYHIeCTBEeHHO OPAXKarTCs
CAM3UCTHIE TYO U KOHBIOKTHBHI.

B oranuue or MOH-I1Ia 6oasuble ¢ MOH-II6 nme-
10T crienuuyecKui peHOTHUI: C YAAMHEHHBIM AUIIOM
¥ BRICTYTIAIOLEH BIlepeA HY>KHEH YeAIOCThIO, C TAY-
60KO PaCIOAOKEHHBIMH, BEITYKABIMU ¥ UMEIOUUMU
IIPUCTAABHBIN B3TASIA TAd3aMHU 3a CYET YTOALIEHUS
Xpsleld BeK U HEeAOCTAaTOYHOM TMOKOCTH. Y 3THUX
OOABHEIX OTMEYAIOTCSl YTOALLIEHHBIE TYORI U SI3LIK
BCAEACTBHE MHOXXECTBEHHBIX HEHPOM CAU3UCTOTO U
MMOACAHU3UCTOTO CAOEB, TOPAXKAIOIIUX TAK)Xe POTOBHU-
1ly TA@3 ¥ KOHBIOKTHBY BeK. MBIHIEYHO-CKEAETHEIE
AHOMAaAHWM BKAIOYAIOT B cebs1 MapdaHOUAHOE CTpoe-
HHUE TeAa C HEeNMPONMOPILIMOHAABHO AAMHHBIMH KOHEeu-
HOCTSIMH U YepenoM, MaTOAOTHYECKOHN IIOABUIKHOC-
TBIO U AepopMalivelrt CycTaBoB (0COOEHHO KOAEH-
HBIX), MblIIeYHYI0 aTPodui0. CpeAr CKeAeTHBIX aHO-
MaAul Hauboaee XapaKTepPHBIMU SIBASIIOTCA KUDO-
CKOAHO3, BODOHKOOOPA3HON U KUACBHUAHON HOPMEI
TPYAHAst KA€TKa, BPOXAEHHbBIe BHIBUXU Geaep. AHO-
MaAMH @aBTOHOMHOW HEpBHOM CUCTEMHl (yale Ad-
(hy3HBIN raHTAHOHEBPOMaTo3) B 70% HabArOAeHUH
0OHApPYXUBAIOTCSl B KUIIEYHOM TpakTe. KanHuyec-
KM OHU IPOSIBASIOTCSI megacolon, HapyLIeHUsIMHU
KHUIIIeYHOM MOTOPHKH, AUBEPTHKYyAe30M. OCHOBHasA
Xanoba y 9TUX GOABHBIX - YIIOPHBIE 3aMOPhl HAU AH-
apesi. KAMHHYecKye NPOSBAEHHUS ITOTO CHHAPOMa
HMEIOT Ba)KHOE KAMHHYeCKOoe 3HaueHHe, TaK Kak OHU
HEPEeAKO IIPEALIECTBYIOT MOSBAGHUIO MEAYAASIPHOTO
paKa IUTOBUAHOM JKeAe3kl U PeOXPOMOLIMTOMBI M KX
paccMaTpUBalOT B KauecTBe (pakKTOPOB PUCKaA.

AMarHoCTHKa 3TOTO CHHAPOMAa OCHOBBIBAETCS Ha
YCTaHOBAEHUM THNep@GYHKIMN YKa3aHHLIX 3HAO-
KPUHHBIX JXeAe3 U MOCAEAYIOIIEro CKpUHUHTA, Tpe-
AyCMaTPUBAIOILEro TIaTeAbHbIA ClIelIUaAbHBIA aHa-
AVI3 CEMEHHOTO dHaMHe3a H (DyHKI{HOHAABHYIO OLIeH-
Ky J)XeAe3 BHYTPeHHeH ceKpenyH C HCIIOAB30BaHUEM
PEaAMOMMMYHOAOTHYECKOIO ONPEeACAeHHUS B KPOBHU
YPOBHS rOpMOHOB. Hy>KHO OIIpEAEASITE yPOBHH KaAb-
IIUTOHUHA, Kaabnus, ¢docdopa, 1apaTupeouAHOro
rOPMOHAE, OKCUIIPOAHWHA, CEPOTOHUHA, KATeXOAaMU-
HOB. PazyMeercs, 4TO PsiA ClIeLIHaABHBIX UCCACAOBA-
HUH (DMOXUMUYECKUX, TOPMOHAALHBIX) IDOU3BOAUT-
€S ¥ IPU U3YUEHHU U U3MEeHEeHHUH [T0 AQHHBIM, IIOAYUYeH-
HbIM Ha OCHOBAHUHK COOTBETCTBYIOUIMX aHAAHU3OB
CYTOYHON MOYH. '
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AeueHHue BKAIOYAET YAdAeHHE (heOXPOMOIIUTOMBI
“Au HeoXpOMOIUTOM, TOTAABHYIO 3KCTHPHAIHIO
HI[MUTOBUAHOU KeAe3kl, IapaTUPEOUAIKTOMHUIO.

MBI pacrmoAaraeM ONBITOM Ae4eHHs1 OOABHBIX C Pa3-
AWYHBIMM BapuaHTamMu MO3H-cunapoma (M3H-I,
M3H-Ila, M3H-1I6), a Tak)Ke coueTaHueM THPEOUAHBIX
KapIUHOM C OITyXOASIMH HE3HAOKPHHHEIX OPTdHOB (MO-
AOUYHOIM JKeAe3bl, TOYKH, MaTKH U ApyTHX){14, 15].

Huorapa HabAIOAQIOTCS MHOXKECTBEHHEIE IHAO-
KPHHHEIE HEOTIAA3MH CMELIIaHHOTO TUIIA, KOTOPhIe Xa-
PaKTEpHU3YIOTCS «IlepeceyeHueM» NPH3HAKOB pas-
AMYHEIX CHHAPOMOB. [1pu cMeluaHHbIX (hopMax MHO-
JKeCTBEHHOM 3HAOKDHHHOM HEONAA3UM AedyeOHas
TAKTHKA OIPEAEASIETCS KOHKPETHLIMH KAMHUYECKU-
MM 0COBGEHHOCTSIMU U IIPEBAANPOBAHHEM ITOPAXKEHUS
TOW MAM WHOM >XeAe3bl BHYTPEHHEH CeKpelyH.

B paMKaX MHOXXeCTBEHHOH 3HAOKPUHHOH Heo-
[IA@3MM CTaAHM BEIAEASITH €e 0COORIM BapHaHT. Peub
HAET O BLISIBAEHUH y GOABHBIX 60Ae3HBI0 MileHko-
KyIlIMHIa COAMTapHEIX Y3A0B B IIHTOBUAHOM JKeae-
3e, KOTOphIe MOTYT B PSAE€ HaOAIOA€HHH paccMaTpH-
BaThCs KaK TOKCHYecKas ajeHoMa [44]. Mel pacno-
AaraeM psSIAOM TaKUX HaOAIOAEHMH, HO paHee UX He
paccMaTrpuBaAH B paMkax M3H. BepositHo, € 1osB-
AeHMEM IIepPBLIX COOTBETCTBYIOIIMX COOGLIEHHH 1TO-
SIBSITCS U ADYTHe aHaAoTHuYHEIe paboThl. C Hakomnae-
HHMEM JKe OTIBITa, BO3MOXHO, OyAeT 6oaee yraAyOAeH-
HO CYAUTH O NaTOreHeTHYeCKUX «B3aMMOOTHOIUe-
HHUSIX» [PH YKA3aHHBIX COYETAHHBIX 3a00AeBAHUSAX.

IMpo6GAeMa MHOXXECTBEHHOUW 3HAOKPHHHOM Heo-
MA@3UM AOCTAaTOYHO NOAPOGHO pacCcMOTpeHa B 0630-
pax [7, 8]. [ToaTOMy MBI OTPAaHHYHAHUCE OYEHb KpaT-
KHM ee M3A0KEeHHUeM, MoAarasl, 4YTo 3aMHTepeCcoBaH-
HBI YUTATeAb 03HAKOMMTCS C 3TUMHU 0630paMH, Mo-
cBsleHHEIMA Tpo6AeMe APUD-cucTeMbl H IpoGAe-
Me MHOKECTBeHHON 3HAOKPHHHON HEOIAA3HH.

OHa B ONIPpEAGAEHHOM IIAaHE CBfizaHa ¢ npobae-
MO TOPMOHAABHO-aKTUBHBIX OIIYXOAEH MOAXKEAY-
AOYHOM xeaessl [8]. AaXke 3 KPATKOrO H3A0XKEHHS
3TO COBEPUIEHHO OYeBUAHO. BBIAO IMOKa3aHo, Kak
YaCTO OTMEYAIOTCSH TOPMOHAABHO-aKTUBHEIE OIYyX0-
AU TOAXKEAYAOUHOM >XeAe3bl IPU MHOXEeCTBEHHBIX
3HAOKPHHHBIX Heonaasusx. B To Xe BpeMsi MHOXe-
CTBEHHEIE 3HAOKPHHHbIE HEOIIAA3UH - HAUMEeHee U3y~
yeHHas 06AACTL MEAULMHBI, @ TpaKTH4Yeckue Bpauu
C Hell 0OYeHb MAAO 3HAKOMBL. DTHM, B YaCTHOCTH, 00'b-
SICHSIeTCs TO, YTO OHU PEAKO CBOEBPEMEHHO Pacno-
3HAIOTCS. YYUTHIBAsA, YTO HHTEPEeC K HUM Bpavel pas-
AMYHBIX CIIEIJMAABHOCTEH HEYKAOHHO BO3pPACTaeT, ¥
y’Ke HaKOMHAACh O0AbILIas TOCBSIILEHHAS UM AUTepa-
Typa, MO)KHO PaCCUMTHIBATh Ha OoAee YacCTyio CBOe-
BpEeMEHHYIO AMarHOCTUKY Pa3AMYHBIX MHOXKECTBEH-
HBLIX SHAOKDPHHHBIX HEOIIAA3UH.

MULTIPLE ENDOCMNE NEOPLASIA (MEN)
S.B. Pinsky, V.A. Beloborodov
(Irkutsk State Medical University)
This article is devoted to review of modem data
concerning different forms of sporadic and familiar

multiple endocrine neoplasic syndrome, theirs pecu-
liarities and treatment results.




CHBHUPCKHIA MeMLIMHCKUH XypHaa, 19(4)--99

10.

e

16.

17.

18.

20.

21.

Aunreparypa
AnunkoBa AWM., Tospauak A A, Cokoa IT.E. Cayuan
MHOX€eCTBEHHOTI0 3HAOKPHHHOT0 aAeHoMaTo3a Il tuna
{cunapoma l'opantra)// COBp. aCeKThl 3HAOKPUHOA. -
Camapa, 1994.- C. 106-110.
Bonaapenxo M.O., lllanupo H.A., Borun KO.H. u Ap.
AoonepanHoHHas IUTOAOTHYECKasi AMarHOCTHKa CHH-
ApoMa Cunnaa// KAMHUYecKass MeAMIIMHA.- 1995.-
Ne 2.- C. 56-58.
BananHa E. A, ITyuxos FO.I'. MoAYAsipHEIH paK WKUTO-
BUAHOM )KeAeabl// BeCTHHK XUpypruu.- 1977.- Ne 4.-
C. 16-21.
Aopouwenko T.A., Poasmnkos M.A ., TapaTyH A.B. 1 Ap.
MHOXeCTBeHHEIA SHAOKPHHHBIN aAeHOMaTo3// CoBp.
acneKThb! 3HAOKPHMHOA.- CapaHck, 1997.- C. 96-97.
3apuase AT, [Mponn P.M. PaK IHTOBUAHOM MXKeAe3bl
C aMMAOMAO30M CTPOMBI// Bonp. OHKOA.- 1968.- Ne 10.-
C.9-13.
Kasees FO.H., KypareB A.B., Ajxukun T.C., [lInaxuu-
kosa T.H. CemefiHele (hopMbl XpoModuHOM// TTpoBA.
IHAOKPHHOA.- 1983.- Ne 3.- C. 40-43.
Kaauuun A T1., Pap6uabs O.C. MHOXKeCTBeHHBIEe 3HAO-
KPHHHBIE apeHOoMaTo3a// TepaneBT, apXuB.- 1984.-
Ne 10.- C. 136-141.
Kanuuun A.IT, Paa6uae O.C., HypmaunGeros A.H. Top-
MOHAABHO-aKTHBHEIE Oy XOAH NIOAJKEAYAOUHOM XKeAe-
361// TIpO6A. 3HAOKPHHOA.- 1986.- Ne 2.- C. 40-46.
Konociok B.A. [TepBHYHO-MHOKECTBEHHBIE OYXOAH
y GOABHBIX PAKOM IIHTOBHAHOM XeAe3bl// BecTHHK
XUpypruu.- 1998.- Ne 2.- C. 101-103.
KyaaeB 1. A, Ipusanos B.A., Kosarenko B.A. TNoau-
3HAOKPHHHAR naTororusi// C6. « XMpyprusi 3HAOKPHH-
HBIX Xeaedn.- CI16., 1995.- C. 80-82.
AuncHsiHcku# MLE,, TapekasieBa P.®., 3asertaes A .B.,
Ky3peMuHOB A .M. HacAeACTBeHHbIE CHHAPOMBI MHO-
JKeCTBEHHBIX SHAOKPHUHHBIX Heonaazui// Bomp. oH-
KOA.- 1987.- Ne 6.- C. 57-61.

. INTayec A.H. OnyXOAH rOAOBBHI M 1EH.- M.: MeAHIIMHa,

1997.- 415 c.

. [Tavec A.H., [Mponn P.M. PaK IIHTOBUAHOH >KeAe3hl.-

M.: MeauninHa, 1984.- 320 c.

. MNunckun C.B., KaannnH AT, Kpyraskoe U.M. Pea-

KHe 3a00AeBaHUA WUTOBHAHOH >Keaedbl.- UpKyTCK,
1989.- 176 c.

. MMuucknin C.B., Kpyraskos U.M., Gepoposa O.A. u Ap.

Cayuait cuHaApoma Cunmnaa// [Tpo6A. 3HAOKPHHOA.-
1987.- Ne 2.- C. 55-57.

Pap6uar O.C., Kaannun A.TT., Hypman6etos A.H. Fop-
MOHAALHO-aKTUBHEBIE OTIyXOAH MIOAJKEAYAOUHOM KeAe-
3bl U MHOJKECTBEHHBIe 9HAOKPHHHBIE AAEHOMATO3bI. -
M.: BHUMMMN.- 76 c.

Cenesnes K.I",, BaopaBcknit E.A., XapbkoBckuii B.K.
CAyuay nepBHYHO-MHOKECTBEHHBIX OITyXOA€# ropTa-
HH, LIMTOBUAHON U NAapaliUTOBUAHOM Xeaes// Bect-
HHAK OTOPUHOAAPUHIOAOTHU.- 1988.- Ne 2.- C. 71-72.
Crapkosa H.T. PyKOBOACTBO 10 KAHHMYECKOH 3HAO-
KpHHOAOrMM.- CI16., 1996.

. Behr T.M., Gratz S., Markus P.M. et al. Enhanced bi-

lateral somatostatin receptor expression in mediasti-
nal lymph nodes («chimney sigh») in occult metastatic
medullary thyroid cancer: a typical site of tumour mani-
festation?// Eur. J. Nucl. Med.- 1997.- Vol. 24.- P. 184-
191.

Bergholm V., Berstrom R., Ekbom A. Long-term follow-
up of patients with medullary carcinoma of the thy-
roid// Cancer.- 1997.- Vol. 79.- P. 132-138.

Bottger Th., Klupp I, lunginger Th. Therapie und
prognose des medulloren schied-drusen kazzinoms//
Med. Klinik.- 1990.- Vol. 86.- P. 8-14.

13

208

23.

24,

258

26.

27.

28.

29!

30.

31

328

33

34.

35.

36.

38

38.

39.

40.

Carney J.A. Familial multiple endocrine neoplasia
syndroms: components, classification and nomencla-
ture//J. Intern. Med.- 1998.- Vol. 243, Ne6.- P. 425-432.
Collins B.T., Cramer H.M., Tabatowski K. et al. Fine
needle aspiration of medullary carcinoma of the thy-
roid// Acta Cytologica.- 1995.- Vol. 5.- P. 920-930.
Dottorini M. E., Assi A., Sironi M. et al. Multivariate
analysis of patients with medullary thyroid carcinoma//
Cancer.- Vol. 77.- 1996.- P. 1556-1565.

Edwards M., Reid G.S. Multiple endocrine neoplasia
syndrome type 2 b: a case report// Int. J. Paediats.
Dent.- 1998.- Vol. 8, Ne 1.- P. 55-60.

Fink A., Lapidot M., Sierer A. Ocular manifestations in
multiple endocrine neoplasia type 2b// Am. J.
Ophthalmol.- 1998.- Vol. 126, Ne 2.- P. 305-307.
Frank-raue K., Hoppner W., Buhr H. et al. Mutation of
refprotooncogene in medullary thyroid carcinoma//
Dtsch. Mod. Wschri.- 1997.- Vol. 22.- P. 143-149.
Frilling A., Roher H.D., Ponder B.A. Presymptomatic
screening for medullary thyroid carcinoma in patients
with multiple endocrine neoplasia type 2a// Worid. J.
Surg.- 1994.- Vol. 18.- P. 577-582.

Gagel R .F., Tashjuan A.L, Cummings T. et all. The clini-
cal outcome of prospective screening for multiple en-
docrine neoplasia type 2a// N. Engi. J. Med.- 1988.-
Vol. 318.- P. 478-484.

Gimm O., Dralle H. Diognosis and therapy of sperodic
and familial medullary thyroid carcinoma// Onkologe.-
1997.- Vol. 3.- P. 32-37.

Grossman R.F., Shih-Hsin Tu, Quan-Yang Dun et al.
Familial nonmedullary thyroid cancer: an emerging
entity that warrants aggressive treatment// Arch.
Surg.- 1995.- Vol. 130.- P. 892-899.

Hazard J.B., Hank W.A,, Crile G.Ir. Medullary (solid)
carcinoma at the thyroid; a cli-copathologic entity//
J. Clin. Endocrinol. Metab.- 1959.- Vol. 19.- P. 152-161.
HeerdenJ., Grant C., Gharib H. et all. Long-term course
of pations with persistent hypercalcitonimia after Ap-
parent Curative Primary Surgery for Medullary Thy-
roid Carcinoma// Ann. Surg.- 1990.- Vol. 212.-
P. 395-401.

Heerden J., Smith S., Miller Z. Management of the
Zollinger Ellison syndrome in patients with multiple
endocrine neoplasia type 1// Surgery.- 1986.- Vol. 100,
Ne 6.- P. 971-977.

Henry J.F., Denizot A., Niccoli P. et al. Depistage des
cancers medullaires sporadiques de la thyroide par le
dosage systematique de la calcitoninex// Lyon chir.-
1995.- Vol. 91, Ne 6.- P. 15-16.

Hidalgo A., Medrano M.E., Rodriguez S. et all. Pres-
ence at the 918 mutation on the RET proto - oncogene
in a Mexican patient with multiple endocrine neopla-
sia type 2b// I. Exp. Clin. Canser. Res.- 1998.- Vol. 17,
Ne 2.- P. 149-152.

Jerikins P., Satta M., Simmgen M. et al. Metastatic par-
athyroid carcinoma in the MEN 2A syndrome// Clin.
Endocrinol.- 1997.- Vol. 47, Ne 6.- P. 747-751.

Jhiang S., Fihhian L., Weghorst C. et al. Ret mutation
screning in MEN-2 patients and discovery of a novel
mutation in a sporadic medullary thyroid carcinoma//
Thyroid.- 1996.- Vol. 6.- P. 115-121. .

Mathew C.G., Chin K.S., Easton D.E. et all. Alinned
genetic marker for multiple endocrine neoplasia type
2A on chromosome 10// Nature.- 1987.- Vol. 328.-
P. 527-528.

Oriola J., Paramo C., Halperin I. et all. Novel Point
mutation in exon 10 of the RET proto - oncogene in a
family with medullary thyroid carcinoma// Am. J Med.
Genet.- 1998.- Vol. 78, Ne 3.- P. 271-273.




CHBHUpCKHI MeAHMLMHCKHI XypHan, 19(4)-99

4].

42.

43.

44,

45.

Pack S., Turner M., Zhuand Z. et all. Cutaneus tumors
in patients with multiple endocrine neoplasia type 1
show allelic deletion of the MEN 1 gene// J. Invest
Dermatol.- 1998.- Vol. 10, Ne 4.- P. 438-440.

RussoF., Spina C., Arturi A. et al. I carcinoma midollare
della tiroide: Presentazione di quatro clinici e revisione
della lettetatura// Minerva chir.- 1997.- Vol. 52, Ne 4.-
C. 475-484.

SatoK., Goto M., Nishioka K. et all. Wemer is syndrome
associated with malignancies: five case reports with a
survey of case histories in Gapan// Gerontology.-
1988.- Vol. 34, Ne 4.- P. 212-218.

Semple G., Thomson J.O. Cushind's syndroma and
autonomans Thyroid nodules a variant of multiple en-
docrine neoplasia// Acta endocr. (Kba).- 1986.-
Vol. 113, Ne 3.- P. 463-464.

Simpson N.E., Kidd K.K., Goodfelow P.I. et all. Assign-
ment of multiple endocrine neoplasia type 2A to chro-
mosome 10 by linkage// Nature.- 1987.- Vol. 328.-
o SRS VAT

46.

47,

48.

49.

50.

Sl

Sipple J.H. The association of pheochromocytoma with
carcinoma of the Thyroid gland// Am. J. Med.- 1961.-
Vol. 31.- P. 163-166.

Thakker R.V. Multiple endocrine neoplasia - syn-
dromes of the twentieth century (editorial, comment)//
J. Clin. Endocrinol. Metab.- 1998.- Vol. 83, Ne 8.-
P. 2617-2620.

Vortemeyer A., Boni R., Pak E. et all. Multiple endo-
crine neoplasia 1 gene alterations in MEN1 - associ-
ated and sporadic lipomas// 1. Natl. Canser [nst.- 1998.-
Vol. 90, Ne 5.- P. 398-398.

WinterJ., Raue F. Surgical therapy and prognostic fac-
tors in medullary thyroid carcinoma// Onkologie.-
1994.- Vol. 17.- P. 594-599.

Zollinger R.M. Gastrinome factors influencing prog-
nosis// Surgery.- 1985.- Vol. 97.- P. 49-54.

Zollinger R., Ellison E. Primary Peptic ulceration of the
jejunum associated with islet cell tumors of the pan-
creas// Ann. Surg.- 1955.- Vol. 192, Ne 4.- P. 709-728.




