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AKTYaJIbHOCTb.

Ncropus MOHI1 cunapoma HaunHaetcs ¢ 1903 rona - ¢ onvcanus KIMHUYECKOTO Ciydast
narnuenTa ¢ akpomeranueit u [II'TIT BeneactBue Tpex runepruiasupoBannbix OILLDK (Erdheim).
B nepuon mexay 1912 u 1953 rogamu B nuteparype 0610 3aduxcupoBano He meHee 20
CJIy4aeB, MPH KOTOPBIX OTMEYAIUCH pa3innyHble koMOuHanuy runepruiazuu OILDK, aneHoMsr
runodusa u 00pa3zoBaHui Mo KenynodHoM xkemesbl (IDK).

Wnes o reHeTHYECKOI MPUPOJIEC JAHHOTO COYSTaHUS OITyXoJiel Oblia 03BydeHa Wermer B
1954 r., KOTOpBIN BOEPBBIE OMUCAT SAECPHYIO CEMBIO C MHO)KECTBEHHBIMU OIYXOJISIMHU
SHIOKPUHHBIX jKeJie3. YUeHBIH MPeAnooKuil HaCIeACTBEHHYIO «IIepeaady» CUHApOMa
MOCPEACTBOM OJIHOTO JIOMUHAHTHOT'O T€Ha (C BHICOKOM MMEHETPAHTHOCTHIO), OTBEUYAIOLIETO 32
BCIO MaTOJIOTUYECKYIO KapTUHY.

BriocnenctBun cMEHMIIOCh MHOKECTBO Ha3BaHUM JAHHOTO 3a00J1€BaHUS - CHHIPOM
Bepmepa, MHOXKeCTBEHHBIN 3HJOKPUHHBIIN aJleHOMAaT03, MHO>KECTBEHHAs! SHIOKpUHHAsI
a/IeHOTIaTH s, MOJIUTTIaH Iy ISIpHBINA afieHoMaTo3. OHAKO Ha CeroAHALIHUN 1eHb HauboJee
pacnpoCTpaHEHHBIM U O0LIEYIOTPEOMMBIM TEPMUHOM CTaja MHOKECTBEHHAsI SHJJOKPUHHAs
Heoriaszud 1 tuna. B 1988 roxy Larsson 1 coaBTOpbI, JOKaJIM30BaId XPOMOCOMHBIN CalT
reaerudeckoro nepexra MEN1 1 mpogeMoOHCTpHpOBa MaTOJOTHYECKUE H3MEHEHUS B
HEHTPOMEPHOI 00nacTu nuHHOTO ieda xpomocomsl 11 (11q13). Heckonbko mosxe, B 1997
roxy Chandrasekharappa u coaBtopsl, uaentuduuuponanu reH MEN1 u ero 6emkoBslii
IPOAYKT, Ha3BaHHBIH MEHUHOM, KOTOPbIM HE UMEN IBHOTO CXOJICTBA C KAKUM-JINOO U3BECTHBIM
OeNKoM.

MeHuH - TOBCEMECTHO SKCIPECCUPYEMBIA, TPEUMYIIIECTBEHHO SIIEPHBIN OETOK C
MOJIEKYISIpHOM Maccoil 67 k/la, 6e3 coOcTBeHHON (hepMEeHTaTUBHOM akTUBHOCTU. HecMoTps Ha
TO, 4TO B KOHTekcTe MOH1-acconmnpoBanHbIX 00pa30BaHUl MEHUH BBICTYIAeT B KAaYeCTBE
OITyXOJIEBOTO CYIIpeccopa, ObIJIO OKA3aHO, YTO OH MOXKET JeHCTBOBATh KaK IPOOHKOT€HHBIN
KOo(aKTOp MpH JIEHKEMUN CMEIIaHHOTO MPOUCX0kIeHus. B pamkax cunapoma MOHI,
NopakeHHbIE KJIETKH 00J1ajatoT ociaabaeHHbIM oTeHnuanoM k penapanuu JJHK, aro npusogut
K HaKOIUIEHHUIO TOYEUHBIX MYTAIMi U MOCJIEAYIONEeH XPOMOCOMHON HECTAOUIIBbHOCTH.
NutepecHo, uto comarnueckue mytanuu MEN1 Takoke BoisiBisiroTcst B 30-40% criopagnyeckux
onyxoiieir MOH 1-acconunpoBaHHbBIX TUTIOB KJIETOK - ageHoMax OILDK, racrpunomax,
HEHPOIHAOKPUHHBIX OMyXO0JIAX mopkenynounoit xkenessl (HO0 IDK) u HOO nerkux. Cpenu
cnopaguueckux HO0 IDK myraniuu MEN1 oOHapykuBatoTCsl Kak B TOPMOHAJIbHO-HEAKTUBHBIX,
TaK ¥ TOPMOHAJIbHO-aKTUBHBIX 00pa30BaHUAX (XOTsI HECKOJIBKO pexe). Kpome Toro, myranuu
MENI BBISBISIOTCS IPU CIIOPATUUECKUX OIYXOJISAX aJeHOrunodusa.

Boiaenstor HeckoIbKo TUIIOB cUHIpoMa MOH, KoTopble OTIIMYat0TCs TEHETUYECKOU
OCHOBO, JIOKJIN3allUEN U COYETAHUEM MTOPAXKEHMsI BHYTpEHHUX opraHoB. Cunapom M3H 1-ro
tuna (MDH1) - cunapom Bepmepa - Haubosee yacTo XapakTepu3yeTcs HaJluurueM NaToJIOTHI
OKOJIONTUTOBUIHBIX JKeJie3 (TUTIEPIUIa3ui WM aJICHOMBI ), HEHPOIHIOKpUHHOM omyxoibio (H20)
MO/KEITYIOYHOM JKeJIe3bl M OIMyXoJibto aneHorunodusa. s cuanpoma MOH 2-ro Tuna
XapakTEepHO HAIMYUE MEAYJUIIPHOIO paKka IUTOBUIHON JKeJIE3bl KaK MOCTOSSHHOIO MTPU3HAKA,
coueTaHHe KOTOPOro ¢ (peoXxpoMOLIUTOMON U MapaTUPOMOM OTHOCAT K cuHapomy MOH 2A tuna
(cunapom Curiia), a mpu coYyeTaHuu (HEOXPOMOITUTOMBI C MHOYKECTBEHHBIMH



TaHTJIMOHEHPOMAMU CIIM3UCTON 000JIOUKH KEITYJOUHO-KUIIeYHOro TpakTa - MOH 2b tuna
(cunapom ['opiuna). Paznuuator taxke cunapom MOH 4-ro Tuna, KOTOpBIM XapakTepusyeTcs
HAJTMYUEM TTapaTUPOMBI, OITYXO0JIeH afeHorunodusa, penpoayKTUBHBIX OPTraHOB, MTOYEK U
HAJIITOYEYHHUKOB.

BHHIleMI/IOJIOFI/IH H 3THOJIOTHUA

Cunnpom MOH1 Hacnenyercss ayTOCOMHO-IOMUHAHTHO, HO MOKET BO3ZHUKATh U
criopaguyecku. PacrpocTpaHeHHOCTh CUHApoMa cocTasiigeTt 10 15-30 cnyqaes Ha 100 000
HaceneHus. [[puunHoii pa3BUTHS CUHAPOMA SBIIIETCS MYyTallus B TEHE - CYIIPECCOpe OMyXoJieH,
pacnosioxxeHHOM Ha 11-#1 xpomocome (11q13). I'en kogupyer 6eI0K MEHUH, PETyIUPYIOITHI
nposinepanuio KIeToK.

Cunapom MOH1 vame manudectupyet B Mosiofgom Bo3pacte (20-25 jiet) nepBUYHBIM
TUIEepIapaTupeo30M, KOTOPBIN XapaKkTepu3yercs 0oiee MITKUM TeYEHHEM, IIPH 3TOM BBICOKOM
YaCTOTOW PEIUAMBOB Tociie napatupeonpkromun (50% ot 8 mo 12 net mocie oneparumn) u
MOP(}OIIOTHYECKH TTPOSBIISICTCS TUTIEPILIA3HEH TPEX WIIM YEThIPEX MMapalluTOBUIHBIX KEe3.
[TepBuunblil runepnapatupeos BoisBigercs B 90% cinydaeB cunapoma MOH1 k 40 rogam.
Bospacr nebrota 3a6oneBanus konedsercs oT 4 1o 80 yet, Ho MUK MaHU(ECTAIIMH TPUXOIUTCS
Ha nepuon Mexay 20 u 40 ronamu. [IpumepHo B nonoBune cinydyaeB MOH1 moxer
MaHUGECTUPOBATH B IETCKOM U MOJPOCTKOBOM BO3pacTe, YTO TpeOyeT 00s3aTeIbHOTO
TeHEeTHUYECKOTO CKPUHHHTA JIETEH B CEMbsIX C BbISIBICHHBIMHU MyTarusiMa MEN 1. JKeHuuHsl
3a00JIeBalOT B J[Ba pa3a yallle MY>KUiH.

B 30-80% cayuaeB cunnpoma MOH1 BcTpedaroTcst SHTEPONIaHKPEATHUECKUE OITYXOJIH,
BbIpa0aThIBAIOIINE PA3INYHbIE TOPMOHBI: COMATOCTaTHH, IPEJINH, Ba30aKTUBHBIN
WHTECTUHAJbHBIN NeNTH/I, CEPOTOHUH, KAIbLIUTOHUH, HEHPOTEH3UH, TACTPUH, XpPOMOTPaHUH A
uiu b, MHCYNMWH, TPOUHCYNHH, TTIOKaroH. OHU XapakTEePU3YIOTCA MYJIbTHIIECHTPHUECKUM
pocTom, yaiie MmanudectupyroT nociue 40 jer.

Buawbl agenom runogusa npu MOH 1

ITpu MOH 1 Tuna aneHoMsl runogusa MoryT ObITh IPEJICTABICHBl TAKUMHU BUIAMU:
COMATOTPOIIMHOMAMHU, IIPOTAKTUHOMAaMHU, KOPTUKOTPOIIMHOMAaMH. [IpoIakTHHOMBI MOT'YT CTaTh
MIPUYMHOU TUIIEPIPOTAKTUHEMUYECKOTO TUIIOIOHAU3Ma, KIMHUYECKUM IIPOSBICHUEM KOTOPOTO
SBJISIETCA TaJaKTOpes, AUCMEHOPEs, )KEHCKOe OeCIIoIue U THHEKOMACTUH Y MY>KUHH.
KopTukoTponuHOMBI TPOBOLMPYIOT pa3BuTue 6ose3Hu Muenko-Kymmnra, nHOr1a MOTyT cTaTh
IIPUYMHON runonuTyrnrapusma. Hammume comaroTponMHOMBI IPUBOAUT K Pa3BUTHIO
aKpOMET AN, MAACTEHUH, CHUKEHUIO MaMATH U 4aCTO CONPOBOXK/IAE€TCS OH I'OJIOBHBIMU
OomsaMu.

Cpenn MHOKECTBEHHBIX SHIOKPHUHHBIX HEOIUIa3ui |1 THUIIA, MOpaX)aroImnx
MOJKETYIOYHYIO JKEJE3y, Yallle BCEr0 BCTPEYAKOTCS] BUIIOMBI, TACTPUHOMBI U HUHCYJTMHOMBI,
peX’e COMATOCTATUHOMBI U TJIFOKAarOHOMBI.

Yacto MHCYTMHOMBI UMEIOT MHOKECTBEHHBIN XapakTep. 3710KaueCTBEHHbIE HHCYINHOMBI
BcTpeyatoTcs B 3-6% ciydaeB. KmuHu4eCKMM NMPU3HAKOM UHCYJIMHOMBI SIBJISIETCS Pa3BUTHE
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TUIIOTJIMKEMUYECKOT0 cuHApoMa. [lociie nHCYyTMHOMBI BTOPOH IO YaCTOTE OITYXOJIbIO
MOJKEITYT0YHOM Jkene3bl pu curapome MOH 1, BeicTynaeT ractpuHoma. ['actpuHoMbl
IPOSIBIISIIOTCA Pa3BUTUEM CHHIpOMa 30JUIMHIepa-JiuincoHa. BunoMa oTHocUTCS K YuCiLy
TOPMOHAIBHO-aKTUBHBIX oryxoneit AITY JI-cuctemsbl, KOTOpasi IPOU3BOAUT TUIIEPCEKPEIUIO
BAa30aKTUBHOI'0 MHTECTUHAJILHOIO MOJIMIENTH/IA U BHI3BIBAET UHTEPMUTTUPYIOIIYIO UIIH
rOpMOHaIbHO-aKTUBHBIX onyxosei AITY JI-cuctembl, KOTOpas MpOU3BOIUT THIIEPCEKPEIUIO
BAa30aKTUBHOI'0 HHTECTUHAIIBHOIO MTOJIMIENTHIA U BBI3BIBAET UHTEPMUTTUPYIOIIYIO WU
MOCTOSTHHYIO TMaper0, THIOTOHHIO, CTeaTOPEI0, 00€3BOKUBAHUE U KOYKHBIEC BBICHITTAHUSI.

Kaununuyeckas KapTuHa

s cuaapoma MOH-1 xapakTepHa BapuabenbHOCTh COUCTaHUS KITMHHYECKUX
nposiBlieHu#. B nmuteparype onucano 6osiee 20 pa3nuyHbIX KOMOWHAIIUI SHTOKPHHHBIX U
HEOHJJOKPUHHBIX 3a00JI€BaHUI B paMKaX JaHHOTO CHHIpoMa. Yarie CHHXPOHHO WU
MIOCJIEZI0BATEIbHO PA3BUBAIOTCS OIYXOJIM OKOJIOIIMTOBUIHBIX keje3 (B 95% cimydaes),
OCTPOBKOBOTO armapara mo/pKeny109Hoi xesessl (30-80%), axenorunodusa (15-55%),
OTHOCSIIIMXCS K KJlaccuueckoi Tpuage MOH-1.

[TomuMoO pa3BUTHUS KIACCUUECKUX KOMIIOHEHTOB CUHPOMa BO3MOYKHO BOBHUKHOBEHHE
JPYrux J0OpOKaueCTBEHHBIX U 3JI0KaU€CTBEHHBIX HOBOOOPA30BaHMMA, BKIIFOUAsl OITYXOJIU KOPBI
Hajanoueuynuka, HOO tumyca, nerkux u xenynouHo-kuuieyHoro Tpakra (OKKT). Pexe
pa3BUBAIOTCS aHTHO(PUOPOMBI JIMLIA, KOJUIAT€HOMBI, JTUIIOMBI, IEHOMUOMBI, MEHUHTHOMBI U JIp.
OTHOCHUTENIBHO HEJABHO K IPOSIBIIEHUSIM CUHAPOMA ObUT IPUYHCIIEH PAK MOJIOUHOM kene3sbl. 1o
CPaBHEHHUIO ¢ 0011el nomysuuel Moo ble xeHIuHbI ¢ notepeit LOH B noxyce MENI
XapaKTepU3yIOTCs 2-3-KpaTHBIM MOBBIIICHHEM PUCKA PAa3BUTHUS paka MOJIOYHOH jkeJe3bl B Ooiee
paHHEM BO3pacTe.

BonbimnHCcTBO HOBOOOPAa30BaHMI B paMKax CHHIpOMa SIBISIFOTCS T0OpOKaueCTBEHHBIMH,
IIPU 3TOM KJIMHUYECKasi KapTHHa 3a00JIeBaHus, KaK [IpaBuiIo, 00yCIOBIE€Ha TOPMOHAIbHOMN
TUIepCeKpeueil Uiu Nrunepcekpennen win npossieHueM macc-3¢dexra. Tem He MeHee
COXpaHsIeTCsl BHICOKUI PUCK 3JI0KAYECTBEHHOM MPOTrPECCUN ITUX OIMYXOJeH.

OsxuiaemMasi IpOAOIKUTENBHOCTD )KM3HH MallMeHTOB ¢ cunapomoM MOH1 cocrasisier
OKOJIO 55 JIeT, YTO 3HAYMMO HUXKE 110 CPABHEHUIO C OOIIETIONY IS IMOHHBIMU 3HAUEHUSIMHU.
Haunbonee yacto npuunnoit cmeptu cranosstess HO0 JKKT, tumyca n 6poHxosnerouyHoi
CUCTEMBI.

IapamuroBuaHas Kese3a

l'unepnaparupeonusm npucyrctsyeT B 90 % cimyuaes. [1o cpaBHEHHIO C TEPBUYHBIM
runanapaTepuo3om, runanaparepuos npu MOH 1 nMmeer 10cTaTO4HO MATKOE TEUEHHE.
HawnGosee yacThiM MPOSIBICHUEM SBJISICTCSI aCHMITOMATHYECKAsI TUIIEPKATBIIMEMHUS: OKOJIO 25 %
MaIMEeHTOB CTPAZal0T MOYEKAMEHHOM 00JIe3HbIO HITH TYOyJIOMEIY I PHBIM JTUTHa30M. B
OTJIMYHUE OT CIIOPAJANYECKUX CIydaeB MIeprnaparupeouan3ma auddysnas runepruiazus win
MHO’KECTBEHHAs a/IcHOMa BCTPEYAIOTCs Yallle, YeM OAMHOYHBIE aIcHOMBI. B penkux cirydasx
pa3BUBaeTCs 000IKOBBIN KEPATUT, KaIbIIU(UKALINS YIIHBIX PAKOBUH, XOHAPOKAIBIIMHO3.



Momxenynounas xese3a

Onyxonm B IaHKpEaTUYECKUX OCTpOBKax otmevarorces B 30-74 % ciyyaeB JaHHOTO
cuHpoMa. OOBIYHO OIYXO0JIM MHOTOLIEHTPOBBIE, YACTO BCTpevaroTes Auddy3Hble runepriiasuu
WJIM MHO>KECTBEHHbIE ailecHOMBI. B 30 % ciyyaeB omyxoiu B MaHKPEaTUYECKUX OCTPOBKAX
3JI0KaYECTBEHHBIE CO CKJIOHHOCTBIO K METACTa3UPOBAHUIO. 3JI0KaUE€CTBEHHBIE OITYXOJIH B
[IaHKpEaTUYECKUX OCTpOBKax, BeI3BaHHbIe MOH I Tumna, yame nmeroT 100pokauecTBEHHOE
TE€YEHHE, YEM CIIydaiHble 3JJ0KaUE€CTBEHHBIE OITYXOJIH B IAHKTEATUYECKUX OCTPOBKAX.

Oxomno 40 % omnyxosiell B TaHKPEaTUUECKUX OCTPOBKAaX MPOUCXOIAT U3 P kiieTok u
MPUXOJIATCSA HA OMYXOJIU, CEKPETUPYIOIINE UHCYJIUH U XapaKTEPU3YIOIIUECS CTOMKOMN
runorfaukemMueil. Kinetounslie omyxomiu yaie BCTpedaroTes y nanueHToB miaime 40 jier.
Ocranbabie 60 % NpUXoaaTCs Ha JOJII0 BHE KJIETOYHBIX 3JIEMEHTOB M BCTPEUAIOTCS Y JIFOJEH
crapire 40 net. BHeKJIETOYHBIE OITyXOJIM BEPOSTHEE BCETO OKA3BIBAKOTCS 3JI0KAYECTBEHHBIMU.

BonbpmmHCTBO OmyXxoJiel B MaHKPEaTUueCKUX OCTPOBKAX BBIICTSAIOT MTAHKPEATHUECKUI
MOJIMIENTHU/I, KIMHUYECKAsi B&XKHOCTh KOTOPOT'O HE YCTAHOBJIEHA. ['acTpuH BblAEsAETCA
BHEKJIETOUYHBIMH OMYXOJISIMU (TIOBBIIIEHHAs cekperus racTpuna npu MOH I Tuna Bo3Hukaer u3
JIBEHAIIATUIICPCTHON KUIITKK). [TOBBIIIEHHAS CEKPEIUs TaCTPUHA MOBBIIIACT KUCIOTHOCTh
JKEIYJJOUHOI'0 COKA, KOTOPBIA MOXET MHAKTUBUPOBATH MAHKPEATUUECKYIO JINIA3y, BbI3bIBAS
JMapero u crteaTopero. [ unepcekpenus racTpuHa TakKe MPUBOIUT K MENTUYECKUM SI3BaM Y
6osee yem 50 % nanuentoB ¢ cuaapomMoM MOH | tuna. OOBIYHO SI3BBI SBIISIOTCS
MHOKECTBEHHBIMHU U aTUITUYHBIMHU 10 PACTIOTIOKEHUIO, YaCTO COMPOBOXKIAIOTCS BBIPAKEHHBIMU
KPOBOTCUCHHSIMH | Tiepdopariueii si3B. [lentrueckas s3Ba MOXKET ObITh HEU3IICYHNMON U
oclIoxkHeHHOH. Cpey MalueHTOB ¢ CHHIpoMoM 3outuHTrepa-diucona 20-60 % crpamaroT
cunapomoM MOH I tuna.

MoeT pa3BUTHCS CUJIbHASI CEKPETOPHAs TUAPEs U BbI3bIBATh YMEHBIIICHUE KOJIMYECTBA
JKUJKOCTHU U BJIEKTPOJIUTOB C BHE KJIETOUHBIX OMYyXOJeH. DTOT KOMIUIEKC, UMEHYEMbIH
CUHAPOMOM BOJSIHUCTOTO CTYJIa, TUIIOKATUEMHH U aXJIOPTHAPUH (CUHIPOM TOIKEITYTI0THON
XOJIepbl), OB MPUMTUCAH Ba30AKTUBHOMY HHTECTUHATIHHOMY MOJMUIIETITUY, XOTS U IpYTHe
TOPMOHBI WM CPEJICTBA, YCHIIUBAIOIINE CEKPEIHIO (B TOM YMCIE MPOCTarjiaHuHbl), MOTYT
0Ka3aTh BIMSHUE Ha mporecc. [TIpoucXoauT 3To 3a CUET MOBBILIEHUS CEKPELUH TIIFOKAroHa,
COMaTOCTAaTHHA, XPOMOTPAHNHA WJIM KAJIBIIUTOHUHA, SKTonnueckon cekpennn AKTI ( uto
BBI3bIBaET CUHIpoM KyinHra), a Takke rurepceKkperinio TOpMoHa pocTa (BbI3bIBast
aKpOMETAJINI0) — BCE ATO MHOTa BCTPEUAIOTCS TP BHE KJIETOYHBIX OMyXOJISX.

I'mnogpus

Onyxonu runodwusza Berpeuarores y 15-42 % nanuentos ¢ cuaapomom MOH I tuna, 25-
90 % siBnstroTCs posiakTuHOMamu. Oxosio 25 % omyxodeil runogusa ceKpeTupyroT rOpMOH
pocTa WM TOPMOH POCTa U MPOJIAKTUH. Y MalMEeHTOB HA0JI01aeTCsl akpoMerasnus, KIMHUYecKas
KapTHHA KOTOPOU HE OTJIMYAETCS OT CIIOPAJAMYECKH BO3HHUKAOMUX akpomeranueid. Okomo 3 %
onyxouei cekpetupyioT AKTT, Be3biBas curapom Kymmara. OctanbHbIe SIBIASIOTCS
He(YHKITMOHATLHBIMUA. MECTHOE paclIMpEeHUE OMyXO0JIHd MOKET IPUBECTU K 3pUTEIBHOMY
paccTpoiCcTBY, TOIOBHOM OOJM M TUTIONUTYHTAPU3MY.



Apyrue cuMnTomMbl

AJIEHOMBI U aIECHOMAaTO3Hasl TUIIEPILIA3Us IIUTOBUIHOM KeJe3bl U HAIMOYEUHUKOB
MHOI'/Ia BCTpeYaeTcs y nauueHToB ¢ cuaapomoM MOH tuna. B pesynbrare cekpennsi TOpMOHOB
pPEAKO HapyIIaeTCsl, U BAXKHOCTh TAKUX HAPYIICHUH sIBJsieTCS HeonpeneneHHoi. Kapiunonanbie
OITyXOJIH, OCOOCHHO T€, KOTOPBIE PAa3BUIIMCh B AMOPHOIOTUYECKOM MepeIHeH KHIIKE,
BCTPEYAIOTCS B €IMHUYHBIX CIydasx. Takyke MOTYyT BCTPEUaThCsl MHOKECTBEHHBIE IMOJIKOXKHBIC U
BUCIICPAJIbHBIC JIUTIOMBI.

Haubonee xapakTepHbIMH HOBOOOPa30BaHUSMH, CBOWCTBEHHBIMH Il CHHIPOMA
MHO’KECTBEHHBIX YHIOKPUHHBIX HEOIUIA3UM, ABJISIOTCS TUIIEPIUIA3HsI UITU OIIyXO0JIn
NapaIIuTOBUIHBIX JKeJle3, 00YCIaBIUBAIOIINE PA3BUTHE Y MMALIMEHTA IEPBUYHOTO
runepnaparupeosa. PassuBaercs oH 00bIYHO B MOJI0/10M Bo3pacte (20-25 jeT), mopaxkas 1160
TpH, TMOO0 BCE YETHIPE OKOJIOUIMTOBUIHBIC XkKele3bl. OCHOBHOM yaap 3a00aeBaHuUs IPUXOIUTCS
Ha MOYKH, B KOTOPBIX pa3BUBAETCS MOUYEYHOKaMEeHHast 00JIe3Hb WM HepokanbunHo3. M3-3a
HapYIICHUS KaJlbIIMEBOTO OOMEHa OOJIbHBIE UCIIBITHIBAIOT MTOCTOSSHHOE YYBCTBO KAXKIbI,
YIOTPEOIISIOT MHOTO JKUAKOCTH, CO3/1aBasi IOCTOSIHHYIO HAarpy3Ky Ha MOYKH, YTO MPUBOAUT K
4acTOMY MOYEUCITYCKaHUIO, @ BIIOCJIEICTBUU K ITOUYEYHON HEJOCTATOYHOCTHU. Y MOJIOBUHBI
OOJIBLHBIX C TUIEPIIAPATUPEO30M OTMEUYAIOTCS CUMIITOMBI CO CTOPOHBI MUILEBAPUTEIBHON
CUCTEMBI - [TOTEPs AlIIETUTA, TOLIHOTA, PBOTA, METEOPU3M, HAPYIIEHUS CTYJIa, CHUKEHUE MacChl
tena, y 10% - BO3HUKAIOT MENTUYECKHUE SI3BbI KEITYAKA U IBEHAaTUIIEPCTHOW KUILIKH.

Ha peHTreHonornyecknx CHUMKax 0OHapyKUBAIOTCS TIPU3HAKU 00€THEHHUS KOCTEH
KaJbIIEM, B PE3yJIbTATE YETO BBISBISIFOTCS TAKUE CUMITOMBI, CTIEHU(DUIESCKAE /TS
rUIepnapaTupeosa, Kak MoJHaJKOCTHUYHAs Pe30pOLHs U «MCUE3HOBEHHE» Ha CHUMKAX
n300pakeHHsI KOCTeH KOHILIEBBIX (hajlaHT KMCTEH U CTON BCIIEICTBUE BHIPAXKEHHOTO OCTEONOPO3a.
Kpome 31oro 6051bHbBIE PEBABIIAIOT XKaJ00bI HA MBIILIEUHYIO €C1a00CTh, aTPO(UI0 MBIIIIL,
JIETIPECCHUI0, CIA00CTh U COHIMBOCTbD.

OcCTpOBKOBO-KJIETOYHBIE HOBOOOPA30BaHNUS TIO/DKEITYI0UHOM HKee3bl, BXOISIIUE B
curpoM MOH 1 tuna - 370 yalie Bcero racTpuHoMa U MHCyJIuHoMa (10 60% ciydaeB), pexe
IJIF0OKaroHOMa, COMaTOCTaTHHOMA, ONyXoJH u3 PP-kietok, a Takxke ciydaitHO oOHapy>KeHHbIE
OITYXOJIH, HE UMEIoNINe (PYHKIMOHAIBHON aKTUBHOCTHU, ¥ KapLUUHOMBI. OIyX0Ju B
MOJKEITYI0YHOM kene3e mpu cunapome MOH-1 auarnoctupyrores o0br4HO B Bo3pacte 40 u
Oomnee seT. [l HUX XapaKTepeH MyJIbTHLIEHTPUYECKUH POCT (OJHOBPEMEHHOE MOSBICHHE CPa3y
HECKOJIBKHUX o1yxoJieil). [loMumo nopkeny1o4Hoil xkee3bl 3TH HOBOOOPa30BaHUS MOTYT
pacrnojaratbcs B MOJCIU3UCTON 000JI0UKE IBEHAIATUIIEPCTHOW KUILIKH (B YACTHOCTH,
MHOECTBEHHbIE MEJIKUE TaCTPUHOMBI).

W3 onyxoneit anenorunodusa Hauboiee 4acTo BCTpeYaeMbIMU B CHHAPOME
MHOECTBEHHBIX SHJIOKPHHHBIX HEOIIa3ui 1 THUIa SBIAIOTCS MPOJAKTUHOMBI, OJJTHAKO HEPEAKH
cilyuyau OOHapYKEeHHsI COMAaTOTPOIMHOMBI - €JMHUYHON U B COYETAaHUH C MPOJIAKTHHOMOMH,
KOPTUKOTPOIIMHOMBI, THPEOTPOITMHOMBI, TOPMOHATIBHO HEAKTUBHBIX aJICHOM.

HexoTtopble KapIMHOMIHBIE HOBOOOPA30BaHMs, KOTOPbIE BCTPEUAIOTCS B COCTaBe
cugapoma MOH 1 tuna, BcTpeyaroTcsi NPEUMYIIECTBEHHO Y MY>K4YHMH, HAIpUMED,
KapIMHOMTHASI OITYXOJIb TUMYCA, POCT KOTOPOW HE MPOSBIAETCS HUKAKUMH KIMHUYECKUMHU



npu3HakaMu. [ xKeHImH 6osee XapakTepHO Hallnune OpOHXHaIbHOTO KapiuuHouaa. [lpu
curapome MOH-1 Takxe MOryT ObITh OOHAPYKEHBI MHOXKECTBEHHBIE KapLIMHOUHBIE OITYXOJIH B
HKEITyIKE U IPYIUX OTJIENax MUILEBAPUTENbHON CUCTEMBI, @ TAKXKE OIYXOJIU U TUIIEPILIA3Us
KOpPbI Ha/IMIOYEYHUKOB.

XapakTepHbIM 1715 cuHapomMa MOH 1 Tuna cuMOTOMOM MOXET CIIY’KUTh TIOSIBIIEHUE
KO>KHBIX HOBOOOPA30BaHUH - JTUIIOM, aHTHO(PHOPOM Ha JIHIIE, KOJIIAar€HOM, KOTOpPbIE SBIISIOTCS
CBOEOOpa3HBIMU MPEIBECTHUKAMU PA3BUTHUS CHHIPOMA 0 (OPMUPOBAHHS OUEBUIHON
KJIMHUYECKON KapTUHBI 3a00JI€BaHUsI.

B pabote Lourengo u coasrt. (2010) o6¢cnenoBano 36 marmenTos ¢ [II'TIT u3 8
HEepOJCTBEHHBIX cemelt ¢ MOH1, koTopble ObLIH pa3aeeHbl Ha TPYIIIBI B COOTBETCTBHH C
BO3pacToM (Mojoxe u crapiie 50 et - 21 u 15 yenoBek cOOTBETCTBEHHO). bbLT0 MToKa3aHo, 4To
MOPaKEHUsI KOCTeH u movek (Hedponutuasz) nmpu MOH1-acconuupoBannom IIT'TIT Bo3HuKarOT
yaile ¥ paHblie, a TaKXkKe SIBISIIOTCS 00Jiee BRIPAKECHHBIMU 110 CPABHEHHIO CO CIIOPAIUYECKUM
III'TIT. Canxenne MIIK BoisiBiieHO B 77,8% cilydaeB HECMOTpPSI HA YMEPEHHOE IOBBILICHHE
ypoBaueit [ITT u kaneuus. B moarpynmne mosoasix nanuenToB (<50 neT) yale BCTpedanach
JeMUHepaIn3alus B AUCTAIbHON TPETH JIy4eBOM KOCTH, B rpymie jull crapiue S50 et Obuia
BBIILIE€ YaCTOTa OOILEro CHMKEHUS IIIOTHOCTU KOCTEH BO Beex 30Hax. Hedponutuas passuaics
B 75% HabitoieHui, Kak IpaBuiio, B Bo3pacte 10 30 JeT, B rpyIIe MalueHTOB CTapIIEro
BO3pacTa ObLJI aCCOIMUPOBAH C COMYTCTBYIONICH MOYEYHOM HeOCTaTOUHOCTHIO (33%). B nenmom
Ha MoMeHT auarHoctuku [II'TIT 75% nanuentoB umenu manudectuyro hopmy 3ab0IeBaHus
(Hedponutuas). 8 u3 9 «acUMITOMHBIX» 00IBHBIX ObUTH MOTOXKE 30 JeT, 1 Bce 9 ObLIN
CTaTUCTUYECKU 3HAUMMO MOJIOKE «CUMITOMHBIX» IMALIMEHTOB. ABTOPBI PEAIOJIATAIOT, YTO
acumnitoMHas (aza npu MOH1-accounupoBannom [II'TIT anuTcs OTHOCHTENBEHO HEAONTO,
OCKOJEKY 60% marueHToB MoJioxke 30 JIeT y)Ke UMENIH CUMIITOMATHKY (HeppouTras).
MexaHu3MBbl, JIeXkKallue B OCHOBE OOJIbIIEH MTpeIpacnoIokeHHOCTH K HedponuTrasy npu MOHI-
accouunpoBaHHoM III'TIT mo cpaBHenuro co cnopanuueckum III'TIT, octaroTcst HEICHBIMH.

JAnarnocruka

CKpI/IHI/IHF MYTaLII/Iﬁ B I'CHC, OTBETCTBCHHOM 34 CUHAPOM M9H-1, IIPOBOJAT YHALIKUCHTOB C.

e JIByMs OIyXOJISIMM U OoJiee, xapakTepHbIMU Ui cuaapoma MOH-1 (npu manudecranuu
MHO>KE€CTBEHHOT'0 IOPaKEHUS IHIOKPUHHBIX Kese3 B Bo3pacTe 10 30 eT MyTaluu reHa
MENI BrisiBsitorcst B 100% ciyuaes);

e MHOXeCTBEeHHbIMM oryxosiMu OIIDK

o wmanudecranueit I[II'TIT B Bo3pacte g0 40 ner;

e uyctuHHBIM peruauBoM [II'TIT mocne paaukaaTbHOrO ONEPATUBHOTO JICUCHUS;

® TAaCTPUHOMOM WM MHOXXECTBEHHBIMHU MTAHKPEATUYECKUMH OITYXOJISIMHU (B JTFOOOM BO3pacTe);

® CEeMEHHBIM U30JMPOBAHHBIM FMIIEPIIAPATHPEO3OM.

Kpowme Toro, renerTnueckoe 00ciieZloBaHUE HY>KHO MPOBOJIUTh Y POACTBEHHUKOB IEPBOit
JMHUY TTalMeHTa ¢ BepupuuupoBanHoil renernueckoil mytarueit MENI . Ilepen



TEHETUYECKUM 0OCIICTOBAHUEM BCEM MAIlUEHTaM HEOOXOAMMO MPONUTH TEHETHIECKOE
KOHCYJIbTUPOBAHHE.

[Tponienypa nuarHocTukH 3a00J€BaHUS CKJIaIbIBaeTCs U3 cOOpa aHaMHE3a,
(bU3HKAIBHOTO 00CIIeIOBaHMsI, Ta00OPATOPHBIX, TCHETUYCCKUX U MHCTPYMEHTAIBHBIX METOJOB
uccienoanws. JlanpHelinee 1abopaTopHOE M HHCTPYMEHTAIBHOE 00CIIeIOBAaHUE Y
POJICTBEHHUKOB TIEPBOH JINHUU HEOOXOMMO TTPOBOJIUTH MTOCIIC BBISIBICHUS TCHETHUECKUX
aHOMaJIMi BO M30ekaHne He0OOCHOBAHHBIX MpoLeAyp. JlOMoNMHUTENbHBIE Ta00paTOPHBIE HITN
PaaMOIOTHYECKHE CCIICIOBAHMUS TOJDKHBI OBITh TIPOBEICHBI, €CIIA PE3YIbTaThl CKPUHHHT OBBIX
TECTOB MPEANOJIaraloT HaJTUYue SHJOKPUHHBIX aHOMAJIMI, CBSI3aHHBIX ¢ cuHIpoMoM MOH I
THIIA.

JIaGopaTopHasi IMarHOCTHUKA - OAMH U3 BaXKHBIX 3TAlOB JUArHOCTHKHU cuHApoMa MOH -
1, Tak KaK OCHOBHBIMM JMAarHOCTHYECKUMH KPUTEPHSIMU TMIIEPIIapTUPE03a SBISAIOTCA
HOBBIIIIEHNE KOHIIEHTPALUU HOHU3UPOBAHHOTO KaJIbIUsI U CHUXKEHHE YPOBHSA (ocdopa B KpoBH,
HOBBIIIIEHNE KOHIIEHTPALMU UHTAaKTHOI'O NapaTTOPMOHA B KPOBH, FMIIEPKAIBLIUYPHSI
(TTOBBIIIICHNE BBIBEACHUS KIBLKs C MOYOi) U runiepdocdatypust (moBbImeHue ypoBHs pocdopa
B MO4€), CHKCHHE YPOBHS MIET0YHOH (ocdaTassl B mazme. [1Jis BBIABICHUS
HEHUPOIHTOKPUHHBIX OITyX0JIel PEKOMEHJOBAHO OIpEIe/IEHUE YPOBHS raCTpMHA U UHCYJIMHA B
KPOBH HATOIIIAK, a TAK)KE OIICHKA COJIEPYKAHHS XPOMOTPaHUHA A U TAaHKPEAaTHYECKOro Oerka B
KpoBH. ['acTpuHCEeKpeTHpyIOIIKe BHE KJIETKU OMYXOJIH MOKETYA0YHON KeJle3bl U
JIBEHAATUIIEPCTHON KUIIKH JUArHOCTUPYIOTCS MOBBIIIEHHBIM OCHOBHBIM YPOBHEM racTpHHA
IUIa3Mbl, IOBBILIEHUEM YPOBHS I'acTpHHA Ha BiauBaHue Ca U apaJoKCalbHbIM POCTOM YPOBHS
racTpvHa I0Cie BIMBAaHUS CeKpeTHHA. [[0BbIIICHHBII OCHOBHOW ypOBEHb AHKPEATHYECKOTO
HOJIMIIENITH/Ia WM TaCTpUHA WK IPEyBeINYeHHAas peakiysl STUX TOPMOHOB Ha CTaHAAPTHYIO
MUY MOT'YT OBITh PAHHUM. IIPU3HAKOM ITOPAXKEHUS MOHKETYIOUHOM jKene3bl. AKpOMeranus
JUArHOCTUPYETCS MOBBIIIEHHBIM YPOBHEM F'OPMOHA POCTa, KOTOPBIN HE MOAABIISIETCS BBEIEHUEM
[JIFOKO3bI 1 TOBBIIIEHHBIM YPOBHEM MHCYJIMHOMNOI00HOTO (hakTopa pocTta 1 miasmsl.

J171st BBISIBJICHUS JIOKQJIM3AIIMKA HOBOOOPA30BaHU, a TAK)Ke pa3MepOB U XapaKTepa
OITyXO0JIEBOTO Ipoliecca, MPUOEraT K HHCTPYMEHTAIbHBIM METO/1aM UCCIIEIOBaHUS
yIbTPa3ByKOBOMY MCCIIEJOBAaHHIO MAPAIIUTOBUIAHBIX JKE€JI€3, OPraHOB OPIOIIHOM MOJOCTU U
3a0pIOIIMHHOTO TPOCTPAHCTBA, CKAHUPOBAHUIO OKOJIOIUTOBUIHBIX KEJE3 C N30TONOM
TEXHEeIHsI, MArHUTHO-PE30HAaHCHON TOMOTpaduu TOJIOBHOTO MO3Ta.

C 1enbo OLEHKH CTENEHH BTOPUUHBIX OpaKeHUI opraHoB cpenoctenus, npu MOH 1
THUIIA IPUMEHsETCs 3a00p OMOJIOrMYecKUX 00pa3lioB KPOBH ISl MPOBEACHUS OMOXUMHUYECKOTO
aHaJIN3a, B IIPOLIECCE KOTOPOrO OMPEAEIIAIOTCS TaKHE TOKA3aTeNN: KPEaTUHUH, MOYEBUHA,
AJIEKTPOJIUTHI, IIeT04Has docdaTasza, INOK03a, OCTATOUHBIN a30T u jp. [TokazaHo Taxke
nposezaeHue npod Mmoun no CynkoBuuy u 3uMHUIIKOMY. K unciny InarHocTHYeCKUX
meponpusTuii npu MOH 1 Takke oTHOCUTCS SKCKpeTopHas yporpadus, ¥Y3U nouek, KT,
JIEHCUTOMETpUsL, GrOPOracTpoyoA€HOCKONUS, peHTreHorpadus TpyouaThIX KOCTEH, NalblieB

PYK.



Jleuenue

TaxTuka eueHus Ipyu MHOKECTBEHHBIX HJIOKPUHHBIX HEOIUIA3UsX | TuIa 3aKItodaeTcs
B [IOATAIIHOM YAAJICHUU HEOILJIa3HM.

JleyeHne napamiMTOBUIHBIX XKeJle3 U MOpaXeHUH runodrsa B OCHOBHOM XHPYpPIUYecKoe.
Onyxosu B NaHKPEATUYECKUX OCTPOBKAX TPYAHEE JIEUUTh, [IOCKOJIbKY ITOPAXKEHUS HEPEAKO
MaJibl U TPYJIHO JIOKAJIN3YEMBI, TOPAKEHHE YaCTO UMEET MHOT'0O o4yaroB. Eciin o/1Ha o11yXoib He
MOXET OBITh HalJIeHa, MOKET MOTPEeOOBATHCS 00MIas pEe3eKUUs MOIKEITYI0UHOM KeNe3bl 115
HaJJIeXKAIEero KOHTPOJIS 32 MHCYJIMHOBBIM IOKOM. JIMa30KCHI MOXKET ObITh MOJIE3HBIM
JIOTIOJTHEHUEM B JICUEHUU TUIIOTJIMKEMUU; CTPENTO30LKH U IPYrie IUTOTOKCUYECKUE Tperaparsl
MOTYT YJIYYIIUTh CUMIITOMBI OITyXOJIM, YMEHBIIIasi HATPY3KY.

Jleyenmne TaCTPUHCCKPECTUPYIOINX BHE KIICTOK OITYXOJIHU ABJIACTCA CIIOKHBIM ITPOLIECCOM.
HCO6XO,I[I/IMO MNPCANPHUHATE IIOIBITKH JIOKAJTIU3allUU U YAAJICHUSA OITYXOJIH. Ecmu JJOKaJInU3alus
HCBO3MOXKHA, I/IHFI/I6I/ITOp IIPpOTOHOBOI'O HACOCa 4aCTo o0eryaer TeUeHUEe I3BEHHOI OOJIE3HMU.
HpI/I HaJIMYHUU 3THX JICKAPCTBCHHBIX CPCIACTB HCO6XOI[I/IMOCTL raCTpSKTOMHU KpaﬁHe peaka.

OKTpeOTI/II[, aHaJIOI' COMaToCTaTuHAa, MOXET 6J'IOKI/Ip0BaTL CCKpPCLIMIO T'OPMOHA U3
HCTAaCTPUHCCKPCTUPYIOIIHUX OHYXOJ'IGI‘/‘I HO,I[)KGHy,Z[O‘IHOﬁ JKCJIC3bI U XOPpOLIO IIEPECHOCUTCA,
0COOEHHO ecIu MNPUMCHACTCA KakK Iperapart JJIMTCIbHOI'O HeﬁCTBHH KaXXabIC 4 HCACIIN.

[TannuaTuBHOE JIEUEHHE METACTA30B OMYXOJIEH MOHKENyI0UHOM JKele3bl BKII0YaeT
AMOOIU3AIMIO IEYCHOYHON apTepuu U UHTEp(HEpOH a (B COYETAHUU C OKTPEOTUIOM).

OCHOBHO¥ 11eMTBIO JICUCHUSI OO0JIBHBIX C MHOYKECTBEHHBIMH SHIOKPUHHBIMHU HEOTIA3USIMU
1 Tuna siBnsSeTcs yaaueHrue HoBOOOpa30BaHUI U MOCIIEyoMIasi KOPPEKIIUs TOPMOHAIBHOTO
nucoOaanca.

BonbHbIE B TSKEIOM COCTOSIHUM U MOJIEXKAIINE XUPYPTUUECKOMY BMEIIATEIbCTBY
rocnuTan3upyrorces. Mcnoap3oBaHre MEIUKAMEHTO3HOM TEPAUK WIIA XUPYPTUUECKOTO
BMeEIIATEeNhCTBA HAMPSAMYIO 3aBUCUT OT Pa3HOBUAHOCTH omyxoieil. CorinacHo pa3paboTaHHOMY
MexayHapoJHOMY KOHCEHCYCY 10 JUArHOCTUKE U JICUEHUIO MHOYKECTBEHHON YHIOKPHUHHOM
Heoruta3uu | Turma, OJHOBPEMEHHO C yalieHUEM MapaliuTOBUAHBIX JKeJie3, MOPaKeHHBIX
OTYXOJIEBBIM MPOIIECCOM, MMPOBOIST YAAICHHE BUIIOYKOBOH kene3bl. [Ipudem, ynaneHHas TKaHb
MapalMTOBHIHBIX JKeJIe3 MOXKET ObITh COXpaHEHAa B OCOOBIX YCIOBHSX JIJISl TTOJICAJIKH €€ B
ClIy4ae pa3BUTHsI TUIIONApaTHpPeo3a (HeJOCTATOUYHOCTH (PYHKITUUA OKOJIOIIUTOBUIHBIX KeEJe3), He
KOPPErupyeMoro 3aMeCTUTEIIbHON Tepanueil.

Xupypruyeckoe jgedueHue ractpuaoM npu cuaapome MOH 1 tuna penko 3aBepiiaercs
OaronpUsATHBIM UCXOJI0M. A BOT IIPU UHCYJIMHOMAX U APYIHX MaHKPEaTHYECKHX HEaKTUBHBIX
HHJIOKPUHHBIX 00pa30BaHUAX OMEPATMBHOE BMEIIATENHCTBO MOKA3aHO U I0CTaTOYHO
spdexTruBHO. OHAKO, MAPKEPOB, MO3BOJISIOLINX CIIPOTHO3UPOBATH BO3MOXKHOCTD PELUANBA
WJIU O3JIOKAYECTBIICHHUs IIPOLIECCA, YBbI, HA CETOAHAIHUN JICHb HE CYIIECTBYET.

NmenHo nostomy OosibHBIE ¢ cuHApOoMOM MOH - 1 10/mKHBI HAXOAUTHCS HAa POTSKEHUH
BCEH KU3HU 101 IMHAMUYECKUM HaOJII0/IEHUEM U POXOJUTh 00cieI0BaHue, 0100H0e
CKPUHUHTY.
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JInnamuuyeckoe HaOaw0aeHue 00bHbIX ¢ MEH-1

bonbnbie ¢ cuaagpoMom MOH - 1 10KHBI HAXOIUTHCS HA MPOTSKEHUH BCEU KU3HU MO/
JTUHAMHUYECKUM HaOJII0ICHUEM U MPOXOIUTH 00CIe0BaHUE, MTOJ0OHOE CKPUHHHTY.

e BExeroaHoe ompeneneHne OMOXUMHUYECKUX U TOPMOHAIBHBIX TIOKa3aTeNnel KPOBU:
- YPOBEHb HOHU3UPOBAHHOTO KaJIbIIHA,

-[apaTropMoHa,

-racTpuHa U HCYJIMHA HATOMIAK,

-nposiakTuHa (Tocie 8 Jer),

-XpoMOTrpaHuHa A 1 aHKpeaTuyeckoro noiunentuaa (rnocie 20 yier);

e OpuH pa3 B 3 rofia MPOXOIUTh MAarHUTHO-PE30HAHCHYIO TOMOTpadui0 FOJOBHOI'O MO3Ta
(mocne 5 ner)
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denepaibHOE TOCYIAPCTBEHHOE OIOMKETHOS 00pa30BaTeIbHOE YUPEKICHUE BRICIIETO 00pa30BaHus
«KpacHospckuii rocyapCTBEHHBIA MEIUIIMHCKUH YHUBEPCUTET UMeHU npodeccopa B.d. Boiino-
Scenenxoro» Munucrepctsa 3npaBooxpaneHust Poccuiickonn @enepaunn
PELIEH3USI HA PED®EPAT

Kadenpa rocnuranbHoll Tepanuu 1 MMMYHOJI0THH ¢ Kypcom I1O
Peuensusi K.M.H., JoueHTa Kadeapbl rOCHIUTAJLHOM Tepanuu U UMMYHoJI0rHu ¢ Kypeom 11O,
Jynunoii Mapraputsl AHIpeeBHBI Ha pedepaT opauHATOpPa 2 roga 00y4eHus M0 ClenuaIbHOCTH
«IHIOKPHHOJIOTH», AJTIOKOBOI CBeT1aHbl CepreeBHbI 0 TeMe « CHHIPOM MHOKeCTBEHHBIX

HIOKPUHHBIX Heomaa3uii 1 Tuna »

OcHOBHBIE OLICHOYHBIC KPUTEPHUH

Ne OueHoYHBbIH KpUTEPHUii MOJI0KUTEIbHBII/0TPHIIATEIbLHBII
1. CTpyKTYypHpPOBaHHOCTh

2. AKTyapHOCTb

3. CooTBeTcTBHE TEKCTa pedepara ero Teme

4. Bragenne TepmMuHONOrHEn

5. [TonmHOTa M MTyGMHA pacKpbITHsI OCHOBHBIX MOHATUH

TCMBI

6. JlornaHocTh nOKa3aTenpHON 0a3bl

7. YMeHHne apryMeHTUPOBaTh OCHOBHBIE NTOJIOKEHUS U
BBIBOBI

8. VcTounnku nutepaTypsl (He crapiie S neT)

9. Hanuume o0mero BeiBoza 1Mo TemMe

10. | Urorosas ouenka (0UeHKa O NAMUOANTbHOIL
wKane)

Jara: «  » 20 TO/T

Hoanucey penensenra

(moamuchb) (PUO penensenta)

IMoanmuck opauHaropa

(moamuch) (PUO opaunaTopa)
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