OP®AHHBLIE 3ABOJIEBAHUA

CI/IHAPOMbI MHOXeC(TBEHHbIX SJHAOKPUHHDbIX Heonnasum

Pedkue (opgaHHble) 3a60/1e8aHus — 3mo namosio2uu, Komopble 6Cmpeyaromcs ¢ yacmomou He 6onee 1 c/ly4asa HA 2 meic. Yesioeek.
TMpu omcymcmeuu Hadnexauje2o se4eHuUs ophaHHele 3a60/1e8aHUA ABNAIOMCA UHBATIUOUIUPYIOWUMU U MO2YM Y2pOoXXamb XU3HU.
OO0Holi u3 2pynn opgaHHbix 3a6onesaHuli A8/1510MCA CUHOPOMbI MHOXeCMmeeHHbIX SHOOKPUHHbIX Heonnasuti (M3H), knuHuyeckas
KapmuHa Komopbix UHOUBUdyasibHA U 06yc/iosieHd HapyuieHUeM ceKpeyuu onpedesieHHbIX 20pMOHO8. B ceA3u ¢ 2zeHemuyeckoli
npupoooti M3H ceoespemeHHoe o6HapyxeHuUe Mymauyutli 8 1okycax 2eHoe MEN u RET no3eo/isem 8o8pems UHUY{UUPOBAMb JleyeHue
u npedomspamums passumue KOHKypupyrouwux 3abosesaHuli 8 pamkax 00H020 CUHOPOMA.

CuHpgpom M3H 1-ro Tuna (cnHgpom Bepmepa,
M3H-1)

Ona cuHgpoma MDH-1 xapakTepHa Tpuaga HOBOOOGPAa3OBaHUIA:
OMNyXOJN OCTPOBKOBbIX KIIETOK MOAKENYyAOUYHOW »Kene3bl, NepBuY-
HbII rMNepnapaTMpeos, ageHoma runodusa. BosmoxxHo passuTne
onyxosnen Kopbl HagMOYeYHMKOB, KapLUMHOMAOB TUMYCa, TOHKOM
KULWKWN, MEHUHITMOMBI, IUNOMbI 1 Ap. PacnpocTtpaHeHHOCTb M3OH-1
coctaBnaeT 1 cnyyan Ha 30 TbiC. HaceneHna, OQHaAKO Cpean onpe-
OefleHHbIX Tpynn MauueHTOB PacnpoCTPaHEeHHOCTb CUHAPOMA
3HauMTenbHO Bbiwe. Tak, y 7-11% nauneHToB B Bo3pacTe meHee 30
NleT MepBUYHBIA rnepnapaTupeo3 AMarHOCTUPYeTCA B pamKax
cvHapoma MDH-1. Y nauyveHToB C ageHoMol runodusa pacnpo-
CcTpaHeHHOCTb MOH-1 meHee 3%, oiHaKO Cpefu NaLMeHTOB C ra-
CTPUHOMaMK 1 APYTMU OMNYXONAMM NOLAXKENY[0UYHOM Xene3bl pac-
NPOCTPaHEeHHOCTb cocTaBnsaeT 16-38% [1]. nAa cBoeBpemMeHHON
OVMArHOCTUKN CUHAPOMA B rpynmnax C BbICOKMM PUCKOM Pa3BUTUA
HEeCKONbKUX MaToNorni peKoMeHAOBaHO reHeTn4eckoe TecTnpo-
BaHue. bonee yacTbiM HayanbHbIM NpoAsneHem MOH-1 asnaetca
NepBUYHBIN rMneprnapaTMpeos, Ansa KOTOPOro XapakTepHbl Ae6oT
B 6onee monogom Bo3spacte (fo 30 neT), 6eCcCUMNTOMHOE TeueHue,
yMepeHHOe MOBbIEHNE MAPAaTUPEONJHOro ropmMoHa (He 6onee

2,5 pa3a Bbllle BepxHel rpaHunLbl pepepeHCHbIX 3HaYeHNn nabo-
patopun) [2, 3]. MprnunHamn pa3sutna MOH-1 aBnaetca mytauma B
reHe-cynpeccope onyxonen MEN1, KoTopbli KogmpyeT crneuu-
anbHbIi GENIOK — MeHVH, perynnpyowmii MaTpruyHble NpoLecchl:
TPaHCKPUNLUKIO, KIeTOYHOe AefeHre 1 nponudepaumio.

CmepTHOCTb cpean naumeHToB ¢ MOH-1, Kak 1 Npu Apyrux peaknx
3ab0neBaHUsX, BbICOKa 1 cocTaBnseT 50% B Bo3pacTe go 50 ner, B
CBA3U C YeM HeobXOAMMO NPOBEfEHNE FeHeTUYECKOrO TeCTUPOBa-
HUA Cpefm NauneHTOB, HaXOAALMXCA B FPYyMnMnax BbICOKOro pucka: ¢
CeMeWHbIM N30/IMPOBaHHbIM rMMNeprnapaTUpPeo3om, C KINMHUYECKM-
My npossneHnamn M3H-1 cpeamn poaCTBEHHUKOB NEPBOW IMHUN, C
runepnnasven U ageHoMamu napalyMToBUAHbIX Xefie3 B MOMo-
nom Bo3pacTe (8o 40 neT), ¢ peUrManNBMPYIOWUM UIX NOAUTNAHAY-
NAPHBbIM rMNeprnapaTupPeo3om, C racTpuHoMamu 1 ap. EQUHcTBeH-
HblM METOOM SleYeHMA OMyX0oneBoro npoLecca B pamkax CMHAPO-
Ma ABNIAETCA XMPYPruyecknii. B cBA3M ¢ BbICOKUM PUCKOM MHOXe-
CTBEHHOTO NMOPaXKeHWA OKONOLUTOBUAHbIX Xene3 npu napatupe-
OVAIKTOMUN PeKOMEeH[OBaHa [BYCTOPOHHAA peBu3nA wen. Xu-
pypruyeckoe neyeHrie onyxosen noaxenygoyHom »enesbl peKko-
MeH[0BaHO MPOBOAUTb B BbICOKOCMELMANN3NPOBaHHbIX LleHTpax C
BO3MO>XHOCTbI0 06ecrneyeHna MeXxgncUnnInHapHoro nogxoaa [41.

| DIGITAL-DOC.RU | CON-MED.RU |



CuHpgpom M3H 2 1 3-ro Tuna (cMHapombl
Cunnna n NopnuHa, M3H-2, M3H-3)
PacnpocTtpaHeHHocTb MOH-2 (paHee 2A) coctaBnaeT 1 cnyyan Ha
25 TbIC. yenoBek. COCTaBNAWMMM JAHHOTO CUHAPOMA ABNAIOTCA
MeayIAPHBIA paKk WKToBUAHON xenesbl (LX), peoxpomoumto-
Ma/maparaHrnvoma, runepnapatupeos. ConyTcrayioLwmmm 3abone-
BaHUAMY MOTYT ObITb aMUIONZ03 KOXNM, 6one3Hb MplunpyHra [4].
PacnpocTtpaHeHHocTb MOH-3 (M3H-2B) HeBenvka 1 coctaBnseT 0,2
cnyyad Ha 100 Tbic. HaceneHua [4]. HayanbHbIM NpoABneHnem aaH-
HOro CUHApPOMa ABNAETCA MOABMEHVE arpPeccMBHbIX GopM Meayn-
nAapHoro paka WK y nauneHToB monoxe 20 net [5]. Takke naTor-
HOMOHWYHBIMU NPOABIEHUAMN CHAPOMA ABAAIOTCA MapdaHono-
[06HaA BHEWHOCTb (YANMHEeHHbIe KOHEYHOCTM U Nanblpl, AnacTe-
Mbl, BPOKAEHHbIE MOPOKM KanaHoB cepALa), HapyLUeHKA OMOPHO-
[BUraTesibHoro annapara (Kugockonmnos, BasibrycHble 1 BapyCcHble
nedopmaunm, UCKPUBNEHUA CYCTaBOB HUPKHUX KOHEYHOCTel, BO-
poHKoobpa3Has rpyaHas Knetka), NosiBNeHne raHrnMoHeBpom [6].
[JaHHble cnHApPOMbI 06YCNIOBAEHbI MyTaLMAMM B MPOTOOHKOreHe
RET, pacnonoxeHHOM Ha 10-1 XpoOMOCOMe 1 KOAUPYIOLLEM MeM-
GpaHHble peLenTopbl KNeTok. B otnnune ot M3H-1 npu cnHppo-
Max M3H-2 n M3H-3 npocnexnBaeTca yeTkaa Koppenauna reHo-
Tn-deHoTun. Takxke myTauuu B reHe RET onpepensioT pasHyto
CTeneHb BblPKMBAEMOCTU MaLMEHTOB B CBA3W C Pa3/IMYHON CTene-
HbIO arpeccrBHOCTY TeYeHNA OHKONornyeckoro npouecca. Maun-
€HTaM C MOATBEPXKAEHHON MyTauuei peKOMeHA0BaHO BbIMOMHe-

Jutepatypa

HUe NpodUNaKTNYECKON TUPEOVAIKTOMUM C LEeNbio CHUXKEHUA
cMepTHOCTU. [lecATUNeTHAA BbIKMBAEMOCTb B rpyrne 6e3 metacrta-
TNYeCKOro npoLecca BieAcTBMe MefynnapHoro paka LUK cocras-
naet 90%, Npv HaNNUMM MeTacTa3oB — He 6onee 20%. B HacToswwee
BpemsA NpoBOAAT UCCNeA0BaHMA, MOCBALLEHHbIE MPUMEHEHNIO NM-
MYHOOrMYeCcKol Tepanumn NHrMbrTopaMmmn TMPO3UHKMHA3bl — BaH-
JIeTaHN60M, KabO3aHTUHNOOM.

CuHpgpom M3H 4-ro Tuna

BrnepBble faHHbIN cuHApom 6bin BbigeneH B 2006 . U NMeeT He-
60bllOe KONMYECTBO OMUCAHUI B UCTOYHMKAxX nutepatypbl [1]. B
pamMKax JaHHOro cMHApPOMa Yy naumeHToB passusatotca MOH-1-ac-
COLMNPOBaAHHbIE OMNyXOonu (aAeHOMbl MapalUTOBUAHON enesbl,
rnnodusa) B COYETaHUN C HOBOOOPA30BaHMAMM NOYEK, HagmnoYeu-
HUKOB U MONOBbIX opraHoB. OgHako B cpaBHeHMn ¢ MOH-1 onyxo-
NeBbI NPOLECC MeHee BblpaXeH 1 MeHee arpeccmBeH. 3TO ayTo-
COMHO-AOMUHAHTHOE 3aboneBaHue, CBA3aHHOE C BOCEMbIO pas-
NNYHBIMU FeTEePO3nNroTHbIMU MyTaumamu B reHe CDNK1B. JleueHne
M ANArHOCTUKA CXOXKM C peKoMeHA0BaHHbIMU npy MIH-1.

CrHapombl MOH npepfcraBnaioT coboi reTeporeHHyto rpynmny 3a-
60neBaHMIN C BbICOKUM PUCKOM J1IeTanlbHOCTU, OIS UX fleYeHns He-
obxoaMma cneumann3MpoBaHHasa MeXancUMnIvHapHasa KomaHaa
crneumanucToB.
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