AMCpI/IKaHCKaﬂ acconuanud KJIHHHHCCKOﬁ 3H,I[OKpI/IHOJ'IOFI/II/I BBIHYCTI/IJ'Ia KOHCCHCYCHOC
3a4BJICHUC 10 TIOBOAY CUHAPOMA MHOXKCCTBCHHBIX DHIOKPUHHBIX HCOHJIa3I/Iﬁ 1 Tuna
(MDH1).
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CI/IH}IPOM MHOKCCTBEHHBIX JHAOKPHUHHBIX Heomia3uii 1 Tuma: KOHCEHCYCHOC€
3adABJICHHUC.



KpaTKO pPacCMOTPHUM KIIFOUCBBIC pA3ACIIbl KOHCECHCYCHOI'O 3asABJICHUA AMCpHKaHCKOﬁ
acColMaly KJIMHAYECKON OHAOKPUHOJIOTUH, TOCBAIICHHOC CHHAPOMY MHOXKCCTBCHHBIX
OHAOKPHUHHBIX Heomnasui 1 Tuna .

CHHAPOM MHOKECTBEHHBIX JHAOKPUHHBIX Heomia3uil 1 tuna (MOH1) —
HACJIEICTBEHHBIN CUHAPOM, OOYCIOBIEHHBIN NAaTOT€HHBIMU BapuaHTamMu B reHe MEN],
XapaKTepHU3YIOLIUICS pa3BUTHEM MHOKECTBEHHBIX OITyXOJIeH SHIOKPUHHBIX KeJle3.
Breigensior "kiaaccuueckyo Tpuaay' KOMIIOHEHTOB ATOTO 3a00JI€BaHUS:
e nepBuuHbIi runepnaparupeo3 (III'TIT) BcnencTBue ageHOM/TUIIEPIUIA3UN
MapalMTOBUIHBIX JKEJIE3;
e HeiliposnaokpuHHble onmyxonn(HD0) nomkenynounoit xenessl (IDK) n/umm
neeHaanarunepctaon kumku (JIITK);
e HDO nepenneit nonau runodusa.
Bo3moxHO Takxke nopaxeHue HaANOYEUHUKOB, KOXKH, JIeTkuX, Tumyca, [IHC (MeHMHruomsl u
T.11.).

MDH 1 M0:kHO YCTAHOBHMTH NP OTHOM M3 CJIEAYIOIIHUX KpUTEepHeB:

e “lenernyeckuil”: mpu OOHAPYKEHHUH Y YEJIOBEKA MMATOTCHHBIX WM BEPOSITHO
IIaTOr€HHBIX BapuaHToB rene MENT;

e “CeMeiHBIN": PU HAIMYUN a/ICHOMBI MTAPAIMUTOBHIHBIX Xkeine3, HOO runodusa,
DK u JIIK + MDH1 65611 paHee ycTaHOBIIEH Y POACTBEHHUKOB MEPBOIl IMHUU
POICTBA;

o “Knununueckuil”: mpu Haauuue 2 u 60iee Onmyxosied SHJOKPUHHBIX Keje3
(mapammToBUAHBIX XKene3, runodusa win [DK, [I1) naxe npu oTpuiiatesbHOM
TEeHETUYECKOM TECT U OTCYTCTBUU MOH ] B ceMEMHOM aHAMHE3E.

Hriuart

O0cnenoBanue:

e JlaGoparopnoe: kanbiiuii u IITI" kpoBw;
e OrleHKa OCIOKHEHUI: CKOPOCTh KiTy0oukoBoit punbsrpamu (CK®D), cyrounas
IKCKPEIHS KaNbIHs, peHTreHOBCKast neHcutometpust, Y3U/KT mouek
e Busyanu3zainus xeyes3 nepe NepBUYHON onepauen y NalueHTOB C MOTBEPKICHHBIM
MDHI1 u [IT'TIT mo MHEHUIO OOJBIITUHCTBA ABTOPOB 3HAYCHUS HE UMEET, B CBSI3HU CO
CIIOKHOCTSIMU TPY TIOPAKEHUU HECKOJIBKUX JKENe3, a TAK)Ke OJMHAKOBOM
XUPYPrUu€CKOM TAKTUKOM BHE 3aBUCMMOCTHU OT PE3yJIbTaTOB BU3yaIM3alUU.
Oco0eHHOCTH BU3YyaIH3AIH MEHSIOT XUPYPrUUeCcKyt0 TAaKTUKY JIUIIbL B 7% cydaes,
HO HEKOTOPBIE IKCIIEPTHI CYUTAIOT 3TO JIOCTATOUHO OOJBIIIMM IPOIIEHTOM U
HACTaWBAIOT Ha MPEIBAPUTEIHLHON BU3yalIn3alluu
CKpUHUHT:
e Hayano ¢ 5-8 ner .
e Exeromno: kanbuwuii, [1TT, pocdop kposw.
Jledenue:



® (OCHOBHOM MeTOA — XUpyprudeckuil (ynauenue 3.5 xene3 IIoc LepBUKaIbHas
TUMAKTOMUS).
[Toka3anus k onepanuu Te ke, 4To ¥ npu cnopaaudeckom II'TIT.
KoHcepBaTHBHO: arOHUCTHI KaJIbLUI-YyBCTBUTEIHHOTO perienTopa (HuHaKaIbIET),
CIMPTOBAst A0OALMS — MPU MPOTUBONOKA3aHUAX K APYTHM BapUaHTaM JICUCHUS WIIH
peuuauBax
H20 runogusa

2 !I/IaFHOCTI/IKaZ

® AHaiau3 KpOBM: €XKErogHo ponakThl, UPP-1, a ocranpHOE - IIpy HANTUYUU
CUMIITOMOB.

e llccienoBaHus B 3aBUCMMOCTH OT KJIMHUKH : CyTOYHAsI SKCKPELUs KOPTU30J1a, HOYHOU
JIEKCaMETa30HOBBIHM TECT, NEPOPAJIBHBIN INIIOKO30TOJIEPAHTHBIN TECT Ha MOAABICHUE
CTr

e MPT rosoBHOro Mo3ra ¢ KOHTPaCTHBIM YCUJIICHUEM

CKpUHUHT:

e Hauano c 16 ser.
e Yacrora: ananu3sbl kpoBH 1 pa3 B rogq, MPT — 1 pa3 B 1-3 roza.
Jleuenue:

e [IpomakTHHOMA: MEIMKAMEHTO3HAas Tepanus (KabeproiuH, OpOMOKPHUIITUH) —
npernaparsl BbIOOpa.

® DHJIOCKOIIMYECKOETPaHCCHEHOUJANBHOE YIAJIEHUE aJIEHOMBI PU APYTUX OIMYXOJISIX
WJIN ITPU HEBO3MOKHOCTHU MCAUKAMCHTO3HOI'O KOHTPOJIA IMTPOJTAKTHUHOMBI.

e [Ipu HEBO3MOXKHOCTH XHPYPrHUECKOTO JICUCHHS T PelUANBaX: 1)coMaTOTpONMHOMA
- aHaJIOTH COMATOCTaTHHA, aHTOTOHUCTHI perentopoB CTI';2)kopTUKOTpONTUHOMA -
MHTUOUTOPBI CTEPOUIOTEHE3a, AaHTATOHUCTHI INTIOKOKOPTUKOUTHBIX PELIETITOPOB;

e JlyueBas Tepanus — IPU arpECCUBHBIX OIYXOJAX, pEUUINBAX.

HD20 IIK u AIIK
JInarsocruka:

® AHanu3bl KPOBU MPU HAIMYUHU KIMHUYECKOW KAPTUHBI: THIIOINIMKEMHUS — UHCYJIHH,
C-nentua (+ npoda ¢ royoJoM), NOA03PEHUE HA FACTPUHOMY, [IIIOKarOHOMY,
BHUIIomy, comarocTaTUHOMY.

e Busyanuzanus: KT/MPT OpromHoii nonoctu, npu Heodxogumoctu [19T-KT ¢
COMAaTOCTAaTUHOBBIMU aHAJIOTAMHU

e DOH10Y3U — BbICOKas UyBCTBUTEJIBHOCTD IIPU MEJIKUX 00pa30BaHUAX

CKpUHWHT:

e Hauunars c 16 ner.
e [opmoHanbHOE 00CIICIOBAaHIE — TOJLKO NP HATUYUHA CHMIITOMOB.
e KT/MPT 6promnoit monoctu (umu [I9T-KT) — 1 pa3 B 1-3 roga (4acrora B
3aBHCHMOCTH OT KJIMHUYECKOH CUTYyallun).
OCOOEHHOCTH U JICUCHHE:

® XUPYPrUYECKOE JICYCHUE JIJI1 TOPMOHAIILHO-AKTUBHBIX OITyXOJIECH;



XUPYprudecKoe JIeUeHue AJis TF00bIX Omyxoei 6omee 2 cwm;
cnienuduueckrue BapuaHThI JIEKAPCTBEHHOW TEPAIK B 3aBUCUMOCTH OT THIIA
CEKpEINH: IOKCAa3031H, aHAJIOTH COMaTOCTaTHHA, HHTOUTOPBI IIPOTOHOBOM TIOMITHI,
MHTHOUTOPBI CTEPOUIOTEHE3a U JIp.;

® MeTacTaTM4YecKHe U Hepe3eKTabenbHbIe OMMyXOIU - TapreTHas Tepamnus,
MENTU/I-pEeLIeNTOPHAS PAIUOHYKIIUIHAS TEPAIHsl, aHAJIOTH COMAaTOCTaTUHA U JIP.

I[pyroe: OIMYXO0JIH HAAIIOYECYHUKOB, JIETKUX, TUMYCA , KOKU, MCHUHI'HOMBI U JP.

BI/IaFHOCTI/IKa W CKPUHHWHTI

e TuMyc u TpaxeoOpouxuaibabie H3O: KT/MPT rpyaHoil kiieTKu, Hauano CKpUHUHTA
B 8-15 ner, unrepsan — 1-3 rona;

e HajanoueuHuku: KT/MPT kaxnaeie 1-3 roga, Onoxumudeckoe 00Cie10BaHue — MPU
o0pa3oBaHMsIX >1 cM WM CUMIITOMAaX TUNIEPPYHKIINU;
KOKHbIE 00pa30BaHus: OCMOTP;
MeHUHTHOMEL: MPT ronoBHOTr0 Mo3ra 110 moKa3aHHsIM;
pak MoJoYHOM xene3bl: ¢ 40 neT — exeroaqHo MaMMmorpadus u GU3NKaIbHOE
oOciie0BaHHME.

JleueHue:

® TuUMYyCHbIE u OpoHxoserounsie HO0O — xupyprudeckoe yianeHue + ablOBaHTHOE
JICYCHMUE;

® HAJAMOYECYHHKU: Olepalys Moka3aHa npu runepyHKIuu, pocte, pazmep >4 cm,
3HAYUTEIIHFHOM POCTE 3a 6 MEC WIIM aTUITUYHBIX Npu3Hakax mo MPT/KT;
MEHUHTUOMBI, JINTIOMBIL: XUPYPrUYECKOE NPHU HATUIUU CUMIITOMOB;
KO>KHBIE MPOSBICHUS — KOCMETUYECKast KOPPEKIIUSL.

Hab0monenue 3a manuenramu ¢ MOH1:

® [I0KM3HEHHOE HAOMICHHE;

e 0oO0crenoBaHME U JICUYCHHUE JIOJIKHBI OBITh TIEPCOHU(PHUIIMPOBAHBI C YIETOM BO3PaCTa,
CEMEHHOTro aHaMHe3a, BRIPAKCHHOCTH CHHJIPOMA M COIMYTCTBYIOIIUX (PaKTOPOB PUCKA;

e HeoOXouMa ONbITHAS MYJIBTUAUCIUILIMHAPHAS KOMaH/a (3HAOKPUHOIIOT, XUPYPT,
TeHETHUK, PaJINOJIOT, TaTOJIOT, OHKOJIOT);

® BBC/CHHC MMAIMCHTOB B CIICIIUATN3UPOBAHHBIX IICHTPAX, UMEIOIIUX OMBIT PaOOTHI C

TAHHBIM 3a00JIEBAHUEM.



https://www.sciencedirect.com/science/article/pii/S1530891X25000382?via%3Dihub

