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CUHPOM  MHOXECTBEHHOW  3HJOKPUHHON
Heomyazum Thna I (MOH 1) — rpymna pepkux
HACJIE/ICTBEHHBIX W TPYIHOIMATHOCTUPYEMBIX 3a00-
JieBaHUI ¢ OOJBIIMM pa3HOOOpa3sueM KIMHUYECKUX
MPOSIBJIEHUIT M KOMOWHALIMI TMIEPIUIa3ui UKW OIly-
XO0JIEBOH TpaHCc(hOPMaIY HECKOJIBKUX 3HIOKPUHHBIX
JKene3, CIMOCOOHBIX MPOAYLMPOBATL pa3iInyHbIe
FOPMOHBI: MHCYJIMH, TIPOVMHCYJIVH, TIIIOKaroH, coma-
TOCTaTHH, TACTPUH, Ba30aKTUBHBI NHTECTUHAJILHBIN
NeNnTH/], CEPOTOHUH, KaJbUWTOHWH, HEHPOTEH3UH U
ap. [1]. IIpu 3TOM 0YeHb BBICOK PHCK 3JI0KQYeCTBEH-
HOW mporpeccuu onmyxoJei. ToJbKo CBOeBpeMeHHast
[MArHOCTUKA M XHUPYPrUYecKoe JIeYeHUE MO3BOJISIOT
CHM3WUTb PUCK MpeK/IeBPEMEHHON cMepTH. MHOrmMun
aBTOpaMM MOAYEPKUBAETCS TaK>Ke M TOT (PAKT, YTO
pe3ynbTaThl Kak MArHOCTUKH, TaK W JIeUeHHs 3Ha-
YUTENLHO XYK€ MPU MHOXKECTBEHHOM MOpakeHUU U
Pa3BUTUH MUAKPOAJIEHOM U TUNEPIIIA3UNA HECKOIBKIX
SHIOKPUHHBIX OPTaHOB-MUIIICHEN [2].

Msbl npepcTaBisieM ONHMCAHWE KJIMHUYECKO-
ro Habmopenust cugpoma MOH 1, oco6eHHOCTBIO
KOTOPOTo SIBJISIETCSl KJIMHUYEcKass MaHudecTanus
3a00s1eBaHus B 1eOI0Te B BUJIE W30JMPOBAHHON MHCY-
JIMHOMBI C Pa3BUTHEM B IMOCJEAYIOLIEM BTOPUYHOMN
TUMNEPIUIa3ui OCTPOBKOBBIX KJIIETOK MOKETyA0YHOM
>KeJle3bl, ajieHOMbl Trunodusza M TUNepHpoSIaKTHH-
€MWH, CHHJPOMa MCEBI0TUNEepapaTupeos3a.

Bosabhast M., 1976 r. poxjieHust, NOCTYNUIa C IMarHo30M:
cunzipom MBDH I Tuna, runoriimkeMuyecKuil CUHAPOM, SH/IOTeH-
HbIN TMIEPUHCYJIMHU3M, MHCYJIMHOMA TMOJKENyIOUHON JKeJle3bl,
NEePBUYHO-MHOXKECTBEHHOE MOPasKeHUe, peluIMBUPYIOLIee Teue-

HIE; COCTOSHUE TT0CJIE KOPNOPO-Kay1albHOM MAaHKPEAT3KTOMHHU OT
2003 r. 1 pe3eKuu NOMKeTy0IHO Kene3bl oT 2006 r. o moBo-
1y MHCYJIUHIPOAYLUPYIOIUX OIyXoJiel, ageHoma runodusa,
TUNEPNpPONaKTUHEMUSI, TCEBJOTUNEepnapaTupeo3, MHOT0Y3I10-
BOI ayTupeounblit 300 II crenenu, runeproHnyeckas 60Je3Hb
III crapuu puck 111, mop6unHoe oxxupenne (MMT 47 kr/ M2).

BombHa ¢ 2000 r., B TeyeHue 2 JET YPOBEHb TIIIOKO3bI
B KpOBHU KoJjiebaiics B npefienax 2—3.,5 mmous/n. B 2003 r. npu KT
€ KOHTpacTupoBaHueM U Y 31 opraHoB GpIOIIHOI MOIOCTH BbISIB-
JIEHO yBeNIMYeHNe pPa3MepoB XBOCTA TOKEITy[OUHON JKele3bl,
0 NepefjHeBEpXHEMY KOHTYPY — OKPYIJIOe THIOAEHCHOEe 00pa-
30BaHue 1,5 cM B mameTpe. BrinmosHeHa Koprnopo-kaypgaibHas
Pe3eKis NOKETyI0THOH >Kene3bl (THCTOTOTHIECKN — KapTHUHA
J0OpPOKAYeCTBEHHO! 3HIOKPUHOKJIETOYHO! ONyXoju U3 Oera-
kyeToK). bmkaiiimit nmocneonepauoHHblil NEPUOJ MPOTeKal
6e3 0COOEHHOCTEN, YPOBEHb ITUKEMUM CTAOUIM3UPOBAIICS.

B mapre 2006 r. BHOBb cTaja oTMeuyaTb 0OJM B >KMBOTE
U B TPaBOM Mojipebepbe, NePUOANIECKNE TUMOTINKEeMIIEeCKNe
coctosiHust ¢ norepert co3nanusi. Ha KT u penumaxorpacgpumn
BHOBb /IMarHOCTUPOBAHA OMYXOJIb TeJla MOKETY/IOUHON >KeJle3bl.
B 2006 r. BbImosHEeHa CyOTOTANbHAS PE3eKIMsl TOMKETy04-
HOI Kene3bl (FHCTOJIOTMYECcKasi KapTUHA J00pPOKAYeCTBEHHOM
9HJIOKPMHOKJIETOYHOI OnmyXoJu u3 Oera-kierok). Ilocne kpar-
KOBPEMEHHOTO YJIy4IeH!s] MPUCTYNbl TUMOTJINKEMAN BHOBD
BO300HOBMIIMCh. OTMeYana yBeJM4YeHue Macchl Tejla, FONOBHbIE
6o, nosbitienne AJl Bo Bpemst npuctyna o 200/120 mm pr. CT.

B pexabpe 2013 r. moctynuia B OTJEJE€HUE XUPYPruu
¢ >xanob6amu Ha OOMM B 3MUracTPUH, TOLIHOTY, OOLIYIO Cla-
6octb. Ha Y3U B 061aCcTH rOJOBKY BU3YATTM3UPYETCS OKPYTIII0e
rUNo3aXoreHHoe oobpazoBanue pasmepom 21x12 mm. Ha KT
B VI cermMeHTe neyeHM — KalbLUMHAT OKPYTIJI0il (popMbl
anameTpoM 1o 6 MM. OuaroBoii matosoruy He BeisiBeHo. [Tompke-
JIyJl04Has XkeJie3a pesenupoBaHa. [110THOCTHBIE XapaKTepUCTUKI
MaHKPEeaTUYEeCKOro ocTaTKa yMEepPEeHHO CHIKeHbl. Hafnmoueunnku
PAacIoJIOKEeHbI TUIYHO, JIEBBII HAJIOYEYHNK B pa3Mepax He yBe-
JuyeH. JlaTepanbHasi HOXKKa NPAaBOro HAJNOYEYHUKA PACIIMpPEeHa
no 11 mM. MenanbHast HOXKa MPaBoOro Ha/NIOYeYHUKA LIMPUHON
3 mM. ITocite BBeieHNsT KOHTPACTHOTO BEIIECTBA YIAaCTKOB MaTo-
JIOTUYECKOr0 HAKOIMJIEHUs] KOHTPACTA B OPraHax He BbISIBICHO.
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B 2014 r. — BHOBb XaJlOObI Ha YacTble TUMOTIMKEMUM C
noTepeil Co3HaHus Mo 2-3 pas3a JHEM W MO HOYaM, CYJIOpOTH,
TOJIOBHYIO 0O0JIb, YBEJIMUYECHHE MAacChl Teja, MOTIMBOCTb, MOBBI-
wenne AJl, o6uyto cnabocTb, ronoBokpyxkenue. Ilpu ocMoTpe
ObLJI0O OTMEUEHO M3MEHEHHE BHEIIHOCTH, TMOSIBWINCH TPU3HAKU
akpomeranuu (TMpCyTH3M, THIIEPTHIPO3, yBEIMYEHHEe HOCA, CKY-
JIOBBIX AYT U T.J1.).

IMpu nocrymnenun. O6Luee COCTOSHUE YAOBIETBOPUTE/Ib-
Hoe. KoHcTHTYIMSI: TMnepcTeHnueckas: poct — 168 cMm, mMacca
tena — 133 kr, UMT — 47 xr/cm?. Koxublil MOKPOB U
CAM3KUCTBIE 000JI0UKM OJeHO-po30Bble. [lojikoKHast KupoBast
KJIeTyaTKa pa3BUTAa W30BITOYHO TO aOJIOMUHAIBLHOMY THITY.
Jlumcpatuyeckue y3mbl He yBeandeHbl. LluToBupHas >kemesa
yBenmueHa npu nanbnauuu jo Il crenenu. ¥Y3mnoBble 06pazoBaHust
OTIPEJIENISIFOTCSl B MPABOW JI0Jle U Tepelieiike. Y3Ibl MIOTHBIE,
CMelllaéMble NPU TJI0TaHUU, Oe300Je3HeHHblE. TpeMop OTCyT-
crtByer. CO CTOpOHbBI JIErKUX, CEp/lld, OPraHoB MUILEBAPEHUs
M MOYeBbIleNieHnsT — 0e3 ocoOeHHocTel. B o0mux u O0uoxu-
MHUYECKOM aHAM3aX KPOBM M MOYM 3HAYMMbIX WM3MEHEHWil He
BbIBJIEHO. ['moko3a B kpoBu — 2.9 MMOJb/J, OOLIMIA Kallb-
it — 2,60 mmonb/n (Hopma — 2,15-2,55 MModb/i). Y poBHU
COMATOTPOIMHOTO TOPMOHA, KOPTU30J1a, (DOIIUKYIOCTUMYJITHIPY-
IOLIEr0 U JIIOTEMHU3UPYIOLLEr0 FTOPMOHOB 1 MHCYJIMH-TIOJOOHOTO
¢akTopa pocta — B mpefenax pedepeHCHbIX 3HAYCHUIl; YpPOB-
HU TponakTuHa — 1468,9 MME/n (wopma 3,9-27,7 MME/n),
uHcynmmHa — 43,15 mMkME/n (nopma — 2,6-249 MkME/n),
napaTropmoHa 1o 293,7 nr/mn (Hopma — 9-94 nr/mn). Ilo pan-
HbiM DKIT', racrpockonyu, ¥ 3 1men — OTKIOHEHHWI OT HOPMBbI
He BbisiBaeHO. KT rosnoBHoro mosra — o6beMHOe 00pa3oBaHue
runou3apHoil SIMKU. ATpoguUecKue W3MEHEHUs MOoJylIapuii
TOJIOBHOTO MO3ra.

Bb1710 HauaTO KOHCEPBATUBHOE JIEUEHNE OKTPEOTHIOM B JI03€
100 mr 1 pa3 B ieHb BHYTPUMBIILIEYHO, GI0KaTOPaMi TPOTOHHOM
nomnbl B 1oze 80 Mr/cyT, 3aMecTUTesbHasl Tepanusi (hepMeHTa-
MU TIOJKeTyAouHOl kene3bl. Ha ¢hoHe nposeeHHoit Tepanuu
COCTOSIHME 3HAUYUTENLHO YJyulmunock. [unornmkemuuyeckue
COCTOSIHMSI KyNMPOBAIUCh U B TeuyeHue | rofga He OTMEYaroT-
csi. YPOBEHb TIIIOKO3bl B KPOBU YJalOCh CTaOMIN3UPOBATH B
npefenax 3—6 Mmonb/a. BonbHas KOHCYJbTHpOBaHa B DHJO-
KPUHOJIOTMYECKOM Hay4yHOM LeHTpe Poccuiickoii Pepepanui.
PexomeH10BaHO MPOJOIKUTL KOHCEPBATUBHOE JIEUEHHE .

Cungpom MDH I Ha HayaNbHBIX CTAUSIX MOXKET
MpOTeKaTh B BUJE WM3OJIMPOBAHHON T'OPMOHAJIBHO-
AKTHUBHOI OMYyXOJIM, B MOCJEAYIOLIEM, BEpPOSITHO,
pa3BUTUE TUNEPGYHKUMU U FUOEPIIa3uu (aJJEHOM)
TKaHell W MApyrux xkeje3, Bxopsmumx B AITY]I-
cucreMy. Ilpu aToM BO3MOXKHa TpaHchopMaLus
TOPMOHAIIBHOM aKTHBHOCTHM OIyXOJe#dl M Tumnep-
NJIa3UPOBAHHBIX XKene3, (POPMHUPYIOIIUX CHUHIPOM
MD3H 1, ¢ u3MeHeHreM 4yBCTBUTENLHOCTH K CPefi-
CTBaM MHIMOMPOBaHUSI MHKPETOPHON aKTUBHOCTH.
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