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CNTYUYAN CUHAPOMA CUIMMJIA

Kadchegpa thakynbTeTckoli xupyprum (3as. — npod. H. M. KysuH), Kadeapa sHAOKPUHONOT N
(3aB. - akag. PAMH W. N. fenos) MMA um. M. M. CeyeHoBa

B nocnefHve rogpl Bce 6GOMbliuee BHUMaHWe WCCheaoBaTenei
NpuB/EKaeT U3yYeHNe MHOXECTBEHHbIX 3HAOKPUHHbLIX Heorna-
3uin (MOH) — HeonnacTUYeCKNX CUHAPOMOB C MOP&XKEHWEM ABYX
9HAOKPUHHBIX Xene3 u 6onee. B pa3nnyHbIX coyeTaHUsX Hanbo-
Nlee 4YacTO BCTpevaloTCsd HOBOOOPa30BaHWs MNapalyTOBUAHBIX,
LMTOBUAHOA 1 NOLKeNy[OYHON Xenes, rmnogusa, HagnoveyHu-
KOB. VICTOYHWMKOM Onyxoneii ABNAKOTCA TKaHU C 3MOPUONOrnYecKu
06LLMM HEeMpoaKToLepMabHbIM MPOUCXOXAEHNEM, OTHOCALLMECS
K AMNY/[-cHcteme. K HacTosLlemy BPEMEHU CYLLECTBYET TPU XO-
poLWO ouyepyeHHbIX Tuna M3H: M3H 1 Hanbonee BaXKHbIMU
KOMMOHEHTaMN KOTOPOro SBAAKOTCA ONyX0Nu NapalyyToBUAHbLIX
xenes3 (B 80% cnyyaes), runodumsa (75%) v nogkenynoyHoN xe-
nesbl (65%); M3H HA - meaynnsipHas KapuvHOMa LWUTOBUAHOW
xenesbl (97%), runepnapatupeos (50%) wu eoxpomouuTomMa
(30%); M3H TMB - MHOXeCTBeHHble HEBPVMHOMbI CAU3UCTbIX
060104ek (100%), MegynnspHas KapuMHOMa LMTOBUAHON XXene-
3bl (90%). MapthaHOMHas BHeLWHOCTb (65%) 1 (eoxpomouuToma
(45%) |4].

OnucaHna HabnaeHWA cnHapoma Cunnna — coyeTaHue Xpo-
MO(HHMOMbI U MeLy/NNAPHOrO paka LUMTOBUAHOMN >Kenesbl — BC-
TPeyatoTCH JOCTaTOYHO YacTO Kak B OTEYeCTBEHHOW, Tak U B 3a-
py6exHoin nutepatype [1-6]. HeogHOKpaTHO MOAYepPKUBAIOCH,
4TO CUMHAPOM 06YCMOBMIEH Ha/IMYMEM ayTOCOMHOIO AOMUHAHTHO-
ro reHa ¢ BbICOKOW NeHeTpaHTHOCTbIO [1, 3, 6]. OaHako, Ha Haw
B3rNsg, cOOpy CemMeinHoro aHamHesa U HeobxoauMocTn 06cneno-
BaHWA POACTBEHHMKOB MaLMeHTOB He BCerja YAensercs LOMKHOe
BHMMaHMe.

MpuBoaMM KMHUYeckoe HabnogeHne M3H TMA (cvHgpom
cunnna).

Bonb Has A., 40 net, noctynuna B KAMHUKY 03.02.94 ¢ Xa-
nobammn Ha 0bLyt0 cnabocTb, MPUCTYMbI FOMI0BHOM 6011, COMpPO-
BOX/AtOLLMECS- NOBbILLIEHNEM apTepuanbHOro faeneHus fo 240/
120 MM pT.CT.. cepaLebreHnem, ApoXaHem Tena, NOT/MBOCTIO.
3 cemeiiHOro aHamHesa: oTel, nauueHTKV ymep B 45 fneT npeg-
NONOXUTENBHO OT MH(apKTa MUOKapaa, MaTb U [jBe CECTpbl 340-
pOBbl. OAUH U3 6paTbeB yMep B paHHeM AEeTCKOM BospacTe (npu-
YMHa CMepTU Hew3BecTHa), BTOpoMy bpaty 35 fneT, CTpajaeT apTe-
pUabHOM  FUMEepTeH3Mel HedcHOro reHesa. W3 aHamHesa
3abonesaHus: B 1985 r. GasbHasA BriepBble CTasa OTMevaTb MOSB-
NleHne cnabocTy, NOT/MBOCTW, MPUCTYMOB YYallleHHOro cepaue-
6ueHns. Mpu o6cnesoBaHWM BbISBIEHO Y3/10BOe 06pa3oBaHue
LLIMTOBUAHOM >Kenesbl, MO NOoBOJY KOTOPOro 6bina npoussefeHa
CybTOTaNbHasA TUPEOUAAKTOMUA. [MCTONOTMYECKOE 3aK/HOUeHMe:
MeLynnsapHas KapuvHoma. locne onepauuy nposefeHa ny4eBast
Tepanua Ha 06/1acTb LWMUTOBUAHOW Xenesbl. B TeueHwe gnutens-
HOro BpemeHW 60/bHas 3a MeAMLMHCKON NMOMOLLb0 He obpalia-
nacb. C 1989 r. camouyBCTBME PE3KO YXYALIMIOCL, CTain Gecno-
KOUTb BblLLUEYKa3aHHble MPUCTYMbl, NPUEM TUMNOTEH3MBHbIX Npe-
napaToB CYLLECTBEHHOr0 athekTa He fasa.

Mpn noctynneHWn obLee cOCTOsHWE GONbHON YAOBNETBOPU-
TenbHoe. O6palan Ha cebs BHUMaHWe mMaphaHOMAHbLIA Xabutyc -
acTeHWYeCKMiA TUN TenoCcNoXeHus, macca 65 Kr npu pocte 162 cwm,
Knho3, LNMHHblE Xyfble KOHEYHOCTM, a Takke Mnasblbl PyK W
HOT; CHWXEHHbIA TOHYC CKEeNeTHOW Myckynatypbl. 1o ocTanb-
HbIM OpraHam NaTofIorMYeCKMX U3MEHEHUI He BbiSBNEHO. ApTe-
pvanbHoe aaBneHve BHe npucTtyna 150/100 mm. pT. CT., nynbc 98
B MUHYTY. OOLMIA 1 BUOXMMUYECKMIA aHaNM3bl KPOBK 6e3 OTK/I0-
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HeHniA. Ha OKIT putm cuHycoBblli, 100 B MUHYTY, FOPU30HTaslb-
Hast 3aNeKTpMYecKas OCb Cepaua, rmnepTpouns NeBoro Xenyaouka.

CyToYHas 3KCKpeuus KaTexonamnHoB; aapeHanuH 876,3 Hmonb/
cyT (Hopma 2,7 — 188,4 HMONb/CYT). HopaapeHanMH 3492.8 HMonb/
cyT (Hopma 0-481.1 HMONL/CYT), BaHWAWIMUHAANbHAsA KMcnoTa
50,3 MKmonb/cyT (Hopma 2,7-37,7 MKMOAb/Cyr). AothaMuH
2385,4 HMonb/cyT (Hopma 121.4-2425,2 Hmonb/cyT), AODA
959.2 HMonb/cyT (Hopma 7.4 - 804,4 HMONL/CYT), FOMOBaHWUIN-
HoBas Kucnota 57.0 MKMonb/cyT (Hopma 1.52-26.3 MKMONb/CyT).

YnbTpasByKOBOe MCCMefoBaHWe: B 06/1aCTV BEPXHero nostca
NpaBoi MOYKW BbIABAAIOTCA TPY TUMNEPIXOreHHbIX 06pasoBaHKs
AnameTpom 4S. 26. 28 MM; B MPOEKLMM IEBOTO HaAnoveyHuKa sa
rMMNO3X0reHHbIX 06pa3oBaHUA C YETKUMW KOHTypaMu AnameTpom
40 n 15 mm. 3aktoueHvie: BYCTOPOHHME 06beMHbIe 06pa3oBaHuA
nafnoye'luMKoB. JlaHHble YynbTPasByKOBOTO WUCCMEfoBaHNS 6blin
MONHOCTbIO MOATBEPXKAEHbI pe3y/nbTataMy  MarHWTHO-PEe30HaH-
CHOM 1 KOMMNbIOTEPHOI TOMOrpadmmn HaLnove4HnKoB. CkKaHMpo-
BaHWe Tefia pafnoakTuBHbIM 1311 — AaHHbIX, CBUAETENbCTBYHOLLMX
0 MeTacTaTM4YecKOM MOPaXKeHUW OpPraHoB, He MOMy4YeHo.

24.03.94 60/1bHO BbIMOMHEHA OMepaLus: ABYCTOPOHHSASA ajpe-
HaN3KTOMUS. y[aneHue ropMOHa/IbHO-aKTUBHbLIX OMyX0nei Haf-
noyeyHMKoB. [ocTyn - cpefuHHas fanapoTomus. [mMcTonoru-
Yeckoe 3ak/oueHue: (eoxpomobnactoma. [locneonepalnoHHoe
TeyeHue 6e3 OCNOXKHEHWIA.

Mocne onepaumn KoppuripoBaHa 3amecTuTenbHas Tepanus. Ha
thoHe npuema npegHusonoHa 10 mr/cyT, kopTuHeda 0.05 mr/cyT
apTepuanbHOe AaBneHne cTabunbHO ¢'"'npegenax 120-115/80 mm
pT.CT. B 6Geceae ¢ 60MbHON AaHbl CTPOrMe pekoMeHAaumm o0 Heob-
X0AMMOCTY 06CNefoBaHNs POLACTBEHHUKOB MO IMHWM OTLA.

Mpn aHanmse 60/bLWIOro KonuyecTBa HabniogeHuin M3H
YCTaHOB/IEHO, YTO (HEOXPOMOLMTOMY [AMArHOCTUPYHOT MEepPBUYHO
TONbKO y 10% 60nbHbIX, Y 50% - npu 06cnefoBaHMM No NoBoay
MefyNNapHOro paka n y 40% - Ha MO3AHWUX CTaausax Heomnnasui
[5]. Llenbto Hawieint paboTbl SBASiETCA NPMBMEYEHME BHUMaHUA
NPaKTUYECKNX Bpayeil K HeoOXOAMMOCTU YTOYHEHWS COCTOSHMA
OpYrvX 3HAOKPUHHBIX OPraHoB MPU BbISBNEHUN MeayNNspHON
KapLMHOMbI LMTOBUAHOM >Kenesbl, TLLATeNbHOro AMCNaHCePHOro
HabnofeHns 60MbHbIX, a TakXKe aKTUMBHOro 06CnefoBaHUA Poj-
CTBEHHUKOB Npo6aHAoB Ans Hanbonee paHHEN AMarHOCTUKM 3a-
6oneBaHNs.
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