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B rpynnax 60nbHbIX MBC Kak npu Haim4mmn n3obi-
TOYHOro cogep>xaHus XKT B opraHusme B Lie/ioM U ab-
AOMUHanbHOM XKT, Tak 1 NpW yBENMYEHUN KONNYECT-
Ba TONbKO BXXT 06Hapy>keHO HapyLLeHue TofepaHT-
HOCTW K 3K30reHHOMY XXWpY, MposB/sAtoLeecs Asu-
TeNbHOV rMNepTpUranLepuaeMmeit n oTCyTCTBMEM MO-
BblLeHns yposHsA XC JIT1BI npu BeinonHeHun MKH
(Tabn. 4).

M3yyeHne avHaMyKN ypOBHel OCHOBHbIX MOKasaTe-
Neil crnekTpa MnonpoTenaos B ycnosusx MKH He npo-
BOAMNOCH paHee npu BO, a Takxke y 60/bHbIX MBC MyX-
YWH C YY4ETOM Ha/IM4Ms Pas/IMYHbIX BAPUaHTOB HapyLLe-
HWIN XXMPOBOro 06MEeHa M FOPMOHa/IbHBIX PacCTPOUCTB.
MpencTasnisfeTcs BaXXHbIM OTMETUTb, YTO Y 06CNef0BaH-
HbIX HAMW MY>XUYWH, UMEBLUMX OTHOCUTENBHO HEBO/bLLIoE
yBenuyeHune cogepxxaHusa BXXT npu oTcyTcTBUM OXMpe-
HWS, Ka4yeCTBEHHbIE XapaKTEPUCTUKN HapyLLEHWS Tore-
PaHTHOCTY K MULLEBOMY XMPY ObINN TAKUMU XKe, Kak Uy
TeX, KTO 061agan 60nbwmMmK 3anacamu abLoMUHaIbHOW
KT n KT B opraHusme B Liefiom.

BbiBOoAbI

1. Y 605bHbIX MBC MyXUWH, HE NMEBLUMUX OXMpPe-
HWSA, OblIN BbISIB/IEHbI OCHOBHbIE MPU3HaKN MeTabo-
NINYECKOr0 WHCY/IMHOPE3UCTEHTHOIO CUHApPOMA Ha
(hoHe M30bITOYHOro HakonneHns BXXT: 6asasibHas U
CTUMYNNPOBaHHAA TUMEPUHCYNIMHEMUSA; TMOBbILLIEH-
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Hble ypoBHM TI', XC, XC JITTHIM # CHWXeHHbI ypo-
BeHb XC JIMNBI1 B COCTOAHMM HaTOLLAK.

2. HapylueHve TonepaHTHOCTU K >XUPY Yy nunL, ¢
NBC n naeanbHoM Maccoii Tenia Ha hoHe N30bITOUHO-
r0 HakKOMMeHNa BUCLEPasbHOro >Xupa NpPOosBAANOCH
LJINTENbHON TMNepTpUrnnuepuaeMmueli 1 OTCyTCTBUEM
BO3pacTaHuna yposHsa XC JIMBI.
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OCOBEHHOCTW NMAPOKCU3MA/IbHbIX PACCTPOMCTB W SMNMUNEMNCUN
Y BOJMIbHbIX C OPTAHNYECKM TMMNEPUHCYTNHN3MOM

Kadgegpa Hesponorum ®YB MOHUKW um. M. ®. Bnagnmmpckoro

MpoBeAeH aHanM3 YacTOTbl OLMOOUYHON AMArHOCTUKM anuaencum 'y 87 60NbHbIX OpraHuyeckum runepuHcynnimnamom (OF), noka-
3aBLMiA, 4TO0 83% M3 HUX UMeNM AuarHo3 “anunencus”, oT 1 roga fo 8neT nonyyas Hea(h(PEKTUBHYIO Tepanuio aH TUKOHBY/b-
caHTamun (AK). BbisBneHo yxyalleHne TedeHns O npy HasHaveHUn TepaneBTuueckux 03 6a30Bbix AK. OTMeyeHO upe3BblyaiiHo
pepkoe coyeTaHnwe anunencum ¢ OIF (onMcaHo eAMHCTBEHHOE HabnoAeHe).

Knro4deBble cnoBa: rMNepuHCYIMHU3M, 3nunencus, aH TUKOHBYNbCAHTbI.

The rate of misdiagnosis of epilepsy was analyzed in 87 patients with organic hyperinsulinism (OH), which indicated that 83% of
them were diagnosed as having epilepsy and had been receiving ineffective therapy with anticonvulsants (ACs) for 1 to 8years. The
deteriorated course of OH was found with the use of the therapeutic doses of basic ACs. There was an extremely rare combination

ofepilepsy and OH (a single case has been described).
Key words: hyperinsulinism, epilepsy, anticonvulsants.

CMNOrNMMKeMUYeCKMiA CUHAPOM — COCTOSIHME, C
NCKNOYMTE/NBbHLIM MOCTOSAHCTBOM TpebytoLee npose-
[JeHns andepeHUManbHON AMarHOCTUKK ¢ anwunen-
CWeRn B culy TOro, YTO MapoKCU3MaslbHble PaccTpOi-
CTBa HEPBHO-MCUXUYECKON AeATeNbHOCTU Hepeako
BbICTYMatOT B KayeCTBE eAMHCTBEHHbIX K/IMHUYECKMX
nposieneHnii O [1].

B 60nbLUMHCTBE CNy4yaeB pasBUTUA TUMOrIKEMU-
yeckmnx coctosHuin (FMC) y 60bHbIX O OWMGOYHO
AMarHocTupyeTca anunencus, npegonpegenss -
TenbHOe HeaddekTuBHOEe neveHne AK 1 Kak cneact-
BME paspyLUmMTebHOE BO3geincTBme YacTbix I'TC Ha ro-
NOBHO MO3r C pa3BUTUEM B HEM MOP(ONOrUYECKUX

32

[2] » yHKUMOHANBHBIX [1] M3MEHEHWI, nexkawmnx B
OCHOBe (hOPMMPOBaHUA TUMOTIMKEMUYECKON 3HLe(ha-
nonatun (F3aM) [1, 2].

Martepuanbl 1 MeToAbl

MpoBefeH PeTPOCNEKTUBHBINA aHa/IM3 UCTOPUIA 60-
ne3Hn 87 6onbHbIX OI, Habmopaembix 8 MOHUNKU
uv. M. ®. Bnagummpckoro no nosogy npegnonarae-
MOV MHCY/IMHOMbI. W13 HMUX 74 npoonepupoBaHbl, OC-
Ta/IbHbIM NocTasneH gnarHo3 O, ofHaKo Mo pasHbIM
npuynMHamM onepauuio He NpPonssoaunu. Beem Bbinon-
HeHbl Npoba ¢ ronogaHvem (C nccnefoBaHVEM TNKe-



MUK, nHCynMHa 1 C-nentuga), 33l (B Tom uncne y 40
Bo Bpems ['TC). AnarHo3 '3l 06beKTMBM3MPOBaH Mo
[AaHHbIM HeBPO/IOrMYECKOro cTaTyca, Heliponcmxono-
FMYeCKOro TeCTMPOBaHWs, COMaTOCEHCOPHbIX Bbl3BaH-
HbIX noteHyuanos (CCBIT), 33r, KT u (unn) MPT
r0/10BHOIO MO3ra.

Pe3ynbTaTbl N UX 0GCYXAEHNE

ABCOMTHOE 60NLLUMHCTBO 60/1bHBIX OF (94%) oT !
roga fo 8 net (B ogHoMm cnydvae 17 net) HabnOAaNNUCH
HeBponoramu, ncuxmarTpaMu, MNCUXOHeBposioramu mno
NOBOAY NapOKCU3Ma/IbHO Pa3BMBAIOLLMXCS COCTOSAHWIA
pasnnyHoro xapaktepa. CnekTp OWIMOBOYHO yCTaHaBM-
BaeMbIX AMarHo30B Oblal BECbMA LUMPOK, OLHAKO Amar-
HO3 "anunencus”™ naym "anunenTUOoPMHbBIA CUHAPOM"
CYLLECTBEHHO npeobnagan, urypupys B KadyecTee ca-
MOCTOATENIbHOIO B UCTOpMAX 3aboneBaHns 83% 60/b-
HbIx. lMpofomkuTensHocTb Tepanun AK coctasuna B
cpefHem 5 (ot 1 go 8) net. MNpwu aTOM nuUWb B 1 Habnto-
AEHWM BblNN KOHCTATMPOBaHbI SNWENTUYECKE (B CO-
OTBETCTBUM C MexayHapoAHON Knaccugukaumen Ha-
pyweHnii 3N nameHeHUs Ha AT MEXNPUCTYNHOrO
nepuoja n HU B OOHOM Cnydae — Ha 33 npucTyna,
4TO MPOTUBOPEUUT AMarHosy anunencum [2]. HasHauve-
HWe 6a30BbIX 419 00/bLWIMHCTBA hopm anunencun AK
(kapbamasenuHa v BaIbMNPOATOB) B TepaneBTUYECKUX
A03aX MPUBOANNO K YUALLEHMIO N YTSHKENEHUIO MPUCTY-
nos (1 = 6), co3gasas WIO3NKO X TepaneBTUYEeCKOM
PE3NCTEHTHOCTW, 4TO, MO HALLUEMY MHEHWMIO, MOXET
ObITb OO6BACHEHO TUMOMIMKEMU3NPYIOWMUM W renarto-
TOKCUYECKUM B/IMSHUEM MCMOMb3yeMbix AK.

lMpoBefeHHOE MccnefoBaHMe MOKasano, YTo coye-
TaHne O 1 anunencum NpeacTaBnseT coboi IKCKI0-
3VMBHYHO Marto/iIornio, MPakKTUYeCKNn He OMUCaHHYH B
nutepatype. Mbl UMeeM eAVHCTBEHHOe HabnaeHue,
KOTOPOE NPUBOLUM HUXKe.

BonbHOWM P., 28 net, NnocTynun B HEBPOIOrMYe-
ckoe otgeneHve MOHUKW um. M. ®. Bnagumwnp-
CKOro C>kaflobamMun Ha pe3Koe CHVDKEeHME NamsTh, exxe-
[HEBHO BO3HMKalOLWMe B YTPeHHWEe 4acbl MPUCTYMbI
paccTpoicTBa CO3HaHMS, KOTOPble COMPOBOXAAOTCH
rMnepryugpo3oM, TOHUYECKMMU CYA0POramun 1 ApoXbIo
B pyKax, nosbiweHvem Al

AHamHe3: nepuHaTa/IbHbI AMarHO3 OTArOLLEH ac-
(huKcrein B pogax U pojoBoin TpaBMoi (Kedasorema-
TOoMa TemeHHoW o06nacTn). C paHHero AeTcrTea Habnto-
fanca HesposnoroMm. B Bospacte 10 nieT nossuAuUCh
HOYHbIE MPUCTYMbI CO CnasMamu MbILUL, FI0TKK, CO-
MPOBOXKAAKOLLMECS CTPAXOM, XO/OLHbIM MOTOM; MPW-
CTYNbl TOLUHOTBI, CN12a60CTK, rO/IOBOKPYXKEHUS, B CBA3M
C YeM nocTaeneH AvarHos: "locneacTevsi pogoBOM
TpaBMbl. I‘vmmanamvlqecn(vnﬁ CUHAPOM. BeretaTuBHO-
cocyamctble napokcusmel™. C 11 neT nosasmuaucb npu-
CTYMbl Npw npo6y>K,u@va (pexe AHeMm), COMpOBOX-
JatoLimecs HexBaTKOW BO3Ayxa, MepuatoLLeit CeTKoMn
rnepez rnasamu, HaCWIbCTBEHHLIM MOBOPOTOM r0/10BbI
B/IEBO, 6ne,u,HOCTbro NNUA, NHOTAa — PBOTOWN U MHTEH-
CUBHbIMW FO/I0BHLIMU 60/1IMK, NOC/E KOTOPbIX HACTY-
nan rny6okuii coH Ha 15—20 MuH. MpucTynbl Kynu-
POB/INCb KPEMKUM C/IaAKMM YaeMm, Fpenkoli K rosose,
aHasibreTkamm 1 6bInM KBaIMPULMPOBaHbI Kak "MuUr-
peHb". B 14 neT BnepBble BO3HWK MapumanbHblii MO-
TOPHbIA npucTyn (MOBOPOT TO/0BbI, MOAEPr1UBaHUSA
PYK W M/1e4eBOro nosca) ¢ noTepert CO3HaHUA, KOTO-
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poMy nNpegLecTsoBaIM CUMMTOMbI UnoTUMUN. Ha
33l 0TMeYeHbl "CHMXXEHME Mopora CyfOPOXHOR ro-
TOBHOCTK", "MapOKCU3Mbl FeHepan30BaHHON BbICO-
KOamnanTyHOM aNUNenTUYeCKOn akTMBHOCTU YacTo-
Ton 3,5 T'y". TlocTaBneH gmarHos: "OnUCUHAPOM Ha
pesvayanbHO opraHMyeckoM (PoHe™ M HasHadeHbl AK
(dbuHnencuH 1 nomuHan). B TeyeHne rofa BbiLLeoNu-
CaHHble NMPUCTYMbI YepeaoBaIUCL C MPUCTYNaMK “MUr-
peHn". KoHcynbTupoBaH B HUW neamatpun MuH-
3apaBa P®. [losza puHNencuHa yBenmdeHa go 20 mr/
Kr/cyT, 04HaKo BCKOpe y 60/1bHOro pa3Busics nepsbliit
reHepasM30BaHHbIA TOHWKO-KTOHNUYECKUIA CYL0POXK-
HbIli NpucTyn. B panbHeiwem Ha goHe neveHns AK
Nof06Hble CTEPeOTUMNHbIE MPUCTYMNbI MOBTOPSINCH |
pa3 B 1—2,5 roga. MNpn MPT-u1ccnefosaHmM rofioBHO-
ro Mo3ra OTMeueHbl "Mpu3Haky aHLedanonatum, rma-
pouedannn’.

C 25 net nocne otmeHsl AK npuctynsl cygopor y4a-
CTW/ACb, B CBA3M C YeM Tepanus GUHIencnHom B gose 20
MI/KT B CyTKW 6blfia BO306HOBNEHA, O4HAKO COCTOSAHWE
60/1HOT0 YXYALWNIOCh — YYaCTUANCh CYA0POXKHbIE MPU-
CTYMbl Ha c|o0He 0TpULATe/IbHOI AHaMUKN 33T ¢ nosiB-
NIeHVeM "NOCTOSIHHOW  reHepan30BaHHOM BbICOKO@M-
MAUTYLHON  3NWMNENTUYECKON aKkTMBHOCTK". 3ameHa
(hMHNENCKHa Ha AenakuH B CyTOYHOM 036 2000 Mr npwu-
Befla K TpaHC(OopMaLuMu MPUCTYNOB, MPUHSABLLMX He-
CKO/IbKO MHOW XapakTep. OHY CTa/IM NPOTeKaTh C Herny-
OOKMM paccTPOMCTBOM CO3HaHMA (Or/yLUeHVe C coxpa-
HEHHbIM KOHTaKTOM), COMPOBOX[A/NCb Pe3KOW Cnabo-
CTb0, BbIP@XEHHbLIMW BeretaTvBHbIMU MPOABIEHWAMY,
CHayana BO3HMKas pefko (B YTpeHHWe yackl nepes npo-
Oy /eHneM), HO NOCTENeHHO YYaCTMBLUNCH [0 eXeLHeB-
HbIX. HOrAa npucTynbl CONPOBOXAAINCH NIOKabHLIMU
K/IOHUKO-TOHNYECKAMUN  (heHOMeHaMK JpoxXaHunem
noL6opoLKa 1N PYK, TOHUYECKMM HarpsiXKeHUeM MbILLIL,
KOHEYHOCTeiA. [py 3TOM reHepa/M3oBaHHas aNUNenTu-
yeckad aKTMBHOCTb Ha B3I cmeHMnach “Mef/1eHHOBO/-
HOBOIN C KOPOTKUMU reHepasn30BaHHbIMU BCrbILLKaMM
BbICOKOaMMAUTYAHbLIX KOMMNEKCOB", He OTHOCALLMXCS K
anunentTuyeckum [4]. Matb 60/1bHOrO OTMETMNA, UTO
MPUCTYMbl NPOTEKAOT /1erye 1 BbICTPee 3aKaHUMBAKOTCH,
eCc/iv B/MBaTh B POT KOPBAION UM Yaid. Bo Bpems 04HOT0
13 MPUCTYNOB, pasBMBLUMXCA Ha paboTe (60bHOM MO
npodgeccun henbpulep) 6bina 06HapyXXeHa rMNornnke-
Mus 1,5 MMOSIb/I, yeMy He npugasim 0coboro 3HaveHus.
OfiHaKo B CBA3U C MOSAB/IEHNEM MPUCTYNOB, HETUMUYHBIX
AN anunencun, 601bHOV rocNUTaIM3NPOBaH A4/1s 06cne-
[l0BaHWA B HeBposiornyeckoe otgeneHne MOHUKA vm.
M. @®. Bnagmmnpckoro.

Mpu NOCTYMIEHUN B HEBPONOrMYECKOM CTaTyce OT-
MeyeHa paccesiHHas o4yarosafg MUKPOCUMMTOMATMKA:
FOPU3OHTa/IbHbIA HUCTArM, CUMMETPUYHAA CYXOXMN/Ib-
Has runeppegekcus, erkas ctatyeckas 4ucKoop-
AVHALMS, KOTHUTMBHbIA AeULMT, NPOSBASOLLMIACS
CHVWKEHVMEM MeXaHWYeCcKOW MamaTv U BblpaXXeHHOM
HEeYCTOMYMBOCTbIO W UCTOLLAEMOCTBIO  BHUMaHUS
(KoppekTypHass  npoba:  WHAEKC TOYHOCTU  —
16,6 £ 1,03, nokasarenb TeMna BbINOMHEHMA 3aaHKA
— 0,43 £ 0,03). B npo6e ¢ ronogaHnem K mcxogy 6 4
pasBUICS TUNOrMKEMUYECKMIA NpUCTYN (FNKEMUS
0,8 MMONb/NT) ¢ PacCTPONCTBOM CO3HAHUSA W BbIPAXKEH-
HbIMW BEreTaTUBHbIMW HapyLleHUAMU (NPody3HbIl
runeprugpos, Taxukapamsa 110 8 1 muH, AL, 150/85 Mm
pT. €T.). Ha BHenpuctynHoii 33l 0TMeYeHO MNosB/e-
HVEe MEePUOANYECKNX PUTMUYECKUX Pa3psAL0B BbICOKO-
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amnanTyAHOM AenbTa-aKTUBHOCTU A0 120 MKB 1 6onee
C NepegHM akLEeHTOM BUPOHTaILHO Ha (hOHE Bblpa-
YKEHHOWN Ae3opraHunsaumn anbda-pytma (N0 AaHHbIM
NUTepaTypbl — YacToe NposBAeHWe runoramkemun [3],
Mo pe3ynibTaTamMm COO6CTBEHHbIX MPOBEAEHHbIX UCCNeao-
BaHWA — HapyLUeHve, BblsiBisieMoe Y 35% 6O0/bHbIX C
"3 BHe npuctyna u'y 100% — Bo Bpems I'TC).

Mounck nHecynmHombl (Y3, MPT nogmxenyfouHoi
Xenesbl, CynepcesieKTUBHasA aHruorpaus) He yBeH-
yasica ycrnexom, 0gHaKo 60/1bHO Gbln NepeBeseH B OT-
[eNeHne XUpypruyeckor 3HLOKPUHOMOTUW, The Y-
MewwHo npoonepupoBaH. YpaaneHa WHCY/IMHOMA Tena
NOLKeNYLOYHOM Xenesbl pasmepoM 3 X 3,5 X 2,5 cm.
JunarHos noareepXaeH UMMYHOTUCTOXUMUYECKM.

B nocneonepauumoHHom nepuoge M C npekpaTtnaunce.
OfHako Ha I3 BHOBb OTMEYEHO NOsB/IEHMe paspaaoB
reHepan30BaHHO 3NMNENTUYECKOA aKTUBHOCTU, O4HO-
BPEMEHHO MOABUAWCHL SNUNENTUYECKMe MPUCTYNbI, BO3-
HMKatoLLMe C YacToTon | pa3 B 2—4 Hep (4alye mo yT-
pam). KatamHes 2 roga. CocTosiHue cTabunbHoe. Mpu-
CTYMbI W 3NUNENTUYECKNE U3MEHEHUSA Ha D3I coxpaHs-
toTca. OTMEeYeHO 3HaUWTeNbHOE YNYYlLeHWe COCTOSHMA
KOTHUTUBHBIX (DYHKUMIA (NaMATU U BHUMaHWS), ucyes-
HOBEHVE 04aroBO HEBPONOrMYECKON CUMMTOMATUKM.
BONbHOI BepHYCA K TPYLOBOW LeATENLHOCTMW.

MpuBefeHHas ucTopusi GONE3HN LEMOHCTPUpYET
pefiKoe COYeTaHue y OAHOIO U TOro e 60/1bHOro ABYX
3ab0neBaHuWiA: CUMNTOMATMYECKOM anuaencmMmn Ha go-
He 3HLUeanonaTnn pesungyanbHO-0praHNYecKolr npu-
pofbl 1 O Ha hoHe UHCYNMHOMBI. peacTaBnseT UH-
Tepec TOT (hakT, YTo y 60/ILHOr0 anuaencuert npu Npu-
coegnHeHnn I'TC NpakTUYeCKU NOSIHOCTLIO MCYEe3u
TUMWUYHBIE 3NWUIENTUYECKNE NPUCTYMbI U HUBEIMPO-
Basla anunenTuyeckas akTMBHOCTL Ha 33, HeCcMOTpSA
Ha npekpaweHue Tepanun AK. lNocne ncyesHoseHNs
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'TC B nocneonepaynuoHHOM neproge BO30O6HOBUIUCH
MPUCTYNbl N TEHEepasIM30BaHHasA MapoKCU3Ma/lbHas
aNWenTUYeckas akTMBHOCTb Ha I3I, KOTopble CO-
XpaHATCA NO cell AeHb. MexaHu3m aToro (heHoMeHa
He coBCeM ficeH. BO3MOXKHO, 3TO pesynbTar BAWAHUSA
BbICOKUX [03 WHCY/IMHA HAa KOPKOBYHO PUTMUKY WK
CNeacTBMe CTPECCOBOr0 BO3AENCTBUS KOHTPUHCYNSP-
HOro runepkopTusonusma. Kak nssectHo, npumMeHse-
Mble B MeAVaTPUYECKO annIenToNorMm rntoKOKopTH-
KOWbl OKa3blBatOT MO3UTMBHOE aHTMKOHBY/IbCUBHOE
[eiiCTBMe NPWU HEKOTOPbLIX (hopMax 3nuaencum.

3ak/iroueHme

Takum obpa3oM, Hambonee Yactas macka 'TC npu
O’ — "nonmmopgHbIe CNOXHbIe NapLuaibHble Npunag-
Kn”. CoueTaHue anunencum n O npeacTaBnseT cobow
3KCK/THO3UBHYHO NaTonoruto. Bo Beex cnyyasx BOSHUKHO-
BEHMA HETUMUYHLIX WU Pe3UCTEHTHbIX K Tepanun AK
napLuasibHbIX 3NUNENTUYECKUX MPUCTYMNOB aKTyaslbHbI
nx guddepeHumanbHas anarHoctuka ¢ ' C v akTUBHBIA
MOMWCK TUMOrIMKEMUN C NPYMEHEHVEM MPOBOLMPYHOLLNX
TecToB. MosTopstowmeca ' Cy 60bHbIX O MOryT OKa-
3blBaTb MOZYy/MpytoLLee (B TOM Ymnc/ie NO3UTUBHOE) BO3-
AeCTBME Ha TeUYEHMe COMYTCTBYHOLLEN SMMNEMNCHK, BO3-
MO>HO, 38 CYET CTPECCOPHOro rMmnepKopTU30IN3MA.
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PEOXPOMOLITOMA Y AETEN

'Y DHAOKPMHOMOrNYECKNI HayUHbIA LeHTp (aup. — akag. PAH n PAMH W. . OepoB) PAMH, Mocksa

AHanM3npoBaHbl pesynbTaTbl 06C1e40BaHUsA, NeyeHuns, nocneonepalunoHHoro HabnogeHns 520 60/1bHbIX C (heoXPOMOLMTOMamMu, Onepupo-
BaHHbIX B DHLL PAMH ¢ 1957n0 2002 r. CpegHuii Bo3pacT 60/1bHbIX cocTasun 39,3 + 9,2 roga, 50(9,6%) nauveHTOB 6binM B BO3pacTe
o 16 neT. B o6Leii rpynne My>kunHbl cocTasuim 213 (41%), B geTckoit rpynne — 32 (62%) yenoseka. Y 68 (13,1%)) nauveHTOB
BbISIB/IEHO [IBYCTOPOHHEE NMOPa>KeHue HaAnoyeyHnkos, B TOM uncne B BospacTe A0 16 neT y 16 (32%) u3 50. BHeHaLno4euyHKoBas /1o-
Kanmsauus onyxonein 6bina ycTaHosneHa 'y 36 (6,9%) 6onbHbix. CoueTaHue )e0XpOMOLMTOMbI C HACNeACTBEHHLIMU CUHAPOMaMKU 0T Me-
ueHo B 36 (6,9%) HabnogeHusx. KaTamHes uccnefosaH y 260 60abHbIX. Cpok HabnoaeHus BapbuposBan 0T 4 [0 25 neT W B CpefHeM
cocTasun 8,4 + 1,9 roga. Peunans heoxpomMoUuTOMbI BbisiBneH y 49(18,8%) nauneHToB, UCTUHHBIV peuuans (onyxonb B 06nacTy nep-
BWYHOIA omepayun nan meTacTasmpoBaHue) — y 16 (6,15%). VICTUHHBI peuyane (eoxpoMoLuTOoMbl 0TMeYeH Y 6 (12%) n3 50 geTeil,
OCHOBHOW NMPUYMHOI SIBUACHL OPraHocoXpaHsoLas TakTuKa npu MyNbTULEHTPUYECKOM NOPaXKeHU! HaAnoyeyHnKa.

KnrouyeBble crnosa: (’*)eOXpOMOLlI/ITOMa, HacneaCTBEHHOCTb, ANArHOCTUKa, KaTexonaMuHbl, XMpypruvyeckoe nevyeHue.

The results ofan examination, treatment, and postoperative follow-up of 520 patients with pheochromocytomas who were operated
on at the Endocrinology Research Center, Russian Academy of Medical Sciences, in 1957 to 2002 have been analyzed. The patients’
mean age was 39.3+9.2 years; 50 (9.6%) patients aged less than 16 years. There were 213 (41.0%) males in the total group and
32 (62.0%) in the pediatric group. Bilateral adrenal lesion was detected in 68 (13.1%), including 16 (32%) ofthe 50 children aged
less than 16 years. Extraadrenal tumors were ascertained in 36 (6.9%). The concomitance ofpheochromocytoma with hereditary
syndromes was observed in 36 (6.9%) cases. Two hundred and sixty patients were followed up for 4 to 25 years (mean 8.4+1.9).
Recurrence ofpheochromocytoma was revealed in 49 (18.8%) patients; the genuine recurrence (a tumor at the site ofprimary surgery
or metastasis) wasfound in 16 (6.15%) patients. The genuine recurrence ofpheochromocytoma was seen in 6 (12.0%) of the 50
children; its main cause was organ-preserving surgery for multicenter adrenal lesion.

Key words: pheochromocytoma, heredity, diagnosis, catecholamines, surgical treatment.
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