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deoxpomounToMa/naparaHramoma y neteu U NnoapoCTKOB: NPUYUHbI,
nartoreHes, KJIMHUKa, AMarHoCcTuKa, nedyeHue (Yactb 1)

B. B. CmupHos, H. C. bapoHuHa

deoxpomounTombl (P XL) — 310 onyxonm n3 xpoMadpOUHHbIX KNeTOK MO3roBOro BelwecTBa HaanoYeyHnka nnm
cuMnaTnyeckmx napaesepTedpanbHblX raHrnMeB (naparaHramoma), KoTopble N36bITOYHO CEKPETMPYIOT KaTexonaMmHbI.
Bctpeyvatotcs B niobom BodpacTe ¢ yacTtotor 2:1 000 000 HaceneHus. Ha nonto netei n nogpoctkos npuxoamtcs 10%
3abonesanus. Cpenn 60nbHbIX 60% COCTaBAAOT Manbyuky [1].

3M6p|/|onor|n9| Haano4Ye4HUKOB U NaparaHrnues

Mo3aroBoe BelWeCcTBO HAAMOYEYHNKOB U KNIETKWU CMMMAaTUYECKMX napasepTebpanbHbiX raHriMes MMeT eanHoe
MPOUCX0X AEHNE N3 HENPO3KTOAEPMATIbHBIX KNETOK, TakmMm 06pasoM, heoxpoMoLmnToMa NMEeT HePOSHAOKPUHHYHO
npvpoay.

3aknagka HaanoyeyHUKoB y NnoAa pasnuuuma yxe Ha 3—4 Hefene BHyTpuyTpobHoro nepuoaa. OHa pacnonaraeTcs Hag
pasBuBaloLeincs NepBMYHO Noykoi. Ha 5—6 Heaene kneTkn NonoBoro rpebHs NpeBpalLaloTCs B CTEPOMAOreHHbIE KNETKM
MONOBbIX Xene3 Kopbl HAANOYeYHNKOB. Ha 6—8 Heene HannoyeyHnKN BbICTPO YBENNUMBAIOTCS 1 (DOPMUPYIOT MO3rOBOWA
C/oi M3 napaaopTanbHbix cumnatobnacToB. B 310 BpeMs B 3aknafky Kopbl HAAMNOYEYHUKOB NMPOHUKAIOT 3NIEMEHTbI
CMMMNaTNYeCKON HEPBHOWM CUCTEMBI, KOTOPbIE AMdPEPEHLMPYIOTCS B XpoMadbuHHble knetku. C 8-i Hegenm nx
CEKPETOpPHbIE rpaHy /bl cogepXarT Tonbko HopaapeHanuH (H-knetku). C 16-i Heaenn NponcxoouT TpaHcqopMaumns 4actu
HopaapeHoUMTOB B aapeHoumnThl (A-knetku). B nanbHerwem yicno nocnegHux Hapactaet. K KoHUy 8- Hepenu
BHYTPUYTPOBHOrO Neprona OKpyXeHHbIe Kancynow HaanoYeYHNKN BCTYNAKOT B KOHTAKT C BEPXHUMU NOMOCAMU NMOYEK.

C 3-ro Mecsua Ha xenesncTbix knetkax 0bHapyXmnBaeTcs 3HaUMTENbHOE KONMYECTBO 30PPEPEHTHBIX CUHAMCOB, 4TO
CBUOETENbCTBYET O PAHHEM CTAHOBNIEHUM HEPBHOW Perynsaumm Mo3roBoro BelecTsa. lNosgHee B aTuX KneTkax
nosiBnsieTcs karexon-O-MeTunTpaHcepasa — PepMeHT, NPEBPALLAIOLLNA HOpaLpPEHANVH B afpeHanuH.

B nepsble oHUN nocTHaTaNbHOM XU3HU 3apoabllieBas Kopa Ha4nMHaeT cokpawaTbCsa U K MeCA4HOMY BO3pacCTy yMeHbLlaeTcs
B2 pasa. OTHOCUTENbHO HEBONbLWOE Mo O6'beMy MO3rosoe BeleCcTBO HaAMNo4Ye4HNKOB, HANPOTMB, NOCNe PoXAeHNA
yBenn4nBaeTCs. B TeyeHne nepBbIX NIeT XU3HW 3aBeplaroTca npoueccobl LMTONOrMYeCcKom AndpdpepeHUnpoBkin
XKene3ncTblX KNeTok.

Hanbonee akTMBHbIN POCT 06 bEMa XPOMAPPUHHON TKAHU U AN PEPEHLIMPOBKA CTPOMbI PErMCTPUPYIOTCS B BO3pacTe 7—
10 net. Ctabununsaums cTpykTypbl MO3rOBOro BEIWECTBA HACTYMNaeT K Nepuoay NnonoBoi 3penocTu.

Kpome Mo3roBoro BelecTBa Haano4YeYHUKOB, XPOMaPMHOLMTLI YOPMUPYIOTCS TaKXe B NaparaHrivsix, Kotopble
06pasyloTcs U3 3auatka BEreTaTnBHOM HEPBHOM CUCTEMBI M TECHO CBSI3aHbl C CUMMNATUYECKUMM y31aMu, pacrnonarasch
MeJuanbHO Uav AOPCanbHO OT Y3/I0B CUMNATUYECKOro CTBoNa. XpoMadgodouHHbIe NaparaHr MM, 0THOCSWMECS K
afpeHanoBoi cucteme, NPOAYLIMPYIOT afipeHanvH.

BonbWMHCTBO NaparaHrMeB pacnonoXeHo peTponepnToHeansHO BEAN3N CMMNaTYeckoro CTBona B Buae 060cobneHHbIX
aHATOMUYECKUX CTPYKTYP. DTO MEXCOHHbIN NaparaHrnuii (COHHbIA knyboyek), pacnonoXeHHbIR y Havana Hapy>XHOW 1
BHYTPEHHEW COHHbIX apTepWii, MOSCHNYHO-a0PTaNbHbI — Ha NepeaHel NoBEPXHOCTY BPIOWHON YacTy aopTbl, KOTOPBbI
0cobeHHO passuT y aetel. MHOXEeCTBO MENKMX NaparaHrimes perucTpupyeTcs peTponepuToHeansHo Ha yyacTke oT
HaOMoYeYHNKOB A0 NONOBLIX XeNnes 1 Mo Xo4y cumnaTtmyeckmx Hepeos. CKonneHne BHEHaANOYEYHNKOBbIX
XPOMaYPUHHBIX KNETOK MOXET BbITb MCTOYHNKOM AN (DOPMUPOBAHNS BHEHALNOYEYHUKOBBIX (DEOXPOMOLIMTOM.
Mo3srosoe BelecTBO HaANOYEe4YHNKOB NHHEPBUPYETCSA NPeraHr IMoOHapHbIMUA CUMNaTNUYeCKUMU BOIOKHaMH [2].

dusnonorns MO3roBoro BelLecTsa Haano4Ye4yHMKoOB

dusmonornyeckas ponb aapeHanoBow CUCTEMbI ONpeaenseTcs cekpeumnern BbICOKOaK TUBHbLIX FOPMOHOB rpymnnbi
KaTexonamuHoB (fodaMunH, HopaapeHanuH, aapeHasnuH).

Moarosoe BelwecTBO HAANOYEYHNKOB CEKPETUPYET ABa ropMoHa — aapeHanuH u HopaapeHanuH. Cekpeuns
HopaapeHannHa NPouCXoamT 1 B cuMmnaTuyeckux naparaHrnmax (80%), 4To NCnonb3yeTcsa B AnarHocTmke
BHEHaamno4e4yHnKoBon PopMbl DEOXPOMOLIUTOMBI.

BrocnHTes HopagpeHannHa 1 agpeHanvHa ocylecTBASETCS 3 aMMHOKMCIOTh dpeHunananuHa. NocneposaTenbHble
npoLecckl OKUCNEHWS, fekapboKcnaMpoBaHust cnocobCTBYIOT NpeBpalleHnio dpeHunanaHmHa B TUPO3WH,
anokendpennnanaduH (JO®PA), nochamnH, HopaapeHanuH u aapeHanuH.

ObpaszoBaHne JODA 1 gochammHa NPoUCX0aMT B LMTOMNA3Me HEMPOHOB, a HopaapeHannHa — B BE3uKYnax



ajpeHeprnyecknx HempoHoOB.

HopanpeHanuH sBnseTtcs npeiwecTBeHHNKOM aapeHanvHa 1 npeacraenseT cobo oeMeTUNMPOBaHHbIA agpeHanvH. 910
COBEPLIAETCS B MO3rOBOM CNOE HALMNOYEYHMKOB C MOMOLbIO hepMeHTa MeTUnTpaHcdepasbl. CUHTES 3TOr0 pepMeHTa
WHOYUMPYEeTCS INIOKOKOPTMKOMAAMM, NOCTYNaoWUMy B MO3roBOM CMol N3 KOPKOBOMO OTAENa HaANO4YEeYHMKOB No
nopTanbHOW BEHO3HOI cucTeme. B rpaHynax Mo3roBoro cnosi NpOMCXoamT akKyMynsums katexonamnHos. Cekpeums
KaTexonaMUHOB M3 rpaHy NPONCXoanT NyTeMm ak3oumntosa. OCHOBHas YacTb KaTexonaMmMHoB BbICTPO MeTabonnaupyeTcs B
pPasnnMyYHbIX TKaHSX NpU yyacTum cneundouyecknx doepMeHToB. Nnwb Hebonblwas YacTb agpeHanvHa (okono 5%)
BblAeNseTcs ¢ Moyoii. OkMcneHme HopagpeHanmHa NPOUCXOANT B aApeHePrnYecknx HEPBHbIX OKOHYAHNAX (DEPMEHTOM
MOHOaMWHOKCWAA30M.

JdogammH — 370 HellpoMeanaTop 1 ropMoH. OH obnanaeT psiaoM OU3NONIOrMYECKUX CBOMCTB, XapakTepHbIX 4/
aflpeHepruyeckunx BeWECTB: Bbi3biBAET NMOBbLILEHNE CepAeYHOro Bbibpoca, 0ka3biBaeT Ba30KOHCTPUKTOPHOE LENCTBUE,
ynydwaeT KPOBOTOK, CTUMYNIMPYET pacnag rivkoreHa, nofasnseT yTMaM3aumio rioKosbl TKaHSaMK, y4acTByeT B perynaumm
06pa3oBaHnsi rOpMOHa PoCcTa, TOPMO3UT CEKPELMIO NponakTuHa [3].

CumnaTtunyeckas CTUMysiLMS MO3rOBOro BeWwecTBa HaAno4Ye4YHUKOB BbI3bIBAET BblAeneHne 60/bWworo Konm4yecTsa
agpeHanvHa n HopadpeHanuHa B LMPKYMPYIOLWYO KPOBb, 1 3TW ABa FOPMOHA, B CBOIO 04Yepelb, MEPEHOCSTCS KPOBbIO KO
BCEM TKaHsIM opraHuama.

CooTHoOWeHNe agpeHanmHa 1 HopagpeHanMHa B HaAnoYeyHmKax ¢ BO3pacToM MeHsieTcs. Ha paHHnx cTagnax passuTns
nnofa agpeHanuH B aTMX Xenesax NpakTM4yeckn OTCyTCTBYET, a cpasy nocne poXxAeHus B HUX npeobnapaeTt Hop-
agpeHanvH. OgHako B 3pefioM BO3pacTe Ha [0/ HopadpeHanuHa npuxoamtcsa nuwb 10—30% BCex NOBbIWAOWMX
apTepvanbHoe nasneHue (All) aMMHOB MO3roBoro BelecTBa.

OTHocuTenbHas nponopuna HopagpeHannHa n agpeHannHa n3aMeHseTcs B OTBeT Ha 6onesble 1 AMOLIMOHANbHbIE
pasaopaxunuTenun, rmnokCuio, MblllevyHYo Harpysky, oxnaxageHme n 1. o. CuHTes n ceKkpeumna karexonaMmHoB MOXeT
NnoBbIWATbLCS TakXe nofn AencTBmemM MNHCYNNHa, rNioKOKOPTUKONAOOB.

CBoe neiicTBre KaTexolaMyHbl OCYLECTBISIIOT Yepes aapeHopeLenTopbl, KOTOpble HAX0AATCS Ha KNEeTOYHbIX MEMOpaHax.
ALpeHepruyeckne CMHanchl pacrnonoXeHbl MPakTUYeCckn BO BCEX OpraHax u TkaHsx. Bce peuenTtopbl kaTexonammHoB
pasnnyaloTcsl CPOACTBOM K aroHMUCTaM 1 aHTaroHucTam. 970 onpedenseT xapaktep Ux BANSHUS Ha MeTabonmaM KNeTok-
MuweHen. OHY perynmpytoT oyHKUMM pasfiIMyHbIX OPraHoB U CUCTEM C NMOoMOLLbio BO36Y X aeHUs v 6nokanbl
afpeHopeLenTopoB.

BbioensoT aBa rnaBHbix Knacca Takux peuenTopoB: a-anpeHepruvyeckmne n B-a,u,peHeper'-leCKVle. Aq- 1 B1-peuenTopbl

NI0KanM3yloTCsl B OCHOBHOM Ha MOCTCUHANTUYECKUX MeMBpaHax 1 pearvpytot Ha OeiicTBMe HopaapeHanuHa,
BbIAENAOWEroCcs U3 HEPBHbIX OKOHYAHWUIA MOCTraHr IMOHAPHbIX HEMPOHOB CMMMNATUYECKOro OTAeNa. do- U Bo-peuenTopsl

ABNAKOTCA BHECMHANTNYECKUMUN, HO UMEIDTCA N Ha I'IpeCI/IHaﬂTI/I‘-IeCKOVI MeM6paHe Tex xe HeI7IpOHOB [4]

Ha a2-peuenTtopbl OeCTBYIOT Kak agpeHanuH, Tak u HopaapeHanuH. Ha as-peuentopbl NpecuHanTnyeckoi MembpaHbl
HopanpeHanvH OeiCcTByeT No NPUHUMNY oTpuLaTENbHO 06paTHON CBA3M — NHIrMOMpyeT cobCTBEHHOE BblaeneHve. Mpu
LecTBUM afpeHanHa Ha Bo-aapeHopeLenTopbl MPeCUHaNTMYECKO MEMOPaHBI BblAENEHNE HOpaapeHanHa
ycunmeaetcs. [lockonbKy agpeHanvH BblAenaeTcsa U3 MO3roBoro Cnos Haano4YeyHKoB nog AeiCcTBUEM HOpaapeHanvHa,
BO3HMWKAET NETNS NON0XMNTENBHON 06paTHOW CBA3N.

CTuMynaumMs HopagpeHanvHoOM 0l4-afpeHopeLenTopoB, KOTopble TIOKaNU3yloTCs B apTepuonax, NPMBOANUT K criaamy
apTepuon, NosbileHWo fasneHus. CTUMyNSUmMS Qx-afpeHopeLenTopoB BedeT K CHUXEHWIO apTepranbHoro daseHus.
PasapaxeHue agpeHanvHoM B4-anpeHopeLenTopoB, oKanmaylowmnxcs B cepaue, NPYBOANT K YBEIMYEHUIO YacTOoTbl U
CUNbl CepAeyHbIX COKPALLEHWIA 1 NOBLIWEHWIO apTepranbHOro AasneHus.

B 60nblumx 0o3ax LMpKynvpylowmne agpeHanvH 1 HopanpeHasnvH okasblBaloT CX04HOe BvsHWE, noBbiwas cpeaHee ALl B
PU3NONOTMYECKUX KONMYECTBAX NX OEVCTBME MMEET CyLWEeCTBEHHOE pasfnyme.

ALpeHanuH B pesynbTaTe npsiMoro CTUMYINPYIOLLEro BAUSHUS Ha B-peLenTopbl CEPAEYHON MbIlLbl 3HAYUTENBHO
yBeNn4ymBaeT CUy N 4acToTy cepaeyHbIX COKpaLI.I,eHI/II7I, y,u,apr||7| n MMHyTHbIIZ O6'beM, TEeM CaMbIM NoBbIlWada CUCTONMNYecKoe
AL. HanpoTuB, obwee nepudpepuyeckoe conpoTmenerne cocynos (OMNCC) cHuxaeTcs Bcnenctevne npeobnasaHus
aKkTvBaumu B2-anpeHopeLenTopoB COCYIOB CKeNeTHbIX MblL, Bbi3blBasi YyMEPEHHOEe CHXeHne auactonnyeckoro AL, 7. e.
3TOT rOPMOH NOAHMMAaET OaBfieHne B MeHbLLEN cTeneHn, 4em HopagpeHannH.

AnpeHanuH umeet B 5—10 pa3 601ee onmTenbHblli MeTabonnyecknii appekT, Yem HopaapeHanuH. CekpeTupyembili
MO3roBbIM BELECTBOM HAAMOYEYHVKOB, MOXET YBENNYMBATb MHTEHCMBHOCTb MeTabonnama Bcero Tena 6onee yem Ha
100%.

ALpeHanuH CTUMynMpyeT NPoayKUMIO adpeHOKOPTMKOTponHoro ropmoHa (AKTI) 1 TupeoTponHoro ropMoHa runodusa
(TTI), ysenuumsaeT YyBCTBUTENbHOCTb TUPEOLMTOB K AeNCTBMIO nocneaHero [3].



HopanapeHanuH nmeeT npusHaku ropMoHa 1 Megnartopa (TpaHemMmTTepa), Tak Kak BbiMONMHAeT PyHKUMM nepejaTtymka
BO30YXXAEHNS CUMNATUYECKMX HEPBHbBIX OKOHYaHW Ha 3D HEKTOP, a TakXe B HEMPOHax LeHTPabHOW HEPBHOW CUCTEMBI
(LLHC). HopagpeHanuH 3HaunTtensHo yesenmymnsaet OINCC n pesko nosbiwaet ALl, BCneacTemne Yero Bo3pacraeTt Kak
CUCTONMYECKOe, TaK 1 amacTtonmyeckoe All. YMepeHHO CHMXaeTcs YacToTa cepaeyHbiX CoKpaLleHui.

HopagnpeHanvH Ha3biBalT «FOPMOHOM SPOCTH», T. K. B pe3ynbTaTe Bblbpoca B KpOBb HOpaLpeHanMHa BCeraa BO3HMKaeT
peakuus arpeccun, 3HaunTenbHO YBENMYMBAETCS MblleyHas cuna. Ero cekpeums v BbiGpoc B KPOBb YCUNMBAIOTCS NpU
cTpecce, KPOBOTEUEHNUSX, TAXENOoN hranyeckol paboTte 1 opyrux cutyauusx, Tpedyolmx 6eICTpOoR NepecTpoiikm
opraHunama. Tak kak HopaapeHanvH 0KasbiBaeT CUIbHOE COCYLOCYXMBatoLWee NENCTBIE, ero BbIBPOC B KPOBb Urpaet
K/IIOY4EBYIO POSb B PEryNsiLMM CKOPOCTU 1 06 bema KpoBoToka. Nocne B3aMMoLeicTBUS HopaapeHanuHa ¢
aflpeHopeLenTopoM MeanaTop noasepraeTcs o6paTHOMy 3axBaTy NpecuMHanTuyeckoin membparoi (75-80%
HopanLpeHanuHa, Haxo4sAWerocs B CMHANTMYECKOM Wenn) U HakannnBaeTcs B Be3uKynax. B anpeHeprnyeckux HepBHbIx
OKOHYaHKMsIX (pepMeHT MoHoaMnHokenasa (MAQ) obecrneynBaeT OKMCIUTENIbHOE AE3aMVHMPOBaHNE HopaapeHanmHa.

KaTtexonaMuHbl UrpatoT BaXKHyto posib B KOHTPOJIe yr1eBoaHoro obmMeHa (nooaensioT BbpaboTKy UHCYMHA U
CTUMYNMPYIOT CUHTES3 T tokaroHa, yCUnnBarT FIMKONM3, pacrnag ravkoreHa, B MbllLax yCUnmBarT aHaspobHbIi

I NIOKOHEOreHes), XUPOBOro (akTUBMPYIOT BbICBOBOX OEHNE XUPHbIX KACNOT N3 XUPOBOM TkaHu). NoMnMo cepaeyHo-
COCYANCTOM CUCTEMBI, OHW PETYNPYIOT COYHKLIMIO INaaKol MycKynaTtypbl, CBEpTbIBAHME KPOBU, MOBMIN3ALNIO «OCTPbIX»
ananTyBHbIX peakuuin opraHmama [2].

CwuHTes ajpeHannHa HaxoguTcsa nogd KOHTPOJieM CUMNATUYEeCKOM HEPBHOW CUCTEMbI.

AKTMBHOCTb CMMNATMYECKOM HEPBHO CUCTEMbI 1 CeKpeLns afpeHanHa MO3roBbiM BELLECTBOM HaAMNOYEeYHNKOB CBA3aHbI
Lpyr ¢ OpYroM, HO He BCera U3MeHsII0TCS B 0AMHAKOBOW cTeneHun. Tak, npy 0cobo CunbHOM CTUMY ALK
cuMnaToanpeHanoBo cUCTeMbl (HaNpUMep, NpU oBLLeM OXNaXX AeHUN NN MHTEHCUBHOW (OU3NYECKOI Harpyske)
BO3pacTaeT ceKkpeuns agpeHanuHa, ycunmeas neicTene cuMnaTnyeckoin HepBHOW CUCTEMDI.

B opyrux xe cuTyaumsix cumnatmyeckas akTUBHOCTb U CEKPELNS aapeHanmHa MoryT 6biTb He3aBMCUMbIMU. Tak, B
OpTOCTATMYECKON peakLmmn y4acTByeT B OCHOBHOM CMMNAaTUYeckas HepBHas CMCTeMa, a B peakumm Ha runor imkemmnio —
MO3roBO€ BELECTBO HAANOYEYHNKOB [4].

B KPOBW KaTexonaMuHbl LMPKYNINPYKOT B CBA3aHHOM C aﬂb6yMI/IHaMVI COCTOSAHNN.
KaTtexonaMuHsbl NHaKTUBUPYIOTCA B TKAHAX-MULWIEHAX, a TakXe B Ne4YeHn n nodykax.

Mocne aToro kaTexonamuHbl yTpaynBaoT 6UONOrnYeckyo akTMBHOCTb, U MeTabonnThl BEIBOASITCS C MOYOW B BULE
MeTaHedpurHa, HopMeTaHepuHa, METOKCUTUPaMMHA, BAHUNTMIIMAHAANBHOW KMCNOThl (MPOAYKT pacnaja HopaapeHanuHa
1 appeHanuHa). OnpeneneHne aTux CoOeAMHEHNA NCNONb3YIOT B ANArHOCTUKE (PYHKLIMOHUPYIOWMX ONyXonei MO3roBoro
BELeCTBa HAANOYEYHNKOB U NaparaHrimom.

MpuuuHbI pa3snTusi heoXxpoMOLIMTOMBI Y AeTen
B 601bWMHCTBE CyyaeB 3aTUONOrMs XpOMadpPUHHBIX OMyXONel ocTaeTcs HEN3BECTHOM [5].

B neTtckoM Bo3pacTe heoXpOMOLMTOMBI Yalle BCTpeYarTcs y ManbyukoB. B 70% cnyyaes y netei peoxpomoumtoma
pacronaraeTcsl B MO3roBOM BELLECTBE HAAMNOYEYHNKOB, 1 Yalle, YeM y B3POC/bIX, 0OHApYXMBaOTCS MHOXECTBEHHble
OMyXO0u.

MaparaHrnmombl MOryT BbITb CNIOPAANYECKUMN 1 HACNEACTBEHHbBIMW, SBASSICb OAHUM U3 KOMNOHEHTOB MHOXECTBEHHOW
SHOOKPUHHOW Heonnasun (MOH). MaparaHrnmomsl, NpoayLMpYoWmMe KaTexonamMmHbl, B OCHOBHOM IOKaNN3YyTCS Bbile
aunadgoparmel.

deoxpomobnacToMbl (310KaYECTBEHHbIE) Tak>Xe NMPEMMyILECTBEHHO BCTPEYAIOTCS B ETCKOM Bo3pacTe. MNpu
[IBYCTOPOHHWMX OMyX0nsax HaANOYEeYHNKOB YBENNYMBAETCS BEPOATHOCTb MrEHETUYECKMX CUHOPOMOB. B HacToswee Bpems
N3BECTHO, 4TO 60nee 30% PEOXPOMOLIMTOM MOFYT UMETb FEHETUYECKYIO NPUYKHY [6].

CuHaopom MOH — rpynna HacneACTBEHHbIX 3a60neBaHuiA, xapakTEPU3YIOLLMXCS MHOXECTBEHHbIMU OMyX0EeBbIMUA WX
rUNepnacTMYECKNMU NOPaXEHNSMU SHLOKPUHHBIX XeNe3 ¢ ayTOCOMHO-LOMWHAHTHBIM TUMNOM HacneaoBaHus.
KnuHuyeckune nposiBNEHNS MHOXECTBEHHBIX 9HLOKPUHHbIX Heonnasuit 06yCcnoBaeHbl TUMOM CUHAPOMA.

CuHapom MBOH 2A 1una (cvHgpom Cunnna) BkaoyaeT MeaynnspHy0 KapLUUMHOMY WUTOBMAHON Xenesbl, 0e0XPOMOLIMTOMY
n runepnapatupeos. CemeliHas npupona 3abonesaHns obycnoBneHa ayTOCOMHO-OOMUHAHTHbLIM TUMOM HacnenoBaHus ¢
BbICOKOW FeHHOW NeHeTpaHTHOCTbO. Onyxonb NapadonnKynspHbIX KNeToK WUTOBUOHOR Xenesbl, OCHOBHbIM NPOAYKTOM
ceKkpeLuun KOTOpoW SBASEeTCS KanbLUUTOHWH, MPeWwecTByeT APYrM OpraHHbIM nopaxeHusam. OnpeaeneHne KoHUeHTpaumm
KanbLUTOHMHA B KPOBU WMPOKO UCNOJb3yeTCs A5 BblSBNEHUS Meay nnspHON OMyXOnu WITOBUOHOW Xenesbl, a Takxe
OLEeHKM 30 PEeKTUBHOCTM NPOBEAEHHOIO NIeYEHUSI.



deoxpoMoLMTOMa NPW MHOXXECTBEHHOI 3HAOKPUHHOM Heonnasum 2A Tuna obHapyXMBaeTcs Y NONOBUHbI 6ONbHbIX U
COMPOBOXAAETCS YMEPEHHOW TPAH3UTOPHON UM NOCTOSIHHON apTepunanbHOM rmnepTeHsneit, obwei cnabocTbio,
rMneprunaposomM, runepcanueauneit, nonnypuei. Npun KpU3oBom TeveHn OeoXPOMOLINTOMBI BbICOKA BEPOSTHOCTb
pUbpUNNSLMN Xenyno4koB, OCTPO cCepaeYHol HeaoCTaTOYHOCTU, oTeka nerkux. MNprusHakamu runepnapaTnpeosa npu
cuHapoMe Cunnna MoryT SIBATbCA CHUXEHWE anneTuTa, ToWwHoTa, 60nn B anuracTpum, novyeyHble Konmku. OH MoXeT
npoTekaTb B COYETaHNM C NEPBUYHBLIM aMUIONO030M KOXM Unun 6oneaHbio MvpwnpyHra. Y netei ¢ aTUM CUHOPOMOM
BbICOKas BEPOSITHOCTb 3ab0eBaHNs Meoy NNsiPHbIM PakOM WUTOBUAOHON Xenesbl.

Mpw cvHopome MOH 2B tuna (cuHapom [TopnvHa) K MeaynnspHol KapuuHOMe WMTOBUOHOW Xenesbl, PeoxpoMoLnTomMe
nobaBnsieTcs NaTtonorus ONopHO-ABUraTeNbHOro annapara U MHOXeCTBEHHbIE HEBPUHOMbI CIIM3NCTbLIX 0O0N0YEK.
BonbHblE C MHOXECTBEHHbBIMW 3HAOKPUHHBIMW HEoMNNasmsamMmn 2B tuna uMeroT MapdaHonofobHy0 BHEWHOCTb. Y HUX 4acTo
BCTpEYaloTCs NCKPMBEHNE NO3BOHOYHMKA, BOPOHKOOBpasHas necbopmaums rpyaHo KneTku, KoHckas cTona,
apaxHoAaKTUus, BbIBUXN 6eApPEHHbIX KOCTEN.

HeBprHOMbI Npy 3TOM CMHAPOME NpeAcTaBnsioT coboit 6e3boneaHeHHble 6en10-po30Bble y3enku paamepom 1—-3 MM. OHK
NOKaNMU3yloTCs Ha CIM3NCTBIX LWeK, XenyL0YHO-KMWEYHOrO TpakTa, 0COBEHHO 3aMeTHbI Ha rybax, Bekax 1 s3bike,
npupasas nuuy xapaktepHbiii Bua. O6bI4HO NPOSBASIOTCSA HA NPOTAXeHUM nepsbix 10 neT XxXun3Hu. Co CTOPOHbI
nvieBapuTenbHOM CUCTEMbI MOTYT OTMEeYaTbCs Anapes unuv 3anopbl, MerakonoH. lNopaxeHue oKoNowWNTOBMUIOHbIX Xenes
npw aToM BapuaHTe cuHapoma MOH 2B tna He TunmyHo [7].

"eHeTnyeckmm mapkepoM M3H 2-ro Tuna aesnseTcs toyeyHas mytaums B RET-npoTooHKOreHe, nokann3oBaHHOM B
napaueHTPOMEPHOM yyacTke AAUHHOro nneya 10-i xpoMocoMbl. Y nauneHToB 0bHapyXMBaOT TOYEYHbIe MyTaLum
npoTtooHkoreHa c-ret (10g11.2), koaupyowero peLenTop HEMPOTPOMNHOro oakTopa, perynupytolero npoamgepaumio n
Mg PepeHLpPOBKY KNeToK, MPOU3BOAHbIX HEPBHOIO rpebHs. [1nd doeoxpoMouMTOMbl B paMkax cuHagpomMa M3H 2-ro Tnna
XapakTepeH NpenMyLecTBEHHDbI agpeHannHoBbIA TUN cekpeunn [8].

HeipodpunbpomaTos 1-ro Tuna (6onesHo PeknuHrxayseHa) — 3aboneBaHve, B OCHOBE KOTOPOro NIeXMWT passuTune
onyxonei (HepodMOpPOM) N3 HEPBHOM TKaHW, KaK B LLEHTPaNbHOW HEPBHOM CMCTEME, TakK U Ha NepudIepUYEcKX HepBax.
CumMnTOMbI HelpodprnbpomaTtosa PeknuHrxay3eHa 3aBucaT 0T nokanuaauum onyxonei. ToyeyHas MyTauus NpoucxoamT B
reHe NF1 B nokyce17q11.2. Bbicokuii puck pasBnTUS 3N0KAYECTBEHHON 0eOXPOMO61acToMbl.

KnuHunyeckas kapTuHa Helipogoubpomatosa PekvHrxayseHa oTnnyaeTcs 3HaunTenbHblM MHOroobpasnem CMNTOMOB.
CaMbIM paHHUM MPW3HAaKOM, NMO3BONISIOWMM 3anon03puTb 3abonesaHwve, SBNsSieTCS Hanuyme Y HOBOPOXAEHHOro Unn
pebeHka 6onee NATM MONOYHO-KOPENHBIX MUFMEHTHBIX NATEH AnameTpom oT 0,5 no 15 MM 1 6onblue. O6bIYHO OHY
pacnonoXeHbl Ha TYNOBULLE U Wee, HO MOTYT ObiTb HA NULE N KOHEYHOCTSIX.

Mepucpepnyeckas dopma HelipochrbpomaTosa PeknmHrxayseHa xapakTepmayeTcs pasBnTUEM MHOXECTBEHHbIX
HEBPUHOM Nepudpepuyeckrx HepBoB 1 HEMPOUBPOM B BUAE MNOLKOXHbIX y3eKoB. Onyxonu MOryT NOKann3oBaTbcs Ha
TYNOBMULLE, Wee, FONoBe, KOHEYHOCTSX. OHU UMEIOT OKPYT Y0 (POPMY, MOABMXHbBI 1 6€360N1e3HEHHbI MPY NPOLLYMbIBAHWN
[9].

BonesHb choH Xunnens—SluHpay (VHL) — 3710 cucteMHoe 3aboneBaHue, XxapakTepuayoLeecs onyXonesbiM POCTOM,
HacnegyeMblM Mo ayTOCOMHO-LOMWHAHTHOMY TUMY C BLICOKOW NeHeTpaTHOCTbo. Hanbonee yacto obHapyxuBatoTCs
aHrmombl cetyaTtku, remaHrnobnactomsl LIHC, HoBoobpa3oBaHUs Noyek v NoaXenyaoyHoin xenesbl. @eoxpoMoLmMTOMb
BCTpPEYatTCs 0KOJO 7% Cnyyaes.

Hawnbonee pacnpocTpaHeHHbIM NPU3HAKOM SIBASIETCS PeTUHANbHBI aHrMoMaTo3, KOTOpbIiA CONpoBOX AaeT 40 75%
cnyyaes 3aboneBaHns. 3a4acTyto OH BbICTYNaeT ANarHOCTUYECKMM MapkepoM AaHHOW natonorum. ®eoxpoMoLnToMbI
BcTpevatoTcs y 10—20% 6onbHbIX. [opaxeHne HaaNO4YeYHKOB Yalle ABYCTOPOHHEE. BHeHaANoYeYHKOBbLIE BCTPEYaTCs
B 30% cny4vasix. /IMetoT HopaapeHanMueckunin xapakTep cekpeumu, T. . M3bbITOYHO NPoayLMpPYOT HopaapeHanuH. B 80%
npoTekailoT 6eCCUMMNTOMHO.

B netckom BospacTte 6one3Hb ooH Xunnens—JIMHaay oTnmyaeTcsl NosiBNeHNeM HeBPOIOrMYECKOM CUMMNTOMATUKU Ha DOHe
yX€e CyLeCTBYIOWMX 3PUTENbHBIX paccTpoicTB. B psine cnyyaes 3abonesaHve y geTeit MaHUecTmpyet
cybapaxHounanbHbIM KPOBOU3NUSHUEM. Ha paHHWX cTaamnsax 3TOT CMHAPOM NOL03PEBAIOT NULWb NPK 0ddTaNbMOCKONUK,
Korpa BbisiBNSieTCS reMaHrnobnactoma cetyatkiu.

I'IopaerVIe no4yek npencrtaBneHo Knctamn, BoO B3POCJ/IOM BO3pacTe MOXET Pa3BUTbCA peHalbHOK/IETOYHAA KapunHoMma. B
OeTCKOM BO3pacTe npun cemeiiHoM Tune 3aboneBaHns NOMMKUCTO3 MOYEK 3a4acTylto aBnsieTcsa ero e AMHCTBEHHbIM
nposiBneHneM.

M3ameHeHns B I'IO,D,)KeﬂyJJ,O'-IHOVI Xene3e HOCAT JJ,OépOKa‘-IeCTBeHHbIVI XapakTep B Bnae MeJIKOKUCTO3HOIo nepepoXXaeHus. Y
HEKOTOpPbIX 60/IbHbIX BbISIBNSIETCS HapyweHne T1o0NepaHTHOCTU K IIOKO3e.

["eHeTnyeckas MyTaums HaxoauTcsl B obnactu reHa VHL (3p25-26) Ha 3-ii xpoMocoMe. DTOT FreH urpaeT pofib Cyrnpeccopa,
noaaBnsiolero pocT HoBoobpasoBaHuil. Ha cerofHSWHMA neHb U3BECTHO 0KONo 140 MyTauuii AaHHOTO reHa.
Mpennonaratb W nckno4atb 60ne3Hb poH Xunnens—JinHoay cnefyeTt B KaXAOM Clyyae BbIsIBIEHUS aHrMomMaTo3sa



ceTyaTky B Xo[e 0gpTanbMOCKOMUK, 0COBEHHO NPY HANUYMM OTSArOWEHHOMO CEMENHOro aHamHe3sa [10].

B ocHoBe cnHapoma ceMeiHbix naparaHr IMHOM fieXart MyTaumum Tpex U3 YeTbipex reHoB, KOAMPYOLWNX
MUTOXOHIpMWanbHbIA KoMAneke 2, Bknovaowmin reHsl SDHD (11g23), SDHC (1g21), SDHB (1p36.1-35). MNpn myTaumm
rerHos SDHD n SDHB pasBuBaioTcs Takxe 0eoxpoMaumToMbl B HaanodeyHukax. CemeriHble (oOpMbl BCTpeyarTes y 5—
10% 60MbHbIX C NaparaHrimoMamu wewn.

I'Ip|/| CeMelHbIX oopMax ABYCTOPOHHME MM MHOXECTBEHHbIE NIOKanu3aunm naparaHrivoM BCTPeYaTCs 3HaYNTENbHO
qaule, 4em npm cnopannyeckux, n 06bI4HO NpoABNIAKOTCA B 6onee paHHEM BO3pacTe.

HelipocekpeTopHble Onyxonv MOryT pacrnonaratbcs B Ntobom oTaene CUMnaTMyeckoro cTeona (WeHoM, rpyLHOM,
6ptowHoM, Manom Tase). KapoTmaHas onyxosb npeacTaBnsietT coboit Hanbonee 4acTo BCTPeYaloLyocs pasHOBUAHOCTb
naparaHrMoM rofiosbl U Wew (CornacHo nuTepaTypHbIM AaHHbIM, OHa cocTasnsieT 65—70% OT BCeX naparaHrinom ronossbl
n wew). MyTtaums reHa cykumHatgerngporeHassl B (SDH) Bbi3biBaeT he0OXpoMOLMTOMY CUMMNATUYECKYIO UK
napacmmnaTtnyeckyto naparaHrinomy, a TakXxe KapumHoMy noyek. Boicokas cteneHb 3n10Ka4yecTBEHHOCTU U
BHEHaAno4Ye4yHKoBbIX onyxonen [11].

Cpeawv naparaHrinom ropMoHasibHO-ak TMBHbLIMUW SIBAISIOTCS OMYXOW, MPENMYLLECTBEHHO NOKaN30BaHHbIE B 3a6POLWMHHOM
npocTpaHcTBe. beccMMnTOMHblE (DEOXPOMOLIMTOMBI YacTo 0BHAPYXMBAKOTCS CNyYaiHo, X pacnpoctpaHeHHocTb 10-21%
[12].

MaToreHes n narocdousnonorus

MaToreHes npu 3ToM 3ab0neBaHn oNpenenseTcs BO3NEHCTBMEM N30bITKA KAaTEX0NAaMUHOB Ha OpraHbl U cuctemsl. Mimeet
3Ha4yeHVe Ka4yecTBEHHbIN COCTaB aTuX ropMOHOB. Mpu runepcekpeunn agpeHanuHa npeobnanatoT BereToobMeHHbIe
HapyLleHns, a NpyU rmnepcekpeLIn HopaapeHanvHa nNpenmMyLwecTBEHHO apTepuanbHas runepTeHsuns. NocnenHsas ceazaHa
kak ¢ nosbiweHuem ONCC, Tak 1 C ycuneHnem nesaTenbHOCTM cepaua.

BOoNbWUHCTBO XPOMOLMTOM, UCXOAAWMNX N3 HAANOYEYHWNKOB, CEKPETUPYIOT HOpaapeHanuH, pexe agpeHanuH. B peaknx
Cnyyasx KpoMe KaTexosaMMHOB onyxosb MoXeT cekpeTuposaTb AKTI, KanbUMTOHWH, CEPOTOHWNH, COMATOCTaTUH,
Ba30aKTUBHbIA MHTECTUHANbHbIA NONUNENTW, CUNbHENLLMIA BA3OKOHCTPUKTOP — HenpornenTtna Y v apyrmue akTuBHbIe
BELECTBA, Bbi3blBalowwme MHOroobpasHele achdpekThl [2, 12].

BHeHaAno4ye4YHNKOBbIE DEOXPOMALIMTOMBI Yalle CEKPEeTUPYIOT afipeHanuH. MsonnpoBaHHas cekpeuns anpeHanuHa
BCTpeYaeTcsl pefko 1 B ocHoBHOM npu M3H. Mpoaykuns nogammHa BCTpeyaeTcsl pefko, HO 3HAYNTENBHO MOBbILAETCS
npu dpeoxpomobnacTomax.

B ocHOBe natoreHesa rnaBHbIX KIMHUYECKUX CUMITOMOB (DEOXPOMOLIMTOMBI IE€XXMT YPE3MEPHBI BIOPOC B KPOBb
KaTexonaM1HOB, KOTOPbIE 0Ka3blBalOT HEraTNBHOE AENCTBME HA CEPAEYHO-COCYIMCTYIO CUCTEMY U MeTabonmueckme
npouecchl B opraHname. OgHUM 13 hakTopoB., BAMsOWMX Ha konebanus ALl npu dpeoxpomoumToMe, SBNSeTCS Hanuyme
3HAYUTENbHOrO AEN0 HopaapeHaMHa B OKOHYaHMSX CUMNATUYECKMX HEPBOB Y 3TUX BO/bHBIX, KOTOPLIV BbibpacbiBaeTCs B
KpOBb MpK pasapaXxeHun cuMnaTnyeckon HepsHol cuctemsl [13].

Bbicokas KOHLEHTpaLmMs KaTexonaMMHOB B KPOBY CTUMYIMPYET YacTOTy CepAeYHbIX COKPALLEHNI, CBA3AHHYIO C
BO34€eNCTBMEM rOPMOHOB Ha [31-peLenTopbl cepaua. OTn peLenTopbl YyBCTBUTENbHbI K HOpaApeHanuHy, aapeHanuH Ha
HUX NPaKTUYECKUN He AeiACTBYeT. B aTux cnyyas MOXeT pa3BuBatbcs pedpnektopHas 6paavkapams kak peakums Ha 6onee
BbICOKYO amnnuTyny nosbiweHns AL npu n3bbiTo4HOM BbiBpoce HopaapeHanuHa (MoBblweHne cuctonnydeckoro AL v
CHUXeHue gnactonuyeckoro All).

JpyruMm BaXXHbIM KOMMOHEHTOM CHUXEHHOW peakLuy COCyN0B Ha BO3OENCTBME afpeHanmHa aBnseTca CTUMynsaumus
agpeHanuHoM Bo-agpeHopeLenTopos, JalowWwmx Ba3oaunatmpyownini apdekT. B aToM cnyyae nponcxoamT akTuesaums
PEHWH-aHr MOTEH3UH-anbaocTepoHoBol cuctembl (PAAC), 4TO CAyXNT NPUYNHON apTepuanbHoin runeptensnn (Al n s
Kakoi-T0 Mepe 06 BbSCHSET NepcrucTupytowyo dopMy Al y 60NbHBIX C (PEOXPOMOLIUTOMAMM.

CTuMynsumus anpeHopeLenTopoB NOBbIWAET TOHYC CPUHKTEPOB X ey LoYHO-KUWEYHOro TpakTa, Hapylwas MOTOPHYHO
oYHKUMIO. DTN 3o PEKTbI MPUBOASAT K BO3HUKHOBEHWIO Y 6O/bHBIX J0E0XPOMOLIMTOMOI XPOHUYECKIMX 3aMopoB.

YcunneHHoe NoTooTaeneHne, 0COGEHHO BblpaXXEHHOE BO BPEMS MPUCTYMA, CBA3aHO CO CTUMYNAUMEN a-aApeHOPeLEenTopoB
MOTOBbIX Xene3 KoxXu. AKTMBauus B-agpeHopeLenTopoB B NOAXENYLOYHON Xenese yBENMYMBAET BbICBOOOX AEHNE
F7IOKaroHa, a B NMeYeHn yCUnuBaeT rINKOreHonmn3, 4To MOXeT DOPMUMPOBaTb HapyLEHNEe TONEPAHTHOCTM K IOKO3€e 1
laxe B OTLeNbHbIX Cnyyasix caxapHblii anabet. O6paTHblil achdhekT HabmopaeTcs Npu pasapaxeHun o-
afpeHopeLIenTOPOB B NMOAXENYAOYHON Xenese.

"mnoBoneMusi Npu heoxpomMoLNTOME SABASETCS OLHUM U3 BEOYLWNX CUHOAPOMOB, KOTOpas CBsi3aHa C HapacTaHneM
nepudepuyeckoro cocyaMcToro ConpoTMBReHUst 1 adhdpekTa WyHTUpoBaHms [3].

B natoreHese n3MeHeHMii cepae4HO-COCY AUCTON CUCTEMbI BaXHYIO PO/b MrPaeT BO3HUKHOBEHWE Ha (oHe



rmrnepkaTtexofaMmMHeMUN MOPAOONOrMYecKUX N3MEHEHNI B MMoKapae. dnekTpokapanorpaduyeckme n nabopatopHble
NPW3HaKKM paspylleHns KapaNOMUOLUTOB He SBNSIOTCS CNeunuyHbIMM.

KnuHnueckasn KapTuHa

CumnToMbl 3a601€BaHMS Bbl3BaHbI M36bITOYHON NPOAYKLUMEN (HEOXPOMOLMTOMON HALNOYEYHUKOB aipeHanHa u
HOpagpeHanMHa 1 X CUCTEMHbBIM BIMSHWEM Ha pa3nnyHble opraHbl. MHoroobpasve aghhekToB 3TMX FOPMOHOB CBS3aHO C
NOCTOSIHHLIM V/IM NPUCTYNOOOPasHbLIM BEIOPOCOM KaTEX0NaMUHOB B CUHAMTUYECKYIO Werb, YTO ONpenensioT NecTpyto
KapTUHy 3abonesaHuns. OCHOBHbIMU nprn3Hakamm 6onesHu 9BNA0TCA AF, HEPBHO-NMCUXN4eCkne Kpunabl, HapyweHne
yrnesogHoro obmMeHa.

CornacHo CoBpeMeHHo Knaccucukaumm goeoxpoMoLmUToM BelaenstoT [9]:
1) KNIMHUYECKM BbIPaXEHHOE Te4YeHMe:

a) napakcmamanbHasa popma (rmnepToHMYeckme Kpnabl BO3HMUKAKOT Ha oOHe HopManbHoro All);

6) nepcuctupytowas doopma (ctorikoe ALl);

B) CMelaHHas goopMa (CToikas rMnepToOHUS MPEPbLIBAETCS KPUSMCHBIMU NpUCTyNamuy ele 60nbliero
nosblweHna ALL);

2) 6eCCUMTOMHOE TEYEHNE;
3) atMnuyHoe TeyeHue.

Hanbonee TMNNYHBIM KNMHUYECKUM NPOSBAEHNEM (DEOXPOMOLIMTOMbI CITYKUT reMOAMHAMUYECKUIA KPU3, KOTOPbIN
BO3HMKAET CMOHTAHHO, @ B HEKOTOPbIX CNy4yasax NPoOBOLMPYETCA nepeoxnaxaeHnem, usnyeckumy niam aMoLmMoHanbHbIMm
Harpyskamu, TpasMamu, nanbnawlmer onyxonum, NpMeMoM nekapcTs. OTU KPU3bl XapakTepmayeTcs BHE3anHbIM MNOBbILEHNEM
cuctonnyeckoro ALl no 200-250 1 naxe 300 MM pT. CT., CONPOBOX JAIOTCS NPOMY3HON NOTANBOCTbIO, TOWHOTON, PBOTOM,
peskumu 6onamu B xusoTte. MNpy Npuctyne ¢ pasnnyHol YacToTOW OTMEYaloTCs pacluMpeHne 3paykoB, ronoBHble 60w,
601 B NosicCHMLLE 1 3nuracTpanbHoi obnact. BosHukaeT 4yBCTBO 6€30THETHOMO CTpaxa, OlylWeHNe BHY TPEHHEN APOXM.
OTMevatoTcst 6GNeiHOCTb KOXHbIX MOKPOBOB MW, HAMNPOTUB, NOKPACHEHWE nuua. AT cuMNTOMbl Bonblue XapakTepHbl ANs
60/1bHbIX C OMYXONSIMU, KOTOPbIE CEKPETUPYIOT afpeHanvH.

MosiBneHue «MPaMOpPHOro» KO>XXHOro pucyHka MoXxeT CBMOeTeNnbCTBOBATb O HAPYLWeEeHUN nepmcpepmquKoPl
MUKPOUMPKYNAUKMM BO BpeM4 npuctyna. YacTbiM cMMnTOMOM BO BpeMsa npuctyna saBnseTcsa CHUXeHne OCTpPpOoTbl 3peHNA,
ABOeHne B rnasax.

Y oTaenbHbiX 60/1bHbIX OCHOBHBIM CMMIMTOMOM MpY KPpU30BOM NoBbiweHun ALl siBnsitotcs 60am B obnactu cepaua
(cxumatowme 60K 3a rpyAMHOIM), BO3MOXHO C Mppaauauuei B nnevo, pyky, Mexay nonatok. Cnasm cocynos
KOHEYHOCTEl Noj BANSIHAEM KaTeX0NaMMHOB MOXET Bbl3blBaTh 60/1b 1 NapacTesuio.

OnHO U3 caMbix MOCTOSIHHBIX KNIMHUYECKMX CUMMNTOMOB — cepauebneHne 0o 140—180 yoapoB B MUHYTY, 3HAYNTENBHO
pexe — HopMocucTonust unu Gpaankapans. Y HeKOTopbIX NauMeHToB nosbiweHne ALl conpoBoXfaeTcs HapyleHneMm
puTMa (NpeacepaHas u/nnm xXenynoykoBas aKCTpacucTonns, mepuartenbHas aputmms).

"PO3HBLIM CUMNTOMOM (PEOXPOMOLIMTOMbI SIBNSIETCSA OAbIWKA HA (POHE Kpr3a. DTO MOXET CBULOETENbCTBOBATb Kak O
BO36YXAEHNM ObIXaTebHOrO LEHTPA NPW runepkaTexoiaMuHEMIN, Tak U O Pa3BUTUM OCTPOI NEBOXENYA0HYKOBOM
He[oCTaTOYHOCTM, KOTOpas NPOSBNSETCA B PA3HOI CTENEHW, OT CEPAEYHON acTMbl 10 oTeka nerkux [3].

XapakTepHbIM NPOSBNEHNEM TMNEPTOHNYECKOTO KPMN3a Npy he0XPOMOLIMTOME CIYKMT €ro KpaTkOBPEMEHHOCTb 1 Tak
HasblBaeMasi caMokynupyeMocTb. OMHOYHbBIA NpUCTyn noBblweHust AL, kak npasuno, anutes ot 5 0o 15—20 MuH. OH
MOXET 3aBEPLWNTLCS BblAeneHneM 60/bLIOro KONMYecTBa CBETNOM MOYM. M13-3a KpaTKOBPEMEHHOCTU NPUCTYNa Bpayu
laxKe He ycrneBaioT 3aperncTpmpoBaTb UCTUHHYIO CTeneHb nosbiweHns ALl. YacTota kaTexonaMmMHOBbBIX NPUCTYMNOB MOXET
BapbMPOBaTb OT HECKOJ/IbKUX MPUCTYMNOB B MECSLL [0 HECKONbKMUX LECSTKOB pas B CYTKMU.

Mpwu cepumn xe npuctynos 6onbHbIE 0TMEYatoT, 4To KonebaHna AL He 3aBUCAT OT BBOAUMBIX NpenapaTtos. B
nocnenpucTynHoM nepuoae y 60nblwmHCTBa 60MbHBIX OTMEYAIDTCS HOpManM3aums LBeTa KOXHbIX NOKPOBOB,
NCYE3HOBEHWE WM YMEHbLEHWE NOTANBOCTW, 60NEBOrO CUHAPOMA, OLYLEHNA BHYTPEHHEN OpoXK, cTpaxa. Y oTheNbHbIX
naumeHTOB OTMEYaeTCsl UMNepaTmMBHbI/ NO3biB HA MOYENCTYyCKaHne ¢ 0BUbHbIM BblAENEHWEM MOYM (MOYa, Kak NpaBuno,
ceeTnas).

3HauYNTENBHO pexe APYrux CUMITOMOB NPU (DEOXPOMOLIMTOME BCTPEYAETCS NMPOBOLMPOBaHME NPUCTYNa KakMM-H1byob
BHEWHUM hakTOPOM: CPU3NYECKOW Harpy3Kkoi, nanbnaunei onyxonum, nepemMeHoi nosbl, 0bunbLHoM eaoi,
NPOAOXMNTENbHBIM FrONI0AAHMEM, HAPKO30M, SMOLIMOHANbHON TPaBMOWA.

OnHuM 13 Hanbonee NOCTOSHHbLIX CMNTOMOB B MEXMPUCTYNHOM NEPUOAE SBNSETCS FONOBOKPYXEHNE, yCUmBatowWweecs B
BEPTUKANIBHOM MONOXEHWUU Tena (ModTh 65%). OpTocTaTuyeckas rMnoTOHNUS MOXET CYXMTb HECNELMPUIECKNM
CUMMTOMOM, KOTOPbI/ TeM BoNblue BblpaxeH, YeM Bbiwe amnantyna AL ST0T npusHak kpaiHe BaXeH ANs OLEHKM



TSIXKECTW COCTOSIHWSI NAaLUMeHTa, Tak Kak CBULETeNbCTByeT O runosonemun. Optoctatuyeckas npoba no3BonsieT BhiSIBUTh
rMNOBONEMUYECKME PACCTPONCTBA C BOMbLIE TOYHOCTbIO, YeM aKTUBHbIE Xanobbl NauneHTa Ha roNnoBOKPYXeHWe npu
BCTaBaHWU C NOCTeNN. DTN 0COBEHHOCTY MOTYT ObITb CBSI3aHbI C NOAABNEHMEM CUMMATUYECKNX PEdDIEKCOB 1 CHUXKEHUEM
ob6bema umMpKynupytolei kposu [4].

Mepcuctupytowas gopma xapakTepusyeTtcs ctoiikoi AlC, npoTekatouei 6e3 kpn3oB. MNpu heoxpoMoLnToMe oHa
BcTpeyaeTca B 10-50% cnyyaes. Ee TpyaHo pasrpaHnyunTb OT acceHumnanbHom Al .

CMeluaHHbIA BapnaHT KIMHUYECKOro TEYEHNSI PEOXPOMOLMTOMbI CTAaBUTCS NPY cTabubHO COXPaHAIoLWEencs rmnepTeHaun,
KOoTOopasi IpepbIBAETCS TMNEePTOHNYECKMMU Kpr3amu. Takoe TedeHne 6one3Hn BCTpedaeTcs y TpeTn 60nbHbIX.

M36bITOK cekpeunn agpeHanmHa MOXeT Bbl3blBaTb MPexXonsulyto runeprnmkKkeMnio, ysenmnyieHmne nmnonmnaa, NenkounToa.
CHunxeHwune TONNEPaHTHOCTWN K yrnesogamM MOXeT COXPaHATbCA U B Me)KI'IpI/ICTyHHbII7I nepuoa. Caxapr||7| nnabet npun
peoxpomouunToMe, Kak npaBnno, He MeeT KJIMHNYECKN YMOPHOro TeYeHus.

Mpw U3yyeHUn rnasHoro OHa BbISBNSETCS crnacTuyeckas aHrmonartus. Mpu (oeoxpoMoLMTOME BbIPaX eHHOCTb M3MEHeHW
rMa3Horo fHa He COOTBETCTBYET 3/10KaYECTBEHHOCTY TeueHus runepTeHaun. OnucaHbl HaBNOAEHNS CHUXEHUS 3PEHMS
BM/OTb OO0 MOJ/HOM ero notepu. Heo6XoaANMO OTMETUTb, YTO 3TW HABNIOAEHNS ONWUCAaHbI B OCHOBHOM Y AETEN 1 valle
0TMeualoTCsi NP 0OCTPOM HapylIEeHU MO3rOBOr0 KPOBOOOPalLEHNS.

MHoroobpa3svie CMMNTOMOB NPU (DEOXPOMOLIMTOME YKa3blBaeT Ha HapYyLWeHNsS OYHKLMA BONbIWMHCTBA OPraHOB U CUCTEM.
OnntenbHoe BO3AENCTBIE BLICOKMX KOHLEHTPaUMIA anpeHanvHa npuBoanT K ycuneHHomy 6enkoBomy katabonusmy,
YMEHbLUEHMIO MbILEYHOR Macchl U CUIIbl, MOXYLEHUIO Y UCTOLEHWIO.

[Mpwn HapacTaHWM YacTOThl BCMIECKOB U YBEMYEHUN CEKPELNN KaTeX0NaMMHOB B KPOBEHOCHOE PYCNO MOXET BO3HUKHYTb
COCTOSIHUE «HEYNpaBnseMOon reMoOANHaMMKI», T. €. HENPELACKa3yeMoe Yepe1oBaHNe ANn3040B MOBLILEHHOMO U
noHuxeHHoro ALl, npy KOTOPOM NeKapCTBEHHAS Tepanus NPaKTUYeCKn He 3O PEKTMBHA, @ B HEKOTOPbLIX Cnyyasx
yXyZwaeT cocTosiHue 6onbHoro [15].

OCHOBHBIM NPU3HAKOM COCTOSIHUS «HEYNPaBiSeMol reMOAMHAMUKI» CYATAIOT TEHAEHLMIO K MPOrpeccupyolei
rMNOTOHUN. STO SABNEHNE CBA3aHO, C OOHOM CTOPOHbI, C U3MEHEHNEM YYBCTBUTENbHOCTU aipEHOPELLENTOPOB HA (HOHE
NOCTOSIHHON NHTEHCUBHOW CTUMY NALMN, UCTOLLEHNEM KNETOK NPOBOASILEN CUCTEMbI cepaua, a ¢ OPYron, C U3MEHEHNEM
MEXaHU3MOB MHaKTUBaLUKN KaTexonaMuHoOB. HapylwaeTtcs putm cepaua, KOTopbld NPUBOAUT K HEIGD(PEKTUBHOMY
cepheyvHoMy BblIBpocy Ha dooHe nepuddepnyeckoit COCyancTon rmnoToHnM. MoxeT pas3BuTbCs KaTexonaMUHOBbIN LOK.

MonbiTka nansnauum o6 beMHoro obpasoBaHus B GPOWHON NMONOCTY UK B 0BNACTM Wen MOXET CNPOBOLMPOBaTh
KaTexonaMuHOBLIN Kpun3a. Y 40% nauneHToB C apTepuanbHoi runepTeHaneit obHapyXusaeTcsl runepToHmyeckas
peTnHonaTus pasfMyHoi CcTeneHn, noaToMy 6onbHbIe C PEOoXPOMOLMTOMON AONIXKHbI ObITb NPOKOHCY IbTUPOBAHSI
ocpTanbmonorom. VismeHeHus Ha anekTpokapamorpamme (9KIM) HecneundnyHbl, pasHoobpasHbl U 06bIYHO HOCST
BPEMEHHbI XapakTep, 0bHapyXXuBasicb BO BPEMSI MIPUCTYMOB.
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