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BpoaeH
XUNEepUHCYIMHU3IDBM

ToBa e Hail-yecTaTa NPUYMHA 33 TEXKKA,
nepcucTupalla xmnoramkemua B nepuoaa
Ha HOBOPOAEHOTO, KbPMA4YeTO N MANKOTO
pete. Yecrotata Bapupa ot 1:40000 po
1:50000, a Hapg 60% oT peuata ce
AMarHocTMumMpart npes NbpBMAa mecel, cnes,
PaHHOTO

paxaaHeTo. nevyeHue n

npeseHUunA Ha XUNOTNMUKEMUATA,

npegnaseat oT  HeobpaTMma MO3bYHa
yBpeaa.

Mpwu CbCTOAHMA Ha BpOAEH
XMNEPUHCYIMHU3BM Ce Hapyllasa TACHaTa
BPb3Ka MeXAy roKo3aTa M CbOTBETHATa
WMHCYIMHOBA  CceKkpeuua, KaTo beTa-
KNETKUTE Ha MNaHKpeaca, CeKpeTupalim
MHCY/IMH, OCTaBaT HEYYBCTBUTE/NHM KbM
FMIOKO3HUTE  HMBaA M MNPOAbAXKaBaT
HEroBoTo MNPEKOMEPHO MPOM3BOACTBO,
He3aBMCMMO OT Ha/IMYMEeTO Ha HUCKa
KOHLLeHTpaUMA Ha r/10Ko3a B KpbBTa. B
pe3ynTaT Ha ToBa NpW AETeTO ce pa3BuBa
xunornnkemuna (K nog 3,5 mmol/l),
ocobeHo Ha ¢GOHa Ha NPOABIKUTENHO

rnagyBaHe.
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B AONb/IHEHKE, nosuuweHaTa
KOHLEHTPaUMAa Ha MWHCY/JIMH TMpeynm Ha
npoueca Ha obpa3syBaHe Ha KeToTena B
TANOTO, T.€. npwm BpOAEH
XUMEPUHCYNMHMU3BM MO3BKBLT € INWEH He
CaMO OT OCHOBHMA CUM €HEPIrMeH U3TOYHUK
(rnoKos3aTa), HO M OT anTepHaTUBHU

M3TOYHULM Ha eHeprusa (KeToTenara).
CvumnTomun

Yecto cumnTomuTe  Ha BpoAeH
XUMNEPUHCYIMHU3BM Ce YCTaHOBAT TPYAHO,
TbW KaTo IeCHO MoraT ga 6baaT crpelleHn
c , TUNMUYHOTO nosegeHue” Ha
HOBOPOAEHOTO M KbpmayeTo. Hali-yectn
nposABM ca MOBULLEHA Pa3ApPa3HUTENIHOCT,
CbH/AIMBOCT, Netaprusa, nosuilueH/HamaneH
anetut, cnabocT, ymopa, OO6BPKAHOCT WU
yyecTeHa cbpaeyHa pgenHocT. [o-TexKo
N3paseHMTe CUMMMNTOMM KaTo bpyoBeE W
KOMa, KaKTO M TpalHa MO3bYHa yBpeaa,
MOraT Aa HaCTbNAT NPU NPOAB/IKUTENHA U
€KCTPEMHO  HWUCKa KPbBHA  [JIIOKO3a.
ObuyaHO ce nposABABa B MbpPBUTE AHMU
cnepn, parKAaHeTo, MaKap 4Ye MoHAKora
CMMNTOMUTE MOraT Aa ce U3ABAT B MNO-

KbCHa KbpMayeCKa Bb3pacT.
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for rare or low prevalence



MpuunHn

CobuiecTByBaT pas/IM4HM MNPUYMHM 33
BPOAEH XUNEPUHCYIMH3BbM. Hakoun dopmu
MOTaT CMOHTAHHO Aa Ce Bb3CTAHOBAT BbB
BPEMETO U Ce ONpPeaenaT KaTo NPexoaHu.
Te ce cpewaT NpeaMMHO NPU KbpmayeTa,
POAEHWN Ma/KM 3a recTaluMoHHaTa Bb3pacT
WAN HeOOoHOCEeHW Jeua, HOBOPOAEHU C
deTaneH aucTpec, Aeua Ha MalKkuM C
AnabeTt ¢ now meTtabonnTeH KoHTposa. B
NoBeYEeTO  CAy4anm  CbCTOAHMETO  Ha
XMMNEPUHCYIMHU3BM npoAab/XKasa
HAKONKO AOHWM WAM Meceuum, ¢ [ob6po
noBAMsBaHe  OT  MeAMKaMeHTO3HaTa
Tepanusa. BegHbX ciep Kato ce oBnagesT
XUMNOTNMKEMUYHUTE enn3odu, Te HMKOora

HE Ce NoABABAT OTHOBO.

OnpepeneHn  reHeTUdHU  aedektu
(ABCC8, KCNJ11, GDH, GCK, HADH,
HNF1A, HNF4A, ap.) npegusBukeaT
BpoAEeH XUNEPUHCYIMHUZBM, KOMTO
ocTaBa 3a UAN KMBOT. Te3an dopmu Ha
BpOAEH XUNEPUHCYIUHNIBM He
,n34e3BaT’’, HO C TeyeHWe Ha BPEMETO
CTaBaT NO-/€KKU, C NO-A06pa Bb3MOMKHOCT
3a TepaneBTUYEH KOHTpoa. HoBopoaeHute
MmoraT Aa ca C HOPMaJIHO UM MO-BMCOKO
TErN0 MNpU  pakaaHe, XUNOrAUKeMuuTe
MoraT [a ce NposBAT B MbPBUTE AHU UK
MeceLn cnepn paxaaHeTo, YecTo e Hanuue
rbpyoBa cumnTomatuka. [pu T. Hap.
CMHApPOM Ha XnnepamoHUemms-
XUNEPUHCYIMHN3BM, XUNOT/INKEMUATA
obuyaliHo ce npoaBsBa c/ien NOBMLIEHA
KOHCYyMaumMsa Ha OentbyHM nNpoAyKTH
(Hanp. meco, alua) 1 ce xapakTepmsnpa c

nosuuweHa cCepymMHa KOHUEHTpauuA Ha

dMOHAK, Ha d)OHa Ha HWUCKa KpPbBHa
rNKOKO3a.

CbwecTtByBaT 1 GOPMU Ha CUHAPOMEH
XUNEPUHCYIMHN3DM, npu KOUTO
Ha/IMYNETO Ha XUNOT/IMKEMMA € CaMO YacT
OT KAMHMYHATA M3ABAa HA CUHAPOMA
(cmHgpom Ha Beckwith  Wiedemann,
Kabuki, Costello n ap.).

AnarHosa

OunarHosaTa Ha BpOAEH
XMMEPUHCYIMHU3BM  MOXKe ga bbae
TpyAHa, KaTo ce 6a3vMpa OCHOBHO Ha
HaMYMEeTo Ha AO0NOBMMU UNU MOBULLEHU
KOHLEHTPAUUU Ha WMHCYAMH Ha ¢OoHa Ha
HWCKa KpbBHa rNoKo3a. Heobxogmmo e ga
ce wu3cneaBat Ketotena WM cBOBOAHM
MacCTHM  KMCeNMHM Ha  QoHa  Ha
xunornnkemus. NMokauyBaHETO Ha KPbBHATa
rNOKO3a cnep NPUIOXKEHME Ha T1HoKaroH
CblO € Ba)keH JAnarHoctuyeH TecT. B
HAKOM C/lyyau ce Hanara nposexkaaHe Ha
NPOBOKAUMOHEH TeCT C rnagyBaHe, C Uen
NPoBOKUpaHe Ha xunoravkemua (Kr<3,0
mmol/l), 3a pa ce AoKa)e HanuMume Ha
XMMNEPUHCYINHU3BM.

leHeTUyHOTO TecTBaHe e oT
N3KNHOUYNTENHO 3HAYEHUE 3a AOKa3BaHe Ha
HanmMuneTo Ha XMNEPUHCYINHUI DM,
ocobeHo Ha ¢oKanHute dopmu. B
HAKO/IKO ChneunanmsmpaHn LEeHTpoBe Mo
cBeTa  ce

nposexaa cneymdpunyHo

PaAMOIOrMYHO nscnensaHe 3a
NIOKanu3nMpaHe Ha ¢GOKanHWUTE fesun B

naHkpeaca (18-F-DOPA PET/CT).
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JleueHue

CBOEBPEMEHHOTO M NPABUNHO levyeHne
Ha XMMOIMKEMUUTE € OT U3K/IIYUTESTHO
3HayeHWe 3a npeanasBaHe Ha MO3bKa OT
TpaliHa yBpepa. OcHOBHaTa My Uen e
nogAbpKaHe Ha KpbBHATa  [/1OKO3a
ctabunHa, B uHTepBana 3,5-10 mmol/I.
XunornmkemuaTa MOXKe Ja ce oBJajee
ypes KOHCymMauusa Ha Bbraexugpart-
CbAbprKalla HanuTKa WAW rean Uam upes
napeHTepanHoO NPUNOXKEHNE Ha TIIOKO3HU
pPa3TBOPU WUAM TNOKAroH. B HAKoM cayyan,
ocobeHo npeau nocrassiHe Ha
AMarHo3aTa, € Bb3MOXKHO MPUJIOKEHUE Ha
PEKOMOWHAHTEH pPacTeXKEH XOPMOH WU
XNOPOKOPTU30H. MeanKkameHTuTe, KOUTO
ce npwunarat 3a JieYyeHMe Ha BpoAeH
XMMNEePUHCYINHU3BM Ca guasokcug, (c/6es
XNAPoOXA0pTUA3nA), OKTpeoTna,
naHpeotmg (oktpeotua, LAR), rnoKaroH,
HUbeanNUH.

HAKon pgeua ¢ TeXbK, HENoBAMABALY, ce
OT MeAMKAMEHTUTE XUMEPUHCYNMHUIDBM,
M3NCKBAT MpoOBeXAaHe Ha YacTMYHa WAn
no4TH NbAHa NaHKpeaTeKToMMUA.
XVMpPYpPruyHOTO NleyeHne He BMHArnm BoAM
[0  AedVMHUTMBHO  M3/IeKyBaHe  Ha
naumMeHTa W NOHAKOra geuata moraT Aa
npoAab/IXKaT Aa 6bAaT XMNOTIMKEMUYHMU, U
Aa M3nCKBaT AOMbAHUTENHO
MeAMKaMeHTO3Ha Tepanua WAn  pe-
onepauus. B cayyaute ¢ dokanHa dopma
Ha BpOAEH XUMEPUHCYNTMHU3DBM,
XUPYPTUYHOTO OTCTPaHABaHe Ha
NnaHKpeacHaTa ne3ns e OCHoBeH M36op Ha
NneyeHue. NoBeyeTo NauMeHTU 034paBABaT

HanbAHO cned noaobHa npoueaypa.

3anuTtBaHe 3a AOMbJ/IHUTE/THA

MHPpopmauma:

BapHeHCKM eKcnepTeH LEeHTbp Mo peaku
€HAOKPUHHU 6onectn

Ten. 052/978 602

Email: vecred1@gmail.com
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