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VIHIIVITEHTAJIOM HAJJBYBPET A KOJ]
BOJIECHUIIE C HEYPO®VBPOMATO30M THII 1

Munmuaa TAHYMR-TAJUIR!, Ceetrana BYJOBU'R!, Ceetucinas TATUR?,
Muom: CTOJAHOBU'R!, Muomupa IBOBI'R!, Muka [IPE3TTI'R!

MHCTUTYT 32 €HIOKPMHOIOIN)Y, AujabeTec u 6omectu MeTabonmsma, Knnunakn nenrap Cpbuje, beorpar;
MucTuTyT 3a maronorujy, Meguuuncku gakynret, YauBepsutet y Beorpany, Beorpag

KPATAK CALIP?KAJ

YBoa Heypodubpomatosa tun 1 je jeaHa of Hajuewhnx HacneaHUx 6onectun c Benmkum 6pojem HOBMX MyTaLuja 1 LUIMPOKUM
CMEKTPOM KNMHUYKMX MaHudecTauuja. injarHo3a ce nocTaB/ba Ha OCHOBY jacHO lepUHMCAHUX KIMHUYKUX KpuTepurjyma. Mo-
CTOjatbe KOXHUX Heypodrnbpoma, OGHOCHO niekcndopmHor Heypodurbpoma je NAaTOrHOMOHUYHO 3a 0By 6onecT. HungeH-
uuja deoxpomoumtoma y Heypodunbpomatosm tun 1 je 0,1-5,7%.

Mpukas 6onecHnka MMefeceTwectoroamniutba 6onecHNLa je NpUMIbeHa Ha UCMMTUBakbe 360r MHLUMAEeHTanoMa Hagbybpe-
ra, Joka3aHor Hana3om KommjyTepursoBaHe Tomorpaduje (CT) abgomeHa. Peu je o 6onecHnLM ¢ paHuje HENMPENO3HATOM Hey-
podnbpomaTo3om TN 1 1 KIMHUYKOM CIIMKOM Koja iy Ha Gpeoxpomoumtom. Hekonunko nyTta oapehrBaHn KaTexonamunn y
24-4aCOBHOM YPVHY HWCY YKa3uBanu Ha GYHKLMOHANHO akTMBHU deoxpomoumtom. HuBo xpomorpaHuHa A je 61o ymepeHo
nosehaH. OfnyKa o0 XMPYpPLIKOM NleUetby je AoHeTa Noc/e nperneia MarHeTHoM pesoHaHuujom (MRI) abgomeHa, npu uemy cy
youeHe MOPOIIOLLKE 1 CTPYKTYPHe 0cO6eHOCTUN PpeoxpomoLmToma neBor Haabybpera, WTo je noTBpHeHo NO3NTUBHOM CLIH-
Turpadujom ca metajogbeHsunreanugutom (31-MIBG). Mocne npeonepaumoHe npunpeme peHoKCMbeH3aMMHOM 1 Nponpa-
Hononom bonecHuLa je oneprcaHa, a NaTOXMCTONOLKM Hanas je ykasao Ha peoxpomoLnToM NeBor Hagbybpera.

3akmyuak Kop 6onecHrnka c HeypopubpomaTosom Tvn 1 u nHUMaeHTanomom Haabybpera mopa 6UT npumetrbeH Lienokyn-
HW [UjarHOCTUYKI NOCTYMaK 3a peoxpomoumntom. Mako cy GeoxpoMoLToMmn PeTKU TYMOPU, NCXOA MOXe 6UTK GpaTanaH ako
ce 6bnaroBpemeHo He NPeno3Ha 1 He fleyun.

KmbyuHe peun: Hap6ybper; MHUUAEHTANoM; HeypodpnbpomaTosa; peoxpoMoLUToM

YBO[I

Heypodnb6pomarosa tun 1 (HO1) je jenna op Hajue-
whux Hac/egHNX 60/IECTH Ca MIMPOKNM CIIEKTPOM KITU-
H14kux Manudecranuja. Injarnosa HP1 ce moxe mo-
craBuTy Beh mociIe KIMHMYKOT periesa 60/IecHNKa, Ha-
JTa30M TUIIMYHUX Heypodubpoma, Maky/a 6oje 6ere Ka-
(e 1 mera Ha IpenoHama 1 y nasyurauM jamama (Crnvka
1). Ocnm Heypodubpoma, y HO1 ce mory nahu u gpyrn
6eHI/Il"HI/I I MaJINTHN TyMOpI/I HeypoeKTo;uepMHor Imope-
KJIa pas/mauTe yaectanoctu. PeoXpoMOLTOM Ce Aujar-
HocTHKYje Kog 0,1-5,7% 6onecanka ¢ HO1. deoxpomo-
LIITOMMU CY PeTKV TYMOPY XpOMa(IHOT TKUBA, IIpe CBe-
ra Mefyste HafOyOpera, 4njy CUMIITOMATONOrujy ogpeby-
jy ceKpeTOBaHM KaTeXONaMIHU afipeHa/IH, HOpaJpeHa-
7muH u fonamuH. IlpeBanennuja deoxpomonmTOMa KOf,
6onecHuka ¢ xuneprensujom je 0,1%, a Kop 6oecHuKa ¢
MHIVJEHTATIOMOM HanbyOpesxHe sxtesme 0Ko 5%. VIHuu-
JeHIMja y onuToj nomynauujy je 1:100.000 craHoBHMKA
TOAUIIbE, 1A U Mambe [1].

ITPUKA3 BOJIECHUKA

IMepeceTmrecToroguima 60IECHNIIA je CefaM TOfM-
Ha MMaJIa KpaTKOTpajHe Hamafe r/1aBobosbe npahene my-
KOM, HecTabunHohy, 60710M y TpyfuMa, TyHambeM CPIia,
IpXTameM, TPelepereM L1aKa, rmepuaom numa u oceha-
jeM cTpaxa U IIaHUKe, &I Cy OHY IIPOJIa3NIM CIIOHTAHO.
KpBHU mpuTrcak, Koju TOKOM Teroba Huje MepeH, 610 je

IOBMILEH IIeT TOAYHA, a/lH je JOOPO pery/IncaH aMIofu-
myHoM. ITpoMeHe Ha K01 6O/IeCHNIIA je MMaa Off Ae-
TUIbCTBA, /M Cy Ce OHe BPEMEHOM II0jadaBarle; y IIopo-
AMYHOj aHaMHe3HM Huje OU/IO [ofjaTaKa O IpOMeHaMa Ha
Koxu. I'ouHy faHa npe npujeMa Ha nedeme y Vinctu-
TYTy 32 eHJJOKPUHOJIOT )Y, fujabetec u 6omecTn MeTabo-
mmama Kimnanakor nenrpa Cp6uje y Beorpagy 6omecun-
1ja je MMaina ciab aneTnt u u3rybuna 7 kg y rexxunn. Me-
cel] JaHa IIpe TIpujeMa y 6eorpajicKy yCTaHOBY OOTHIY-
KI je JIeYeHa Y PETiOHa/THOM 3[JpaBCTBEHOM LIEHTpPY 300T
KPAaTKOTPajHOT TYOUTKA CBECTH, Koju Huje 61o mpahen

CJIUKA 1. TunnyHm Heypodunbpomu, makyne 6oje bene Kade 1 nere
y NasywHoj jamu.

FIGURE 1. Classic appearance of cutaneous neurofibromas, café-au-lait
spots and freckling in the axilla.
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Tero6ama, a IIIMKeMuja ¥ KPBHU IPUTUCAK Cy OUIN HOpP-
manHu. Taga cy 3abene)keHe U BEHTPUKY/IapHe eKCTpa-
cucrorne Tuma 6uremunuje ca ST fenpecujom y nHpepo-
JIATepaTHUM OfBOAMMA U 6P30M CIIOHTAHOM HOPMAJIN-
sarmjom EKT namasa. Pengrenorpam mwiyha u cpia, Ha-
na3 xomrjyteprsosate romorpaduje (CT) eHpoKpaHumjy-
Ma, HajIa3 KapOTHia JOIUIEP YITPasBYKOM, YITPa3ByIHNU
Hayas cpiia, xonrep Morntopunr EKT u rect onrepehe-
wa 6uu cy Hopmanau. Ha yarpassyky u Hamasy CT a6-
IoMeHa yodeHa je yBehaHa yieBa HapOyOpexxHa >Ie3fia,
XeTeporeHe CTPYKType, Benuuune 36x40 mm, 36or gera
je 6onecunia u ynyhena y Viuctutyt y Beorpany panu
OAUBET UCIIUTUBAaIbA.

Ha nipujemy 6onecunua je nmana jacte suake HO1: ko-
JKa caI1eramMa y Hpeneny I‘pyﬂ]/[, aKCcuie n I/IHFBVIHyMa, on-
¢ysunm Heypodubpomuma u makynama 6oje Here kade,
o xojux je 10 6uso sehe op 15 mm. KpBHu mpurncax je
610 HOpManaH (C OPTOCTATCKOM XMIIOTEH3MjOM), Ko I
pesy/nTaTyi OCHOBHMX Tab0paTOPMjCKUX aHA/MN3a, OK Cy
¢busukanuy Hanas o cucremuma v EKT 6un y rpannia-
Ma HopMajie. Y TpU y3eTa y30pKa KaTexo/laMuHa y 24-4a-
COBHOM YPVHY IPaHIYHO je 61/Ia MOBUIIIEHA jefHa BPefi-
HoCT appenannHa (5,11/6,81/4,65; 1-6 ugmmol/24 h), nox
Cy BPeLHOCTH HOpPafpeHaIMHa 1 JOoIaMuHa 6ure HOp-
MaJsiHe, IIITO He yKasyje Ha (pyHKIMOHATHO aKTUBAH (eo-
xpomorurom (Tabena 1). HuBo xpomorpanuna A (CgA)
je 610 mosu1uen (160,7 ng/ml). BpenHocTy fpyrux TyMOp-
CKVIX TTOKa3aTe/ba — IAPATXOPMOHA, KA/II[UTOHIHA, IIPO-
naktuua, TSH u T4 - 6use cy y rpanniiama Hopmate. 3a-
6ernexxeHo je HerogHoee rnukose Ha OGTT; uckpyde-
HM Cy XUIIEPKOPTULIM3AM U XUIIEPAI[OCTEPOHN3aM; BPefi-
HOCTM FOHa[I0TPOIIMHA Cy OMJIe Y OIICETy 3a MEHOIIay3y.

Xupypuki je oncTparmeH HeypohubpoM mpefser Tp-
OyILIHOr 3M/ia, YMjI je ATOXMCTOIOUIKY Hala3 I7Iacho:
wekcudopmun Heypodubdpom (Cruka 2). Heypoodrarn-
MOJIOLIKIM IIperefsoM cy yodenn JIumrosu (Lisch) uso-
puhn. 360r xIMHMYKe CyMEbe Ha (HEOXPOMOLUTOM, 60-
JIECHMIA je TIOABPTHYTA JOJATHOM [MjarHOCTUYKOM VC-

TABEJIA 1. CeH3UTUBHOCT 1 CneundrnUHOCT OUOXEMM|CKMX TECTOBA Y
NIMjarHOCTUKOBakbYy heoxpomMoLnToma [8].

TABLE 1. Sensitivity and specificity of biochemical tests for diagnosis
of pheochromocytoma [8].

Mapametap CeH3uTMBHOCT CneunduyHocT
Parameter Sensitivity Specificity
CnobopaH meTaHedpwH

y nnasmu 99% 89%
Plasma-free metanephrines

KaTtexonammnu y nnasmu 84% 81%
Plasma catecholamines

KaTexonaMMHm Y YPUHY 86% 88%
Urinary catecholamines

DOpakuroHnpaHu

MeTaHebpUHM Y ypuHy 979% 69%

Urinary fractionated

metanephrines

YKYMHU MeTaHePPUHM

Y YpUHy 77% 93%
Urinary total metanephrines
BaHWMaHaennuHa KicenvHa
Vanillymandelic acid

64% 95%
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CJIUKA 2. MnekcndopmHun Heypodrnbpom (HE, 80X).
FIGURE 2. Plexiform neurofibroma (HE, 80x).

napHe henwje (PAP, 200x).
FIGURE 3. Pheochromocytoma. S-100 protein positive sustentacular
cells (PAP, 200x).

nutuBamwy. TokoM fpyre xocnuTanusanyje o6ycTas/be-
Ha je IpuMeHa aM/IOfUITNHA 360T CHVDKEHOT KPBHOT IpH-
ticka. BorecHnia je 61ma HOPMOTEH3MBHA C OPTOCTAT-
CKOM XMITOTEH3MjOM M HIj€ MMajIa Halaje KOoju Cy IpeT-
XOJTHO OIMICaHM. Y IIECT y30paKa 24-4aCOBHOT ypMHA HU-
BO afjpeHa/IMHa je 0110 Ha TOP1b0]j IPAHNIIN HOPMaJIe Y TPU
y3opka (20/15/123/123/124/108; 0-123 nmol/24 h); CgA je
6uo 194,57 ng/ml. Ha MRI abromeHa je y eBoj Hanby6pe-
)KHOj JKne3nn youeH OLUTPO OTpaHNYE€H TYMOpP BEINYN-
He 40x30x30 mm, ocobMHa aleHOMa, ca IBE LICTE Be/IN-
y1He 0KO 5 mm. CUMHTUTPAM LI€/IOT Te/la jé OTKPUO OILl-
TPO OLIPTAHO MPOCTPAHO MO/b€ MHTEH3MBHE aKyMy/lallu-
je BII-MIBG y neBoj HanOy6pesxHOj >xme3au. IToce mpe-
omepanuoHe mpunpeme GeHOKCOEH3aAMIHOM I IIPOTIpa-
HO7o/moM y I]eHTpy 3a eHZOKpPUHY XUPYpPIyjy, ypabena je
neBa afipeHanekromuja. IlaToxmcronomky Hanas je Ia-
cno: Pheochromocytoma. Huje 3abene>xeHa aHIMOMHBA-
3uja. TyMop Huje MHKAIICY/IMpaH, a7y II0CTOj ! jacHa Ipa-
Hutra nsMeby xope u Tymopa. Tymopcke hernnje cy moka-
3aj1e AnQy3HY LUTOIIA3MAaTCKy MMYHOIIO3UTMBHOCT Ha
cunantodusyH u CgA. T'ycTuHa cycreHTaKymapHux he-
JMja HO3UTVMBHUX Ha npotenH S-100 je 611a Masa 1 He-
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paBHOMepHa, anu je Beha mosuruBHOCT yTBpheHa y -
TomtasMu u jegpuma osux hemnja (Cnnka 3).

IVUCKYCUJA

Heypodubpomarosa tum 1 (HP1), mosnara u xao don
Pexnmurxaysenosa (von Recklinghausen) 6omect, jecte
ayTO30MHO JOMMHAHTHA (pakoMarosa. OCyM TUIMIHIX
HeypodubpoMa, jaBbajy ce 1 Ipyru OEHUTHU ¥ Majur-
HY TYMOPYU HeYPOeKTOIepMHOT ITopekia. [IpeBaneniu-
ja 6omectu je Bucoka (1 Ha 3.500 HOBOpoheHux), ca cko-
PO CTOIIPOLICHTHOM IIeHETPALMjOM IO y3pacTa Of IIeT Io-
AVIHA 1 pa3/INMInTUM (I)CHOTI/IHCKI/IM MCIIO/baBAbEM 60716'
ctu. 'en 3a H®1 je TyMOpP-CyITpecOpCKy reH CMENITEH Ha
IlyroM KpaKy xpoMo3oma 17 (17q11.2). TeHcku Ipou3BOZ,
je mporenH HeypoUOPOMUH, KOju CMambyje mponudepa-
uyjy henmja KOHTPONIOM CUTHaIHe TPaHCHAYKLHMje Ras my-
teM. VHakTMBanuja H®1 rena cMamyje HUBO Heypodu-
6poMuHa, aKTUBYPA IIPOTOOHKOTeH p21-ras, c HOCIennd-
HoM mponudepanujom hemmja u passojeM Tymopa. I'e-
HeTCKe aHanu3e orexxaBa Benmumaa HO1 rena (Buie op
60 ersona), anu u unmbennna ga 50% ocoba ca HO1 uma
HOBe MyTalyje U criopafnyiHe obmmke 6onectu. [TaTore-
He3a HETYMOPCKMX MaHuUpecTalnuja, Kao MITo Cy MaKyjie
60je bene kade, KOCTHe HEHOPMATHOCTH, CMarbeHa CIIO-
COOHOCT y4erba I HIDKY KOe(DUIVjeHT NHTeNUTeHIIje, I
Iasbe je HejacHa [2].

Hujarnosa HO1 ce mocTapiba ako Cy 3a/;0BO/bEHA Haj-
Marbe IBa KNMHIYIKA KPUTEPUjyMa KOje Cy IIPeIIOKIIN
aMepUYKY HAIlMOHA/THM MUHCTUTYTU 32 3[JpaB/be (The Na-
tional Institutes of Health). Kpurepujymn cy cnenehn:

1. Bapem miect makyna 6oje 6ere Kade IpeIHNKA OF
HajMatbe 5 mm 1pe mybeprera, ORHOCHO HajMambe 15 mm
nocre mybeprera.

OsBe makyIe, Koje yKasyjy Ha nosehan 6poj memaHo-
nura, 6emexe ce xog 10-25% pynu, anmu y 6esHauajHOM
6pojy u Bemmunuu. HaBenene mpomene nma 95% oppa-
cnx ocoba c HO1.

2. Hajmame Ba Heypodubpoma 6110 Kojer Tuma uimn
jenaH wiekcrnpopMHI HeypohIOpOM.

Heypodubpomu notuay og hennja Hepsror omorava
u rpabenu cy og lllBanosux henuja, pubpobnacra, nepu-
HeypoHCcKUX hemyja v MmacTounTa. Knuamdkm u xucromno-
IIKY Ce PAs/IUKYjy TPY THUIA Heypodpubpoma: a) KOXKHI
Heypodubpomu, 6eHUrHN TyMOpH 6€3 MaTUTHOT IIOTEH-
Lyjana JT0KaIM30BaHN y IEPMY, IMjaTHOCTUKYjy C€ KOJ
95% 6onecHnka ca HP1; To cy MeKaHM MeCHaTU TyMO-
P¥ KOju IIOC/Te 6/1aror IPUTICKA MOTY [ja MHBarvHUPajy
y KoxHo omrteheme; 6) HogymapHu Heypodubpomu Ko-
ju HOTVYy Off IIepu(ePHIX HepaBa CBOjUM LIMPEHEM 13
3a[IB VX KOPEHOBA KITIMe JOBOJE O K11(POCKOINO3e, epo-
3Mje KMIMEHMUX NPUUbEHOBA WM KOMIIpecHje KMIMeHe
MO>XXJIMHE; B) IIEKCOPMHI HeypohubpoM ce jaBrba-
jy Ko 30% 6omnecunka ca HO 1, mmpe ce gy Beher 6poja
HEPBHUX CHOIIOBA, JOOPO Cy BACKY/ITapM30BaHN, & MAKPO-
CKOIICKM 13r7Ieajy kao Bpeha myma rpBa; 2-5% OBuX Ty-
MOpa Ma/IUTHO aITepypa y HeypopubpocapKoM.

3. Ilere Ha mpermoHama 'y Ia3yxy.

Benexe ce kox 56-89% oppacinux 6onecunka ca HO1,
a MOry C€ yOUUTH U Ha BpaTy 1 cy6MaMapH0.

4. Hajmame pBa JInmosa uBopuha my>xure oxa.

IujarHocTrKyjy ce xop 95% 6onecunka ca HO1 n
HpeHCTaBIbajy Genurue METaHOLMTHE XaMapTOME.

5. I''mmomy ONTUYKOT MyTa.

Kop oxo 10% 6onecunxka ca H®1 ce Mory jaButu pas-
INYUTI TYMOPU IIEHTPATHOT HEPBHOT CMICTEMA: €EIEHAM -
MOMMU, MEHMHTE€OMM, MeHy}IO6HaCTOMI/I, TAaHITINOT/IMOMMN,
ca Hewto BehuM manuranm MTOTEHIMja/IOM HEro KO 60-
JlecHUKa Koju He 6onyjy on HP1.

6. Jleauje xocTu — cheHOUAHA AVCIUIAsNja IN UCTa-
bebe KOPTeKCa TYTHX KOCTH)Y ca IICeyA0apTpo3aMa Min
6€3 Bux.

Hacrajy xom 5% 6onecunka ca H®1. JaBmajy ce u
npyru nnopeMehaju KocTujy, Kao mTo cy: KiudOCKoamosa,
OCTEOIIOPO33a, HU3aK PacT, MAKPOKPaHMja, BENKe LITaKe
¥ BeJIVKA CTOIIANA, flepeKTH nmuna u nobarme.

7. IlpBocTenenn pobak ¢ ocobom obomenom ox HO
(3].

Jenna op HeTymMOpcKux MaHupecTanuja Heypopudpo-
Mmatose je xunepreHsuja. Kog ogpacnux 6onecHnka je Haj-
vemrhe 0CHOBHO 060/berba, a MHOTO pebe ce jaBpa y ckomy
¢deoxpomornyroma [4]. Expoxpunnu rymopu y HO1 ommca-
HIL Y JINTEPATYPU CY: PEOXPOMOLITOMI, COMATOCTATIHO-
ML, Me[iy/IapHU KapLMHOM U ITapaTUPEOVIHY afieHOM [5].
I[TpeBanenuuja peoxpoMonuromMa Ko 60IeCHUKA C XN-
nepreHsyjoM je 0,1-0,6%, a yrBpheHo je ma cy 5% cBUX MH-
HyfieHTaIoMa Hanby6pera dpeoxpomonutomn. Peoxpomo-
LMTOM Ce AujarHocTrKyje Kop 0,1-5,7% 6onecauxa c HO1.
Cropagnasy 067y GeoxpoMOLITOMA Ce OTKPUBA]y 13-
Meby 40. u 50. roguHe, TOK ce HACIeNHU OOIMIN yI/naB-
HOM JIMIjarHOCTUKY]y npe 40. rogune. PeoxpoMoLUTOM y
H®1 ce orkpusa y mpocexy y 42. ropuan. Y HO1 commrap-
HyX peoxpomorroma je 84%, brnarepannux 9,6%, eKTo-
NUYHKX 6,1%, a maymuraux 11,5% [6]. Behuna knmamakmx
CUMIITOMA ¥ 3HaKOBa peOXpOMOLIUTOMA CY M3a3BaHMU I~
PEKTHO akTVBHOINY CeKpeTOBaHMX KaTexo/maMmuHa. [a-
B00OO/baA, IATIINTALU]jE, 3HOjerbe, XUIePTeH3Nuja, OIefuIo
u ocehaj cTpaxa ¥ maHMKe cy Hajuemhe KIMHIYKe MaHU-
dbecrannje peoxpomonyroma [7]. KppHu npurncak Moxe
OuTH HOpMaTaH Koj 60/IeCHMKA ¢ HACTIETHNM CUHIPOMIU-
Ma J/IN KOJI BEOMa MaJliiX TyMopa. OpTOCTaTCKa XNITIOTCH-
31ja KO O0/IECHMKA C BUCOKVMM KPBHVM IIPUTHCKOM je TH-
nu4Ha 3a peoxpomoryrome. HopmoreHsuja, oprocTarcka
XUIIOTEH3Mja WK YaK IIOKHO CTakbe Ce jaB/bajy KOf Oote-
CHUKa ¢ PeoXpOMOIUTOMUMA KOjU IIPeJOMUHAHTHO JIy4e
anpeHammH. [TaToMU3MOIOMKY MeXaHM3MI XUIIOTeH3Mje
YK/bY4Yjy CMambeme NHTPaBacKy/lTapHOT BOTyMeHa, IIpe-
KIJ Ty4er-a KaTeX0MaMIIHa, 10 KOjeT JoJa3y ycrer HeKpo-
3e TyMOpa 1 CMambeHe OCET/bMBOCTH apEeHepPTUIKIX pe-
nenropa. IlapokcusManau cumnromy 1 3Hany Geoxpo-
MOLIMTOMA Cy IIOC/IEf}IIA IOBPEMEHOT JTy4era KaTexoa-
MIHAa. OH HaCTaHKa IPpBUX CUMIITOMA [0 ITIOCTaB/batba KO-
HayHe JyjarHose GpeoXpoMOLUTOMA Y IPOCEKY IPOTeK-
"y Tpu rogune. Ceu 6onecanv ¢ HO1 3a koje ce cymma
ma 601yjy u of heoXpoOMOLNTOMA MOPajy Ce IIOABPIHYTI
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€H/JOKPVHOJIOIIKOM VUCIIUTUBAY. TpagnuyoHantu 6u-
OXEMIjCKY TECTOBH Cy Meperbe KaTeXO/aMIHA Y YPUHY I
I1a3My, MeTaHe(prHa ¥ HOpMeTaHeppIHA y YpPUHY U Ba-
HWIMaHJEeMYHe KIUCeNMHe Y ypuHy. Mepeme cro6omHor
MeTaHe(pMHA y IVIa3MM je HajIIOy3AaHUj! UjarHOCTIY-
ku TecT (Tabena 1).

XpomorpaanH A (CgA) nMa MjarHOCTIYKY BPETHOCT
KaKo Kof (PyHKIMOHAIHIX, TAKO U KOJ, K/IMHIYKI MUP-
HIX, He(pyHKIMOHA/THIX, HeyPOEHOKPUHIX TymMopa. Hu-
B0 CgA ce pasmukyje Kop 6eHUTHUX (PEOXPOMOLMTOMA
y omHocy Ha mamurHe. Kox 6onecHrka ¢ 6enuraum ¢e-
oxpomonuromoM HrBO CgA je 188+40,6 ng/ml, a ¢ ma-
nuranm 29324900 ng/ml [9]. CT u MRI abgomena nmajy
cmaHy ceH3uTuBHOCT (90-100%) u crenmdmranoct (70-
80%) y mujarHoCTHKOBamkY eoxpomorroMa Hagby6pe-
ra. 31[-MIBG uma crienuuaroct 95-100%, a ceH3UTHB-
HoCT 75-87%, Koja je Ko 060cTpaHyx TyMopa 62%. Bean-
Bame 32 MIBG NO3SUTNBHO KOPe/Npa C BeIMIMHOM TyMO-
pa 1 IydereM agpeHannHa, a Behe je kop 6eHUrHUX, CIIO-
PafMYHMX, YHy TapafpeHaTHNX, HErO KO/ HAC/IefHIX, Ma-
JIUTHUX, BAHAIPEHATHUX 1 obocTpaHux Tymopa. OKTpeo-
CKeH je KoMIieMenTapan MIBG xapa ce CyMiba Ha MeTa-
crase [10]. Tepanuja n360pa je XUPYPIIKO OfCTPAEEHE
deoxpomoruroma. PeHOKCMOEH3AMIH, HEKOMIIE TUTIB-
HI1 a/1dpa-67I0KaTOP, TPAFULINOHAIHO Ce KOPUCTH Y IIPeo-
nepannoHoj npunpemu 6onecuuka. [Tpumena 6era-6mo-
KaTopa je MHAMKOBaHa KO 60JIeCHIKA C TaXMKapAujoM 1
apuTMMjaMa, ajly TeK 1ocie cTabunHe anda-6aoxage.

Pomsenosum (Roizen) KpuTepujyMu ajieKaTHe Ipeo-
neparione npumpeMe 60ecHNKa ¢ PEOXPOMOLIUTOMOM
cy: 1) KpBHU IpUTHCaK Mamyu of 160/90 mm Hg HajMame

24 4aca mpe omepanuje; 2) OpTOCTaTCKa XMIOTEH3Mja He
cme 6mTy Mama of 80/45 mm Hg; 3) He Bue of jean VES
Ha 1reT MuHyTa; 4) 6e3 ST u T mpomena Ha EKT Henerpy fa-
Ha IIpe onepauuje. Pusuk o peunayusa TyMmopa y oCTaT-
Ky x1e3fie je 10% 360r mocTomepanioHOT 3a0CTaTKa Ty-
Mopckux henuja um passoja HOBOT TYMOpa KOJ, T€HeTCKI
npenncuoHnpannx oco6a. CBy 60IECHNIIN C OTIEPUCAHNM
¢beoxpomornuToMOM Tpeba fa ce HafI/IeNajy jeHOM TOAM-
IIbe HajMame AeceT TOfYHA, a 0cobe C BaHA[PEeHATHIM
VIV HaC/IeTHM CUHIPOMIMMA I0>KMBOTHO [6].
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ADRENAL INCIDENTALOMA IN NEUROFIBROMATOSIS TYPE 1

Milina TANCIC-GAJIC?, Svetlana VUJOVIC?, Sveta TATIC2, Milog STOJANOVIC?, Miomira IVOVIC?, Milka DREZGIC!
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INTRODUCTION Neurofibromatosis type 1 is one of the most
common genetically transmitted diseases with a high index
of spontaneous mutations and extremely varied and unpre-
dictable clinical manifestations. It is diagnosed by the exis-
tence of certain clinical criteria. The presence of numerous
localised cutaneous neurofibromas or a plexiform neurofi-
broma is virtually pathognomonic of neurofibromatosis type
1. The incidence of pheochromocytoma in neurofibromato-
sis type 11is 0.1-5.7%.

CASE OUTLINE A 56-year old female patient was admit-
ted for further evaluation of incidental adrenal tumour pre-
viously diagnosed on computerized tomography (CT). She
had previously unrecognized neurofibromatosis type 1 and
a clinical picture which could remind of pheochromocytoma.
None of the catecholamine samples in 24 hr urine indicated
functionally active pheochromocytoma. Chromogranin A
was moderately increased. Decision for operation was made
after performing the image techniques. Adrenal incidenta-
loma had features of pheochromocytoma on abdominal mag-
netic resonance imaging (MRI), with positive '3'-MIBG (iodine

131-labelled metaiodobenzylguanidine scintigraphy). After
being treated with phenoxybenzamine and propranolol, she
was operated on. The pathohistological finding showed the
case of left adrenal pheochromocytoma.

CONCLUSION Detailed diagnostic procedure for pheochromo-
cytoma should be performed with patients having neurofibro-
matosis type 1 and adrenal incidentaloma. Pheochromocytomas
are rare tumours with fatal outcome if not duly recognized and
cured.

Key words: adrenal; incidentaloma; neurofibromatosis;
pheochromocytoma
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