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— [MbpBUTE KOHTPOMHW M3CneaBaHUs ce npaedaAT 4-8 cegmuuu
cnep onepauusTa, crnej ToBa BeAHBX roguwHo. [pocneassa ce 3a
HOBOBB3HUKHANM  XUMNONUTYUTapu3bM — WU3MEpBaT Ce BCUYKM
LUeHTpanHu v nepugepHn XOpMoHW, Npu HeobxoAnMOCT ce npasdAT
CTUMYNaLWOHHU TEeCcTOBe 3a OueHKka Ha XunodusHus peseps,
M3BbPLLBA Ce MbreH oTanmonornyeH nperneq (3putenHa ocTpoTa,
nepumeTpus).

— Bewykn  nauweHTM  (KOHcepBaTMBHO M OnepaTUBHO
rnieKyBaHuTe) NoAnexaT Ha KOHTPONHW obpasHu nscrnegsaHusa v npu
JaHHW 32 ocTaTbyeH TyMOp — MpeueHKka 3a nbyeTepanusa wunu
peonepauus. Nbpeata koHTponHa MPT ce npasu 3-6 meceua cnef
anonnekcusaTa, a cnepj ToBa — BeAHBLX roAuHO B crieasawute 5
roAuHU, Crief KoeTo BeAHBX Ha ABE roAuHU.

M. BaHkosa

S®EOXPOMOLIUTOM U MAPATAHITIMOM — MPEMOPBHKU
HA EHOOKPUHHOTO APYXXECTBO

Lenders, J. et al. Pheochromocytoma and paraganglioma: An Endocrine
Society Clinical Practice Guideline. — J. Clin. Endocrinol. Metab., 99, 2014, Ne 6,
1915-1942.

PeoxXpoMOLMTOMBT € TyMOop, Mpousnusaly oT XpoMaduHHUTE
KNeTkn B HaabbvOpeyHaTa megyna v npounssexaaiy eauH Uin HAKOMKO
KaTexonamnHa — enuHedpuH, HopenuHedpuH n gonamuH. B pegku
crnyyaun TyMopbT € (PYHKLUMOHANHO HeaKTMBEH, ,6uoxnuMmnyHo Tux”. MNa-
paraHrnuoMuTe ca TyMOpY C NPou3xon OT XpOMadUHHUTE KIETKN U3-
BbH HapbbvOpeyHaTa xnesa - oT CUMNaTUKycoBuTe
napaeepTebpanHy raHrmum no nNPOTEXEHUETO Ha TPbAHMSA KOLL,
KOpEeMHaTa KyX1MHa U Mankus Tas, T.e. MoraTt Aa Cce Hamupar OT wuaTa
[0 Tasa, U OT NapacuMnaTMKyCoOBUTE raHrmumn B obnactra Ha wusaTa 1
YyepenHata ocHoBa. [lapacMmnaTukycoBWTe naparaHrnuoMu He
npouseexaar KaTexonamuHu. Okono 80-85% oT
XpOMadUHHOKMETBYHNUTE TYMOpK ca deoxpomouutomu, a 15-20% —
naparaHrimomm.
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MbpBOTO M3CreaBaHe Npu CbMHEHVE 3a (PeoXpoMOLUTOM WK
naparaHrnmom cnegea pa 6bae  u3mepBaHe Ha cBoBogHU
PpakunMoHmpaHn meTaHedpuHU B nnasma unu ypuHa. onsam 6pon
npegaHanuTUYyHNM dakTopyu MoraT ga crtaHaT npuynHa 3a anwmeo
NONOXMUTENHN N anwmBo oTpuuaTtenHyn pesyntatu. KomnoTbpHaTa
Tomorpacpusa (KT) e ygavyeH meTop npu MocTaBsHe Ha AuarHosara, a
MarHuTHopesoHaHcHaTta Tomorpadusa (MPT) — 3a npocnegsasaHe, Hait-
BeYe Mpu 3n0Ka4YeCTBEHN TYMOPMU C PUCK OT MeTacTasn. B Tesu cnyyam
ce npenopbyBa fa Ce HampaBu M CLUMHTUrpacus cbC '~ l-metaiodo-
benzylguanidine (***I-MIBG). Mpu Beye W3BECTHW MeTacTasu oLue no-
WHcbopMaTMBEH e MeToabT  oF-fluorodeoxyglucose MosuTPOH-
emucnoHHa KT (18F-FDG PET/CT). eHeTn4HM TeCTOBe ca nokasaHu
npu BCWYKM naumeHTu. lpu naparaHrnuMom ce Tbpcu MyTauus B
reHuTe Ha MUTOXOHAPMWANHUA eH3UM CyKUMHaTaexuaporeHasa (SDHx
MyTauuu), a Npn metactaTuyHo 3abonssaHe — B reHuTe, kogupawm B-
cybeanHumuyata Ha TO03M eH3um (SDHB myTtauuu). MauyueHTute c
(PYHKUMOHANHO akTUBEH (DEOXPOMOLIMTOM WIW MaparaHrivuom Tpsbea
Aa 6baaT noAroTBEHM Npean HacoyBaHe 3a onepauus. NogroToBkaTa
BKMouBa 7-14-gHEBHO neyeHue cC anda-agpeHepruyHn peLenTopHU
Bnokepu, KakTo M NPUEM Ha AOCTaTbYHO COM M TEYHOCTU, 3a da ce
Hamanu pUCKLT OT MocTonepaTuBHa XWNoToHus. MwuHumanHo
MHBa3MBHaTa (NManapockomncka) agpeHanekToMus e npenopbYBaHUAT
MeTo4 Mpu MOBEYETO NauueHTn ¢ deoxpomouutom. onemwuTte, C
pasmep > 6 cm, U WHBa3WBHUTE (PeoxXpomouuToMM e no-gobpe aa
ObOat onepupaHn C OTBOpPEH xupyprnyeH goctwen. Lenm ce
pagukanHocT Ha onepauusta — MbAHO OTCTpaHsiBaHE Ha Tymopa,
HamansaBaHe Ha pucka OT pynTypa W OT foKanHu peunansu.
OTBOpeHNAT JOCTHLM € no-nogxodsdw| W npu naparaHrnuomu. [pu
pobpe cenekTMpaHM nNauMeHTU napuuanHata nanapocKorncka
afpeHanekToMns CbLWO € BapuaHT — MpU Marnku HEVHBa3WBHM
naparaHriimomMmu, C JNECHO [OCTbMHa nokanu3auus. [MapuumanHaTa
apgpeHanektomua 6u 6una no-ygadda v npu pammnHute popmu Ha
HPeoxXpoOMOLMTOM, KOraTo NauMeHTLT Beye e NpeTbpnsan e4HOCTpaHHa
TOTanHa agpeHanektomusa. Taka 6y ce Hamanuna BeposATHOCTTa 3a
TPaeH MNOCTOMEPATMBEH XWMOKOPTU3OMN3BM, HO BOAELIO BLB
B3EMaHETO Ha TakoBa pelleHne e pasmepbT Ha Tymopa
(ManurHeHnaT noteHumwan). B paHHUs nocTonepaTMBeH nepuoj
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TpsbBa Aa ce NpOCNeAsT apTepuanHoTo HandraHe, cbphaevHaTta
YyecToTa M KpbBHaTa 3axap, 3a [a Ce HanpaBsT HYXHWUTE KOpeKuun B
MeLMKaMEHTUTE, KOUTO NauMeHTLT npuema. Mpu Nbpeus KOHTPOMEH
npernes OTHOBO Ce W3CneaBaT NnasMeHU U YPUHHU MeTaHedpuHM.
Cnea ToBa XOPMOHanHUTE W3CNedBaHWs Ce MNpPaBAT EXErogHo.
Bcuyku nauueHTV ce npocneaseaT AbMrOCPOYHO, a NOBEAEHMETO ce
onpedens OT HanNMYNETO Ha PEeKYPeHTHO WM MeTacTaTU4HO
3abonsaeaHe, U € UHAMBKAYATHO.

Mone3Ho 3a npakTUKaTa

BeposTHOCTTa apTepranHaTta XvunepToHUs Npy e4nH naumeHT ga
ce [ObmkM Ha deoxpomouutom/naparadrnmom e  0,2-0,6%.
[dvarHosaTa MoXe ga ocTaHe HeyTOYHEHa NPpUXUBE, a a Ce YCTaHOBM
npu aytoncus — npu 0,05-0,1%. MNpu geua c apTepuanHa XMnepToHus
BEPOATHOCTTA TA Aa Ce OAbMKM Ha heoxpomoumTom/NaparaHrinmom e
manko no-ronama — 1,7%. W Hakpas, 6nuso 5% oT HapnbbbpeyHute
nHUMaeHTanomu, ce okaseart gpeoxpomoumtomm. Okono egHa TpeTa
OT nauneHTuTe C PeoxXpomMouuToM/MaparaHriuoM ca HOCUTENW Ha
HacneacTBeHO npefasBaHa COMaTUYHa MyTauus, KOSTO MOXe da ce
JOKaxe BBbB BCsKa KrneTka Ha Tymopa. He BCUYKM HOCUTENMW Ha Takusa
reHn e passusaT 3abonsBaHe — BeposTHocTTa e okono 50%.
HacnepcteeHute opmu Ha deoxpomouuTom/maparaHrinom ce
OTNMYaBaT C TOBa, Ye TYMOPUTE Ca MHOXECTBEHMW, a NauueHTuTe ca
no-mnagu.

3auo Tpabea fa ce TbPCAT akTUBHO Te3n Tymopun? OCBEH MHOro
BUCOKUS PUCK OT CMBPT NOpagmn CbpAeyHO-CbL40B UMM MO3BLYHOCHA0B
WHUMAEHT, TYMOpUTE HapacTBaT Mo pasmep W moraT ga nputucHar
oKonHuTe cTpykTypu. lpu damunHuTe opmMu paHHaTa AuarHosa
JaBa Bb3MOXHOCT 3a AuMarHocTuumpaHe u npu poacteseHuunTe. U
Hakpas, egHa 4acT, 10-17% OT BCUYKM TymOpu, Ca ManwurHeHu, a
HocuTenute Ha SDHB myTauna umat Hag 40% puck oT meTacTasu.

B Tabn. 1 e npegcraseHo B kou cnyvyaum da ce wuscnegsar
YPUHHW/NNa3MeHn MeTaHeEDPUHU.

Tabnuua 1. KnuHW4HW cuTyauum, npu KouTo Aa ce Tbpcu peoxpomoumTom/naparaHr-
nmom
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— HacouBawy cumnTomMmn nnm cTurmm, 0Co6eHo npucTbnHa nssea Ha bypHa
cUMNTOMAaTVKa Cnej nNpuem Ha onpejeneH MeaukameHT — Bk Tabn. 2

apTepunanHa XmunepToHnA

- Hap,6b6pequ VHUUAEHTANoM — U3CneaBaT Ce BCUYKN NauUeHTH, CbC 1 6e3

Tabn. 3

— HacnepctBeHo npefpa3nonoxeHne unm CTUrMn Ha HacneaCcTBeH CUHAPOM — BIX

— N3BecTHO 3abonsBaHe (C Len npocneisiBaHe)

Ta6nuua 2. JlekapcTsa, KOUTO MoraT Aa AOBEAAT 40 HEXENaHW CTPaHUYHN edhekT npu
nauneHTn ¢ heoxpoMoLMTOM/MaparaHrnuom unu Aa NpoBOKMpaT Kpusa

INekapcTBeHa rpyna

Mpumepn

[OonamuH D2 peuenTopHun
aHTaroHUCTY (BKM. HAKOM
AHTUEMETUYHU U aHTUNCUXOTUYHU
CcpeacTBa)

Metoclopramide, sulpiride, amisulpride,
tiapride, chlorpromazine, prochlorperazine,
droperidol

BeTa-afpeHepruyHN peLenTopHu
6nokepn*

Propranolol, sotalol, timolol, nadolol,
labetalol

CumnaTrkoMumMeTnLn

Ephedrine, pseudoephedrine, fenfluramine,
methylphenidate, phentermine,
dexamfetamine

OnvonaHn aHanreTmum

Morphine, pethidine, tramadol

Muxnbutopn Ha 06paTHOTO 3axBaLya-
He Ha HopenuHedpuHa (BKI. TPULM-
KMUYHWU aHTUAENPECaHTU)

Amitriptyline, imipramine

SSRIs (cenekTuBHM MHXMGUTOPYK Ha
06paTHOTO 3axBallaHe Ha
CEPOTOHUNHA) (EANHNYHN CHOOLLEHUS)

Paroxetine, fluoxetine

MAO unHxubuTtopmn

Tranylcypromine, moclobemide, phenelzine

(MOHOAMMHOOKCUAA3HN)

KopTukoctepounan Dexamethasone, prednisone,
hydrocortisone, Betamethasone

MenTtunan ACTH, glucagon

MwopenakcaHTu Succinylcholine, tubocurarine, atracurium

*MNoBeYeTo CBeAEHNsA ca 3a HecenekTuBHUTe B6eTa-6nokepu, HO U cenekTuBHuTE GeTa-
6nokepu B ronemm 403u Morat fa NpoBOKMpaT Kpu3a, 3aLloTo B TakuBa 403U ce

3ary6Ba 6eTa-1-cenekTMBHOCTTa UM.

Tabnuua 3. KnuHuyHa Haxopka
ceoxpomouuTom/naparaHrnmom
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MHoxecTBeHa €HAOKPUHHa Mep,ynapeH KapuuHOM Ha WuToBUAHATA XKneaa,

Heonnasmua Tun 2A MbPBUYEH XUNEpnapaTUPeonan3bm, KoxHa JMXeH
amuroungosa

MHOXecTBeHa eHA0KPUHHA MegynapeH kapuMHOM Ha LMTOBMAHATA Xnesa,

Heonnasusa Tun 2B MYKO3HMN N KOXXHWU HEBPOMM, CKEMETHN

Aedopmanmu (kngpockonnosa unu nopgosa),
XunepmobunHu (,xantaeu’) crasu,
MUENUHU3NPaHN HEPBHN OKOHYaHUSA Ha KOPHeATa,
WHTECTUHANHN raHrnuoHespomu (bonect Ha
Hirschsprung)

CuHapom Ha von Hippel-Lindau | XemaHrnobnacromm Ha UeHTpanHaTa HepBHa
cucTema, BKI. Mankus MO3bK, MO3bYHUA CTBOM U
rpbOHAYHNSA MO3BK, PETUHAMHN aHIMOMMU,
6Bb6peUEH KapLUNHOM, HEBPOEHI OKPUHEH TYMOP
UMM Cepo3eH KUCTaAEHOM Ha NaHKkpeaca,
nanunapeH KUCTaZAeHOM Ha eNVAUAUMA 1 Ap.

HeBpodmbpomaTosa Tun 1 HeBpodhnbpomu, MHOXKECTBEHWN NUrMEHTALMN
cafe-au-lait, MHrBUHaNHW nnn akcunapHm
NMUrMeHTaumMu, NPUCHN XamMapToMu (HOAYNMN Ha
Lish), makpouedanus, rmmomu Ha LeHTpanHaTa
HepBHa cUCTeMa, KOCTHI NPOMEHMW, KOTHUTUBEH
aecuunt

MHoro nekapctBa MmoraT fda CTaHaT npudMHa 3a ¢hanwueo
o/10XKUMeEJIHU  pe3ynTaTtu npu  uscnedBaHe Ha nfnasMeHuTe u
YPUHHUTE MeTaHedpuHU. Hskou nosnusiBaT pesynTara, 3awoTo
WHTepdepupaTt C  u3non3BaHua  nabopatopeH  meTon  —
aueTaMuHoeH (nosHaT owe kaTo napaueTamorn), a-MeTungona,
cotanon, natetanon, BycnupoH, cyndacanasvH. [dpyrn nosnusisat
apmakoguHammkata Ha MeTaHedppuHUTE U  HesaBUCUMO OT
usnonsesaHus nabopatopeH MeTOA, Ca npuynHa 3a hanwmeo
NONMOXMTENEH pe3ynTar — TPUUMKNINYHKM aHTugenpecaHtn, MAO
UHXMBUTOPW, CUMNATUKOMUMETULM, KOKaWH, HEeHOKCUBEH3aMuH.
TpeTun genctsat 1 No ABaTta HaduHa — nesogona. B peTpocnekTuseH
aHanu3 Ha pesyntatute Ha 1896 nauueHTW ce ycCTaHOBsABa, 4e
danmeo NoNoXnuTenHUTe pesyntatu ca Yyectn — 19-21%. OT gpyra
CTpaHa, CTeneHTa Ha MOoBWLWIABaHe Ha MeTaHedpuHUTe Moxe Jda
Obae OpWeHTMp danu uscnefBaHeTo e 6uno AmarHoctuuyHo. Taka
AuvarHosata ce noctaeBd ycnewHo npu 75% oT nauyueHtute c
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deoxpomoumToM/naparaHrimoMm. Hanpumep psagkocT € MeTaHedpuHnuTe
U HopMeTaHedpuHUTE Oa ca eOHOBPEMEHHO aniunBo MOBULLIEHW.
BCbWHOCT MMEHHO Tasn KombuHaumst ce Hamupa npu 50% ot
nauneHTute c geoxpomouutoM. Cblo Taka, Hag 3-kpaTHO
noBuLLEHVEe Haf ropHaTta pedepeHTHa rpaHvua, Hes3aBUcUMo fanum e
NnoBuLEH camo edwH OT ABaTta KaTexonamuHoBu MeTabonuTa, e
TBbpAE CYCNEKTHO W Hamara npucTbnBaHe KbM wu3obpasssalyn
meToan. [encTButenHmaT npobnem e ga ce pasrpaHunyar Tesm Vi oT
naumeHTuTe c beoxpomouuTomM/NaparaHrimom, KOUTO UMaT rpaHUYHN
pesyntatu (Neko MOBMWLUEHW) OT BCUYKM Te3n nuua 6e3 Tymop u
nopobHu pesyntatu. Yecto ToBa Ce M3ACHHABA, Crnej KaTto Ha
nauuMeHTa ce B3eMe OTHOBO KPbB, KaTo Ce OCUrypu npasuiHO
B3eMaHe Ha npobaTta — NauueHTbT € B fierHano nonoXxeHue noHe or
30 mMuH. AKO pesynTaTuTe OTHOBO Ca NOBULLEHW, C€ MPUCTbNBA KbM
KnoHuguHoB TecT. KnoHwauHbT e  anda-2-agpeHopelenTopeH
aroHUCT, KOWTO WHXubMpa OTOAENAHETO Ha HOopenuHedpPUH npu
nauneHTute ©Ge3 eoxpoMoLMTOM/NaparaHrimoMm, HO He W npu
naumMeHTUTe C aBTOHOMHa KaTexonamMmmnHoBa CekpeLms oT TYMop.

MpoTokon 3a CynpecuoHeH TeCT C KMNOHNWAUH

MenvkameHTUTE CbC CUMMNATMKONUTUMYHA akTMBHOCT (6eTa-Gno-
kepu) Tpsibea aa 6baaT cnpeHn noHe 48 yaca npeaum tecta. NauneHTsT
€ B nerHano nonoxexue. MNpun aptepuanHo Hangrade < 110/60 mm Hg n
NPy NauMeHTN C XWUNOBONEMUS TECTLT ce OTMeHsa. B ocTtaHanuTe
crnyyau TecTbT 3ano4ea, cnej Kato naumeHTsbT e nexan noHe 20-30
MUH. Baema ce KpbB OT NpeaBapuTENHO KaHonMpaHa seHa. Npuemar
ce ase tabnetku Clonidine (300 mcg/70 kg TenecHo Terno). MNMpean n
Mo BPEME Ha TecTa Ce NpocrneasBaT apTepuanHoTo HansraHe u
cbpgeyHata yecTtota. Tpu 4vaca cnep npuema Ha TabneTtkute ce
B3eMa KpbB BTOpU NbT. Beaka npoba HesabaBHO ce nocTaBsa B nep.
W3cnegeat ce nnasmeHn HopMmeTaHedpuHu. AKO nnasMmeHuTe
HOpMeTaHedpPUHN Ha TPETUHA Yac ca NOBULLEHU W HE Ca cnagHanu c
noeeye oOT 40% cnpsMO M3XOOHUTE WM HMBA, Ce Kacae 3a
heoxpomoLuToM/naparaHrinom.

AnTepHaTMBEH noaxod, MPEANOKeH OT HAKOM aBTopu, € npwu
CbMHeHWe 3a anlmMBo NONOXUTENEH pe3ynTaT oT U3cneaBaHeTo Ha
nnasmveHuTe MeTaHedpVHW, Ja ce NPUCTbNM KbM M3CrneaBaHe Ha
YPUHHU  ppakUMOHUpPaHN  MeTaHedpuHM B  KOMOMHauus ¢
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XPOMOrpaHuH B KpbBTa. [pn HeybeanTenHo KMMHUYHO CbMHEHWe 6u
MOrf0 Ja ce u3yaka u TeCToBeTe Ja ce NOBTOPST crej 6 meceua.

Mpu BUOXMMMYHO JOKas3aH 1 BU3yanuanpaH TyMop ce npucTbnea
KbM nodzomoska 3a onepauyus. Ta e npeacraseHa B Tabn. 4. Llenta e
nopgabpxaHe Ha AH okono 130/80 mm Hg, CY okono 60-70 ya./MuH B
cegHano nonoxexve, 70-80 ya./MWUH B UK3NPaBeHO MOMOXEHME.
JonbnHUTENHMAT NPUMEM Ha CON U TEYHOCTU MOXE Aa Ce onuTa KaTo

npeanasHa

MsApKa

cpety

cneponepartnBHa XUNOTOHUA.

opToCTaTn4vHa

XNNOTOHMUA n

Tabnuua 4. MNMpegonepaTuBHa NoAroToBka npu heoxpomouuTom/naparaHrnmom

INekapcTBO

Hauano
Ha npuema

HauanHa po3sa

KpaiHa nosa
(obukHOBEHO He
ce Hanarat no-
BWCOKM [,031)

MoagroTtoBka 1

Phenoxybenzamine

nnun

10-14 peHa npean
onepauusTa

10 mg aBa NbTH
LHEBHO

1 mg/kg/aeH

Doxazosine 10-14 pena npean | 2 mg/AHEBHO 32 mg/aeH
onepauusTa

MoaroTtoBka 2

Nifedipine [o6aBeTe kbM Me- 30 mg/peH 60 mg/aeH
AVKaMeHTa OT Noa-

nnu rotoBka 1, ako apTe-
puanHoTo HansraHe

Amlodipine BCE OLle € C 5 mg/peH 10 mg/aeH
Hepo06BbP KOHTPON

MoarotoBka 3

Propranolol Cnea noxe 3-4 pge- | 20 mg Tpu NbTU 40 mg Tpu NbTKU
Ha npuem Ha me- AHEBHO AHEBHO
unm AUKaMEHT OT Nnoj-
rotoska 1
Atenolol 25 mg/peH 50 mg/aen
M. BaHkosa
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