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HenpoeHAOKPWUHHI NYXIMHWU LWTYHKOBO-KULLKOBOIO
TPAaKTy i NiAWYHKOBOI 331031

* 3riaHo i3 HoBoto knacmaoikauiero BOO3, nyx/IMHW, AKi paHille Ha3nBanun
KapuUWHOiAamMu, neperMMeHoBaHi Ha HeMpoeHAoKpUHHI (HE) nyxnnHu
(tabnnuga [r6n.|T1]).

o 37108KiCHICTb MYX/IMHWN HEe IeXUTb B OCHOBI Knacndikauii BOO3
2010.

* Ban3bKo 2% OHKOOTiIYHMX 3aXBOPIOBAHb LLJTYHKOBO-KMLLKOBOIO TPAKTY
Ta NiAWYHKOBOI 3271031 CTAHOBNATb HEMPOEHAOKPWUHHI NYXJINMHN.
o JIoKani3yrTbCsA HanYacTilwe B CAiNin KMLWILL

* PiYHMM NOKA3HMNK 3aXBOPHOBAHOCTI
o [yXJINHW WWJTYHKOBO-KMLLKOBOro TpakTy 8,4/100 000

o [yX/IMHK NiaWwnyHKoBoi 331031 1/100 000 (iHcyniHoma 0,5/
100 000, ractpnHoma 0,05/100 000, Binoma 1/10 MAH.)

* 10% HE nyx/1H noB'A3aHi 3 CMHAPOMOM MHOXWHHOT €HAOKPUHHOI
Heonnasii (MEH1). [se6|http://www.orpha.net/con...]

» Bubip MmeToay NikyBaHHA 3iNCHIOETLCA Ha OCHOBI Knacy BOO3 Ta
riCTONOrIYHOI rpaaauil NyXJINHK.
o MeToAOM /liKyBaHHSA NEepLUOI JliHil € XipypriyHe NiKyBaHHS.
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o Jlikapcbki 3acobu, L0 HalvacTille BUKOPUCTOBYHOTbCA,

BKJIFOYAIOTb: aHANIOMM COMATOCTATUHY, iHTepdepoH, KoMbiHaLito

CTPENTO30TOLMHY Ta 5-bTopypauny, a Takox KombiHauito

eTonosunay 3 kapbonsaTMHoM abo 3 UMCNNATUHOM.

KomeHTap ekcneprta. Jlikapcbkui 3acib cTpenTo30ToUMH
CcTaHOM Ha 04.06.2019 B YKpaiHi He 3apeeCTpOBaHNN.

Knacudikauia HepoeHAOKPUHHUX NyxsivH BOO3 2010

Knac Onme inaeKe IpOMGEPAUT ;| posuip
| HepoeHaoKpUHHa nyxavHa (HEM) <2% <2cMm
Il HelpoeHaoKpWHHa nyxaunHa (HEM) 3-20% >2cM
1} HepoeHaoKpUHHa KapunHomMa (HEK) 220% Benvkunn
v 3MilllaHa aieHOHENPOEeHAOKPMHHA KapLUMHOMaA
(3AHEK)
\Y, FinepnsacTnyHi i NpeHeonIaCTUYHI YPa>keHHA

* Kpim TOro, nyxamHun knacngikyroTb 3a1€XXHO Bif Micus iXHbOrO

NOXOAKEHHS i3 eMOpPiOHANbHOI KMNLLIKOBOI TPYOKMW.

* Knacnoikauia TNM onucye cTagito NnyxamHu.

CMMNTOMM i KNiHIYHA KAapTUHA

 BinbwicTb NyxAnH € 6€3CUMATOMHUMM

» CumnTomm ByBalOTb JIOKANbHI (6inb, 06CTpyKLUiA, KpoBOTEYA) ab0
BMKJIMKAHi pEY4OBNHAMM, AKi CEKPETYIOTLCA NYXJINHOL B KpOoBOOGiIr
(Hanpuknag, cepoTOHiH, TaxiKiHiH, AKTI, ropmoH pocty, AAr).

o HenpOeHAOKPWHHI NYXJIMHM NiALWTYHKOBOI 3a/103M Ta
ABaHaauATUNANOT KUWKM (iHCyNiHOMA, r/TioKaroHoma,
COMATOCTAaTUHOMA, raCTPMHOMA) 3a3BNYan BUpObIAOTb OANH

B4 ropMOHYy, ane 6/1M3bKO MOJI0OBUHMU UMNX NYXJZINH €

HEeaKTUBHNMMU.

* KapunHOIAHMW CMHAPOM

o HanyacTiwe CNpUYNHAETBCA MYXJIMHOD, IKA MOXOANTDb 3

KJIy6OoBOI KMLWKKN abo TOBCTOro KMLLIKIBHUKA, ane He

3yCTPIYAETLCA NPYU MYXJIMHAX MPAMOIT KMLLKMN

o CepOTOHiH i TaxiKiHiH BigirpatoTb OCHOBHY POJib Y PO3BUTKY

KapUWHOIAHOIO CMHAPOMY.
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o Mawxxe 3aBXM CyNPOBOAKYETbCA METACTAa3yBAHHAM B NEYiHKY;
rOpMOHU, BUpO61eHi NePBMHHOIO NYXJIMHOK KULLIKIBHUKA,
TPaHCNOPTYHOTbLCA NOPTA/IbHOK CUCTEMOLO B NEYiHKY, Ae
MeTaboni3ytoTbCA | TaKMM YNHOM He NpM3BOAATb A0 CUHAPOMY.

o CMMNTOMMU: Aiapes, NpUNAMBK Xapy, bpoHxianbHa o6cTpyKLUis,
CcepueBi 3aXBOPHOBAHHSA 3 XaPaKTEPHMM MOTOBLLEHHSM
€HA0KapAY KanaHiB, nepeacepab Ta LWIYHOYKIB.

o JliarHOCTMKa: BU3HAYeHHSA eKCKpeLii MeTaboniTy cepoTOHiHY
(5-T10K) y pobosin ceui

o BTpy4YaHHS, CNPAMOBAHI Ha NYXJIMHY, | dHECTE3ifi MOXYTb
CNPOBOKYBATN KapLMHOIAHWNI Kpn3. Mloro cumnTomm BKJTHOYaIOTb
rinoTeHsito, PiZIKo rinepTeHsito, apuTMii, BpoHXoCNasm Ta
CMMNTOMM 3i cTOpoHM LIHC.

I[HCyniHOMa
o CMMNTOMM rinornikemii (rnroKosa KpoBi <2,7 MMob/N):
NOPYLLUEHHSA CBiAOMOCTI, MOPYLUIEHHSA 30pY, HEAOCTATHA
KOHLLeHTPpAUif yBarm, CcyaomMu, BiguyTTa roaoay, NitaneicTb

o PiBeHb cnpoBaTKoBoOro iHcyniHy (abo C-nentunay), BUSHAYEHUN
nig Yac rinornikemii, € HENPONOPLINHO BUCOKMM.

facTpMHOMa
o ObyMoBJIEHa NYXJINHOIO, NiABMLLEHA CeKPeLi CONIAHOT KNC/I0TH
BUKJIMKAE Aiapeto Ta MHOXMHHI BUPa3Kn ABaHAALUATMNANOI
KUWKK (cnHapom 3onniHrepa — EnnicoHa
[ze6|http://www.orpha.net/con...] ).

o TpeTWHa racTpMHOM NoB'A3aHa 3 cuHapoMmom MEH1
[e6|http://www.orpha.net/con...] .

o IIAarHOCTYETbCA WAAXOM BU3HAYEHHS KOHLEHTPAaL,il FraCTPUHY i
nencnHoreHy-1 B cnpoBaTLi KpoBi Ta/abo Npobu 3 cekpeTUHOM

o |HribiTopy NnpoToHHOI NnomMnun Ta 610kaTopu H2 peuenTopis
NiABNLLYIOTb KOHLUEHTPALIF0 raCTPUHY B CMPOBATL,.

Binoma
o BMKAMKAE cmHApOM BATA, WO XapakTepun3yeTbCA BOASAHNUCTOO
DiapeE€to, rinoKaNieEMI€O Ta auMa030M.

NoKaroHoma
o XapakTepHMMWN CMMNTOMAMW € EPUTEMQ, BTPATa Barn Ta
Kaxekcif, aHeMis, TpomboemMbonisa, AiabeT 1erkoro cTyneHo,
hiapes, CTOMATUT Ta MMOCUT.

ComaTocTaTMHOMaA
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o XapakTepHMMW CMMNTOMAMMU € X0J1eNiTias, cteaTtopes,
NOPYLLUEHHSA TONI@PAHTHOCTI A0 I/IFOKO3M | ax1oprigpis.

MyXAMHN HAOHUPHUKIB

» Jlocnig>XeHHA NyXJIMH HAAHWUPHMKIB NPOBOAATLCA B Crewiasi3oBaHnX
LleHTpax.

* |HCiAeHTaNoOMa — NyxJIMHA HAAAHMPHWKIB, BUABJIEHA BUNAAKOBO NPy
npoBe/eHi Bisyani3auinHnx MeToiB 06CTeXXeHHSA 3 NPMBOAY iHLIMX
NpUYNH

» Hanbinblu NOWMPEHNM TUMOM € aAPEHOKOPTUKAJIbHA afleHOMa (aKTUBHA
a60 HeaKTMBHA); AKa CTaHOBUTb 621M3bkKo 50% BCiX NYXJINH HAAHNPHUKIB.

* |HWIi MOXNBI NYXNMHN: $EOXPOMOLMTOMA, KAPLMHOM], NiMPOMa,
MeTacTa3u, NiNoMa, KicTa TOLLO.

» JocniaxeHHa HeobxiaHi ANA OUiHKN GYHKLiIOHa/IbHOT aKTUBHOCTI
NYXJIMHWN Ta MOXJIMBNX O3HAK 3/109KICHOCTI.
o CMMNTOMM: €Ni304N4Hi, aApeHEpPriYHi CUMNTOMM

o KniHiYHI NpOSAABN: 03HAKW XapaKTEPHi AN rinepKopTULN3MY,
rinepToHis, rineprnikemis, octeoneHia abo octeonopos

o TOPMOHAaNbHI AOCNIAXKEHHSA: BU3HAYEHHA MeTaHeppUHY i
HopmeTaHedppuHy y f060BiIN ceyi, TeCT NPUrHiYeHHA
nekcameTa3oHoM (1 abo 1,5 1), enekTponiT, BU3HaAYEHHS PEHiHY
Ta a/IbJlOCTEPOHY (NnLle y NauieHTIB 3 rinepToHieto abo
rinokaniemMieto), aHAPOreHiB Ta ecTporeHiB (TiZIbKM NPy HAABHOCTI
03HaK Bipuni3auii abo rinepecTtporeHiamy)

o KT: po3Mip, dopMa, CTPYKTYPQ, LLiIbHICTb HAAHUPHUKIB, 3MiHU
NPOTAroM nepioay CnocTepeXxeHHs

deoxpoMounTOMA ([E:E]B]

 TlyX/2IMH3, WO NOXOANTb 3 MO3KOBOI PEYOBMHM HAAHNPHWKIB, BUPOONSE,
Hakonun4yye, MeTaboni3ye i cekpeTye KaTexolamiHu
o Moyke 3ycTpiyaTnca y byab-aKoMmy Billi, afie HanvacTiwe
3yCcTpivaeTbca y Biui 40-50 pokis

o BuainawTb cnopaanyHnii abo cnagkosu Tunu (CMHAPOMM
MEH2, Tinnensa-JliHaay abo ¢peoxpomMoUnTOMN-NaparaHriioMmmn)

o MOXN1MBa NpoAyKLifa AK aApeHasliHy, TaK i HOpagapeHaniHy, ane B
6iNnbLOCTI BUNAAKiB NepeBaXka€ HOPaApeHaliH.
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* Bucokuin apTepiasibHUN TUCK, 3yMOBJIEHUN $EOXPOMOLMTOMOIO,
CTaHOBUTb Npnbn3HO 0,1% BMNAAKIB XBOPUX Ha apTepiasibHy
rinepTeHsito.

* HanbinbL nowmpeHi KNiHiYHi CUMNTOMMU, B NOPAAKY 3MEHLUEHHS
yacTtoTu: rinepTeHsia (y 72%), HanaaonoAibHMN XxapakTep CMMMTOMIB,
rosloBHMN 6inb, HaaMipHa NiTAMBICTb, cepuebuTTs, AiabeT, HyAOTa,
Tpemop, BTOMa, Tpusora abo HepBO3HicTb, BTpaTa Baru (y 30%).

o CMMNTOMMU, K NPaBWUJ10, MAPOKCM3MaJIbHI

o OKPpiM KaTex0/1aMiHiB, MyXJIMHA MOXe TAaKOX NpOoAYKYyBaTn
nenTuaHi FOPMOHM, L& MOXe 3MiIHIOBATU KJTiHIYHY KAapTUHY.

* [liarHOCTMKA, rOTIOBHMM YMHOM, 3aCHOBAHA HA BU3HAYEHHI
MeTaHedpUHY i HopMeTaHeppuHy B 1060BIN ceui.
o Po3TallyBaHHSA NYXJINHWM BU3HAYaETbCA 3a AonomMoroto MPT abo
KT HagHWpHWMKIB, a Npu HeobxigHocTi MIBG (MeTa-
nonbeH3nAryaHianH) cumHTurpadii.

o [1pwn BUSIB/IEHHI 3aXBOPIOBAHHA Y NALIEHTIB BIKOM Mo10ALLe
50-T1 pokKiB, 3aBXAN HEOOXiAHO AOCNIANTN CNAAKOBUI XapaKTep
NYyXJINHWN.

* [lyX/InHa BUOANAETLCA XiPYPriYHMM LLUNAXOM.
> B nepeponepauinHnin nepios npn3HavaeTbca npenapart (anboda-
6nokaTtop) AN18 3anobiraHHA HaAMipPHOMY BMJIMBY KaTeX0J1aMiHiB
abo oA HopManisauii ix npoaykuii.

 [MoBHe BnaaneHHs peoxXpoMOLMTOMM HOPMANIi3yeE apTepiasibHUMA TUCK Y
TPbOX i3 YOTUPbOX MNALEHTIB; y peLTh 36epiraeTbCcs BUCOKMMN
apTepiasibHUM TUCK, L0 MMOBIPHO, € 03HAKOO riNepTOHIYHOT XBOpOOMU.

° Y naui€eHTIB, AKi NnepeHec/In onepauito, CNia WopivyHO
KOHTPOJ110BATM apTepiaZibHUN TUCK.

° Y BUNagKax CnagkoBOro XxapakTepy i 3a NiAo3pun Ha 3/109KIiCHICTb,
NaLi€EHTaM TaKoX NpoBOAATLCA HioXiMiuHi TecTu T3, 3a
HeobxiaHOCTI, Bi3yani3auiHi MeToan ob6CTeXXeHHS, OCKiIbKM
NyXJIMHA MOXE PeLMaAnNBYBATU B 3a/INLLIEHIN TKAHWNHI
HAAHMPHWKIB.

MHOXXWHHA eHAO0KPWUHHA HeonasiA

e AYyTOCOMHO-AOMIHAHTHWUIM TUMN YCNAAKYBAHHA; 3aBX /AN € HEObXiaAHUM
36ip ciMenHoro aHamHesy.

* MEH1
o CnpMYnHEeHnn MmyTauieto B reHi MEN1

5/7



HactaHoBa 00517. PigKicHi eHAOKPUHHI MyXJINHK

Cnip 3anigo3puTy, AKWO Y NALIEHTA € ABI NYXJINHW, XapaKTepHi
D19 3aXBOPIOBaHHA abo oHa NyX/IMHA i BUNaaok MEH1 y poauHi

lNnepnapatupeos cnoctepiraetbca y 90-100% XBOpMX, 4acTo y
BiLi 20-Tn poOKiB i 3a3BMYan € NepLIMM NPOSBOM 3aXBOPIOBAHHSA

EHAOKPWHHI NYXJIMHW NiALWYHKOBOI 3371031 abo
JBaHaAUATMNANO! KUWKKW cTaHoBAATbL A0 80-100%

MyxnnHW nepegHboi aoni rinodiza — a0 50%

IHLWIi 3aXBOPIOBAHHA, NOB'A3aHi 3 CUHAPOMOM: NYXJINHN
HAAHMPHWUKIB, HEMPOEHAOKPWUHHI MYXJINHW, 3aXBOPIOBAHHA
lmMTonoAibHoi 3a103un, linoMun, aHriodpibpomu, KonlareHomMm

MeaynapHui pak WMTonoAibHoi 3371031 CNoCTepiraETbca
NPAaKTUYHO Y BCiX MALIEHTIB

deoxpomMounToMa — NPUOBIN3HO Y NOSIOBUHM NALLIEHTIB
lNnepnapatnpeo3s —y 10-20% nauieHTiB 3 cuHapomom MEH2A

[QHrNiIOHEBPMHOMM POTOBOI MOPOXHWUHM i LLTYHKOBO-KNLLKOBOIO
TPAKTYy — MaunXe y BCiX NauieHTIB 3 cnHapomom MEN2B

[iarHo3 MO>XXHa BCTaHOBUTWN, BUKOPUCTOBYHOYM MOJIEKYNAPHO-
reHeTn4YHe gocniaxeHHa (RET npoTo-oHkoreH). NpodinakTnyHa
TUPEOoIAEeKTOMIAA MOKPALLYE MPOrHo3.

« xBopoba rinnens-Jlinaay [ee6|http://www.orpha.net/con...]

o

CXMNbHICTb A0 PO3BUTKY GEOXPOMOLINTOMMU Y BiNbll MOSIOZOMY
BiLli, Hi>X 3a3BMYaK

EHOOKPMHHI 3aXBOPIOBAHHA NiALIIYHKOBOI 3371031
eMaHrio6,1acToMm CiTKiBKM | LLEHTPaIbHOT HEPBOBOI CUCTEMM

Lia xBopoba BUKIMKAETLCA MyTaLi€to reHa VHL. Y 6aratbox
NaLLiEHTIB € CiIMeMHUM aHaMHe3 xBopobu linnena-JliHaay, ane
CnopagHnyi BUNaaKM TaKoXK 3yCTPIYaOTbLCA.

e CiMenHu cMHapoM PpeoxpoMOoLMTOMU-NIaparaHriioMm

o

MaparaHrsiomMmm nepeBakHO JIOKa1i30BaHi B 06,1aCTi ro10BK Ta
LT, CyNnpOBOAXYOTbCS PEOXPOMOLIMTOMOK

Bigomi yotupm nigTmnn
AYyTOCOMHO-AOMIHAHTHMW TN YCNaAKYyBaHHA

eHeTMYHA 3MiHA He 3aBXXAW NPU3BOANTb A0 KAiHIYHMX NPOABIB
xBopobu.
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[NoB'A3aHi pecypcu

* IHTepHeT-pecypcn [§552%%"|Rare endocrine tumours —...]

Nokasosi ornagn Duodecim

« JlokasoBui ornag 05459. Fractionated plasma free metanephrines in the diagnosis of
pheochromocytoma.
JaTa oHoBneHHs: 2007-04-06
PiBeHb goKka3oBocTi: B
Pestome: A negative plasma fractionated free metanephrine result is effective in ruling
out pheochromocytoma (pooled negative LR 0.02), while a positive test result only
moderately increases suspicion of disease (pooled positive LR 5.82 - 7.86)

ABTOPCbKi NpaBa Ha opuriHasbHi TeKCTN HanexaTb Duodecim Medical Publications, Ltd.
ABTOpPCbKi NpaBa Ha A0AaHi KOMeHTapi ekcnepTiB HanexxaTb MO3 YKpaiHu.
Published by arrangement with Duodecim Medical Publications Ltd., an imprint of Duodecim Medical
Publications Ltd., Kaivokatu 10A, 00100 Helsinki, Finland.
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