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PeoxpomMoLUTOMA - ONYXOSlb U3 XpPOMaPPUHHON TKAHU
HaaMno4Ye4YHMKOBOW UMM BHEHAAMNOYEYHNKOBOM (NaparaHrinmomebl)
riokanmsauun, NpoayuupyroLlas n cekpeTupyrLlasa KatexornamMmmHbl —
HOpaapeHanuH, agpeHanuH u goamMmuH.

[NaparaHrnuoma — 370 ONyxonb, COCTOALLAA N3
BHEHaAMNO4Ye4YHNKOBON XpOMadPPUHHON TKaHU CUMMNATUYECKNX
napaBepTebpanbHbIX raHrImMeB rpyaHON KIeTku, OpHOLLHOM NONOCTU U
Tasa.

[MaparaHrnuombl Takke MOryT pasBMBaTbCSA B NapacMmnaTU4eCcKmnx
raHrnUax LWen n OCHoBaHMs Yepena BAOoMb A3bIKOrMOTOYHOIO U
Ony)xaaroLLlero HEPBOB, OHU HE MPOAYLIMPYIOT KaTexornaMuHbI.

[TpumepHo 80-85% onyxonen xpomadpdUHHON TKaHMN SABMSAOTCS
doeoxpomoumtomon, 15-20% - naparaHrinMomou.

DeLellis RA, Lloyd RV, Heitz PU, Eng C. Pathology and Genetics of Tumours of Endocrine Organs

(IARC WHO Classification of Tumours). Lyon, France: World Health Organization; 2004.




JTIMHN4YeCKa4 KJ'IaCCI/ICbI/IKaLI,I/IFI

dEeOXPOMOLINTOM

(no O.B. Hukonaesy, B.B. MeHbLUKnKOBY)
BbeccnmnTomMmHoOe TeyeHue
A) «<Hemaa» dpopma (He peructpupoBanucb nameHeHnss ALl n ypoBHS
KaTeXoriaMuUHOB; MPu MMCTONOrM4YeCcKOM UCCreaoBaHUN BbisiIBNEHA
onyxonb XpomMadpUHHON TKaHN);
Bb) CkpbiTaa dpopma (r1abopaTtopHO BbIABAAETCHA MNOBbILLUEHHbIN
YPOBEHb KaTexonamMnHOB Npu HOpMarsibHbIX 3HavyeHunax AL).

KnnHn4yecku BbipaXeHHOEe TeYeHue:
A) napokcuamaneHasa dopma ( Kpusosble nogbembl ALl

B MEXNPUCTYNHbLIN Nepuoa - HopMarsbHble undpbl AL);
B) nepcuctupytoas popma (NOCTOAHHO noBbieHHOe ALL);
B) cmewwaHHaa goopma (Ha poHe NOCTOAHHO noBbiweHHoro ALl
nepvoanyeckn NOBTOPAKOTCA NMPUCTYNbI ewe bonbluero nogbema AlLl).

ATUNUYHOE TeYyeHue:
A) rmnoToHn4eckaa popma;
B) npoTekatouiee noa KIMHNYECKON «MaCKOW», CBA3aHHOMN C

NOOUrOpMOHasibHOM Npoaykumen (rmnepkopTuLmnam u T.4.).

KOkuHa M.1O., TpowwnHa E.A. Benbu,esw-l O.T., TronbnakoB A.H., JlbiceHko M.A.

PeoxpomMmobnTomaiapara HoMa R HWKO-TeHeTn4YeCcKne acrekTbl. I'Ipo6neMb| SHOOKPUHOJIOTUN.



UHN4YeckKasa Knaccudpunkauus
dheoxpoMoLUTOM

Mo TaxecTu:
Ilerkoe (peagkue Kpusbl nnn beccmmntTomMHasa oopma);
CpefgHeun TsKecCTun (YacTble Kpu3sbl, OCITOXXHEHUA OTCYTCTBYIOT);

Tsxkernoe (Hanu4yme ocrnoXxHeHun co ctopoHbl LIHC, cepaoeyHo-
COCYOUCTON CUCTEMBI, MOYEK; caxapHbI anabeT).

Mo nokanu3auuwm:
Hagno4yeyHunkoBble: 0QHOCTOPOHHME, ABYCTOPOHHME.

BHeHagno4e4HMKoBbIE: B NapaBepTedbparibHbIX CUMMAaTUYECKNX
raHrIMAX; BHYTPU M BHEOPraHHble cKonneHns XxpoMado@UHHON TKaHU (0gHa
N3 caMbIX YacTbIX filokanuaauui - onyxosb LlykepkaHang, ncxogduiasa ms
napaaopTanbHOro CKOMfeHna CMMnaTU4YeCcKon TKaHW, pacrosioXKeHHOro B
0bnacTn OTXOXOEHNA OT a0opThbl HUXKHEN DPBLIKEEYHOW apTepun);
XeMoOeKkoMbl (BHYTpeHHee yxo, glomus capotis);




cucdpmkaumsa peoxpoMoUnTom

[To Mopdonornyeckomy CTPOEHUIO:

OobpokavyecTBEHHbIE (TpabeKkyrnspHbIN, arbBEONSPHbIN,
NCKOMMMNEKCUPOBAHHbIN, CMELLUAHHbIW TUMbI);

3rOKa4YeCTBEHHbIE (MHBa3UpPYOLLME; MeTacTasnpyoLmne);
MYNbTULEHTPUYECKME (TOTanbHOE reHETUYECKOE NopaXeHne MO3roBoro

eLlecTsa HaanovYe4yHMKoB).

KoanposaHue no MKB-10:
E27.5 'nnepdyHKUMA MO3roBOro crnogd HagnovYe4yHuKoB




OTUNONOrMA U NnaToreHes

bonbwmnHcTeo OXL/TIT aBnatoTca pe3ynbTaTtoM criopagnyeckon
MyTauum, ogHako B bonee, 4yem B 30% cny4yaesB onyxosib BO3HUKAET
B pe3yrbTrate repMmHaribHOW MyTauun.

[To meHbLuen mepe, y 40% peten ¢ PXLYTIT BoigBnaeTcsa
reHeTn4deckasa npuymHa 6onesHu.

B otnnuune ot cnopaguyveckon OXLYTIT, kotopast 06bI4HO
SIBNAETCS CONMMTapHOU U OQHOCTOPOHHEN, CEMENHas
(HacneacteeHHasa) OXLYTIT yacTto mynbTudoKansHasa u
OBYCTOPOHHSAS.

[okasaHo, YTO naumeHTbl C HacneaCTBEHHbIMU MyTaUNsIMU
3aboneBatoT B 6bosiee Monogom Bo3pacTte, YeM naLmUeHTbl Co
cnopagunyeckon GXL/TIT,

Cascon A, Inglada-Perez L, Comino-Mendez |, et al. Genetics of pheochromocytoma and
par I ' I latri ' . Endocr Relat Cancer. 2013;20:L1-L6.




AnuaemMmmornorus

N3BecTHO, 4To OXLY/TII B BonblUMHCTBE criydaeB BbipabaTbiBaeT B
BOMbLUMX KONIMYECTBaxX KaTexoaMuHbl N OTCYTCTBUE NEYEHNA MOXKET
NPUBECTU K CEPAEYHO-COCYANCTLIM U LepebparnbHbIiM KaTacTpodam,
BMSIOTb 4O CMEPTENLHOro ncxoaa.

Co BpeMeHeM yBeENUUMBAIOLLIASACHA B pa3dMepax ornyxosib MOXET Bbl3BaTb
KOMIMPECCUOHHbLIN CUHOPOM.

BoissrneHne OXL/IIT B paMkax HacneacTBeHHbIX CUHOPOMOB MOXET
ObITb MOBOAOM AS19 CBOEBPEMEHHOW AMArHOCTUKN N NEYEHNA OPYIrUX
YS1IEHOB ceMbu rnpobanaa.

PacnpocTpaHeHHOCTb 3r1oKa4YeCcTBEHHON PEOXPOMOLIMTOMbI COCTaBMSAET
10-17%. 3nokayecTBEHHOCTb (PEOXPOMOLMUTOMBI ONPEeaENnAT He Mo
0ObIYHbIM MOPAOSIOTMYECKUM N UMMYHOTUCTOXUMUYECKUM KPUTEPMAM, a NO
HanM4yn MeTacTasoB B HexpomMaPdpuHHOU TKaHU. B HacTogdllee BpeMs
MeTacTazamMy PeoxXpoMOLIMTOMbI CHUTAOT NOPaKEHNE KOCTEN U
NapeHXMMaTO3HbIX opraHoB. [1pn MyTaumax B reHe, KOAUPYOLLEM
cybbeanHnuy B cykumHatgermgporeHassl (SDH-B), XTI nmeet

3roKavYeCcTBEHHbIN xapaktep bonee, 4em B 40 % HabnogeHun.

Stolk RF, Bakx C, Mulder J, Timmers HJ, Lenders JW. Is the excess cardiovascular morbidity in
ytoma related to blood pressure or to catecholamines? J Clin Endocrinol Metab.

2013;



[InarHoCcTrka heoXpOMOLIMTOMbI 1 NaparaHrimomMbl
(OXLYTI).

NMoka3zaHnamMu Ana OUNarHOCTUKMU C*)eOXpOMOLI,I/ITOMbI ABJTAOTCA.

-cumntomMbl GXLUTIT, ocobeHHO napokcnamarnesHoro tuna (Al
Taxukapaumsi, rorioBHasa 6orb, npodysHast NOTNNBOCTD);

-MHUWOeHTanoMa Haano4yeyHuka (HesaBmcumo ot Hanuuusa Al);

-cumntombl GXLUTIT, cnpoBoumMpoBaHHbIE MEONKAMEHTO3HO
(aHTaroHUCTbl gonamuHa, onnounabl, HrIMouTopsl MAQO, MHIIMBUTOPEI
obpaTHOro 3axearta HopagpeHanuHa n cepoToHUHA, KOPTUKOCTEpOUAbI U
T.4.) U NPU NOBbLILLEHNN OaBIIEHNA B DPIOLLHOW NONOCTY (nanbnauus,
MoudeuncnyckaHue, gedekauus);

-OTAMOLWEHHbIV CEMENHbIV aHAMHE3;
-Hanm4ne OXL/TIT B aHamHes3e y naumeHTa;

-Hanu4yue rnodbIX KOMMOHEHTOB HacneACTBEHHbIX CUHOPOMOB,
accoummpoBaHHbix ¢ PXL/TIT.

—King KS, Pacak K. Drugs and pheochromocytoma— don’t be fooled by every elevated

metanephrine. N Engl J Med.2011;364:2268-2270.




OnarHocTnyeckue Kputepumm

Xanobbi: PusnkanbHoe obcrnegoBaHue
ronoBsHble 6onu; (BO Bpemsi cUMnaTo-afapeHanoBbIX KPU30B):
*FOJSTOBOKPY>KEHUE;

*HapylleHne 3peHn; 6r1eaHOCTb KOXHbIX MOKPOBOB U CINU3UCTLIX;
*yyallieHHoe cepauebuneHue; MNOTNUBOCTb, TPEMOP KOHEYHOCTEW;
*NOTNMBOCTD, CYXOCTb A3blKa U CNU3UCTbIX;

*4yBCTBO TPEBOIN N CTpaxa, noBbieHne All, cMeHsoLLLeEeCH TMNOTOHUEWN;

*nepedou B pabote cepaua (Taxvikapams); | taxukapaus;

*npopysHas NOTNMBOCTb; HapyLLleHWsa cepaeyHoro puTma;
*CYXOCTb BO PTY;

*TPEMOP KOHEYHOCTEN BO BpeMs kpm3os Al
*rIOXyZaHue.

AHaMHe3; aptepuanbHaga runepTeH3ns;
*PE3NCTEHTHOCTb K CTaH4apPTHOU MMNOTEH3UBHOW Tepanuu;

*MOJS1010M BO3pacCT, HexapakTepHbin Ans pa3sntma Al ¢ KpM3oBbIM TEYEHUEM, PaHHEE
passuTtue ocrioxxHeHun Al; Al B JeTckom Bo3pacrTe.

*rnoxyaaHue,

*HanMune MHUMOEHTaNOMbl Hagno4YeYyHKa (criydanHo BbisiBlIEHHbIE 0bpa3oBaHUS)
HagnoyeYyHvka (He3aBUCUMO OT Hanunyusl apTepuanbHON rMNeEPTEH3NN));

*OTArOLLIEHHbIN ceMenHbIn aHaMmHe3 (Hannune OXLI/TIT);

sHann4yune NoodbIX KOMMNOHEHTOB HacnegCcrBeHHbIX CMHOPOMOB, aCCOLIMMPOBAHHBLIX C
OXLL/OL:




KnnHnyeckue npusHaku cuHApPOMoOB, accoummpoBaHHbIx ¢ PXLY/TII

M3H 2A

MeayuispHbIi paK MUTOBUIHOH JKee3bl, IEPBHYHBIH
[UIIEPIAPaTHPEO3, KOKHbIC AMHJIOH/IHBIC JIMXCHH(UKALUHI

M3H 2b

IMetysL1spHBIii paK MUTOBIHOI Kene3bl, Ae(opMalHH
cKeieTa, raHrJIHOHEHpOMATo3

bonesus pou ['nnnens-JInupay
((VHL-cuspom)

['emanrnodnactomsr L{HC 1 cetyatku, kapuuHoMa nouku,
KHCTBI M HEHPOIHIOKPHHHBIE OITYXOJIH MOKENY104HO
Ke/Ie3bl, 0MYX0JIb SH0IUM(ATHYECKOT0 MEIIOYKA CPE/IHEro
VXa, nanuuispHas HCTaleHOMa IPHJIATKa AHYKA U LHPOKOH
[CBA3KH MaTKH.

Heitpodubpomaro3 | Tuna

KoskHbli HeilpouOpOMaTo3, rHNEPIUT MEHTALIUS
[10/IMBILICYHOH W/WIH NaX0BOH 001aCTH, TUTMEHTHBIE IATHA
l1BeTa «KOE C MOMOKOM», FaMapTOMbl paLyKHOi 0007104KH

[r7a3a (y3enku Jluma), kocthbie anomanmu, rmoMst [IHC




COOHbIe BbI3BaTh anu3oa noBbiwweHns Al nnun
Taxumaputmum y naumeHtToB ¢ PXL/TT

I'pynna npenaparos

IIpumep

brnokaropsl nodamunoBeix /{2 — peuentopos
|(BKIIrOHasi HEKOTOpPbIC NTPOTUBOPBOTHLIE
rnpernaparbl ¥ HEHPOJICNITHKH
[(anTHIICHMXOTHYECKHE Cpe/IcTBaA)

MeToknonpaMu/, CyJbIIHPH/, aMHUCYIILITUPHUI,
THATMPH, XJIOPIpPOMa3HH, [TPOXJIOpIIEpa3yuH,
IpOTIepH 101

brnokaropsl B-aapeHopenenTopoB

(HeceJIeKTUBHBIC U B OONBIIMX JO3ax-

CeJICKTHBHBIC )™

[ITponpanos10s1, COTAJIOJ, THMOJIOJ, HA/10JIOI,
naberasnon

I(.‘. MMIIATOMHMCTHKH

Ddenpun. nceaordenpul, peHdirypamuH,
MeTundenuaar, peHTEpMHH, JeKcam@peTaMUH

[OnuouHbIC aHAIBICTHKH

Mopdun, Tpamanosl, NeTHAUH

Muaruduropsl oOpaTHOro 3axsara
HOpaJpecHalMHa (BKJIIO4Yasi TPULMKIHYECKHE
AHTHU/ICIIPECCAaHThI)

AM HUTPpHUIITHJIMH, HMHIIpaMHH

Murnburtopsr oOparHoro 3axsara CEpOoTOHHHA

[lapokceTHnH. diiyokceTHH

Nuarnburopst MAO

Tpauunuunpomu H, NIOKJIO6CI\!HI[, (bCHCJT3HH

[ TIOKOKOpPTHKOCTEPOH1bI

/lekcameTa30H, NPEeAHNU30JIOH, T'HJIPOKOPTHU30H,
loeramerazoH

[lenTuas:

AKTI', rimrokarox

MuopenakcaHTBI

ICyKuuHanonnH, TyOOKYypapHH, arpakypHil

*- npu 6nokazne B2-aapeHopenTopos, 0OnasalOMIMX JUTHYECKUM JCHCTBUEM IIPH COKPAILICHUH
rjiajJKMX MBbIIIL COCY/0B BO3HHMKACT NnapojoKcaiabHOe noBeineHue AJl (peHoMeH nposBiseTcs
[IpH aJIp€HAJIMHOBOM THIIE€ OITYXOJICBOH CEKPEILIHH).




JTabopaTopHasi anarHocTuka

B kayecTtBe MeTtoaa nepBu4yHoun aunarHoctmkm OXLI/TT pekomeHaoBaHo:

-onpegeneHne cBoboaHbIX MeTaHepUHOB Nasmbl (MOBbILLIEHWE YPOBHS
meTaHedprHa nNnasmbl KPOBU 00 ANArHOCTUYECKUX 3HAYEHUI);

-onpegeneHne ppakuMoHNpPoOBaHHbIX MeTaHE(PUHOB CYTOYHOMN MOYN
(noBblLLEHNE AKCKpeunn metaHedpuHa (B Hopme <320 MKr/cyT),
HopmMmeTaHedpuHa (B Hopme <390 MmKr/cyT) ¢ MoYyon);

-onpeaerneHne ypoBHS agpeHanmHa n HopagpeHanuHa BO BPEMS
npucTyna;

[Ona nccnenoBaHus agpeHanuHa, HopagpeHanmHa 3abop KpoBu
HeobxoaMmMo NPOBOAUTL B MOMEHT ONMYyX0SieBOro Bbibpoca, T K cBODOAHLIE
KaTexonamuHbl ObICTPO pa3pyLlalnTcsa N BbIBOAATCH U3 MNa3Mbl B TEHYEHME
1-5 MMH, NO3TOMY HaOEXHOCTb ONpeaeneHnsa aTUX nokasarenen KpamHe
Mana.

amepeHne katexornaMmmHoOB MOYM U BaHUIUITMUHOANIEBON KUCMOTbI
(BMK) komnpomeTupoBano cebs MHOXXECTBOM JIOXXHOOTpULATENbHbIX

pe3ynbTaTtoB (YYBCTBUTENBHOCTL 57,7%).

FOknHa M.1O., TpowmnHa E.A., benbuesud .1, Tionbnakos A.H., JIbiceHko M.A.
nToma/naparaHrrimoma: KnmHUKo-reHeTudeckne acnektbl. [pobnemsl

3HaokpuHonornmn.2013.3:19-26.




aToB, BNUAKOLWMUX HA NOKa3aTenun metaHe(ppmHOB
nnasMbl U MOYU (NOXKHOMONOXUTENbHbIN pe3yrbTar)

[Ipenapar (rpynna Ilna3ma Moua
npernaparos) Hopmeranedpunn | Meraneppun | Hopmeranedppun | Meranedppun
AnieraMHHO]EH ++ . ot -
JlaGeTonon - - t -t
|CoTanon - . 4+ ++
lo-Metungona ++ 5 ++ 2
Tpunuxinueckue ++ - R .
AHTH/ICTIPECCAHTBI

bycnupon - 4 . il
|DeHokcnbeH3aMuH ++ - 4 -
Nuruburopet MAO ++ o+ e .
|[CHMnaTOMHUMETHKH ah + +

Kokaun 4 + ++

|Cynbdacanazun ++ . L <
JleBorona - + 4+ n

++ BBICOKOE YBCIIHYCHHC, T YMCPCHHOC YBCIIHYCHHC, - oe3 YBCIIHYCHHA




OTPSA Ha BLICOKYHO YYBCTBUTENBHOCTbL NTabopaTOpHOMN ANarHOCTUKM,
cneunruyHOCTb MEeTOA0B ornpeaeneHnsa ppakuMoHMPOBaHHbIX MeTaHEPUHOB
3acTaBlseT XenaTtb JyYLlero; rnosIoXXuTernbHble pe3ynbTaThl HE BCcerga
noapasymeBaloT Hanmyme onyxosu.

CornacHo peTpocnekTUBHbIM aHanu3am, npoBeaeHHbIX Yu n Wei Ha 1896
naLuueHTax, NIOXKHOMONOXUTENbHbIE pe3dyrnbTaTbl cocTaBnAoT 19-21%.

Bonee, yem 75% Bcex XL/ moryT 6bITb NpaBUbHO AMAarHOCTUPOBAHLI B
3aBMCMMOCTM OT YPOBHS NOBLILLIEHNS U XapaKkTepa cekpeunn metaHedpuHoB.

Hanpumep, coBMecTHOE NoBbilleHNE HOpMeTaHedpuHa N meTaHedpuHa peako
ABJIAETCA NOXHOMOSIOXKUTESbHLIM pe3ynbTaToM, N onpeaeriaeTcd, N0 MeHbLUEN
Mepe, B MOSIOBUHE Cry4MaeB Yy naumeHToB ¢ e0XpOMOLIMTOMON Haano4YevyHuka.
BbissBrieHne TpexXKpaTHOro noBbILLEHNA NMOO HopMmeTaHedpuHa, NMbo
MeTaHedpmnHa Takke obnagaeTt BbICOKOM CNEUNIUYHOCTLIO U He TpebyeT
NOATBEPXOAOLLMX TECTOB.

B0o3MOXXHOU NPUYNHON JTOKHOMONOXUTESBHOIO pe3ynbTaTta MOXeT BbITb Takke
domaunonornyeckuin ctpecc Ha poHe Tskenoro 3aborieBaHNs N UHTEHCUBHOM
Tepanuu, n, Nnpocto nabopatopHasa owmnbka. B Takux criyyassx Heob6xoanMmo
NMOBTOPHOE TECTUPOBaHUE MNOCNe UCKITIYEHUA BCEX BO3MOXHbIX (PakTOpPOB
BIINAHNSA Ha MoKasaTesnun.

Yu R, Wei M. False positive test results for pheochromocytoma from 2000 to 2008. Exp Clin Endocrinol

Diabetes 2010;118:577— 585. Lenders JW, Duh QY, Eisenhofer G, Gimenez-Roqueplo AP, Grebe SK,
Murad MH| Naruse M, Pacak K, Young WF Jr. Pheochromocytoma and paraganglioma: an endocrine

inme TAacinohyvy, 1 Clin Endaoacrinnal Motah 2014 Tiin: OO/RAN-101 5. 19



VIHCTpyMeHTarnbHas gnarHocTuka

Tonunyeckasa guarHoctuka OXL/TII pekomeHgoBaHa TOMbKO Mpu HanmMunm
nabopaTopHbLIX AaHHbIX O ANArHOCTUYECKN 3HAYUMOM MOBbILLEHUN
MeTaHe(PpPUNHOB.

PekomeHgaumst ocHoBaHa Ha BbICOKOW OTpuLIaTENbHOW MPOrHOCTUYECKOW
LLEHHOCTN COBPEMEHHbIX DUOXMMNYECKNX TECTOB.

Bo nsbexaHne dmMHaAHCOBLIX 3aTpaT U HEHY)KHOW Ny4eBOW Harpy3Kku
Heobxoanmo nabopartopHoe noaTeepxaeHne GXL/TT oo npoBeaeHus
BU3yarim3upyroLLnx nccnegoBaHum.

cknoyeHnsa MoryT coCTaBsisiTb HEKOPPEKTHO MPOBOAMMOE BUoxummnyeckoe
TeCTUpOBaHWe, Korga o4eHb BbICOKMW YPOBEHb METADOMNTOB KATEXOSTAMUHOB
onpenenseTcs Kak HopMmarbHbIM B pe3yribTate slabopatopHoro «hook»-adppekra
(«ornyLeHna» ).

OpHako, HeKOTOpbIe NnaparaHriMoMbl He NPOABIIAKTCS MOBLILLUEHNEM YPOBHS
MeTaHedpPWHOB. [1aparaHrnrMombl ronoBbl U LLIEN HE UMEKOT MexaHu3ma
BuocKHTE3a KaTexonaMmMHOB U MOTYyT JOCTUraTb BONbLUMX pa3Mepos.

Gimenez-Roqueplo AP, Caumont-Prim A, Houzard C, et al. Imaging work-up for screening of
paraganglioma and pheochromocytoma in SDHx mutation carriers: amulticenter prospective study from the
PGL.EVA Inyestigators. J Clin Endocrinol Metab.2013; 98:E162-E173




CTpyMeHTalibHad ANarHoCTunkKa

B kauyecTBe MeToaa Bblbopa B Tonmnyeckon gnarHoctuke ®XL| opraHoB
rPYOHOWN KIETKU, OPHOLLHOM MOSIOCTU N Manoro tTa3a pekoMeHaoBaHa
KoMnbloTepHast Tomorpadus (KT), obnagarowias nyywmm
NPOCTPAHCTBEHHbLIM paspeLleHnem 1 ungposon nHdopmaunen o
NAOTHOCTU OMYXOSIN Ha BCeX dpasax uccrieaosaHmns npu cpasHeHnn ¢ MPT.

KT ¢ KOHTpacTMpoBaHMEM ABNSETCHA NPEBOCXOAHbLIM
BU3yann3npyroLum MeToaomM angd ytoudHeHusa nokanmsauum OXLY/TIT ¢
4yyBCTBUTENLHOCTHIO 88-100%. [Mo gaHHbIM KT OXLY/TIT moxeT 6bIThb
FOMOreHHOW U reTeporeHHon, CoSIMOAHON NN KNCTO3HOW CTPYKTYpPLI, C
y4yacTKamMn HeKpo3a U C KalnbumMHaTaMmu.

MPT pekomeHOOBaHO rnauueHTam npw naparaHrnmomax rosioBbl u LLen,
a Takxe, Npu CTPOromMm MHOANBMAyaribHOM OrpaHUYEHUN Ny4eBOU HarpysKu.

[1lna naparaHrnnom ronosbl 1 Wewn yyscTButenbHocTb MPT coctasnser
90-95% .

Gimenez-Roqueplo AP, Caumont-Prim A, Houzard C, et al. Imaging work-up for screening of

paraganglioma and pheochromocytoma in SDHx mutation carriers: a multicenter prospective study from the
PGL.EVA Inyestigators. J Clin Endocrinol Metab.2013; 98:E162—-E173.




|/| CTPpyMeEeHTallIbHad ANarHoCTukKa
CumuHTurpadms ¢ 1231- unu 1311- metanonbensunryanuamtom (I-MUBI)
pekomeHgoBaHa Npu Nogo3peEHUN Ha MeTacTaTUYeCcKoe NopaxeHue,
BHeHano4Yye4yHnKoByo (3a ncknroveHnem OXLY/TIT ronossl 1 Wwen), nnu
peunaunsmpytowyto GXLYTIT, npn nepcnektnee TepaneBTUYECKOro NCNOfb30BaHNS

1311-MVBT . Onsa sbiseneHus ®XL/MT npeanoytutensHee UCnonb3oBaThb

cumHTurpaduio ¢ 1231-MUBI no cpasHeHuio ¢ 1311-MWBIT. Heobxoammo nmeTs B
Buay, 4to B 50% cny4yaeB oTmevaeTcs n3nonornyeckoe HakonsieHMe nsortona B
300POBbLIX HAAMOYEYHMKAX, KOTOPOE MOXET ObITb aCCUMETPUYHBLIM .

NSt PEeoXpoOMOLUTOMbI YYBCTBUTENBLHOCTL cumnHTUrpacdum ¢ 1231-MUBI” coctasnseT
85 - 88% un 56 - 75% ansa naparaHrnMomsl, B TO BpeMs Kak cneumdmnyHocTb 70-
100% 1 84-100% coOTBETCTBEHHO.

YBCTBUTENBHOCTb MeToAa Ans BbiaBneHus metactatndeckon XL/ B npegenax
56-83%,a ons peunansupyrowen npumepHo 75%. [ns naumueHToB ¢
meTactazamu OXLYTIT, nmetowmx NpoTUBONOKa3aHUAa K onepaTMBHOMY fNEYEHUIO,
pesynbTaTt cunHTurpadum ¢ 1231-MUBT BaxxeH Ans NPUHATUA PELLEHUs O
BO3MOXHOCTU fevenns 1311-MUBT. Mpu metactatndeckon GXLNMT
pekomMeHoBaHa NO3UTPOHHO-3MUCCUOHHAA Tomorpadus ¢ 18F-
dbTopaesokcurntokoszon B codeTaHnu ¢ KT (MI3T\KT- 18F-PL1I'), koTopas

obnagaet bonbLuen YYBCTBUTEJIbHOCTbIO.. Lev |, Kelekar G, Waxman A, Yu R. Clinical use and

utility of metaiodobenzylguanidinescintigraphy in pheochromocytoma diagnosis. Endocr Pract. 2010;16:398-407.

Fonte JS, Robles JF, Chen CC, et al. False negat|ve 123I-MIBG SPECT is mostcommonly found in SDHB-related
phe guency to develop metastatic disease. Endocr Relat Cancer.2012;19:83—




MHas gnarHocTuka

[ eHeTUYecKkoe TeCTUPOBaAHME

[Onsa Bcex naumeHToB ¢ XL/ pekomeHOgoBaHO pacCMOTpPeEHUE Bonpoca O
npoBeAeHnn reHeTn4eckoro oocnegoBaHust. [ eHeTUYECKUn NOUCK OOIMKEH
OCHOBbIBATbCSl HA KOHKPETHbIX (DEHOTUNMNYECKUX NPpU3HaKax 3aboneBaHns u
JaHHbIX CEMENHOro aHamHe3sa.

C 1990 roga 6b1m oTKpbITHI 14 reHoB, accouumpoBaHHbix ¢ XL/ NF1,
RET, VHL, SDHD, SDHC, SDHB, EGLN1/PHD2, KIF1 3, SDH5/SDHAF2, IDH1,
TMEM127, SDHA, MAX n HIF2a. Ponb mytaunn EGLN1/PHD2, KIF1 n IDH1, kak
OCHOBHas npu4ymHa HacrnencrteeHHon OXL/TTT, He Bbina noaTBepXaeHa B ApYrnx
nccnenosanuax. Mytauusa B HIF2a, oTmedyeHHas y HEKOTOPLIX MaLMEHTOB, Takxe,
TpebyeT noaTBEPXKOAEHUS.

CyLecTByeT HECKOMBbKO NPUYNH HEOHBXOOMMOCTUN rEHETUYECKOro TECTUPOBAHUS
y Bcex naumeHToB ¢ OXL/TI: 1) bonee Tpetn Bcex nauneHtoB ¢ XL/ nmetot
HacrneacTBeHHble MyTauuu; 2) y bonee, yem 40% nauneHToB ¢ myTtaunen SDHB
BbisiBNseTcs 3nokadectseHHaa GPXLYTI; 3) auarHoctupoBaHne HacneaCcTBEHHOIO
CUHApoMa y npobaHaa 3anor CBOEBPEMEHHOW ANArHOCTUKU U NeYEHUs ApYyrnx
YSIEHOB CEMbW; 4) BO3MOXXHOCTb MCMOSIb30BaHUSA NpeanMIiIaHTaLnoHHON U
npeHaTanbHOW ANarHOCTUKM.

FOkuna M.1O., TpownHa E.A., benbuesnd A.I., TionbnakoB A.H., Jlbicenko M.A.
deoxpomMmouuFoma/naparaHrimomMa: KnnmHUKO-reHeTuYeckne acnekrbl. [pobnemsl
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eTn4ecKkoe TtectmpoBaHue

MauneHTtbl ¢ XL/ moryT umeTb 0CODEHHOCTH, YKa3blBalOLLME Ha BbICOKYHO
BEPOSITHOCTb HAacneACcTBEHHOro 3aboneBaHnst: OTArOLLEHHbIM CEMENHbIN aHaMHES3,
apyrue cnHagpomaribHble NMPosiBIIEHNA, MynbTUdoKanbHas, 4BYCTOPOHHSAS,
eunanBupyroulas, BHeHaano4ye4YHmkoBas u 3nokadectseHHas OXLYTIT.

[Tocne coobLueHnsa Neumann et al. , TMnMpoBaHWe OCHOBHbIX FEHOB,
ccounmpoBaHHbix ¢ XL (SDHB, SDHD, VHL, RET), npoBeaeHo elle B BOCbMU
ccriegoBaHusix, B oowen cnoxHoctn y 3694 naumeHtoB ¢ 1250 HacneacTBEHHbIMU
yTaumsamm (33,8%). Camas pacnpocTtpaHeHHas myTauus B reHe SDHB (10,3%),
anee SDHD (8,9%), VHL (7,3%), RET (6,3%) u NF1 (3,3%). HacneaocTtBeHHble
ytaunm SDHC, SDHA, MAX n TMEM127 BbigBnanuce ¢ Yactoton meHee 2%. [pu
bcnegoBaHum 315 nauneHToB ¢ oveBuaHo crniopagunyeckon GPXLYTIT He Bbino
bIABSIEHO HM ofHoro cnyyvyad mytauum SDHAF2 .

BeposTHocTe myTauum y naumeHtoB ¢ XLY/TIT cpeam 6onbHbIX MOrioxe 45 net B 5
pa3 Bbllwe. PacnpocTpaHeHHOCTb HacneaCcTBEHHbIX MyTaunn cpean geten ¢ XL/
0COBEHHO BbICOKA, CKPMHUHI B NOAO6OHBLIX criydyadax Hanbonee aktyarneH.

HeoaHokpaTHO noaTBepXaeHa BbiCOKasi pacrnpoCTpaHEHHOCTb HACIEACTBEHHbIX
MyTauun cpeau naumeHToB C ABYCTOPOHHEN U MyribTudokanbHon GXL/TT .

Jafri M, Whitworth J, Rattenberry E, et al. Evaluation of SDHB, SDHD and VHL gene susceptibility testing in
the assessment of individuals with non-syndromic phaeochromocytoma, paraganglioma and head and neck
paraganglioma. Clin Endocrinol (Oxf).2013;78:898—-906.

Neumann HP,|Bausch B, McWhinney SR, et al. Germ-line mutations in nonsyndromicpheochromocytoma. N




KOHcepBaTUBHOE NeYeHune-
npegonepaunoHHoe BeaeHmne

Bcem nauneHtam ¢ nogospennem Ha OXLU/TIT pekomeHaoBaHa
npegonepaunoHHas NoAroToBka a-aapeHob1oKkaTopamMum.

VcknioveHnem aBnaroTCs NaLmneHTbl C rOpMOHaJ1IbHO-HEAKTUBHbLIMWN OMYyXOJ1AMU
OJ10BbI U LLEWN.

[Mo gaHHbLIM PETPOCNEKTUBHBIX NCCIed0BaHUN, a-agpeHOobnoKaTopbl AOMKHbI
biTb Ha3Ha4YeHbI MUHUMYM 3a 7 AHEN OO0 ornepauunn.

HasHauyeHne a-agpeHobnokaTopoB pekoMeHAYETCA B NEPBYO o4Yepenb Ais
HUXXEHUS pUcka nepuonepaLmoHHbIX OCITOXHEHUA.

ccnenoBaHus noaTBEPAUIIN, YTO NPUMEHEHME a1- aapeHobnokaTopoB
CBSI3aHO ¢ 6bofiee HU3KMMKU NpeaonepaunoHHbIM gnactonndecknm ALl n
MHTpaonepaumoHHon HCC, ny4dwnm ncxogom nocrieornepaunoHHoro nepnoaa um
MEHbLLNUM KONIMYECTBOM NOBOUHLIX 3O EKTOB, TAKNX KaK peakTMBHAA Taxmkapams u
nroxoynpasrsemMas NoCToAHHasA rnocrieonepaunoHHas rmnoTOHUS.

meroTcsa nccrnenoBaHust, KOTOpbIE HE NoKasanu pasnuyni B NpUMeHeHNN
CENneKTUBHbIX N HECENEKTUBHbLIX O-aApeHO6I0KaToOpoB.




KOHcepBaTUBHOE NevyeHune

BnokaTtopbl KanbuueBbIX KaHaNoB Yalle BCcero NnpMMeHsTCA B
KayecTBe AONOJIHUTENbHbLIX NpenapaTtoB AN JaNbHEWLWero ynyyleHums
KOHTPOMNSA apTepuansbHOro AaBneHuns y naumeHToB, KOTOPbIM yxXe 6bInn
Ha3Ha4eHbl a —agpeHobnokaTop.bl .

HekoTopble cneunanucTbl NpeanararnT UX UCNOoMb30BaTh Kak npenaparhbl
nepBoun JINHUN.

B-agpeHOONOKaTOpbl HA3HA4YaKTCA NpeaonepaLMoHHO NPU TaxnKapaum
U TONMbKO Nnocne npeaBapuUTenbHOro NnpuMeHeHUs a-agpeHobIoKaTopoB.

[MpmeHeHue B -agpeHobnokaTopoB 6e3 NpeaBapuUTENLHOINO NCNOMb30BaAHUS
a -agpeHobnoKaTOPOB MOXET MPUBECTU K COCTOAHUIO HEYNPaBisaeMOn
reMmoanHaMuKN.

He cyuiectByeT 060CHOBaHHbLIX AOKa3aTeNbCTB O NPeanoYTUTENBHOM
NPUMEHEHUN CENEKTUBHbLIX 3-aapeHO00NoKaTOPOB Ha[ HECENEKTUBHBIMM.

He pekomeHayeTcs npumeHeHne nabertanona B Ka4ecTBe NepBoOHaYanbHOn
Tepanuu BcrneacTeue 6bonee mowHoro B- agodpekra (a:3 B COOTHOLWEHUN 1:5).




KoHcepBaTMBHOE NneYyeHne

HekoTopble cneunannucTbl CHUTAKOT, YTO NauneHTam C
HopMarnbHbIM ALl MoryT He Ha3Ha4aTbCcs a1-agpeHOBTIOKaTOpPHI.

Tem He MeHee, TakUM NaLMeHTaM pekoMeHayeTcs Ha3HavyeHne a-
agpeHoboKkaTopoB AN NpeaoTBpaLleHns Henpeackasyemoro
noabemMa apTepuanbHOro JaBneHUs BO BpeMsl onepauum.

Ha HebonbLlion nepuon BpeMeHU nepeq onepaumen MmoryT
NPUMEHATLCA BNokaTopbl CUHTE3a KaTEXONTaMUHOB, B TOM YUCSIE B
KOMBMHaLWM C a -agpeHobiokaTopamu .

Lenders JW, Duh QY, Eisenhofer G, Gimenez-Roqueplo AP, Grebe SK, Murad MH, Naruse M, Pacak K,
Young WF Jr. Pheochromocytoma and paraganglioma: an endocrine society clinical practice
guideline. Endocrine Saciety. J Clin Endocrinol Metab. 2014 Jun; 99(6):1915-42.

Shao Y, Chen R, Shen ZJ, et al. Preoperative blockade for normotensive pheochromocytoma: is it
necessary? J Hypertens. 2011; 29:2429-2432.




KapCTBEHHbIe npenapaThl NpeaonepaLnoHHOro
nepuoaa.

[NMpenapatbl 1 NUHUN:

[Jokcas3o3unH -HavanbHaa 403UpoBKa -2 Mr/CYTKU,MakcumaribHast 4o3upoBKa
32 mr/cyTkn. Hauvano npumeHeHusa -10-14 gHen oo onepauumu.

lNMpenapatbl 2 MIMHUK. AUTMOPONUPUAMHOBBIE aHTAaroOHUCTbI Karnbuug
obaBnsaTCA K NpenapatamMm 1 nnHuM npy HeobXoaMMOCTH
MNMpenapaTtbl 3 NUHUK. b-agpeHObNoKaTopPskI.

ponpaHonon (HavanbHaa gosa -20 mr 3 pasa B cyTku, 40 Mr 3 pasa B CYTKU
MakcumarnbHasi) unu ap. b -agpeHobnokatop.

Hayano npuMmeHeHusa -MMHUMyM 4Yyepes 3 AHA nocre HasHayeHud
npenapaTtoB 1 NUHUN.

Kputepun achpchbektuBHoCcTVM npegonepauMmoOHHON NOATOTOBKM
-HOpManusauus ypoBHS apTepuaribHOro gaBrieHns,
-AOCTXKEHNE LIeNeBON YacTOThbl CEpAEYHbIX COKPpaLLEHNN,

-JINKBNdaund nHOyLumnpoBaHHOIO N30bLITKOM KaTeX0naMMHOB
rmnoBoJsyieMn4eckoro cnmHapoma.




OTCYyTCTBYIOT JOKa3aTeNbCTBA O HEOOXOAMMOCTM HA3HAYEeHUSA AUEThI C
BbICOKMM COZEp>KaHNeM HaTpuUs 1 Npuema noBbILLUEHHOro KONM4yecTBa
XWUOKOCTM.

OpfHako, corflacHO PeTpoCneKTUBHbIM AaHHbIM, BKITIOYEHNE B paLMOH ANETHI
C BbICOKMM coAepXaHMeEM HaTpUs Yepes3 HECKONMbKO OHEW NOcne Havana
npuemMa a-agpeHobokaTopoBs, NpeaoTepallaeT CHMKeEHNne obbema
LMPKYJTMPYHOLWEN KPOBU, pa3BUTUE OPTOCTAaTUYECKON TMNOTEH3NN Nepes
orniepaumen n CHIXKaeT PUCK 3HAYUTENBLHON apTepuaribHOM MTMNOTEH3UN Nocne
yaaneHus onyxosnu.

BHyTpuBEHHOE BBEAEHME DN3MONOrMYECKOro pacteopa (1-2 nutpa), Takke
9 hEeKTMBHO, OCODEHHO BEYEPOM HaKkaHyHe onepauun. [lokaszaHo, 4YTo
NPUMEHEHNE TOSbKO a-aapeHobnokaTopoB NpeaoTBpaLlaeT noTepo obbema
KpoBu y 60% nauneHToB.

OnTumManbHbIN YPOBEHb apTepUarbHOro AaBneHus 4OMKEH COCTaBNATb
meHee 130/80 MM pT. CT. B nonoxeHuu cuas n bonee yem 90 mm pT. CT. AN
CUCTOSNIMYECKOro apTepmnanbHOro AaBrieHns B MOJSIOXKEHUM CTOSA, NPU YacToTe
nynsca B 60-70 ygapoB B MUHYTY cuas Ans B3POCHbIX NaLnNeHTOB.

OnpeneneHne LeneBbiXx reMognuHam. 3Ha4eHnin Heob6xoaMmo NPoBOANTD B
COOTBETCTBUM C BO3PACTOM N HanNn4inem cepaevyHo-CoCcyancThbix 3aboneBaHui
y nauueHTa .




OnepaTuBHOE fie4yeHne

[TauneHTam ¢ Hagno4Ye4YHNKOBOM DEOXPOMOLIMTOMON PEKOMEHAYeTCA NPOBOANTL
nanapoCKONnUYecKyro agpeHan3KToMuIo.

Ona 6onblunx (bonee 8 cMm) N MHBaA3MBHbLIX ONyXoNnen NpeanoyYTUTENeH OTKPbLITHIN
OOCTYN BO n3bexaHmne noBpeXxaeHns Karcyrbl Ornyxonu n ee AUCCEMUHUPOBAHUS.

JHgockonnyeckoe yaaneHne BHeHagnodeyHmkosbix XL/ pekomeHayeTca
TOJIbKO B CreunanmsnpoBaHHbIX Be4yLMX XUPYPrmyYeckmux LeHTpax, UCKMYUTENbHO
018 HeEMHBa3WBHbIX MaparaHriMom Maroro pasmepa.

B TeueHune 5 net nocne onepaunn no nosoay deoXpoMOLINTOMbI BbRKMBAKOT
06bI4HO Bonee 95% BonbHbIX, @ YacToTa peunansoB He aocturaeT 10%.

[nsa KoHCcTaTauum ycnewHoro yganeHus onyxonu, nabopartopHoe obecriegosaHme
OOJMKHO ObITb BbINOSHEHO MOCE BOCCTAHOBUTENLHOIO nepmoaa (Yepes 2-4 Hegenu
nocrie onepauun).

Peabunutauus

PekomeHayeTca exeroaHoe nabopatopHoe obcregoBaHme ans UCKIYeEHNS
peunanea n metactasmposaHus OXLYTT, HabnogeHne n nedeHmne conyTCTBYHOLLNX
3abofieBaHU B paMkKax BbISBIEHHbIX HAacneACTBEHHbIX CUHAPOMOB.

Amar L, Fassnacht M, Gimenez-Roqueplo AP, et al. Long-term postoperative follow-up in patients with
apparently benign pheochromocytoma and paraganglioma. Horm Metab Res. 2012;44: 385—-389. Goers TA,
y JF, Matthews BD, Quasebarth M, Brunt LM. Outcomes of resection of extra-adrenal
pheochromogytomas/ paragangliomas in the laparoscopic era: a comparison with adrenal
pheochromogytoma. Surg Endosc. 2013;27:428-433.







