r60Y BMO NEPBbI MOCKOBCKUU
IF'OCYIAPCTBEHHBIN MEOVULUMHCKUA
YHUBEPCUTET
UM. U. M. CEMEHOBA MUH3OPABA POCCUU

Adrenal Cortex

Pheochromocytoma

Adrenal Medulla

[ToaroroBuna cTyneHTka 6 Kypca gedeOHoro (hakynbrera
Cxunan Exarepuna Cepreesna

Hayunsii pykoBoagurens Moprynosa TarbsiHa
bopucosHa,

K.M.H., JOLEHT Kadeapbl 3HAOKPUHOJIOT U




deoxpomoLmTOMa

[OpMOHanNbLHO akTUBHAsA ONyXosb
XpomMadpPUHHbLIX KNETOK CUMMNATUKO-
agpeHanoBon CUCTEMbI HAAMNOYEYHUKOBOW
MNN BHEHAANOYEe4YHMKOBOU Nokanmsaumnu,
cekpeTumpytoLliasa bonbLIoe KOIMYeCcTBO
KaTexoflaM1uHOB

[1lobpokavyecTBeHHasA/3M10Ka4eCTBEHHAS
onyxonb AlTY[l-cncrtemsol

CnHOPOM MHOXXECTBEHHOW SHOOKPUHHOM
Heonna3ug

“‘Manag sHuumknonegus Bpada- aHgokpuHonora” A.C. Ecpumos 20071



ANagemMmnonorus

YacTtoTta B nanynauum 3 cny4vada Ha 100000
4yenoBek

Cpeaun 6onbHbIx ¢ Al 0,2-0,7% (2015r)
B P® 40-70 Tbics4 BOMbHbIX
B 10% cny4asax OByCTOPOHHSAA Nokanmaauns

deoxpomountoma B 10% cnyvaax nmeet
CEMEWNHO-HACeOCTBEHHbIN xapakTep (
ayTOCOMHO-AOMWUHAHTHbLIN TUM HAcregoBaHUSA)

Cungpom Cunna, 6onesHs Xunnenn-JinHgay,
cuHgpom MOH 2a n 26, 6one3Hb doH
PeknuHrxayseHa

Ualle y XeHwmH 25-50 net

http://proendocrinology.com



[ eHeTuKa
RET-npotooHkoreH ( MOH 2a n 20)
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-L-reH ( cuHapom dooH Xunnenb-JInHaay)
-1-reH ( 6bonesHb PoH PeknunHrxayseHa)

DHD- SDHB-reHbl (cemenHblie

BHECUHOPOMHbIE (PEOXPOMOLUTOMbI U

naparaHrimomol)




dun3nonorna

CeKpeTunpyer :
AQpeHanuH
HopagpeHanuH

[lodbamuH

CepoTOHUH

BUT

ComaTtocTaTuH

OnuongHble nenTuab

a- MCI'

KanbUUTOHWH

[lapaTropMOH- NogodHbIE NenTuabl
HeunponenTtung Y




AP P eKTbl KaTEXONTAMNHOB

Anbda2-agpeHopeLenTopsl
Ba3oKOHCTpuMKLUUA
beta2-agpeHopelenTopbl

[TonoXXntenbHbIU UHO-, XPOHO-, APOMO-,
BaTMOTPONHLIN 3D EKT

Bazoaunnarauusd

CHWXeHne ToHyca COKpaTUTENbHOW aKTUBHOCTHU
MUOMETPUS

BpoHxoannatayns
CTnmynauua rmmkoreHonunsa

“OnemeHTtapHas dapmakosnorua” B.B. Manckmn
2009r



CuuMmnTOMBDI

[loTepsa macchl Tena
PasopaXnutenbHOCTb
HapyLlleHne 3peHnd
punuesl

onuypus, nonnanncus
OuwyuieHne KOMKa B roprie
LLlym B yLuax




TeyeHne 3aboneBaHus

PeoxpomMoLUTOMA

2\

*[MapoKkcuamanbHas
=[loCcTOAHHAA
"CMellaHHasn
"beccuMnToMHas



Kpn3oBoe Te4yeHune
(napokcmnamarnbHast dopma

becnokoncTeo, cTpax cMepTu
[Npoxb, 03HOO Qs
BnegHoCTb KOXHbIX MOKPOBOB M
[onoBHaga 601b

Bonb B obnacTtu cepaua, 3arpyauHHbie 60nu
TowHoTa, pBOoTa

[ToBbILLEHME TEMMepaTypbl TeNa
CyxocCTb BO pTYy

HapylueHune 3peHud

Ha gooHe BHe3anHoro nosbilleHns ALl o
Onutea 5-20 MuH

[MpucTyn KynupyeTcs caMOCTOATENBHO

.......

O OO OCOOCO>COCO0OCOCOOCOOCO O

«Pheochromocytoma and Paraganglioma: An Endocrine Society Clinical Practice Guideline», 2014



Kpn3oBoe Te4yeHune
(napokcuamanbHas dopma)

4 [locne camocToATenbHOro KYNMMpoBaHUA

npuctyna:
1 F'mnoToHNnsa
1 CnabocTtb

]
]
]

‘MnepemMumna KOXHbIX MoK
"Ipodpy3HOEe NoTOOTAENEHME

lonunypus

«Pheochromocytoma and Paraganglioma: An Endocrine Society Clinical Practice Guideliney,

2014



CTtabunbHas dpopma
[locTosiHHag Bbicokasa Al |

HapyweHne oyHKLMOHANbLHOIo COCTOSAHUA NOYeK

3mMeHeHunda rma3Horo aHa
[ToBbIlLEHHAA BO3OYOMMOCTb
JTabnnbHOCTb HAacTpoeHne
YTOMNAEMOCTb § '
[onoBHas 6ornb 4( ?‘;

[lopakeHne opraHoB-MULLIERG:.
[ nepToHM4Yeckas saHuedanonaTus
[ MnepToHWM4YeckKas peTuHonaTug

«Pheochromocytoma and Paraganglioma: An Endocrine Society Clinical Practice
Guideline», 2014



beccumnToMHaga dpopma

1 OcTpas nesoxenyaoo4vkoBas
HeOoCTaTOYHOCTb

i I'IceBoaHrMH03Hb|e a6u0|v|MHaanb|e 6on|/|

] vy - b —4



“INpoBokaTtopbl”

XUpyprnyeckoe BMeLLATENbLCTBO
[TyHKUMOHHaA buorcnst HoBoobpa3oBaHUA
AHecTe3ns

EcTecTtBeHHOE poaoopas3pelleHne

BHyTpuBEHHOEe BBeAEHNE MOHU3NPOBAHHOIO
KOHTpacTa

NHbeKunda rrnrokaroHa
MouencnyckaHue/ akT gedekaumnm
HepBHO-aMOLIMOHAalNbHOE NOTPACEHNE

“CMDT. Chapter26 Endocrinology” Paul A. Fitzgerald, 2014



LndpepeHunanbHaa onarHocTuka

KpnsoBoe TeveHune I'b

TWUPEOTOKCUKO3

[TaHn4Yeckne aTaku ( cuMnaroagpeHanoBbIy
Kpun3)

NcTepusa/ nctepnyecknm HeEBpO3

[lpununBebl BO BpeMA MeHonay3bl



[lnarHoCTN4eCcKnm NOnCK

Al y nauneHToB monoxe 40, nnoxo
noagaroLlasica rmnoTeH3NBHON Tepanun

CemMenHbI aHaMHe3 no
HacneaCcTBEHHbIM CUHAPOMAaM

JleyeHne peoxpomMoLNTOMbI B
aHamMmHese



[lnarHocTuKa

[Tnasma KpoBMu:
HopmeTtaHedpuH 6onee 200 nr/mn
MeTtaHedpuH bonee 90 nr/mn
XpomorpaduH A boree 48 Hr/mn
Moua:

bonee 2,2 Mkr metaHepuHa Ha 1 Mr
KpeaTUHUHa

“Current medical diagnosis & treatment. Ch.26 Endocrinology” Paul A. Fitzgerald, 2014



Tonnyeckasa aMarHoCcTuKa

Y3 (89-90%)
KT / 3T (85-90%)
MPT 1 MCKT (90-100%)

CuuHTUrpadus c
MeTanonoeH3nnryaHngmHom

ToHKkouronbHasi NyHKUMOHHasA buoncus
noa KoHTponem KT/Y3W

AHrnorpadus
CenektuBHasa prneborpadus



[Toka3aHus

YyBCTBUTENBLHOCTbL

HeobxoanmocTb
BBeOeHUsd
KOHTpacTa

JlydeBas Harpyska

[lepBUYHas
Tonnyeckas
OnarHoCcTuKa

88-95%

HenoHHOreHHbIn
KOHTpacT

Y neten u
bepeMEHHbIX,
KOPMSILLIMX
XEHLUMH ang
nepBUYHOU
TOMNYECKOU
ONarHocTuKe

95-100%

OT1 10000

«Pheochromocytoma and Paraganglioma: An Endocrine Society Clinical Practice

()1 /



PagunoHyknmgHas
cunHTurpadoma c MBI,
Me4yeHbim 123
HeJ'Ib3FI I'IpOBO,EI,l/ITb I'Ipl/l anneprmm Ha
nona
Bo Bpemsa npnema LUKIn4eckmnx
aHTUOENPECCaHTOB N LMKIIOOeH3anpuH,

doeHOoTHa3nHa, ranonepuaona,
nabeTtonora, NCUXOCTUMYNATOPC




[lokazaHua kK PagnoHyknmngHas
cunHTUrpapmna c MUbBI,
MeYeHbIM 23]

esiCHas opraHHasa NPMHaANEXHOCTb 3aOPOLLIMHHON
OMyXOJn

BHeHagno4ye4yHmnkKoBaga nokannalauus
[1ByCTOpPOHHASA Nnokanusauung

Pasmep onyxonu 6ornblie 10cm
Hannyne otaaneHHbIX MEeTacTas3oB
PelnanB 3nokavyeCcTBEHHOro BapuaHTa

HeogHo3Ha4uHble aaHHble KT/MPT v
nocrieonepaunoHHbIN KOHTPOSb

Bo3mo)XHoe coveTaHue c ApyruiMn 3HOOKPUHHBIMU
HeOoNnJasnamm

ObcnenoBaHme OOMbHbLIX C cCEMENHbIM aHaMHE30M




ApTepuorpapus
4 [lokasaHus:
1 bonblune pasmepbl Onyxonu

1 YTOYHEHNE UCTOYHUKOB KpOBOCHa6>KeHI/IFI OonyxoJin

1 YTOYHEHME BO3MOXHOU MHBA3UN «COCEOHUX
opraHoB»

1 VlcknioveHmne cTeHo3a NoveyHbIX apTepum

«Xnpyprusi» Betwes [1.C., CumoHeHko B.b., innonntos J1.U.
2002



[lononHuTernbHble METOAbI

CyTo4yHOE MOHUTOPUPOBaHne AL
[locToBEpHasa AnarHocTuka rurnepTeHsnm
OnpepgeneHne popmbl rMNEPTOHUMU
OueHKa 4YacToTbl U BblpaXX€HHOCTU KPU30B

buoxnmmnyeckmn aHanms KpoBu
[ MneprnnkemMmung

[ eHeTn4Yeckoe nccneaoBaHue

[TaparaHrnMHomMma — Ha MyTaumio reHa
CyKUMHaTaermaporeHassbl




[lpegonepalMoHHaaA NoAroToBKa
CuMmnTomMaTnyeckas Tepanus.

1.

HecenektnBHble (PeHokcndbeHzamuH 10-120mr 2
pas3a/aeHb)

- CenekTtumBHble ([lokca3o3unH 0,25-2r 4 pasa/geHb)

OTMEHSII0TCA HakaHyHe NNnaHOBOW onepaLumu
2.

® arteHonon 25-100mr 1p/geHs, | .
meTonposion 50-150mr h\ -

TonbKo nocne AoCcTuxeHna adpdekra
a-aapeHobIoKaTopoB
3.

® HwundegunuH-petapg 40-60mr 1pas/geHb, amnogunuH
5-10mMr/geHb



[TaToreHeTn4yeckas Tepanusi.

MeTnpo3uH BHYTpb no 0,25-5r/cyT B 4 npmnema
(OTMEHUTL HaKaHyHe NfaHoBOW onepaumn)

: C NoBbILWeHHbIM coagepxaHnem NaCl,
OocTtaTodHada BogHaa Harpyska
(NMpodounakTuka nocrieornepaumoHHOM
MNOTEH3UN)

: All, HCC, rmukemuns



JleyeHune

® XUpypruyeckoe nevyeHume:
1 140/90 MM pT CT
1 CtabunbHasa OKI He meHee 4-7 oHen

INNanapockonuyeckaa agpeHanakToMmug
[lonocTHasa agpeHanakToMus

Puc. 3. Makponpenapar yganeHHon

$peoxpomoynTomsl. Omyxons secom 1330,
Ao 13 cm B guamerpe




[loka3aHun4a K NONOCTHOW onepaumnm

g

& <

[1ByXCTOPOHHSAA nokanusauus
(OOHOCTOPOHHAA apeHanakToMmus +
pe3eKUna C KOHTpnaTepasribHON CTOPOHbI)

BHeHagno4ye4yHnKoBag fokanm3auus

Pa3amepbl onyxonu (>6¢cM) 1 3HaynTenbHas
cTeneHb MHBa3nKN B OKpY KaroLne TKaHU




[locneonepalnoHHOe BeaeHune

[1pyn pa3BUTUKM TMMNOTEH3NUBHOIO LLIOKA.
KonnonaHble pacTtBopbl
HopannHedpuH B/B
KoHTponb ypoBHA MeTaHedpuHa Yepes 2-4
He[q rnocne onepauun, 3aTeM NoXXU3HeHHOo
exxerogHo
EXxeOQHeBHbIN NOXU3HEHHbLIN CAMOKOHTPOIb
AL
MBI —cunHTUrpadusa 4yepes 3 Mec nocne

onepauumn, 3aTtem Kaxxgble 6 MecsLEB B
TeyeHue 5 net



Peunaus
<+ 10% peunagmneoB cpeaun npoonepmpoBaHHbIX
BOonbHbIX
<+ MeTacTasbl-> XMMuoTepanus:.
1 Lunknodochamug, BUHKPUCTUH, AakapbasuH
1 Temosonomua

1 CYHUTUHNO
1 MeTnposuH




[1pOorHos

Hanunyne metacrtasos
Hann4yne nopaxeHnsa opraHo-MuLLIEHEN

CBoeBpeEMEHHAs AnarHocTnKa nopakeHus
opraHoB-MULLEHEN

Hanun4yne otdrowiaromx pakTopos:
BospacTt
bepeMeHHOCTb
ConyTcTByloLMe 3aboneBaHnsd
[ eHeTn4ecKkas 0eTepMUHNPOBAHHOCTDb

[1ATUNETHASA BbPKMBAEMOCTb
[Tpn nobpokavyecTBeHHOM BapuaHTe 95%
[1pn 3nokavyecTtBeHHOM BapunaHTe MeHee 50%

The NANETS Consensus Guideline for the Diagnosis and Management of Neuroendocrine
Tumors: Pheochromocytoma, Paraganglioma & Medullary Thyroid Cancer, 2014



Cnacnbo 3a BHUmMmaHue!




