JNEKUNN MO S3HAOKPUHONOT NN

3ABOJIEBAHUA
HAOMNOYEYHUKOB




HAAMOYEYHNK - MAPHASA >XKEJIE3A
BHYTPEHHEM CEKPEUNIN, PACTTOJIOXKEHHAA
B SABPIOLULMHHOM NMPOCTPAHCTBE HAA
BEPXHM NMNOJIFOCOM NMOYKNA



HAJITOYEYHUK

1.KOPKOBbIN CJIOH

A) KJIVEOYKOBAA 30HA

(MHUHEPAJIOKOPTHKOMIIBI)

b) ITYYKOBAA 30HA (IJIFOKOKOPTHKOM/IbI)

B) CETYATAA 30HA (AHJPOT'EHBI)
1.MO3IOBOM CJIOH

KATEXOJIAMUHBI (HOPAIPEHAJIVH,

AJIPEHAJIH)
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KNACCUDUKALIUA 3ABONEBAHUNA HAONMOYEYHUKOB

boae3ns u cunapom Kymmnra

IepBUYHbBII THIEPATHAOCTEPOHUIM
IT'MIIEPKOPTUIIU3M . Anapocrepoma (supunusupyrowas onyxois)

Koprtuxoscrpoma (pemunusupyrowas onyxois)

CMelaHHbie OMyXouu (2unepnpooyKyus HecKoIbKUX 20pMoHos)

ITepBUYHBINA TMIIOKOPTUIIA3M
IT'MIOKOPTHUIIN3M
Bropu4HbIH I'MIOKOPTHIIU3M

TACOYHKINS
KOPBI HAIIIOYEYHUKOB

TopMOHAILHO HEAKTHBHBIE ONMYXO0JH HAAMOYeYHHKOB (100poKavecTBEeHHbIE,

JYKOPTHULIM3M
3JI0Ka4YeCcTBEeHHbIE)

IMATOJIOT'UA MO3I'0OBOI'O
BEHIECTBA HAAITIOYEYHUKOB




['NITEPAJIBJOCTEPOHN3M

Tunepanvoocmeponuzm NPeOCcTaBNseT cobon M3bbITOK anbAoCTePOHa B OpraHM3me, KOTOpbIi

MOXeET UMETb MNePBUYHBLIN U BTOPUYHbIV FEeHes.

MepBUYHLIK rMNEePanbLAOCTEPOHU3M — KINHUYECKNA CUHOPOM, Pa3BUBAKOLLMNCS B

pesynbrate n3bbITOYHOW NPOAYKUNN anbaoCTepOHa, NPOSBSOWNNCA HU3KOPEHNHOBOM
apTepuanbHOM rmnepTeH3nen B COMETaHNN C rmnokannemmen. Ero Hambonee yactom NpUYNHOM
SBMSIETCA anb40CTEPOHNPOAYLMpPYOLLAs OnyXorb HagnoyedHuka (cnHgpom KoHHa) . Bnepsbie
apTepuanbHas rmnepteHaus (Al), conpoBoXxaaroLwascsa rmnepnpoaykunen anbgoctTepoHa B

COYETaHUN C OMNYXOSbH KOPbl HAANOYEYHUKOB, 6bina onncaHa [xxepomom KoHHoM B 1954 1.

BTOPUYHbLIN rMNepanbLA0CTEPOHU3M — MNpPencTaBnseT cO60M NOBbILLEHNE YPOBHS

anbAoCTepPOHa, pa3BMBaOLLEECS B pe3ynbraTe akTUBaUMM PEHNH-aHMMOTEH3NH-anb40CTEPOHOBOW
CMCTEMbI NPY PasNUYHbIX HapYyLLEHMAX BOAHO-3IEKTPONUTHOINO 0OMeHa, 0byCrnoBneHHoe

noBbilLleHneEM NpoayKunn peHnHa.



M'MnepanbaoOCTEPOHU3M

STnonorus %

MepBUYHBLIN

AnbpocTpoHnpoayumpyrowas ageHoma  (CMHAPOM o
(1]
KoHHa)

[ BYCTOPOHHSAA runepnsiasna Knyobo4ykoBow 30HbI ”
30%
(vanonaTtnyeckum runepanbaoOCTEPOHU3M)

Penkue cpopmbl (0AHOCTOPOHHASA rMnepnriasna Knyoo4ukoBomn
30HbI, IMIOKOKOPTMKOMANOAaBNSAEMbIN
rmnepanbaoCcTepPOHU3M, anbAoCTepPoOHNpoayLMpyloLWwas

KapuuHoOMa)

BTOopUYHbIN

CTeHO3 no4ye4yHOU apTepumn

3acTonHasa cepaevyHas He4OCTaTOYHOCTb

HecdpoTnueckumn cuHgpom

Tepanus MOYEroHHbIMMU




[MnepanbaoCTEPOHU3M
ITUOSIOrUA

= Anbpgoctepoma — 70 %,

= [1BYCTOPOHHASA runepnnasnga Krnybo4koBow
30HbI KOPbl HAAMNOYE4YHUKOB (MOANONATUYECKUIA
rmunepanbgoctepoHnsm) — 30 %




[MnepanbaoCTEPOHU3M
[laToreHes

= 3a4€epKka HaTpua 1 BblaeneHne Kanus
brnarogaps BNUSIHUIO N30bITKA
anbAoCTepoHa Ha no4kun. B peaynbraTe
pa3BMBAKOTCA apTepuanbHaga rmnepTeH3ns
N rmnokanmemMuns




[MnepanbaoCTEPOHU3M
annaemMmumornorus

= 1-2 % BCex cny4yaeB apTepuanbHou
r’MNepTEeH3NN;

= anbgoctepoma — 1 % Bcex cnyyanHo
BbISIBIIEHHBIX 0O bEMHbLIX 06pa3oBaHUn
HaaNO4YEYHUNKOB;

= B 2 pasa 4alle Yy XXeHLMH



[Mnepanba0CTEPOHU3M
OCHOBHbIE KNTMHn4YeckKue
NposABreHus

= ApTepuanbHasa rmnepTeH3ns

= PEKO — OCNOXHEHUA rMnoKanneMmu:
MblLLeYHasa cnabocCTb,
cygoporu,
nonuypus,
HUKTYPUS




[Mnepanba0CTEPOHU3M
IInarHocTuka

= PeHuH,
= ANbJOCTEPOH,

= BbiCOKOEe COOTHOLLUEeHne
arnbOOCTEPOH/PEHWH,

= OpTocTaTnyeckas npoba,
« KT (MPT) Hagno4e4HUKOB,

= CenekTuBHas Katetepmusauus
HaaMno4Ye4YHNKOBbLIX BEH




[MnepanbaoCTEPOHU3M
OunddepeHumanbHan
ANarHOCTUKa

= YHMNaTepanbHbIN (anbgoctepoma) u
OBYCTOPOHHUU (MaMonaTu4ecKknm
rmnepanbOgocTepoHnU3M) npolecc,

= DcceHunanbHasi rmnepTeHs3uns,

= BTOpUYHbIN rMnepanbOgoCcTePOHU3M
(PEHWH, arnbAOCTEPOH)



[MnepanbaoCTEPOHU3M
JleyeHue

= [Npun anboocTtepome — agpeHanakToMus,

= [1pn nanonatn4yeckom rmrnepanbaoCcTepoHnN3ImMme —

orpaHuyeHne nosapeHHon conun (<2 r/cyT.)
BepowinupoH (200-400 mr/cyT. B 3-4 npuema) B COHETAHUN
C canypeTtukamu (rmgpoxroptuasmg 25-50 mr/cyT.) n

6n0|<aTopaM|/| KalibUMneBbIX KaHaJ10B ( IKBNBAJ1EHTHO

HudpuannuHy 30-90 mr/cyT.)




[MnepanbaoCTEPOHU3M
[lporHos

= [locne agpeHanakToMmuun no nosoay
anbOoCTEPOMbI apTepunanbHOE AaBleHne U

ypoBeHb Kanus Hopmanuaytotes y 70-80 %




PeoxpomMoyumoma

deoxpomMoyumoma — 0r1yxosib M03208020 8elecmea Haorno4Ye4yHUKO8
urnu aKkempaaopeHarsnoeou xpomMagh@pUuHHOU mKaHU, cekpemupyrouwasi
KamexosriaMuHbl (adpeHaruH, HopadpeHariuH), KIUHU4YeCcKuU
rposersnuascs 3rnokadecmeeHHoU apmepuarnbHouU aunepmeH3ueu

Kpu3080c0 me4deHuUs




deoxpomMalmMTomMa
oTnonornsa

= Onyxonb MO3roBoro BellecTBa
Hagno4ye4yHnkoB (90 %; B 10 % —
OBYCTOPOHHASA) UM 9KCTpaaapeHanoBou
XpoMaPPUHHOWN TKaHU (CUMnaTUYEeCKme
raHrmnnmn).

= B 10 % — B pamkax cuHapoma MOH-2 ,
= B 10 % — 3noka4yecTBeHHas



deoxpomaLiMToma
[laToreHes

» [MnepcekpeLns onyxonblo agpeHanmHa u
HopagpeHarnuHa




deoxpomMalmMTomMa
annaemMmumornorus

= ObycnosnueaeTt meHee 0,1 % cny4yaes
apTepuanbHON rmnepTeEH3nn, B BO3pacTe
30-50 net — 1 %.

= PacnpoctpaHeHHocTb — OT 1 Ha 10 ThIC.
0o 1 Ha 200 Tbic. HaceneHus,

= 3aboneBaemoctb — 1 crnyyam Ha 1,5-2
MJ1H. YeroBeK B roa



deoxpomaLiMToma
KnuHunyeckue nposBreHuA

» ApTepuanbHasg runepTeH3ns (B TUMUYHbIX
Cny4yasix KpuU30BOro TeYeHus),

= OpTocTaTnyeckas runoTeHs3uns,
= CepauedbueHus,
= [l1ncnHoa3,

« bonesble owyLleHna pasnmM4yHon nokanusauum (B
rpyau, XXnuBoTe),

= [1lOoTNMBOCTD,

= OwyuieHue xapa,
= becnokoucTeo,

= TOoWHOTA,

= 3anopsl,




deoxpomaLiMToma
KnuHnyeckue nposBreHus

Ocri0)KHeHus:

= cepaeyHada He4oCTaTOYHOCT,

= MH(pAPKT MHUOKapAaa,

= OTEK NErkux,

= HApYyLLUEHME MO3roBOro KpoBoobpalleHus,
= TUNEPTEH3NOHHAA aHUedbanonaTug,

= HapyLUeHNe ToNepaHTHOCTU K yrreBoaam




deoxpomaLiMToma

IInarHocTuka

OnpeneneHne ypoBHA CBOOOAHbLIX
MeTaHepPUHOB (MeTaHeEMPUH U
HOpMeTaHeMpPWH) B Ni1iasaMme N KOHbIOIMMPOBaAHHbIX
MeTaHe(ppuHoB B Moye. MeHee nHpopmMaTUBHO
onpeaeneHmne dKCKpeLnm KOHEYHOrO

MeTabonuta KatexoriaMmHOB — BaHWUIWUII-
MuHganoHon kncnotbl (BMK) n katexonammHos ¢
MOYOWU

KT (MPT) Hagno4Ye4H1KOB
CuunHTUrpadus ¢ metanogdeH3unnryaHnanHom

CKpUHMHIOBOE MccregoBaHne Ha CUHAPOM
M3OH-2 (ypoBeHb KanbUMTOHWHA U KanbLUKS
KPOBW)






MeTacTasbl eoxpomMaLnUTOMbI

Diffuse metastatic pheochromocytoma 123-1-
meta-iodobenzylguanidine scan from a 41-year-old
woman shows diffuse metastatic pheochromocytoma.
Courtesy of William F Young, Jr, MD.




deoxpomaLiMTomMa

OnddepeHumnanbHasn
ANarHOCTUKa

» JcceHumanbHasa rmnepTeH3nsa KpM3oBoro
TeYeHus,

= TUPEOTOKCUKO3,

= [TaHn4eckne atakm
(cMumnaTtoaapeHaroBble KpU3bl),

= /IcTepnyecknn HeBpO3,
= HenmpoumpkynsatopHas AUCTOHUS,
= lHUmgeHTanoma Hagno4yeyHuka




deoxpomMalmMTomMa
JleyeHue

= AOpeHan3KToOMuUA.

= B npegponepaunoHHoM nepunoge —
KOMOMHUPOBaAHHaA Tepanus
a- 1 3-agpeHobnokaTopamu




deoxpomMalmMTomMa
[lporHos

= CMepTHOCTb B CNeynasn3npoBaHHbIX
yupexaeHusax cocTaBaseT 1-4 %.

= [locsie agpeHasaKTOMUU 5-NeTHAA
BbIXXKMBaeMoCTb >95 %.

= Peunamsbl <10 % (nosBsieHMe OMyxXoam B
KOHTpaJ/1iaTepas/ibHOM Hajno4YeyHuke)




BPOXOEHHAA OQUCOYHKLIUA
KOPbl HAANOYE4YHUKOB (BOKH)

Bpox0eHHasi oucghyHKUus Kopbl Hadrno4vyedyHukos (BLOKH,
agpeHoreHnTarbHbI CUHOPOM) — rpyrina ayTOCOMHO-
PELECCMBHO HacneayemMblX HapyLEeHNN CUHTEe3a

KOPTUKOCTEPOUIOB.

bonee yem 90 % Bcex cny4vaes BIKH obycnoerneHo
nedpuuntom 21-rmgpokcunasbl (P450c21). OcTanbHble

doopmbl B[JKH BCTpe4atoTca Kazyuctudeckn peako.



BOKH
ITHnornorus

= MyTauunsa reHa P450c21,

= dYyTOCOMHO-peLecCuBHoe
HaclriegoBaHue




BIKH
[TaToreHes

= CHMXXeHue NpoAyKLUU KOPTU30Aa,
= CHUXXeHue aibA0CTEepPOoOHa,
= [unepnpoaykuua AKTI

= [MnepnpoAaykuusa Hagno4e4HUKOBbIX
aHApoOreHos




BOKH
annaemMmumornorus

= PacnpocTpaHeHHOCTb KNacCUYeCKUX

BapuaHTOB cpeau eBponenueB
cocTtaBngeTt npumepHo 1 Ha 14000

HOBOPOXAOEHHbIX;
» 3HAYUTENbHO Bblille cpeau oTaeNbHbIX
Hauuun




BIOKH
OCHOBHbIEe KNMUHNn4YeckKue
NPOSABNEHUs

= Conbmepsarwwasn dopma: >XeHCKUN
nceBgorepMmadppoauTUM, NpexaeBpeMeHHoe
Nos0BOE pa3BUTME Y Ma/IbUMKOB B COYETAHUM C
AB/IEHUAAMM HAaANOYEYHUKOBOUN HEA0CTAaTOYHOCTH
(06e3BOXXMBaAHME, TMNOTOHUSA, 3/IEKTPO/IUTHbIE
HapyLlleHus).

= [Ipocmas supunbHas popma: aHaNOrMUYHO, HO
HaANoO4Ye4YHUKOBasA HeA0CTAaTOUYHOCTb (4edULmT
a/ibJOCTepPOHAa) OTCYTCTBYET

= [locmnybepmamHas (Heknaccu4yeckas) dopma:
rmpcyTusMm, akHe, onMromeHopes, becnaogue.




| Bupnnusauma Hapy»XHbIX

reHUTanNun
ReF od



BLAKH
IInarHocTuka

= 17-2udpokcunpoz2ecmepoH (17-OHPgq) 1,

"= 43AT,

= AHOpoCmeHOUOH T,

= AKTT 7,

= PeHuH T,

* Na |, K7;

= mecm ¢ 1_24AKTI c onpedeneHuem yposHs 17-OHPg.

= B psside cmpaH nposodumcsi HeOHaMAAbHbIU CKPUHUHZ
(onpedeneHue 17-2udpokcunpo2ecmepoHa)




BOKH
OunddepeHumanbHaa gnarHocTuka

» AHOpozeHnpodyyupyrowue onyxosiu
20Ha0 U Hadno4Ye4YyHUKoe,

= ripexodespeMeHHOe MoJs1080€e
co3peeaHue Apy2020 2eHe3a,

* CUHOPOM MOJIUKUCMO3HbIX SIUMHUKOBS,

= ¢hu3uosiocuyeckKoe rnoebiweHue
ypoeHsi 17-OHPg (6epemeHHOCMBb)



BIKH
INleyeHue

= [Ipu Knaccu4yeckux goopmax: 3amecmumersibHas
meparusi 2/1loKoKopmukouoamu
(2udpokopmu3soH 10-15 ma/m?/cym.,
npeoHu3arnoH 5 ma/cym.), 1/3 0o3bl ympom, 2/3 -
geyepom

= [lpu conbmepsrweu — 8 KombuHayuu ¢
riyopokopmu3soHom 50-200 mka/cym.

= [Ipu nocmnybepmamHout chopmMme riedeHue
Ha3Ha4Yaemcs rnpu KocMemu4yeckux deghekmax
(akHe, aupcymu3m) U CHUXeHUU
pepmunbHocmu: 0,25—0,5 M2 Oekcamema3soHa
Ha HoYb U/Unu aHmuaHOpOo_2€eHhk! (L4uripomepoH)



BOKH
[lporHos

= [Ipu Knaccuyeckux gpopmax baazonpusmeH
KakK 8 naaHe ncuxocoyuanbHol
adanmayuu, mak u pepmunbHocmu npu
csoespemeHHOU duazHocmuke,
adeksamHol 3amecmumenbHolU mepanuu,
csoespemeHHOM nposedeHuUU naacmuku
HapyXHbIX 2eHUManauu




HAOMNOYEYHUKOBAS
HEQOCTATOYHOCTb
(HH)




HH
ITHnornorus

= [lepeu4HbIU 2unnokopmuuyu3m (1-HH):
ayTOMMMYHHbIN agpeHarnwur,
TyOepKyne3, agpeHonenkoamcTpodus

= Bmopu4Hbiu 2unokopmuyu3sm (2-HH):
OnyXxosivu n apyrue AecCTpPyKTUBHbIE

npouecchbl rmnotranamo-runocdpuniapHomn
obnactm




laToreHes

= ledpnumT anbA0CTEPOHA U KOPTU3ONA,
noreps HaTpusa, obesBoXxmnBaHue,
3NEeKTPOJNTHbIE CABUIN, CHUXKEHMe
ajanTUBHbIX BO3MOXXHOCTEN OpraHn3Ma




annaemMmumornorus

» 1-HH BcTpevyaeTca ¢ yacToTomn
40-60 HOBbIX cny4yaeB B rog Ha
1 MIH. B3pOCnoro HaceneHus




OCHOBHbIE KINUHUNYeECKue
nposaBneHna XHH

» [UnepnurmeHTauuna’”,

» FunoToHusA”,

= [loxyaeHue,

= O6wasa cnadocThb,

= Incnencua™ (towHoTa, pBOTa, ANapes),
= [lpuctpacrtume K coneHoun nuuwe”

* cuMnTOMbI XapakTtepHbl anda 1-HH




[MnepnurMmeHTauus







IInarHocTuka

» Koptuson |,

« AKTI T (npn 1-HH) n | (npu 2-HH)
* ANbAOCTEpPOH,
= PeHuH,

» Kanun T, Hatpun |,
= TecTt ¢ AKTT,
= TEeCT C MHCYJINHOBOMU r’MnorfnmKkeMmen.

= JTUOJIOrMYecKasa AMarHocTuka: aHTurTena
K P450c21, ypoBeHb ANUHHOUENOYeYHbIX
XUPHbIX KUCIIOT, TYOEepKyne3 nerkux




OunddepeHumanbHan

ANdrHOCTUKaA
Opyrve npuUYmnHbI:

= MenaHogepmMmum (remoxpomaros,
MHTOKCUKaL MK, Xroasma v npou.),

= MNOXYAEHMUS,
* TMNOTOHUN




| JleyeHune

3amMecTuTernibHasa Tepanugd npenapartamu
KOPTUKOCTEpOUaoB

[ntoKoKopTUMKOUA [MAPOKOPTU3OH: 10-20 MI
YTPOM, 5-10 Ml AHEM
iz
i [lpeAHU30/10H: 5 Ml YTPOM, 2,5
Ml AHEM

MwuHepanokoptukons ®PnyapoKOPTU3OH: 0,05—0,1 Mr
YyTPOM




KnuHnyeckasa KapTuHa oCcTpowu
HaAMnoO4Ye4YHUKOBOWN HEAOCTAaTOYHOCTH
(OHH) npenocraBneHa B Bupge 3-x
KNMUHNYECKUX hopmMm:

= Cepae4vyHo-cocygucrtas cpopma
= XXenyooyHo-kKuwe4yHaa doopma

= HepBHO-Nncuxun4yeckasa popma



Ceppae4vHo-cocyaucrtas oopma

= [1pn 9TOM BapuaHTe JOMUHUPYIOT
SIBIIEHNSI OCTPOWN HEAOCTATOYHOCTMU
KpoBoObpaLleHusa: 6rnegHoCTb nuua c
aKpoumaHo30M, noxonogaHue
KOHEYHOCTEW, BblipaXkeHHa4d
apTepuanbHasi TMNOTOHUA, TaXxukapaus,
HUTEBUOHbLIW MYNbC, aHypUA, Konsarnc.




Xenypo4yHo-Kuwie4yHas dopma

= [lo cumnTOMaTUKE MOXET HanoMmnHaTb
MULLIEBYIO TOKCUKO-UHADEKLUMIO UINMN AaXe
COCTOSIHME OCTPOro XMBOTA.
[TpeobnagatoT 6onm B XXMUBOTE
cNacTU4YeCcKoro xapakrepa, TOLWHOoTa,
HEeyKpoTUMasi pBoTa, XUOKUN CTyn,
METEOPU3M.




HepBHO-Ncuxmnyeckasa popma

= [1peobrnagatoT ronoBHasa 00rib,
MEHWHIreasibHble CUMIMTOMbI, CY0POru,
o4yaroBasi cumnTomarTuka, bpen, 3atop
MOXXEHHOCTb, CTYMop.




NeyeHvne OHH

= PezaudpamauuoHHas mepariusi: U3omoHu4yecKkul
pacmeop 8 obbeme 2-3 rilumpa 8 rnepabie Cymku 8
covemaHuu ¢ 10-20 % pacmeopom 2/1t0KO3bI.

= MaccuposaHHasi 3amecmumeribHass mepariusi
auopokopmu3zoHom: 100 me 8/8, 3amem KaxKoble 3-4
yaca rno 50-100 me e/8 urnu e/m. o mepe
cmaburnu3ayuu cocmosiHuUs nayueHma 0o3a
CHUXaemcsi 00 nodoepxxuearoweu. [Npbu omcymemeuu
2UOPOKOPMU30Ha, Harippumep Ha epemMsi 00cmasKu
nayueHma 8 K/iuHUKYy 803MOXXHO Ha3Ha4yeHue
aKeusasrieHmMHbIX 003 rpPeodHU30JI0Ha.

= CumMmnmomamuyecKas meparius cornymcmaeyrouux
3aborneesaHul, ebi3gasuwux oekomrneHcauuro XHH
(Yawe sceco — aHmMubakmepuaribHas meparus
UHGEKUUOHHbIX 3aboriesaHull).




