IonarHocTuka n Bpa4yedbHasn
TaKTUKa y NalneHTOB
Cc oOpa3oBaHMUA HAANO4YE€e4YHUKOB
B NPaKTUKe TepaneBTa

A.M.H. KapoHoBa T.J1.



Pusmnonorna n aHaTomuss HaanNoO4Ye4yHUKOB

Left adrenal
{suprarenal) gland

Suprarenal
arlenes

Left suprarenal
VEn

®FIGURE 18-16 The Adrenal Gland.
(a) Superficial view of the left kidney
and adrenal gland. (b) An adrenal gland
in section.



Pusmonorna U aHaToMmma Haano4Ye4HMKOB

Kaxapli Haanmo4YedyHUK uMeeT (PopMy NHpPaAMHUIABI,
INMPUHON 2-3 cM, JJIHHON 4-6 cM, TOdmMHON 1 cMm,
HHOIIA NMPUHJIEraeT K BEPXHEMY IOJIOCY MOYKH, HO
yaire HaXOAUTCHA B OKPYKAWIIEH IMMOYKY KUPOBOH
KJIeTYaTKe

Bec 0HOr0 HAANMOYEYHHKA B HOPME OKO0JI0 4 T



BnepBble Hagno4Ye4YHUKU ObINKM onucaHbl B 1563 T,
B 1855- 56 r. Tomac ApancoH yctaHoBuUnN
MUX XKU3HEHHYI0 HEOOXOAMMOCTLIO.
B cepeavHe 19 Beka ObINoO BbISABMEHO Hann4yume
KOPKOBOIro 1 MO3roBoro BellecTBa,

d TaKXe BbiaelieéHbl TOPMOHDBLI



dusmnonorua U aHaTomMmmss HaanovYe4YHUKoB

Kaxaplii HAAMOYEUHUK COCTOMT M3  JBYX
(DYHKIIMOHAJILHO PA3JIMUHLIX JKeJIe3 BHYTpPCHHEH
CEeKpeLUU, 00bESIMHECHHBIX OJJTHOM KaIICYJIOM
*KOpKOBBIN CJIOU MPOUCXOAUT M3

Me3eHXMMAJbLHON TKAHU (cocmasnsem 90% eeca
UIU 00béma HAONOYeuUHUKA,

*HeliposkToaepMajibHble KJIETKH 00pa3yloT

MO3I0OBOM CJIOU (cocmasnsiem 10% eeca uiu 00véma
HAONoO4Ye4yHUKa)



Oo 3% B3pocnbIX UMEIT MaKpoOCKonn4yeckue
y3nbl B HaANo4Ye4YHuKax;

MukpoHoaynsipHble N3MeHeHus
oOHapyxuBalwT y 2/3 B3pOCI/ibIX — BapuaHT
CTPYKTYPHbIX U3BMEHEHUN B HOpMe.



30Hbl KOPKOBOU 4YacTU Hagno4YevyHuKa
N UX NPOoAYKTbI

30oHa Pacnonoosrwcenue Ilpooykm

KayoouxoBass HapyxkHas AJIBAOCTEPOH
4acTh

IMyuxkoBasi Cpeansas KopTusoJua
4acTh

CerTuarasi BaHyTrpeHHsiga AHJIPOIECHBbI
JacTh (1I'2C, A,

TECTOCTEPOH)



Cny4yanHo BbisiBNeHHOe obpa3oBaHue

1. FopMOHanbHO-HeakTUBHOEe obpasoBaHus (70%)
2. lopMOHanNbHO-aKTUBHbIE OOpa3oBaHUA
KOPKOBOIo BellecTBa:

- CunHppom KoHa

- CuHppom KywiunHra

3. lopMOHanbHO-aKTUB 0Opa3oBaHNA MO3roBOro
BellecTBa

- (peoxpomouuTOoMa

4. AOpeHOKOPTUKanbHbIN pakK

5. MeTacTa3bl B Hagno4e4yHuK

6. Opyrvue obpasoBaHus (KuMcTa, rematoma, nMNoma,
amuno3s, abcuecc, rpaHynema v ap.)

7. NceBaoHaano4Ye4YHNKOBbLIE OOpa3oBaHUSA



Rolectepi  CpyHTe3 HaAMnO4Ye4YHUKOBLIX FOPMOHOB

Csco

HpeF}teHOHOH (173 17- OH-ppernenoon JAIDA
@ C3-pHSD >

|
IIporecrepon 17-OH-nporecrepoH D  AHIPOCTCHIHUOH
porectep Iporectep ApocTen

1 CSCC- ¢depmenT, oTHIENISIIONIUI O0KOBYI0
nenb (mecMosiasa)

TEOKCUKOPTHU30JT
| 3-p HSD - 3-B rugpoxcucrepous

@ JAerHporeHasa

‘ 17-rmapoxkcuiasa, 17,20-1ua3a

© 8-&

-

KOpT KOCTEpOH KOpTI/BO 11 21-ruapokcunasa, 113-ruagpoxcuiiasa

-8

OTcyTcTBME B KNybouKkoBOMU

18-ruApOKCMKOPTHKOCTEPOH 30He 17-a rmapokcunasbl
AenaeTt HEBO3MOXHbIM

ceKpeLuulo B HEM KopTtusona
AJIbI0OCTEPOH U aHOPOreHoB

- @+




XKeHwmHa 42 .

C 2010 r. nogbembl Al o 170/100 mm pT CT

C mas 2014 r. nosBunacb MbilleyHasa cnabocTtb +

HU3Kknn yposeHb K* (1,3-3,0 MMonb/n) n KOK (go 6676),
AT (no 299), ACT (oo 236)

locnutanusnpoBaHa B Aekabpe 2014 r. c npeacraBrieHMeM
o0 pabgommnonuse, accCouUuMpPoOBaAHHOM C rMnoKanueMmeu

P

MCKT pekabpb 2014 r. — obpa3oBaHue neBoro Hagno4ve4yHuka
pa3mepom 2,4x1,5 cm, nnotHocTb +21HU

NTr 267 nr/mn (Hopma oo 68)
25( OH)D 3 Hr/mn
Tepanus: Kaneopupg 5000 mr/cyT, BepownnpoH 50 Mmr /cyT



flocnuTanunsauna B 3IHOOKPUHHOE oTAerieHue
HMWLU vm.B.A.Anma3oBa 08.08.17

ObcneanoBsaHue

K* 2,2 mMMonb/n

MCKT - B meaAManbHOM HOXKe NeBOro Haano4Ye4yHukKa
obpa3oBaHue pa3mMepomMm 2,5x2,1x2,6 CM C YeETKUMMU
KOHTYpamMu, oKpyrrnou oopmbl

NunarHo3?



[MepBUYHbLIN anNbAOCTEPOHU3M



[MepBUYHbLIN aNbAOCTEPOHU3M

Fpynna paccTPoOUCTB, TMPU KOTOPbIX MNPOAYKLMUS
anbAOCTepoOHa HeaJeKBaTHO BbICOKAs "
OTHOCUTENbHO He3aBucumaa OT PAC U He

cynpeccupyeTcsa COJieBOU Harpy3Kowu
ynp Py pyJCEM, 93:3266-3281.2008

rI/II'IepTeH3I/IFI, TMMNoKalrimeMm4, HN3KaA

aKTUBHOCTb peHNHa nrnasmbl "
NOBbILLEHHAA 3KCKpeuua anbgoCcTepoHa
COCTaBNAT CUHAPOM, Ha3blBaeMbIU

nepeuYHbIM asibAOCMEPOHU3MOM

CuHgpom Brniepsble onucaH B 1955 rogy KoHHOM



PacnpoctpaHeHHOCTL 1A

* B rmnepteH3nsHon nonynauumn coctaendet 0,05%-
2% (1%)

« [lo nocnegHnm gaHHbIM pacnpPoCTPaHEeHHOCTb
3aborneBaHusa coctaendet 10%

 BoamoxHo, 5-15% nuuy c Al umetor [TA



NMoaTunbi nepBnUYyHOro anbaoCTepoHn3mMma

 ApapeHanbHast ageHoma (AllA)

 [OByX- unn ogHOCTOPOHHSASA rmnepnnasus
(UlA)

* [noKokopTukoua-nogaBnaeMbin
anbpoctepoHusm (I'MA)

JCEM, 93:3266-3281,2008



KnuHnyeckue cumntombl NA

ApTepunanbHas runepTeH3us
FfonoBHasa 6onb

CnabocTb, MbilleYyHas cNnadbocCcTb, MbILeYHble
noaepruBaHus, napecre3umn

'Mnokannemus
HapyweHue yrneBogHoOro oomeHa



YacToTa runokanmemum npu MNA

9-37%
50% 6onbHbIX ¢ ageHomMmon u 17% c rmnepnnasuven

Haano4Ye4YHUKOB MMeKT ypoBeHb K* kpoBu HUXe 3,5
MMOnNb/n



KnuHnyeckune nposBneHus
(cumnTOMbI NOpPaXXeHns opraHoB-MULLEHEWN)

[T, He cooTBeTCTBYHOLLaA BblIPpaXXeHHOCTU U
anutenbHocTu Al

*MpotenHypusa (50%), XIMH (15%)

*U3ameHeHnsA uepebparibHbIX U peTUHaNbHbLIX COCYAOB, He
COOTBETCTBYHLLUE BbIpaXXeHHOCTU U AnutenbHoCcTU Al



['pynnbl BbicOKoro pucka lNA

A0> 160-179/100-109 mm.pT.cT (2cT.), AQd> 180/110
MM.pPT.CT. (3CT.)

Al, pe3ancTeHTHas K fieKapCcTBeHHbIM cpeacTBam

Al' 1 cnoHTaHHaA unNu nHAyuMpoBaHHas
ANnypeTUuKamMuv runokanmemums

Al n agpeHanbHasa UHCUAOEHTarnomMma

Al' u cemenHbIn aHamMmHe3 (Ha4yano Arl, nHcynbt, OKC
B Bo3pacTte Ao 40 neT)

Bce runepteH3nBHbIe POACTBEHHUKU 1 NUHUMK
poacTBa 6onbHbLIX PA

Case detection, diagnosis, and treatment of patients with primary
aldosteronism: an endocrine society clinical practice guideling,
JCEM, 93:3266-3281,2008



OunarHoctuka NA. CKpUHUHroBble TecThbl

AKTMBHOCTb peHuHa nnasmbl (API1) unun npamon
PEHWH Nfa3Mbl

KoHueHTpauusa anbpgoctepoHa B nna3me (KAM)
CooTtHoweHune KAI/APII



YcnoBus npoeeaeHnNAa CKPUHUHIoBbIX
TeCToB

OTMeHa aAHTUTUNEPTEH3UBHbLbIX npenapartos,
OKa3blBaKOLMX BNUsiHUe Ha KOHUEeHTpauuo
anbOoCTepOHa, aKTUBHOCTbL PEeHMHa nnasmMmbl 3a 2-6
Hedernb

OTmeHa BepowNUpPOHA 3a 6 Hepenb

[lepeBos, OONMBLHOrO Ha  AHTUINMNEPTEH3UBHbIE
npenapartbl, OKa3biBawLWwMe MUHUMANbHbLIN 3ddeKT
Ha KOHLEeHTpauuio anbAoCTepoHa, aKTUBHOCTb
pPeHUHa Nna3smbl

Koppekuusa runokanmemuvun, agekBaTHoe CHabXeHue
COnblo




AHTUrMNepTeH3nBHbIE NpenapaTbl C
MUHUManNbHbIM 3pdekToMm Ha PAAC

lNMpenapaT Knacc [o3a
Bepanamun AHTaroHucTt Ca KaHaros 90-120 mMr 2 pasa B A€Hb
HermaponMpuanHOBOro
psaa
[MopanasuH Basogunararop 10-12,5 Mr 2 pasa B A€Hb,
npu HeobXoaAMMOCTHM 003y
yBENMMUMBaoT
[Mpa3o3uH a-agpeHepPrnieckni 0,5-1 mr 2-3 pasa B A€Hb,
brnokaTop npu He0BXOANMOCTM 403y
yBENMMUMBaoT
[1okca3o3nH a-agpeHepruiyeckmnn 1- 2 mr 1 pa3 B geHb, Npu

brnokaTop

HeobxoaMMocCTn 403y
yBENUYMBAIOT




YcnoBua gnsa 3abopa KpoBwU

 KpoBb 3abuparoT yTpom, No KpamHeun mepe, yepes 2
yaca (hu3an4ecKon akTUBHOCTU U HAXOXOEHUA B
nosfioxeHnum cnpga 5-15 muH

 KpoBb 3a0MpaloT OCTOPOXKHO: HE IBAKYTENHEPOM,
OCTOPOXHO HabupaloT B LWnpuy,



3Ha4vyeHus cootHoweHuun KATT/API(PI1)
B 3aBUCMMOCTU OT eANHUL U3MEepPEeHUs

‘ AP ‘ PeHuH ‘ PeHuH

(Hr/mn/yac) NPSAMOU npsAsMoun

IIIFIH\ HFII.H

| Y bonbHoOM Ha cboHe Hopmokanuemun (K*4,12):
AnbpoctepoH 1992 nr/mn

: NMpsamow peHunH 0,08 Hr/mn/yac

I APC = 2490 -

(

lIIVIVJIDIJI’ (IR VA \IVUU’ 1 =r=r ‘

 Bcem 60nbHbIM € BbiICOKUM cooTHoweHnem KAT/APIN

criegyeT BbINOSMIHUTbL NoATBepXAaakLme TecTbl (TecT)

OTcyTcTBUE CHMXEHUA anbaocTepoHa nna3mbl Ha ¢poHe npodbl C
coneBOM Harpy3kou 6ornee 4yem Ha 50% unm < 165 nmonb/n B
NonoXeHun ctoa Ha oHe npumema 0,1 mr nOAPOKOPTU3OHA
Kaxable 6 4YacoB - noaTBepxAaaeT Hann4ue MA

Case detection, diagnosis, and treatment of patients with prjimary
a1dosteron1sm an endocrine society clinical practice guideline,

_— e r—m m NN NN~ NN YA SN ANIND



The Management of Primary Aldosteronism:
Case Detection, Diagnosis, and Treatment:
An Endocrine Society Clinical Practice Guideline

John W. Funder, Robert M. Carey, Franco Mantero, M. Hassan Murad,
Martin Reincke, Hirotaka Shibata, Michael Stowasser, and William F. Young, Jr

Table 6. ARR Cutoff Values, Depending on Assay and
Based on Whether PAC, PRA, and DRC Are Measured in
Conventional or Systéme International (SI) Units

PRA, PRA, DRC, DRC,
ng/mL/h  pmol/L/min mU/L* ng/L®
PAC (as ng/dL) 20 1.6 2.4 3.8
30° 2.5 3.7 5.7
40 3.1 49 7.7
PAC (as pmol/l) 750° 60 91 144
1000 80 122 192

o J Clin Endocrinol Metab, May 2016, 101(5):1889-1916 e



[TlooTBepXxaaroLwme TecTbl NPy AUarHOCTUKe
nNepBUYHOIo anb4OCTePOHN3MA

 BHYTpMBEHHbLIN TECT C CONIEBOUN Harpy3Kou

Y GonbHOM:
Ha dhoHe npoObI ¢ BOAHON Harpy3Kou
AnbpaoctepoH ucxogHo 2098 nr/mn
nocrie npo6bi 2088 nr/mn
OTCYTCTBYeT noaaBrieHue b6ornee yem Ha 50%

Y nuy Ge3 lNA BBegeHue CONMMU CHMXKaET YpPOBEHb anbAoCTepoHa
Gonble Yem Ha 50% no cpaBHEHUIO ¢ 6a3anbHbIM 3HaAYEHUEM



[MepBUYHBLIN aNbOOCTEPOHNU3M
OnpepeneHve noatuna lNA

 OnpepeneHue nogtuna MNA npuHuMnuanbHO
ANA BbIOOpa Bpa4ueOHOU TaKTUKN



[MlepBUYHbLIN anNbAOCTEPOHU3M.
MecToO KaTeTepusauum Hagno4Ye4yHUKOBbIX BeH

« KaTtetepusayuio Hagno4Ye4YHUKOBbIX BEH C
onpeaeneHneM anbAoCTepoHa cneayeT BbIMOMHATh
BCEM OONbHbIM, KOTOPbIM nnaHnpyeTcs
afgpeHanakTomMus

Case detection, diagnosis, and treatment of patients with primary
aldosteronism: an endocrine society clinical practice guideline, JCEM,

93:3266-3281,2008



Pe3ynbTathl CenneKTMBHOro 3abopa KpoBu
U3 HaaNoO4Ye4YHUKOBbLIX BeH Yy 60nbHOro
c AllA npaBoro Hagno4vYe4yHuKa

ALDO CORTISOL | CORTISOL ALDOS
SAMPLE TiME [pmodil) [nmalil) AVIPY CORTISOL
Mecto 3a00pa oOpa3sna AabaocTepoH Koptusoa
r/ma HMoab/a
g /leBast HAAIOYEYHMKOBAsI BEHA 52169 23107
LA, IIpaBasi HagIIOUYeYHMKOBasA BeHa 2082 762
Pel oy
VIKHSsISI II0Aas1 BeHa HVDKe YCThsI 688 569
o o TOYEYHBIX BeH
HuxHsis1 104as1 BeHa BBIIIE YCThSI 1087 470
g IIOYEeYHBIX BEH
RAVZ = B FEEE1 H3581 4.3
22.7
Feripheral | 09:17 Ty 414 1.9

Clin Biochem Rev 2010: 31: 39-56



[MepBUYHLIN anNbaoOCTEePOHU3M.
BpayeOHasa TakTUKa

* Y naynmeHTOB C OQHOCTOPOHHUM NOpPAXeHUeM nocrne
aApeHan3KToOMMMU HacTynaeT CyweCcTBeHHOe
ynyuJlieHue

* BONbHBLIM C UBMEHEHUSIMU B OOOMX HaANOYEYHUNKAX
NOKa3aHa MeANKaMeHTO3HaA Tepanusi

« Bawa Taktuka B OTHOLLEeHUn 6onbHon?



MeaunkameHTo3Has Tepanua lNA

« [lpenapaTom nepBOW NIMHUU ABNAETCH CMUPOHONAKTOH

* Mpwn HenepeHOCUMOCTU UNN NOOOYHLIX 3chdeKkTam
Ha3Ha4vaklT amunopua
* [lpyn HepocTaTO4YHOM CHMXXeHun Al K Tepanuum

Ao06aBNAT OrfloKaTopbl KanbUuueBbIX KAHANOB,
MHruounTtopsl AlldP, onokartopbl AP, TMasngoBbie

ANYPETUKHA



JleyeHue nepBUYHOro anbAOCTEPOHN3MA

NMNoaotun NA JleyeHne nepBOU NNHUU JleyeHune BTOPOM
NINHUMN

OOHOCTOPOHHUN JTanapockonu4yeckas CnUpOHONAaKTOH,

aapeHan3KToMmus amunopua
OBYyXCTOPOHHUM CnnMpoHONAaKTOH, JlTanapockonun4yeckas

amunopua aApPeHan3KToMus,

OAHOCTOPOHHAA

MA Hu3skue po3bl NK CnnNpoOHONaKTOH,
amunopua




Myx4ynHa 68 net

NMpun nnanosom Y3U 6prowHon nonoctu netom 2017 r. BbiSABrEeHbI
anddy3Ho-ovaroBbie U3BMEHEHUSA NeYeHN, B CBA3U C YeM Oblin
HanpasneH Ha MCKT

13.06.17 MCKT

B oOGnacTu neBoro Hagno4vYe4HuUKa oKpyrroe obpasoBaHMe XXUPOBOMU
NAOTHOCTU C YETKMMU HEPOBHSAMMU KOHTYpamMu 5,3x2,5x2,2 cm

B oOnacTn npaBoro Hagno4Ye4yHUKa cxoxee No xapakrepucTtukam
obpasoBaHue pasmepom 4,0x1,7x3,0 cm

B aHamHe3e I'b gnuTenbHO, aHTUIMNEPTEH3UBHYIO Tepanuio NpUHUMaeT

HeperynsipHo (NMU3nHonpwun, neKpagunuH)
CO 2 tuna (komGuHMpoBaHHaa Tepanua nan-4+metopmuH)

IOwnarHo3? Bawa TakTtuka?



WHUWAEHTAJIOMA HAANOYEYHUKOB

(nmarHocTuka u auddepeHunanbHan AMarHOCTUKA)

Memoduyeckue pexomendayuu
dnA spa4el NnepeuYHOZ0 38EHA

Whumpentanoma (incidental — BHe3zanHwii, cny4addeiin) Hagnodeyduka (HIM) — 3to obpaszosanwe
nagnoyeydural-os) (OHM), euiABnedHOe NpK BU3yanuaupyouem obcneqosaduK He No NoBogy natono-

rum HIN, a B ceAzmn c gpyrumu npuymuamu[l]. OHMN moryT oKazaTeCcA KaK rOpMOHANEHO-HEAKTHEHBIMK

(owono 70%), TaK U TOPMOHANBHO-AKTUBHLIMH, MOTYT MCXOOWTE M3 Pa3nW4HbiX 30H HI unu MmeTs He-
CNEqAPHUIECHY0 OpPradHHyi NPUHALNEMHOCTE, MMETE J0DpOoKaAYeCTEEHHYIO MK 3N0KAYECTEEHHYID NPH-

poAy-

M Fassnacht amd othars ESE and EMSAT guidaling on ez G1-G34
Clinical Practice adranal Incidentaloma

Guideline

Management of adrenal incidentalomas:
European Society of Endocrinology Clinical
Practice Guideline in collaboration with
the European Network for the Study

of Adrenal Tumors

Martin Fassnachit'?, Wiebke Arlt24, Irina Bancos?**, Henning Dralles,

John Newell-Price™s, Anju Sahdev®, Antoine Tabarin'®, Massimo Terzolo,
Styllanos Tsagarakis™= and Olaf M Deldeersta.+



TPEBYETCA UCKIMTIOYUTb TOPMOHAJIBHYHO AKTUBHOCTDb

v NepBUYHBbIN anNbAOCTEPOHU3M
v' CnHgpom KyLiuHra, B TOM Ynucne CyoKNnMHUYECKUmn

v ®eoxpomouMTOMa



Cunppom KyuwiumHra
(AKTI-He3aBuUCUMbIN KyLLIUHT)



Knaccudoumkaums

“AgeHomMa unu adeHOKapuMHOMa KOpPpbl HaaANMo4Yye4yHuUKa

=[1ByCTOPOHHSAA KpynHOy3noBas rmnepnsia3na Kopbil
Hagno4vye4yHUKOB (NuweBou c-mMm KylinmHra, BO3MOXHO
CTUMYNUPOBaAHHbLIA Ba30aKTUBHbLIM KULLIEYHbIM
MHIMOUTOPHLIM nentugom — VIP)

»[1BYyCTOPOHHAA MeJIKoy3noBas NUrMeHTHasa 6ornesHb
KywuHra (aytommmyHHas 6onesHb, cBsi3aHHas C
Hanuumem AT, cTumynupyrowmx PyHKUUIO
Hagano4Ye4YHUKOB)



OcHoBHbIe 3dhheKkTblI KoOpTU3ONna

YrneBogHbI OOMeEH (1 rnOKOHeoreHe3a, 1obpa3soBaHuUSA
rMUKOreHa, 1rroKo3bl KPOBM)

BenkoBbI 0OMeH (1 kaTabonnama 6enka, TOpMO3UT
nornoweHue AK n cuHTe3 6enka TKaHAMU, T Ae3aMUHNPOBaHUE
AK B mouyeBUHY — oOpa3zoBaHue cybcTpaTta ans
rMOKOHeoreHe3a)

XXvnpoBoin obMeH (T NMMNoONn3 B XXNPOBOU TKAHN KOHEYHOCTEN,
ornocpeanoBaHHO Yepe3 KaTexonamMmuHbl, T ypoBeHb XC un XK
KPOBU- UHCYFNTMHOPE3UCTEHTHOCTD)

MuHepanbHbI OOMeH (1 peabcopbumna HaTpuAa B oOMeH Ha
Kanuu u Bogopoa B KaHarbLax NoYek)

UMmmyHOaenpeccuBHoOe A-e (nogaBnsieT BbIPaboTKy rucTaMuHa,
AT, nogaBnsieT akTMBHOCTb U Kon-Bo T- n B-numdgounTtoB)

femonoaTtnyeckoe (CTUMynupyeT 3pUTPONO33, HEUTPOMNO33,
TpOMOOLMTOMNO3I3)

NonoBas d-uusa (TOPMO3UT CeKpeLUuro TeCTOCTEPOHa, |
YyBCTBUTENIbHOCTb ANYHUKOB K J1I, | cekpeLuro 3CTpPOreHoB,
TOPMO3UT OBYIALUIO) r



' : «—Moon face

-
Bruisability
ecchymoses

Red Striation

Thin arms

and legs
Pendulous abdomen

Poor wound healing

Osteoporosis
compressed (codfish)
vertebrae




KnuHuyeckue npoasneHuna cuHgpoma KywumHra

AHAponaHoOe OXXMUpPEeHUe CO CKOMJIEHMEM Xnpa B HAOKITIOYNYHOWU
obnactu

OTnoxeHune Xxunpa B obs1actT 7 LLEUHOro NO3BOHKA
JlyHoo6pa3Hoe nuuo (MaTpoHU3m)

MCTOHYEHUE KOXMU

BbarpoBo-UMaHOTUYHbIE CTPUMN

lNpokcumanbHana MbileYyHasa crnabdocTb

Yctanoctb

MNMoBbiweHue ALl (anactonuyeckan runepreHsus) — 70-80%
HapyweHune TonepaHTHOCTU K ritoko3e 30-60% (CO 20-50%)
AKHe

'MpcyTusm

HapyLueHMe MEeHCTPYyalibHOIro LukKna (OHVIFO- Unn aHOBYIALIUA,
TMMNOroHaaoTpPonHbIN I'VII10FOHa,ElM3M)

OcTteonopos ( 30-50% KomMnpecCUOHHbIE NepenoMbl
NO3BOHOYHUKA)

Oenpeccus, HapyLieHne CHa, KOTHUTUBHbIE PpacCTPOMCTBA



Mbiwe4vyHana npokcuManbHaa aTtpodus
U CTPUU ABNAIOTCA Hanbonee ApKUMU

MapKepamMu runepkKopTuLmama



Obs3aTtenbHOE UCKIKOYEHUEe IK30reHHOoro
NPUMEeHeHUs TMIKOKOPTUKOUAOB
(tabneTnpoBaHHble, NapaHTepanbHbIle,
MHransilMoHHble, MecTHble hopMbl)



OTeyecTBEeHHbIEe peKOMeHaaunn No ANarHoCTUKe
o6one3Hun KywiuHra, 2014

- Monopable noan ¢ HexapakTepHbLIMU ANA UX Bo3pacTa
KINTMHNYECKUMMU NPOoABNEeHUAMU (Hanpumep, OCTeonopos ¢
HU3KOTPaAaBMaTU4YHbLIMU NepenioMoMamMm, caxapHbin gnabeT u
OXUpEeHUe, apTepuarnibHasa rmnepTeH3ns, aMeHopes y XXeHLUUH U
CHMXXEeHUe NMOoJIoBOro Brie4EHUA Yy MYXUUH, ObICTpas npubaBka Mmacchbl
Tena, B COMeTaHUM C BbipaXeHHOU O0OLWen N MbILeYHOU CrnaboCcTbIo)
- MaumneHTbI ¢ XapakTepHbIMU U3MEHEHNSIMA BHELLHOCTU U
KINUHNYECKUMU MPOABNEHUAMU rMNepKopTULM3IMa

- leTn, y KOTOPbLIX OTMEYaeTCs 3aAepxKKa pocTa B COYETaHUN C
yBefiM4eHueM macchbl Tena

- MaumeHTbI CO cCNy4YanHo BbISIBJIEHHbIM HOBOOOpa3oBaHMeEM
Hagno4Ye4yHukKa

- MauneHTbLI NOOGOro Bo3pacTta C NIOXO-KOHTPOSNIUPYEMbIM CaXapHbIM
AnabeTtom n/unu rmnepToHMen B COYETAaHNMN C OXKUPEHUEM UMK
ObiCcTpOoM NpubaBKON MaccChl Tefla; NauueHTbl C nepesioMamMm Tern
NO3BOHKOB UJIM MHOXX€CTBEHHbLIMU NepenoMmamMmu B paHHEeMW

nocTMeHonay3e 6e3 3HauYuTesIbHOW NOTepPU MUHEpParbHOU NNOTHOCTHU
koctn (MIK)



CKPUHUHIOBbIE TECTbI

KopTnson KpoBu Bevyepom
KopTn3son cnioHbI
CB. KOpTU305 B CYyTOYHOU MOYe

[Mpo6a ¢ 1 Mr pekcameTtasoHa (MHorga 2 mr) —
nogaBrieHUe KopTtusona yTpom Ao 3HadyeHus Hmxe 50 HMonb/n



 OnpepeneHue koptusona u/unu AKTI B yTpeHHuUue
WNn OHeBHbIe Yacbl, a TaKXKe BbISBNIeHUe
H03006pasoBava He obOnapaet p,wamocmqecxoﬁ

e — M

Kopmson Ha cbone np06b| c1lwmr .qucameTasoHa 222 HMonb/n
c 2 Mr gekcameTta3soHa 156 HMonb/n

AKTT 6,32 nr/imn

AnbgooctepoH 10 Hr/an, peHuH 7,7 mkE/mn, APC 12,99

I\UIUIJUIU vicCrnococ 1V 11171V 1 \\JIIIIIVIJI’ D yIIJCI'II'IVIC T1TAauv Dl
ABnsieTcAa nokasanmem gna nposegennsa MCKT
n/vnun Y3U Haano4vyeuyHukoB- (YPOBEHD 11 B).




IleueHue cuHapoma KywiuHra

AJPEHANISKTOMUA

NMoaroroBka K onepaTuBHOMY JIEYEHUIO:

1.
2.

o b

Koppekuusa C1, A, npenapartbl Kanua

Y1tpom 100 mr ruapokopTU3oHa B/M, 3aTeM B/B Kan. Kaxable 6
yacoB no 100 mr (3a nepBble cyTKn 6onbHOM nony4aet 400-
500 Mr ruagpoKOpPTU3OHA)

2-CYTKM Ao3a ruapoKopTU3OHA YyMeHbLuaeTca BaBoe no 50 mr
4 pa3a B A€Hb

3-cyTku no 50 mr 2 pa3sa B AeHb

C 4-x cyTOK nepexonAaT Ha NpuemM per 0S KOPpTU30OHa aueTarta
(50 mr B cyTKN) B TevyeHne 3 Heaenb, 3aTeM A03a
yMeHbluaeTcs ao 20 mr Ha 3 Mec, ¢ nocneayOLWUM NPUEeMOM
B nose 10 mr

O0wWwan NnpoAoCMKUTENIbHOCTb 3aMeCTUTeNbLHOU Tepanuu 6-8 mec.



NMpun HeonepabenbHOU afgeHOKapLUHOME
noKa3aHO Ha3Ha4YeHue npenapartos,
ONOKUPYOLWUX CUHTE3 KOPTU30Na

MeTupanoH (6nokupyet 11-B rugpokcuna3sy) 2-4,2 r B CyTKK

MuTtoTaH (6rnokupyeTt 3- B-ruapokcurngporeHasy), BbidbiBaeT
HEeKpO3 ceTy4aToM U NMYyYKOBOM 30HbI 2-12 1 B CYTKMU

AmuHornwtaremup (6nokupyet 3-f rugpokcurngporeHasy u
11-B rmppokcunasy) 1 -2 r B CyTKM

KetokoHa3on (11-B rugpokcuna3sy) 0,6-1,2 r B cyTku

XnoauTaH (Bbi3biBaeT AeCTPYKTUBHbIE U3MEHEHUS1 KOPbl
Haano4ye4yHuKoB) 2-10 r B CyTKM

HoBbIn npenapat LCI699 6nokupyet 11-B rmgpokcuna3sy n 18-
rmapokcunasy

UJTU AHTaroHUCTbl FMIOKOKOPTUKOUAHDbIX peLenToposB -
MUDEINMPPUCTOH 300-1200 mr B cyTKMK



PeoxpomounToMa

KaTexonamMuH - npoayumpyroLime onyxornb,
npoucxoasiwas M3 XpPoMadPUHHBLIX KNEeTOK MO3roBoro
BelllecTBa HaAMNO4Ye4YHMKOB

[MaparaHrnuoma

(BHeHagno4ye4yHUKoBasA (peoXpoOMOLMUTOMA) KaTeXONMaMuH -
npoayuupyrowme OnyXonb, npoucxoasiias n3
CMMNaTUYeCKUX raHrnves



Tyrosine  Dihydroxyphenylalanine  Dopamine Horepinephrine Epinephrine

DOPA
o, OFH Ho LSRN L
HH2 =9 HH2 HH2 HH2 H-.
Hﬂ@/\<CﬂﬂH "ﬂ@\(cmu* ““@ HO HO CH3
tyrozing DOPA, dopamine- - phenylethanolamine-
bydroxylaze decarhoxylaze hryroxylase M-methytranzferaze

B mo3roBom BellecTBe 06pa3yoTa Tpu ropMoHa AonaMuH, HopagpeHanuH,
AnpeHanuH. Takke oHM MoryT obpasoBbiBaTbca B LIHC n sasnatotcs
HenpoTtpaHcmutTepamm

A 1 gonamuH MOryT CUHTE3NPOBATbLCA B MOCTraHIMMOHAPHbLIX OKOHYaHUSAX
CKOpoCTb CUHTE3a KaTexonamuHoB 3aBucuT oT paboTtel QOINA-gekapbokcunassl,
a Takke HaxoauTcsa nog napakpuHHbIM BIUAHMEM KOPTU30a



PacnpocTtpaHeHHOCTb (peoXpOMOLUTOMbI

Peoxpomountomy HaxoasaT B 0,5 % - 0,8% cny4yaeB Ha
ayTorncum

1 - 2 cnyyasa deoxpomouutombl Ha 100000 B3pocnoro
HaceneHusa B rog

1 -5 cny4aeB heoxpomountTomMmbl Ha 1000 GONbHLIX C
rmnepreH3ven

7% (ot 1,5 go 14%) cpeau criydaHO BbISIBNIEHHbIX
obpa3oBaHMMN HAOQNOYE€YHUKOB (?)



PeoxpomMoLUTOMA.
Bo3MOXHble noKanu3auum

 Mo3srosou criou
Hagno4e4yHnkoB-90%

« QOpraH Uykepkanona-8%

* BepxHuu WwenHbIn
raHrmnn-0,1%

« CTeHKa MO4YeBOro
ny3blpa-1%
Organsof « CumnaTtuyeckum CcTBOJI-
0,9%

Superior
cervical
ganglion

Sympathetic
trunk

Adrenal
medulla




KnuHnyeckune nposBneHus oeoxpoMoLuuUTOMbI

KapanoBacKkynsipHble

v ApTepuanbHas runepTeH3us:
noctosiHHas - y 50% 6onbHbIX (cekpeuna HA)
napokcusmanbHas - y 1/3 6onbHbIX (HA+A)
cMelluaHHas - y 1/5 60nbHbIX

vOUM

v OcTpasn neBoxenyaovykoBasa He4OCTAaTOYHOCTb

v'HapyweHus putma

v OHMK

[[acTOpOMHTECTUHAlbHbIE

v TowHOTAa, pBOTa, 60NN B XXUBOTE
* v 3anopbl 1 NOHOCHI y



KnuHun4veckune nposaBneHnsa deoxXpomMounToMbli
MeTtabonunyeckune HapyLleHUsA

v Jlnxopapgka, noTnMBOCTb, TPEMOP
v CHMXXeHue Beca Tena

v M'nneprnnkemus

v’ Tnnepkanbunemus

Apyrue

onoBHas 6onb

BbneaHocTb (NPUNMBLI HE XapaKTepPHbI)

OAabiwkKa

TpeBOXHOCTb (BO BpeMs npucTtyna)

BbipaxeHasa peTuHonaTtus

OpTocTtatnyeckasa runoToHus

CuMnTOMBbI, BbI3BaHHble 3KTOMWYECKOM MNpPoAYKUUEWN
apyrux ropmoHoB (KTPI, AKTI, T'PPI, BUI, anbaoctepoH
R - BbicBOOOXAaroWwmuun dakropa)

DN NI N N N N



‘NMMpaeuno 10~

10%- BHeHagno4Ye4YHUKoBbI€e
10%- MHOXeCTBeHHble Unu dunarepanbHbIe
10%- peunguBUPYIOT NOCNe onepauuu
10%- 3noKayecTBeHHbIe
10%- HacneACTBEeHHbIE

3J10Ka4eCTBEHHOCTb cCnopaan4vecKmx Haano4Ye4HMKoBbIX
cdeoxpomoumutTom coctaBsnset 9,2%, BHEHaANOYEYHUKOBBDIX -
52%, cdeoxpomounutom npn MEH 2A- 4,4%



CuHpgpom Yunnna (M3H lla)

v deoxpomMmouuTOoMa (4YacTO ABYCTOPOHEE
nopaxeHne,4acTo BHeHaANnoO4Ye4YHUKoBas)

v MepynnsapHbin pak LK

vI'mnepnapaTtupeos B crieacTBmMm ageHomartosa MUK

MO3H Il (lib)
v deoxpomMoLUuTOMa
v'YTOonueHue KopHeasnibHbIX HEPBOB
vFaHrMnmoHenpomartos

v'"MapdaHongHbIV BUA
v'Henpodmnbpomartos (6onesHb Reckinghausen)
v'Bone3Hb Hipplel-Lindau



[loka3zaHusa anga noucka oeoxXpoMoLUTOMbI

1.M'MnepTeH3unsa ¢ Knaccu4eckou Tpmagou
KINTMHUYECKUX NMPU3HAKOB: rofloBHaA 00rb,
cepauedbueHns, NnOTNMBOCTD)

2. PecbpakTepHasa runeprteH3us

3. BbipaxeHHasa nabunbHocTtb A/l

4. 3HauuTenbHoOe noBbiweHne All BoO Bpems
aHeCcTe3nUn, XMpPypruieckux MaHMNynsuum,
aHruorpadcgpum

5. HeobbACHMMaA rMNOTOHMA BO BpeMs aHecTe3uu,
XUpypruyeckmx npoueayp, oepemeHHoCTH
6.Hannyune B cemenHom aHaMmHe3e cuHapoma MEH II,
HenpocdhunbpomaTtosa, n NPou.

7.Manonatudyeckana gunataumoHHasa KMI1



CneLIMCbVI‘-IHOCTb N 4HyBCTBUTEJIbHOCTb PaA3JINYHbLIX TECTOB

buoxumuuecknii tect |Pedepencuoe |Cunenuduy- |UyscTBH-

SHAYCHHUC HOCTb TCJIBHOCTDb
(%) (Y0)

CyrouHas 3xkckpenust |> 11mr/cyr 98-102 28-56
RMK

MeTtaHedpuHbI B CyTO4YHON MoYe 67,6 MKr/cyT

(Hopma meHee 350 mKr/cyT)

Ikckpeuuss M u HM B |> 85 um/MM | 94-98 90-100
HOYHOM MOPUMH MOYH | KpeaTHHHHA
Ilnazmennbie HA u  |> 950 93-101 88-100
A nKr/mJl
CBo0oannie HM u M > 1,0 79-90 94-100
B ILJ1a3Me HMO0.J1b/J1




JTabopaTopHbIe TecThl

1.TecTt ¢ KnoHuguHom (0,3 mr)u /unu
2.TecT ¢ rnokaroHom (1 Mmr B/B)

OTcyTcTBME NopaBneHusa Unu NoBbILLEHUe
ypoBHA KA nnasmbl cBUAETENbLCTBYET B NOMb3y
heoxpomMoLUUTOMBDI



OunarHocTtuka peoxXpoMoOLUTOMbIL.
MeToAbl BU3yanusauum

Metoa YyBCTBUTEJIBHOCTD | Cienu(pUIHOCTH
JTUATHOCTHKH

KT 98 - 100% 70%

MPT IHogoonasa KT 67%
PaauonsoronHoe 78- 83% 100%

CxkanupoBanue (123
I-MIBG)
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Pheochromocytoma and
Paraganglioma:

An Endocrine Society Clinical Practice Guideline
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Since 1990, 14 different PPGL susceptibility genes have
been reported: NF1 (135), RET (136), VHL (137),SDHD
(138), SDHC (139), SDHB (140), EGLN1/PHD2 (141,
142), KIF1B (143), SDH5/SDHAF2 (144), IDH1 (145),
TMEM127 (146), SDHA (147), MAX (148), and HIF2«
(149). Therolesof EGLN1/PHD2 (150,151), KIF1B,and
IDHT1 (152) have not been confirmed by other studies,
suggesting that mutations in these genes are an infrequent
cause of hereditary PPGLs. The role of somatic or germline
mutations in HIF2«, reported in a few patients (149, 153-
156), awaits validation in a larger series.

14 pa3nmnyHbIX TEHOB ACCOLMUPOBAHBI C HAJTUYUEM
(h€OXpOMOIIUTOMBI WJIM TITaparaHIriInOMBI



[IPOEKT K/JIMHUYECKHNX PEKOMEH JIAITUA

JTNAT'HOCTUKA U JIEYEHHUE
AJIPEHOKOPTUKAJIBHOI'O PAKA

AHapeHokopTukanbHbin pak (AKP) —

penkoe 3aboneBaHune, xapakrtepusylLleecs No3gHNMM CPOKOM BbISIBNEHUS,
arpecCUMBHOCTLIO KITMHUYECKOro Te4eHUs U, A0 HAaCTOSALWEero MOMEeHTa,
HeGnaronpuATHbLIM Jfle4eOHbIM NPorHo3om. MoxeT ObITb FOPMOHasIbLHO-
aKTUBHbIM, IBNASACb NPUYNHON CYOKNNHNYECKOro nnu maHudgecTtHoro
cuHgpoma KywunHra, n/vunum BUpMnbHOro CUHAPOMa, UNN MOXeT ObITb
CJly4auHO BbISIBIEHHON FOPMOHAaNbHO-HEAKTUBHON ONYXOJSbHO.

ExeroaHo 0,5-2 cnyyaa Ha 1 mnH coctaBnset 0,04-0,2% B CTPYKTYype
OHKOJIOrM4eCKOU CMEepPTHOCTU



Knaccudumkauma APK

ENSAT TNM Onpene1eHHe
I T1NoMpg PasMmep <5 cM
II T2NoMo Pazmep =5 cMm
MertacTta3bl B THMOY31aX, ONMyXO0JIeBad HH-
T12N1Mo
III ) GHIBTpaLIHA B cOCeTHHE OPTaHEl H IMIOUKY
T34Np1Mo | ) 3
H/HITH TPOMOO03 HH:KHEH MOI0H BEHEI
IV T14N12M1 OT1naneHHEBIEe MeTacTasbl

O0Bbem xupypruveckoro rneyeHust u HeobxogumocTb XT 3aBUCUT OT cTagumn




[MocneonepaunoHHasa guarHoCTMKa ageHomM Hagno4vye4yHuKa
ana ncknwdveHus AKP Bknro4vaeT B cebsl OLEHKY
Kputepuen Weiss

= BbICOKMU SAEepPHbIU UHOEKC

= Mutotnyeckum nHaekc oonee 5% B 500 nonax 3peHnn
= ATUNnN4YeCckKue MUTO3blI

» bonee 75% 303MHOMUIbHBLIX KITIETOK B OMYyXOnu

= HecTpykTtypupoBaHHOCTbL 60oree 1/3 onyxonu

* Hekpos3bl

= OnyxoneBasa MHBa3us

» OnyxoneBas cCUHycouaanbHas UHBa3uA

= UHBa3ua B Kancyny

OwnarHo3 AKP BbicTaBnsetca npu Hadbope 3 6annoB u donee no
Welss-wwkKane



BAXEH
KOMAHOHbLIX NOAXona B NEYEHUU
NALUEHTOB C O6PA3OBAHUAMU HAONMOYEYHUKOB

CNACUBO 3A BHUMAHUE



