TakTnka AnarHoCTUKN U
reyeHnsa NHUMOeHTarnom
HaOMnoYeCHUKOB.

BooBunyeHko AneHa
OneroBHa
612 rpynna



IAMNMNOAEMNOIION A

* [lo gaHHbIM CBOAHOW @ayTOMNCUMHON CTaTUCTUKN:

6%.

* | 0o 30 neT: 0,2%
[Tocne 70 ner:

l: 4%.

1%

7%

anbJocTepoma

<5%

alpEHOKOPTUKallbHaA MEeTacCTa3b

80% ropmMoHansHo
HeaKTUBHas

2,5%

KapLyuHOMa

OcTanbHbIE -
rAHrMMOHEBPOMBI,

MUETTOJTUTMOMBbI, KUCTbI

5%

deoxpomoLToma /

5% KopTunsorn-
npoayuupyrowan



OVNATHOCTUKA

1. UckntoueHune/ 2. Onpepnenenuve
OOKa3aTenbCTBO 3NnoKa4YeCcTBEHHOIO
BO3MOXXHOW noTeHunana onyxonu
ropMoOHarnbHOMu

aKTUBHOCTUOftyXOmy,

ocort;, es
& Co,.




[ MMepKopTULIN3M

 KnnHmnyeckue nposiBrieHNUs ropMoHasribHOU
AKTURHANAC~TIA

YcTanocts,

Aenpeccus,
Hapytuenme cha MeTtabonuyeckum
i «/lyHoobpasHoe» :5::'::3%'“ (od 7| anoM:
\ B nonHoe N1LO 2
N : * ApTepuanbHas
VpoBble
LN T omnoxenns - rMnepTeH3us
(«rop6 6u3oHa») o
Beicokoe . Caxaprw{Fa6eT
aoenewe *  OXupeHue
. Kposonoareku Cy6KJ-||/|H|/1L|eCK|/||7|
Hapywenne __ W CUHSKU -
TONEepPaHTHOCTM K . cnHapom KyLIJI/IHFa.
rAIoKo3e ToHkas, no4TK 5-20 % Bcex
KpacHble cTpU ——————— Eg)?(gseumaarou_\ag
A - dKTUBHbIX
MeHopes,
runomerops ‘ o) MHUNOEHTAJTOM.
LleHTpanbHoe I ?
BUCLIEpaAribHOE . :
OXnpeHue / ToHKwve pyku 1 Horu,
aTpodMa MblLLIEYHON
Mnoxoe 3axvBneHne ——————4~ Ll

D 4
hairbug.tu ] Octeonopos



TecTbl 1-0M NNHNN:

1. Manasa gpekcameTta3oHoBas npoba, manbin TecT

Jinanona.

[Mpoba no

[Mpoba no

enepefiPRBHb — B 24:00 1
MI JeKcaMeTa30oHa BHYTPb;
*BTOPOM AeHb — B 8:00
BGepyT KpoBb Ha KOpTM3ona.

*MepBbIn ,El,eHMO—LI%O@/IpaPOT CYTOYHYIO
MOMY;

*BTOPON, TPETUN JeHb — JeKCaMeTa30H
no 0,5 Mmr (1 T.) Kaxkable 6 4; Ha 3 AeHb

l

COOp CyTOYHOW MOHM Ha CBODOAHKI
KOPTWU30n.

NonoxutenbHasa npoba: CHMXKeEHNE CB. KOPTU30Na B

KpoBW MeHee 50 HMOJb/1T U B Moye MeHee 55

HMOJSTb/CYT.

OTpuuaTenbHasa npoba:

,LI,OCTIiBepHoro CHUWXeHnda
KODTW30MNa B KDORU u/1unu

cknrouyeHune
3HOOrMeHHOoro

rmnepkopTmumnsma!

!

[anbHenwee
obcnenosaHue




2. AHanu3 cyToyHoB. UccneaoBaHue
MOYU Ha KOPTU3OJT BeYepHero KOpTusosna B

Ecnu akckpeuuns
KopTn3ora > 250 MKr

avarHos cuHgpoma
KyLwinHra He

(> 400 HMOSb) B CYTKMU,

Bbl3blBaeT COMHEHUW.

N

CHRKIHE22:00—24:00

BaTHbIN Barnuk
noMeLlalT Mexay
NECHOMN U LLIEKOW
naymeHTa Ha 10-15 MuH.
KopTu3son > 9,4 HMOsnb/ 1

MoATBEPKOAET A
Ll

L §
‘
)
i — LS




TecTbl 2 NMHNN:

1. [loBTOp TECTOB 1 NUHUWN.
2. TecTbl ONA NCKNIOYEHUS

«NCeBOOKYLLUMNHra.
3. TecTtbl anga nckn4veHmna AKTI -

AapnmAriANMNrN ciadnnNraa Kyvuipaura




TecTbl AN UCKITHYEHUS

NceBOOKYLLUNHIA
KopTu3onac on pe.qeneHMeM
HO4YHOIO CbIBOPOTO4YHOrIO
KODPTN30IJ14a.

MeToauka. Mexay 6:00 1 8:00 u mexxay 22:00 v

24:00 b6epyT Npobbl KpoBU C MHTEpPBanamMmu 30

MWH. [TauMeHT AOoMKeH NeXaTb BO BPEMSA BCErO

nccnegoBaHua 1 3a 30 MUH 00 B3ATUA 1-0U

NpoobI.

OueHka pesynsratoB. CpeoHnn ypoBeEHb
KopTu3ona mexay 6:00 1 8:00 AormKeH ObITb
borblle Ha 50%, YeM cpeqHUN YPOBEHb MeXay
22:00 n 24:00.




TecTbl Ana nckndeHna AKTI -
3aB1CMMOro cnHgpoma KyLiuHra.

1. Bas3anbHbin AKTT.

* AKTI <5 pg/ml - Hagno4ye4yHUKoBbIN C. KyLuunHra.

 AKTI > 10 pg/ml - 3KTONN4YECKNN NNu
rmnogomnsapHbIN.

o AKTT 5 -




2. Knaccuyeckasi npoba Jlngana.

[Mpoba no [Mpoba no
o nepebIfffR — B 8:00 GepyT o nepebItfEtft — c6op cyTouHoI
KpOBb Ha KOPTN30n; B 24:00 8 MOuu;
Mr (16 T.) AekcameTa3oHa e BTOPOW, TPETUN AEHb —
BHYTPb; OeKcamMeTasoH No 2 Mr (4 T.) Kaxable 6
e BTOpPOM AeHb — B 8:00 6epyT YacoB, c6bop CYyTOYHOM MOYM Ha 3
KPOBb Ha KOpTI/I3OJ'Il O€EHb Ha CBObI,EI,HbII/I KOpTW30m.

NonoxurenbHaa npoba: KOPTU30S KPOBU/MOUU
CHMKaeTcH Ha 50% 1 6oree oT UCXOAHOTO.

OTpuuaTtenbHasa npoba:

KOPTN30/ KPOBU/MOYN CHMXKAETCA MeHee YeM Ha 50%

oTHn CXOiH Ooro. l

[MnodomnsapHbIN C. OKTOMNYECKUN NN
KyLWuHra Ha4nNnO4Ye4YHUKOBLIN C.
RyLUUHra




3. CTnmynsymoHHas npoba C
KOPTUKONNOEPUHOM.

4. Tonn4yeckasa gnac
anarHOCTuKa.

iy
- KT Hagno4Ye4yHnKoEB “ l -~
- MPT runodgousa —
- KT Ol'K
- CumnHTUrpadus

- [po6bl KPOBU U3 HUXKHUX KAMEHUCTbIX
CUHYCOB.



AllbAOOCTEPOH-
[MPOOYLUWPYIOLWAA OINMYXOJ1b

B 40-50% cny4aeB AllA accounnpoBaHa ¢ MyTaumen reHa KCNJ5, kogupyoLero
KanueBsbl KaHan GIRK4, KOTOpbI B pesyristaTte MyTauum CTaHOBUTCS MEHee
CErneKTUBHbIM.

11% AIlA cBA3aHbl ¢ MyTaumen reHa CACNALD, kogupytowlero kaHan Ca

MyTaL"M A PPIrFIAVY FALIAR. ATD1 A1 ATDOYDD

Mutated Na+
GIRK4
channel

Voltage-gated
Ca?*channels

Aldosterone #



OOcnepnoBaHMe NoKa3aHoO NpPU HarIM4nM:

- CNNOHTaHHOW NN MHOYLUWUPOBAHHOW ANYPETUKAMUN FMMoKarimeMun.

- KNMMHUYECKNX MNOLO3PEHMNIN HA TOPMOHArbHYH aKTUBHOCTb (NPOSIBIEHNS
runokanuemun n Al'). Ecnu Al HeT, obcnegoBaHue HeuernecoobpasHo!

v ‘//.’ 7
HépyLueHme
TonepaHTHOCT
M K rIOKO3e " |
MbiLleyHas Monuypusi, / Z al \_ )
cnabocTb, nonuauncus ) | ™~
cyaopory = R Qo
EESEEBEEEE RS EEEEEE \ \I/ ==
,\r, EESEL EENCEE HEE N\ N K+ KpoBM < 3,5 M3KB/N,
e s e e e e e o e i R LA K+ Mouun > 30 MOKB/CyT
‘ ‘ = L o)

YQHMHeHme i/lHTe Bana QT, 3ybey U A
2 y Ankano ¥

3



TecTt 1-o0M NMHUN: ANbAOCTEPOH-PEHNHOBOE
cooTHowueHue (APC)

Onpenenenne APC nponsBoanTca yTpoM HaToLLAK, nocne
npebdbiBaHUA NaUMeHTa B BEPTUKAINIbHOM MOSOXEHUN HE MEHee
2 YyacoB, nepen 3abopom KpoBU NauneHT AoMmKeH cuaeTtb 15

M YcnoBus: INoxHo + JToXHo -

* [launeHT He JormKeH B-6riokaTopei Bce anypeTukm
npuaepxuneBaTbca 6ecconeBomn LieHTparnbHble 02- NHrmbntops! AMd
ONETHI (B TeHeHne 2-3 OH), MUMETUKN Brniokatopbl AT-R

« Koppekums runokanvemmu: Tabn. HMBC Ca2+-6nokatopel (rp.

NHrmbutopbl peHnHa ANTMAPONUPUONHOB)

Kanus xrnopuaa, Leneson YpoBEHb
Bnokartopsl R
K+ He meHee 4 mmonb/n.
MWHEParIoKOPTUKOUAOB

» 3a 4-6 Hegerb UCKINKYUTD 1K+, TNa+ LK+, [Na+

npenapartbl Bnusatowme Ha PAAC

[Moxunnon Bo3pacTt BepemeHHOCTb
* [Npu TspKenom TedeHnm Al nx XIMH (cHuxeHne API) | PenosackynsipHas Al
3amMeHa Ha: NPOSIOHIMPOBaHHbIN Mcesporunep- 3nokayectseHHas Al
Bepanamun, 'mapanasuH, anbJ0CTEPOHN3M

[1pa3o3nHa rugpoxnopua,
[lokca3o3nHa meaunar.



AKTUBHOCTb peHuHa nnasmbl (API1)
KoHuUeHTpauua anbgocTepoHa nrasmbl

LLCA TN

l = l

|APII,
TQZF(I;' LKﬁ)n AKATI (>15 ng/dL)
PAC > 20

|

[Mouck npnymnH

|

ObcnenoBaHue Ha

BTOPUYHOIO A
anbp,oclepomslvla l

. O [lpoBeneHwue
eHoBacKyndapHas noaTBepXaatoLLmx

[Mpnem anypetmkoB
PeHWH-cekpeTupytoLlasd
Oonyxonb
3rnokavyectBeHHada Al
KoapkTauusa aopThbl

TECTOB (TecTC
HaTpPMEBOW Harpy3Kom)



[loaTBEepXKOatoL e TeCThI:

TecTt € 0,9% | MHPy3usa 2511 NaCl B TedeHne 4 | AnNbOOCTEPOH:
p-pom NacCl yacoB (0,5 n/4ac). NauneHT <5Hr/gn- MrA
NEeXuT 3a 1 4Yac 4o 1 BO BpeMs MasioBEPOATEH.
BCEro nccregoBaHus. >10 Hr/gn - TrA
Kposb Ha API1, KATT, BbICOKOBEPOATEH.
kKopTuson, K, B 6aszanbHomn 5— 10 Hr/gn — «cepast 30Ha».
TOYKE M nocrie MHQY3nn.
TecTtcC [Mpuem 25-50 mr kantonpuna. |[IFA: anbgocTepoH coxpaHaeTcs
Kantonpuno | Yepes 1-2 yaca 3abop KpoBu NOBbILLEHHbIM rMpu HKU3Kou APTT
M Ha APT1, KAl n kopTtumson. (B HOpMe OOMMKEeH CHMXKaTbCA

[launeHT nexuT 3a4ac Ao u
1-2 Yyaca nocne npuema
KanTtonpuna.

Oonee 4yeM Ha 30%).




TecTC
nepopanbHO
n
HaTpueBOM

Harpy3Komn

YBenu4yeHne notpebneHnsa conu

>200 mMornb /1 (coneHaa ega +1 u.

NOXKa K 0ObIMHOMY paLMOHy) 72
yaca.

Ha 3 cyTku c6op cyTOMHOMN MOYU
Ha anbgocTepoH, Na, Cr, K.

JKCKpeumua anbgocTepoHa
> 12-14ug noareepxaaert [1A,
< 10 pg nckriodaert lA.
Na (oueHka apdeKTUBHOCTM HArpy3Ku)
Cr (oUueHKa agekBaTHOCTU guypesa)
QKckpeumsa K > 30 Mmonb/cyT AoKa3biBaeT
MA

TecTC

¢nyapokop-
TU3OHOM

Tabn. pnyapokopTnU3oH 0,1 Mr
Ka)kable 6 4 B Te4yeHue 4 aHen.
Ha 4-n neHb 3ab0op KpoBU YyTPOM
HaTowak Ha KAl n APl B
cnaayem nonoxeHmn 6onbHOro n
KopTW30rm B 7.00 1 10.00.

AnbOOCTEPOH > 6 HI/AN noaTeBepXxaaeT
[MTA, npn APl meHee 1 Hr/mMn/4 v ypoBHe
KopTu3ona Huxe, Yem npu 3abope B 7.00
yTpa (ans ucknodeHns snmanma AKTT).




OunddhepeHumnansH
aA ANArHOCTUKa:

« AlA

» AByCcTOPOHHKE AlA

* NepBUYHas
OJHOCTOPOHHSASA
rmnepnnasus

* IBYCTOPOHHSAS MUKPO- U

MaKkpoy3roBas
rmnepnnasuns

(+ C HeaKTUBHbIMMU
ageHomMamMm)

KoHcepBaTuBHagd
Tepanus
brnokatopamu m/K
peuenTopoB

KT
:ignOQethKQEs\

bes natonormn
MwukpoysnoBas
rmnepnnasus
[1ByCTOpPOHHNE
obpa3oBaHus

ATI/II'II/Iy(bIe 06GpayoBaHus

Huskas > 2 BYicokas
BEPOSITHOCTb BEPOSITHOCT
AlA b A|_|A

Y3en > 1cm
OQHOCTOPOHHUM
Hun3kon

I?HCMB»YM

>40 net <40 net

. KaTeTepM3aLu/|;| HaOMno4Ye4YHUKOBbIX

BEH

» CumHTUrpadua nocne 7-gHEBHOMN

/eKcameTafOHosoﬁ cynpeccum

Natepanusaun Jlatepanusaum —|
N HE BbIABNEHO S BbiABNEHa

OQHOCTOPOHHSIS
nanapockonu4yecka
S1 aApEeHanaKTOMUS




HopanuHedpuH,
ANUHEMPUH,
nodpamuH

ALpeHoMenynnuH,
XpOMOrpaHuH A,
HenponenTug Y




-~ KoHueHTpauusa ~ KoHueHTpauus

MeTaHedpMHOB B nnasme MeTaHe(ppUHOB B CYyTOYHOM
(TecT 1 NUHUNK) MoYe
e MeToauka: nauneHT * Metopauka: 1-yi0 nopuuio
OJOIMKeH HaxXoaAnTbCA 30 YTPEHHEN MO4YIU BblJTUBAIOT;

BCIO MOCIeayoLLYI0 MOYY B
TeYEHMe CyTOK cobunpatoTt B
CTEKMNSAHHY EMKOCTb C

MWUHYT B rOPU30HTalIbHOM
NONOXXEeHUU, oarnee, TaKkxke,

B MOJIOKEHUUN J1E€XKa KOHcepBaHTOM (10 Mn 6%
npoBoAsT 3abop KpoBU N3 COMSAHOW KMCMOThI),
KaTeTepa. nocrnegHuu pas — yTpom

e Pesynbrart: yBENMYEHNE B ggl\e/l%*%”;:{ﬂzngegﬁf
3-4 pa3a oT HopMbl — ®XLI. o6bLeM B MIT.
Cepas 3oHa: 1000 - 2000 e Pesynbrart: YBEInyeHme B 3
Nr G pa3alo ansa

& 3 v ou,el:r 7 .00pa
§ [ Moy &
Ay ¥

Tonndeckas ouarHocTrka unu ganbHenwee

nccnegoBaHue.




[lanbHeullee nccnegoBaHme

 KoHueHTpauusa metaHedppMHOB B pa3oBOM NOPLUUN MOUM (nocne
npucTyna).
e XpomorpaHuHa A (6onee 100 Hr/mn - ®XL]).

npoobI
e [lpo6a c nanbnauuen: nanbnaymsa odnacTn HagNo4Ye4YHNKOB [ NOBbILLEHNE
AL.
[lpobac
P lNMpo6a c TponacheHom | lpoba c rmoKaroHom
KINMOHUOAWHOM
MeTtoguka: 0,3 mr B nonoxeHun nexa, /s 1  Jlexa, B/B 0,5-1 Mr
KNMOHVWAWHA BHYTPb; Mn 1-2% p-pa TponadgeHa rnokaroHa B 0,5 mn NacCl
3abop KpoBb A0 nNpuema (Mnn 5 Mr deHTonamumHa). 0,9%.
npenapatanyepes3y KameperHune ALl oo n N3amepeHne ALl oo n
Kakgyto MUHYTbI Nocre KaXkgyt MUHYTbI Nocre
BBEEHMA. BBeOEHUS.
PesynbtaT: pn ©XL| CHmxeHne Al Ha 25-40 mm  [loBblleHWe Ha 60-40 MM
YPOBEHb PT.CT. B TEYEHME 5 MUH PT. CT. B nepBble 4-6 MUH
HOpadpeHanuHa He noareepxaaet GXLI. noareepxgaet GXLI.

nameHsietcsd, a npu I'b

N 11 AN, AN /N\N"T"/\r



eHeTnYyeckoe
nccrnegoBaHue

dXL
HacnencTBEHHO

OOYCIOBNEHHEIE.

MyTauwumn RET reHa (MOH 2),

[eHa cyKumnHaT-gerngporeHassi,
Henpodmnbdpomartos 1 Tmna (NF1),
bone3Hb oH ['unnenga-JinHgay (VHL)

B nocnegHue rogbl OTKPbIThl HOBbIE
Manou3y4yeHHble MyTaumn reHoB EGLN1/PHD2,
KIF1B, SDH5/SDHAF2, IDH1, TMEM127, MAX
HIF2A.



OnpeageneHune 3r10Ka4eCTBEHHOIO
nOTeHu,Mana Onyxosiu




NobpoKavYeCcTBEHHOIo

AK“AAAHAI 10 A~ 1 1~ I,T-

" TINOTHOCTb C ‘m
KOHTPaCTOM [0 H
| 8090HU

[MTnoTHOCTL Oe3
KOHTpacTa <10

HeT UHBa3nda B )
OoKpyXatoLime l
TKaHU m

[omoreHHas
CTPYKTYypa

«wash-out» Pa3mep: <4 c™ -
ye 98%,
pe3 15 MUHYT
4-6 CM - 94%,

>50%

oonee 6 cm - 75%.



100 Wls o‘ﬁ /2

AJpeHOoKopTMKanbHas
KapLunHoma

[OpMOHarsribHO
HeaKTUBHbIE

[OpMOHamnbLHO aKTUBHbIE:
* [MNepKoOPTUKO3OSIN3M,

* Bupunusauyus,
» Pexe
rmnepanbaoCTEPOHN3M U

>30 HU

CDeMVIHVI3aLI,1$I.

* [KC n nx
NpeaLeCcTBEHHUKMN,

» TectocTepoH, AIr9A-C,

* anbOOCTEPOH,

» 17B-actpaguon (ans M
n >K B noctmeHonayse).
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METACTAS3bI
B HaAMOYe4YHUK

[ menaHoma |
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[1pn 2-CTOPOHHEM MOpPaAXXeHUU —
obcnegoBaHne Ha HaAMNOYEYHNKOBYHO

HeaoCTaTO4YHOCTh!

MeTacTa3bl

[NMonck nepBuyHON
OMyXonu: KOHTpacTHas
KT OI'K, OBl n MT,

MPT.

OnyxoneBble MapKepbl
(oNga naumeHToB paHee
JIe4YNBLLUNXCA No noBoay
OHKOJ10rm4eckoro

3a60neBaHM;|'

[Nounck
BHEHAANOYEYHUKOBbIX
Mts: + OIM-NMOT/KT un
CUMHTUIpadua KocTen.

BENOTMNCUA



TakTuka BegeHUs naLlMeHToOB C UHUMAEeHTaNnoMoun

HaanoYeYHUKE

2-CTOpPOHHWUE,
KpYrHble
onyxonu

ObHapyxeHne obpasoBaHus Ha

RT/MPI \l,

ccnepoBaHue ropMOHanbHOW akTUBHOCTMU:

« CB. MeTaHePUHLI N1a3Mbl UM CYTOYHOW MOYN,

« KopTtunsosn cytodHomn moun, AKTI, HOYHOIM KOPTM3O0S
nfa3mbl/CritoHbl, TECT C 1MIr eKkcaMmeTa3oHa

» Ecnu rmneptenans: KAI/APTI

« Ecnuonyxonb > 2 cM: 17-rMAPOKCUTECTOCTEPOH U

T 3A-C

4

* >ACM
e >20HU

ObcnenoBaHue Ha

+

Mopo3penune Ha 3HO:

YToYHALWM

< 4cMm, < 10HU,
wash-out > 50%

* wash-out < 40% e TecTbl Y
KT: 3-6-12-24 mec,

[opm. ucecnen. 1 p/roa 4-5

ner

HeaJOoCTAaTO4YHOCTb
Hagno4Ye4YHUKOB MoBTOp +
R
v v
OTKpbITas JTanapockonunyeckas b
aflpeHanaKToMus aflpeHanaKToMus

PocT bonee 1 cm nnu
NOsIBIEHNE rOPM. aKTUBHOCTU




'MnepkopTULUUN3
M

Cpasy nocre yganeHus
ageHombl: 3T TKC
rMOpPOKOPTU30OH OT 6 40
18 mecsaueB

NHrmbutopbl cTepongoreHesa
(MeTmnpanoH, KETOKOHAa30/);

PeoxpomMmounTo
Ma

[MpodumnakTmka
MHTpaornepalnoHHON
reMmoanHaMn4yecKom
HecTabunbHOCTU: a-

GnokaTtopbl 40 onepauuu;
NHY3NOHHasA Tepanua n a-
MUMETUKN BO BPEMS

MUTOTaH

TMnepanbpocTepoH
N3N

BrokaTopbl
MWUHepPankopTMKongH
bIX PELIENTOPOB
(CNMMPOHONAKTOH)

onepauun.




 Cnacubo 3a
BHUMaHue!




