OENEPATLHOE OCYIARCTBEHHOE BOMKETHOE HAYUHOE YUPETIERE
: HAYIHOYICCELOBATENBCKIA VHCTUTYTMETVLIVHCKYAX FPOBNEM GEBERA
4 HAIMITC)

3a60neBaHM;| mnOTanaMO-

OCOKI/IHa I/IpMHa Bna.qMMMpOBHa SR
[OKTOP MEeAVLMHCKNX HayK Mo 3H,£I,OKpI/IHOJ'IOFI/II/I
[1aBHbIV HayYHbIVI COTPYAHVIK
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1 Cuctema «ruroTajiaMyc-runo@usy. | urnorajaMuieckue U rurou3apHblie
TOPMOHBI. | laHTHIIOIUTYUTAPU3M.

1 AxpoMeranust M THrantusMm. CoMaToTponuHOMA. .

1 CuHAPOM runeprpoaakTuHeMun. IpomrakTuaoMa.

I Hecaxapnbiil quadet. Jluarnoctuka. Kimmauka. JleueHue.

1 bonesnb u cunapom Mnenko-Kymmunara. Kimmanka, puarsocruka. Jleuenue.

1 XpoHMYECKas HAIMOYEYHUKOBAS HEIOCTATOYHOCTH (00J€3Hb A JANCCOHA).
Knmnauka, nmaraocrtuka. Jleyenue.

1 BpoxaenHas nuc@yHKIus Kopsl HaanodedyHukoB (BJIKH, aagpenorenuTanbHbIl
CUHIPOM)

| OCTpaH HAAITOYCYHHUKOBAA HCAOCTATOUYHOCTD

I MHimaeHTaioMbl HAAIMOYEYHUKOB. [ OpMOHAIBHO-aKTUBHBIE OITYXOJIM KOPbI
HAITTOYEYHUKOB: KOPTUKOCTEPOMA, allbaocTepoMa, peoxpomonurToma. KinmHuka,
auarHoctuka. JluddepeHuuansHas JMarHocTyuka. JleucHue.

1 IlepBuuHbIli anpaocTepoHu3M (cuuapom Konna). deoxpomamnuromMa.



Cpennss HamOYeYHHKOBAS APTEPHS Bepxuue HaanoyeYHHKOBbIE apTEPHH

Huxusas au¢parmansuas aprepus JleBbii HaANOYEYHHK

YpesHbiii CTBON
JleBas HaAMOYEYHHKOBAS BEHA

Aopra

Huxnss naanoyeynnko-

Hukiss Bas APTEPHS

1| Ha
nonas se Jlesas noyeynas

- , \ | aprephs
< i b ¥
Cpennsis : v, ,
HA/NOYEYHHKOBAS 7 | ‘ /.

BeHa \

|

Bepxnss
Opbixeeynas
apTepus

Hoveynasn —L
BEHa .

lpasag =" .
AHYKOBAS " ; Jlepas snuxoBas pena

MoueToynHK

Hagnode4yHukn — napHas
9HOOKPUHHAaZA eneaa, cCocTosdLlas
N3 KOPKOBOIO 1 MO3roBOro
BelllecTBa.

Y B3pOCoro YenoBeka
Haano4YeYHUK NMeeT opMy
TpeyrornibHuKa pasmepom 4x2x0,3
CM N Maccou OKOmMo 5-7 T.

Ha gorto Kopbl NPUXoaUTCHA OKOMNO
80% macchl Hagno4YevyHuka.

B Hen onpegenatoTca 3 30HbI:
Krnybo4koBas, npuneratoLas K
Kancyrne, ny4ykoBaga n cetyartas,
rpaHn4yallas ¢ MO3roBblM CITOEM



AHAaTOMUSA U PU3NOJSIOTUS
rMnoTanamo-runodu3apHon CUCTEMbI

Boponka runopusa 3puTensHni HepB
Tanamyc Bepxusisi runogH3apHas apTepys
BHyTpeHHSA COHHAs apTepHA
ANMTaNamMyc JAnadparma ceasna # T'unogusapubie BeHbl
3aauns COeAMHHATENbHAR r
! apTepus ¥ Bepxusas runodusapuas
Ina3snoii Heps, . 1 aprepun

N\ : I'unoduzapunie Bennbi
\% {: - \‘ KaBepno3uas yactb
- o BHYTpeHHell cCoHHol

"y apTepHH

-
"\,_ , OTsoasmni Heps

. ’ Basunapnas .
y apTepus o
W/
.//: ..‘
mNod3 3annss Mo3rosas .
apTepus

mMnoTanamyc KasepHo3ublii CHHYC

T'unodus



[ ODMOHbI r’MNOTas1IaMyca

= Koptukonnbepun (+AKTIN)

= Tuponnbepun (+TTT, MNP)

= FoHaponnbepuH (+OCr, JIIN)
= ComatonunbepuH (+I'P)

= ComatoctatuH (- I'P, AKTIN)

= flodbamuH (-MNP)
s OKCMTOLMH

= BazonpeccuH (aHTUANYpPETUUYECKUN
ropmoH, AQlIN)




[[OpMOHLI rUNOPU3a

NepeaHas aoonsa — ageHornnocpus
= FopMOH pocTta (I'P)
NMponaktuH (Mp)
AnEeHOKOPTUKOTPONHbIN ropMoH (AKTT)
TupeoTponHbiv ropmoH (TTTI)

donnukynocrumynupytowmm ropmoH (®Cr)
JTroTenHnsupyrowmm ropmoH (JiIN)

= 3a4HAA aons — Heuporunodpus
= BasonpeccuH (aHTMANYpPETUYECKUU FrOPMOH)
s OKCMTOUMH




Perynauuna cekpeuun [P

GHRH

O
Pitutary

}

GH

Y| oS

Stomach/

| Ghrelin

“-

Adipose tissues

Stress
Ammo Acids

Hypoglycemia

IGF-|

Liver

autoregulation

INFLUENCES
Muscarinic cholinergic Beta-adrenergic
Alpha-adrenergic Glucocorticoids
Glucocortcoids (acute) (chronic)
Opioid peptides Obesity
L-arginine
Hypoglycaemia/stress

autoregulation



F'Mnotanamo-runodusapHbie

‘ 3aboneBaHus: MeToabl 06cnenoBaHus

» ODU3nuKanbHbIE

= JlTabopaTopHble — onpeaeneHue
ropMOHOB

= MHCTpyMEeHTa/ibHbIe —
peHTreHokpaHuorpapua, MPT, KT

= MMepuMmeTpun — onpegenexHmne nonen
3peHus



JHAOKPVHHbDbIE NPOABJ/IEHUNA

!-‘ aleHOMbl rmnodusa

s [Vinonutymntapmnam (AgeHormnopu3sapHas
HeAOCTaTO4YHOCTb)

= HecaxapHbin anabet
= [ UNepnponakTuHeMus
s CMHOPOM «M301MPOBAHHOIO» rmnodusa

= Xna3MasnbHbI CMHAPOM (buTEeMnopanbHas
reMmmaHoncus)

= AKpoMeranumsa u rmraHTu3Mm



MNnonNUTYnTapmu3m

(fTMnoTanamo-runodu3apHas
i HeaAOCTaTO4YHOCTD )
- 3aboneBaHune , 06ycnosneHHoe
HapylUeHUEeM ceKpeLy TPONHbIX
ropMOHOB B pe3yJibTaTe AeCTPYKLUN
aAeHormnodusa Cc nocneayrowmmm

CHMXeHueM PpyHKUUMN nepudepnyecKknx
3HAOKPUHHDbIX XKene3




Knaccndpukauums

rmnonuTyMTapmsMa

Mo 3TMONIOIrUMN:

NepBUYHbIN (ayTOMMMYHHbIN, ornepauus, obnydeHne runodusa)
BTOpUYHbIN (HapyLleHWe rmnoTasaMmyeckon perynsaumnm)
Mo KNUHUYECKUM NpoABNEHUSM :

UsonupoeaHHbIW rMnonUTyuUTapUsm - BbInageHue OAHOM
TPONHOU PYHKUUU FUNOPpU3a

TTapumanbHLIU MMNONUTYUTAPU3IM- BLINAAEHUE ABYX U
6onee TPONMHLIX PYHKUUU FUNOPU3A

TTaHrMnonNuUTyUTapUsm - HapyleHue BCceX TPOMHLIX
pyHKUMU runogpusa (90% runogusa nospexaeHo)

BHauane cHuxaetca cekpeumsa CTT, I'P, 3aTem roHaaoTpOMNHLIX
ropmoHos (JIT" n @Cl"), panee TTT u AKTT



KnuHuyeckas kapTuHa

Oeduuut I'P

OXknpeHue

CHwmxeHune MIIKT, octeonopos
YMeHbLUEHWE MbILLEYHOU CUSTbI
CHMXeHne 0CHOBHOro obmMeHa
HapylueHne CHa

AnaTtusa, aenpeccud
BTOpPUYHbIN TMNOroHaau3Mm
AMeHopes, becnnogue
YporeHutanbHble pacTpoUCTBa
CHmxeHune nnbunao
HapylwleHne naMaTu U UHTeNNeKTa
YMeHbLIeHne 0BOJTI0OCEHUS
OcTeonopo3s, rmnepamnuaeMms

rMNoNUTYUTApPU3MaA

BTOpPUYHbIN TMNOTUPEOD3
COHIMBOCTb, BSANOCTb
bpaaukapaund, cHmxkeHue ALl
CHU)XeHne OCHOBHOro obmMeHa
YBennyeHune Macchl Tena

AToHua XKT, 3anopsbl

CyxocCTb 1 61eHOCTb KOXMN,
BbinageHmne Bonoc

AnaTtusa, aenpeccus
BTOP1UYHbIN TMMNOKOPTULIU3M
CnabocTb, yTOMNISIEMOCTb
CHMXeHne anneTmnTa, Maccbl Tena
[ MnornmkeMum

CHumxeHne Al

TowHoTa, pBOTa, 605N B XMNBOTE



[ MNONMUTYUTAPU3M

= [AMarHocrumka x JleueHue

= lccnenoBaHve ropMoOHOB = 3aMecTuTenbHas ropMoHasibHas
afleHornnogun3a TEpPaAnuUsa - BOCMNOJIHEHUE

= [P Npu CTUMYNSLMOHHBIX neduunMTa 3HAOKPUHHBIX XKENE3,
poBax (C MHCYSIMHOM, perynmpyembiX ageHormnogmn3om
KNoMeNMHOM) - KOPTU30/1a, TUPOKCUHA,

3CTPOreHoB, NMPOrecTepPoHa,

bazanbHbIn ypoBeHb JIT
- YP ! TeCTOCTepOHa, FOPMOHA pocCTa

®OCI ,acTpagnona v
TecTtocTtepoHa, TTI u cB. T4,
KOpTM30na = YCTpaHeHune NpuyunH

= MPT rofioBHOro Moara rMnonnTynTaprsMa

s OcTeoageHCUTOMETPUS



CvMHAPOM rmnepnposjiakKTUHEMUM
(I'MP, rmnepnponakTMHEMNYECKNIA
rMNoroHagnsm)

1. CamocTosTenbHoe 3a60eBanne (MUKPOTIPOAAKTHHO- Hapy1ies s MeHcTpyanbHoro LMK Ia, Oeciionye,

Ma, MakponpolakTHHOMa, naHonaruyeckuii IT) OCHOBHbIE MATONOrNYECKAs raNaKTopes, CHIKEHMe TubH,10,

2. B codeTanu C APYTHMH THIOTANaMO-THIOQH3APHbI- KITHHUYECKHE IPEKTHTBHAS IHCHYHKLHA, TP MAKDOAZLEHOMaX
3THONOTHA MH 3200,1eBaHMAMM (TOPMOHAJTbHO - HEAKTUBHBIE aICHO- ' . Lo

MBl, CHHDOM «1YCTOTO> Ty PELIKOFO CELTa H NpOYeE) NpOABAEHHS KiaSMATbHB CHIIPOM, TerKHil TUpCyTHOM, Lenpec-

3. Cumnromarnyecknii I'T (MeaMKaMeHTO3HBI, Tep- CHBHBIC paCCTPOHCTBA

BUYHbLIH TUIIOTHPEO3, TIOYEYHas HEIOCTATOYHOCTD) T ——

brnokaaa nponakTMHOM LIHKJIMYECKOTO BbIACNEHUS JuarHocryka 2. Uckmoyenwe cumntoMatiyeckux gopu [T
ITatorenes roHagonubepuna, JIT, OCT, runonorenHoBas nuc- 3 MPT ronosHoro Mo3ra

(GYHKLMS ANYHUKOB, AHOBY/ISLHUSA, THII0ICTPOreHHU

Jlpyrue aneHoMbl runodu3a, MaKponponakTHHEMHUS,
COMaTHYecKast MaToN0rus (OYEYHAs HEAOCTATOUHOCTD
Has AMarHOCTKA | M Tpoy.), GH3KONOTHUECKas TaNaKTOPES, HEPRHO-
pe(AeKTOpHas ranakTopes

[IponakTuHOMa — camasi yacTas GyHKIIMOHMPY- TluddepeHuuans-
[oLIas afieHoMa runogu3a. MukponposaK THHOMBbI
yalle BCTPeyaloTes y XeHLUIMH; MaKpOMporiakTHHO-
Mbl — C OIMHAKOBOK YaCTOTOH Y 1Ll 000€ero nona.

dnuaemuonorus
[MneprnponakTHHEMHASA BCTPEYAETCA HE PEXE YEM

B | ciyyae Ha 500 yesoBeK B3pOCOro Hace eHHUS.
T'vnepnponakTHHEMHIs 0OHAPY XUBAETCSH IPUMEPHO
y 8 % XeHILHH ¢ 0THIOMEHOpEEH

ATOHHCTBI JodaMuHa (OpOMOKPUNTHH, KabeproanH);
JeueHue B OTHOCHTENbHO PEAKHMX CIYYafX PEIMCTEHTHOCTH TpH
MaKpOAIEHOMaX — XHPYprudeckoe




! AKpoMeranma n rmraHTu3Mm




AKpOMeranMﬂ N TMrAHTU3M




AKpoMeranus

KnnHnyeckue CMMNTOMbI aKpoMerajmm AnarHocTmka

" PaBpACIaNHMe MATKIX TKAHE = Basanbhbiii CTT (P) Goree
0,4 Hr/Mn

= YpezMepHasa NOTIMBOCTDb
= MuHMManbHasa KOHUEHTpaUms

= [lapacre3nn kucreun CTl Ha poHe OI'TT Bblwe 1,0
= YCTaJIOCTb U anaTtusa HF/ M

= [onoBHbIe 605K
= Onuro-nnm ameHopes, 6ecnnogue

= JDpekTu/ibHaa ANCPYHKUUA U [/ nam
CHMXeHue nmbugo

= [loBbilieH NDP-1 B KpoBU
= bokoBasg KpaHuorpadus
= MPT ronosHoro mMo3ra

= ApTponaTtus =  OdTanbMosnor — rnasHoe AHO
= HTY / caxapHbliit guaber M NEPUMETPUA
= 306

= CepaeyHass He4OCTAaTOYHOCTb /
ApUTMMUSA, TMNEpPTOHUS



!-‘ JleyeHMe akpoMeranamm

= YaneHne ageHoMbl rmnodmsa

s AHaNOrM coMmaToCTtaTUHaA:
octreotide LAR (Sandostatin LAR, Novartis)

10 mg, 20 mg 1 30 mg u
lanreotide (Somatuline Autogel, Ipsen Biotech,

Paris, France), 60-120 mg n/k 1 pa3 B 4 Hep.
O6a nopasnstoT P (<2 ng/ml) n IGF-I

= bnokatopsbl peuentopoB [P (mnersBMcomMaHT)
= JlyyeBas Tepanua (raMMa-HOX)




!-‘ HecaxapHbin anaber

KITMHUYECKUN CUHAPOM,
06yCcnoBfeHHbIN HApYyLLEHUEM
CMOCOBHOCTM MOYEK KOHLIEHTPUPOBATb
MOYY, CBSA3aHHbIN C AedunLmMTOM
aHTUONYPETUYECKOrO FOPMOHA UK

C HapYLLUEHWUEM YYBCTBUTENBbHOCTU
NoYeYyHbIX KaHanbLUEB K ero A4enCTBUIO.



ATronoruy

|. Uentpanbhbiit (runoTanamo-runodu3aprbii)
HAMONATHYECK I, CHMITOMATHYECK I (ONYXOH),
BPOXACHHBIIA.

2. Tloyeubit: mproBpeTeHHbi (TOKCHYECKH,
NATOJ0THS MOYEK), BPOX IEHHbI

HecaxapHbin aonaber

[latorenes

Llesmpanswoiii FIJ: newinT Ba3ompeccHHa npuso-
JHT K HAPYLICHUIO KOHLIHTDALIMH MOYH H YPOBHE
IMCTANBHLIX KAHAbLICB HehpOHa.

[Toweunnii HJT: HedyBCTBUTENLHOCTL MOYEK K FHJO-
TCHHOMY BA30NPECCHHY

HaeMHoIoTHA

Penkoe 3ab01eBaHHe, Yalile B Bo3pacte 20 — 40 ser;
KaX1blit 3-11 C1yyait 0DycA0BACH HEpOXHpYprH-
YeCK M BMELIATENBCTROM. BpoXIeHHbIE GOpMbI

W noyeurbiit H/I - kasyueTwyecku penxu

[lMarsocTuka

|. [Tomnypus (>3 1)

2. HopMorzukemus (HCKNH0YEHHE CaxapHOTo Axa-
Beta)

3. Hviakas OTHOCHTEIbHAS MAOTHOCTD MOYH (HE
6onee 1005)

4. TunoocmoaapHocts Moy#t (<300 wOcw/kr)

5. Tecm ¢ cyxosdenuew: BO3NEPXAHME OT XHAKOCTH
Ha mpotaxetiuy 8-12 vacos; npr HI — cHuxeHue
BeCa, HET NOBBILEHHS OTHOCHTENBHOM TOTHOCTH
M OCMOISPHOCTH MOYH

6. MPT runoQyu3a (HCKAKUEHA OnyXOAH THTOGH-
38 W19 THTIOTANAMYC)

OCHOBHHIE KTKHHYEC-

K¥e TIpOSBIEHUS

[lonuypus (>4-5 18 aekb; 10 20 1 GoAee 1/1gHb),
ONMIUICHA, HUKTYPHA, SHYPE3 Y IETEH

Judpepenimansias
THATHOCTHKA

[lcxorexHas nonuauncus, nodeyusiit HI, npu-
yytibl uenTpanbioro HJ (wnomaryeck i mm
CHMITOMATHYECK Hif)

Neyerye

Jecvonpeccut 0,104 wr per os uay no [-3 kan
2-3 pa3a B JeHb MHTPAHAIANBHO




Knaccndpukauma HA

1. UenTpaabupiii (rtunoTanamMo-runodpusapuoiit) H/I

1.1. Uanonaruueckuii (/5 Bcex cnyyaeB HJ1)

1.2. CuMnITOMaTHYeCKUT (2/5 Bcex cayvaeB H/)

1.2.1. IIpuoOpeTeHHBI (TpaBMBbI, ONYXO0JIU ¥ HHOUIBTPATUBHDbIE TPOLICCCHI

B TMIOTaJIaMO-runou3apHoi obnacTH, MEHUHTHUT, 3HUE)ATUT, MCTACTa3bl
3710Ka4yeCTBEHHbIX onyxojiei, cuHapom LllueHa)

1.2.2. BpOoXJeHHbI: ayTOCOMHO-AOMWHAHTHBIN (MyTalLlMs reHa Ba30NPECCHU-
Ha), cuHapoM DIDMOAD (Boandpama): Diabetes Insipidus, Diabetes Mellitus,
OnTtuyeckux HepBoB ATpodus, riayxoTa [aHra, Deafness]

2. INoyeunntit HJ

2.1. TIpuoOpeTeHHBIN: IeKapCTBEHHbBIE TIpenapaThl (IUTUI), METAOOTHYECKU T
(runepKaabLHUEMUS, TOYCYHAA HEAOCTATOYHOCTD IPYroro reHesa, nocrob-
CTPYKTHBHAA YpornaTHU s

2.2. BpoxneHHBIH: X-CLUENJCHHBIN pelleCCHBHbIH (MYTAllUA I€Ha pEeLENnTOopa
Ba30MpeCCHHA), ayTOCOMHO-pPELECCUBHBIN (MyTaLIMA reHAa aKBarlopHHa-2)
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TaHrHO3HBIE KNETKH,

Kancyna s HepBHbIE BOJIOKHA,
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CTEPOUAOIEHE3 B KOPE HAAINOYEYHUKOB

UcxoaHbIm NPOAYKTOM CUHTE3ad KOPTUKOCTEpOMNAOB ABNAECTCA

XO/1eCTepuH.

Kopa HagnouyeuyHUKOB ceKpeTupyeT KopTukoctepouabl (KC), Kotopble
Pa3aenalnTCcA Ha YeTbipe rpynnbl: IMIOKOKOPTUKOUADbI,
MWHEPAZIOKOPTUKONADI, aHAPOreHbl U 3CTPOreHbL.
MuHepanokoptukouabl (MK, anbaectepoH) obpasylorca B KneTKkax
KNYy6OUYKOBOM 30HbI.

nokokopTukongbl (F'K) cuHTesmnpytorca, rnasHbim obpasom, B
NY4YKOBOM 30HE KOpPbl HaAMNOYEYHUKOB.

AHpgporenbl (OMN9A, AMN9A-C, aHAPOCTEHANOH U TECTOCTEPOH) U
3CTpOreHbl (3CTPOH U 3CTPaAANOI) 06pa3ytoTca B CETYATOMN 30He.
B Mm03roBoM cnoe obpas3yloTca KaTexosaMuHbl.




. {E’E.;'_; Cholesterol
L I3

7 f Mineralocorticoids Glucocorticoids

ACTH | Progesterone ﬂr

Testosterone
A
FPenpheraficomaoerszion fo
L
,*.
Estradiol

Aldosterone

5 chbepMeHTOB HeoOXoAMMbI AnA npoaykuumn koptusona: 1- 20, 22 desmolase,
2 - 17 hydroxylase (17-OH), 3 - 33-hydroxysteroid dehydrogenase (33 HSD),
4 - 21 hydroxylase (21-OHD), 5 - 113 hydroxylase (11-OH)




XonecrepuH

P450scc l

45017 P450c17
MperHeHonoH — 17-OH-nperHeHonoH —— [lernapoanuaHapoCTEepoOH

l3B-HSD

3B-HSD l laB-HSD

P430c17 P450c17
MporectepoH —* 17-OH-nporectepoH — AHAPOCTEHAWOH

P450c21 l J' P450c21

He3oKcu-
KOPTUKOCTEPOH

P450C”J, J' P450c11

11-0€e30KCUKOPTU3onN

KopTWKOCTEPOH KopTnaon

P450aldo 1

AnbaocTepoH
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' ®U3UONOTMYECKUE SOOEKTHI
rMIOKOKOPTUKOUAOB

CambIM 6UONOTrUYEeCcKU GKTUBHLIM FNFOKOKOPTUKOUAOM aBnseTca koptuson (80%).
OctanbHble 20% CcOCTABNAFOT KOPTU3OH, KOpPTUKOCTepoH, 11-pe3okcukopTuzon
u 11-npe3okcnKopTUKOCTEPOH.
Usbbitok MK BLIsbIBaeT runeprnvkemuio 3a c4et yBenudeHus rnkOKOHeoreHesa B
nevyeHU U B MBIWLAX, CHUKEHUS YTUNU3ALUU TNFHOKO3bI TKAHAMU.
K yBenuuusatot pacnan 6enkos u TOpmosar ux CUHTes.
K ycunusarot nunonus 8 06n1actu BepxXHUX U HUXHUX KOHeYHOCTeU U
nunoreHes - B Apyrux yactax tena. 310 npuaaeT 60NbHLIM XapaKTepHLIU BUA:
nyHoobpasHoe nNUUO, UeHTpasnbHOe OXupeHue, TOHKUEe KOHeYHOCTU.
'K nosbIWwarOT BLIfeneHue KanbUua U yMeHbLAroT ero BCcacblBaHWe, NOoAaBnaroT
AGKTUBHOCTb BUTAMUHA [], YTO NpUBOAUT K OCTeONOpPO3y U pasBUTUIO
NaToNoruyecKkux rnepeniomos.
K cTumynupyroT ketoreHes B ne4YyeHU B YCNOBUAX AePULINTA UHCYNUHA

K BBICTYNarOT KGk UMMYHOAENPeCcCaHTLI 3a cYeT CNOCOBHOCTU BLI3LIBATDL
noaasneHue KneToYHBIX UMMYHONOMUYeCKUX peakuun.
'K okasbIBarOT BHIpAXEHHBLIU MPOTUBOBOCMANUTENBHLIU 3PEPEKT nyTem
cTabunusauum KneTouHbIX membpaH, CHUXeHUa NpPoOHULIAEMOCTU KANUNNAPHOro
3HAOTENUA, YJyulleHUs MUKPOLIUPKYIALUMU U YMeHblUeHUa 3KCCyaaumu.



OCHOBHOM perynsaTtop CUHTE3a rMKOKOPTUKOUAOB —
AKTI, koTopbIi CUHTE3UPYETCA B nepeaHen aone runodwusa.
Cekpeuunsa AKTI KOHTponupyeTcsa KOPTUKOTPONMUH -
PUIIU3NHI-ropMOHOM, CBOOOAHBLIM KOPTMU3OJSIOM B Nnna3sme,

CpeccoM 1 LIUKITOM COH-6o0apcTBOBaHMe.
Onsa cuHte3a cekpeuuun AKTI u KopTn3ona xapakrepHa
BblpaXXeHHasi CyTo4YHasi NepmMoaANYHOCTb (LUMpPKaaHbIN
puTM). YBenuuyeHmne cekpeumm Koptusona gocturaeTt
MaKcMMyMa npu nNpooyxaeHuu.



Buonormyecku akTMBHbIMU MUHEPaNoKOpTUKONAaMM ABNAOTCHA
anbOecTepoH U Ae30KCUKOPTUKOCTEpPOH.

OcHoBHasi GpyHKUMSA - noaaepxKaHue 6anaHca 3fieKTPosiIuToB
XNOKOCTen opraHM3ma, ocyllecTBliseMasi nocpeacTBOM
yBernnm4yeHusa peabcopObLmnmn NOHOB HAaTPUA B NOYEYHbIX KaHanbLax.
JTO NpUBOAUT K YBENMYEeHUI0 coaepXXaHus Boabl B opraHusme,

yBennyeuuro OLIK n noBbiweHuto AL.
MK yBenunuuBaroT peadbcopbuuio xropa n oukapoboHaToB u
yBeNnM4YnBaroT 3KCKpeuno MOHOB Kanusa n Bogopoaa.

AnbgecTtepoH NpakTUYeCcku He CBsAAI3biBaeTcs ¢ berikamMu nras3mbil
KPOBU, MO 3TOU NPUYUHE BPEMSA ero LUPKynsiumMm B KPOBU He
npeBbiwaeT 15 MUHYT.

MK meTabonuanpyroTcs B NneYeHMu.

OCHOBHOM perynaTop cekpeumm akTUBHOCTb PEeHUH-
aAHMrMOTEeH3MHHOU CUCTEMbI, KOHLeHTpaLus HaTpuUsa U Kanus B
CbIBOPOTKE KPOBM.




PeHUH BbipabaTbiBaeTcs B NoYkKax, B
IOKCTarnoMepyJsispHOM annapare KOpTUKanbHbIX

HedppoHoOB. [loa ero BNUAHUEM aHTIMOTEH3UHOrEH,
obpa3yrLlmnnca B ne4eHu, nepexoanT B aHFIMOTEH3UH |.
NMocneaHnn noa BosaencTememM KuHasbl |l B nerkmux
npeBpawaeTca B aHrmoteH3uH ll, crumynupyrowmun
ceKpeuuro anbaecTepoHa U CyXeHue apTepuvon.
YBenun4yeHve BbIpabOTKN peHUHA ABNSAETCA HeoOXoAUMbIM
yCcrnoBueMm Ans ycurieHme cekpeuuun anbaecTtepoHa.
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B kope HaANOYe4YHUKOB CUHTE3UPYIOTCH
AerngpoanuaHapoCcTepoH U B MEeHbLUEeNn
cTeneHu aHAPOCTEHOUOH.
HepnoctaTo4yHOCTbL Kakoro-rimbo cpepmeHTa
cTepougoreHesa npuMBOoOUT K NOBbILLEHUIO
ceKpeuuu aHOpoOreHoB U N3MEHEeHUAM

Hapy>XHbIX FreHUTanNMun y nnoaa, HapyLeHUusam
3NeKTPONMUTHOro danaHca.

Y MyXX4YMH aHOPOreHbl HaAMNO4Ye4YHUKOB
UrparoT HE3HAUUTESIbHYIO PONb B
noanepxaHum ooLien KOHUeHTpauun
aHOpPOreHoB B Mnna3me.




Tupoanr

11

AvoxcudeHnnanaHud
(BO®A)

| 2

HodamuH

HopagpeHanuH

\

AfpeHanuH

P

3,4-AQurvapokcn MuHOanNbHaA
KucnhoTa

HopmeTtanedput

4

[TomMoBaHUNMNOBAA KUCNOTA
(4- rMQpOKCU- 3- METOKCH-
deHnnyKcycHan Kkucnorta)

|

6

y

Metanedpun

/

BannnunMmHaaneHas KMcnora
(4-rngpokcn-3-mMmeToKCUMHAaNbHas
KncnoTta)




CMHTE3 Y METABOMNU3M KATEXOTIAMUHOB

AOPEHANMVHA, HOPAOPEHATIMHA, OZAMMNHA

HenocpencTtBeHHbIM npeAlwecTBEHHNKOM KaTeXONTaMUHOB

ABNsAeTCA aMUHOKUCIIOoTa TUPO3UH. B Mo3roBom cnoe
Haano4vYe4YyHUKoB obpa3syeTca aapeHanuH (80%), B opraHax,
WHHEepBUpPYyeMbIX CUMMNATUYECKUMUN HepBaMM - HOpaapeHarivH.
B HenpoHax LUHC cuHTe3 KA 3aBepliaetca godpamMuHOM.

Pusmnonornvyeckme apdekrbl KaTexonaMmUHOB:

AKTBauua metadbonmnyeckux npoueccoB: NUNonun3a,
rMUKOreHosin3a, TOpMoXXeHue yTunmsaumm rinroKo3bl TKaHAMMU
YBennyeHue 4acTtoTbl U CUSbl cepaeYvYHbiX COKpaLLeHUMN,
noBbiweHne Al

YBennyeHve BeHTUNAUNU JNTerkux

YcuneHune KpoBOTOKA, NOBbILLeHe oomeHa rntoko3bl B LIHC




| ‘1 ] | | | O O . | | O O - .
AduarHoctuka HapylweHua npoaykuum
rOpMOHOB HaANOYEYHUKOB

Topmon H30mrox Henocrarox

KopTuzon Manas u 6onbllas gekcameTa- [Ipoba c AKTT, npoba
30HOBbIE [1POObI C UHCYJIMHOBOH TUNOT -
JIUKEeMHEH

AJILAOCTEPOH ba3ajbHBIA ypOBEHB aJIbAOCTE- | DbasanbHblit ypOBEHD
POHA ¥ pEHMHA, OPTOCTATUYEC- | aNbAOCTEPOHA U PEHUHA.
Kas (Mapitiepas) npoba

Haanoueunuxko- | basanbubiil ypoBens JI3A He uMeeT KIMHHYECKOTO
Bbl€ aHApPOTreHbl (AA9-C), 17-ruapokcunporec- 3HAYeHN 9
TeoH, npoda ¢ AKTT

KarexonaMuHbl MeTaHedpuHbl BKpoBe U Moue, | He uMeer KIIMHUYecKoro
IKCKpELIUA C MOYOH BaHUNIUJI- 3HayeHus
MHHJI2JIBHOY KUCOTDI
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Knaccugukaums 3aboneeaHuii HaANOYEYHUKOR

1. bose3Hb U cHHApOM KyiinHra

2. [lepBU4HBIH rUNICPANbAOCTEPOH U3M

3. AHapoctepoMa (BUPUIU3UPYIOILAS ONMYXOJ1b)

4. KopTtnko3acrpoma (heMHHUN3INPYIOIIAS ONMYXOJIb)

5. CMemiaHHbIE ONTYXOJNU (TrMNEPNPOAYKIIMSA HECKOIb-
KWUX TOPMOHOB

['MmnepkopTULIN3M

l. IlepBUYHBIA THNOKOPTULLU3M

I'MmnokopTnLM3M .
2. BTOpPMYHbBI TMITOKOPTHLIU3M

1. dedpuunt StAR-nporemHa (JimnonaHas runeprija-
31 KOPbl HAANOYEeYHUKOB, cMHApoM Tlpanepa)
InchyHKLNSE KOPbI 2. lednumTt 3 B-TUOAPOKCHUCTEPONIAETHAPOreHas3bl
HAANMOYEYHUKOB 3. Jedmwuut P450cl7

4. dedruut P450c21

5. Hedpunur P450cll

FOPMOHaJIbHO HECAKTHUBHBIC OIIYXOJIM HAAITOYCYHHKOB

DYKOPTHULHU3IM
(moOpoKayYeCTBEHHbBIE, 3JIOKAUECTBEHHbIE)

IlaTonorust Mo3-
rOBOTO BelLLLEeCTBAa
HannoyeuyHMUKOB

PeoxpomMonnuToMa (HoSpokKkauecTBEeHHas,
310KadYeCTBECHHAaA)
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ITonornyecKkasa Knaccudpumkauus cCUHApoma
KyLWKUHra

Kymnura CTPYKType

KoprukoTponuHoMma runodusa
(runepnaasua KOpTUKOCTPO(oR) — 70 %
6one3un Kymunra (bK)

Axronuyeckas npoaykuns AKTT 10 %
OxTonuyeckas npoaykumsi KPT <|%
KopTtukocrepoMa HaamoyeyHUKa 10 %

. | KapuuHoMa HaanoyeyHukKa 8
AKTI-He3aBUCHMBIH %

HonynspHad runepnaasus | 9
()
HaANOYEeYHUKOB
. [IpyeM npenapaToB
JK3OreHHBIK P perap
[TIOKOKOPTHKOM OB

AKTT-3aBucuMbtii

4]



Bone3Hb MLeHKO-KyLUMHIa, AU rMNepKopTULM3M - TAMenoe |
HelipO3HAOKPUHHOEe 3aboneBaHMe, BO3HUKalOLLee B cydae |-|apy|.ue|-wm
perynauum rmnotazsamo-rmnodpusapHo-Hagnoue4yHUMKOBOMN CUCTEMbI, Korga
obpa3yerca U3bbITOK rOPMOHOB HAAMOYEYHUKOB - KOPTUKOCTEPOUNIOB.
*eHwMuHbI cTpagatoT 3aboneBaHnem B 10 pas yalle, Yem MYXKUYUHbI, B rpynne
PUCKA HAX0AATCA XeHLWuHbl oT 25 ao 40 ner.

CumnTombl 6021€3HM BbIIM ONUCAHbI B pa3HOe BpemMsa ABYMA YY4EHbIMU —
amMmepuKaHCKUM Henpoxupyprom Xapsu KyLiMHrom v oaecckmm
HeBponaTtonorom HukKonaem UueHkKo.

AMepUKaAHCKUU cneumanuct ceasan 6osne3Hb ¢ onyxosabio runodumsa, COBETCKUMU
YYEHbIU NPeanonoXKua, 4YTo NPUUNHA 3a601eBaHNA KPOETCA B USMEHEHUAX
runotasamyca. CerogHA y4yeHble NPULLAN K MHEHMIO, YTo 6one3Hb UueHKo-
KywuHra Bo3HunKaeTB pe3syabrate cb6oes B paboTte runotanamo-runopmsapHom
cuctembl - npasbl OKa3anucb ob6a uccneposarens.



CUHAPOM RVYLLIUHIA

BTHOTOMHS

Koprikorponiroma ruod3a (Sone3ts Kywiara),
KOPTHKOCTEPOMa (100POKaYECTBEHHAS, 3M0KAUECT-
BEHHAA) HAATIOYEYHHKA, SKTONHPOBAHH i
AKTI-cHrtpom (onyxon ETKHY, CPEIOCTEHbA
HTI0Y., [1APAHEOMAACTHYECKH TIDOLYLIHpYHoLLIaA
AKTT), nastadeHre II0KOKOPTHKOK10B H3BHe

[luarsocTxa

Manas v Gonbias fexcamerasonosie npoost, MPT
runodusa, KT (MPT) aanoueyruKos

Jluddeperuuanshas
IMaTHOCTHKA

OXHpeHHe NoPOCTKOBOTO TIEPHO/IA, ANKOTONLHEIA
(TICCBJIOKYIIHHT, COYETAHHE XAPAKTEPHBIX CHMIT-
TOMOB (OXHPEHHE, THIIEPTEHINS, OCTCONOPO3)

[Tarorenes

Katabonnyeckic, KOHTPHHCYTADHHIC 1 MHHEPAA0-
KOPTHKOHAHbIE ADDeKTH H30BITK KopTH30TA

DmHeMmonorA

Yactora Hosbix c1yyacs BK — 2 wa | wan. Brog, Ha
Kaxnwie 3 c1yuace DK mpivonurea | crysait kopri-
Koctepombi. B 813 pas vatie BeTpesaiorca y xen-
[kH; yame B Bo3pacte 20-40 net

Jleyerue

MHTubHTOPLI CTEPOMAOTEHEa, TPAHCCHEHOMAAND-
Has AIEHOMIKTOMMUA, NPOTOHOTEPAIHA Ha 0071aCTh
rUIO(H33, OTHOCTOPOHHAS (IBYCTOPOHHAS) azpe-
HATKTOMU S

[TporHo3

[TpK oTCYTCTBHHU NEYEHKA CMEPTHOCTD B NEPBbIE

S ner 30-30 %. Hanbonee bnarompusitet npu 106-
POK2YECTBEHHOM KOPTHKOCTEPOME, HAMMEHEE —
npu 3kToruposarHoM AKTT-crnapome




KywuHrongHoe oxxupeHue. Xup pacnonaraerca B 061actm XX1MBoTa, rpyam, weu, amua. Jinyo npumobpertaer
NyHoobpa3Hbiv BUA ("'maTtpoHusm" ).

UcToHUeHne KOXU. KoXKa umeeT mpamopHbIX BUA, C NOAYEPKHYTbIM COCYAUCTbIM PUCYHKOM, CyXas ,
LWwenyLwallanca.

XapaKtepHbi¥ cneyuduyeckuim "oseunm 3anax'.

O6pasoBaHuem 6arpoBo-KpaCHbIX UAM GUONETOBbIX NO/I0C PACTAXKEHUA - CTPUI, B pe3y/ibTaTe CoYeTaHuUA

NPOrpeccUpyloLLero OXXMpeHua U pacnaga KoanareHa. Ctpum pacnonararotca NPpeMmyLLecTBEHHO Ha KoXKe
YXUBOTa, BHYTPEHHEW NOBEPXHOCTU beaep, MONOUYHbDIX Xenes U naeu.

OcTeonopo3 pa3BuBaeTcA BCieAcTBMe paspyLueHmna 6enKoBo maTpuLbl KOCTU U BbIMbIBAaHUA KanbLuA.
Nepenomsbl.

HapyweHua sneKktponutHoro 6anaHca. YBennumsaeTca KOHUEHTPaLUMA HaTpUuaA, CHUXKAETCA YPOBEHb Kanus,
pa3BUBaeTCA rMNOKaineMmM4yeCcKnin aikanos.

CtepougHaa MMOKapAMONaTUA, apTepuasnbHana rmnepTeHsnsa, aputmum (mepuaHue npeacepaun,
KCTPACUCTONNA), cepAeUYHAA HeA0CTaTOYHOCTb, KOTOPaA MOXKeT ABUTbCA HeNnocpeacTBEHHOU NPUYMUHOMN
cmepTu 60/bHbIX.

Mcuxo-amounoHanbHble HapyweHnaMmu (cTteponaHblii NCUxXos).

PasBuTtue ctepongHOro caxapHoro gmabera nam HapyLweHUA TONEPAHTHOCTHU K F1IOKO3e.

AmeHoppea. TMnepTpuUxo3 U FTMPCYTU3IM .

CHMXXKeHMe MMMYHUTETa, CKIOHHOCTb K MHPeKumuam us-za ummyHocynpeccuBHoro geucreua KC.







OnpepeneHne CyToYHON 3KCKpPeLuUun KopTusona
Manas pekcameTta3zoHoBas npoba (1 mr)
Bonblwasa aekcametazoHoBasd npoba (8 mr)
MPT c uenbio BbiSiBfieHUS ageHoMbl rmnodusa
KT vnm MPT Hagno4Ye4yHUKOB

PeHTpeHoOrpadgua no3BoHOYHMKA
Bbnoxnmmyeckmn aHanms KpoBu
OuddepeHumanbHaa AnarHocTuka
[lybepTaTHO-IOHOLWWECKUN OUCNUTYUTaAPU3M,
AnNKOrosibHbIN «NCeBAOKYLUNHI»




I'IPVIHLI,MI'IbI nELrE w;r
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UHrimbutopbl cteponaoreHesa
TpaHcdeHoOnaanbHOe yaaneHne KOPTUKOTPONUHOMbBI runodousa
NMpoToHOTEpanusa Ha obnacTb rmnodusa

ApopeHan3kToMusa npu KOPTUKOCTEpOMe

Npu aktannpoBaHHoM AKTI - cnHapome ABYCTOPOHHASA agpeHan3kToMus
CumMmnTomaTnyeckasa Tepanus

lNMpu nerkom u cpegHe-Tskenom CK TeyeHnn npoBoAAT NyyvyeBYH Tepanuro
MeXyTOoYHOo-runodunsapHou obnactu (ramma-tepanma unum
NpoToOHOTEpanusN).

B cny4yae oTcytcTBUA 3aphekTa oT nyyeBOU Tepanmu yaansaoT OOouH
Hagmno4YevYHUK UNu NpoBoAsT KypcC fie4yeHus xnogutaHom (MHrMounTtop
OnocunHTe3sa ropMOHOB B KOpe Hagno4Ye4YHUKOB) B KOMOMHaUUuU C
napnogenom, AMpeHNHOM, NepPUTOSIOM.

Y TAXenobonbHbIX NPUMEHSAIT ABYCTOPOHHIOK aApeHar3akKTOMUIO;
nocrie onepauuu pasBMBaeTCcA XpoOHMUYeCKaa Hagno4vyevyHnkKoBas

HeAOoCTaTOYHOCTb, TPedyrLwana NOCTOAHHOU 3aMeCTUTESNIbHOWN Tepanuun.




.o .
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3aBUCUT OT A/IUTENIbHOCTYU, TAXKeCTn 3aboneBaHMA u Bo3pacTa NaumeHTa: 2
npu HebonbLoOW AAUTENbHOCTU 3abonesaHuna, nérkoin ero popme n Bo3pacre |
nauueHTta o 30 net NPorHo3 6.1aronpPUATHLIN;

B CpeAHe-TAXKENDbIX CAyYanX ¢ AAUTEeNbHbIM TeyeHuem 3aboneBaHna nocne
HOpMmanusaunm GyHKUMMN KOpbl HaANOYEYHUKOB YaCTO COXPaHAIOTCA
HeobpaTuMble HapyLleHnA cepaevuHO-CoOCYyAUCTOU CUCTEMDI, apTepUasibHan
rMnepTeH3us, caxapHbii auaber, octeonopos;

ABYCTOPOHHAA agpeHand3KToMmusa BeaeT K pa3sutuio XHH, uto tpebyer
NOCTOAHHOU 3aMeCTUTEe/IbHOU FTOPMOHA/IbHOM Tepanuu € Uenblo
npoPUNAKTUKK pa3BUTUA cuHApoma HenbcoHa.

B cayyae nosHOro perpecca cMMNTOMOB 3abos1eBaHUA TPYA0CNOCOOHOCTD
MO>XHO COXPaHMUTbD.

Mpu ToTanbHOM aApPEHaNIKTOMUM TPYAO0CNOCOOHOCTb YTpauMBaeTcs.



http://ru.wikipedia.org/wiki/%D0%90%D1%80%D1%82%D0%B5%D1%80%D0%B8%D0%B0%D0%BB%D1%8C%D0%BD%D0%B0%D1%8F_%D0%B3%D0%B8%D0%BF%D0%B5%D1%80%D1%82%D0%B5%D0%BD%D0%B7%D0%B8%D1%8F
http://ru.wikipedia.org/w/index.php?title=%D0%A1%D1%82%D0%B5%D1%80%D0%BE%D0%B8%D0%B4%D0%BD%D1%8B%D0%B9_%D1%81%D0%B0%D1%85%D0%B0%D1%80%D0%BD%D1%8B%D0%B9_%D0%B4%D0%B8%D0%B0%D0%B1%D0%B5%D1%82&action=edit&redlink=1
http://ru.wikipedia.org/wiki/%D0%9E%D1%81%D1%82%D0%B5%D0%BE%D0%BF%D0%BE%D1%80%D0%BE%D0%B7
http://ru.wikipedia.org/wiki/%D0%90%D0%B4%D1%80%D0%B5%D0%BD%D0%B0%D0%BB%D1%8D%D0%BA%D1%82%D0%BE%D0%BC%D0%B8%D1%8F
http://ru.wikipedia.org/wiki/%D0%A1%D0%B8%D0%BD%D0%B4%D1%80%D0%BE%D0%BC_%D0%9D%D0%B5%D0%BB%D1%8C%D1%81%D0%BE%D0%BD%D0%B0

| MMOKOPTULUN3M

- KMTMHNYECKUN CUHOPOM,
o0ycrnoBneHHbIN He4OCTaTOYHOMW
ceKpeuneun ropMoHOB KOpbl
Haano4Ye4YHMKOB B pe3ynbraTte
HapywweHnsa PyHKLUOHUPOBAHUA O4HOTO
UM HECKO/IbKUX 3BeHbeB rMNoTariamMo-
runodousapHo-HaaNo04e4YHNKOBOU
CUCTEMDI.
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e [epBUYHbIA TMNOKOPTULU3M - YMEHbLLUEHNE NPOAYKLUM TOPMOHOB
KOpbl HaANOYEYHUKOB B pe3ybTaTe AeCTPYKTUBHOTO npoLecca

B caMuxX HagnoyevyHukax (95% cnyuyaes).
e LleHTpanbHbIX (TMNOTaNamMmo-runoPu3sapHbIn) :

- BTOpUYHDbIN TMNOKOPTULU3M - CHUXKEHUE I OTCYTCTBUE
cekpeuun AKTI runodpusom.

-TpeTnuHbIN - HECNOCOOHOCTb rMNOTaNamyca

BbipabaTbiBaTb  KOPTUKOTPOMWUH-PUIUBUHI-  FOPMOH U3-3a
Pa3/IMYHbIX NOBPEXAEHUMN.




DTHOJIOTUS

IlaToreHes

DIUAEMUONOTHSA

OCHOBHbIE KJIMHUUYECKHE
MPpOSIBJEHUS

JIMarHoCTHKA

lTepeuynbiii eunokopmunusm (1-HH): ayTOUMMYHHBIH
ajipeHa T, ryoepky.ies,

ajpeHoJienKoUUCTpOP U

Bmopuunoiil cunokopmunusm (2-HH): onyxonu v apyrue
AECTPYKTUBHKIE MPOIIECCHI
[UTIOTanaMo-runo@u3apHoil 0bacTH

Hed@rUHUT anbIaoCTEpOHA U KOPTHU30JA, NOTEPS
HATpus, 00e3BOXMBAHME, IJICKTPOJUTHLIE CBUTH,
CHH KEHUWE alanTUBHBIX BO3MOXHOCTEH
OpraHM3Ma

[-HH BcTpeuaercsi ¢ yactotoit 40—60 HOBBIX c1yyaen
B IO/ Ha | MJIH. B3POCJIOro HaCceNCHU S

'MnepnurMenTauusa*, runotoHua*, noxyiaeHue,
oburtag cnabocts, Aucnencus* (TowHoTa, ppoTa, JUa-
pes), MPUCTPACTHUE K COJIEHON nuuie*

Koptuion, AKTI, aiibiloCcTEpPOH, peHUH, KalHuii,
HaTpPWH, TeCT C 1‘24A KTI, TecTr ¢ MHCYTUHOBOM
TUMOrIMKEMHUEN. DTHONOTMYECKAH JMATHOCTHUKA:
aHTuTena Kk P450c2l, yporeHb JVIHHHOLEMOUYEYHbIX
XUPHBIX KUCNOT, TYOEPKYJIIES JIEIKUX
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CvMmnTOMbI HaANOYEYHNKOBOU HEAOCTAaTOYHOCTU Pa3BUBAIOTCA NOCae

pa3spyweHuna 90% TKaHU HaaNOYeYHUKOB.

e [lporpeccupyrowmum aedbmumnt KOPTU30a1a U anbaecTepoHa NPUBOAUT K
HapyLweHUuam yrnesoaHoro, 6enkosoro, AMNUAHOro N BOAHO-CONEBOro
obmeHoOB.

e PasBuBaerca aernaparaum ¢ NOHUXKXEHUEeMmM YPOBHA HAaTPUA U NOBbILLEHUEM
YPOBHA Kanusa, runorimkeMmeun u KeTo3om.

e YMmeHblleHne 0b6bema LUPKYAnpylowen KpoBu NPUBOAUT K HapacTaHUIO
BHYTPUKNETOYHOU Aermaparaumm ¢ passutmem metabosanyeckoro aumnaosa,
BbIpa*XeHHOU apTepuasibHOU NMNOTEH3UU, CHUXKEHNEM cepaedHOoro Bbibpoca
n Knyboukoson punabTpauumn BNIOTb A0 aHYPUMN.

e [pn nepBUYHON XPOHMNYECKOU HAANOYEYHNKOBOU HEAO0CTaTOUYHOCTK AeduumnT

KopTn3ona npuBoaut K runepnpoaykumm AKTI runopusom (otpuuarenbHas

obpaTHan cBA3b), UTO 0O6BACHAET NOAB/IEHME TUNEePNUrMeHTaLUMN.



e Hapaay ¢ rmnepnurmeHTaumein KoXxm y 601bHbIX Npu
AaancoHoBou 6one3HU BbIABAACTCA OT/I0XKEHMUE
NUrmeHTa Ha cau3mncTom obonoukKe pra, ryb,
3HauYnUTE/IbHOE CHUXXEHUE apTepmnasibHOro AaBaeHuA,

rMNnoTepMua, aHemus, pesKaa MmbilleyHana cnabocTb,
aHOpEeKcUA, HapacTatoLlee UCTOLWEeHNe, MOHOCHI,

pBoTa, 6011 B XXnuBote, o6e3BoXKmMBaHue, anaTtums,
ro/1I0BOKpY*KeHue




e PassuBaeTca nocrteneHHo
* [MNnepnurmeHTauuA

e [MNOTOHMA

e [loxyaeHue

e O6bwan n mbileyHan cnabocrtb
e Nncnencus (TowHOTA, pBOTAa, ANapen)
e [lpucrtpacTmne K coNeHOMU nNuLle




JleyeHne XpoHUYeCcKou
HaAMOYEeYHUKOBOU HEAOCTaTOYHOCTU

[uapoxoprason: 10-20 mr yrpo, 3—10 mr 1HeM

Wi
[IpeaHH30M0K; 5 MT YTPOM, 2,3 MT THEM
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MpuunHamu OHH aBaaoTca gekomneHcauma xpoHmyeckon HH,
KpoBOU3NnAHUE B HAANOYEYHUKN U CUHAPOM OTMEHbI FNMIOKOKOPTUKONA 0B
Pa3nunuyaloT Tpu BapuaHTa TeyeHuA.

CeppeyHo-cocyaucraa popma: AOMUHUPYIOT ABNEHUA OCTPOM
HeA0CTaTOYHOCTU KpoBOoObpaleHuna - 6aeaHOCTb IMLA, aKPOLLMAHOS3,

noxonoaaHne KOHEeYHOCTeNn, BbipaXKeHHaA apTepuanbHana rMNOTEeH3uA,
HUTEBUAHbIN NYNbC, aHYPUA, KONNANC

HenypouHo-KuweyHaa dopma: no cMMNTOMaTUKe 6/1M3Ka K ocTpomy
Xunsoty. becnokoar 60.u B XXMBOTE CNAacCTUYECKOro XxapaKrepa, NOCTOAHHAA
TOLWHOTA, HEYKPOTMMAA PBOTa, UHOTAA C NPUMECLIO KPOBU, XXUAKUN CTYN,
MeTeopUusMm.

HepBHO-ncuxuyeckaa dpmopma: npeobnagaert ronosHana 6onb,
MEHUHIManbHble CMMNTOMbI, CyA0pPOru, o4arosaa CMMNTOMaTuKa, ©6pega,
3aTOPMOXKEHHOCTb, CTyNnop.




A
Q

o PerMp,paTaLl,MOHHaﬂ' a
2-3 N B nepsble CyTKM B C

7 R 3 =5 4 B -
- . .. '.,-". 15 .q. ..-. ::. B :.‘- -",’._ f\J"Q‘J‘x.;\ )* > Pany - -
— =, 0-'0 "6, :'-'-»?'o - —

“ g
'-\.,

e JleueHue 3a60neBa|-|m| BbIBBaBLLl |_'o .quomneHcau,mo XHH



OnyxoJib MO3roBOI0 REIECTRA HAANOYCYHHKOB
(90 %; B 10 % — nBYCTOPOHHAS) WM IKCTpaaLpe-
ATHONOrUA HaJI0BOI XxpoMabPHHHON TKAHU (CUMIATHYECKHE
rauraun). B 10 % — B pamkax curapoma M3H-2
(n.9.2.2), B 10 % — 3n0KayecTBeHHAS

[Mnepcexpeuys onyxobio agpeHanyHa u
HOpaApEHa MHA

[latorenes

Ooycnosiansaet Menee 0,1 % cryuaes aprepuans-

Hoit runepteH3uy, B Bospacte 30-30 ner — 1 %.

IMUAEMUOTIOTH A PacnipocTpaneHHOCTb — OT | Ha [0 Thic. g0 | Ha

200 THIC. HaceneHus, a 3aboneBaeMocTb — | ciyyaii
Ha 1,5~2 MJIH yenoBex B TOR




1. AprepuanbHas rHNEPTEH3INA MOXET ObITH [IOCTOSIHHOM, HO YAalllE HOCHUT
KPH30BBEIH XapakTep, npy 3TtoM Al 3a4acTylo JOCTUTAET OYEHDb BBICOKOIO
ypoBHA (cuctoaudeckoe Oosee 250 mm Hg). Al yacto coyeraercs ¢ op-
TOCTATMYECKON TMIIOTEH3Wed B MEXIPUCTYINMHOM IepHoAc. XapaKTepPHBbI
cepaueOHMEHH, TUCITHOD, OOJICBHE OLUYIICHUA Pa3JIUYHOH JJOKATU3ALHH
(B rpyau, X UBOTE)

2. O0mue CHMNTOMBI: NMOTJIMBOCTb, OLIVILCHHUE Xapa, 0ECNOKOUCTBO,
TOIIHOTA, 3aMOPHI.

3. Hespoaornyeckue nposiBJeHHsA: TOJIOBHAs OO0JIb, ITApeCcTe3MHU, HApY-
EHUI 3peHUA. 3a4acTViO MPUCTYNBI MPOTEKAT MO THUNY MNAHUYECCKUX
aTak C BbIpaX€HHBIM TICHXOMOTOPHBIM BO30YyXIeHHUEM (CMMIIaTO-aApeHA-
JIOBBIA KpU3).

4. 3nokayecTBeHHble (DEOXPOMOLIMTOMBI NOMUMO THTEPTTPONYKLIMM
KaTexoJJaMMHOB XapaKTepuU3yTCA UHBAa3WBHbLIM POCTOM U METACTA3UPO-
BaHUeM (IMM@aTUYECKHE y3JIbl, KOCTH, TTIEYEHD, CPEAOCTEHUE).




1. JTaGopaTOpHasi AIMArHOCTUKA: ONIPEACITICHUE
YPOBHS CBOOOAHBIX MeTaHedpHUHOB (MeTaHE(PPUH
M HOpMETaHEPpPWUH) B 11J1a3M€ U KOHBLIOTUPOBAHHBIX
MeTaHePPUHOB B Mouye. MeHee HH(POPMATNBHO
ornpenesIeHHNeE 3KCKPEelIUU KOHCYHOro MeTadonura
KaTeXx0JaMHMHOB — BAHWJIUJA-MHUHAAJIBHOHU KUCIOTHI

(BMK) v KatexosaMHUHOB C MOUYOM

2. KT (MPT) HaanoyedYHHUKOB

3. CuuHTHrpadpua ¢ MecTalogOCH3INATYAHU AU HOM
4. CKPUHHUHTOBOE UCCAENOBAHUE HA CUHADPOM
M3H-2 (ypoBeHb KAIbLUHTOHUHA H KaJ1bLU A
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JCCCHLIMANbHAS THIEDTEH3MA KPH30BOTO TEYEHHS,
THPEOTOKCHKO3, NAHMYECKHE aTAKH (CHMMATOAA-

PEHANOBBIC KPH3bI), HCTEPHYECK I HEBPO3, HEM-
POLUPKYAATOPHASA LUCTOHHS, MHLMAEHTAIOMA
HALMOYEYHHKA




E O O O OB O O O O OO O O R N R W

(TkphTas A SHR0cKomAEckas ATpesanakroums, Tlocie mocamo
THATHORA H B DAMKAX TDETOMEpALOHHO TOATOTOBKH TALYEHTH ATk
T07y447b KOWGHHHDOBAAHYI0 TepATHR, COUTORLIYR H3 -AIDEHOIOATO

00B (10KCA30RH, QEHORCHOH3ANIH, MpA303H) ¥ B-axpesobokaropon
mponpakoxon)
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e B OCHOBE /iexKaT fedeKTbl F[eHOB, KOAMPYIOWNX GePMEHTbI

bnocnHTEe3a CTEPOUAOB.



ITHONOTUA

Mytauus rexa P450c21, aytocoMHo~peLecciBHOE
HACNeI0BAHHE

[Tatorexes

CHIXEHMe NPOLyKLIUM KOPTU30AA H allbIOCTEOHa,
runepnpoaykung AKTI 1 HaIMOYEYHMKOBbIX aH]-
POTEHOB

JlnarHoctuka

|7-ruapokeunporectepo (17-OHPg)T, I9AT, ana-
pocteHanonT, AKTIT, penunt, Nad, KT; tect ¢
-24AKTT ¢ onpencaenvem yposs 17-OHPg. B pane
CTPaH NMPOBOAMTCH HEOHATAbHBIN CKPUHMHT

DMHAEMHOIOTHA

PacnpocTpaHeHHOCTb KNACCHYECKHX BADUAHTOB
CPeH EBPONEHLIER COCTABAAET NPUMEPHO | Ha
14000 HoBOpOXAEHHBIX; 3HAYHTENTHHO BHILLE CPEAH
OTIENbHbIX HAUUH

JludpdeperunanbHan
JINAarHOCTHKA

AHIPOreHNpOAYLMPYIOLLKE OTYXOIH TOHAA U Haj-
MOYEYHMKOB, MPEXAeRPEMEHHOE M0I0BOC CO3PE-
BAHWE APYTOTO reHe3d, CHHAPOM MOTMKUCTO3HBIX
AMYHUKOB, HUIHONIOrHUECKOC TOBBITLIEHME YPOBH S
17-OHPg (bepeMerHOCTD)

OcHOBHbIE KIHHU-
YeCKHE MPOSBACHHUS

Cossmepsromas opma; XeHckHit ncepaorepmad-
PONUTU3M, IPEXACBPEMEHHOE TI0N0BOE Pa3BUTHE

Y MIbYHKOB B COYCTAHHM C S1BNIEHMAMM HALTIOYEY-
HUKOBO HEAOCTATOYHOCTH (06€3B0XHBAHUE, THIIO-
TOHUA, INEKTPONHTHBIE HAPYLIEHHS).

Tlpocmas eupusbnas opma: aHa0TMYHO, HO HALTO-
YeYHHKOBAA HEZOCTATOYHOCTD (MeDMLMT aTbA0CTe-
POHA) OTCYTCTBYET

IocmnyGepmamuas (wexsaccuneckas) dopma; rupcy-
TH3M, AKHE, 0UroMeHopes, ecrome

Jleyenue

[Tpu knaccuueckux popMax: 3aMeCTUTE IbHAS Tepa-
NUs FTIOKOKOPTUKOUAAMH, IPU COTBTEPAIOLLCH —

B KOMOMHAUMH C PAYIPOKOPTHIOHOM.

[Ipu nocTnyGepraTHoit hopMe neteHne Ha3HaAYaeTCA
Npu KOCMETHYECKUX AedeKTax (AKHE, TUPCYTU3M)

¥ cHuXeHuu dpeptuabHocTy: 0,25-0,5 mr aekca-
METa30Ha Ha HOYb M/WJIK AHTUAHAPOTeHbl (LMNPO-
TEPOH)

N————— ——

[Iporxo3

[Tpu knaccuueckux opmax 61aronpusTeH Kak

B I1J1aHC NCUXOCOLIMAIBHOM ajanTaunu, Tak u gep-
TUJIBHOCTH NIPU CBOEBPEMEHHOM AHATHOCTUKE,
aJIcKBATHOM 3AMeCTUTEIbHOM TCpanuu, CBOEBpe-
MEHHOM NPOBEAEHUH MIACTHKY HAPY KHBIX TEHU-
Tanui
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[laToreHes BJAKH:

Aeduumnt 21 -ruapoKcuaasbl

17-OH-nporecTepon?
:.‘.. .................. P450C21l RS

' v

anbA0CTEPOH | KopTu3on|

HaponoueyHukoBas HEOCTATONHOCTD BUPUNBHBIK CUHAPOM




HeoHaTtanbHblN cKpuHUHT BAKH Bcheactemne aeduumta 21-

rmapokcmnnasbl (B8 PO c 2006 r.)

Bbicoknn yposeHb 17-OH-Pg B KpoBU

Bbicokne yposHu AKTI, IAC n aHApPOCTEHANOHA B KPOBU
[Mpoba c cMHaKTEHOM ANA ANATHOCTUKN HEKNACCMYECKON GOpPMb
BAKH

NccnepoBaHue peHUHa U 3N1eKTPOJIMTOB B Na1a3me
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aKTMBHOCTb M1a3Mbl, TUNEPKAIUEMUA, KIUHUYECKME
CUMMTOMbI noTepu conn) — KoptuHed 0,05-0,2 mr/eyr.



Cnacnbo 3a BHumMaHue!




