HAONOYEYHUKOBAA
HEOOCTATOYHOCTDb



CtpoeHue HagnNo4Ye4HMKOB

pacnonox(el-u-lble peTponepMTOHeaano Ha.q BEepPXHUMMU
nosfirocamMu noyek Ha ypoBHe no3BoHkoB Th12 u L1.
Macca oaHoro Hagno4yeyHuka 4-5r

CtpoeHne Hagno4ye4yHUKOB:

. Kopa (80% macchbl xenesbl) — cTepomaHble FOPMOHDI
(MnHepanokopTuKkonAabl, rMOKOKOPTUKOUAbI, aHAPOreHbl)

. Mo3sroBoe BewecTBO — KaTexonamMmuHbl (godamMuH,
HopagpeHariuH, agpeHanvH)
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CtpoeHue Kopbl HAANOYEYHUKOB

KnyboukoBas 30Ha (15% TonwmnHbl KOpbl): MUHEpPariOKOPTUKOUADI,
aHrmMoTeH3uH ll)

lNy4ykoBas 30Ha (75% TOMNWMHbI KOPbI) : CUHTE3 FMIDKOKOPTU-
KomaoB ( KOPTU30S, U MeHee aKTUBHbIN KOPTU30H). Perynsauusa
cuHTe3a - AKTI. AHgporeHbl.

CetyaTtas 30Ha (10% TonwMHbI KOpPbI) : aHAPOreHbl, crieaoBble
KOnnyecTBa 3CTPOreHoB, a TaKXe OT4aCTy NMPOrecTepoH u
rMIOKOKOPTUKOUADI.

HwxHasa nonas

BEHa Aopra

Acvas  Knyboukosan 3oHa
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Myukoean 30Ha
Mesokoprvkomge

Cetuatan 30Ha
= MNonosue ropmort

Noveynas [loveuyHasn
BeHa apTepunAa

HagnoyeyHuka Mosroson cno
Hagno4Ye4yHWKa




HAOQMNOYEYHUKOBAA HEOOCTATOYHOCTD

. HapnovyeuyHukoBas
HeAoCTaTOYHOCTDb - TAXenoe
3HAOKPUHHOE 3aboneBaHue,
o0ycnoBreHHoe
HeAOoCTaTOYHON CeKpeuueun
ropMOHOB KOpbl
HaAMno4Ye4YHUKOB,
ABnaoLleecs pe3ynbLTaTom
HapyLlieHus
(pYHKLMOHUPOBAHUSA OOHOrO
WU HEeCKONbKNX
3BeHbeB rmnortasiamo-
runocgpumsapHo-
HaANno4Ye4YHMKOBON CUCTEMBI.

« AHrnuunckumn Bpad Tomac
AannncoH (1855r)




Knaccudukauma Haano4eYHMKOBOWU He4OCTaTOMHOCTY

BbiaensoT oCTPYH U XPOHMYECKYH HaaNnO4Ye4YHUKOBYIO

HegocTtaTtoyHoCTb (XHH)

XPOHUYECKAA HAONOYEYHUKOBAA HEOAOCTATOYHOCTD

lepeuy4yHass XHH - ymeHbLIeHUEe NpOoAYKLUUN FTOPMOHOB KOpPbI
Hagano4Ye4YHUKOB B pe3ynbTraTte AeCTPYKTUBHOIMO npouecca B
camMux Hagno4Ye4vHMUKax;

Bmopu4Hasa XHH - cHnxeHune nnum oTcyTcTBMUE cekpeuumn
AKTI runodunsom;

TpemuyHasi XHH - HecnoCOOHOCTb runoTtariamyca
BblpabaTbIBaTb KOPTUKOTPONMUH-PUNN3UHT-FTOPMOH.



[TpUYMHBLI NepBUYHON XPOHUYECKON HAANOYeYHUKOBOU
HeAOCTaTOYHOCTH

PacnpocTtpaHeHHocTb nepBu4yHou XHH konebnetcsa ot 40-60 oo
110 cny4aeB B rog Ha 1 MnH. HaceneHus. CpeaHuUn Bo3pacT
OonbHbLIX Npu MaHudecTauumn 3aboneBaHnAa cocTaBnsaeT OT
20 po 50 net (4yawe 30-40 neT).

1. AyTOMMMYyHHasi AecTPYKUUA KOpbl Hagno4ye4HuKoB (85% ot

BCeX CriyyaeB),
— ayTOMMMYHHbIE

nonurnaHaynsapHble cuHapombl (AMNINC 1 tmna m AMNMCC 2
TUNa)

AIrC | runa - peakoe 3aboneBaHue ¢ ayToCOMHO-
peueccuUBHbLIM TUNOM HacnegoBaHusA. [lepBoe nposiBneHune
CUHOPOMA- CNIU3UCTO-KOXHbIN KaHAUA03 B COMeTaHUU C
rmnonapaTmMpeo3omM, KOToOpble pa3BUBAKOTCSH B AETCKOM
Bo3pacTte (okono 10-12 net), a no3gHee (MHoraa 4yepes
AEeCSATKM NeT) npucoeguHsieTcAa HaanovYe4yHUMKoBas
HeJoOCTaTOYHOCTbL. Pexe coyeTtaeTc C XpOHNYECKUM
aKTUBHbIM renaTtuTom, anoneuuen, BATUNUIro, nepHULNO3HOMN
aHemMueu



[TpUYMHBLI NepBUYHON XPOHUYECKON HAANOYeYHUKOBOU
HeAOCTaTOYHOCTH

AINIC Il Tuna - Hambonee 4YacTbIn BapuaHT
NoNUrnaHAaynapHbIX 3HAOKPMHONATUUN, HabnaawoLWMnNcsa y
B3pocnbiX 00bI4YHO nocne 20-neTHero Bo3pacTta, B ABa
pa3a 4yallie y XeHLUUH.

Xapaktepusyetca covyetaHnem nepsuyHon XHH c
NepBUYHbLIM TMNOTUPEO30OM (ayTOMMMYHHbLIN TUPEOUOUT)
(cuHdpowm LlIMmudma), caxapHbiMm auabetom | TUna (cuHopom
KapneHnmepa), nepBUYHbLIM TrMNOroHagn3MomM, pexe
Aandppy3HbIM TOKCUYECKUM 3000M.

Yawe Bcero AIIC Il Tuna manundgectupyet pasButmem
KNMMHNYECKOU CUMNTOMATUKN HaaNO4Ye4YHMKOBOM
HeAOoCTaTOYHOCTU, a 3aTeM NPUCOEOUHAIOTCA Apyrue
KOMMOHEHTBI.

MNMpu AMNINC 2 Tvna yctaHoBrneHa accouyuauus ¢ reHamMmu
cuctembl HLA-DR3 u DRA4.



Tabmuaua Ne 2
KOMNOHEHTHI 8y TOMMMYHHBIX OJMINAHAYIAPHBIX CHHAPOMOB
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- Crmsucro-koxubiit kanmanos 17-100% | 80-100% |
| HazmoveunukoBas HEAOCTATOHHOCTH 72 -  AyroummyHHbli THpeonuT / BI'B 69- |
100% 1 97% |
| [1epBruHbIi rHITOrOHATH3M 26-43% * CI I THma 35-52%
- Anonerins 30% | Burumuro 5-50%
| Mansabeop6uns 23% | ' [lepBuyHbii rHMOroHaausM 3,5-16%
| Tlepauumosnas anemus 14%  Teprunmossas anemus 16%
| XpoHudeckwii akTHBHbIA renatut 12%
 AyroummyrsBIi THpeonaut / BI'B 10%
; Buruimro 4%
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[TpUYMHbI NepBUYHOU XPOHUYECKOU
Hagno4Ye4YHMKOBOWU HEAOCTAaTOYHOCTH

2. Ty6epkynes

- AgpeHoneukoauctpodua (3aboneBaHue ¢ X-cuenneHHbIM
peuecCMBHbLIM TUMNOM HacsieAoBaHUA, OCHOBHbLIMU
NPoABIIEHUAMU KOTOPOro ABJIAETCA NopaeHue 6ernoro

Beu.l,evc)TBa LIHC u Kopbl HaANO4YEe4YHUKOB; BbIABNIAETCA Y
neTen

- MeTacTaTu4yeckoe nopaxeHue Haano4e4HMKOB,
- BUY-nHekuus,

- rpubkoBbIe UHdEeKUuUMn,

- cudounuc, ammnonpos

- reMopparmieckum Mchag(T Hagno4vye4yHukoB (ABC-cuHgpom,
cuHapoM YoTepxayca- ®puaepukceHa)

3. ATporeHHble (hakTopbI

- yaaneHue Haano4Ye4yHMKoB no nosoay 6onesHn NueHko-
KywwuHra (cnHppom HenbcoHa),

- ABYXCTOPOHHEEe KPOBOU3SIUSAHUE B HaAMNOYEe4YHUKU Ha (poHe
Tepanun aHTUKOoaryrnsaHTamum,

- NPUMeHeHune b6rioKaTopoB cTepouaoreHesa B Hagno4Ye4yHuKax
XnoauTaH, KeTOKOHa30Js1, 6apountypaTtbl, CMTUPOHONAKTOH).



[TpUYMHBLI BTOPUYHOU U TPETUYHON HAANOYEYHUKOBOU
HeAOoCTaTOYHOCTH

BTopn4yHaa Hagno4Ye4YHMKoBasa HeA4OCTaTOYHOCTb
. Tepanua npenapatamMu rmOKOKOPTUKONAOB

. B pamkax runonutyutapusma

. W3onupoBaHHbIN aechbuunt AKTI

TpeTnyHaa Hagno4Ye4yHNKoBas HeO4OCTAaTOYHOCTb

. lMoBpexaeHus rMnoTranamyca pasfnM4yHoOro reHesa



[laToreHe3 XpOHUYEeCKOW HaANOYEYHUKOBOWN HEQOCTAaTOMHOCTY

« CunmMnTOMbI HaANOYEYHNKOBOW HEAOCTAaTOYHOCTU pa3BUBAKOTCS
TONbKO nocne paspyweHusa 90% obtvema TKaHM HaaNO4Ye4YHUKOB
(knuHM4Yeckana KapTUHa npu bone3Hn AgaucoHa pa3BuBaeTCcA
NOCTENEeHHO).

. [Mporpeccupyrowmnmn aecpmunt KOpTMU3ona n anbAoCcTepoHa
NPUBOAUT K HapyLLEeHUAM YrneBoaHOro, 6eyIkoBoro, MMNUAHONo "
BOAHO-CONIeBOro ooOMeHOB.

. Pa3BuBaeTcs runoHaTpvemuyeckas germgpartaums c
runepkanuemMmen, runoxmnopeMmen, rMnNorfiukeMmen n KETO30M.

« YMeHblueHne ob6bemMa LMpKynupytolen nnasmbsl NPUBOAUT K
HapacTaHUIO BHYTPUKIIETOYHOU Aermapatauum ¢ pa3sButuem
MeTabonn4yeckoro aumao3a, BbipaXXeHHOM apTepuanbHOU
rmnoTeH3uun (BNIOTb A0 Konnarnca), CHIKeHueM cepaeyHoro
BblOpoca n KnybouykoBou cpunsrpauum (BNsoTb 40 aHypun).

. [Mpwn nepBuyHon XHH gecdmnumnt kopTnzona npnBoaUT K
runepnpoaykuun AKTI runocpunsom (otpmuatenbHasa obpaTtHas
CBA3b), YTO OOBSACHSIET NosIBIIeHMEe rmneprnurMmeHTauum.



KnuHuyeckue NMPU3HAKU U CUMIMTOMbI

OAvH 13 OCHOBHbIX CUMINTOMOB HaANOYEe4YHNKOBOW
HeJoCTaTO4YHOCTM -

OOwan n mbilwe4yHaa cnabocTb BHa4yane MoryT
BO3HMKaTb Nepunoanyvyecku Bo Bpems ctpeccoB. Ha paHHux
CTaguAX OHU YBENIMYMBAKOTCA K KOHLUY AHS U NPOXoasT
nocrie HOYHOro OoTAbIXa, B AanbHeULWeM HapacTalT U
CTaHOBSAITCA NOCTOSIHHbIMU, NPUOOpeTas xapakrep
aguHamuun. Hapsaay c ¢pusnyeckon aguHammeu
pa3BMBaeTCs NcUxmyeckana acteHM3auus, BNJoTb OO0
pa3BuTUA Nncuxo3oB. MbiweyHas cnabocTb ABNsSeTCcA
pe3ynbTaTtoM HapyLlleHUs yrrneBoaHoro (rmnornnkemMus) mn
3NeKTPOSIUTHOro (rmnoHaTpmemMmsi) ooOMeHOB.




KnuHuyeckue NMPU3HAKU U CUMIMNTOMbI

'MnepnurmeHTauua
KOXW U CIMTU3UCTbIX

- YaCTbIX U PaHHUN
NpPU3HaK
nepBuyHon XHH.

'MnepnurmeHTauua
cBsi3aHa C
N30bITKOM
cekpeuuun AKTI m
B-menaHocTuU-
MynupytoLiero
ropmoHa.




KnuHuyeckue NPU3HAKN U CUMIMNTOMbI

'MnepnurmeHTaumnsa nmeet Bua andcpy3Horo KOopu4yHeBOro Unum
OpPOH30BOro NOTEMHEHUSA KaK Ha OTKPbITbIX, TaK U 3aKPbITbIX
yacTsaX Tena, oCOb6eHHo:

« B MecTax TPeHus1 oaexabl,




KnuHunyeckue NPU3HAKN U CUMNTOMbI

nrveHTrabdunsa-Ha AagoHHbLE-AUHUAX

Addison’s disease h '.',.."J'C'Ougu'?"'"‘n ation

o
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KnuHunyeckue NMPU3HAKN U CUMIMNTOMbI

. Ha cnunauncTbix nonocTtu pra




KnnHuyeckue NPU3HaKn 1 CUMNTOMDI




KnuHuyeckue NPU3HAKKU U CUMINTOMbI

. B obnacTtu apeon cockos,

. B nocrneonepauvoHHbIX pyoLax, aHallbHOTo OTBEpPCTUA

« Y HEeKOTopbIX 60MNMbHbLIX NOABNAATCA TEMHbIE BECHYLLUKU, a
nHorga obpasyroTcs y4acTKuM AenurMmeHTaumum — BUTUNUIO.
B kayecTBe paHHero npmM3Haka 6onbHbie MOryT OTMe4YaTb
HeOoObIYHYI0 COXPaAHHOCTb 3arapa Nnocrie UHCONALUN.

www . haberler.co



KnuHunyeckue NMPU3HAKN U CUMIMTOMbI

noTteps anneTuTa,

TOLUHOTA,

pBOTa,

avapes.

lNoTepa anneTuTa, TOWHOTA, pBOTa MHOrAa HabnwaarTcA
y>Xe B Hauyasne 3aboneBaHus u 06s13aTeNIbHO BO3HUKAIOT NpU
HapacTaHUM HaANo4Ye4YHUKOBOMN HEAOCTaTOYHOCTM.

[NaToreHes xenyao4YHO-KMLWEYHbIX PaCCTPOUCTB CBSA3aH CO
CHNXEeHUEeM CeKpeLUuun CONAHOM KUCIOTbI U NencuHa, a
TaKXe NoBbILEHHOW CeKpeunen xnopuaa Hatpusa B npocBeT
Kule4vyHuKa. PBoTa U gnapest yCunuBaroT NOTEepro HaTpus,
4YTO NPUBOAUT K Pa3BUTUIO OCTPOU HAANMOYEYHUKOBOM
HegocTaTouHOCTU. HekoTophbie 60sbHbIe owyLakoT
NMOCTOSAHHYIO NOTPEOHOCTb B CONIEHOM NuLe.



KnuHunyeckue NMPU3HAKU U CUMIMNTOMbI

NOCTOSAHHbIN CUMIMTOM U CBfi3aHa C
NMOHUNXEeHUeMm anneTnTta, HapyueHumem BCaCbiBaHUA B
KUwe4vyHuke, aerngparaumen

- OOVH U3 XapaKTepHbIX CAMNITOMOB, Hepeako
MMeeT MEeCTO YXKe Ha paHHUX cTaauax 3aboneBaHuUS.
Cuctonunyeckoe ALl - 90 unmu 80 mm pT. CT., ANACTONMNYECKOE
- HMXe 60mm pT. CT.

C rmnoToHMen y 60MnbHbIX CBA3aHbl FOJTOBOKPYXXEHUA U
0OMOopoKU. OCHOBHbIE MPUYUHbI TUTOTOHUU - CHUXKEHUe
obbema nnasmbl, o6Lero KofimyecTsa HaTpPUA B opraHnsme.

Y 60MbHbIX C CONYTCTBYHOLLEN apTepuaribHOU runepTeH3nen
apTepuanbHoe AaBrieHUue MoOXeT ObITb HOPManbHbLIM UNKU
MOBbILUEHHbIM.



KnuHuyeckue NMPU3HAKU U CUMIMNTOMDI

y OONbHbIX C XPOHUYECKOU
HaaNO4Ye4YHMKOBOU HeAOCTAaTOYHOCTLIO MOryT BO3HMKATb KakK
HaToOLaK, TaK U Yepe3 2-3 yaca nocrie npmemMa nuLLm,
6oratou yrnesogamu. lMpuctynbl conpoBOXAalOTCA
cnabocTbio, YyBCTBOM ronoaa, NnoT/iIMBOCTLIO.

'Mnornukemus Pa3BuUBaeTCH B pe3yribrtaTé CHNXeHUxA
CeKpeuunn KoptTn3sorsia, ymMmeHbllueHUA NMiroKOoHeoreHe3a,
3dMacoB INMIMKoreHa B ne4vyeHW.

BCTpe4yarTcs bonee yem y
NOJSIOBUHbI OOSIbHbIX U NMPOABAAIOTCA CHMKEHUEM
YMCTBEHHOMN AeATEeNbHOCTU U NaMATU, anaTuen, pas-
APaXUTEeNbHOCTLIO.



KnuHunyeckue NPU3HAKN U CUMIMNTOMbI

OTMe4YaeTCHA HUKTYpus Ha (pOHe CHUXKEeHUNA
Knyo6ouykoBon chnnbTpauum U NoO4e4YHOro KPpOBOTOKA.

MpekpaleHne cekpeumn HagNO4YeYHNKOBBLIX AaHAPOreHOB Y
MY>KYMH Marno BnusieT Ha COCTOSIHME NOoNoBbIX PYHKLUN,
ecnun coxpaHeHa pyHKUmA anvek. OgHaKO Yy XKEeHLUH 3TO
MOXEeT onpeaensitb CHMKeHMe nmonao n urpaet
onpeAerieHHYI ponb B YMEHbLUEHUU U NOJTHOM
NCYE3HOBEHNM NOAMbILLEYHOro U TI06KOBOro OBONOCEHMUS,
B CBSI3N C TEM, YTO Y HUX HAANOYEYHUKU ABNAIOTCS
OCHOBHbIM UCTOYHUKOM aHOPOreHoB.

Y He6GonbLOW YacTn 60NbHbIX NPU ANUTENIbHOM Hanuyun
rMNoKopTMUU3Ma oTMevaeTcs Hanuuue Kanbuudukaumm
YLWHbIX XpsiLLen



abnauua Ne 6
IH'*L’D@FPFHLHT»‘\HB}IAﬂ JHUAT HOCTHUKA
HFPB} L{HOH H BT()PV’LIM()H \Hh

—_—_— - o ——

I]OKaiaTe au { flepnnquan XHH | Broputmaq \IIH

- S -

| | mw*omm Ecth | 7 Ecre |

I ——————

| CHmwkerne Macchl Tena | Eets | ~ Ecth |

3 HUITOTJIHKEMH ‘ Fc Th

['mnepnurMeHTailus KOXH | Ecth
| M CJIM3UCTHIX

e - — 4 —————————

YpoeeHs AK' T B KPOBH | Hosbuuua

,__,h S ——— I S————- e ——————————

| ConyTCTBYIOMIWA THITOTH- | Penko
| peo3 |

l,uﬂ\lk,n.»i“(‘-ugldli "UIIOro- | UPJI\O

Hd'_IHEM

()mmsamu B p OCTe ‘He : iacTo

————————————— it A ———————————————————————— e ———————————————————————————— ———————————————————

| VpoBeHb KOPTHU30J1a B 1 Cimfh °H | CHIDKEH
| KPOBH

IKCKpELHA KC pmzwm C | CHuxena - CHWKeHa
| MOYOM |

—— ——————————————— SN . R S g e t——

&p& Bers TTT DOBH Hupr\:&xeh rmBmmCHupw | CHMIKEH
cuuapome llimuara

L{OPNI(LIDP bl i A (" Lm,}semﬂ

| \’"powi_u i .75 5 bieemetinion: tinh o K¢
Hedpuuur CTT | Het g Rl Yacro

YpoBHH 'If (D(:_L hpOElI ¢ H(lp_gm 1bHB] fcl el L HHKEHBI

Tr




[narHoctuka

. YpoBeHb KOpTU30sia nccneagyetca mexay 6 n 8 yacamm yrtpa,
NOCKOSIbKY MMEHHO 3TOT YPOBEHb OTpaXaeT MUK aKTUBHOCTHU
rmnotanamo-runocgpunsapHo-Haano4e4YHMKOBOU CUCTEMDI.

. Kak nepBu4Hasi, Tak U BTOpMYHaa Haano4ye4yHUKoBas
He4O0CTaTOYHOCTb MPOSABIIAIOTCA CHMKEHUeM coaepXaHus
KOpTU30Jia B KPOBU, HO YacTO coAdep)XaHue KopTu3orna B nrnasme
KPOBU B YTPEHHUE YacCbl UMeeT HoOpMalibHble U NOrPaHuYHbIe
3Ha4YeHus, YTo TpebyeT AanbHeNwero o6cnegoBaHus.

MeTopA onpeaesieHus B CyTOYHOU Mo4ye cBOOoaAHOro Koprusona ¢
nomMoLbi0 paanoMMMyHonoruyeckoro aHanusa (PU

Ha choHe pa3BepHyTOM KITMHUYECKOMU KapTUHLI bone3Hn AgancoHa
HU3Koe coepxaHne cBOOOAHOro KOpTu3orsia B CyTOYHOU Mo4e
(Hopma: 120-400 Hmonb/n B cyTkK) cBuaetenbcTByeT o0 HH n
OUKTYeT HeoOXoAMMOCTbL Ha4vara 3aMmeCcTUTENIbHON Tepanuu.

20% 6onbHbIX ¢ HH nmeroT HopManbHoe coaepxaHue cBo6oAHOro
KOpTM30na B CYyTOYHOMN MoOue.



narHocTuka

UccnepoBaHne AKTI B nnasme KpoBu no3BonseTt
6M(b(bepeHLw_POBaTb nepBUYHYIO U BTOpUUHyro XHH.
ekpeuua AKTI npoucxogut nynbcaTopHO, U eCcnu
runoduns n rmnoTtasiaMmyc UHTaKTHbl, B OTBET Ha

rMNOKOpPTU3OSIeMMNIO OHa BO3pacTaerT.

YpoBeHb AKTI 6onee 100 Hr/mn, onpeAeneHHbIN C
nomouibo PUA nnn nmmyHodpepmeHTHOro aHanusa, npu
HarIM4Mn KNUHUKN HAAMOYe4YHNKOBON HeO4OCTAaTOYHOCTH,
OAHO3HA4YHO CBMAETENILCTBYET O €e NepBUYHOM reHese.

MNMpu BTOpnyHon XHH, kak npaBuno, otme4yaeTcsi CHUXXeHune
ypoBHA AKTI kpoBM.

Bornee gocTtoBepHbIM iBNsieTcsl uccnegoBaHme pyHKLUM
KOpPbl HAAMNO4Ye4YHUKOB B YCNOBUAX CTUMYIUPYHIOLLNX
TeCTOB.



UAUMA JY2 D

AAropuTM IUArHOCTUKH aJUTMCOHOBOH 00JIE3HM
NP Pa3BEPHYTON KIMHHYECKON KapTHHE

Tunuynas KIMHAYECKAs KapThHA ai{HCOHOBOH O0NE3HH

JlaboparopHoe NOATBEPKACHUE

OKCKpelus cBOOGOAHOTO KOPTHU30/1a ¢ MOYOH

Y

Y

3HAYUTENRHO CHIDKEHA

v

Hopma i COMHUTENLHbIH
pe3yNbTat

[Tepsuvnas HamOYEYHHKOBAS
HEeJOCTAaTOYHOCTh

v

KopoTkuit CHHaKTCHOBBIIH
(1-24 AKTT) Tect




TecTbl ¢ CUHAKTEHOM

CuHakTeH - cuHTeTn4yeckum aHanor AKTI. BeinyckaeTtcs B
ABYX hopmax: B BUAe CMHAKTeHa AN BHYTPUBEHHOrO
BBeAEeHUSA, KOTOPbIN NPUMEHAETCA A NpoBeaeHUs
KpaTkoBpemeHHoro tecta u CUHAKTEHA- OEMNO - ana
BHYTPUMbILLIEYHOrO BBEAEHMUSI.

Kopomkuu cuHakmeHoebIll mecm ¢ BHYTPUBEHHbLIM
BBeeHMEeM CMHaKTeHa No3BOoNsieT onpeaeriuTb peakuuio
KOpbl HaaMNo4Ye4YHUKOB Ha cTpecc. 1o ypoBHIO KOpTU3osa B
nnasme, onpegeneHHomy 4Yyepes 30 u 60 muH nocne 6bICTPOro
B/B BBeaeHus 0,25 mr cMHaKTeHa, pacTBopeHHoro B 5,0 mn
domsmnonornyeckoro pacteopa, oL,eHMBaKT COCTOSAHUE
¢yHKUMM HaANOYEeYHUKOB.

NMpu HopManbHOU PYHKLUUN KOPbI HAAMOYEYHUKOB Y
340pPOBbLIX NoAeN noa BIIMSAHUEM CUHAKTeHa NMpoucxoauTt
yBernunyeHue KOHLEeHTpaLumum KoptTusora B nnasme Kpoeu B 2-3
pa3a (Bbiwe 552 HMmonb/n).

OTcyTcTBME NOBLIWEHUA YPOBHA KOPTU30Ma B Xoae AaHHOro
TecTa CBUAETEeNbCTBYEeT 006 OTCYTCTBMM HaNMM4YHbIX pe3epBoOB
KOpbl HaAMNO4Ye4YHUKOB.



OnutenbHaa cTMMynALMA HaAMNOYEYHMKOB (5-AHEBHbIN TECT C
CUHaKTeHOM-Aeno)

N Ccnosib3y 0T 1151 BHISIBJCHUS MOTEHIHAIbHBIX
pe3epBOB KOPbI HAXNOYECYHUKOB

BBOAAT BHYTPUMBIIIEYHO OJHOKPATHO 1 MI' CHHAKTEHA-
aeno. CBo0OOAHBIN KOPTHU30J1 ONPEACJAA0T B CYTOYHOH
MOYe 10 BBeAeHHS, a TaAK:Ke 1mocje B TeueHue 1, 3,5
THEM.

Y 310pOBbIX JIKOEH CBOOOAHBIA KOPTU30J B MOYe
NoBbIIIAETCH B 3-5 pa3 0T HCXOHOTO.

IIpu moJsHoM (a0coaroTHo) nepsuuHoii XHH xopTuso
OyzeT ocTaBarbCs OMHAKOBO HU3KHUM BO BCE IHH.

IIpu BropuyHoiit XHH kopTH304a B 1-i 1eHB
CTUMYJISIIUU HE YBEJINYUBAETCHA, a B 3-€ U 5-¢ — CYyTKH
AOCTUTAeT HOPMAJIbLHBIX 3HAYCHMIA.



OnutenbHas cTumynauud Haano4e4HMKOB (5-ﬂHeBHbIﬁ TEeCT C

CUHAKTEeHOM-Aeno)

Ona AnarHoOCTUKM rmnoanbAoCTepPoOHMU3Ma
npoBoAUTCA onpenerieHne KOHUeHTpauuu
anbaocTepoHa U peHMHa B nnasme Kposu. lNpu
nepBuyHon XHH ypoBeHb anbaocTepoHa B KpOBU
MOXeT ObITb B HOpMe UJIN CHUXEH, Toraa Kak
coaepxaHuve peHMHa NoBbILWEHO B CBA3MU CO
CHWXeHuem obbema nnasmol.



NIABOPATOPHBbIE JAHHBIE

B KpoBU NpU XPOHNYECKOU HAANOYEYHUKOBOM
HegoCTaTOYHOCTU YacTO BbIABNAETCH:

. HopmoxpomMmHas nnu runoxpomMmHasa aHemMus,

. YMepeHHas reuKoneHus,

« OTHOCUTESIbHbIX NUMGOLNTO3,

« 303MHOGUNUA,

. MOBbIWEHNEe YPOBHSA Kanua U KpeatuHUHa,

« CHWXeHMe YPOBHSA HaTpwus,

. HU3KOe coaepKaHue rnKo3bl (HaTowak n nryiocKas
caxapHasi KpuBasi BO Bpems nposeaeHua I'TT),

. rmnepkanbuuemus (10 - 20%).

. [MnepkanbuuemMus coyeTaeTcs C rmnepKanbunypuen,
Kaxaou, nonuypuen u runocteHypuen. Abcopouums
KanbLUuus B KMLLEYHUKE U ero BbIXo4 U3 KOCTeUN yBenu-
yuBarTca. Hopmanusauma KanbumMeBOoro oomMeHa
NPONCXoauT Npu ageKkBaTHOU 3aMeCTUTeSIbHOU Tepanum.



9TUONOMMYECKASA OUATHOCTUKA XPOHNYECKOU
HAOMOYEYHNKOBOW HEOCTATOYHOCTH

BbisiBneHne B KPOBU OONbHbIX aHTUTEN K 21-rmapokcunase
(P450c21)

BbisiBneHune opraHocneuudunyvecknx aHuturen (K
TUpeornoodynuHy, Tuponepokcupase, roHagam,
OCTPOBKOBbIM KNneTKaM NMomKesriya4o4HON Xene3bl
OnpepeneHune ypoBHs JII, ®CI, cBo60aHOro TUpOKCcUHa, TTI
KomMmnbrotepHasa Tomorpacdusa 3abprolIMHHOrO NpocTpaHCcTBa
ToHKOUronbHasi acnMpauyMoHHaa buoncua HagnNno4Ye4YHUKOB
noa koHtpornemMm Y3U vnun KT

OnpeaeneHne ypoBHA B KPOBU ANTMHHOLENMOYEYHbIX
XupHbIx kucnot (OXK) - agpeHoneunkoanctpodus
O630pHan peHTreHorpadusa yepena (bokoBasa npoeKuus)
MPT ronoBHOro mosra

OcMOTp racTpoaHTeporiora U oKynucra

OuarHocTtuka Tyoepkynésa (PeHtreHorpacus, npoda MaHTy)



OudpdepeHumanbHbI AUarHo3

MNMpun nepBnyHon XHH audcdepeHunanbHy0 ANArHOCTUKY
HeobxoauMO NPOBOAUTDL C:

HeBpoTnyeckum cCMHAPOMOM

HenpounpKkynatopHon AUCTOHNEUN MO TMMNOTEH3UBHOMY TUMY
JcceHuuarnbHOU apTepuanbHON TMNOTEH3nen

f13BeHHOM Oone3HbIo Xenyaka

XPOHUYECKUM IHTEPOKONIUTOM

XpOHUYECKUM NnaHKpeaTUTOM

HepBHOM aHOpeKcuen

OHKonorn4yeckoun natonormeu



4 QUUIXNILA VYD ©

JleyeHne XpoOHHYECKOH HAANOYEYHHKOBOH HEJ0CTATOYHOCTH

ITHOTPOMIHOE [laroreneTnyeckoe CumnromMaTHYecKoe
MEJIMKAMEHTO3HOE  {[JTFOKOKOPTHKOW/IBI |JTMETOTEPAITUA
(Tepanus TyOepkysiesa,  |(THAPOKOPTH30H, KOPTH-
cencuca, rpuOKOBBIX 3a00- |30Ha aLETAT, MPEAHM30-

NeBaHMi 1 11p.) JI0H)
JIYYEBOE (omyxomi ru- [MHUHEPAJIOKOPTU-  |BUTAMHUHOTEPAITUA
nogu3a, runoranamyca)  |KOW/IbI (gayapoxopr-
30H)
XUPYPITMYECKOE AHABOJIMYECKHE
(vnanenue onyxonu, anes- |[CTEPOU/IBI (petabonun,

PH3MBI 1 J1p.)

(enobomun, cunabdomin)




NEYEHUE XHH

HanpaBneHo Ha 3amelieHne ropMoHanbLHON HeAOCTAaTOYHOCTH
U NPy BO3MOXHOCTU — Ha NIMKBUAAUMUIO NaTONOrM4YeCcKoro
npouecca, Bbi3BaBLUEro nopaxeHme Haano4Ye4YHUKOB.

Owuneta 6onbHbIX XHH

. OOwana KanopMMHOCTb NULLN AOIMKHA ObITb Ha 20-25% BbIiLWwe
0ObLIYHOM ANA AaHHOro Bo3pacTa

. PekomeHpayeTtca yBenu4yeHue o6enka (1,5 -2 r/kr), a Takxe
yrneBoAoOB U XUPOB.

. Msaco Bknwo4aloT B nNULLy B BUae pasHoobpasHbix ontoa,
nydile npoTepTbIX

. W3 xupoB npegnoytTutenbHee CIIMBOYHOE Macno

« YuYunTbiBasi CKIIOHHOCTb K TMNOrNMKeMunmn — yrrneBoabl, B TOM
yucrne nerkoycsosieMble.

. [JdononHutenbHoe Ha3Ha4YeHue noBapeHHoun conu ao 10-15
MI B CYTKU, OrpaHM4YeHne npoayKToB OoraTbIX Karivem

. Obsa3aTenbHO BUTaMUHbI — canatbl, PPYKTbl, COKU



3amecTuUTenbHasa Tepanusa XpOHNYEeCKOro
rMnoKopTULmu3ma

. lMoppa3ymeBaeT 06s3aTeNnbHOe KOMOUHUPOBaHHOE
Ha3Ha4YeHue npenaparos rMOKO- U MUHEPariOKOPTUKONAOB.

« Tunu4yHas owmnbKa — MOHOTEepanus TOMbKO
rMIOKOKOPTUKOMAAMM

Tepanusa MMHepanoKopTukongamm

. CoBpemMeHHasa Tepanua nogpasymMmeBaeT UCMNOSfIb30OBaHne
TONIbKO OA4HOro npenapara - 9d-(t|TO£KOpTM3OHa

. B Poccum npumensarorca KOPTUHED®D n ®JIOPUHED —
cogepxat B 1 Tabnetke 0,1 mr conyapokopTrn3oHa aueTaTa.

. HasHavaeTcsa oauH pas B cyT. yTpom exegHeBHO 0,05- 0,1 mr

Kputepun anekBaTHOCTU Tepanuu:
. HopmMmanbHble YpOBHU Kanua n HaTtpua nnasmbl
. HopmanbHbIN NN ymepeHHO NOBbIWEHHbIN YPOBEHb
€HWHAa NnasMmbl
. HopmanbHoe (komdopTHOEe) ALl
. OTCcyTCTBME OTEYHOCTU, 3a4EPKKN XKNOKOCTU
(nepepo3npoBKa npenapara)




3amMecTuTenbHas Tepanma XPOHUYECKoro
runokoptuunsma NKC

Y 6onbHbIX ¢ XHH npenapaTbl rOKOKOPTUKOCTEPONAOB
NPUMEHAIOTCA NOXXU3HEHHO.

Ona samectutenoHoun tepanumn XHH ncnonbaytor
cdnamonornyeckue Ao3bl rMOKOKOPTUKOUAOB. BBOOATCA C
YYETOM PUTMA CEeKpeLUum rmroKOKOPTUKONAOB (2/3 CyTOUYHOMU
Ao03bl yTpoMm u 1/3 - Beyepom).

OcHOBHBbIe npenapaTbl AN 3aMeCTUTESNIbHOMU
rnokokopTukonagHoun tepanmm — KOPTE®, KOPTU3OHA
ALUETAT, MPEOHN3O0JIOH.

TpunamunHanoH, [lekcameTta3oH, bekrnomeTasoH u gpyrue
cuHTeTn4yeckue aHanoru npmn XHH He npumeHsaroTCA.



JKBUBAJIEHTHOCTE JAO3UPOBKH I

PCNIapaToB ITIOKOKOPTHKOUTIOB

Hpoao/uKHTeIbHOCT Ha3sanue npenapara JKBHBATCHTHAS
AeHCTBHA H03HPOBKA (Mr)
KopoTkoro AeHCTRUA [ HapoKopTH30H 20
Kopusox fi b
[Tpennu3on 5
[Ipeznu3onon d
MeTwmpeHu30IoH 4
| CpenHeii mpogomkutens- | TpHaMUMHONOH 4
HOCTH JeHCTBUA apaverason ;
)]J1menbno}o neficres | .—liéfc-c—:—aiié}as’ou 0,73
 BeraveTason ; 0.6




OcobeHHOCTU 3amecTuUTEensHou Tepanuu npm XHH

. Jlo3a npenapaToB 3aBUCUT OT TSXKECTU 3aboneBaHus,
CTeneHu KomMneHcaumm, COCTOAHMUSA, B KOTOPOM HaxoauTcs
opraHu3sm (cTpecc, NOKoOw)

Jlerkas ¢popma XHH

. JleyeHue kopTecpomM (ruapoOKOPTU3OH) 15 Mr B CYyTKKU UnNun
KOpTU3OHa auetaTtom 12,5-25 Mmr B CyTKU B oAuH (YTPOM
nocre 3aBTpaka) unu asa npuema.

CpenHsasa cTeneHb TSHXKECTU U TAXenasa popma

. Ha3HavaeTtca kKoMOMHMpPOBaHHasA Tepanus — coyeTaHue
KopTeda unm KopTu3oHa auerara, npeaHM3osIoHa U
MUHepariokopTMKonaoB

. [pu cpegHen cTeneHU TAXECTU Ha3HaYaeTCs:

- kopTed 15-20 mr yTpom, 5-10 mr nocrne obepa +

donyapokopTn3oH 0,1 mr yTpom;



OcobeHHOCTN 3amecTuTenbsHou Tepanuu npu XHH

lNMpu BbipaXXeHHOU AeKOMMNeHcauum xXenatenbHO
nepeBOoANUTb OOSNIbHbIX HA B/M MHBEKLUUN TMOPOKOPTUIOHA —
He MeHee 3-4 MHBbeKUUN B CyTKK B go3e 75-100 mr c
nocneaywowWwmMM NOCTENEeHHbIM CHUXXEeHUeM A03bl U
nepeBoOoAOM Ha nNnepoparibHbIN NPUEM NpenapaTtoB

CxeMbl 3aMeCcTUTENbLHON Tepanuu

f'mapokopTn3oH B Tabnetkax 20 mr ytpom n 10 mr nocne
obena B covyetaHum ¢ 0,05-0,2 mr kopTuHeha yTpom

NpepHunsonoH — 5-7,5 mr ytpom n 2,5 nocne obena B
coyetaHuu ¢ 0,05-0,2 mr KopTuHeha yTpom

aAekcameTtasoH 0,5mr Ha Houb B coyeTtaHuu ¢ 0,05-0,2 mr
KOopTUHeda yTpom



OcTpas Hagno4ye4yHnKoBasA HeaocTaTo4HOCTL (OHH)

- 3TO HEOTJNI0XHOE COoCTOsAHUe, BO3HUKalLllee B pe3ylribraTe
PEe3KOro CHuxeHumsd npoaAyKkumm ropmMmoHoB KOpou g
Haano4e4HUKoB, KITMHNYECKU nposersiolieecsi pe3Kou
ddnHaMmuneun, CoCyamncCTbiM Kosuiarcom, noCrteneHHbIM
3dTeéMHeHnemMm CO3HaHusl.

NMpUYUHLI:

- MepBoO€e nposiBneHne 3aboneBaHnA NpuU NaTeHTHO
npoTtekatowen 6one3un ApamcoHa, cuHapome LLimnara

- 1ByCTOPOHHAA agpeHanakTomMusi, nponsBeaeHHas npu
bone3Hun NueHko-KywinHra v gpyrmx COCTOAHUAX
(ncuxnyeckue n pmnanyeckue CTpecchbl; onepauuu,
oxnaxpeHus) 5

- AopeHoreHUTanbHbI CUHAPOM U U3ONUpPOBaHHas
He4OoCTaTOYHOCTb CeKpeLuun anbaocTepoHa

- Mpun BTOpMnyHom HH npu ctpeccax

- MauuneHTbI paHee gnutenbHo neynBlmnecs NKC — ns-3a
CHMXeHUA (pyHKLUUN runotanamMmo-runocgunsapHo-
Haano4Ye4YHMKOBOM CUCTEMbI NpU onepaunn unm nHdekumn

- OcTpoe KpoBOM3NUsSHUE B HAAMOYEYHUNKHN



KnuHuka octpon Haano4e4YHMKOBON HEAOCTAaTOMHOCTY

1 ctagna — ycuneHuve cnaboctu n runepnMrMeHTaumum
KOXHbIX MOKPOBOB U CIIM3UCTbLIX; rOyIoBHast 60nb;
HapyweHue anneTuTa, TOWHOTa U CHUXXeHue Al
(oTcyTcTBMe noBbiweHna ALl npu nevyeHuu
rMnepTeH3UBHbIMM NpenapatamMu, OTBET TOSIbKO Ha
BBeAeHue KO- U MMHeparioKoOpTUKOUOOB.

2 cTagusa — pe3Kaa cnabocTb, 03HOO, BbipaXXeHHbIe 6onu B
XXUBOTE, TrMnepTepmMuns, TOLWHOTA U MHOroKpaTHasa pBoTa C
pe3KMMu NnpusHakamuv germgparaumm, onurypus,
cepaueduneHue, nporpeccupyrowiee cHmxeHue Al

3 cTagmsa — KoMaTo3HOe COCTOsIHUe, COCyAUCTbIN Konnanc,
aHypusi U runoTepmMus



JleyeHune oCTpPON HaANOYEYHMKOBOU HEAOCTAaTOMHOCTY

1. T'mapokopTU3loHa HaTtpua cykuuHat (COJTY-KOPTE®,
CONOJIbKOPT H) — 100-150 mr B/B B Te4eHUEe 5 MUHYT

2. 'mppokopTmnsoHa HaTpua cykumHat 300 mr B TevyeHue 24
yacosB (100 mr B nepBble 2 yaca) Ha (p3MONOrMYEeCKOM
pactBope nnu 5% p-pe rnKko3bl B/B KanenbHO.

. [MoTpebHOCTb B rUApPOKOPTU3OHE B 3aBUCUMOCTU OT
COCTOSIHUA OONIbHOro B NepBble CYTKU MOXEeT AOCTUraTtb A0
11,5r

. Ha BTOpbIe cyTKM 0ObI4YHO BBOAAT 150 Mr ruapoKOpTU3OHA
HaTpuUA CyKuUHaTa, Ha TPeTbUu — 75 M.



JleyeHune oCcTpON HaaNO4YeYHMKOBOU HEAOCTAaTOYHOCTY

3. OgHOBpeMeHHO Ha3Ha4yalT rMApPOKOPTU3OHa aueTaT B BUuae

cycneH3uu (ruapoKopTuU3oH no 50-75 mr B/M Kaxable 4-6
4YacoB B NepBble CYTKH)

4. BHyTpnBeHHasa uHdy3usa 0,9% p-pa HaTtpua xnopuaa um 5% p-
pa rnrKo3bl A0 YCTPaHeHUsA aervaparaumm u
rmMrnoHaTpmemMum.

. B nepBbin geHb BBOAAT A0 3 NIUTPOB XXUOKOCTHU

« WHdyYy3MOHHYIO Tepanuio npekpawaroT npu ctabunusauum
Al Ha ypoBHe 110/70 mm pT.CT.



