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KOPTU30/1 DYHKLMUM




KOPTU30/1 DYHKLUM

yIJIEBOAHBIA 00MEH

1. KoHTpaMHCYJSAPHBIN FOPMOH (MHCYIMHOPE3NCTEHTHOCTD,
AKTHBAIINA INITIOKOHECOI'CHE3a U I‘JII/IKOFGHOJII’BHC&)
2. BbipatarbiBaeTcs NP rUMoOrIMKeMUN

I 1roxkaron

Karexoj1aMuHBI NUn CYJIMH
I 1IOKOKOPTUKOUABI
Cr1r é ‘ \
Tupeoasbie rOPMOHDI ]




KOPTU30/1 DYHKLUM

BeakoBbIli 00MeH

Pacnaj 0eJika (riokoHeoreHes) HCIO0JIb30BAHUE €TI0 KAK
JHEPreTUYEeCKHH cyocTpar (MbIIIIbI, COeIMHUTEIbHAS TKAHb,
KOCTH, KOKA)

Cunre3 0€JIKOB OCHOBHOI'0 00M€EHA

JInnmuaueii o0OMeH

JIMIOJIM3 sHepreruyeckuii cyéerpar
YBe/IMuenne CHHTE3a JTUIMONPOTEHI0B
IHosbimenue TT'



KOPTM30/1 ®YHKLIUM

MHUHHCPAJKOPTHUKONIHAA AKTHUBHOCTD

1. 3angep:kxka Na+
2. Bsouieaenune K+

AxtuBanus K-Na-Ttpancnoprepa

MAHEPAIKOP TR OV



KOPTU30/1 DYHKLUM

NmMmyHOMOOy/IHpYIOIEe neiicTBue

1. AxkruBauusa ¢paxkTopoB HecneUUPUICCKOH 3AIUTHI
(0apbepHbIil MMMYHUTET, HEUTPOPUIIBI)

2. Topmoxkenue cnenu@puaecKoro MMMYHHOIO OTBETA
(YMeHbIICHUE AHTHUTE] U JUMPOUHUTOB) '

TopMmoxkeHue 3HePreTU4ECKU 3aTPATHBIX MPOLECCOB

1. CHukeHHe MUTOT€HHON AKTMBHOCTH KJIE€TOK (3nuTe i
KeJIyIKAa, KOCTHBIM MO3T)

2. CHMKeHHE CEKPEeTOPHON AKTUBHOCTH (CIU3b KEIYIKA)



YBeanueHue akTuBHOCTH cumnarnuecko HC
1.

4.

KOPTU30/1 DYHKLUM

KOpTH30J1a - CTpecc

noBbilieHue AJl, raxuxkapaus
noBbiieHue Moropuku KKT
Iepudepuueckue Bazocmnasm

Hecneuuduueckas akrupanusa HC




GLUCOCORTICOIDES
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HAANOYEYHNKOBAA
HEAOCTATOYHOCTD
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HAANOYEYHUKOBAA HEAOCTATOYHOCTDb
(MEPBHUYHAA, AKTI HE3ABUCHUMAA)

STtnonormsa

® lNepBMyHaa aTpodua Kopbl HAANOYEYHUKOB
(QyTOMMMYHHOE nopaxeHue)

® TybepKynes Hagno4Ye4YHMKOB.

® CucTteMHble 3a6oneBaHMs (aMUI0MA03,
CapKomJ03, reMoXpomaTtos).

@ CocToaHMe nocne KpoBOU3INAHMA B 00a
HaZino4yeyHuKa (CMHAPOM YoTepxaysa-
dpuagepmKceHa).

@ MeTacTtasbl paka B 06a Hano4Ye4yHMKa.
® [Mocne ABYCTOPOHHEN aZpEHANIIKTOMMM.
® 'pnokoBas nHdekuusa (npu Clinle).




HAANOYEYHUKOBAA HEAOCTATOYHOCTDb
(MEPBUYHAS, AKTI HE3ABUCUMAA)

naTOCI)MBMOJ'IOFMﬂ HeA4O0CTaTKa KOPTU30Jia

3Hepzemu YECKUU 20MEO0CHA3. YveHbmAaeTcs [IIOKOHEOTeHe3 H CHHTE3
NIMKOTeHa B nevyeHu. CHUKAETCH YPOBEHb IVNIIOKO3bl B KPOBH. YMEHbIIAETCS JIMIIOJIU3 U
Jumnoreres. B pesyiabrare y 00JbHBIX ¢1200CTh, HAKJIOHHOCTH K THIIOIJIMKEeMHUH,
CHUKEHHE MACCHI TeJia.

}I(eﬂydouuo-lmmelm bl MpPAKmM. XapakrepHa runo- Wil axJIOpruapusi,

CHHMIKAETCHA CEeKPeTOPHAs AKTUBHOCTD JKeJle3 KeJIyIKa, KHIIeYHUKA, NMOIKeTYT10YHOH xKeJie3bl.
KiuHu4yeckH - CHUKeHMe anneTUTAa, BIJIOTH /10 AHOPEKCUM, TOIIIHOTA, PBOTA, HEPeaKo 00J11 B
’KMBOTE U JHapPesi, HO MOT'YT OBITH 3all0Pbl.

Cepoeuno-cocyoucmasn CUCMEMA. Chmkaercsi 4yBCTBHTEILHOCTE COCYTHCTOI

CTEHKH K MpeccopHOMY 3P(PeKTy KaTexo1aMHUHOB, YMEHBIIIACTCH CHJIA CePAEYHBIX
COKPAILleHU I, YMEHbIIAETCHA IKCKpenus ''cB0001HOM BoAbI'" B MOYKAX, PA3BHBAETCS
TUNOTOHMS.

Icuxuueckasn oeamenbHOCHb. Cumxaercs NAMSATD, OSABJISIETCS ANATHS, |}

COHJIMBOCTb, MOI'YT ObITH NICHUXO03bI.

Petll('l«(u}l Ha cmpeccC. Cuuxaercsi TOJEPAHTHOCTH /CONPOTHBIAEMOCTh/ K

CTPeCcCOBbIM cuTyanusiMm. B mepmon ocTpbix 0os1e3Hel, onepanuii, TPaBM, 05KOI0B,
OXJIAKICHUS U NPHU THKEJIOM IMOIUOHAJIBLHOM CTPecce HAAMOYCYHUKH HEe MOT'YT OTBETUTh
HYKHBIM yBeJIMYEeHHEM CeKpeluu KOpTHu30J1a. B pesyabrare, Bce CMMIITOMBI 00J1€3HH
HAPACTAKT U MOKET PA3BUThCH OCTPAsi HEAOCTATOYHOCTh KOPbI HAANOYEYHHUKOB




HAAMNOYEYHNUKOBAA HEAOCTATOYHOCTD
(MEPBUYHAA, AKTI HESABUCHUMAA)

CuMnToMbl HepoctaTtKka KopTM3ona

1. Keayn104HO-KULICYHbIC: AHOPEKCUA, MOUWHOMA, peoma,
2UNOXTIOP2UOPUA, DOSIU 8 JHCUBOME, CHUIICCHUE geca mea.
2. HapyuieHue 3HepreTu4ecKoro MeTradoiu3mMa: CHuMiceHue
2JIIOKOHEeO02ene3d, JTUNOIU3A U IUNO2ZEeHe3a, 2IUKO2eHe3d.
T'unozcnukemusn namouax.

3. llcuxuyeckue: ymominaemocms, COHIUBOCHIb, ARAMUA,
Oecnokoiicmeo, ncuxo3ul.

4. CepieuHO-COCYAUCTbIC: CHUMCCHUE RPECCOPHO20
Iphexma Kkamexonramunos, ZUuNOMOHUAL
5. CHMKeHME TOJIEPAHTHOCTH K CTPecCy.



HAAMNOYEYHNUKOBAA HEAOCTATOYHOCTD
(MEPBUYHAA, AKTI HESABUCHUMAA)

Bl /=% CHMIITOMBI Hegoctatka a/1b[1@CTEPOH
1. Cauxenne OLK - Hexocrarok pesepBauum HaATpus,
YyMeHbIlIEeHHEe 00beMa BHEKJIECTOUYHOM KHIKOCTH;
TUIMOBOJIEMUS ;CHUKCHHE BeCa, TMIIOTOHUSA ; OCTYPAJIbHbIE
00MOPOKM; IIOK.
2. IIapenune A/l - yMeHbIIIEHHE YIAPHOI0 00beMa;
YMeHbIIIEHHE MOYEYHOT0 KPOBOTOKA; NPEePeHAIbHAsA
a30TeMMsl; yBeJIMYeHHEe YPOBHSA PeHUHA B IJIa3Me;
3. DJeKTPOJUTHBbIC HAPYLIEHHUS - CJ1a00CTh;
runepkajgeMusi; GuoOpuJIsMs MpeacepaAu nin
KEeJTYN0YKOB, ACUCTOIHS,
JIerKUU aiuao3.



HAANOYEYHUKOBAA HEAOCTATOYHOCTDb
(MEPBUYHAS, AKTI HE3ABUCUMAA)

Kianauka 2
N36bITOK AKTI

AKTI ob0aamaer

MCJIAHUHOCTUMYJ/INPYHOIIIUM HeﬁCTBHeM
BhI3bIBaeT runepnurMeHTanuio (B Mecrax
€CTeCTBEHHOM NMUTMEHTAIUHU — I0JIOBbIE€ OPraHbl,
00/1aCTh COCKA, CKJIAJAKH KOKHM — JIaJJOHHbIE,
MaxoBble, MOAMbIIIEYHbIE)

Fig. 2 Addison’s disease — hyperpigmentation
involving the palms of the hand.

JAuddepruHIuaIbHbIA AMATHO3: HEIPOUTHAA
paca, 3arap, XpoHH4eCKHe HHTOKCUKALMH




HAANOYEYHUKOBAA HEAOCTATOYHOCTDb
(MEPBUYHAS, AKTI HE3ABUCUMAA)

JlabopaTropHo

IHoBbimenne AKTTI,

Cumxenue Koprusosa

I'unornmukeMus

I'unmoxpomHasi aneMus

Cyrounast Moua Ha KopTu30i win 171'KC

1.
2.
3.
4.
S.



HAANOYEYHUKOBAA HEAOCTATOYHOCTDb
(MEPBUYHAS, AKTI HE3ABUCUMAA)

POOLI
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1. beictpbiii AKTI cTUMYJSIUUOHHBIA TECT

HccnenoBanue MOKHO NPOBOAUTH B JIH000E BpeMsl CYyTOK. BHYTpUMBIIIEYHO UM BHYTPHUBEHHO
BBoauTca 25 EJI (0,25 Mr) cunTeTnueckoro 4yeaoBeyeckoro AKTI' - KO3MHTPONUH Wi
TeTpako3akpud. Yepe3 30 uiam 60 MuH ucciaenyeTcss KOHIEHTPALMA KOPTU30J1a B IJIa3Me
KpoBH. B HOpMe ypoBeHb KOPTH30/1a B KPOBU B OTBET HA BBEJACHHUE KOSMHTPOIIUHA
npesbimaer 20 MKr/ui.

2. METHUPANIOHOBbIA CTUMYJISANUOHHBIA TECT

Metupanon topmo3ut 3u3um 11 0era-ruapokcuiiasy (P450cll), koropast npespainaer
AEOKCUKOPTH30J B KOPTH30.J1. YBesnmuuBaercs cekpeuuss AKTI u ygesnuuBaercs npoayKuus
NpeAlIeCTBEHHMKA KOPTH30J1a - IeOKCMKOPTU30J1a. Meronuka tecra. boibHou npunumaer 30
MI/KI METHPAIlOHA HA HOYb Per 0S, a YTPOM CJIeAYIOLIEero THA UCC/IeyeTCH YPOBECHb
AEOKCUKOPTH30.1a B IJIa3Me KPoBU. B HOpMe YpOBEeHb 1€OKCHKOPTHU30J1a B IJIa3Me T0JIKeH
NMOBBICUTHCA 0oJs1ee, yeM 7 Mxr/mia (0,19 mmouas/i).

3. KPF-CTI/IMYJIHIII/IOHHI)Iﬁ TCCT. OBeunii KPI' B 103e 1 MKI/Kr BBOTUTCS
BHYTPUBEHHO U 4epe3 15 munyT ucciaenyercsi yposeib AKTI B miiazme kpoBu, a yepe3 30 MUHYT
ypoBeHb KopTH30J1a. [Ipu BTOpHUYHO HeT0CTATOYHOCTH HAANOYedHUKOB ypoBHH AKTI n
KOpPTH30JI1a B IJIa3Me KPOBHU B oTBeT Ha BBeeHne KPI' He yBeimunBaroTcs



HAZNOYEYHUKOBAS
HEAOCTATOYHOCTb

H0)103peHne Ha HEAOCTATOYHOCTDb KOPbLI HAAIIOYCIHHUKOB

¢

beicTpbiii AKTI' cTUMYJISALIMOHHBIN TECT

@ IlepBHYHBIH rHIOKOPTHIU3M
o HCK q
Otser na AKTIC HopmaabHblii oTBeT ) CIUTIOTACTCA,
HC}IOCTaTO‘IHbIﬁ HO HE HCKJIOYCHA BTOPUYIHaAN
HEA0CTATOYHOCTH
@ HaAIIOYCIYHUKOB (HeI[OCTaTOK
AKTT B mia3zme pesepsos AKTT)
Metupanon niau KPI'*
. . . CTUMYJISSIUOHHBbIE TECTHI
Boicoknii HopmaabHbId WM HU3KUMT : ﬂ
Henocrarounbiii OTBET HopMaabHbIii 0TBET
MNepBHYHaaA HegoOCTaTOYHOCTb v ﬂ _
KOpbl HAANOYe4YHUKOB BTropuyHasi HeIOCTATOYHOCTh KOPbI BTropuyHoii

HAANIOYCYHUKOB HEAOCTATOYHOCTH HET




HAANOYEYHUKOBAA HEAOCTATOYHOCTDb
(MEPBUYHAS, AKTI HE3ABUCUMAA)

JleueHnue

IIpoBoauTcs 3aMeCcTHTEJbHASI Tepanus
IJIIOKOKOPTUKOUIAMM: JTU00 T'HJAPOKOPTU3OHOM, JIUOO
NpeIHU30J10H0M, B cpeaneit xo03e or 15 10 30 mr/cyT.
UM 5-7,5 Mr/cyT. COOTBETCTBEHHO. B omuuuu om
nepeUUHOU HEOOCMAmMOYHOCHMU KOPbl HAONOYEUHUKOB
Jle4eHUe MUHEPATIOKOPMUKOUOAMU He mpedyemcH.
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HAZNOYEYHUKOBAS HEAOCTATOYHOCTD
(MEPBMYHAS, AKTI HE3ABUCMMAS)

® [pn HexBaTKke MMHEPANOKOPTUKOAHOMU

COCTaB/ISOLLEN J0OABNAIOT
OO IPOKOPTM30H




ocTpas
Haano4YeyHUKoBas
He4OoCTaTOYHOCTb




NMPUYUHBI OCTPOU HEAOCTATOYHOCTMU

©®

KOPbl HAANMOYE4YHNKOB

1 bone3sHb AgamncoHa (EctectBeHHOe nporpeccmpoBaHme
HeauarHoCcTMpoBaHHoOM 6osie3Hn, Bo Bpemsa TAxesoro
CTpecca He yBeJInYeHbl 403bl 3aMeCTUTE/IbHOU Tepanuu,
NpeKpaLleHne 3aMeCTUTENbHOM Tepanum).

2. bonbHble C ABYCTOPOHHEN afipeHaIaKTOMMEN
(MpekpalyeHne 3aMecTUTeNIbHOU Tepanuu, He yBesimyeHbl
J103bl MPU TANKESbIX CTPECCOBbIX CUTYALMAX)

3. OcTpasa remopparma B o6a Hagno4e4yHuka (CUHAPOM
Yatepxay3a-PpegepuKkceHa)

4. HenpaBuibHaA OTMEHa JIe4eHUA INIIOKOKOPTUKOUAaMMU




KJIMHUYECKUE NPOSABAEHMNSA OCTPOM
HEZAOCTATOYHOCTU KOPbI

HAANOYEYHUKOB

® Pe3vanwiaa chabocTb, aguHaMms, aHOPEKCHA,
TOWHOTA, pBOTA, AMapes, TaxuKapaus,
TAXenas runoToHUA, LLIOK, NpepeHasibHas
azoteMuAa. MoxKeT pa3BUTbLCA aCUCTONINA UIN
PUopUNALMA KeyaouKos.

® [pu ocTpeniiem pasBUTUM OCTPOU
He0CTAaTOYHOCTMU HAAMNOYEYHUKOB B KIMHMKE
AOMMHUPYET LLOK, PE3UCTEHTHBIM K JIEYEHMIO
NPEeCCOPHbIMM areHTamm




JIEYEHUE OCTPOU HEAOCTATOYHOCTU

KOPbl HAAINMOYE4YHNUKOB

© [MAPOKOPTH3OH ocdhaTt 1IN reMUCYKLMHAT (BoAopacTBOpHUMbIE)
100 Mr BHYTPUBEHHO CTPYMHO Yepe3 Kaxble 6 4 /400 mr/aeHb/. Koraa_
COCTOAIHME 60JIbHOr0 CTAabU/IbHO YYHLIMAOCH, 06bIYHO HAa BTOPOU-TPETUM
[leHb NeYeHna 403bl T’MAPOKOPTM30HA YMEHbLLAKT B JBa pasa -
rMAPOKOPTM30H pocaTt MM reMmncykumHaT no 50 mMr yepes Kaxable 6
4/200 mr/paeHb/. B TedeHne 3-4-ro JHA KaxAblM feHb 03y YMEHbLLAIoT
HaMoNoBUHY (25Mr, 12,5 Mr Yepe3 6 4acoB), Ha 5-1 JeHb - 10 Mr
BHYTPUBEHHO Yepe3 8 4 (30Mr/aeHb), 6-1 AeHb - NEPEXOAAT Ha
noagepmaaroLme 403bl TMAPOKOPTHU30HA NepopasibHO (06bI4YHO 25-50 Mr
B CYTKM B ABa npuema) lNpun Taxenoix 601e3HAX, XUPYPrudecKmnx
BMeLlaTe/IbCTBax BHYTPU-  BEHHOE BBeJeHue rmApoKOpTM30Ha docdaTta
no 100 Mr yepes 6-8 4 /300-400 Mr/aeHb/ npofo/ikaeTca Ao Tex nop,
MOKa He HacTynaeT yaydlweHne U cTabuamsauma OCHOBHOMO 3a60s1ieBaHuMA.

© MuHepanokopTukouabl: OdOnroapokopTU3oH nepopasbHo 0,05-0,1
Mr, KOrga A03bl rMapOKOPTU30HA 6yAyT CHMUXKeHbl A0 50-60 Mr B geHb

© XMAKOCTH, INEKTPONUTbI M F10KO3a. PU3MON0rMUYECKMU pacTBoOp C
F/IIOKO30M BHYTPUBEHHO KarnesibHO 3-5 21 B nepBble CYyTKM, C
NOCNEAYIOWMM YMEHBLLEHWEM A0 2-X IMTPOB U MEPEXOJOM Ha NMPUEM
YKMAKOCTM BHYTPb.

® Cneumdmryeckoe le4eHHe 0OCHOBHOMO 3a60/1eBaHMA (AHTUBMOTUKM).




CuHapom
KywiunHra

Ilo0 nazeanuem «cunopom Kywunea)
00veounaom 3a00/1e6aHuUA,
00YC/106/1CHHbBIE 2UNEPKOPMU30JIEMUEIL.
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CMHAPOM KYLUMHTA e

00yCJIOBJIEH HeperyJupyeMou u30bITOYHOH
CeKpenuen KOPTU30/1a ONMyXoJaiMu KOPbI
HAANOYEYHUKOB (2leHOMA, PaK) UJIH
TMIEPIUIACTHYECKON TKAHBI0 KOPbI
HAANMOYEYHUKOB (y3/10Bas1, peKe —
MEJIKOY3€eJIKOBasl TUIEePIJIa3us).




CUHAPOM KYLUMHT A

Kanaunka

N36bITOK KOpTU30J1a - KaTabo/IM3M, CTpecc
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CUHAPOM KYLUMHT A

Kannuka
N36bITOK KOpTU30J1a - KaTabo/IM3M, CTpecc
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1. KoHTpauHCYJIAPHBIA TOPMOH (MHCYJIMHOPE3HCTEHTHOCTD,
aKTHUBal M NIIOKOHeoreHesa -Caxapubiii iuadet, HTT)

2. Kara0o0im3M 0ejIKa (cHM:KeHHe MbIIIEYHO Macehl,
HCTOHYECHHUE KOXKM, CTPUH, pacnaja KOCTH)

3. JIunouau3s (KOHEYHOCTH, OTJIOKEHHE JKHUPA B JKUBOT, JIUIO, IIIes],
ObIumii ropo)

4. 3anep:iKKa COJIM.

S. ¥YBeaunyeHue aKTUBHOCTH cumnarudeckon HC

6. HNmMmyHOMOAyJMpYHOIIEe neiicTBre (YMEHbIIEHHE AHTHTE H
AUMQOUHTOB, NOBBIIEHHE HEHTPO(DUIOB, OBLIIECHHE
0apbepHOro MMMYHHTETA)




CMHAPOM KYLUMHIA

CUuMITOMBI M36biTKa KopTU30/a

1. TyjaoBulIHOE OKUPEHME (XyAble KOHEYHOCTH, OTJIOKEHHE
’KHpA B JKUBOT, JIULO, LIEI0, ObIYUii ropd, yBeanueHne
BHCIIEPAJBLHOIO KHPA)

2. Koxka (runepemus juna, HCTOHYEHHE MPAMOPHOCTH KOKH,
CTPUHU-KPOCBEYE€BAHHE COCYI0B, M.0. A3BbI)

3. FI/IHepTOHHH (3a cueT 3a7ep:KKa COJIM, YBeJIHUEHHE TOHYCA
cumnarudecko HC, Ts:Ke/10 moaaaeTcs JJe4eHHU10)

4. OcTeomnopo3 (pacnaa Gesika KocTeil — nmepeJom meiiku 6eapa,
PbHIOBM MO3BOHKH, runepkajabuuinypus, MKb)

KKT (sa3BbI Kenyaka)
Ilcuxuka (nenpeccun)
CaxapHbiu q1uader
Nupexunn

. Y 1erei 3a/iepiKKa pa3BUTHUA

o 0 I N W




CUHAPOM KYLUMHTA



1
2
3
4
S.
6
7
8

CMHAPOM KYLUMHIA

JlaboparopHno

IToBblieHue KopruszoJa

Cuauxkenue AKTIT

I unepriukemus

I'nepkajabuunypus

IPUTPOUUTO3, JTUMGPONECHUA, JICHKOLUUTO3
BropuuyHo - CHMKeHHe peHUHA, YBeJINYeHre HHCYJIMHA
CHuKeHHe HMMYHOIJIO0YJIHHOB
CyTtounast Mmoua Ha kopTH304 uiau 171'KC



CUHAPOM KYLUMHTA

1. IIpoba ¢ 1 mr aekcamerasona (23-00 2 T nekcamerasona,
8-00 xopTH30J1, T0JIKEH ObITH HUKE TPETH HOPMbI)

2. boabmasi npo6a aexkcamerazona (1 cyrku moua Ha
kopTu30J uin 17T'KC, 2 u 3 cyTKu NpuHUMAaeT KaKIble
6 yaca 2 Mr aekcaMeTras’oHa — Ha 3 CYTKH MO4Ya HA
kopTU30J1 Win 17T'KC 10/12€H0 OBITH OT HCXOAHOIO)



BOJZIE3Hb KYLWWUHI A (BTopuynbisi, AKTr

3ABMCUMbBIH)

INOBBIINICHUC KOPTHU30J/14a KPOBHU

g

=% TIpo6a ¢ 1 Mr gexcaMeTra3oHa

v v

HET IoAaBJJICHHUA MNoaAaBJICHHUC

I A

bojbmas npoda a1ekcaMmeTrasoHa

< U

HET NMoJIaBJICHUA MmoJAaBJICHHUE
CuHapoM KyuwmnHra bonesHb KyluHra ‘




CUHAPOM KYLUMHTA

JICHCHMUC

1. . OTHOCTOPOHHIOKO AICHOMY YAAJISIOT XUPYPIrU4eCKU; 4aCTOTA
peMuccuii mocjie onepanuu Boicokas. Illockoabky pyHkuus
IPOTHUBOIOJI0KHOI0 HAANMOYEYHUKA Y 00JIbHBIX ¢ OTHOCTOPOHHEH
a/ICHOMOM MOAABJICHA, B TCYCHHE HECKOJbKHUX MeCHALleB IPOBOAAT
3aMECTUTEJIbHYI0O TePANNI0 IIIIOKOKOPTUKONAAMHU

2. Pak HaagmoyeyHukoB. MeToa BbIOOpa — XUpPYpru4eckoe
BMeEIIATEIbCTBO. Jlyulle ucmoab30Barb Yepe30pIIuHHbBINA 0CTYII,
MOCKOJIbKY OH MO3BOJISICT OLCHUTHh HIUPOTY PACHPOCTPAHCHUS
OILYyXO0JIM U YIAJUTH NOPaKeHHbIe opranbl. Eciiu onyxous ynajiena
He MOJHOCTHI0 WJIM MPU3HAHA HeolepadeIbHOM, MOKHO HA3HAYUTh
MHUTOTAH BHYTPb.




HasBaHue MexaHusm MokasaHua ana Mo6o4Hble [o3bl
npenapara OEeNCTBUA ncnosnb3oBaHUs AddekTbl
MeTtupanoH Bnokupyer akTtuB- Heonepa6enbHas kap- OucnenTu4yeckue 242r
HOCTb 3H3uMa ll-6e- LUMHOMA HaAnNo4YeYHu- HapyLleHus, B CYTKU
Ta-rmapokKcunassbil, Ka, 9yTONM4ecKum nnum ronoBHble 6onu,
y4yacTByHLleN B CUHTE3e 3KTONU4Yeckumn n3bbiTok AKTI MnoTtoHus
KopTuU3ona
MuToTaH Bnokupyet akTuB- Te xe TowHoTa, pBOTAa, 2-12r
HOCTb 3H3uMa 3-6eTa- runepxonectepum- B CYTKMN
ruapokcuaermagpore- Hemus
Ha3bl,y4yacTByloLlen B (cenyac peako
CUHTe3e KOpTU3ona; Bbi3biBaeT ucnonb3yeTcs U3-3a
HeKpo3 BbIpaXXe€HHbIX
ceTyaTom U Ny4YKOBOMN no60oYHbIX 3ch-
30H KOopbl c¢ekTOB)
HaANO4Ye4YHUKOB.
AmuHornioTa- Brnokupyet aktuB- Te xe TowHoTa, OTt1p0
™TMUg HOCTb 3H3MMOB 3-f3- COHINUBOCTD, 2re
ruapokcuaermaporeHa Muanrum CYTKM
3bl n lI-6eTa-rugpok-
cunasbl,y4acTBYOLUX
B CMHTE3e KopTusona
TpunocTtaH Bnokupyet akTuB- Te xe OucnenTuyeckue 0,2-1r
(win 24,540) HOCTb 3H3uMa 3-6eTa- HapyLieHus, B CYTKU
ruapokcuaernaporeHa CrloHOTEeYEeHUne
3bl, yYacTByloLleNn B
CUHTE3e KopTusona
KeTokoHa3on Bnokupyer akTtuB- Te xe TowHoTa, 0,6-1r
HoCTb 3H3uMa ll-6e- anapest, B CYTKU
Ta-rmapokKcunassbil, ronoBHas 6onb,
yyacTByloLlien B rMnoroHaaunsm,
CUHTe3e KopTusona noBbIWeHne
TpaHcamuHa3s
XnogurtaH Bbi3biBaeT gecTpyk- Te xe TowHoTa, pBoTa 2-10r
TUBHbIE U3MEHEHUSA CHUXeHue B CYyTKU
KOpPbl HAANOYEYHMUKOB anneTuTa,

rornoBHas 6onb,
COHJINBOCTb




EPAJ/IBAECTEPOHU3M




PEHUH-AHTMOTEH3NH-AJIbAECTEPOH-BA3ANPECCHH

AHI'HOTCH3UMHOT' CH

< P cunonampuemus

AHrnorensu I

CHusicenue ocmomuunocmu
CHuoicenue A/l
Townoma

f Cumnaruueckas HC

T'unepkanuemus
I unonampuemuﬂ

{J>0CMOTHYHOCTD




[MepBUYHbIX TMNEpabAOCTEPOHU3M — 3MO
asmoHOMHAA 2unepceKpeyusa asiboocmepoHa
Hadno4Yye4YHUKamu

snsocrepon R v I

BTOpUYHbIM rMNEepanbAOCTEPOHU3M — ycuieHue
ceKkpeuuu aib00CmepoHa 00ycil06/1€HO
BHEHAONOUYEUHUKOBBIMU (haKkmopamu

snsocrepon R P R




NEPBMYHbIN TMMNEPANIbAOCTEPOHU3M

STtnonormsa

® AnbpocTepoma (asib4oCTEPOHCEKpeTHpYOLWasa ageHoMa
HaANoO4Ye4YHUKOB, CMHAPOM KoHHa) — okoso 60% Bcex
C/ly4aes.

® WUanonatMyeckum runepanboCTEPOHU3M, 00YCI0BJIEHHDIM
NBYCTOPOHHEN ANDDY3HOM MESIKOY3E/IKOBOM FMneprniasnen
KOpbl Hagno4ye4yHuKoB (npumepHo 40% cnyyaes).

® MnepanbaocTepPOHM3M, NOAAAIOLLMMCS
FJIIOKOKOPTUKOUAHOM Tepanum, — peiKoe ceEMENHoe
3a60/1eBaHMe, 00yC0BIEHHOE AedeKToM reHa 18-

FTMMAPOKCUJIa3bl. KauHuyeckue npusHaku u 20pMoHA/IbHO-Memabosiudeckue
HapyweHus, XxapakmepHbie 0J1A 2unepasib0CMmepoHU3Ma, uc4ye3arm nocse Ae4eHus
2JIIOKOKOPpMUKoUuoamu.

® ANbAOCTEPOHCEKPETUPYIOLLMIA PaK HAANOYEYHMKOB (P



NEPBMYHbIN TMMNEPANIbAOCTEPOHU3M

KnvHnyeckaa kapTtuHa

® Hanbonee ﬂpKMﬁ M YacCTbIM CUMNTOM nepsnyHoOro rmnepasb4oCtepoHnsmMa —

apTepHaJibHaA TMMNEepPTOHUA. Ona MoXKeT GbITb YMEPEHHOM MM BbIPaXKEHHOM;
anactonnyeckoe A/l Hepeako npesbiwaet 110 MM pT. CT.

@ [pu TMOOKAJIMEeMMUMU (< 3,5 M3KB/N) Y 6O/IbHOrO MOryT NOSABUTLCA CUMNTOMbI geduumta
KanuA: MblleyHasa cnaboCTb, YTOMAAEMOCTb, CYA0POrK; B TAXKE/bIX C/ly4asx — napesbl U
muonsermn. MNpu Bblpa’*keHHOM FUNOKaIMEMUM HapyLLAeTCA KOHLEHTpALMOHHasA CNOCOB6HOCTb
nouek, passusatotcs MOJIMYPHUA U NOAUAUNCUA, pe3ucTeHTHble K AAl. Nocne
BOCCTAHOBJ/IEHMSA YPOBHA Ka/IMA 3TM CUMMATOMbI MCHe3atoT. [MOCKONbKY XpOHUYeCKas
rMNOKasIMeMms HapyLlaeT BO30yAMMOCTb MMOKapaa, Ha JKIM oTMevaloTca yaimMHeHne
nHTepsanos QT n 3y6ubl U.

®© ['Mnokannemma HapyllaeT CEKPELMIO MHCY/IMHA BeTa-KIETKaMU NoAKe Ny J04YHOM Kenesbl.
MoaToMy npumepHo Yy 50% 60/IbHbIX C NEPBMYHBIM IMNEPAsIbJOCTEPOHM3MOM HabAlAAEeTCS
HapyweHue T0J1epaHTHOCTU K IJ1IOKOo3e.

® Jlerkun MeTabosIM4eCKMI anKasios Nnpu runepasbJoCTEPOHM3IME 06YC/I0B/IEH

FMMNOKa/IMEMMEN, a HE HEMocpeACTBEHHbIM 3MEKTOM aNboCTEPOHA. BbipaxkeHHOCTb
MeTab0/IM4YEeCKOro asikano3a 3aBUCHT OT CTENEHU MMMOKASIMEMMM.

lNpn nepBnYHOM runepasbgoctepoHmsme OTEKOB He OblBaerT.

XpOHl/I‘-IeCKaFI rMNoKaAMeEMMA MOXKET 0CNabNATb HEKOTOpble CcepaeyvyHO-CoCyamCTblE
perﬂeKCbl; Nno3TOMY UHOI ia Ha6J'IIOﬂ,aIOTCH opToCTaTnyeCKaA rmnoToHNA 1 6pa,u,l4|<app,149.




MEPBUYHbIA MMMEPA/IbJJOCTEPOHM3M Sy

JlabopaTopHO

® Kanuu. BuipaxenHas runokanvemmns (MeHee 2,7 mMaks/n). Mpu ypoBHe Kanus B
CbIBOPOTKE < 3,5 M3KB/N 3KCKpeuuMa Kanma, npesbiwatowaa 30 MIKB/CyT, cuMTaeTcA

Hpe3MepH0ﬁ M YKa3biBaeT Ha U36bITOK MWHEPaIOKOPTUKOMUO0B. Y 60/bHbIX TMNEPTOHUYECKOM
60N1e3HbI0, NOJTyHaOLMX AMYPETUKM, NPU YPOBHE Ka/IMA B CbIBOPOTKE < 3,5 MIKB/N IKCKPeELMA Kaina C MOYOM Yepes
2—3 cyT nocne oTMeHbl AUYPETUKOB CTaHOBUTCA MeHbLle 30 M3KB/CYT, TOrAa Kak y 60/1bHbIX C MEPBUYHbIM
runepasibJOCTEPOHM3MOM YCUNEHHasA SKCKpeuma Kanmna (> 30 M3KB/CyT) 06bl4HO coxpaHaeTca. LlenecoobpasHo
2—3 pasa NoBTOPUTb OnpejeieHne Kalna B CbIBOPOTKE M MOYE MOC/Ie OTMEHbI AMYPETUKOB. MNpu nepBUYHOM

runepanbaoctepoHmsmMe OTEKOB He 6biBaerT.

® An bOOCTEPOH. OnpesenaioT ypoBeHb a/ibJOCTEPOHA B CHIBOPOTKE MJIM CYTOUHYHO SKCKPELMIO
anbAocTepoHa ¢ Mo4yoi. Y 30% 60/1bHbIX C NEPBUYHBLIM MMMNepasbJoCTEPOHU3IMOM 6a3asibHbli YPOBEHb
aNbA0CTEPOHA HEe BbIXOAMT 3a npefesibl Hopmbl. Mpu runokanMemmu (< 3,5 MaKB/ 1) HaZO CHavana
BOCMOJIHUTb AedULUT Kasus, a Nocsie 3TOro NoBTOPUTL onpeaeseHne anbaocTepoHa. Ans BOCMNOIHEHMSA
AeduumTa Kanma B TedyeHue 5 cyT HasHavaloT aueTy, coaepkallyto 200 M3KB/CyT Kanus, 6o AatoT
pacTBop xJiopmaa Kanma BHYTpb no 60—120 MaKB/cyT.

@ APIl (aKTUBHOCTb peHMHa NJ1a3Mbl)

@ YpoBeHb 18-rmapoOKCUKOPTUKOCTEPOHA B CbIBOPOTKE. 18-

rMAPOKCUMKOPTUKOCTEPOH — 3TO HEMOCPeACTBEHHbIN NpeAWeCcTBEHHUK aNbAoCcTepoHa. TaK e Kak
anbAoCTepoH, 18-rmApOKCMKOPTMKOCTEPOH 06pa3yeTcs B Ky604KOBOM 30HE KOPbl HAAMOYEYHMKOB U
Bbl6pacbiBaeTcsA B KpoBb. Cekpeumsa 18-ruapoKCMKOPTUKOCTEPOHA 3HAUYMTE/IbHO MOBbILLEHA NPU
aNbA0CTEPOME.



IO MEPBMYHbBIM TUNEPA/IbAOCTEPOHU3M &

@ lNpob6a c usotoHn4yeckmm pactsopom NaCl

a. OnpeaenstoT 6a3a/ibHblM YPOBEHb a/IbJJOCTEPOHA B CbIBOPOTKE.

6. B Teuenue 4 u BBoaaT 0,9% NaCl B/B (ckopocTb MHDY3MM — 500 Mn/4; 06Lwmi 06bem — 2 N).

B. [TOBTOPHO 6epyT KPOBb A1 ONpeeneHns albJoCTEPOHA M KanA. B HOpMe nocJie UH(i)y3UU
codepxkaHue as1booCmepoHa 8 CbiIBOPOMKEe CHUXKAEMCA He MeHee YeMm
Ha 50% (KoHUeHmpayusa asb0o0CcmepoHa CMaHoBUMCA MeHble
140 nmonb/ n). MNMpu nepsu4HOM 2unepasibloCmMepoHU3Me
KOHUeHmpauus asasdocmepoHa npesbiwuaem 280 nMosb/ i

@ O pTOCTaTM LI ec Kaﬂ n p06a o KneTkn anbaocTepombl CEKPETUPYIOT a/ibJOCTEPOH B

otBeT Ha AKTI, HO He Ha aHrmnoTeHsumH Il. Hao6opoT, npu ABYCTOPOHHEN AMbdhY3HOM MENKOY3EKOBOM rMnepniasmm
KOpbl HAAMOYEYHMKOB OCHOBHbIM PETYNIATOPOM CEKPELMM a/lbIOCTEPOHA ABNSETCA aHMMOTEH3MH Il.

1) KpoBb ana onpeaenennsa APl 1 6a3anbHOro ypoBHA aibA0CTEPOHA B CbIBOPOTKe 6epyT mexay 8:00 1 9:00. Mepea
B3ATMEM KPOBM 60/1bHOM JoKeH 30 MMH NeKaTb Ha CNMHE.

2) bonbHOro oTnycKatT Ha 3—4 4, 3aTeM onATb 6epyT KPoBb.

6. OyeHka pe3ysibmamos. Y 300posbix stodel nepexod 8 BepMUKA/IbHOE
nosioxxeHue nosbiwaem APl u, coomsemcmseHHO, YpoBeHb a/ib0CMEepPoHa 8
CbIBOPOMKE; NpU YMepeHHoU pu3udyeckol Hazpy3Ke amu nokasamesiu
ysesiuqusaromcsa euwje 6osbwe. Y 60/1bHbIX € as1b00CmMepomMol cekpeyus peHuUHa
nodas/ieHa, yposeHb ab00CMepoHa He 3asucum om NOJIOXKeHUA mesa



AunarHocTuka

© KT u MPT Hapgno4euyHuKoB. Ecim nabopaTtopHbiM AMArHo3

NEPBUYHOI0 rMNepasibJoCTEPOHM3MA HE BbI3bIBAET COMHEHUM,
AN BU3ya/IM3aLMM Onyxosiem Haano4YeyYHUKoB ncnonb3yot KT
M MPT. Tak MOXHO YCTAHOBMTb JIOKA/IM3aLUMIO Pa3/IMYHbIX
OnyXos1el, 0COBEHHO aIEHOM AMAMETPOM 3 1 CM.

CumHTHrpadma HagnoyeuHmkos c '3'-xonectepmHomM Yacto nomoraeTt
anddepeHumpoBaTb NPUYUHBI MEPBUYHOIO rMNepasib4oCTEPOHM3MA.
YcnneHHoe HakornieHmMe M3oTona B OAHOM HaAmnoyeyHMKe nocsie
ANUTENbHOro noAaB/IeHUA runoTasiaMo-rmnogmsapHo-
HaZNO4YEe4YHMKOBOM CMCTEMBI JeKcameTa3oHom (0,5 Mr 2 pa3a B CyTKM Ha
NPOTAXEHUU 7 CYT) yKa3blBaeT Ha a/ibA0CTEPOMY, TOr4a Kak
CMMMETPUYHOE HaKOMJIEHUE M30Tomna CBUAETENIbCTBYET CKOpee 0
ABYCTOPOHHEN AN DY3HOM MEJSIKOY3EIKOBOM rMnepnaia3um Kopbl
HaAMNno4Ye4YHUKOB.

OnpeaeneHue KOHUEHTpPaLMKU albloCcTepoHa B HaANOYEYHMKOBDIX
BeHax



NEPBMYHbIN TMMNEPANIbAOCTEPOHU3M

JleyeHHne

® Anbaoctepoma. Jlyyiimm cnocob nevyeHms — yaaieHme noparKeHHoro
Hagno4YyeyHnKa. AnbgoCTepPOMbl — HEBObLLME ONYyXO0aU (0ObIYHO
< 1 cM). B neBOM Hagno4ye4yHMKe OHM JIOKAIM3YIOTCA B 2 pasa valle,
4yeM B NpaBoM. epes onepaumen BOCNONHAT COAEPKAHUE Kanua B
opraHusme. Zlns atoro Ao6aBAsAT KaJIMK K nulie M60 NpOBOAAT Kypc
Jle4eHUA KOHKYPEHTHbIM 6/1I0KaTOPOM peLenTopoB
MUWHEPasIOKOPTUKOUAO0B — CNUPOHONAKTOHOM (400—600 Mr/cyT BHYTPb B
TeyeHue 2—3 Hepn).

@ /[BycTOpoHHAA Auddy3Has MesIKoy3esIKoBas runepniasms Kopbl HaANO4Ye4YHMKOB.
OnepaTMBHOE BMELLATENbCTBO NPU ABYCTOPOHHEN MMNepniasmMm Kopbl HAANOYEYHUKOB
ManoaddekTrBHo (AL HopmanusyeTca ToNbKo B 18% cnyyaeB), NOSITOMY TaKMX BOJIbHbIX
cneayeTt NeYnTb KOHCEPBATUBHO. Yalle BCEro Ha3Ha4yalT CMMPOHOJ/IAKTOH, OAHAKO U 3TO
JleYeHUe He BCerja AaeT Xopolune pesy/bTatbl. AMTeNbHbIM NPpUMEM CMMPOHO/IAKTOHA
HEepeAKO Bbi3bIBa€T MMMOTEHLMIO M TMHEKOMACTUIO Y MYXKUYMH M HAPYLLEHUA MEHCTPYaJIbHOIro
LUMKIA Y KEHWMH. [ToKa3aHo, YTO NpU NEPBMYHOM FMMepanbA0CTEPOHM3ME 3P DEKTUBEH
amuaopmpg (40 Mr/cyT BHYTPb) — KaMMcbeperawLLmi AMypeTUK, AeMCTBYIOLMM Ha KNETKM
NMOYEYHbIX KaHa/IbLLEEB HE3AaBMCUMO OT anbAocTtepoHa. Kpome toro, A/l 4yacto yaaetcsa
CHM3MTb C MOMOLLbIO aHTaroHUCTa Kanbuma Hudgeaunmia. HudbeaunuH npepoiBaet
MOCTYMNJ/IEHME Ka/IbLMSA B KNETKU U TEM CaMbIM B6JIOKMPYET CTUMY/IMPYIOLLEE AeMCTBUE
aHrmoTteHsmHa |l Ha cMHTEe3 anbaocTepoHa.




XPOMOLIMUTOMA
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Bctpevaetrca B 0, 5-1% cny4vaeB Al'.

B 50-70% cny4yaeB peoXpoMoLMTOMA
ANAarHoCTUpyeTCcAa J/iMWb MOCMEPTHO.

Y 5-10% 60/1bHbIX (heoxpomoLMTOMA UMeEET
ceMenHbIM XapakTep. B aTux cayyasax oHa
HepeAKo ABYCTOPOHHAA U MOXET UMETb U
BHEHaANO4Ye4YHUKOBYIO JIOKA/IM3aLMIo.

OHa MoXXeT BO3HMKHYTb B JIO60OM BO3pacTe, HO
yawe ot 30 go 40 net, c O AMHAKOBOMU HYACTOTOMU Y
060MX MoJ10B.

60% - nocTtoaHHaA, 40% - napoKCcM3MasbHas




®EOXPOMOLIMTOMA - MPABMJIO 90

® Cabiwe 90% deoxpomMounToM HaxoasaATcs
B OpHOLLHOW NOJSIOCTH

® 90% - B MO3roBomMm croe Hagno4YeyHMKOB.
B 10% cny4yaeB - BHeHagno4e4YHMKOBas
nokanmsaums (Mo4yeBOoW nNy3blpb, OpraH
LlykepkaHgna).

® 90% OHOCTOPOHHSAS " 10%
OBYXCTOPOHHSAS.

® 90% - pobpokayectBeHHasa, 10% -
3rioka4ecTBeHHas




®EOXPOMOLIMTOMA -

BO3MOXHbIE JIOKAJZIM3ALIUM

® MO3rosou CJioM
Haano4Ye4YHUKoB-90%

® OpraH UykepkaHgna-8%

® BepxHuM LenHbIn
raHrnmm-0,1%

® CTeHKa Mo4eBOro
ny3blpa-1%

® CMMNaTM4eCKum
ctBoN-0,9%
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KATEXOJIAMHDbI YHACTBYIOT B

PEFYIAUMN OYHKLUMM

® UHC

® [Noyku

® CepAe4yHOo-CcoCyMCTOU CUCTEMbI
® JHAOKPMHHOU CUCTEMDI

® KpoBeTBOpHOM CUCTEMDI

® MNuweBapnTE/IbHOM CUCTEMDI

® YrneBoJHoOro 1 }XMpoBoro oomeHa
® MuomeTpuA

® MMOoTOBbIX M CNOHHBIX }Kenes




OU3SUNOJNTOTMYECKUE DPDEKTbI

KATEXOJIAMMHOB B SABUCUMOCTU OT TUIA
AJOPEHOPELENTOPOB

OpraHbl 1 TKaHn Pu(Tun) AdpdekT
Cepaue (Mnokappa) R-1 YBennuuBarT CUNYy COKpalieHUs
R -2 YBenunuusatrt YCC
KpoBeHOCHble cocyabl | « Ba30KOHCTPUKLUA
R -2 Ba3ogunarauums
Moukn R YBennumBalT cekpeuuto peHMHa

NMaHkKpeac o YMeHbLUaT ceKpeLuuo UHCYNnHa
13 YBennuuBaloT ceKpeLuuto UHCYIUHa

&€
&4
&€
& &
&8
&8
o8
94
MeyeHb a, B YBenuunBaloT rnoKoreHonums -
o
22
2
&€
&é
& &
& &
&é

XunpoBasi TKaHb R(1,2,3) YBenuumBaroT nunonus
MeTtabonuam B TKaHAX R YBenuunBaloT KanopureHes
lNMoToBble Xene3bl o YBenuumnBarT notootaesieHue
BpoHX#u n 6poOHXMONbI R -2 CTumynupyroTt gunartauuro
MaTtka o YBennuuBarT COKPaTUMOCTb
R -2 Penakcauus
Kuwe4yHUuk n mo4yeBom R -2 YBennuuBaloT pernakcauuio un
ny3bipb yCcUnuBarT CPUHKTEpbI



KJMHUYECKUE CUHZPOMbI
®EOXPOMOLMTOMbI

® [MnepTeH3und
® 'mnepmetabonmam

® [loBbilLeHNE aKTUBHOCTHU
CMMHaTOaﬂpeHaﬂOBOﬁ CUCTEMbI

® [uneprnnkemms

@ @ @

IlocTosiHHAasA IHapakcusmajabHas CMmemieHHas
popma popma ¢popma




KJANHAYECKUE MNMPOABJIEHUA

®EOXPOMOLIMTOMbI

[[onoBHaa 601b-72-92%

® [MotnnBocTtb-60-70%
@ CeppuebuerHue-51-73%
® becnokomncTBo,

®© ©® ®©® ©®

HepBO3HOCTb-40%
CHuxXeHue Beca-40-70%
Tpemop

bneaHoCTb

CepaeyHble 1 abaoMU-
HaJibHble 601-22-50%

@ TowHoTa, poTta-30-40%
@ [lnoxoe

camouyscTBue-30%

®
®

©®

®
®

©®

® AKpouunaHos, M/06

©®

[MoTAMBOCTDL

[TapoKcH3ManbHble
naMeHeHua Al

[MoBblweHue A/l Ha
NPOBOKaLMUIO

HenpodprbpomaTos

[1ATHa Ha KoXKe uBeTa
Kode C MOJIOKOM

OTCyTCTBME BEH Ha pPYK
(Ba3zocnasm)

konnanc, 44CCB

Peako - nanbnayms
OrnyxoJim



KNMHMYECKUE CUH/POMbI
®EOXPOMOLMTOMbI

[ MnepTeH3uAa:

® Y 40-50% 60/1bHbIX HOCUT
NapoKCU3MaJIbHbIX XapaKTep

® Y 5-10% - 3n10KayecTBeHHasA nporpeccus




KIMHWUYECKME CMHAPOMbI

®EOXPOMOLMTOMb

MpucTynbl (KaTexosaMmmMHOBbIE KpU3bl). MpUCTYMbl MOTYT ObITb peAKMMMK (pa3 B
HECKOJIbKO MeCcALEB) UM O4eHb YacTbiMU (40 24—30 pa3 B cyTKM). [lpMepHO Yy
75% 60NbHbIX MPUCTYNbI CAIYYAOTCA He peXe o4HOro pasa B Hegento. Co BpeMeHeM
NPUCTYMbI CYHAKTCA BCE Yalle, HO TAXKECTb MX HE YBeJIMYMBAETCA.
MpoAonKMTENIbHOCTb NPUCTYMNA 0ObIYHO MeHee 1 4, HO HEKOTOpble NPMUCTYMbl MOTYT
ANUTbCA Uenyo Hegento. Kak npaBmao, NpUCTYNbl pa3BMBalOTCA ObICTPO, a
NPOXOAAT MeJiIeHHO. AnA nNpUCTynoB XapakTepPHbl OAHU U Te e CUMMMNTOMbI: Yalle
BCEro B Havasne npucTyna ollywarTca cepauebureHme U HexBaTKa Bo3ayxa.
OnocpeayeMbii anbda-agpeHopeLenTopamu cnasm nepudepuyeckmx cocyaos
06YyC/I0B/IMBAET NOXON0AAHME M BJIAXKHOCTb KMUCTEM U CTOM, a TaKkKe 6/1e4HOCTb
nmua. BospactaHue cepaeyvHoro Bblopoca (6eTa-agpeHoCTUMMYNAUMNA) U CYKEHUE
COCYZ0B NPUBOAAT K pe3KOoMy noBbiweHnio AZl. YMeHblleHne TenionoTepb U
YyCKOpeHMe 06MeHa MOryT Bbi3blBaTb IMXOPAAKY UK MPUAUBLI U YBESIMYMBATD
notootaeneHue. Taxesble NN ANUTe IbHble MPUCTYMbl MOIYT CONPOBOXKAATLCA
TOLWHOTOM, PBOTOM, HapYyLUEHUSIMM 3PEHMSA, BONAMU B FPYAUN UM KMBOTE,
napecTesmen n cyaoporamm. Yacto nocse NpMCTyrnoB OCTaeTCA CMUJIbHasA
yCTanoCThb.




KIMHWUYECKME CMHAPOMbI

®EOXPOMOLMTOMb

IIPUCTYIIBI

CuMnTroMbl

-cepAneONeHUe U HEXBATKA BO31yXa.

-10X0JI0IaHUE U BJIAKHOCTH KHCTEN U CTOI, a TaK:Ke 0JIeJTHOCTD JINIA

-pe3koe noBbinieHue A/l

-TpemMop

-TUXOPAJKA WIN YBEJIUYUBATH MOTOOTAEIeHUE

-M®© TOIIHOTA, PBOTA, HAPYLIEHUAMHM 3PEeHUsA, 00JIAMH B IPYIN WIH )KUBOTE, IapecTe3ueil u
cyl10poramu

JIJIMTEIbHOCTD

OO0bIuYHO MeHee 1 4
Kaxk npaBuiio, npucTynbl pa3BUBaKOTCs ObICTPO, 4 MPOXOASAT MeIJIEHHO

Yacrora

IpucTynsl MOTyT OBITH PeAKHMH (Pa3 B HECKOJBKO MeECSeB) HJIM 0YCHb YacThIMHU (10
24—30 pa3 B cytkn). [lIpumepHo y 75% 00JbHBIX NPUCTYNBI CJIYYAKOTCH HE pexke
O/THOT'0 pa3a B HeeJII0

IIpeaBecTHUKH

M6 «aypa» nepen npuctynamMmu
M6 nposBouupyoumue GakTopsbl, MOAHATHE THAKECTEH, MOYCHCILyCKAaHHE.




CEMEUHBIE ®OPMbl ®EOXPOMOLIMTOMbDI

M3OH 2 (cMHapom Yunnna) BKAOYaET:

® PeoxpoMoLUUTOMY (HaCTO 2-X CTOPOHHAA,
4aCcTo BHEHa4No4Ye4YHMKoBaA)

® MeaynnapHyo KapumMHOMY

® AJleHoMaTo3 NnapawmTOBMUIHbIX Kenes
M3H 3 (am 26) AONOSHUTENBHO BKAKOYAET:
® MaHrAMoHeMpomaTtos, HEMPOMbI CAM3MUCTbIX
® MapdaHOMAHY0 BHELLUHOCTb

® HenpodbmrbpomaTtos PeksMHrayseHa

bonesHb Hippel-Lindau _
(peTuHouepebennsapHbIU
reMaHrmobs1acTtoMartos)



CONOCTABJIEHHUE KATEXOJIAMHUHOB B

MOYE B HOPME N 1NMPU ®EOXPOMOLUUTOME

Iloka3arens, Mkr/u | Hopma DeoXpPOMOITUTO

Ma
KarexonaMuHbI 2,5+/-0,8 10-120
MeraapeHanua+ 16+/-5 30-420
METaHOpaApPCHAINH

Banmmmnmanaaneaag | 240+/-120 500-3500
KUCJIOTA




© OnpeaeneHue ypoBHS HopaJpeHaMHa U
aJIpeHa/IMHA B KPOBM:

@ 700-1000 nr/mn (noBTOPpUTHL, €C/IU B MOYE
NOBbILLEHbI)

1000-2000 nr/mn (Tect ¢ KNOHUAMHOM)
>2000 nr/mn - peoxpomMoymMToMa
KT, MPT - yyBCTBUTENIbHOCTb 77%

CumHTUrpaduma c 123-meTanoa6eH3mnN-
ryaHuamHom, 111-mMHAMN-OKTpeaTUaoM

®©@ ®©® ©® ©®







ObCJIEAOBAHUE MNP OEOXPOMOLIUTOME

® [No3UTPOHHOSMMCCMOHHAA TOMOrpadus

® OnpepeneHne KA B HaaMNOYE4YHUKOBbIX BEHAX
® Y3U (npy 6epeMeHHOCTU U CKPUHUHIE)

@ B/B nuenorpadpua

® AHrmorpadpus

® CymHTUrpadma




KINOHWOUHOBbIUN TECT

@ 3a 10 MMHYT OO0 BBeAEHUsI KIOHMAMHA GepeTca M3 BeHb

KPOBb ONs  oOnpeaeneHnss B HEeW  KOHUEHTpaLuuu
KaTexonamMmmHoB.

[Mprnem 0,3 Mr KNOHMAMHa nepoparnbHO
Uepes 3 yaca BHOBb bepeTcst KpoBb Ha KA.

Y 300poBbIX NUL, NOCIe BBEAEHUSA KNOHUAMHA coaepXaHue
HopagpeHanuHa n agpeHannHa B NnasmMme KPoBW CHUXKaETCS
MO CPaBHEHMUIO C UCXOAHBIMU AaHHbIMU B 2 1 Gornee pas.

Tabnerin 0,15 wr
KNoHMauK
S ynaxoao 10 10 ratinerox /
Iamin y \‘
MexaHu3M JeficTBHS 00YCJIOBJIEH CTUMYJISIIMEl MOCTCHHANITHYECKHX 0,,-aJipeHOpeLenTopoB N N
COCYIO0ABHIaTeIbHOI0 LIEHTPA MPOJ0JIr0BATOr0 MO3ra i YMeHbIIAET MOTOK CUMIIATHYECKOM \]’/
MMIIYJIbCAIlHHU K COCYIaM H cepauy Ha NpPeCHHANTHYECKOM YPOBHE. l




JIEMEHUE ©OEOXPOMOLIUTOMbDI

C 1950 r. xupyprnyeckaa CMepTHOCTb
CHM3nnacb ¢ 15% go meHee 1%, 6narogaps:

® J0onepaLuoHHOM MOAroTOBKE

® YCOBEPLLUEHCTBOBAHMUIO NEPUONEPALMOHHOIO
BeleHMUS




JIEMEHUE ©OEOXPOMOLIUTOMbDI

® JoonepaumoHHaa NnoArotoBKa
® OnepaTMBHOE BMeLLATE/IbCTBO




JIEMEHUE OEOXPOMOLUUTOMDI

a-0sokarop | @eHTonaMuH 1-5 Mr B/B KonTpone A/l BO Bpems oneparuy,
Kpu3a
denorxcudoerzamud 10-80 J1J1s1 MOATOTOBKHU K OIIEpAllU U
MT/ 1T JOJITOBPEMEHHOM TE€panuu
ol- IIpa3o3uH, TOKCa303HH, -»-.Hmxke % ocnoxHeHu, 4yeM Ha
OJIOKaTop | Tepa303uH (heHOKCHOEH3aM1H
B-6mokarop | IIponpanoson 10-40 mr per | Ilocie obecneueHus anbga OJI0KaabI
0S
Bazonuna- | Hutponpyccun 1 r/kr/mums, [Ipu moAroTOBKE U BO BpEMS
TaTOPbI MarHe3usl ornepanuu
Ca-0s10KaTopHI
NAIID
[Ipwu 3510- Metuposun 1-2 r/n
Ka4CCTBCH" | Bypkpuctun+iuknodochamuat+aakapoasud — cxema OBepbaxa
HBIX

Non-131 MIBG

MIBG-1n103uTHBHBIE OITYXOJIH,
MOXHO KOMOMHHUPOBATH C

O TDALCATIATION




Craausa

IIpemeauka-
HUA

Hapko3

OnepanuoH-
HOE BeeHHeE

IHocaeonepauu
OHHOE BeJleHUe

IIporuBonmokasaHo

Mop¢un, penoruna-
3UHBbI, aTPONUH, (eH-
TAaHWJL, APONEePUI0JI

¢prToporan

n3oerarb
UHTEHCUBHOMN
NAJbIANUU OITYXOJIU

IIpuem Gera-
0JIOKATOPOB NMOBbILIAET
PHCK pPa3BUTHSA
THNOTIMKEMHUH

IHoxa3zaHo

TpankBuaM3zaropsl (1uasenam,
ceko0apOuTaJI, NeTUANH), MUOPE
JIAKCAHTBbI, HH}Y3U KUAKOCTH

N3odaypan, pexe - SH(IypaH,
rajioTaH, 3aKUCh a30Ta

Kontpous A/l: HuTponpyccua
HATPUA UM PEHTOIAMMH;
KynupoBanue apurmMui
HA/I’KEJTYT0YKOBBIX: MPONPAHOJI
ICMOJIO0JI; KEeJTYI0UYKOBbIX: JIUI0

IIpu pa3BUTHM T'HNIOTJINKEMHH -
HH(PY3US [JTIOKO3bI

Ipu runoToHuM - UHPY3IUS KUJL
ctu (mepuuut OIK) — HeoOxonu
uckJIIuTh: OUM, cencuc, 3a0p
IIAHHOE KDOBOTEYEeHH e



HEOT/I0XKHASA TEPANUA NMPU
®EOXPOMOLMTOME

® [NpunogHATb M3ronoBbe

® PeHToNaMUH Kaxable 5 MMH. No 5 Mr B/B A0
HopMmanusaumn Al unn HUTponpyccua
HaTpma 100 mr B 500 mMna 5% rnoKo3bl B/B

KanenbHO C KOPPEKLUMEN CKOPOCTU MHPY3UM
no A

@ beTa-6/10KaTOpbI N0 TPEOOBAHMIO (APUTMMM)

® KoHtposnb OUK, npn Heob6xoaAMMOCTH -
BOCMNOJIHEHME




Cmmacu0o0 3a BHUMAaHHE




