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MexnayHapogHsie 0603Ha4eHUs GEPMEHTOB, KaTAIM3UPYIOLMX COOT-
BETCTBYIOILIME PEaKLMH.
P450scc — (epMeHT oTIIEIUIeHHss Gokosoit uenm (20, 22-necMonasa);
P450c17 — 17a-ruapokcunasa u C20—22-1Masa;
3p8-HSD — 3B-rHApPOKCUCTEPOMAIETHAPOTeHa3a U A>*-usomepasa;
P450c21 — 21-ruapoxcunasa;
P450c11 — 11p-ruapokcunasa;
P450a1d0 — a1bAOCTEPOHCHHTETA3a;
17BHSD — 17B-ruApOKCUCTEPOMAACTHAPOreHA3a;

AnbAOCTEpPOH P450arom — apoMarasa.
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TlatoreHes I'mnepxopmumMa
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PRIMARY ADRENAL LESION ECTOPIC ACTH SYNDRO

(nodular dysplasia or
adrenal neoplasm)

NORMAL CUSHING'S DISEASE

Bone3Hb KywuHra - HeMposHAOKpUHHOe 3ab6onesaHue, B
OCHOBe KOTOpOTroO NeXxuT NoBbIlWeHUe nopora
YyBCTBUTENBHOCTU MTMMNOTANAMO-FUNOPU3APHOU
CUCTEeMbI K UHTUbUpyroLemy BIIUAHUFO
FNIFOKOKOPTUKOUAOB, YTO KIIMHUYECKU NposBngeTCs
HapylweHuem putma cekpeumm AKTT u kopTusona c
nocneayroWUM pasBUTUEM CUHAPOMA TUMNEPKOPTULIUZMA,
OCHOBHBIM MOPOIOrUYECKUM CYBCTPATOM KOTOPOro
SBNAETCA KOPTUKOTPOMUHOMA MMMNOpU3a.




Knaccumpukaumsa 'mnepkoptmumsma

1. AKTI - 3aeucumasa dpopma /85%/:

1.1. BomesHr KyumHra, BiISBaHHAaSsI ONYXOJBHO Irunodmsza
Uy TUIepIulasuen KOpTUKOTpodo=B.

1.2. AKTT'-3KTONMPOBAHHBM CHHIPOM
2. AKTI -nezaeucumasn dpopma /15%/:

2.1.CuugpoM KyummHITa, BHSBBAHHBM ONYXOJIBI KOPEHI
HaJANOYEeYHNKOB /KOPTMKOCTEPOMOM , KOTuKo6iacTomon/

2.2. CuagpoM KyumHI'a - MMKpPOyS3eJIKOBasl IOMUCIJIaBus
KOPH! HAaJAIOYEeYHMKOB IOHOIWECKOI'O BOBpacTa,

2.3. CurmpoM KymmHIa - MakKpoy3eJKOBasl OUCIIJIaBuUs
KOPHl HAAMNOYEYHMKOB Yy BBPOCIEIX

2.4. Cy6knmHMYeCKMM cuMHIOpoM KyumHra. /Ha6momaeTcs:
npy “HeaKTMBHHIX” ONYXOJIIX HALMNOYEYHMKOB/

Arporennpiii cuHApoM KymiMHIra, BbI3BaHHBIM JJIMTEJIbHBbIM IPUEMOM
CUHTETUYECKNX KOPTUKOCTEPOUI0B.

HabGJsomaeTcss nIpM OXUPEHMM, I'MIOTAaJIaMUYECKOM
CHHIOpPOMe, nybepTaTHO-IOHOWECKOM AUCHUTyMUTapmusMe,
caxapHOM gmabeTe, ankoroamsMe, 3aboJjiIeBaHUM MNEeYEHM.




‘Knaccuopukauma M'unepkoptuumsma

s 1 OTANbHLIU

FMNEepKOPTULIUIM:
bonesHb KywuHra
CuHapom KyluHra
/kopTukocTepoma, AKTT -
3KTOMUPOBAHHLIN CUHAPOM/

= TTapumanbHbIW

rMMNEepKopTULIU3M:
TTepBUYHBIV MMMNepanbaoCTepoOHU3M
/cuHapom KoHHa/
["nrokocTepoma
AHApocTepoma
KopTukoactpoma




KnuHuka M'vnepkoptuumsma 1

BHeninue IIPU3HAKHW = neHTponuTanbHbli XapakTep 0XKUPEHHS,

3a1€piKKa poCTa, CyXO0CTh U HCYUCTOTA KOKHBIX [IOKPOBOB, CTPUH,
KPOBOITIOATCKH, THOMHUYKOBBIC, FpI/I6KOBBI€, TpO(I)I/I‘-IeCKI/IC N A3BCHHBIC
IMMOPAKCHUA KOXKH, TUCTAJIBHBIC OTCKH

CepaeyHo-cocyIucTass CUCTEMA - taxuxapaus,

apTepuaibHasi THIEPTEH3US, DIEKTPOIUTHO-CTEPOUAHAS MUOKAPIU-
OOUCTPO(DHUsL, ApUTMUH, KapIUOMETaJIus, CEPICUHASI HEIOCTATOYHOCTb,
1epeOpO-BaCKYIISIpPHbIE HAPYIICHUS, BEHO3HbIA TPOMOO3

KocTHaga cucrema - reHepaJIn30BaHHbBIA OCTEOIOPO3 CO

CHI>KEHHEM BBICOTHI TN MO3BOHKOB U KOMIIPECCHOHHBIMH MEPEIOMAMH,
nedopMaiuy 1 nepesomMbl KOCTen

Cucrema JABIXAHMUSH - xpoHndeckre OpOHXUTHI, aTUITUYHbBIE
MTHEBMOHUU, TyOEpKYJIe3

CI/ICTeMa IUIIEBAPCHMUS - xponndeckuii runepanyHbIi
TaCTPUT, SPO3HH U SA3BBI XKENYAKA U 12 IEpCTHOM KUIIKH

Cucrema MOYECBBIJICJICHUS - runepkanplinypus,

He(ponuTrasz, nueaoHePpuUT, peuruIMBUpYIoas HHPEKIUS MOUYEBBIX MTyTEH,
MOJINYPHSI, HUKTYPUSL, NIFOKO3YPHSL.

MpbIlIe4YHaq cucTeMA - IpPOKCUMaJIbHasl MbIIIIEYHAas aTpodus,
CTTAXKEHHOCTH SITOAMI], BRIpa)KEHHAsI CJIa00CTb.

3HI[OKpI/IHHaH CUCTEMA - y KeHIIWH —HapylIeHUE

MEHCTPYaJIbHOTO LIUKJIA, aTpO(Usi MaTKU, SUYHUKOB, MOJIOYHBIX KEJE3,
an%neunﬁ, TUPCYTU3M, Y MY>KUMH — IPEKTUIIbHAS TUCPYHKIUS, CHUKEHUE
12 (09701 (0}

HepBHaH CUCTEMA - ontylieHHOCTh, CHIJKCHHE MaMSITH
JETPECCUBHBIN CHHAPOM, CTEPOUTHBIE TICUX03bI

MeTaboanueckue HAPVIICHMUS - runokanueMus, 3a1epKKa

HaTPI/Iﬂ, TMIEPBOJIEMUS, AJIKAJIO3, yCUIICHHE KaTa0OJINYECKUX IIPOLIECCOB,
HTI" u creponnblii auadet, Kak CIeACTBUE aKTUBHOTO TTIIOKOHEOT€HE3a
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KnuHuka
'nepkopTULIU3IMA




OuarHocTuka 6onesHu u cuHapoma KywuHra.

Imansvl OUAZHOCMUYECKO20 NOUCKA:

[.OTan coopa undopmanuu

1.Coop anamHe3a u 0CMOTP 00JIBHOIO,
2.J1abopaTopHoe 00c/iefoBaHue:

A.KiinHn4eckre aHAJIU3bI KPOBH U MOYH
b.buoxumMuyeckue napaMeTpbl B KPOBU/KAJIMH, HATPUH,
KAJbIUH, [NIDK03a, OMJIUPYOnH, OeKkoBbIe hpakumu,
TPAHCAMMHA3bI, KOATYJOIPAMMA, JUIU/IbI, KPEATUHUH U
T.J1./

B.I'opMoHaJ/IbHBIE UCCACA0BAHUS /ONPee/IeHUe CYTOYHOMI
IKCKpeuru ¢cBo00aHOro koprusoaa u AI'IA ¢ mouoii,
HCCJIeI0OBAHME PUTMUYECKOM cekpeunu koprusoia, AKTI.

3. HHcTpyMeHTa/IbHOE 00C/IeI0BaHUE:

A. AJl, IKI.

b. PeHTreHosornyeckoe uccjieqoBanme /kKpanuorpagus,
peHTreHorpagus rpyIHoro ¥ NOACHUYHOI0 OT/IEJIOB
MO3BOHOYHMKA/, JEHCUTOMETPUS

B. KT nwiu MP-Tomorpagus rojioBbl, HAANn04e4YHNKOB.
I./IndpdepeHnaIbHO-TUATHOCTUYCCKHUN ITAII

A. IlpoBenenune majiou wiim 00JIBIION MPOD € IEeKcCame-
TA30HOM, CeJIEKTUBHBIN 3200p KPOBM U3 HANIOYEYHUKO-
BbIX BEH, KATEeTEePU3alisi KAMEHUCTBHIX CHHYCOB.




OuoppepeHumanbHaga AMarHocTuKa

1. Manaa npoba ¢ aexcameTasoHOM UCMONb3yeTca ANS
angppepeHumposku BUK u CHUK ot norpaHuuHbIX HO30NOrUM.

TTpotokon: 3abop Kposu Ha kKOopTU30N B 84 yTpa B TeueHue 2-X
AHel. B Houb ¢ nepeoro Ha BTopoun AeHb /B 24 4/ npuem per os 1
mr /271/ pekcameTasoHa.

/B Hopme yposeHb kopmm3onia nnasmel cochasnsem200-650
Hmonb/n. lpu Ho3zonoruax, ommudHblx ombUK n CUK,
omvedaents 6onee yem 507% cHuXeHue ypoBHs Kophwm3ona

/meHee 80 Hmonb/n/ npu ero nosnmopHom onpegeneHun/




OupmpepeHumanbHag AauarHocTuka

2.bonbwaa npoba ¢ aexcameTas’oHOM
ucnonb3lyertcsa Ans augpopepeHumposku mexay bUK
u CUK

TTpotokon: Takxe uccneayertcs yposeHb KOpTU30NA
nnasmebI B 8 YaCOB yTpa HaKAHYHe U Ha cnelyrowmi
AeHb nocne npuema 8 mr /16 17/ pekcametasoHa.

/I pu 6onesHn KywwuHra oxunaaenta 507%
CHUXeHue yposHa Kopmmsosia nsasmel . [1py CUK -
pe3ysibham onpuyanesibHbl 4/




OuopmpepeHumansbHas aMarHocTuka

BONE3Hb KYLUMNHI A

1. XapakTepHoe n3ameHeHue BHeWHOCTH,

2. YBenuyeHue cyTouHOU 3KCKpeuum ceoboaHoro
KOpTU30.1a, HapyLlleHue CyTOUYHOro pUTma,

3. YMepeHHO yBenuyeHHbIu yposeHb AKTT,

4. OTpuuaTtenbHbIU mansin TecT Jluaana npu
NoNOXUTenbHOM 6onblWOM TecTe,

5. [IBycTOpOHHAS rMnepnnasus Kopbl HaAANOYEYHUKOB,
BbIsBngemas npu Y31, KT, MPT




OuopmpepeHumansHas aMarHocTuka

KOPTUKOCTEPOMA

1. XapakTepHoe n3ameHeHue BHeWHOCTH,

2. YBenuyeHue CyTouYHOU 3KCKpeLuum
cB0bOAHOrO KOpTU3ONA, HapylueHue,
CYTOYHOrO pUTMa,

3. CHuxeHue yposHs AKTT,

4. OTpyuaTenbHbIU ManbIv U 6onblwon
TecTbI Jlnaana,

5. 3HauUTenbLHoe yeesinyeHue ogHoOro mu3
HaanoyeuHukos npu Y3U, KT, MPT.




AKTT - 3KTONUPOBAHHBLIU CUHAPOM




AKTT - 3KTONUPOBAHHLIUN CUHAPOM




MKOCTEPOM
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JleyeHue 6ones3HU KylwuHra

A. Paagnojiornueckoe

1.I'amma-Tepanus Ha MEXKXyTOYHO-TUHO(DHU3APHYIO 00J1aCTh
B 103¢ 40-50 I'peii /60% pemuccun/

2.IIporonnoe obmyuenue runoduza B go3e 80-110 I'peit
/90% pemuccun yepes 8- 16 mecsien/




JleyeHue 6onesHu KywuHra

B. Xupyprmuueckue

A. €HOMBKTOMUS
1. IIpu MmkpoameHoMe runopmsa - ceneKkTHMBHASA
TpaHCHalaJlbHasi, TpaHccbeHOMpmanbHaAsT aZeHOMAKTOMMS

2. [Ipm MakpoazeHOME - aIeHOMBKTOMMS TPaHCKpPaHMAaJILHBIM
LOCTYIIOM.

B. AnpeHalsKTOMUS

1. OOHOCTOPOHHSISI afZpeHaN3KToMusT /KaK JOOIOJIHEHMEe K JIYy4eBOM
TepanmMM uiIM ajgeHoOM3KTomuu/

2. JBYCTOPOHHSISI aApeHaJI3KTOMMS /npu Tsixenoir bopmMe BK B
coueTaHuM C JIydeBOoM Tepamnmuen/
B. $¢apmMmakojsiornMyeckue

1.ngnaga'rm, BINAKOIE Ha MOHOaAMMHEPpI'MYEeCKMEe CHUCTEeMbl MOo3TI'a

/napnonen 5Mr/cyr, abeprumn 8 mMr/cyr, nepuron 16-24
mr/cyr, mmubenmu 300 mr/cyT/

2 .BnokaTopsl cTepounoreHesa:

A.OBpaTuMile - MaMOMMT, opmuMeTeH, >JiaunrteH /750-1500
mr/cyr/, kemokoHason /1200 mr/cyT/

E. Heof6paTuMele - XJIOOMTAH, MUTOTAaH, JusompeH /2-10 r/cyT/




KOPTUKOTPOTTMHOMA




BITATOLOAPHO
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