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PE3IOME lNMpeactaBneH knuHunyeckun cnyyam AKTI-HesaBucumoro cungpoma KylumHra (KopTMKkocTepoMbl Hagno-
YeYHUKa), OCNOXKHMUBLLUErOCH Pa3BUTUEM TAXENON apTepuanbHOM rMNepTeH3un, CTePoOMaHOro caxapHoro auabera,

nepudepuyeckon MmonaTun.
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Cungpom NueHko — KywuHra passuBaeTcsa Bcren-
CTBME MOBbLILLIEHHOTO COAEpPXaHUs HOKOKOPTUKOU-
0OB B KpoBW. PasnuyaloT 9K30- U 3HOOrEeHHbIN
BapuaHTbl JAHHOIO COCTOSIHUS. OK30reHHbIA (STPO-
FEHHbIN, JIEeKApPCTBEHHbIN) TMNEPKOPTMLM3M O0y-
CrNOBIIEH Tepanuew FMIoKOKOPTUKOMAaMU Unu Opy-
MMKU  CTepoMaamMn, COMPOBOXOAETCHA CHUKEHUEM
YPOBHS1 KOPTM30Ma B KPOBU Y MOYE M3-3a YrHETEHUS
rmnogmsapHo-HagnovYe4YHMKoBoM cuctembl. Ha ero
ponto npuxoantest 60—-80 % Bcex cnydYaeB cMHOpoma
NueHko — KylumnHra. SHOOreHHbIN BapyaHT npumep-
HO y 68 % mauueHTOB pasBMBaeTCA B pesynbrarte
afleHOMbI rMnogu3a, CeKpeTUpYIoLLLEN afpeHOKOPTK-
KOTponHbI ropmoH (AKTI) — aTo Tak HasbiBaeMbil
AKTI-3aBMCHMMbIA CMHOPOM, uUnn G6onesHb KywnHra
[2]. Y 17 % 6onbHbIX cMHapom KylinHra obycnosneH
Heperynupyemow u30bITOYHON CeKpeLmen KopTu-
30Ma onyxonsiMM Kopbl HagmnoyedHukoB (ageHoma,
pakK) Unu runepnnasnpoBaHHON TKaHbO KOpbl HAAMo-
YEYHWKOB, Npu aTom ypoBeHb AKTI B nnasme Kposwu
noHwxkeH. B 15 % cnydaes rMnepkopTLM3M Bbi3bl-
BaeTcs n3bbiTouHom cekpeumen AKTIT Hermnodgusap-
HOW OMyXOreBOW TKaHbiO (Yalle 3roKayeCTBEHHbIMU
HoBOOOpa3oBaHMAMU Nnerkmx). 3abonesaHne conpo-
BOXOAEeTCA MOSIBMIEHNEM MHOXecTBa crneuuduye-
CKMX CMMMTOMOB CO CTOPOHbI PasnUyHbIX OpraHoB
N cuctem, oOyCMNOBMEHHbIX AENCTBUMEM [ITHOKOKOP-
TUKOCTEPOWIOB.

Cunpgpom MueHko — KywivHra aBnsieTcs TSKenowm aH-
OOKPUHHOW MNaTofnornen, CMepTHOCTb MpPU KOTOPOK
0e3 neyeHus coctasnset 50 % B TeyeHne NATU NeT
[1]. Bce ato genaet obsa3aTenbHbIM HEOHXOANMOCTb
Hanbonee paHHeW ONArHOCTUKM OAHHOIO COCTOSIHUS
N NPOBEAEHMS NAaTOreHETUYECKON Tepanuu C Lienbto
YMEHbLUEHNST KNMHUYECKUX NPOSIBNEHUN, CEPAEYHO-

COCYZMCTBIX OCIIOXHEHWI rMnepkopTiumM3ma 1 yny4-
LLEeHNs MPOrHo3a ANs nauueHTa.

B cBSA3M C 3TUM MHTEPECHBIM NPEACTaBMASETCS KNK-
HUYECKMI Cnyyain, oTpaxaroLmi TpyaHOCTN AMarHo-
CTUKM U NEYEHNs, C KOTOPbIMU MOXET CTONKHYTbCS
Bpay nobor cneumanbHOCTM — TepaneBT, Kapauo-
nor, 3HOOKPUHOMOT.

MaumeHTtka H., 42 net, obpaTtnnacb Ha KOHCynbTa-
LU0 K 3HOOKPUHOMOrY C >anobamu Ha rosfoBHYHO
Oonb, NoBbIlEHNe apTepuanbHoro aasnenuns (AL)
0o 180-200/100—-105 mm pT. CT., HE KOHTpoOnupye-
MO€E NPUEMOM TPEX-YETbIPEX MMMNOTEH3MBHLIX Npena-
paToB, BbIPaXXEHHYIO 06LLyt0 crabocTb n crnabocTb
B HOrax, BblMageHue BOJSIOC, pecHul, 6poBel, NoM-
KOCTb, MCHYEPYEHHOCTb HOITEN, NOXyAaHue BEPXHUX
N HUXKHUX KOHEYHOCTEN, MBMEHEHME LiBETA KOXM Ha
nvue po 6arpoBoro uBeTa, CyxoCTb BO PTY, Xaxay,
yyalleHHoe MoYeuncnyckaHue, noxyaaHue Ha 12 kr B
TeuyeHue roga, 6onM B NOSICHNYHOM OTAene No3Bo-
HOYHWKA, BbICBINAHUSI Ha KOXe rpyau, BHYTPEHHEN
noBepxHocTu beaep.

Cuyutaet cebs 6onbHOM B TeyeHune 1,5 neT, Korga
BCKOpe Mocre poAoB cTana oTMe4aTb MOCTOsIH-
Ho nosbiweHHoe AL go 180-200/100 mm pT. cT.,
HEOOHOKPATHO  KOHCYNbTUPOBaHa  KapOMOIiOroMm,
nogbupanacb rvnoTeHsvBHaa Tepanusa (IKcopK
10/160 yTtpom, unganamug 1,5 mr ytpom, dusmo-
TeH3 0,2 mr B 06en). [Jaxxe Ha choHe Takon Tepanum
coxpaHsanmcb noabemsbl ALl. B 310 ke Bpemsi ctana
oTMeyYaTb M3MEeHeHMe LBeTa nvua ao 6arpoBoro oT-
TEHKa, BblpaXXeHHY0 criabocTb, CyXOCTb BO PTY, y4a-
LLleHHOe MoueucnyckaHue, noxyaaHue. auneHTka
HeO[HOKpaTHO oOpallanacb K TepaneBTy Mo MecTy
XUTENbCTBA, NPOBOAMITIOCE JleYeHe apTepuarnbHOn
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rmnepteH3unn. MNMocTteneHHo cumnTomMaTvka HapacTa-
na — 6onbHasa npogorkana xyaeTb, HapacTanu cuMm-
NTOMbI CyXOCTV BO pTy, OTMeYarna y4alleHHoe Moye-
ncryckaHue, Xaxay, roroBOKPY>XeHVe, BbinageHue
BOIIOC, M3MEHEHWE HOITEW, MOXyAaHWe BEPXHUX U
HXKHUX KOHEYHOCTEN, aTporo MbILLL, (AFOANYHBIX,
MbILLILL, KOHEYHOCTEeN). Yepes nonroga y nauueHTkm
ONarHoCTMpOBaH caxapHbIn AnabeT 2-ro Tuna; ypo-
BEHb [MMWKEMUM HaTowak — 12—14 mmonb/n, 4yepes
ABa 4aca nocne egbl — 16—18 mmonbs/n. BonbHon
HasHayeHa caxapocCHwxatlwas Tepanusa (metdop-
MUH B go3e 2000 mr/cyT, anornunTuH no 25 mr/cyT).
BbisBneHa gucnunuaemMus: ypoBeHb XorecTepuHa
NUMNOMPOTENHOB HU3KOW MAOTHOCTM — 5,7 Mmonb/n,
Tpurnuuepngos — 3,5 MMONb/M; HasHa4yeHbl cTaTu-
Hbl. Ha doHe neveHnst oTmevyanocb He3HauuTernb-
HOE YMEeHbLUeHMe CUMMNTOMOB CaxapHoro guaberta.
OpHako HapacTtana obwas crnaboctb (C Tpyaom
XOOWT), COXpaHAnacb rMNeprivKeMnst HaTollak Ha
ypoBHe 10—12 mMornb/n, nocTnpaHguanesHas rnvke-
must — oo 18 mmons/n, HbA1C — 7,8 %. HecmoTps Ha
MHOFOKOMMOHEHTHYHO TMMOTEH3VBHYIO Tepanuio, He
yAanocb Aoctuydb uenesbix uudp AL. SHAOKpUHO-
1IOroM Mo MEeCTY XWUTENbCTBA PEKOMEHO0BaH nepe-
BOA, Ha MOCTOSHHYIO MHCYNMHOTEpanuio, OT KOTOPON
naumeHTKa KaTeropuyeckn otkasanacs.

HanpaBneHa Ha KOHCynbTauuMo K SHAOKPUHOMOrY
ApocnaBckoin 06nacTHOM KIMHUYECKON BG0nbHULbI.
Mpn ocmoTpe obpallaeT BHMMaHME XapakTepHbIn
BHELUHWUI BUA — nepepacnpeneneHne noakoxXHO-Kn-
poBoOro crost — 6onblle B obnactu xueoTa, noxyaa-
HMe KOHEYHOCTeNn, aTpodmsa MblwL Genep, Arogmy-
HbIX MbILL, («CKOLLUEHHbIE SIrOAMLbI»), BblpaXXeHHast
KpacHo-0arpoBasi oKpacka mnvua («MaTpOHM3MY),
KOXXHbl€ M3MEHEHMS MO BCEMY TENY: CbiMb TUMA akHE,
MHOTFOYUCIIEHHbIE MENKME MNEeTEXMU WU3-33a WCTOH-
YEHMST KOXW, CYXOCTb KOXMW, YYaCTKM LUENyLleHus,
NOAYEPKHYTHIN COCYOUCTBIA PUCYHOK, (DYPYHKYnes,
rpubKoBble N MHMEKLUNOHHBbIE MOPAXEHUSA KOXU U
HOITeW, y4acTKu rMneprnurMeHTauum B NOAMbILIEY-
HbIX 00nacTaX U Ha BHYTPEHHMX MOBEPXHOCTSX Be-
4ep. YunTbiBas BHELWHUN BUA NAUMEHTKN («KyLUMH-
FOVMAHbIV»), HAaNU4Me NopaKeHUs CO CTOPOHbI KOXMW,
KOCTHO-MbILLIEYHOWN CUCTEMbI (MPOKCUMarbHast M1o-
naTtus, BblpaXXeHHble 60NN B rpyAHOM M MOSICHUYHOM
oTAenax MO3BOHOYHMKA), CEpAEYHO-COCYAUCTOM
CUCTEMbI  (TMNEPTOHMUS,  TUMEPXONECTEPUHEMUST),
HapyLleHne yrneBOAHOro obmeHa (caxapHbli auna-
6eT); mopaxeHue MOMOBON CUCTEMbl (HapyLLeHue
MEHCTpyanbHOro uMkra € Hadana 3aboneBaHus,
pasBMTME aMeHOopen 4epe3 Tpu-YeTbipe Mecsua),
nuLLEeBapUTENBHON CUCTEMbI (3KUPOBOW renaTtos ne-
YeHn), HEepPBHOW CUCTEMbI (MO TUMy coMaTodopm-
HOW BereTaTMBHOW AMCHYHKUMM C aCTEHUYECKMM,
TPEBOXHO-AEMNPECCUBHBIM CMHOPOMOM), a Takke
HeJOCTaTOYHYIO 3(PPEKTUBHOCTE MHOTOKOMMOHEHT-

HOM TMMNOTEH3NBHOM M CaxapoCHMXatolen Tepanmm
npegnonaraeTcs Hanuume cuHgpoma KymHra.

HasHayeHo gononHuTensHoe obcnepoBanHue. C Le-
NblO NOATBEPXKOEHUS TMNEepPKopTULM3Ma NaLUeHTKe
NpoBeaeHO Ba TecTa. BbiiBNeHO 3Ha4ynTenbLHoOe Mno-
BbILLIEHNE CYTOYHOWN SKCKPELIMM KOPTM30Ma C MOYON —
782,5 mkr/cyT (Hopma — 4,3—-176,0 MmKr/cyT).

MpoBeneHa manas gekcameTasoHoBasi npoba: co-
OepXXaHne KopTn3orna B CbIBOPOTKE KPOBU (Ha choHe
npuema pekcametasoHa) — 28,0 mkr/gn (npu Hop-
me — 3,7-19,4 wmkr/gn). YposeHb AKTIT B cbiBOpOTKE
HopMarnbHbIn (42,14 nr/mn; Hopma — 7,2—-63,3 nr/mn).
MonyyeHHble JaHHblE [OKa3bIBAOT HanMyne n3dbiT-
Ka KOpTM30na, YTo Npu HopManbHOM 3HaveHnn AKTIT
yKa3sblBaeT Ha aBTOHOMHO (pyHKLMOHMpYLoLee obpa-
30BaHMe Hagno4Ye4YHNKOB M COOTBETCTBYHOT ANArHo3y
«AKTT-He3aBUCKMbIV TMNEPKOPTULLU3MY.

lMpoBegeHa MarHUTHO-pe3oHaHcHass Tomorpadus
rOrfoBHOrO MO3ra, AaHHbIX 3a obpasoBaHue rmnocu-
3a He nony4eHo. Mo AaHHbIM KOMMbIOTEPHOW TOMO-
rpacbmm Hagno4Ye4yHUKOB B NPOEKUUM naTeparibHON
HOXKM NEBOr0 HaAMoYeYHuKa BbISBNEHO 06bemMHoe
ob6pasoBaHue oBanbHoM OPMbI C YETKUMU U POBHBbI-
MU KOHTypamu pasmepamu 0,96 x 0,88 cm (no Tuny
ageHombl). CTpyKTypa npaBoro Hagno4eyHuka ogHo-
POAHasi, 04aroBbIX U3MEHEHWIN He BbISIBMEHO.

Mpun obcnenoBaHum B LieHTpe ocTeonoposa AaHHbIX
3a OCTEONOpP03, OCTEONEHMIO HE NOMY4YeHO.

Takum 00pa3oM, naumeHTke BbICTABMEH AMarHoas:
«AKTT-He3aBucumbl cuHapom Muenko — KyluumHra.
KopTukoctepoma nesoro Hagno4yeuHmkay. OCnoxHe-
HWS: cuMATOMaTU4Yeckas (3HAOKPVHHAs) apTepuarnb-
Has rMnepTeHs3unsi, caxapHbii AMabeT, HOYLMPOBaH-
HbI FMHOKOKOPTUMKOCTEPOUOAMMU.

MauneHTKe BbIMONHEHA 3afHss PETPONEPUTOHEOD-
ckonuyeckas agpeHanaktomus crnesa. 1o gaHHbIM
FMCTONOMMYECKOro  3aKMYeHns  onepauyoHHOro
MaTepuana, mopdornornyeckas kapTuHa xapakrep-
Ha [Ons  CBET/IOKNETOYHOW afpeHOKOPTUKAIbHON
afleHoMbl HagnodeyHuka. TeyeHvne nocneonepa-
LUMOHHOro nepuopa — 6e3 ocnoxHeHun. MNauyneHTka
BbINMUCaHa B y4OBNETBOPUTENBHOM COCTOSIHUM MOf
HabnaeHne TepaneBTa, Kapauorora, 3HOOKPUHO-
nora ambynaTopHO, C KOHTPOSIEM YPOBHS FIIMKEMMIM,
All, pekoMeHO0BaH Yepes WeCTb MECSALEB KOHTPOIb
CoAepXaHusa KopTuaorna B cyTovHonm mode, Y3W op-
raHoB OpPIOLLIHON MOMOCTU, KOMMNbIOTEPHAsS TOMOrpa-
¢u1sa HagNoOYEeYHNKOB.

lMocne onepaumm Habnwganocb 3HAYMTENbHOE
yNyyllEeHNe KIMHUYECKOM CUMNTOMATUKK: nepe-
cTanu BbiNagaTb BOMOCHI, NOCTENEHHO O4YMCTUNAach
KOXa, BOCCTAHOBWIACb CTPYKTypa HOITeW, yBenmyn-
nacb MbllleyHas macca B 0611acT HUXKHUX KOHEYHO-
CTen n aroguu, ncyesna cnabocTb B HOrax Npu Xo4b-
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6e. YpoBeHb rnukeMmmn Hatowlak — 5,8—6,7 mmons/n,
nocre eabl Yepes Aea vaca — 8—9 mmonb/n, ogHaKo
NMOJSTHOCTbIO OTKa3aTbCs OT caxapOoCHWXKaloLen Tepa-
NMW He yganochk; naumeHTKa NpuHMMaeT BUngarnmn-
T1H 100 mr/cyT, metcbopmmH 2000 mr/cyt. AL cTtabu-
nmanpoBanocb Ha yposHe 120-130/80—85 mm pT. CT.
(Ha pBYx rMNOTEH3MBHbIX npenapartax). lNauneHTka
HabnogaeTcs BpavYaMmu-cneymannctaMmm ans UCKnio-
YeHuns peumamea 3aboneBaHUsA U KOPPEKLMM COnyT-
CTBYIOLLMX COCTOAHUMN.

[aHHbIN KNMHUYECKNA crnyYan npeacTaBnsaeT UHTe-
pec Ans Bpaden pasHbiX crneynanbHOCTEN MHOM000-
pasveM MpPOSIBIIEHUI CO CTOPOHbI PasfMYHbIX opra-
HOB 1 CMCTEM. OTO MOXET 3HAYUTENBHO 3aTPYAHATb
ONarHoCTUYECKMI MOUCK U 3aTsarmBaTb MOCTAHOBKY
NpaBUITbHOrO AuarHo3a, 4YTO 4YpeBaTo TSHKENbIMU
OCMNOXHEHUSIMU: NNOXO KOHTpornmpyemon AlT, ocnox-
HEHNsIMM caxapHoro avabeTa, pa3BUTMEM OCTEOMO-
po3a 1 apyrumu. B To e Bpems npu yCTaHOBNEHUU
anarHosa cuHgpoma MueHko — KywimHra nosiensaercs
BO3MOXXHOCTb MPOBEAEHNS NAaTOreHeTUYECKON Tepa-
MWK, @ B HEKOTOPbIX CAyYasX XMPYpPrnyeckoro rneye-
HUSt U1 MOXKET MPUBECTU K NMOSTHOMY BbI3JOPOBIIEHMIO
nauMeHTa Unmu ynydleHuio TedeHns 3aboneBaHus,
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cnocobceTBoBaTh NPEAOTBPALLEHUI0 PasBUTUS cep-
[1e4YHO-COCYAMUCTbIX KaTacTpody, MO3BOMNAET MOBbI-
CUTb KAYeCTBO >KMU3HU 1 YNYULIUTL NPOrHO3.

lMpoBeneHne CKpMHMHIa Ha 3HOOrEHHBIN MMNEepPKop-
TMLM3M NOoKa3aHo, Npexae BCero, MonoabiM naumeH-
TaM C HeOObIYHbIM ANS UX BO3pacTa MHOXECTBEHHbLIM
nopakeHMeM pasfNYHbIX CUCTEM: HaNMUMEM caxap-
Horo guabeTa 2-ro Tumna, OXMUPEHUs, OCTeornopo3a
C HU3KOTpPaBMaTU4YHbIMK MeperioMaMn, ameHOpewn
Y KEHLLUWH, CHUXKEHMEM NUOVAO0 Y MYXX4UH, BbicTpon
npunbaBKow Macchl Tena B COMeTaHUM C BbIPaXEHHOM
obuen 1 MblweyHon crnabocTtbio. Kpome Toro, uc-
KMoYeHne JaHHOro AMarHosa TpebyeTcs nayneHTam
C XapaKTepHbIMU N3MEHEHMSIMU BHELLHOCTU U pasHo-
00pasHbIMU KIMHUYECKUMU MPOSIBIIEHUAMN, OETSAM
C 3aJepXKOW pocTa B COYETaHUMU C YBENUYEHWEM
Beca, OONnbHbIM apTepuanbHON TMNEePTOHNEN U UH-
unaeHTanomMon HagnoyevHmka. CKPUHUMHE Ha 3HO0-
FEHHbIV TMNEePKOPTULIM3M crieqyeT NpoBoANUTb Naum-
eHTaMm nboro Bo3pacTta C NIoxXo KOHTPOMPYEMbIM
caxapHbiM AnabeTom, apTepuanbHOW TMNepPTOHNEN
B COYETAHUN C OXXUPEHNEM UMK BbICTPOM NprubaBKo
Beca, nuuam B Bo3pacTe [0 65 neT ¢ nepenomamm
Ten No3BOHKOB, 0CODEHHO MHOXECTBEHHbLIMU.
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A CLINICAL CASE OF ADRENAL GLAND CORTICOSTEROMA
V. R. Gauert, A. V. Sandugey, Yu. S. Filatova, V. V. Marasaev

ABSTRACT A clinical case of ACTH-independent Cushing’s syndrome (adrenal gland corticosteroma) which was
complicated by severe arterial hypertension, steroid diabetes mellitus, peripheral myopathy is presented.
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