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B nocnepHwe rogpl knaccudmkaumio runepkopTuLmMama AononHaeT umknmdeckas dopma 6onesHn MueHko-KylumHra
(BVIK), npnunHon koTtopor B BOMbLUMHCTBE CrydaeB SABMAETCA OMNyxomb runodusa — KOPTUKOTPONUHOMA. Y HEKOTOPbIX
nauneHToB ¢ LmKknuyeckon popmort BUK knnHnyeckne npusHakm MoryT BbiTb HEMOCTOAHHBIMW UM OTCYTCTBOBATb, «CIY-
YanHO» BbIABNAACH NpW abopaTopHOM UCCNEA0BaHNM B BUAE BbICOKOTO YPOBHS KopTu3ona [1]. MisnoxeHHas Hwke ncto-

pna naumeHTKn 0eMOHCTPUpPyeT peako BCTpe4alLyrcA d)opmy LMKNNYECKOro rmnepkopTnun3mMa y eByLUKU 18 ner.

Krtowesbie crosa: umknuyeckas 6onesHb MueHko-KyLumHra, KOpTMKOTPONMHOMA, KOPTU3ON.
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In recent years, the classification of Cushing complements the cyclic form of Cushing’s disease (BIC), the cause of
which in most cases is a pituitary tumor — kortikotropinomy. Some patients with cyclic form BIC clinical signs may be
unstable or absent, «accidentally» revealed by laboratory study of high levels of cortisol [1]. Set out below shows the
history of the patient is rarely found form cyclic Cushing girl 18 years.

Key words: cyclic Cushing’s disease, kortikotropinomy, cortisol.

Beepenue

BonesHb NueHko-KywuHra (BVK) — aTo Taxkenoe
3HOOKpMHHOE 3aboneBaHue, obycnoBneHHoe obpa-
30BaHMeM ageHoMbl rmnodunsa n/unu rmnepnnasmen
KOPTUKOTPOGOB, MPOAYLUPYIOLWMX U3OLITOYHOE KO-
NMYECTBO afpEHOKOPTMKOTPOMNHOro ropmoHa (AKTI),
N pa3sBuTnemM cuHgpoma runepkoptmumama [1]. Knu-
Huyeckme nposiBneHns BUK xopoluo mayyeHsl, Lwiu-
POKO M3BECTHbI Bpayam pasHbIX CneunanbHOCTEN U
BKITIOYAIOT credylowmne CUHOPOMbI: apTepuanbHyo
MMMNEePTOHUIO, CUCTEMHbIA OCTEOMOPO3, HapyLleHue
nonoBon PYHKLMK, TpOPUYECKME U3MEHEHUSA KOX-

HbIX MOKPOBOB, 3HUedanonatuio, MuonaTuo, UM-
MyHOAEe(ULMT, HapyLleHne yrneBogHoro obmeHa um
apyrne. OgHako B nocrnegHue roabl B Kraccuduka-
uuu runepkopTuumnama [1] 6bina otaenbHO BolgeneHa
peakasa dpopma BUK — uyuknuyeckas [2]. Obwenpu-
HATBIMW KPUTEPUSIMU NS AMATHOCTUKN LUKIMYECKON
dopmbl BUK aBnaeTcsa Hanuumne Tpex NUKOB U ABYX
cnagoB cekpeuumn kopTtusona. MNMpuymHon umknuyec-
ko BUK B 54% cny4aes aBnsieTCA KOPTUKOTPOMMHO-
Ma, B 26% — AKTI-akTonuyeckas onyxonb, B 11% —
onyxonb HagnodeyHukos [3]. Lnknnueckaa dopma
BUK moxeT umeTb knaccuyeckne nposiBNEHUS, HO



Yy He3HauuTenoHOW 4YacTy NauMeHTOB KIUHUYEeCcKue
npusHakn BUK moryT 6biTb HEMOCTOAHHBLIMW WIK
OTCyTCTBOBaTb, NO3TOMYy 3abonesaHuwe nerko npo-
nycTuTb. Pe3dynbTaTbl BbICOKOrO YPOBHSI KOpPTU30ria
MoryT ObITb Nony4eHbl cnyvanHo [1]. Tak, onucaHsl
umknmyeckmn cuHgpom BUK, 3aBucumbin OT npwu-
eMa nuLn, a Takke LMKITMYECKUA TMNepKopTULIAZM,
WMEBLLMIA MECTO TONbKO BO BpeMsi YeThbipex Gepe-
MEHHOCTEN Y >XEHLMHblI C [OBYCTOPOHHEWN Y3510BOM
rMnepnnasven Hagno4Ye4yHNKoB, YTO ObINO CBA3AHO C
aHoMasnbHOW peLenTOpPHOM 3KCNPEeccuen noTeNHU-
3MPYIOLLIErO TOPMOHA Y XOPUOHUYECKOTO rOHAZ0TPO-
nnHa Yyenoseka [5].

BonbHas A., 18 neT, obpatunacb Ha kadeapy oH-
aokpuHonornn Ky6'MY 18 centabpsa 2014 r. ¢ xa-
nobamu Ha OTCYTCTBUE MEHCTPYaLMIA, NOBbILUEHHbIN
POCT BOJIOC Ha cnuHe 1 begpax.

M3 aHamHe3a M3BECTHO, YTO AaHHble >Xanobbl
nosiBUNMCb y NaumeHTKn 2 roga Hasag, B 16 ner,
Koraa BnepBble obpatvnack K Bpavy-ruHeKonory no
noBoAy BTOPMYHOM ameHopew. [NauuneHTka nonyyana
neyeHve npenapaTtamu nporectepoHa 6e3 CTONKOro
achdekta. C 16 net Habnoganacb y 3HOOKPUHOMO-
ra, Obin yCTaHOBMNEH MTMNEPUHCYNNHU3M, NPUHMMarna
mMeTdopmuH 850 Mr no 1 TabneTke B 2 pa3a B AeHb,
noxygena Ha 8 kr. MeHCTpyanbHbIA LMK He BOC-
cTtaHoBwnca. [1na yTouHeHus guarHosa Obina Heod-
HOKpaTHO rocnuTanuanpoBaHa B 6omnbHuLy r. [eneH-
OKMKa U 9HOOKPUHOMOIMYeckoe oTaeneHne geTCcKon
KpaeBoW knnHunyeckon 6onbHuUbl . KpacHogapa.

C 9 net guarHOCTUpOBaHbI: AonmMxocurma, ne-
pernd xemn4yHoro nysbIps, 4ONOMHUTENbHAas Xxopaa B
MOMOCTN MEeBOro Xenygoyka, CKOnMo3 MO3BOHOYHU-
ka. Heckonbko pa3 6bifio 3apermctpyupoBaHoO MoBbl-
LUEHNEe CUCTOJIMYECKOro apTepuarnbHOro AaBfeHus
0o 140-150 mm pT. cT. MeHapxe B 13 neT. MeHcTpy-
anbHbIA LIMKN HOCWUN perynspHbii xapaktep go 16
net. B HacTosiee Bpems yuMTCs B TEXHUKYME, Ha
ypokax un3KynbTypbl 3aHMMaeTcs B 00LLUen rpynne,
Harpyskv NepeHoCUT XOpOLLO.

OOGbeKTMBHbIN CTaTyC Ha MOMEHT oOpalleHus.
dusnyeckoe pasBUTME COOTBETCTBYET BO3pPacTy U
nony. PocT cooTBeTCTBYET reHeTMyeckn nporHosu-
pyemomy — 159 cm, Bec 53 kr, o6bem Tanum 76 cwm,
nHaekc maccol Tena 21 kr/m?. o cpaBHeHMO ¢ ¢o-
Torpaduer Ha nacnopTte YeTbipexNieTHEN OABHOCTH
B HacTosiLLiee BPeEMsi UMEET MeCTO Crnabo BblpaXkeH-
HbIi MaTPOHU3M (OKPYrNocTb nuua, nerkuin py6eos
wek). OTMevaeTcsd MpaMOPHBIN PUCYHOK Ha KOxe
auncTanbHbIX OTOENoOB KOHeYHocTen. EgBa 3ameTHa
MOBbILLEHHAsA CaNbHOCTb LieHTparbHOM YacTu nvua
N BOJIOCUCTOWM YacTu ronobl. OTMeYaeTcs HU3KWN
POCT BOJIOC Ha LLEE C NEPEXOAOM Ha BEPXHIOK TPETh
CMUHbI B BMAE «OOPOXKU». Takke YCUNEeH poCT BO-
noc Ha nuue (no Tuny bakeHbapa), kKpecTue 1 BHYT-
peHHelr noBepxHocTn 6epep (14 GannoB no Lwkane
lanBes). Hag rpebHaMn noaB3OoLWHBIX KOCTEN, Ha
BHYTPEHHEN NoBepxHOCTN Beaep HebornbLIOe Konu-

YeCTBO TOHKMX CTpU 6e3 aTpodrm NOAKOKHO-KNPO-
BOro Crosi, «nepnaMmyTpoBOro» u 6regHo-po3oBoro
uBeToB. MonoyHble xernesbl 4OCTAaTOYHO Pa3BUTHI,
npv HagaeBnvMBaHWM Ha COCKU BbIOENSAETCS Kanns
Mono4Ho-6ernoro ueTta. MeblweyHass cuna pocta-
ToyHas. ToHbl cepgua 3BYyYHble, pUTMUYHbIE. Pe-
3ynbTaTbl OPTOCTATMYECKOW MPOObI: B MONOXEHUN
nexa ALl 111/70 mm pT. cT., nynsc 70 ya. B MuH,
B nonoxeHun cuga AL 126/76 mMmm pT. CT., NynbC
73 ya. B MWH, B nonoxeHun ctoa ALl 123/83 mm pr.
CT., NynbC 79 yA. B MUH.

PesynbTaTtbl 06LLero, Gnoxmmmyeckoro aHann3os
KpoBwW, obLuero aHanmMsa Mo4Yu, OparibHOro rKO30-
TONEepPaHTHOro Tecta C 75 r rnoKo3bl, SNEKTPOSUThI
KpoBW B npefenax gonycTuMbix 3HayvyeHun. B xope
HOYHOro TecTa nocne npuema 1 Mr gekcameTtaso-
Ha B 23 yaca ypoBeHb KOpTU3ona B Mna3me KpoBw,
UCCrefoBaHHOrO Ha cnegywoliee yTpo, COCTaBuUI
18,4 mkr/an (Npy 3HOOrEHHOM rMNepKopTULIM3ME CO-
ctasnseT =2 mkr/gn) [4]. MNMpu cynpeccusHon npobe
¢ 2 mr gekcameTtasoHa (2014 r.) ypoBeHb kopTnsona
yMeHbLUMIca Ao 2,4 Mkr/an, 4to coctaBuno >60% ot
WCXOLHOrO YPOBHS (XapakTepHo Ans runodusapHo-
ro NPOUCXOXOEHNSA IHOAOrEHHOro rMNepkopTULM3Ma).
Tem He meHee anarHo3 «6onesHb NueHko-KyLlumHray
He Obln yCTaHOBNEH B TedyeHue 2 neT, NOCKOMbKY
KNMHMUYECKUE MPOSBIIEHNS OblNM HE3HAYUTENbHbI, a
pes3ynbTaTtbl TlabopaTopHbix TecToB (Tadbn. 1) u go-
NOMHWTENbBHbBIX NCCNEAO0BaHUA ANCKOPAAHTHBI: Y Nna-
LMEHTKN Nepuoamnyeckn HopMaru3oBbiBanuchb ypo-
BEHb KOPTM30Ma Y PUTM CYyTOYHOW CeKpeLnu.

B 2013 r. Ha 60kOBOM CHUMKe Yepena TypeLkoe
ceano «KopbIToobpasHon» popmMbl, UMEKTCSI OCTEO-
Mopo3 CMWHKW, SBMEHWUS 9HOOKPaHWO3a, ycuneHue
pUCYHKa nanbLeBbIX BAABNEHWUA, BEHO3HO-OUMNIOMNU-
YeCKOro pucyHka B TOOHO-TEMEHHOM obnacTu, y4acT-
Ky 06bI3BECTBIEHUS YepenHbIX LIBOB, CrNaXeHHOCTb
Kackaga yepenHbix sMok. 1o AaHHbIM MarHUTHO-pe-
30HaHcHon Tomorpadun (MPT) ronoBHoro mosra u
rmnocpmsa (2013 r.) UMetTCA NPU3HaKM HayanbHOro
YBENUYEHUS pa3MepoB rmnodusa, oTKIOHEHWE BO-
POHKWU runoumsa BreBO, HE WUCKMYAETCA MUKpoa-
AeHoma runodmsa. Mo pesynbtatam KOMMNbIOTEPHON
Tomorpadumn (KT) opraHoB OplOLIHOM MOMOCTH
(2013 r.) naTonorn4ecknx N3MeHeH1 He BbISIBNEHO.

OpHako, yuuTbiBasi Hanmuume HeOoCMNOPUMBbIX
dakToB, cBuaeTenbCcTBYOWNX B nonb3dy bBUK:
1) opraHnyeckoe NPOUCXOXAEHUE rmnepkopTMLmM3mMa
(oTcyTcTBME nogaBneHns B Xo4e HOYHOro Tecta C
1 Mr gekcameTasoHa); 2) KOCBEHHbIE NPU3HAaKWN MUK-
pOadEeHOMbI, BbISIBIIEHHbIE METO4aMU TOMUYECKON
ANarHoCTukn, — nauueHTke Obin copmynmMpoBaH
OKOHYaTenbHbI anarHos: «MwukpoageHoma runo-
dmsa (kopTukoTponuHoma). bBonesHb WueHko-Ky-
WKWHra, uuknuyeckas dopma. [MnepuHCynnHU3M.
BTtopuyHaa ameHopes, ranaktoped. He wuckniodeH
CTepouaHbIN ocTeonopo3y». bonbHasi Gbia Hanpae-
neHa Ha fpanbHenwee obcnefoBaHWe W fevyeHue
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Tabauya 1

FopmoHanbHbIe uccneaoBaHUs KpoBu 6onbHOM A.

Foabl uccnegoBaHum
MokasaTtenb 2013 2014 Hopma
Kopruson kposi, wian 303 | 174 | 226" | - | 247 | 1-220
—yT1po (8.00)
- - 11,42 - 20,0 1,5-16,6
— Beyep (23.00)
KopTunaon cyTo4YHOn Moun, MKI/An - 348" - - 85,67 4,3-176
AOpPEHOKOPTUKOTPOMHbIN FOPMOH, Mr/mn - - 65,8 68 56,0 <46,0
JTioTenHnsmpytowmin ropmoH, MMEa/mn 2,29 1,02 0,52 — 0,57 0,5-15,0
donnukynocTUMynmpyoLmuin ropMmoH, MMEa/mn 5,85 3,59 2,13 — - 1-9,2
OcTpaawnon, nr/mn 32,0 - 14,0 - 32,0 5-200,0
TecToCcTepoH obLwmiA, HI/Mn 1,47 1,73 1,20 — 2,1 0,4-1,4
HerngpoannangpoctepoHa cynbdat, MKr/an - 412 337,0 - 902,9 200-400
WHeynuH, ME/mMn
— GaszarnbHblIl 11,6 17,3 - 10 54,7 6-27,0
— yepes 2 Y4 nocne Harpysku rioKo3on 251,0 - - — - 2,0-28,4
TupeoTponHbI ropMoH, MME/Mn 1,18 1,37 1,15 - 2,24 0,4-4,9
CBOGOOHBIV TUPOKCWH, HI/An 0,92 - 0,88 - 0,88 0,7-1,7
MponakTtuH, MME/mMn - 240,1 253,3 - 371 65-690
MpumeyaHue: ' — NUKM NOBbLILLEHMS YPOBHS KOPTM30Ma, 2— HOpMaribHble 3Ha4YeHUs1 KopTM3ona.
Tabauua 2

N3meHeHMne PyHKLMOHANbHOW aKTUBHOCTN OCU «rMNodn3 — HaaNnoYeYHUKN»
B paHHeM nocrieonepauyuoHHOM nepuoae y naumeHTku A.

MokasaTenb Yacbl 3a60- CyTKku nocne onepauuu PecdrepeHTHbIN

(nna3ma KpoBwM) pa kpoBm 1-e 3-n 8-e 9-e MHTEepBan
AOpPEHOKOPTUKOTPOMHbIA FOPMOH, 8.00 15,0 6.57 412 3,00 7.0-66.0
mr/mn
AOpPEHOKOPTUKOTPOMHbIA FOPMOH, 93.00 7.25 167 10 0,0-30.0
nr/mn
KopTtuson, HMonb/n 8.00 51,53 19,6 23,98 56,18 123,0-626,0
KopTtuson, HMonb/n 23.00 142,6 326,4 790,6 46,0-270,0

B Poccuickun SHOOKPUHONOIMMYECKUN HayYHbIN
ueHTp (r. Mocksa), rage B 2015 r. 6bIn nogTBEPXK-
OEH TMNepkopTULM3M LieHTpanbHOro reHesa (kop-
TukoTponuHoma). Ha MPT B npaBow 4yactm age-
Hornodusa BbiSIBIeHa MWKpoageHoma runodusa
pasmepamun 3,5x4,0 mm. Mo AaHHbIM ynbTpasBy-
koBoro uccrnegosaHus (Y3W) HagnoyeyHukoB na-
TONormyeckne wuamMeHeHuss otcyTcTBoBanu. [lpwm
OEHCUTOMETPMM OTMEYarnochb CHUXEHNE MUHeparb-
HOW MIIOTHOCTM KOCTHOW TKaHW B 06racTy NOSICHUY-
HbIX MO3BOHKOB, COOTBETCTBYHLLEE OCTEOMOPO3Y
(Z-kputepnin: -3,0 SD).

16 deBpana 2015 r. 6onbHOW BbINOMHEHA
TpaHCHasanbHas TpaHcdeHonganbHas ageHoOMIK-
TOMWS: yganeHa onyxonb Kpemoro LBeTa, kotTopas
pacnonaranacb Ha AHe 1 B NpaBov NOMOBMHE age-
Hormnodusa, obwuin o6vem 1,5 mn. bbin ncceyeH
y4yacToK runepnnasnpoBaHHbIX KOPTUKOTPOGOB
B LEHTpanbHO-NpaBoi MOMOBUHE TypeuKkoro cef-

na. PaHHMI nocneonepauuoHHbIA Nepuog npoTe-
kan 6e3 ocnoxHeHuin. NlabopaToOpHO-KNNHUYECKME
NPU3HaKn BTOPUYHON HaAAMNOYEYHUKOBOW HepocTa-
TOYHOCTM BbIAIBMNEHbI HA 1-e CYyTKM nocre onepaunm
(tabn. 2). lNpoBoaunacb 3aMecTuUTeNbHas Tepa-
nus NO UHAMBUAYAINbHOW CXEME C YY4EeTOM KIWHWU-
KO-nabopaTopHbIX NPOSABMEHUA HEAOCTAaTOYHOCTM
HaZNOYeYHUKOB: cony-kopTed BHYTPUMBbILLEYHO,
B TeyeHune 7 AgHen. B 1-e cyTkm nocne onepauum
(17.02.2015 r.) npuHumana kopted 20 Mr yTpom,
10 mr B 0obeq B TedeHue 7 gHen, 3atem 20 mr yT-
pom, 20 mr B obea, 10 mr Bevepom. Npu BbINucke
ObINI0 pEKOMEHA0BAHO NPOAOIMKUTL NPUEM TTHOKO-
KopTukomngos. MNauuneHTka Obina obyyeHa npu pas-
BUTMM CUMNTOMOB HaAMNOYEYHUKOBOW HEJOCTaTOu-
HOCTU, a TakKxKe Mpu NPOCTYAHbIX 3aboneBaHusX,
COMPOBOXOAKLWMNXCHA BbICOKOW TemnepaTypou, B
CTPECCOBLIX CUTyauusix yBenuvyuBaTb [03Y KOp-
Tecba B 2 pasa, Npy ManbiXx ONepaTMBHbIX BMeE-



lwaTenbcTBax OOHOKPATHO BBOAUTbL coOny-kopTed
50 Mr BHYTPUMBILLEYHO.

B paHHeM nocneonepauMoHHOM nepuoae y na-
LUMEHTKN pas3BuIicsl HecaxapHbin guabet. bbin Ha-
3Ha4YeH MUHMPKH No 0,1 Mr yTpom unm Be4epom noa
KOHTpONeM CYTOYHOro Auypesa. PekomeHOoBaHO
npuHUMaThb 33omenpason, 40 Mr yTpoM B TeueHue
Mecsdua, kanbuusa kapboHaT 500 mr, xonekanbum-
depon, 400 ME, anbdakanbumgon 0,5 MKr B CyTKu.
Mpw BbINMcke GbINO pEKOMEHAOBAHO NCMNONbL30BATh
crnpen B HOC akBanop 6 pas B geHb 14 gHen, exe-
OHEBHbIV TyaneT NosloCcTU Hoca C UCMOSTb30BaHUEM
nepcukoBoro macna. Ons npodunakTnkn Hasanb-
HOW nukBopewn B TeyeHue 3—4 mecsueB oOrpaHu-
YyeHne (PU3MYECKMX Harpysok M Opyrux cuTyauun,
CMOCOOBCTBYIOLNX MOBBLILEHNIO BHYTPUYEPENHOro
pasnenHus. KoHtponb B gnHamuke: MPT ronosHoro
Mo3ra Yepes 6 MecsiLeB.

OcobeHHOCTbI0 NPeacTaBNEeHHOro KMMHUYEeCKOro
cnyyas siBAsi0TCA ManoCMMNTOMHOCTb KITMHNYECKNX
nposisneHnn BUK (oTcyTcTBMe 3agepxku pocTa, aTt-
poduUn MbILL, HETUNUYHBIE CTPUN) U LINKITNYHOCTb
nabopaTtopHbIX NoKasaTenen (nepmogmyeckasi Hop-
Manu3auus NpoayKLMn KopTM3orna U ero CyTo4YHoro
putma). Mictopusa naumeHTku A. noaTBepXaaeT, Yto
OCHOBOMOMNarawLlWnuMmM B COBPEMEHHOW ANArHOCTU-
ke BUK aBnsawTca He KNUHUYEeCcKMe CUMNTOMbI, a
[oKasaTenbCTBO OPraHNM4ecKoro rmnepkopTMumMama
(yBENMMYEHME CYTOYHOW MpPOAYKUMM CBOOOAHOro

KOpTu30sia M OTCYTCTBME €ro nogaeBneHus B Npo-
0e c 1 Mr gekcameTasoHa). [JanbHenLwmnin NporHo3
3aBWCUT OT perpecca MocrneonepaLmoHHOro Heca-
XapHoro guaberta u BTOPUYHOIO rMNokopTULM3Ma,
a Takke OT BEepOsITHOCTM peuunausa 3abonesaHus,
BEPOATHOCTb KOTOPOro MOCIe HENPOXMUPYPrn4eCcKo-
ro neyeHna unknmyeckon bUK Boliwe No cpaBHEHNIO
¢ knaccuyeckon gopmon BUK n coctaenset 75%
npotme 20% COOTBETCTBEHHO.
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