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Pesiome

BbonesHb KywwHra (BK) — 3TO HeMpoO3HAOKPUHHAA MaTosiorus, ob6yC/IOBAEHHAs XPOHU-
yeckol rMnepnpoayKumnen afpeHOKOPTUKOTPOMHOIO rOPMOHA OMyxosbio runodusa u
rMIOKOKOPTUKOUAHbBIX TOPMOHOB KOPOW HafnouyeyHnKoB. bonesHb KylivHra aBnaetca op-
baHHbIM MyNbTUCUCTEMHBIM 3ab0nieBaHMeM ¢ YyactoTon 0,89-1 cnyuaii Ha 1 MJIH AeTCKOro
HaceneHua B rofl. KnuHrnyeckasa kapTrHa 6onesnn KywnHra y feteil MMeeT BblpaXKeHHble
BO3PAaCTHble OT/IMUYKMA: OCHOBHbIE NMPU3HAKYM BK/IOYAIOT ObICTPY0 NprbaBKy Macchbl Tena,
3a/lepKKy pOCTa M MOMOBOro pas3BuTus. [JMarHocTMKa 3aboneBaHus 3aTpygHeHa u3-3a
HU3KOW PacnpOCTPaHEHHOCTM U NOCTEMEHHOrO Pa3BUTUA CMMNTOMOB, YTO yBeNMUYMBaAET
Bpemsa OO NOCTaHOBKM AuarHo3a. PaccmoTpeH KnuHuyeckun cnydanm 15-netHero manb-
UmMKa C Nporpeccupylowmnm ysennyeHmem maccol tena Ha 30 Kr 3a 1,5 roga, nsmeHeHnem
BHELLHErO BYAa, apTepuanbHol runepTeH3ment. [lnarHoctika noaTBepxaeHa nabopatop-
HbIMW TECTaMV 1 MarHUTHO-PEe30HAHCHOW Tomorpaduein runodusa.

KnioueBble cnoBa: 6one3Hb KylwnHra, oetn, AUarHoCTKa, rnepKopTULM3M, KnrHnYe-
CKMe CUMMTOMbI
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Abstract

Cushing’s disease is a neuroendocrine pathology due to the chronic hyperproduction of
adrenocorticotropic hormone by a pituitary tumor and glucocorticoid hormones by the
adrenal cortex. Cushing’s disease is an orphan multisystem disease with an incidence of
0.89-1 per 1 million children per year. The clinical presentation of Cushing’s disease in
children has obvious age-related differences: the main signs include rapid weight gain,
growth retardation, and delayed puberty. Cushing’s disease diagnosis is challenging and
leading to delays due to its low incidence and the gradual onset of symptoms. The clinical
case report describes a 15-year-old boy who experienced a progressive weight gain of
30 kg per 1.5 years, changes in appearance, and arterial hypertension. The diagnosis was
confirmed by laboratory tests and magnetic resonance imaging of the pituitary gland.
Keywords: Cushing’s disease, children, diagnostics, hypercortisolism, clinical sings

B BBEAEHWUE

BbonesHb KywuHra (BK) — 370 HeMpO3IHAOKPUHHAA MATONOrMsA, 0GYyC/IOBNEHHas XPO-
HUYECKON rmnepnpoayKuren agpeHoKOPTUKOTPonHoro ropmoHa (AKTI) onyxonbto ru-
noduza u rMOKOKOPTUKOUIHbIX TOPMOHOB KOPOW HaAMmo4YeuyHKoB. AjeHoma runodusa,
npopyumpytowas AKTI, anaetca npnumHon 75-80% criyyaeB 3HAOreHHOro CMHAPOMa
KywwuHra (CK) y geteii [1] 1 yalle BCTpeyaeTcs y ManburkoB (63% Bcex cyvaes) ¢ febto-
ToM cTapue 5 net [2, 3]. 3a6oneBaemocTb bK y petein Hu3Kas (0,89-1 Ha 1 MNH geTcKko-
ro HaceneHua B rog) [4] n coctaBnAeT okono 5% OT SHZOreHHOro runepkopTuumnama (MK)

320 "Pediatrics Eastern Europe’, 2025, Volume 13, Number 2



KnuHnueckuii cnyyvam .
Case Report

y B3pocsibixX [5]. KnHUYeckne cumntombl 3ab60ieBaHNA B ETCKOM BO3pacTe OT/MYaloT-
€S MO YacToTe BCTPEYAEMOCTU 1 CTEMEHUN BbIPAXKEHHOCTW. DTO onpeaenaeT 0CO6eHHOCTM
AMarHocTukn bK y geteit 1 Heo6xoaMMOCTb 06sA3aTeNIbHOro 06Ce0BaHMA NPU coyeTa-
HVM NPOrPeCCUPYIOLLEro YBeMYeHNA Macchl Tena 1 3aiePXKKu pocTa.

B KITVMHWUYECKUI CITYYAN

Beuay pepkow BcTpevaemocTn BK B neguatpuyeckor npakTuke NnpyvBOAUM COOCTBEH-
Hoe HabntofeHNe C Lienbio BblAeneHnA XapaKTepPHbIX 0COOEHHOCTEN KNMHNYECKON KapTu-
Hbl AKTT-3aBrcMMoro sHporeHHoro MKy pebeHka u onpefeneHmns TakTUKN 06cneoBaHMA.

MNauwnent ., 15 net, HanpaeneH B neguatpunyeckoe otgeneHre N2 3 (SHAOKPUHOMO-
rnyeckoe) 2-n IAKB r. MnHcKa ¢ »kanobamm yckopeHHyto npubaBkKy Maccbl Tena (okono
30 kr/1,5 ropa), I3MeHeHne BHeLUHero Buaa, «<yHoobpa3Hoe NnLo», SN130bl NOBbILLe-
HnA apTepunanbHoro aasneHna (Afl) oo 140/80, ann3ognyeckn XnMaKnn cTyn.

Mo paHHbIM NUTepaTypbl, Hanbonee PacnpPOCTPAHEHHbIM «KNACCUYECKUMY» KINHU-
yecknm cumntoMom BK y pneTen aBnAaeTcA M3meHeHue BHellHero Buga v ¢bopmbl nuua
(B 63-100% cnyyaeB), KOTOpOe onpefenaeTca Npu nsyyeHun dotorpaduii pasHbix nepu-
Of0B XM3HWU pebeHKa [1, 6, 7]. MNepepacnpeneneHne *XMPOoBON TKaHN B BUCOUHbIX AMKax
U Wwekax («iyHoobpasHoe NnLIo») HepeaKo Bbi3biBaeT HECMOKOMCTBO CO CTOPOHbI NaLueH-
TOB 1 poguTenein, Ho Npu MaHndecTaumm 3aboneBaHNsA MOXET ObITb HEOCTAaTOUYHO Bblpa-
YKEHHbIM 1 YaCTO He pacLEeHVBAETCA BPAYOM OOLLEN NPAKTUKM UK NeAMaTPOM Kak naTo-
nornyeckoe, NPUBOAA K YBENYEHNIO MPOAOIMKNTENBHOCTN MeXIY NOABeHNEM NepBbIX
CUMMNTOMOB W1 MOCTAaHOBKOWM AmarHo3a ot 2,5 (0,3-6,6) [1] no 3 (0,25-7) net [8].

AHaMHe3 XM3HW: MaNibyuK OT 1-i HOPMasibHO NpoTeKaBLUe 6epeMeHHOCTH, 1-X CpoY-
HbIX pofoB C maccon 3560 r, pocTom 54 cm. PaHHMI NOCTHaTaNbHbIA Nepuog NpoTekan
6e3 ocobeHHOCTel. PebeHOK nepeHec BETPAHYI OCMy, OCTPYIO0 MHEBMOHWIO, KOBUAHYIO 1
B3B-mHbeKUMio, ocTpble pecnvpaTopHble 3abosieBaHNs, B 9 NeT NpoBefeHO onepaTuBHOe
neyeHve No NOBOAY BapuKoLene cfeBa, B 14 net 10 mecALeB — rpbikeceyeHre nynovyHom
rpbikn. Habnioganca no noBoay XpoHMYeCcKoro ToH3mnnuTa. MNpu ocmoTtpe negmatpa B
15 net pebeHKy yCTaHOBMNEH AMarHo3 apTepuanbHOW rnnepTeH3nm (NpeanonoXnTeNbHO
SHAOKPUHHOIO reHe3a), MHOXeCTBEHHbIX MUTMEHTHbIX HEBYCOB, TPEMOPA PYK HEYTOUHEH-
HoOro reHesa. [auneHT He Men HacNe[CTBEHHOWM OTAMOWEHHOCTI MO SHAOKPMHOMATHAM.
LieneBon mexxpogutenbckui poct coctaBun 184,7+12,0 cm (+1,12 SDS).

AHamHe3 3aboneBaHuA: y Manbumka ¢ 12,5-neTHero Bo3pacta oTMeYeHbl Nporpeccu-
pytoLian npubaska Maccbl Tefla Co CKOpoCTbio 1-2 Kr B MmecAL, (okono 20 Kr B rofl) Npwu oT-
CYTCTBUWN U3MEHEHNIN KONIMYECTBa, KayeCTBa M KanopuUnHOCTY NPUHNUMAEMON NLLK, [PO-
XaHue KucTen pyk. B 14 net 4 mecaua pebeHok 6bin 06cnefoBaH amOynaTopHo Mo MecTy
Xutenbctea u B ['Y «Pecnyb6nvKaHCKWI LEHTP MegMLUHCKON peabunuTaumm n 6anbHeone-
yeHwus». MNMpun obpalleHnn poct coctaBmn 176 cm (+1,34 SDS), macca Tena 65 Kr (+0,97 SDS),
nHaekcmaccbliTena (MMT) 21,0 kr/m? (+0,64 SDS). PocT, macca tena, UMT naumeHTa oLeHeHbl
C MCMONb30BaHNEM KpUTeprA CTaHAAPTHOIO OTKNOHEHUA OT CpefHero 3HauyeHuA anA BO3-
pacTau nona (standard deviation score, SDS) cornacHo ctaHgapTam BcemmpHo opraHm3sa-
unn 3gpasooxpaHeHua (BO3) [9]. Onpenenena IV ctagua nybeptaTa no TaHHepy. [inarHo-
CTMPOBaH M30ObITOK »KMPOBOW Macchl (BMonmnefaHCHbIM METOIOM), BbIiIBNEHbI YBennye-
Hue ypoBHe reMornobrHa 1 remaTokpuTa, rmnepuHcynmHemus (nHcynmH 27,8 MkME/gn,
pedbepeHcHble 3HayeHuAa 2,7-10,4), NOBbIWEHHbI WHAEKC WHCYIMHOPE3UCTEHTHOCTU
HOMA (6,5 npu pedepeHCHbIX 3HaYeHUAX [0 2,7) N HOpMasbHble MOKa3aTenn roKo3bl
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KPOBU U MKMpoBaHHoro remornobuHa (HbA1c) (5,2 mmonb/n n 5,6% COOTBETCTBEHHO).
YpoBHU TpeoTponHoro ropmoHa (TTI) n cBoboaHOro TMpoKcuHa (T4CB.) UMeNn HU3KO
HOpMarsnbHble 3HaYeHUA. DHOOKPUHONOIOM Obinn AaHbl peKoMeHAauuy no MUTaHKIo 1
NUTbEBOMY PeXMNMY, Ha3HaUYeH OCMOTP Yepes 6 MecALeB.

B npepfcTtaBneHHom cnyyae obpalliaeT BHMMaHME HECOOTBETCTBME BbIPaXeHHOMN M-
NePUHCYNTMHEMUN W MOBbILEHHOro NHAEKCa NMHCYNIMHOPE3NCTEHTHOCTH Ha GOHe OTCyT-
cTBUA 136bITKa Macchl Tena. Mpu BK runepkopTuumn3am cnocobCTBYeT rmnepramkeMmmn 1
CHWXKaeT TONepPaHTHOCTb K yrneBodam 3a CYeT YBeNMYeHWA NPOAYKUMY TIOKO3bl neyve-
HbIO 1 CHUXKEHWA YCBOEHNWA 1 MCMOJIb30BaHWA MI0KO3bl Nepudepuryecknmy TkaHamm [10].
BeTa-kneTkn nomxenygouHow »enesbl 06nafaloT rMIOKOKOPTUKOVAHBIMY peLentopamu,
KOTOpble BbI3bIBalOT AUCHYHKLMIO 6eTa-KNETOK M CHUMAIOT YYBCTBUTENBHOCTb K MHCYNIVHY
[11]. V36bITOK FMIOKOKOPTUKOMAOB NPUBOAMUT K COCTOAHMIO PE3NCTEHTHOCTU K MHCYJIVHY,
KOTOpOE B COYETaHUN C HapyLLIEHVEM CeKpeLIMM MHCYIMHA MOXET NPUBOAUTb K MaHUde-
cTauum caxapHoro agunabeta [12].

XpoHuuecknii [K Bbi3biBaeT yMeHbLLEHVe CKOPOCTY POCTa Ha GoHe NpoaosmKatoLLenca
natosiormyeckor nprnbaskmM Maccobl Tena. HM3kopocnocTb guarHoctupyetca 42-56% cny-
yaes [2, 5], Npy 3TOM CKOPOCTb POCTa pPe3Ko CHUKeHa [1, 6, 7, 13]. KOCTHbI BO3pacT YacTo
OTCTaeT OT XPOHOMIOrMYECKOro Ha MOMEHT NOCTaHOBKM AnarHo3a [14]. XapaKkTepHblii aH-
TponomeTpuyeckuin deHomeH npu bK'y geten — 310 HecooTBeTcTBME Mexay SDS pocTa u
SDS UIMT [6, 13], KOTOpOe OTCYTCTBYET y NaLUEHTOB C alIMMEHTapPHbIM OXMpPEeHNeM, Npu
JaHHol natonoruy SDS pocTa 06bI4HO Bbiwe cpegHero [15].

B TeueHne nocnepytolero nonyroga nauneHT [l. npubasun gononHuTenbHo 15 Kr mac-
Cbl, NOABWUINCH »Kanobbl Ha YTOMAAEMOCTb, HapyLUEeHMe CHa, NOBbILLEHWE CUCTONINYECKOTrO
ALl no 150 Mm pT. CT.

Mpn ambynatopHom obpalyeHnmn B Bo3pacTe 14 neT 9 mecAueB pocT pebeHKa 176 cm
(+0,98 SDS), macca Tena 80 kr (+1,83 SDS), UMT 25,8 kr/m? (+1,8 SDS). CkopocTb pocTa co-
cTtaBuna 0 cm 3a 6 mecaLeB. [pu KNMHNYECKOM OCMOTpe 1 aHanu3e doTorpaduin pedeHka
3a npeglwecTByiolme 4 roga *n3HM yCTaHOBNEHO NepepacnpeaeneHne >KMPoBON TKaHN
no abJoMUHaNbHOMY TUMY, ee OTJIOXKEHME Ha rpyan 1 XnBoTe, opMMPOBaHME XKUPOBbIX
nogyLwek B obnactu VIl wenHoro no3BoHKa, «<yHoo6pa3Horo nuLay, NoABAEHME PO30BbIX
CTpWIA Ha BHYTpPeHHel nosepxHocTn begep u arogmuax. ALl 135/80 mm pT. cT. Cragua ny-
6epTata 4 no TaHHepy (OTCYTCTBUE NPOrpeccum NoNoBOro Pas3BuTUA 3a 6 MecALes nocne
npepblayLiero ocmoTpa). NpeaBapuTenbHbIA KNMHUYECKUI fMarHo3: n36bIToK Macchl Tena
(UMT 25,8 Kr/m?, nporpeccus), 0CNOXHEeHHbIN. IHCynuHope3ncTeHTHOCTb. MMnepkopTu-
LUU3M, NPEeAnonoXUTENIbHO LIEHTPaIbHOrO reHesa. KOHCTUTYLMOHaNbHaA BblCOKOPOC-
noctb. ApTepuanbHasa rmnepTeH3na SHAOKPUHHOrO reHesa? PebeHok Obin obcnenoBaH
COMNAacHO KANHNYECKOMY MPOTOKONY ANArHOCTUKN W IeYeHNA NaLMeHTOB C SHOOKPUHO-
nornyeckrMmn 3aboneBaHUAMU (geTcKoe HaceneHue) (noctaHosneHve MwuHKCTepcTBa
3apaBooxpaHeHusa Pecnybnuku benapycb N2 90 ot 23.08.2019).

JNlabopaTtopHyto anarHocTKy BK moxHo pasgenutb Ha 3 3Tana. MepBbiM 3Tanom npo-
BOAAT noaTeepxaeHune MK cnegyowymm metogaMmu: UCCrefoBaHme CYyTOYHOM SKCKpeLnn
cBO6OJHOrO KOPTU30/1a C MOYOW; onpefeneHmne KOHLEHTpau CBO60AHOro KopTM3ona B
obpa3sLie ctoHbl, cobpaHHON NauneHToM B 23:00; nccnefoBaHve LMPKagHOCTA NPOAYyK-
uumn KopTtusona (ypoBeHb KopTu3ona B Kposu B 8:00 1 23:00). B Hopme yTpeHHWIA NOKa3a-
Tesb KopTu3ona 6onee yeM Ha 50% Bblle BeYEpPHEro.
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Mpwn npoBegeHMn Manol MNpobbl C AekcaMeTasoHOM (HOYHOW AeKCameTa3OHOBbIN
TecT) onpefenaAlT YPOBeHb KOPTN30Ma B CbIBOPOTKe Kposu B 8:00 yTpa nocne npvema
1 Mr npenapata B 23:00, B HOpMe ero nokasaresib He npesbiwaeT 50 HMonb/n (B oTBET
Ha BBeeHMe 3K30reHHbIX MMKOKOPTUKOMOB MO NPUHLUMMY oTpuLaTenibHoM o6paTHOM
CBA3M NpoucxoguT nogasneHmne cekpeunm AKTI 1 KopTrnsona). B cBA3m C BbICOKOW Bapua-
6enbHOCTbI0 GU3NONOrMYecKor CeKpeLn KoPTN30sa PeKOMeHYeTCA UCMONb30BaThb Kak
MWUHMUMYM [iBa TecTa nepsoro 3tana [3, 16].

[opMOHasnbHble UCCefoBaHMA BbINOHEHbI METOAaMU UMMYHObEPMEHTHOrO aHanu-
3a U pagnoMMMYHHOro aHanm3a (aBTomatmyeckan cuctema COBAS 6000 n STRATEG 300
COOTBETCTBEHHO). YPOBHU rOPMOHOB (HaTOLLaK) nauueHTa npeacTasneHbl B Tabn. 1. Mpn
nabopaTopHOM MUCCNefoBaHUN BbIABEHbI HOPMasibHble KOHLEHTpauuyM KopTu3ona B
YTPEHHMe Yacbl, OQHAKO OTMEeYEHbI HapyLUEHNA LMPKAAHOro pUTMa ero cekpeuum (aBy-
KpaTHO) — MOBbILLEHNE KOHLIEHTPaL MU KopTu3osa B Npobax CitoHbl, cObpaHHbIx B 23:00
C BPEMeHHbIM UHTEpBanom B 2 Hefenu. YCTaHOBNEHO YBeNMyYeHne YpoBHA cBOOGOAHOroO
KOPTM30Ma B CyTOYHOW MOoYe Npu TpexKpaTHOM cbope aHanm3a B TeueHvie Hegenu. Takum
o6pa3om, Mo pe3synbTaTam TPex TECTOB Y NauueHTa 6bin NoATBepKAEH SHAOreHHbIN K.

o paHHbIM nuTepaTypbl YCTaHOBMEHa MOMOXWUTENbHAA B3aMMOCBA3b MexAy cTe-
NeHb BblPaXeHHOCTW BUPUAN3ALUN N NOBbILIEHHbIMU 3HAYEHUAMMN CbIBOPOTOYHOrO

Ta6bnuua 1

lMokasaTenu ropmoHanbHOro cratyca nayneHTa [l. B Bospacre 14 net 9 mecaues
Table 1

Hormonal status sings of the patient D. in the age of 14 years and 9 months

lNMokasaTtenb Pesynbrar PedepeHcHble NHTepBanbl
TTI, MME/Mn 0,80 0,35-4,94

CB.T4, nmonb/n 114 9,0-19,1

Cs. T3, nmonb/n 4,69 3,93-7,70

NOP-1, Hr/mn 466,1 120,0-501,0

OMA-C, mkr/an ggg’? 24,4-247,0

MponakTtnH, MKE/N 9,5 3,4-194

TecToCTEPOH, HMONL/N 2,36 0,96-38,5

PeHuH, nr/mn 82,30 9,79-61,83

17-OMr, Hr/mn 1,36 0,42-2,26

MeTaHedbpuH, nr/mn 82,7 0-100

HopmeTtaHedpuH, nr/mn 81,8 0-216

AnbpocTepoH cnaa, nr/mn 311,76 13,37-233,55

WHcynuH, MkEa/pan 40,0 2,6-24

Bpems 3a6opa KpoBu YTpo Beuep YT1po Beuep
AKTT, nr/mn 2331 40,1 7,2-63,3 7,2-63,3
KopTunson B KpoBu, HMOSb/N :?i:g gig;; 171-536 64-327
KopTn3on B cnioHe, HMONb/n 12,5 <12

(cobpaH B 23:00), Hr/mn 12,5 !

CBOGOAHDI KOPTU30/ B CYTOUHOI MOYE, 3560

MKI/24 4 (TpexKpaTHO) ggg; 1,5-63
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aHAPOCTeHAMOHA, AervapoanuaHapocTeHanoHa cynbdata (AM9A-C), TecTtocTepoHa 1
CHUXKEHHbIM YPOBHEM CeKC-CBA3bIBatoLLero rnobynuna [17]. TnpcyTnusm, akHe 1 cTpum Ya-
CTO AMarHoCTUpYIoT, 0CO6eHHO Yy AeTel cTapLiero Bo3pacTa. B gonybepratHom nepuoge
y feTelt n3bbITOK KOPTU30Ma NoJaBnAeT ceKpeLio roHaAOTPOMMHOB 1 CNoco6CTBYeT 3a-
LleP>KKe NooBoro co3peBaHus. B Hawem HabnogeHUn onpefeneHbl NOBbILLEHHOE COaep-
aHue OM9A-C 1 HM3KO HOpMarbHas KOHLEHTPaLUNs TeCTOCTEPOHA CbIBOPOTKM (Tabn. 1).
BTopbiM 3TanoM AMarHOCTUKWM ABRAeTCA onpefeneHne npuuvHel K nocpeactsom
onpepeneHnsa KoHUeHTpaumim koptnsona n AKTI B cyTouHom puTtme. Ecnm ypoBeHb yTpeH-
Hero ypoBHA AKTI Huxke 5 nr/mn Ha poHe BbICOKOro YPOBHA KOPTM30Ma, ANarHOCTUPYIOT
AKTIl-He3aBucUMbIA cuHApoM KylumHra. Mpu oTcyTCcTBUM nofasneHms BbipaboTkm AKTI
no NPUHUMNY oTpuuaTtenbHOM 0bpaTHONM CBA3MN (HOPMasbHble UM MOBbILLEHHbIE MOKa-
3aTenu 3Toro ropmoHa) Bepuduumpytot AKTI-3aBucumblii K [3, 15]. B npeactaBneHHOM
KNMHMYeCKOM cnyJae y pebeHKa 0TMeUYeHO OJHOKPATHOE MOBbILLEHWE YPOBHA YTPEHHEro
AKTT KpoBu, UTO CBMAETENbCTBOBANO O Hanuunmn AKTI-3aBMCKMMOro rmnepKkopTuLmn3ma.
MeTofjoM pagMoOMMMYHHOrO aHanm3a y nayuenTa [l. 6binm guarHocTmpoBaHbl yMepeH-
HasA runepanbaoCTepPOHEMMA Y HOPMasibHble KOHLeHTpaummn 17-rmgpoKcunporecTepoHa,

a b

Puc. 1. MPT runoranamo-runo¢usapHoii o6nactu 6e3 KOHTPacTHOrO YCWIeHUA B caruTTanbHoii (a) n
KopoHanbHoli (b) nnockoctax nauyuvenTa [l. (ctpenkamm ykasaHbl o6nactu runo¢pusa HeogHOpPOAHOI
CTPYKTYpbI)

Fig. 1. Pituitary non-contrast MRI sagittal (a) in and coronal (b) planes of the patient D (pituitary areas
with non-homogenous structure indicated by arrows)
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peHuHa, MeTaHedpUHa, HopMeTaHedpuHa (Tabn. 1). BoiABNeHa rMneprHCyNMHeMUA HaTo-
LLaK, NOBbILLEHMEe NHAEKCa NHCYNnHope3suncTeHTHocT HOMA go 8,1 (<3,2) npn Hopmo-
rMMKeMnmn HaTowak (4,82 Mmonb/n) n HopmanbHom yposHe HbATc (5,45%). B 6Groxmmu-
YeCKOM aHanM3e KpPoBM He OTMEYEHO 3NEKTPOSINTHBIX HapyLeHnin (Kanuin 4,98 mmonb/n,
HaTpuin 144 mmonb/n), ycTaHOBNEHa runeptpurnnueprngemma (1,42 mmons/n).

MPT ronosHoro mo3ra 1 runodusa BbinonHeHa Ha annaparte Phillips Ingenia 1,5T (pe-
Xum T1; akcmanbHaa caruTTanbHas, KopoHanbHasa (GpoHTanbHaa) Npoekumn, ToMWUHa
cpe3oB 3 Mm; pexnum DWI, akcnanbHaa npoeKkumsa, TonwmuHa cpesos 5,5 mm). Mo pesynb-
Tatam MPT ronoBHoro mo3ra 6e3 KOHTpacTHOro ycunenus runodus naymeHTa [. umen
HOopManbHble pa3mepbl (15x10x8 mMm), HEOAHOPOAHOCTb CTPYKTYpbI (puc. 1). B npason
no6bHom fone obHapyXeHbl yUYaCTKN KOPTUKaNbHOW ANCNAa3un.

B cBA3M C nofo3peHneM Ha HaMune ropMOHaNIbHO akKTUBHOWM MUKPOALEeHOMbI M1mno-
¢du13a pekomeHOBaHO fo0b6CNefOBaHWE B NeanaTpryeckoM otgeneHnn N2 3 (SHpoKpu-
Honornyeckom) 2- MAKB r. MuHcKa. MNpu nocTynneHnn B ctalymMoHap B Bo3pacTte 15 net
cocToAHMe pebeHKa cpeaHel TaxecTu. PocT (176 cm, SDS pocTa +0,88), 0oTMeUeH 136bITOK
mMaccbl Tena (79 kr, +1,71 SDS, UMT 25,5 kr/m?, SDS UMT +1,7) c abaoMuHanbHbIM pacnpe-
LeneHnem NoLKOXKHO-KMPOBOW KneTyaTKu, «IyHOOOpasHbIM NNLIOM» (pUC. 2a), HanMumMem
CcnaboBblpa)keHHOr0 YEPHOro akaHTo3a B 06/1aCTV NOAMbIWEYHbIX BMAAVH, akHe Ha NnLe,
6nefHO-PO30BbIX CTPUIA B 06NacTV BHYTPEHHMX NoBepxHocTen 6eanep (puc. 2b-d) n Ha
arognLax.

ALl 120/75 mm pT. cT. (70/75-A nepueHTUNb ana Bo3pacta nona u pocta [AAP, 2017]),
nynbc 88 ya/MnH. YCTaHOBNEHO OnepexeHne KOCTHOro Bo3pacTta Ha 4 mecAua no cpas-
HEHVIO C XPOHOMOMMYECKUM BO3PacToOM pebeHKa. BbiABNeHO 3amefneHre TEMMNOB pocTa
3a nocnegHue 1,5 roga ¢ OCTaHOBKOW CKOPOCTM pOCTa B TeyeHue 9 mecauleB (CKOPOCTb
pocta 0 cm 3a 9 mec., puc. 3a). [Mpwu sTom onpegeneH npupocT MT HaumHasa ¢ 12-neTHero
BO3pacTa C pe3KkMM CKauKoM 3TOro noKasatens 3a nocsegHvie 9 mecaues (puc. 3b), uto
CBUAETENbCTBYET 06 NCKNIOUUTENBHO BbICTPOI CKOPOCTU NPKbaBKM Macchl Tefa. YCTaHoB-
NIEHO, YTO KOCTHbI BO3PACT onepekasn nacnopTHbIN BO3pacT NauMeHTa Ha 4 mecaua no
[aHHbIM PEHTreHOrpaMMbl TIEBOW KUCTM 1 Jly4e3anAaCcTHOro CycTaBa B MPAMON NpoeKLumm,
NPOrHo3MpyeMbli KOHeUHbIN pocT cocTasmn 180,5 cm.

Mo pesynbratam cyTouHOro moHutopuposaHua Al (CMA/[]) oTmeueHo Hanunuune gua-
CTONNYECKOWN apTepranbHOM MMNepTeEH3NN B AHEBHbIE Yacbl. YPOBHU CUCTONMYECKOIO 1
anactonmyeckoro A/l B AHeBHble Yacbl coctaBunn 132 n 84 mm pT. CT. (93-1 1 95-1 nepueH-
TUNW ANA BO3pacTa, pocTa U Nosla COOTBETCTBEHHO).

YpoBHM ropMoHOB (HaTowaK) y pebeHka [. B Bo3pacte 15 net npeactaBneHbl
B Tabn. 2. OnpepeneHbl yMepPeHHO MOBbIWEHHbIE YPOBHK HaTolWaK KopTu3ona u AKTI.
JunarHoctmpoBaHbl NPU3HaKM UHCYTMHOPE3NCTEHTHOCTM MO YPOBHAM WHCYNMHA W K-
Kemnn Hatowak (nHpekc HOMA 6,1, nHaekc Caro 0,12); runepmHCyIMHEMNA HaTOLLAK
(33,6 MKEL/mn); Hopmornnkemuna Hatowak (4,1 mmonb/n) n B TedyeHune gHa (8 12:00 - 4,0;
B 18:00 - 5,2; 8 22:00 — 4,9 mmonb/n).

YunTblBasA NoOBbilWeHHble yTpeHHne ypoBHU AKTI 1 KopTM3ona, HapyLlleHne UxX Lmp-
KafiHOro pMTMa CcekpeLuu, BbICOKMI ypoBeHb CBOOOLHOIO KOPTN30Ma B CYTOYHOWN MouYe,
BblpaeHHy NprbaBKy MaccCbl Tefa 1 0OCTaHOBKY B CKOPOCTU POCTa, OTCYTCTBUE Nporpec-
CUK NONOBOTO Pa3BUTKA, HaMUMe apTepuanbHON runepTeH3nmn y pebeHka, bbin ycTaHoB-
nen AKTI-3aBncumbi sHgoreHHbin K. [lanee npeactoano onpenenntb NCTOYHUK CeKpe-
umn AKTT.
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C d

Puc. 2. Oco6eHHOCTU peHOTUNA NaumeHTa [l. c 6onesHbio KylmHra: a - «1iyHoo6pa3Hoe Nuuo», akHe
Ha n6y; b - abgomnHanbHoe pacnpegeneHne NOAKOKHO-KMPOBOI KNeTYaTKu; € — 6neHO-po30Bble
nonepevyHoO Pacnono)KeHHble CTPMMN Ha BHYTPeHHell noBepxHocTh 6efep; d — cnaboBbipa)eHHas
runepnurMmeHTauusa NOAMbILLEYHbIX BNaguH

Fig. 2. Cushing’s disease phenotype features in patient D: a - "moon face', acnhe on forehead;

b - abdominal subcutaneous fat distribution; c - pale pink transverse striae on the inner things;

d - mild hyperpigmentation of the armpits

Tectol gnsa anddepeHumanbHom anarHocTukn AKTI-3aBUCUMbIX GOpM FrMnepKopTU-
umsma n AKTI-3KTONMPOBaHHOIO cMHAPOMa (MpK HeoOXOAMMOCTM TPETUIA 3Tar) OCHOBa-
Hbl Ha AONYLLEeHNN, YTO aleHoMa rMnodu3a NPoAosKaeT XOTA Obl YaCTUUYHO NOAUMHATLCA
perynatopHbiM MexaH1U3MaM, CBOMCTBEHHbIM 340POBO TKaHW runodusa. MNpu KopTuko-
TPOMMHOMe C 6onbLLel BepOATHOCTbIO Npoun3onaeT nogasneHune cekpeuun AKTI B oTBeT
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Puc. 3. ComaTtorpamma nayuenTa [l.: a - KpuBasA pocTa NayMeHTa C poXAeHnA No HacTosAllee BpemsA
(nepBas cTpenKa yka3sbiBaeT Hauyasno 3ame/IeHNA POCTa, ABE NoceAylole CTPeIKU YKasbiBaloT Ha
OTCYTCTBME pocTa B nocneaHue 9 mecaues); b - Kpusasa nHaekca maccobl Tena (MMT) ¢ poxpaeHns no
HacToslLee Bpems (NnepBas cTpenka 0603HayaeT Hayanio MeAJIeHHOro YBeNIMYyeHnA NpubaBKn Mmaccbl
Tena, BTopas leMOHCTPUpPYeT Havano ApamaTuyecku 6bictporo ysenuuenua UMT Ha 10 kr/m?

3a 9 mecsaues; SDS onpegeneH cornacHo Kputepusam BO3 [9])

Fig. 3. Somatogram of the patient D.: a - growth chart from infancy to present time (the first arrow
indicates the start of a growth retardation, while the last two arrows indicate no growth in the past
9 months); b - Body Mass Index (BMI) chart from infancy to current days; (the first arrow marks the
beginning of a slow rise in body weight, the second one shows the beginning of a dramatic rapid
increase in BMI by 10 kg/m? for 9 months; SDS defined according to WHO criteria [9])

Ta6bnuua 2

MokasaTenn ropmoHanbHOro cratyca nauyveHrTa [l. B Bospacre 15 ner

Table 2

Hormonal status sings of the patient D. in the age of 15 years
lNMokasaTtenb Pesynbrar PedepeHcHble NHTepBanbl
TTI, MKME/Mn 11 0,51-4,3
CB.T4, nmonb/n 14,6 12,6-21,0
NOP-1, Hr/mn 514,3 125,0-503,0
JIT, MME/Mmn 1,2 1,7-8,6
OCT, MME/mn 3,2 1,5-12,4
OMA-C, mkr/an 396,4 70,2-492,0
WHcynuH, MKME/mn 33,6 2,0-22,1
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Ta6bnuuya 3

Pe3synbTaTbl HOYHOrO leKCAMEeTa30HOBOrO TecTa

Table 3

Overnight dexamethasone test results
lMokasaTtenb AKTT, KpoBb, nr/mn Koptmson, KpoBb, Hmonb/n | AAN3A-C
BasanbHbii (yTpeHHWN) 64,1 729,9 396,4
Mo pesynbTaTtam HOUHOrO Aek- | YTpo Beuep Ytpo Beuep 3055
CamMeTa30HOBOro TecTa 39,9 724 837,2 728,7 !
PedepeHcHble 3HaueHMA 7,2-63,3 7,2-63,3 170-720 50-350 70,2-492

Ha BbICOKME [03bl MMIOKOKOPTUKOMAOB. DKTOMMUYEeCKasa onyxosb, cekpetmpytowana AKTT,
He obnagaeT TakKUmMM CBOMCTBAMU.

Y nauueHTa [l. npu npoBefeHUN HOYHOTO fleKCaMeTa30HOBOIO TeCTa BbIAABIEHO CHU-
eHue ypoBHs AKTI Ha 30% oTHocuTeNbHO 6a3anbHOro ypPoBHA ropmoHa. [loctToBepHoOro
noJaBneHNs YPOBHA KOPTM30/a He AnarHOCTMPOBaHO (Tabn. 3).

Mo pesynstratam MPT runotanamo-runodusapHoi obnactv npu AMHaAMUYECKOM KOH-
TPACTHOM YCWIEHUWN YCTAHOBJIEHO Hanuuve B afieHorunoduse cfieBa yyacTka CO CHU-
MEHHbIM HaKOMMIeHNeM KOHTPACTHOro BellecTBa (ragoBucTt 13 pacyeta 0,1 Mn Ha Kr mac-
Cbl Tena, unn 7,9 Mn) No CpaBHEHUIO C OCTasIbHON YacTblo afeHorunodrsa pasmepamu
4,5X4 MM B CaruTTasibHOM NAOCKOCTM (puC. 4).

KomnbloTtepHas Tomorpadus (KT) opraHoB 6ptoLLHOM NOTIOCTA U 3a0PHOLWNHHOMO NPo-
CTpaHCTBa NpoBefeHa Ha annapate Aquilion 64 of Toshiba. CornacHo gaHHbIM MccnegoBa-
HUA 06a HagNoYeyHVIKa MMeN HopMasbHble pa3mMepbl M aHaTOMUYECKOE CTPOEHNe, NaTo-
NOTNYECKMX BKITIOUYEHUI YUYaCTKOB pa3pacTaHna TKaHW, AOMONIHMUTENbHbIX 06pa3oBaHuii
He onpeaeneHo.

Puc. 4. MPT-ckaH runotanamo-runodusapHor o6nactv ¢ AUHaMNYeCKUM KOHTPACTHbIM yCuneHnem B
caruTTanbHol npoeKuyun (cTpenkoin 0603HauYeH y4acTOK CO CHUMKEHHbIM HaKOMNNIEHNEM KOHTPAaCTHOro
BellecTBa B NepefHeil fone runodpusa)

Fig. 4. Dynamic contrast-enhanced MRI scan of hypothalamic and pituitary areas in sagittal plane (area
with reduced contrast agent’s accumulation in the anterior pituitary gland indicated by arrow)
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MNMockonbKy B Tpex labopaTopHbIX TecTax 6bi1 noaTBepxAeH AnarHo3 AKTI-3aBmcrmoro
'K, a no pesynbratam MPT BbIsiBNEeH y4acTOK TKaHW rMnodusa co CHUKEHHbIM HaKoMneH!-
€M KOHTPaCTHOro BellecTBa, Hamu 6bin ycTaHOBMEH AnarHo3: 6onesHb KywnHra Ha doHe
KOPTMKOTPOMMH-CEKPETHpPYIOLLEeN MUKpoageHoMbl runodusa. MauymeHT 6bin HanpaBneH
Ha onepaTtmBHoe neyveHne B PHIL, HeBponorum n Hempoxmpypruu, rge NnposeAeHo yaane-
Hue onyxonu TpaHccheHoraanbHbIM SHLOCKOMUYECKUM METOLOM.

o paHHbIM NUTepaTypbl, XMPYPruyeckoe neyeHne ABAAETCA yCnewHbIM Npu 4OCTn-
eHun 6a3anbHOro YpoBHA KOPTU30Ma CbIBOPOTKM 3-5 MKr/an (83—138 Hmonb/n) u (nnwn)
cofepaHune KopTu3ona B CyTouHon moue meHee 10-20 mKr/gn (<28-56 HMonb/n) B Te-
YeHWe Hepenu nocsie NpoBeAeHNA onepaTMBHOro Bmewartenbctsa [18]. CornacHo ony-
6/1MKOBaHHbIM pe3yfbTaTam NocnefHuX nccnefoBaHui, y 70-89% npooneprpoBaHHbIX
TpaHccheHondanbHbIM SHAOCKONMNYECKMM METOAOM MaLUMEHTOB ANAarHOCTUPYIOT pemuc-
cuio BK [19, 20]. MNocne ycnewHoO NpoBeAeHHOro XUPYPrnyeckoro sieueHnsa pa3BmBaeTca
BTOPUWYHbIV TMMOKOPTULIM3M, KOTOPbIN YaCcTO MMeEeT TPaH3UTOPHbIN XapakTep u TpebyeT
rOpPMOHaJsIbHO-3aMeCTUTENIbHOWN Tepanumn B TeYeHne AJINTeNIbHOro BpeMeHn (MegraHa —
12,3;95% [ 12,2-13,4 mec.) [21]. Hanbonee yacTbiM OCIOXXHEHNEM OMEPaTBHOTO fleye-
HuA BK ABnaeTca HecaxapHbI Anabert, uto coctaBnaeT 5-8,3% cnyyaes [6, 7]. B 11-30%
cnyJaeB TpebyeTca neveHne bK BTopoii nHMKM (NOBTOPHOE XMpypruyeckoe BMeLlaTeslb-
CTBO, nyyeBad Tepanua u ap.) [6, 7]. B cBA3M ¢ 3Tm HGonbluoe 3HaueHne umeeT fasnbHen-
Lee ANHaMMUYeckoe HabnoaeHne 3a NaLueHToOM.

B 3AKJTIOMEHUE

KnuHuuyeckasa kaptuHa BK B geTckom Bo3pacTe MMeeT CyulecTBeHHble OTAMYuA OT
B3pocsibiX. OCHOBHbIMU KNMHUYECKUMU Npu3Hakamy AKTI-3aBUCMMOro runepKkopTrLm3-
Ma Yy fleTell ABNAeTCA bbicTpas 1 nporpeccrpytollas nprbaska macchl Tena (1,5-2 Kr B me-
CAL), KOTOpasA COMPOBOXAAeTCA 3afePXKKOI POCTa, NONOBOro Pa3BUTUA. TpyAHOCTY Ana-
FHOCTUKM BO3HMKAIOT BC/IACTBME HU3KOW pacnpocTpaHeHHOCTH 3aboneBaHmnsA B 4ETCKON
nonynAuumM, NOCTENEHHOTO Pa3BUTUA XapPaKTEPHbIX GEHOTUMMNYECKNX N3MEHEHWI U Bbl-
3bIBalOT YBeNIMYEeHNe NPOAOIKUTENIbHOCTN BPEMEHW OT NOABNEHUA NEPBbIX CUMMTOMOB
[0 BbICTaB/IeHNA AmMarHosa oT 2,5 ao 3 net. TpagnymoHHaa nabopaTtopHasa AnarHoCTMKa
LEennTca Ha 3 3Tana 1 BKIloYaeT noaTeepxaeHure sHgoreHHoro K, cteneHmn 3aBucumocT
rmnepcekpeunn koptrnsona ot ypoHA AKTI n nonck nctouHunka cekpeunmn AKTT. Kocser-
HbIMW Npu3Hakamuy K, KoTopble MOryT Nomoub B AmMarHocTuKe BK, ABnATca Hannune
CUHAPOMa rMnepaHapPOreHNn 1 UHCYTMHOPE3NCTEHTHOCTUN NPU OTCYTCTBUM BblpaXXeHHO-
ro oXKnpeHus y pebeHka.
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