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YACTOTA U TUOAOTNG PASANYHBIX DOPM
TMNEPKOPTULUU3MA B AETCKOM, MNOAPOCTKOBOM
N FOHOLLECKOM BO3PACTE NO AAHHbLIM
PETPOCNEKTUBHOIO AHAAU3A

Pe3iome. B naHHOV cTaTbe aBTOPbI MPUBOASIT AaHHbLIE INTEPAaTypbl 110 YACTOTE U CTPYKTYPE MPUYNH M-
nepkopTuunama y aeten n noapocTkoB. Ha ocHoBe aHann3a peTpoCrnekTUBHbLIX AaHHbIX KIuHuky 3a 10
JIET YCTAHOBJIEHO, YTO cpenm 60JIbHbIX C Pa3/INYHbIMKU dOPMaMu rMNepKopTULM3Ma B AaHHOM BO3pPacT-
HoM nepuoge rnpeobaananv naunmeHTbl ¢ 601e3Hbi0 NyeHko — KyLumHra, To eCTb ¢ MUKPOaAeHOMaMU ru-
nogusa, — 26 4en. (66,6 %) no cpaBHeHUo ¢ 60J1bHbIMU C CUHAPOMOM UueHko — KywmnHra — 4 (10,2 %) n
apyrumu gopmamu rurnepkopTULM3Ma: IOHOLLECKUM ANCINTYNTapu3amMomMm — 7 4en. (17,9 %), oxvpeHnem
C HapylieHvem putma cekpeunn AKTI /kopTtnzona — 1 (2,5 %) n 9TporeHHbIM runepkopTuyumdmom — 1

(2,5 %).

KrnoyeBble csioBa: CUHAPOM v 60se3Hb LieHKo — KyLumHra, runepkoptuumaM, noapoCcTKy, 0COBEHHOCTY TEHEHMUS].

BeepeHue

Bonesnp Muenko — Kymmnra (BUK) u apyrue dopMbl
TUTIEPKOPTULIM3MA B IETCKOM U MOAPOCTKOBOM MEPUO/IC Ha-
omonatorcst penko. [To manubiM MccnenoBarenbckoro oH-
Ja TomIepkKu OoMbHBIX cuHIpoMoM KyrmmmHra (Cushing’s
Support & Research Foundation, CSRE, www.CSREnet,
CILA, Maccauycetc), coznanHoro B 1995 1., yactora BcTpe-
4aeMOCTH 3a00JIeBaHMsI COCTABIISAET | MM 2 HOBBIX ClTydast Ha
1 000 000 HaceneHus exeroaHo. B nieom 10 % Beex cityvyaes
0osie3Hn — 310 cuHapom KyimHra y nereii. B netckom Bo3-
pacTe peub UIeT OOBIYHO O TUTIEePILIa3UuU KOPbI HATIOYeUHU -
KOB; OUEHb PEIKO BCTPEUAETCS OMYXOJb KOPbI HAAIOUEUHU -
KOB, KpaliHeil penko — 6a3zoduibHas ageHoma runodusa.

Takum obpazom, misi mpenyoepTaTHBIX AeTeil ¢ rumnep-
KOPTULIM3MOM TIPUUMHOI Yallle SIBJISIeTCs OIMyXO0Jb HaJIIMo-
YEeYHUKOB. bosiee MOJIOBUHBI CllydaeB OIMyXOJIW KOPbl HajI-
MOYEUYHUKOB BCTpevaeTcs y AeTeil B Bo3pacTe 10 3 JeT, a
85 % — y meteit muaie 7 JeT.

B Hacrosiiiee BpeMsi IpUUKMHOI 3TOr0O 3a00s1eBaHUS Y
JeTeil paHHero BO3pacTa CYMTAIOT MEePBUYHOE yBeJIUYeHUE
00beMa TKaHU B pe3yJibTaTe HOBOOOPa30BaHUS KJIETOK KOPbI
HaanmouyeyHMkoB. MTHOTAa 3a00/1€BatOT TOJBKO JETH B OIHOM
ceMbe. 3a00JieBaHME YaCTO COYETAETCS C MUKCOMaMU (10-
OpoKayeCcTBEHHas OIyXO0Jb) CEP/IIA WIN KOXHU, OMyXOJISIMU
sim4eK, Tunodu3a U MOJIOYHBIX XeJsie3. B Bo3pacTe crapiie
7 JIeT mepBoe MECTO IO 4YacToTe Cpeaud MPUYUH 3aHUMaeT
JIBYXCTOPOHHEE yBeJIMUEHNE HAATTOUEUHUKOB.

Knaccudukanus runepkopruumsma:

1. Bonesup Muenko — Kymunra (80—85 % ciydaes),
win AKTT-3aBucumeiit cunapom Kymmnara (AKTT-cekpe-

TUPYIOIIAsl OMyXOJb runodu3a), HabIoaaeTCsl TPpeuMyIIe-
CTBEHHO B TOCTITyOepTaTe, T.€. y MOAPOCTKOB Yallle, YeM y
JIETEN.

2. Cunapom Muenko — Kymmnra (15—20 % ciydaes),
umn AKTT-ne3aBucumbiit cunnpom KyiuHra, mpeo6a-
JaeT B MperybepraTe, TO €CTh valle y AeTeil, YeM y Moj-
poctkoB. Tak, alpeHajbHasi aleHOMa MOXKET BCTpedyaThCsl
npuMepHo B 40—50 % ciyvaeB, anpeHanbHass KaplimHOMa —
~ 40—50 %, mepBUYHas MUTMEHTHAs y3eJIKOBas OOJIe3Hb
HaJITOYEYHUKOB — PEIKO, MAaKPOY3€IKOBast TUTePILIa3us U
abeppaHTHBIE PELIeNITOPbl — TaKXKe PEIKO.

3. AKTT- wumu KopTUKOIMOepUH-3KTOIMMPOBAHHBIN
cunapom Mienko — KyinnHra Habmonaetcs B 1-2 % Bcex
CJIyyaB TUTIEPKOPTULIA3MA.

4. SItporennsrii cuHapom Miienko — KymmHra.

5. KOHomeckunit AMCIIUTYUTAPU3M.

B nutepatype onucaH HMKIMYeCKUit cuHapom KymmH-
ra, JUisi KOTOpPOTro XapakTepHo 3 MuKa U 2 crajaa ceKpeluu
Koptuzosa [11]. 3aboneBaHue BCTpeyaeTcsl pexe, YeM He-
HMKINYECKUid cuHapoMm KylmHra, U MOXeT Takxke Ha-
Ost0aThCsl B IETCKOM BO3pacTte. Y 3TUX OOJbHBIX MPOI0JI-
JKUTEIBHOCTh LIMKJIA TUIEPKOPTUIIM3MA MOXET ObITh Kak
MOCTOSIHHOM, TaK W BapbUpOBATh OT HECKOJbKUX IHEW 10
HECKOJIbKUX MecsiieB. Bcero B iMtepatype onvcaHo 65 mo-
IOOHBIX cirydyaeB [12].

Manudecramysi cuMnToMoB. [TepBbie TPU3HAKU MOTYT
TOSIBUTBCS YK€ B MEPUOJ HOBOPOXKIEHHOCTH, a B BO3pacTe
1o 1 roma Bctpevatorest y 40 % GombHBIX. Cpent G0TbHBIX
paHHEro BO3pacTa JeBouYeK B 3 pa3a OoJiblie, YeM Malbyuu-
KOB, U TPUUMHOU 320051€BaHUST OOBIYHO SBJISIIOTCS OIyXOJIN
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KOpPBI HAATIOYEUHNKOB — KaplIMHOMa, afieHoMa. Y MajleHb-
KUX JAeTeil 00JIe3Hb MPOSIBIISIETCST B OoJiee TsKenoit (hopme u
BbIpaXkeHa pe3ye, YeM Y B3POCIIbIX.

Crnenupuyeckune cumnromsl BUK y nereii. YmeHsiire-
HUE JIMHEWHOTO POCTa HapSILy C HAPACTAIOIINM OXUPEHUEM
[1]. PocT 3amemnisiercst B cujly psiia IpUUMH: U30BITOK IJIHO-
KOKOPTUKOUIOB Mofasisiet cekpetuto ['P (ropmoHa pocTta);
OXMpEHUE B CBOIO ouepellb TakxKe cHuKaeT cekpenuio ['P;
apdexT cnabieHus: Macchl omyxoiau I'P-cekperupyroimx
KJIETOK.

ABTOpPBI OTHO TTyOIMKALIMK YKa3bIBAIOT HA TO, YTO TIPU
obcenoBanuu neteit ¢ BUK mMu 011 00HApyKeH MO~
MopdusMm reHa peuenropa ['P, yTo npuBoawsio K aeneunu
WY peTeHLIMU exon 3. DTO MOoCayXUJI0 OCHOBOW /IS Mpei-
JlaraeMoii MU TUIOTe3bl 0 mojauMopdusme perentopa I'P,
YTO MOXKET CIYXKUTb MPUUMHON 3alepKKU pocTa y IeTeit ¢
BUK [3].

Oco0eHHOCTH TedyeHHs. Y [eTeil cTapliero Bo3pacTa
3a00JIeBaHME BCTPEYAETCS] C OAMHAKOBOW 4YacCTOTOU Kak y
MaJIbuMKOB, TaK U Yy AeBovyeK. OTMevaeTcsl MOBBIIICHHAS
BOCIPUUMYMBOCTD K MHGeKMsIM. [letu ¢ 6one3nbio UieH-
Ko — KylmHra o0b14HO oueHb ciaadbie. MHorma aTo 3a60-

JIeBaHUWE y NIeTeil coueTaeTcsl C BPOXICHHBIMU TTOPOKAMU
DPa3BUTHSI.

Kiunnyeckasi cMMNTOMATHKA Y /ieTell M MOAPOCTKOB.
Hawnbonee BaxkHsie n panHue cumrnrombl BUK y nereit —
9TO MPOrpeccupyloliee OXMpPEeHUe, CHIKEHUE CKOPOCTH
pocTa, TOBBIIICHUE apTepUabHOTO [ABJICHUS, a Takxke
MpeXIeBpEeMEHHbIN (HepeaKo) poCT BOJIOC B 00JacCTU Ha-
PYXXHBIX TTOJIOBBIX OpPTaHOB. [Ipyrve CUMIITOMBI BKJIFOUAIOT
JIyHOOOpa3HOE JIULI0, TOJIOBHBIE 00JIU, pa3IpaKuTeIbHOCTD,
HWCTOHYEHUE KOXMU, OarpsSiHUCThble M3MEHEHMS Ha KOXe,
HaMoOMMHAIOUIME CUHSIKU, YCTAJIOCTh, TMIECPIIIMKEMUIO U
WCTOHYEHUE PYK U HOT.

VY npereit momyGepTaTHOTO IepuoIa UMEET MECTO Ipe-
XKaeBpeMeHHoe 1ojioBoe pazsutue (I1I1P), B To Bpems Kak
npu Havyasie B K B moctmybepTaTHOM Ieproie — 3aaepkKa
rojioBoro passutus (3I1P).

B Tabn. 2 mpuBeneHbl KIMHWYECKUE TPU3HAKKA TUIIEP-
KOPTUIIM3MA y IETeii ¥ B3POCIIbIX B CDABHUTEILHOM aCIIeKTe.

XpoHUYeCKNii M30BITOK TIIOKOKOPTUKOMIIOB ITaryoHO
CKasbIBAaETCS M Ha IOJIOBOM Pa3BUTHM TMOIPOCTKOB. Kak
usBectHo, AKTI B mepByio ouepeab CTUMYJIUPYET CUHTE3
KOPTU30J1a, albJOCTEPOHA, aHAPOT€HOB B HA/IMOYEUHHUKAX.

Ta6nuuya 1. AuppepeHumnauns cyotmnos cuHgpoma KywmnHra

OCHOBHBbIE rpynmnbi

Cy6Tunbi

YactoTay aeteit u nogpoCTKOB

AKTI-3aBucumeiii (80—-85 %) (20 %)

CUHOPOM

AKTT -cekpeTupyoLwiasa onyxosb
runodpusa (BUK) (80 %)
AKTT -3KTOMMPOBAHHbLI CUHAPOM

KopTnkonmbepuH-aKToNMpOBaHHbI

Yawe BcTpeyaeTcs y N0ApOCTKOB,
B noctnybeprare
Y neTten BCTpevaeTcsa peako

Y neten BcTpevaeTcs peako

AKTI-He3aBucumeiii (15-20 %)

AnpeHanbHas ageHoma

AnpeHanbHas kapuuHoma
MepBMYHas NMrMeHTHas y3eskoBas
6051e3Hb HAANMOYEYHNKOB
Makpoy3aenkoBas runepnnasms

1 abeppaHTHbIE peLenTopsbl

Yalue BcTpeyaeTcs y neten,
B npenybepTtate (~ 40-50 %)
~40-50 %

BctpeuaeTtcsa peako

BcTpevaetca peako

Tabnuuya 2. KnuHunyeckue npu3HaKkv rurnepkopTULU3Ma y AeTei u B3pOC/ibiX B CPaBHUTE/IbHOM acreKkre

Koxa
HespKne

VICTOHYEHME KOXWM, TMPCYTU3M, KYLUIMHIOMOHOE OXMpeHue, akHe. CTpuii y oeten
B fonybepTtaTHOM Nepuoae HeT, OHM HabnaalTcs B NOAPOCTKOBOM NMEPUOAE,

Cepnequ-cocynMCTaﬂ
cucrtema

ApTepuarnbHas rmnepTeH3us

OnopHo-ABuUratesbHasa
cucrtema

JlyHoo6pa3Hoe Nnuo, MaTtpoHM3M, nneTopa, «ropd OyriBona», UCTOHYEHME KO-
HEYHOCTEN, NPOKCMMasbHas MblllieqHas cnabocTb, aTpodurs MbillL, 6e3 HEKPO3a,
6onb B 06nacty no3soHoYHMKa. OcTeonoposd. MepenomMbl NO3BOHOYHMKA. Y Ae-
Tel — 3aZepkka pocTa 1 CKeNeTHOro pasBuUTUS

Monosas chepa

Y XeHLLMH — BTOpUYHasi ameHopes, 6becnnoame, BUpunn3auus. Y My>4mH — CHu-
XeHune noTeHunn, nmbuno. Y aetein B gonybeptaTHOM nepuoae — npexneBpe-
MEHHOE MOJIOBOE Pa3BMTUE, Y NOAPOCTKOB — 3a4epXka NOSI0BOro pasBnTus

KoxxHble NoKpOoBbI
M NOAKOXHAaNA KneTyaTka

MoBbILWEHHAA CaNlbHOCTb, MHOXECTBO akHe, MeTexuu, y4acTKM MUrMeHTaumn
(nMvuo, nneyun). KylwvHrongHoe OXMpeHue: nnuo, ninedm, X1UBoT Ha GOoHe aTpo-
DUYHBIX KOHEYHOCTEN («SIMMOH Ha nanoykax»). MmpcyTnam. Y geten n nogpocTkoB
3TV CUMMTOMBbI NPAKTUYECKM He HabnoaaTcs

MeTaGonuyeckue HapyLIeHUs

Mneprnvkemus, cTeponaHbli caxapHbolii agnabeT, runokannemus. Hebponutmas

Mcuxuka

Y B3pOCIbIX — 3HOO0KPUHHAs 9HLedanonaTtus, CHUXEHNE KPUTUKKN, OeNPECCUn y
[EeTen HeT, HO MOXeT ObITb 3aZep>Ka MCUXOMOTOPHOMO Pa3BUTUS
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M30bITOK aHAPOTeHOB M KOPTU30Ja MPUBOIUT K yrHeTe-
HUIO TOHAIOTPOIMHOUN (yHKUUM runodusa, YTo COMPOBO-
KIaeTcsl HapylIeHUeM MOJIOBOM (YHKUMU — 3aJep>KKOi
nybeprata. C Apyroil CTOPOHBI, SIBICHUSI TMITOrOHAIU3Ma
npu BUK BbI3BaHBI CHUKEHUEM CEKPELUU JIFOTEUHUZUPY-
JOILIET0 TOPMOHA, (GOJUTMKYJIOCTUMYJIMPYIOLIETO TOPMOHA,
4yTO 00YCJIOBIEHO TaKKe 3(DHEKTOM CIABIEHUSI MACChI OITy-
XOJIM TOHAIOTPOITHBIX KJIeTOK [10]. Y meBodek mociie Havajia
MEHCTpYyallMii MHOTJIa HACTYTAeT MOJIHOE UX TMpeKpalleHue.
M30bITOUHOE TIPOM3BOJACTBO aHAPOTEHOB BBI3BIBAET TMOSIB-
JIEHUE Yrpeil, TupcyTu3Ma, MHOTIa — BUPUITU3ALIMIO.

CospeBaHue ckejera OOBIYHO 3aMeIeHO, HO MOXET
OBITh 1 HOPMAJIbHBIM. ¥ neteil ¢ mpu3Hakamu BUK kocT-
HbII BO3PACT, KaK MPaBUJIO, OTCTAET OT XPOHOJIOTMYECKOTO B
cpenHeM Ha 2 roga. Hepeako orMeuaroT octeonopos, xapak-
TepU3YIOIIUICSI CHUXKEHUEM TUIOTHOCTY KOCTeli, HauboJiee
BBIPAXKEHHBbIN Ha PEHTTEHOBCKUX CHUMKAX MO3BOHOUYHUKA.
Bo3MOXHBI maTo10TMYeCKUE MepeioMEI [4].

HesHauuTenbHOe oBoJIOCEHME, KOTOpoe OoJjiee Xapak-
tepHo st BUK, oOycioBieHO yMEPEeHHBIM MOBBIIIEHUEM
00pa3oBaHUs aHAPOTEHOB TUIEPIUIA3UPOBAHHON KOPOii
HaJMOYEYHUKOB.

JIuarHocThKa 3a0osieBaHuMs. Jleuainuii Bpady IIpexie
BCEro JIOJKEH CPaBHUTh TMHAMUKY (oTo pebeHka 3a He-
ckosibko JieT. HeoOxomnmo BBITTOIHUTL aHTPOMOMETPH-
yeckue M3MepeHus (POoCT, BEC, CKOPOCTb POCTa, MHAEKC
CTAaHAAPTHOTO OTKJIOHEHUWs POCTa, Beca W Ap.) Ha OCHOBE
pocTo-BecoBoii KapThl TaHHepa — BaiiTxaysza. Onpenenuthb
YPOBEHb CBOOOIHOTO KOPTU30Ja B CyTOYHOI MOYE U B KPO-
BU. [loBbIlIeHWEe KOPTU30Ja IJIa3Mbl B TOJHOYD SIBJISIET-
csl paHHUM ceHcuTuBHBIM Mapkepom BUK. MccrnenosaTh
PUTM CeKpelluu KOpTu3oJja KpoBU B TeueHue cyTok. Onpe-
neauthb ypoBeHb AKTT kposu. MPT (KT) runodusa u Han-
MOYEYHUKOB, rpynHoii kietku. [Ipoba c nekcamerazoHoOM.

Ieab uccaenoBaHUs — U3Y4UTh CTPYKTYPY MPUYMH TH-
MEePKOPTULIM3MA B IETCKOM, MOAPOCTKOBOM U FOHOIIIECKOM
BO3pACTe 0 JaHHBIM PETPOCIIEKTUBHOTO aHAIM3a.

MaTtepunaA h MeToAbl UICCAEAOBOHUS

Hamu 6bL1 BBIMOTHEH PETPOCTIEKTUBHBIN aHAIN3 apXUB-
HbIX JAHHBIX UCTOPUIi OOJIe3HEl MAIMEHTOB C Pa3TUYHBIMU
dopMamMu runepkoptTuiM3Ma B Bo3pacte oT 9 mo 21 roga
U3 TpeX OTACJeHUI (IeTCKOoe OTIe/IeHUEe, OTACeIEHUE IHIO-
KPUHHOIW XUPYPTrUU U OTIEJEHUE HEMPOIHIOKPUHOIOTUM)
PCHIIMLI snnokpunonoruu M3 PVY3 3a nepuon ¢ 1999 no
2011 . Bcero 3a aToT mepuon OBLIO TOCIMTAIM3UPOBAHO
39 GONBbHBIX C pa3TUUYHBIMU (OPMAMU TUTEPKOPTULIN3MA,
13 HUX MabuukoB — 19 (48,7 %), nesouexk — 20 (51,3 %).
CpenHuii Bo3pacT MaJbyMKOB cocTaBua 16,05 roga, a aeBo-
yek — 16,15 roxa.

Bcem 0onbHBIM OBbLI BBITIOJHEH CIIEKTP HMCCEI0Ba-
HUI, BKJIIOYABIIMN W3y4yeHUE HSHAOKPMHHOIO cTaTtyca,
OONICKJIMHUYECKHE, OUOXMMUUYECKUE, TOPMOHAJbHbIC
(AKTT, coMaTOTpOmHBIII TOPMOH, KOPTU30J, PUTM Ce-
KpellMyd KOpPTU30Jia, TPOJIAKTUH, Majas | OoJjbluas
MpoObI ¢ JAeKCAaMETa30HOM, CBOOOJHBINA KOPTU30J MOYM
u 1p.), peHrrenojorndeckue (KT/MPT Typeukoro cemia
U HAJIMOYEYHUKOB, PEHTTEHOTpaMMa TPYAHON KJICTKH) U
JIpyrue ucciieqoBaHus.

Pe3yAbTOTHI UCCAEAOBAHUS

B 3aBUCMMOCTHM OT NMPUYMH TUIEPKOPTULIM3MA HaMU
ObUIM BBIACJACHBI 5 TPYIN OOJBHBIX: IepBas Tpymnna —
BUK — 26 (66,6 %) 4en., BTOpas Ipymnma — CUHAPOM
Nuenko — Kymmnra — 4 (10,3 %), TpeTbsl — IOHOIIECKUIA
mucnutyutapusm — 7 (18 %), yeTBepTast rpyrma — OXHUpe-
Hue ¢ HapyumeHreM putMa cekpeunn AKTT /koptuzona —
1 (2,5 %) v naras rpynmna — SITPOTEHHBIN TUIEPKOPTH-
um3m — 1 (2,5 %). Bce 60os1bHbIE TTOTYYIHUITN KOHCEPBATUBHYIO
TEpanuio, Mpyv 3TOM OIepalrio 10 YIaJeHUIO OAHOTO Hajl-
MOYEYHUKA BBITIOJIHWIN 4 OOJIbHBIM BTOPOM TPYIIIIbI, JTyde-
BYIO Teparnuio runodusa — AByM OOJbHBIM IEPBOI IPYIIITHI,
TpaHCHa3aJIbHYIO ceNieKTUBHYIO ruroduzsktomuio (TCI) —
NIByM OOJIbHBIM I€pBO#l TpymIibl. B mocieonepaiimoHHOM
TeproIe y OAHOro OOJBHOTO TIepBOM I'PYIITLI HAOTIOAAJICS
peuuauB pocta ornyxoau runogusa. Pacnpenenenue 60b-
HBIX 110 MOJTy U BO3pacTy MpencTaBjieHo B TabJ. 3.

HccnenoBaHue ropMOHAIbHOTO CTaTyca BBISIBUJIO, YTO
y OOJIBHBIX BCEX TPYII CPEAHUI YPOBEHb 0a3aJIbHOTO KOP-
TH30J1a ObLT MOBBIILIEH — B cpefaHeM 953 HMoOJb/MJ, B TO
BpeMsl Kak OazanbHble YpoBHU AKTI mocToBepHO He TIo-
BBILIAIUCH (43 1Ir/MJI) HU B OTHOM W3 TPYIIL. Y MallieHTOB
MepBOl TPYMIIbl ObLT 0OHAPYKEH TOTAJIBbHbBINA TUIIEPKOPTH -
LIM3M: CYTOYHBII PUTM CEKPELIMU KOPTU30Jia ObLT HApYyIlIeH
U B cpemHeM mocturan ypoBHeil 1200 HMomb/Mi (8 1) —
1005 umonb/mi (18 u) — 971 Hmonb/mi (24 4). [poBeneHue
0OJIBIION MPOOBI C IEKCAMETa30HOM y OOJIbHBIX TIEPBOW U
BTOPO# TPYIIT BBISIBUJIO COOTBETCTBYIOIIME M3MEHEHUS, a
MMEHHO: B MEPBOI rpyrnre 0TMeyasoch J10CTOBEPHOE CHU-
>KeHMe YPOBHS KOpTHU30a (B cpenHeM 10 234 HMOJIb/T), B TO
BpeMsI KakK y O0JIbHBIX OCTaJIbHBIX TPYIIIT JOCTOBEPHOIO CHU -
>keHust 6ojiee yeM Ha 50 % He oTMevasnoch. B Ta6i. 4 mpuBe-
neHbl cpenHue 3HaueHus koptuzoia u AKTI o rpynmam.

KT/MPT runocdusa BbISIBUIO CIACIYIONINE U3MEHEHUSI:
y 26 6onbHbIX ¢ BUK umenu mMecto MUKpPOaIeHOMBI T'H-
nodusa MHTpACeUIIPHON JIOKATU3alNK, TIPU 3TOM Y BCEX
OOJILHBIX TIEPBOIA IPYIIBI HAOTIOATACH IBYCTOPOHHSISI TH -
repruiasvst Haano4eyHukoB. Cpean OOJMBHBIX e BTOPOii
IPYIIBl HAOMIOAAMCH: OJHOCTOPOHHSISI OMYXOJb HAJIo-
YeyHUKa — y OJHOTO, TUIMEPIIa3usl HaAMOUYEUYHUKOB — Y
Tpex 6osbHbBIX. [1oJ1s 3peHus 1 ocTpoTa 3peHust y Bcex 00JIb-
HbIX ObLTA B HOPME.

Ta6bnuuya 3. PacnpegeneHue 60/1bHbIX 110 M0OJ1y
u Bo3pacrty (no knaccugukaunm BO3)

Bo3apacrT, net Manbuukun | leBo4ku
1-3roga, paHHee OeTCTBO - -
4-7 neT, nepBoe OEeTCTBO - -
8-12 net, Manbymkun 3 5

8-11 net, neBoYKU

13-16 neT, Manb4ynkm
12-15 neT, oeBouykun 6 8
MoapocTKOBLIN Nepunoa,

17-21rop,
KOHoweckuin nepuon,

Bcero (n=39) 17 22
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Ta6nuya 4. CpegHue 3Haveunss AKTI n kopTn3sona no rpynnam

1-a rpynna 2-arpynna 3-9 rpynna 4-q rpynna 5-arpynna
e e n=26 n=4 n=7 n=1 n=1
AKTT, nr/mn 52,3 34,4 23,8 22,5 21,6
KopTtunazon,
HMO/MN 1200 1156 879 964 899
p* >0,5 >0,5 >0,5 >0,5 >0,5
p** <0,5 <0,5 <0,5 <0,5 <0,5

lMpumeyaHus: LOCTOBEPHOCTb Pa3JINYNN MO CPABHEHUIO C HOpMmoii: * — ana AKTI; ** — ansg kopTu3sona.

B Tab. 5 mpencrapieHa yacToTa OCJI0XKHEHUI TUTIEPKOPTHU-
LIM3Ma B LIEJIOM BO BCEX TPYIIax OOJbHbIX.

CrieyeT OTMETUTD, YTO HU Y OTHOTO pebeHKa B 10MyoepTaT-
HOM MepUOJIe CTPUIT HAMU Ha HAOTIONAIOC.

Cpenu ComyTCTBYIOIIMX 3a00JI€BaHUI HAOTIOMATUCH: XPO-
Hudeckuii menonedputr — 4 (10,2 %) 4en., XpOHUYECKUIA
reratut — 6 (15,4 %), muddysnbiit 306 I-11 ct. — 5 (12,8 %),
acTeHOHeBpoTHYecKUit cuHapoM — 3 (7,7 %), TMIoTHpeo3 —
3 (7,7 %), xpounueckuit tomepynonedpur — 2 (5,1 %) ven.,
XPOHWIECKUIA XOmercTuT — 2 (5,1 %), XpOHWYECKUIA KOJTUT —
1 (2,5 %), xporndeckuii maHkpeatnt — 1 (2,5 %), anemuss — 1
(2,5 %), BHyTpruepenHas rurepteHsus — 1 (2,5 %).

06CY)KAeHMe ACHHbIX AUTEPATYpPbl
N NOAYYEHHbIX Pe3yAbTATOB
B nuteparype Het cBeneHuii o yactote I[P u 3I1P y
netreit u noapocTkoB ¢ BUK, 06 0coOGeHHOCTSIX HapyLLIeHUIA
OJIOBOTO Pa3BUTHSI, BDEMEHU HACTYIUICHUSI IyOepTara u Jip.
Mmerorcst cooOIIeHUsT KaK 00 YCKOPEHUH CKEJIETHOTO Pa3Bu-
THUsI, TaK 1 00 OTCTaBaHUU ero 6oJjiee ueM Ha 2 roaa [6, 7].
Nmeercsa coobmenne (CILIA), BkmouaBiiee 33 mereit ¢
BUK (17 neBouek u 16 manbumkoB). CpenHuii Bospact — 13

Tabnuya 5. YacToTa OC/10XKHEeHWIi rnnepkopTuLn3Ma
B MSITA rpynnax 60/1bHbIX

Yucno
XapakTep OC/I0OXXHEeHUs OOJIbHBIX,
n (%)
KyLuMHrongHoe oxumpeHme 24 (61,5)
Anddy3HbIi ocTeonopos 24 (61,5)
Hn3kopocnocTb 22 (56,4)
3apepxka nybeprata 18 (46,1)
ApTepuanbHas rmnepTeH3vs 15 (38,5)
MouekameHHas 601e3Hb 3(7,7)
BTopuyHasa ameHopes 3(7,7)
[MaTonorn4yecknin nepenom MNO3BOHKOB B 2(5,1)
TOpakasibHO-NMOSICHUYHOM OTAENE
OncomeHopes 2(5,1)
MvpcyTtram 2(5,1)
rmopoHedpo3 1(2,5)
HapylwieHne TonepaHTHOCTHU K MI0KO3e 1(2,5)
KokcapTpos 1(2,5)
Hekpo3 welikn 6egpeHHol KocTn 1(2,5)
OCTpbIit KOPOHAPHBIV CUHOPOM 1(2,5)

JsieT. TuruaHbie cumnToMbl: oxxupeHue (91 %), 3anep:kka pocta
(83 %), nyHoobpazHoe o (61 %), rupcytusm (58 %), rojos-
Hble 6ou (45 %), abnomuHanbHbIe cTpun (42 %), akHe (3 %),
ameHopest (24 %), A" (24 %). B 67 % cnyuaeB npu MPT BbIsiB-
JIeHa OITyX0J1b Turodu3a. 55 % nalmreHToB MOABEPINIUCH aape-
HayKToMuK 1 45 % — runoduszakromun. Yepes 44 Mec. rocre
JIeYEeHUsT IPU3HAKU PEMUCCUM COXpaHsuInch Y 91 % nereii [5].

Hmeercs apyroe coodmenue (Mumus), B KOTOPOM aBTOPEI
npemiaratot cBoit 20-yeTHuii onbIT HabmoaeHust (1988—2008)
3a 48 neTbMU U TIoIpocTKaMu (29 MaibuuKoB U 19 neBouek) ¢
BUK. Cpemnmii Bospact — 14,5 roma. 27 (56 %) GONBHBIX 10-
CTUIA PEMUCCUM OJarogapsi TpaHCHA3IbHON TUIO(MU3IKTO-
MUH, OCOOCHHO B cllydyae MUKpoaneHOMbI (75 %). 8 GOIbHBIX
nocie TCI nmoaBeprimch panuoTeparnuu, U3 HUX y YeTbIpex Ha-
crynuiia pemuccus. OTMEUaloT, YTO peMUCCHs TPyJHee HaCTy-
TaeT B CJydyae MaKpoasieHOMBI W TIOCJIe TIEPBOIA OMepalu, 9YTo
siBIsieTcst puunHoi mopropHoii TCT [6].

[To maHHBIM JIPYrMX aBTOPOB, TIEPBUYHAST MTUITMEHTUPYIO-
1iast y3eaKkoBasi 00Jie3Hb HAIIOYEUHUKOB TakXKe MOXET ObITh
npuurHoi cuHapoma KyiiHra. D1o peakoe 3a001eBaHre Hall-
MMOYEYHUKOB, XapaKTePU3YIOILIEECs TUTIepCEKPELIeil KOPTU30-
sa. Coo0111aeTcst 0 ciaydae 3a0os1eBaHus y 1eBoUKU 7 jieT. OHO
SIBIISIETCSl peikoi mpuuuHoi cuHapoma Kymmdra. KimmHuka
tunuyHa 1151 BUK y geteit. bosnbHas Oblia moaBeprayTa aape-
HaPKToMU. Ha BTOpOii TO/1 TIoC/e orepaiiii KOpTU30J MOYKU
obu1 noBbItieH. OcteornieHust. [Toce onepaimy oTMe4eH cKa-
YOK POCTa, HO POCT OCTaBaJICs HU3KUM ciienytoiiue 2 roma. [pu
JOCTVMXKEHUU BO3pacTa ImydepTaTa B Teparuio ObLTY BKITIOUEHbI
ATOHHUCTHI TOHANOIMOEPYHA, YTO MHULIMMPOBAIO CKAYOK POCTA.
UYepes 5 et — agpeHaIsKTOMUS cieBa. B 1ieom HacTymiia pe-
muceus [8].

AKTT-akTonpoBanHbiii  cuHapoM KyimmHra y peteit
BCcTpeyaeTcst penko. O6 3ToM cooO1atoT aBTopbl U3 MpaHiim
B MYJIBTULIEHTPOBOM HCCJIEOBaHWN, OObeNMHUBIIEM 18 KIiu-
HuK. [To ux maHHbIM, HaOmonanu 10 MOAPOCTKOB B BO3pacTe
ot 14 1o 20 siet ¢ 1985 mo 2008 . 8 GOMBHBIX UMEIU BBICOKO-
nmubdepeHIMpoBaHHbIE HEHPOSHIOKPUHHBIC OIyXONIu: 5 —
OpOHXUAJIbHbIE KAPLIMHOWIbI, | — OIMyXO0JTb MEIUACTUHAILHOTO
mmmMpoysna, 1 — tumyca. OnuH OOIBHOM cTpamail Maaonud-
(bepeHIIMPOBaHHOI KapIIMHOMOI BWJIOYKOBOIA KeJie3bl, elle
OIMH — CTPOMAJIbHOIA OITyXOJIbIO TIeYeHU. 9 OONBHBIX TOCTe
VAIEHUS OTyXOJIU TOCTUTIN peMuccuu. OnuH GOJIBHOM yMep.
ABTOPBI TAKXKE PEKOMEH/IYIOT BBITIOJIHSTD Y IETEl BECh TMarHO-
CTUYECKMH CTIEKTP UCCASAOBAHUI, KaK U Y B3pOCbIX [9].

Cunapom Mak-Kstona — Onbpaiita — peakoe 3abojieBa-
HUE, KOTOPOE TAKXKe MOXKET MPOTeKaTh ¢ cuHApoMoM KyiimHra.
OHO BKJTIOUAET MOJIMOCCATBHYIO (PMOPO3HYIO OCTCOAUCTUIAZUIO,
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MPeXIeBPEMEHHOE TI0JI0BOe Pa3BUTHE U IISITHA 1BeTa Kode C
MOJIOKOM, KOTOpBIE XapaKTepU3yIOTCS PABHOMEPHOU CBETJIO-
KOPUYHEBOI okpackoil. CUHIPOM Yailie BCTpeyaeTcsl y AeBOYeK
1 00YyCJIOBJIEH COMAaTUYECKON MyTallMell reHa, KOAUPYIOILEro
Gs anba-6enok. [IsTHa Gotee KpymHbIE, YeM MpU Helpobu-
OpoMaro3e, UMEIOT HEPOBHbBIE TPAHUIIbI U HEPEAKO — OJIHO-
CTOPOHHIOIO JIOKAJTU3ALIUIO, O0PBIBASICH Y CPENMHHON JIMHUY.
MoryT BCTpevaThcsl TIPU 3TOM U IPYTUe SHIOKPUHHBIE 3200-
JIeBaHUSI: TUPEOTOKCUKO3, cHApoM KylmHra (OunarepaibHast
ajipeHasbHasI aieHoMa), akpoMerasIusl.

IMonyyeHHble HaMUM pe3yJIbTaThl MOATBEPXKIAIOT JAHHbIC
JmTepatypsl 0 momuHUpoBaHMM AKTI-3aBucuMoro cuHmpo-
Ma KyllmHra B MoIpOCTKOBOM MEPUOJE: YMCIIO MATBUUKOB U
JIEBOYEK C KOPTUKOTPOITMHOMAMM, CPEIHMI BO3PACT KOTOPBIX
coctaBu 16 jiet, nocturaio 26 (66,6 %) u3 39, B To BpeMst Kak
AKTT-He3aBUCHMBIN BCTpeYasicsl BCETO B YEThIpEX CIIydasx
(10,2 %). Bmecre ¢ TeM 60ibHBIX ¢ TTTTP MbI He HaOFOIANH.

BbiBOADI

1. Cpeay OOJBHBIX C pa3IMIHBIMU (POPMaMU THIIEPKOP-
TUIIM3Ma B TAHHOM BO3PAaCTHOM ITepHojie Mpeodaiany Ia-
IMEeHTHI ¢ 6ome3Hbo Uierko — KyrmmmHra, To ecTh ¢ MUKpO-
aneHoMaMu runodusa, — 26 yen. (66,6 %) 1Mo cpaBHEHMIO C
nauyeHTaMu ¢ cuaapoMoM Muenko — Kymmnra — 4 (10,2 %).

2. B nmocrny6epratHOM miepuone n3 manudecrarmit BUK
yaite Bcero Haomonanach 3[TP — 18 6onbHbIX (46,1 %).
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INCIDENCE AND ETIOLOGY OF VARIOUS TYPES
OF HYPERCORTICOIDISM IN CHILDHOOD,
ADOLESCENCE AND YOUTH ACCORDING

TO RETROSPECTIVE ANALYSIS

Summary. In this article authors discussed data regarding incidence
and structure of hypercorticoidism causes in children and adolescents.
On the basis of retrospective data of patients during 10 years they
established, that among patients with various forms of hypercorticoidism
in this age period there were more patients with Itsenko — Cushing’s
disease (pituitary microadenomas) — 26 (66.6 %) as compared with
patients with Itsenko — Cushing’s syndrome — 4 (10.2 %) and other
form of hypercorticoidism: juvenile dispituitarism — 7 (17.9 %), obesity
with disorder of ACTH/cortisol rhythm secretion — 1 (2.5 %), and
iatrogenic hypercorticoidism — 1 (2.5 %).

Key words: Itsenko — Cushing’s syndrome and disease,
hypercorticoidism, adolescents, features of clinical course.
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