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CNYYA N3 NPAKTUKN

BAPMAOEIBHOCTD PUBOAUT K PA3BUTUIO ACCOUMUPOBAHHBIX COCTOAHMI HA (DOHE M3MEHEHHA TOPMOHAIIb-
HOM PETY/ALMI 1 HAOIOCHHUIO Y PA3HBIX CIEIUAINCTOB, KAK CJIE[CTBHE, K IO3HEMY JUATHOCTUPOBAHHIO
CHUHZPOMA. DHJOTE€HHBIN THIEPKOPTULIM3M B 20-30 % BBI3BAH CHHAPOMOM MueHKO — KymmuHra, B CTpyK-
Type KOTOporo okomo 70-80 % MPUXOAUTC HA ONHOCTOPOHHHUE AIEHOMBI HAAIOUEYHUKOB (KOPTUKOCTE-
pomer). AKTT-HE3aBUCHMBII TUNEPKOPTU30IU3M HPUBOAUT K PAly METAO0NMYECKUX U CEPAECYHO-
COCYAUCTBIX HAPYIIEHU, BKIIOYAIOMUX a0J0MUHANBHOE OXUPEHUE, APTEPHANBHYIO TUIIEPTEH3HUIO, CTEPO-
WIHBIX AuabeT, ocreonopos. JiurenpHoe nopasnenue AKTT no npunnumy oopatHOI CBA3M NPUBOJUT K
TIOZJABIEHNIO CEKPELIMM TOPMOHOB TMIIO(PU303aBUCMBIX SHJIOKPUHHBIX KeJNe3 (B TOM YUCIE M IONOBBIX
cTeponyioB). KimHUYECKOE HAOMOAEHHUE WIIIOCTPUDPYET CIOXKHBIE MATO(U3HONOTMYECKHE HAPYIICHHH,
BO3HHMKAIOIHE B I'MIIOTAIAMO-TUIO(PU3aPHO-HAAIOYCYHUKOBON /TOHATHON OCH IIPY COYETAHUH JABYX CHH-
APOMOB, 4 TAKKE BAKHOCTb KOMIUIEKCHOI'O 00C/ICA0BAHNSA S3HAOKPUHONOTMYECKUX MALIUEHTOB.

Kirouessie crosa. Cunppom Knaitngensrepa, cunapom MieHko — Kymunra, KOpTUKOCTEpOMa, IEPBIYHbIE
TUIIOTOHAJU3M.

Klinefelter syndrome is a genetic disease in males (1 per 1000 newborns) due to the presence of a doubled X chro-
mosome in the karyotype (47XXY karyotype), the most common cause of primary hypogonadism. It is character-
ized by polymorphism of clinical manifestations, the most common of which are primary male infertility, obesity,
metabolic syndrome, type 2 diabetes mellitus, osteopenia and osteoporosis. Clinical variability leads to the develop-
ment of associated conditions against the background of changes in hormonal regulation and observation by differ-
ent specialists, as a result — to late diagnosis of the syndrome. Endogenous hypercorticism in 20-30 % is caused by
Itsenko — Cushing's syndrome, in the structure of which about 70-80 % are unilateral adrenal adenomas (corticos-
teromas). ACTH-independent hypercorticism leads to a number of metabolic and cardiovascular disorders, includ-
ing abdominal obesity, arterial hypertension, steroid diabetes, and osteoporosis. Long-term suppression of ACTH,
according to the feedback principle, leads to suppression of the secretion of hormones of the pituitary endoctine
glands (including sex steroids). The clinical observation illustrates the complex pathophysiological disorders that
occur when the hypothalamic-pituitary-adrenal / gonadal axis is disturbed in a combination of two syndromes, as
well as the importance of a comprehensive examination of endocrinological patients.

Keywords. Klinefelter syndrome, Itsenko — Cushing's syndrome, corticosteroma, primary hypogonadism.

BBEJEHUE 9ero HaOMOTAETCA CABUI' B PA0OTE THIIOTATIAMO-

TUNO(U3APHO-TOHAHON /HA/IIOYEYHUKOBON OCHL.

Cunppom Knarngensrepa (CK), wm niep-
BUYHBI TUIIOIOHA/M3M — T€HETUYECKU [EeTep-
MUHHUPOBAHHOE ~ 32007I€BAHME JIAIL  MYKCKOTO
0N, Y1 KOTOPOTO XAPAKTEPHO HU3MEHEHWE B
MYKCKOM KAPUOTHUIIE B BUJIE HAIAYNA JOIONHU-
TEMLHON X-XPOMOCOMBL IluToreHernyeckue Ba-
PUAHTB MHOTOOOPA3HBI U 3dBUCAT OT KOJIMYECTBA
JIOTIOJIHUTENBHBIX X-XpoMOcoM (1, 2]. Hanbonee
PACTIPOCTPAHEHHBIM «KIACCHYECKAM> BAPUAHTOM,
Berpevarommmea B 90 % cinyvaes CK, apierca 47,
XXY. BerpeyaeMocTh CHHPOMA BBICOKAA U Bapb-
upyerca B pezenax 1:500/1000 HOBOPOKIECHHBIX
MabauKoB  (0,1-0,2 %), OZHAKO BBIABIAEMOCTD
HU3KAA U 3aBUCUT OT BO3PACT4, B JOIYOEPTATHOM
nepuoze cocrasiser okoso 10 %, B TeueHnu BCe
JKM3HU MYKUHHBI — 25 %.

OHnokpuHHble Hapymenus 1pu CK o6y-
CJIOBJIEHB IC(PUIIUTOM AHJPOIEHOB, BCIIE/CTBUE
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KimmHygeckre nposBneHns MHOTOOOPA3HBI U
BAPBUPYIOTCA B 3ABUCUMOCTU OT BO3PACTHOM Ka-
TETOPUU. B JIETCKOM BO3PACTE U IyOEPTATHOM
IEPUOE HAMOOMEE OTIMYUTEIBHBIMU IIPOSBIIC-
HUAMH  CIIYKAT TMIOTOHAM3M  (MA/Iblil 00BEM
TECTUKY/, MEHEE 6 MIT), KPUIITOPXH3M, MAJIbIif
00BEM TIEHWCA, JIACTIPONOPLMS Tead (JYIMHHBIE
HOIY, INPEBBIIAONNE JUIMHY TEId), TMHEKOMA-
CTUs, CKYJHOE OBOJIOCEHEHUE, HAPYNIEHNE WH-
TEJUIEKTYIBHOTO PA3BUTHA (3ABUCUT OT KOJIMYE-
CTBA JIONOMHUTENBHBIX X-XPOMOCOM). V' 3pEJIbIX
MY/KYMH HA TIEPBBUA IUTAH BBICTYIIAIOT JKATOOBI Ha
OECIUIOANE, IPEKTWILHYIO AUCQYHKIIMIO, CHIDKE-
Hye Moo, Obpamaer Ha ce0s BHUMAHHUE TUTIO-
TOHA/IU3M, IIPU 3TOM Y OOJIBIIMHCTBA NPE/ICTABU-
TeNeN pasMep IMOJIOBOIO WIEHA OCTAETCA HOp-
MATBHBIM.  JJIUTENbHBIY  Ie(DUIUT  aHJIPOTEHOB
TIIPUBOJUT K PAAly METAO0MMYECKUX dCCOLMUPO-
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BAHHBIX HAPYMIEHNN — A0IOMUHAIBHOMY OXHPE-
Huo (50 %), MeTabomaeckoMy CuHIpomy (46 %),
ocreoneHn (5-40 %), caxapHOMy AuabeTy 2-ro
tuna (10-39 %), ocreonoposy (10 %), a Taxxe
KAPJMOBACKY/IIPHBIM ¥ T€MOPEOJIOTMYECKUM Ha-
pymeHuAM (TIPOJIATIC MUTPAIBHOIO KIAMaHa —
0-55 %, OCTPBI BEHO3HBIN TPOMOO3 — 4,7 %, ne-
rouHad amooms — 2,3 %). KnmHudeckoe MHOTo-
00pasue PUBOAUT K MO3AHEN IMATHOCTUKE CHUH-
JIpOMa BBUJTY OOC/IEIOBAHUA M HAOMOACHNA Ta-
LMCHTOB Y PA3HBIX CIECLMAAIACTOB [1, 2],

OHJIOTCHHBIN THIIEPKOPTULINA3M (THUIIEPKOP-
TU30/IU3M) — CUHAPOM, IIPU KOTOPOM BCJIE/CT-
BUC JIUTEIBHOIO BO3JEHCTBUA HA TKAHU U
OpraHbl U30BITOYHOIO KOJMYECTBA ITTIOKOKOP-
TUKOCTEPOU/IOB TAKKE PA3BUBAIOTCA META00-
JIUYECKUE W KAPAVOBACKY/IPHBIE HAPYIICHUS.
[IpUYMHBI TUNIEPOKOPTUZOMU3MA MOXKHO Pa3-
femutb Ha e rpymmsl AKTT-uHgynupoBan-
HbIE, KOTOpBIE COCTABIIOT OKOnMO 60-70 %
cnyuaes (60ne3Hb Muenko — Kymmnra u AKTT-
sxronnueckuit cunapom) u AKTT-nesasucu-
mpie — 20-30% cay4aes. Tuneprpopaykuus
KOPTHU30J14, HE 3aBUCAIIAA OT CTUMYIUPOBAHUA
AKTT, pa3BuUBAEeTCA BCIEACTBUE MEPBUYHOIO
MOPAKEHNA  HAANOYEUYHUKOB —  CUHAPOM
HNuenxo — Kymmnura (CHK). Paszmyaior opHO-
croponHee nopaxenue npu CHUK - agenoma/
Koprukocrepoma (75-90 %) wim agpeHoKop-
TUKAIbHBIN pak (MeHee 5 %), U JBYCTOPOHHEE,
Berpevaronieecd B 10 % ciyuaes [3).

[Ipy KOpTHKOCTEpOME HA IIEPBBIA IUIAH
BBICTYIIAIOT MPOABIEHNS, CBA3AHHBIE C M3MEHE-
HHEM JIMINHOIO, YITIEBOAHOIO U OENKOBOIO,
MUHEPAIBHOTO OOMEHA: A0[JOMUHATIBHOE OXH-
PEHUE B BUIE <KUPOBOTO (PAPTYKD», IMOKOPTH-
KOWIUHYIIPOBAHHBIN  IMA0eT, TOHKAA KOXK4
BCJIC/ICTBUE HADYLIEHNA CHUHTE31 KOJUIATEHA,
C 6ArpoOBBIMU CTPHAMU B OOJIACTHU JKUBOT4, TUIEY,
Oeziep 1 OCTEONOPO3. YCyryoneHue MeTadomye-
CKMX HAPYLIEHUM, IPAMOTO MPECCOPHOTO BIUSA-
HUA Ha COCYAUCTYIO CTEHKY U BOJHO-3MEKTPO-
JUTHBII OOMEH B DE3Y/IbTaTe MOBBIEHHON
peabcopOLMU HATPUA U BOJIbI IIPUBOJAT K PA3BU-
TUIO KapJMOBACKY/APHbIX 3a0071eBaHu. Berescr-
Bue ymtenbHON AKTT-He3aBucumon Cexpenun

IJTIOKOKOPTUKOCTEPOK/IOB IPOUCXOAIUT TIOJIaBIIE-
HUE CEKPEIMH PHIM3UHT-TOPMOHOB TUIIOTATIAMY-
COM, YMeHbIIeHne NpoAyKimy He TombKO AKTT,
HO TOHAJIOTPOIHBIX TMIO(U3APHBIX TOPMOHOB-
(POJUIKYIOCTUMYIMPYIOMIETO U JIIOTEUHE3U-
PYIOIIEro TOpMOHOB [4].

[IpyMep TAKUX COYETAHHBIX HAPYIIEHUIT
TMPEACTABNCH B COOCTBEHHOM ~KIMHUYECKOM
HAO/IOJCHUN.

KIMHAYECKUY CIYYAK

[TarueHT A., 30 €T, HAXOAWICI Ha CTAIUO-
HapuoM siedennu B ['AY3 PKOJI M3 PT 1o noso-
Zy 00pa30BaHUA IIPABOTO HAANOYeYHUKA. Cyu-
T CeO OONBHBIM B TEYEHHUE JIBYX MOCIEAHNX
JIET, KOTIA OTMETUI OBICTPBIN HAOOP MACCHI TENA
(40 Kr 32 /1Ba r0f1a), HOBBIMIEHHUE APTEPUATLHOTO
masnenna (A) no 140/100 mm pr. ct. B 2021 1.
B CBA3U BBIABJIEHUEM OCTEONOPO3d IPU NEPENO-
M€ JIEBOX TTO/IB3/IOIIHOM KOCTH OBLIO IIPOBEAEHO
KOMIUIEKCHOE 00CnefoBanue. 1o pesynabraTam
71A60PATOPHO-UHCTPYMEHTAIBHBIX  0OCTIEN0BA-
HIN MATHOCTAPOBAHBI OCTEONOPO3, TUIIEPKOP-
TULIU3M, OOPA30BAHUE IPABOIO HA/IIOYECYHHKA,
cunpoM Kmarndensrepa.

Ha MOMEHT KOHCYIBTAlMKA Y OHKOJOIa-
sujokpuHonora TAY3 PKOJ M3 PT npexbssiin
»a7100b1 Ha nosbunenvie Al 1o 140/100 mm pr. T,
YBEIMYEHUE MACChl Tend. [Ipn OOBEKTUBHOM
OCMOTPE  COCTOSHUE  YAOBJIETBOPUTENBHOE.
Bec — 110 kr, pocr 178 cM, UHIEKC MaCCHI Te-
Ja— 37, 4TO COOTBETCTBYET OXUPEHUIO 2-1
creneHd. OOHAPYKEHBI JUIMHHBIE PO30BBIE
CTpUM HA KOXE JKMUBOT4, KOXKE IUIEYEBON 00-
JIACTH C JIByX CTOPOH (PUCYHOK).

[Ipr 0CMOTpE OTMEYEHO, YTO MUTOBU/HAA
Kene3a U IMM(ATUYECKUE Y3/IbI IEN HE TaNb-
nupyloTcd. JIaHHbIE J1aGOPATOPHOIO HUCCIENO-
BAHMA TOPMOHAIBHOIO  craryca: TIT -
0,5 ME[L/n (0,4-4,0 MEx/m), @CT' - 0,41 MMen/n
(095-11,95), JI' - wmenee 0,09 wmMen/n
(1,14-8,75 MMex/n), npomakrud — 221,0 MEx/n
(73-407 MEn/m), mapaTropMoH — 3,73 IIMOJb/1I
(1,6-6,9 nmonb/m), AKTT - menee 6,0 mr/mi,
KOPTU30J YIpeHHUN - 2539 MKr/mn (zo
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19,4 MKr/mm), CBOGOAHBIN KOPTU30JI, CyTOYHAs
sKckperua — 17270 umonb/K (MeHee 485,0),
25-OH-guramun D - 236 Hr/mi, Tecrocre-
pon — 0,812 ur/mn (2,49-8,36 Hr/Mmi), MHCY-
mH — 183 MkEx/mi (2,7-10,4 MxEz/min).

Puc. Ilayuenm A., Kuunu4eckue nposeneHus
(A60OMUHANBHOE OXCUPerLe, CpPUL)

B obmem aHamm3se KpoBu OOHAPYKEHO T10-
BBIIEHUE YPOBHA remornobuna o 190 r/m,
SPUTPOLIUTO3, MOBBIMEHUE T'EMATOKPUTA /IO
57,6 %. B GUOXUMUYECKOM aHAU3E KPOBU U~
ArHOCTMPOBAHO MOBBIIEHUE AKTUBHOCTHU TPAH-
caMuHa3. [Ipy ICHCUTOMETPUN OTMEYEHO, YTO
MHUHEPAIbHAA IVIOTHOCTb KOCTHOU TKAHU HIDKE
OKUJIAEMOTO 3HAYEHUSA /IS IAHHOTO BO3DACT4,
a pu Y3U MarHoCTUPOBAHA TUIIOIUIA3UA AU-
yeK. MPT opranos OpIOIIHOM MOJIOCTH U Opra-
HOB 320PIOMIMHHOIO NPOCTPAHCTBA C BHYTPHU-
BEHHBIM KOHTPACTHPOBAHUEM IO3BOJIWIA 0O0-
HAPYKUTb B JIATEPAIBHON HOXKE IIPABOTO
H/INOYEYHUKA OOBEMHOE OOPA30BAHUE C YET-
KUMU POBHBIMM KOHTYPAMH, DPa3MEPOM /IO
34x32x40 MM, HMEIOIIEE HM30MHTEHCHBHBIM
MP-curnan. Ilocie KOHTPAaCTHOIO YCWICHUA
OIPEJIEIIOCh HEOHOPOJHOE, YMEPEHHO HH-
TEHCUBHOE HAKOIUIEHUE KOHTPACTHOIO IIpera-
para B 06Pa30BAHNM C HOCJIE/YIOMIM ObICTPBIM
BBIMBIBAHHEM, YTO TO3BOJMJIO C/IENATh 3AKIIO-
yenue: MP-ipusHaky — aJicHOMa.
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[Ipy  LUTOTEHETUYECKOE HUCCIEL0BAHNE
YCTAQHOBJIEHO Kapuotunuposanue 47 XXY.

YunTpiBag HAMMYME OOPA30BAHUS MPABOTO
HA/IOYEYHHUK, OBUIO IIPUHATO PENIECHUE O XU-
PYprugeckoM jedeHuy. [TanuentTy 6bu1a npose-
JIEHd  JTIAIIAPOCKONNYECKAA  MPABOCTOPOHHAA
APEHAIIKTOMYA. [IpY IMCTONIOIMYECKOM HCCIIe-
JIOBAHUE YAAIEHHOIO OOPA30BAHUA JJUATHOCTH-
POBAHA AIPEHOKOPTUKAIbHAA aieHoMa. [loce-
ONEPALMOHHBIN TIEPUOJ] TIPOTEKAT 6€3 OCTIOXK-
HeHud.  [laneHT  yCrmemHo — BBIIMCAH U3
CTALIMOHAPA C IMATHO30M 4/IPEHOKOPTUKAIBHOM
47ICHOMBI TIPABOTO HA/IIOYEYHUKA TOJ HAOMIO-
JICHVE TEPANEBTA U 3HIOKPMHOJIOIA IO MECTY
KUTEbCTBA. B TeueHue JIBYX MECAIEB MOCIE
OIEPAIY OTMEYAET CHIDKEHHE MACCHI TEMA HA
10 Kr, VIUTENBHOE 3LKUBICHUE TIOCIEONEPALIY-
OHHOTO PyO1[d — B TEYEHNE TTOMYTOPA MECALIEB.

B npuBeiecHHOM KIMHUYECKOM HAOIOICHUN
TIPEACTABNIEHO COYETAHUE SHJOKPUHHBIX HAPY-
MIEHNY, B3AUMOYCYTYOSIONMX — CEKPETOPHYIO
JUC(YHKIIMIO TOJIOBBIX KEJNE3, 4 TAKKE PA3BUTUE
META00MMYECKUX Y KAPAMOBACKY/APHBIX CUM-
IITOMOB. 3HAYUTE/bHBIE N3MEHEHNS TOPMOHA/Ib-
HOT'O CTATyC4d B PA00TE TMIIOTATAMO-THIIO(U3AP-
HO-HA/INOYEYHUKOBOM OCH B BUJIE MOBBIIIEHHON
AKTT-HE32BUCUMON  CEKPELIMM  KOPTU30/A 110
TIPUHIIMITY OOPATHOM PETYIATOPHON CBA3U NPH-
Bemm K nopasnennio AKTT-npoaykimm runogu-
30M ¥ PWIM3HUHI-TOPMOHOB TUNOTAIAMYCOM.
CnencTBreM MOJABNICHUS THIOTATAMO-TUIO(HU-
3dPHOTO T'OPMOHAJIBHOTO KOHTYPA OKAa3a/10Ch
YIHETEHUE CEKPETOPHON (DYHKLIMM TIONOBBIX JKE-
ne3. B 1o e BpeMd y MALUEHTA C CMHAPOMOM
Knaitngensrepa, mpy KOTOPOM IIEPBUYHBIE TOP-
MOHA/IbHBIE M3MEHEHUA ObUIM CBA3AHBI C Je(u-
IIUTOM CEKPETOPHON AKTUBHOCTH AMYEK, YTO BbI-
3BAJIO MIEPBUYHBIN JAEPULIAT AHPOTEHOB, (PU3HUO-
JIOTUYHBI PETYIATOPHBIA KOHTYD JOJDKEH ObLI
IPUBOJUTH K MOBBIIEHAIO MPOAYKIMU PUIH-
SVHI-TOPMOHA ¥ TOHAJOTPOIHBIX  TOPMOHOB.
OnHaKoO y MalMEHTa ITOrO He IPOU3OILIO BBUY
NATO(PU3UONIOTMYECKUX  TIEPEKPECTOB,  BbI3BAH-
HBIX M30BITOYHON IIPOAYKIMEN KOPTU30/Ia OIy-
XOJIBIO IIPABOTO HAJIOYEYHKA.
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BbIBOJBI

B KIMHUYECKOM HAOMIO/ICHUN TIPE/ICTABIIE-
HBl CJIOKHBIE NATO(M3MOIOTMYCCKUE HApYIIIE-
HUA, TPUBOJANME K TSKEIBIM KIMHUYECKUM
NOCAEACTBUAM, 4 TAKKE MOKA3AHA BALKHOCTH
KOMIUIEKCHOTO TOAXOAa B OOC/IE/IOBAHUM 3H-
JIOKPUHOJIOTUYECKUX TIAITMEHTOB, TIO3BOAIONINX
OOHAPYKUTh HE TOJIBKO (DYHKIMOHAIBHBIE Ha-
PYIIEHWS, HO U OPTaHUYECKUE B BUJIE CEKPETU-

PYIOIIMX OIyXOJICH.
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