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KAPHH-KOMILUIEKC,
ACCOIIMHPOBAHHBIHN C DSHIOTEHHBIM THINEPKOPTHIITHU3MOM

IIpeacTraBieH KIMHHYECKHH CIy9ai YHIOr€HHOro runepxroprunusma. Ilo pesyasraram oG-
cregoBanua y 18-1erHero manuenTa guarsocruposan cunapovm Huenxo-Kymunra, oGycios-
JICHHBIN NPEAIOTOKHUTEIBHO KOPTHKOCTEPOMOH JeBoro Haanodeanuka. Ilpoussenena nana-
POCKONHIECKAA ATPECHATIKTOMHUA CIeBa. IIaTOTOrOruCIOIOrII€CKOE 3aKII0YCHHE: IIMTMEHT-
HajA HOAYIAPHAA FJUCIUIA3ZHA HAANOYECIHHKA. B mocaeonepannoHHOM IEPpHOE CHMIITOMBI I'H-
HNEPKOPTHIM3IMA PETPECCHPOBATH, HA NPOTIKEHNH ABYXIETHEI'O HAGNIONEHHA PENUINBA HET.
PerpoCeKTMBHO Y MAMEHTA BHIABICHBI MPOABICHHA PENKOrO HACIEACTBEHHOrO 3a60o1eBa-
uuna — Kapan-xomiviexca. HuTepec npeacraBieHHOro HAGIOAE HHA 3AKII0YAETCA B €I'0 MCKIIO-
YMTEABHOH PeAKOCTH. OMHOCTOPOHHAA ANPECHAIIKTOMHUA OKA3ANACH 3¢ PeKTHBHOI, HO BEPO-
ATHOCTH PENHANBA IMIEPKOPTHINHIMA H APYIHX NpoasieHui KapHu-koMIiexca COXpaHaeTcsa.

Knroueevte cnoea: Kapnu-xomnnerxc, nuzmenmnan noOyAapHan Oucniaius naono-
weunuxa, cunopom Huenxo-Kywmunza, zunepropmuuuim, ucmunnsiii 1eHmuzunos,
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ITpueanoe FOpuii Anamonseeusn - OM.H., O0ueHm, 3asedyroujuli kageopoii xupypzuu I OY IO
HPprYymcKasn 20Cy0apcmeennan MeOUUHCKAA aKademus NoCaAeoUnIomMH0o20 00Pa308arUs» .

KynuxoeJIeonud Koncmanmunoeun - Om.1, npogeccop xagedput xupypauu I'OY /A0 Hp-
KYMCKAA 20CY0apCmeeHHan MeoOuUHCKAA aKxaoemus nocieouUniomHozo 00pa3oearius».

Taeeckan Anna Koncmanmunoena, acnupanm xageopor xupypeuu TbOY /IO Hprymcxasa
20CY0apCcmeennan MeOUUUHCKAA aKaoemus noC1eOUNnIOMHO20 00PA306aAHUA».

Cob6omoeunu Bradumup Pununnoeun - KkM.1, 0oyuenm xaghedpot xupypzuu I'bOY JI10 «Hp-
KYMCKAA 20CY0apCmeeHHan MeoOuUHCKAA aKxaoemus nocieouUniomHoz0 00pa3oearuus».

Anexcuna Enena Kupunnoeéna - spau-namomopgponoz HY3 «JopodcHas kiunuueckas 60aoHu-
ya na cm. Hpxymck-Ilaccaxcupckuit» OAO P2XK/].

Buoicoxux Cepzeii Muxaiinoeun - 3aéedyoujuii omoenenuem namomopghonozuu HY3 lopoorc-
Hasn KIuHuyeckasa 6oavHuya na cm. Hpymcr-Ilaccancupcruii> OAO PIXKJT.

Y.A. PRIVALOV, L.K. KULIKOV’, A.K. TAEVSKAYA',
V.F. SOBOTOVICH!, E.K. ALEXINA?, §.M. VISOKIKH?

rkutsk State Medical Academy of Postgraduate Education
ZRoad clinical hospital on Irkutsk-Passenger station

CARNEY COMPLEX,
ASSOCIATED WITH ENDOGENOUS HYPERCORTISOLISM

‘We present a clinical case of endogenous hypercortisolism. After examination, 18-year-
old patient was diagnosed with Cushing's syndrome, presumably caused by corticosteroma of
left adrenal gland. Left laparoscopic adrenalectomy was performed. Pathologohystological
conclusion was adrenal pigmented nodular dysplasia. In postoperative period hypercortisolism
symptoms regressed. During the 2-year lasting observation of patient no relapse was found. In
retrospect, the patient revealed symptoms of a rare hereditary disease - Carney complex. The
interest of submitted observation lies in its exceptional rarity. Unilateral adrenalectomy was
effective, but the probability of recurrence of Cushing’s syndrome and other manifestations
of Carney complex still exists.

Key words: Carney complex, pigment nodular adrenal dysplasia, Cushing's syndrome,
bypercortisolism, the true lentiginosis, an autosomal dominant mode of inbheritance
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KapHu-KOMIJIEKC — peaKUu HacCaen-
CTBEHHBIY HEOIUIACTUYECKHUU CUHIPOM C
4yTOCOMHO-JOMHHAHTHBIM BAPHUAHTOM Ha-
CJIEAOBAHMA, KOTOPBIN MIPOABIAETCA IHIO-
KPUHHBIMH 1 HEIHJOKPUHHBIMH HEOILIA3U-
sIMM [4]. BiepBbI€ 3TOT CHHAPOM ObLT OITUCAH
B 1985 rogy rpyIiorn y4eHbIX KIMHUKA Mero
(CIIIA) oa, pyKOBOACTBOM I1aTosIora J.A. Car-
ney. B 2000 rony CA. Stratakis yCTAaHOBII I'€He-
TUYECKYIO IPUPO/TY JAHHOTO 3200JIEBAHUA [ 3,
5]. IIpUYIHUHOM SAB/IIOTCA PA3HOOOPA3HBIC MY-
TAIMHN BTE€HE PETYIITOPHO 10-CyOBETMHHIIBI
IPOTEUHKUHA3BI A B 22 WIH 24 y4acTKe IUIe-
4ya q 17 xpomocomst (1 Tumr) wiu B 16 ygacrke
w1e4da p 2 XpoMOCOMBI (2 TvI) [5].

3ab60sieBaHUE BCTPEUYAETCS Y MYKUYHUH
M )K€HIHUH. K OCHOBHBIM NPOABIEHUAM
KapHH-KOMILIEKCA OTHOCSTCA: HCTHHHBIHN
JIEHTUTUHO3 C IOCTOSHHOH JIOKAJIHN3aIuen
IUTMEHTHBIX MATEH KEJITO-KOPHUYHEBOI'O
WM IIOYTH YEPHOTI'O IIBETA BOKPYT I'yO, Ha
KOHBIOHKTUBE, CJIN3UCTOU T€HUTAJINI, HE3a-
BHCHMO OT BO3JENUCTBHA COTHEYHDBIX JIy4e€U
(B OTJIMYHE OT BECHYIIEK); MUKCOMBI KOXKHU
WJIH CJIN3UCTBIX; TOTyOble HEBYChI; MUKCOMA
cepla, 3a49aCTYIO ABIAIOMASACA €JUHCTBEH-
HBIM (PEHOTUIIMYECKUM ITPOSABIECHUEM; MUK-
COMAa MOJIOYHOHM JKe€JI€3bl; ABYCTOPOHHSA
BHYTPHIIPOTOKOBAA 4IECHOMA MOJIOYHOM JKe-
J1e3b1; cuHpoM HiteHKko-KymHra, o6ycios-
JIEHHBIN IEPBUYHON ITUT'MEHTHOM HOILYIIAP-
HOU I'UIIEPIUIA3UEN KOPBI HAIIIOYEYHUKOB;
COMAaTOTPOIIMHOMA C SIBICHHUSAMH aKpOMe-
TIUH; KPYITHOKJIETOYHAS KATBITU(PUITUPO-
BaHHA4 OITyX0JIb KJIETOK CEPTOIN UM KAJTb-
U(PHUKATHI B IMUKAX; KAPIIMHOMA U TOBU/I-
HOI >K€JI€3bI WUIM MHOT'OY3JIOBOU 300; Mea-
HOTHYECKHUE IMBAHHOMBI; OCTEOXOHAPOMHK-
coMa. Taxke BBIIETSIOT JOIOJTHUTEIbHBIE
NPU3HAKU — HAIHYHE OATBEPKIECHHOIO
Juarno3a KapHu-KoMIuIeKkca y poJgCTBEHHH-
Ka IIEPBOTO NOPAAKA U TEHETHYECKH BBISIB-
JIEHHYIO MYTAlIHIO '€HA IPOTECUHKHUHA3HI A,

Jaa mocTaHOBKHU guarHosa Kapuu-
KOMIUIEKCA HEOOXOJMMO HATTMYHE JBYX HIN
00s1€e€ OCHOBHBIX IPU3HAKOB UJIH OJHOI'O
OCHOBHOT'O Y1 O/THOT'O IOIMOJTHUTEJILHOTIO [7].

Bcero B mupe onucaHo MmeHee 500 ciy-
4a€B JAHHOTO 3200JIEBAHUA U TOJIBKO 3 Ha-
OJrofieHys B HalIew crpase [1, 2].

IIpeacraBiasieM COOCTBEHHOE
KIMHHYIECKOE HA0II0meHne

Hayuenm bB., 1995 roga poXaeHus B HO-

s6pe 2013 roga roCOIUTATU3UPOBAH B XU-

pypruueckoe oraenenue HY3 Jopox-
HO¥ KJIMHHYECKOM OOJBbHHUIIBI HA CTAHITNH
HpKkyTCK-ITaCCAXUPCKUH I ITIAHOBOI'O
OIIEPATHUBHOIO JICYEHU C HAIIPABUTE/IbHBIM
auarno3om: Cunapom Mnenko-KymuHra,
KOPTHKOCTEPOMA JIEBOI'O HAAIIOUEUYHHUKA.
ITpu IOCTYIUIEHUM IIPEIbAB/IUL)KAIOOBI HA
3MU30/bI ITOBBIIIEHUE APTEPHATBHOTO JJABJIE-
Hy 70 200,/1 10 MM PT. CT., TOJIOBHBIE OOJIH, U3~
MEHEHME BHEIMTHOCTH (KOXHBIE CTPHH, OKPY-
IVIEHHE JIMIA, [TOBBIIIEHUE MACCHI TEJIA), MbI-
IIEYHYIO U OOIIYIO C/TA00CTD, CHIDKECHHE TOJIE-
PAaHTHOCTH K (PU3NUECKUM HATPy3KaM, THOM-
HHUYKOBBIE KOKHBIE BBICBIITAHUA HA 6€Ipax.
N3 aHaMHe3a: CHUTaAeT ce6s1 60TBHBIM C
2009 roaa, xorja 6sU1 3a(pUKCHPOBAH IITH-
3071, IOBBIIIEHUA APTEPUATIBHOI'O JABJICHUS
1o 160/80 MM PT. CT., COIMPOBOKIAIOIUIAC
BBIPAXKECHHBIM YXYIICEHHUEM CAMOYYBCTBHSA
(TOTOBOKPYKEHHUEM, TOIIHOTOH, TAXUKAP-
JIHIEIL, TOJIOBHOM 60JIBI0). [MIiepToHmYecKuit
KPH3 KYIIUPOBAH B YCJIOBHAX CTALMOHAPA,
I'€HE3 apTEPHUAIbHON TMIIEPTEH3UH HE yCTA-
HOBJIEH. [IOCTOSTHHAS THIIOTEH3UBHAsI TEPa-
MM HE HAa3HAYAJIACh; IIPU SIIHU30JUYECKOM
KOHTPOJIE B AMOYJIATOPHBIX YCIOBHUSIX (DHK-
cuposanu noseimenue Al o 140-150/70-
90 MM pr. cT. C aBrycra 2010 roga cran or-
Me4aTh U3MEHEHNE BHENIHOCTHU: YBEINYe-
HHE Macchl Tesa Ha 10-12 kr 3a 6 mecsies
IIPEUMYIIECTBEHHO 34 CYET OTJIOKEHHUA IO/ -
KOXKHOM KHUPOBOU KJIETYATKHU HA ITEPpETHEN
OPIOIIHO CTEHKE U JINIIE, OKPYIJIEHHE OBa-
JIAJIALA, [IOSIBJIEHUE TOHKHUX PO30BBIX CTPHIL
Ha BHYTPEHHEH IIOBEPXHOCTH 171eY, 6eep.
B asrycre 2013 roga HaXOQWJICA HA JIeYe-
HHUU B 9HJOKPHUHOJIOTHYECKOM OTCICHUU
I'bBY3 OKB 1. Upkyrcka. [Ipu o6cinesoBaHnu
YCTAHOBJIEHO HAPYIIEHUE CyTOYHOI'O PUTMA
koprtu3oa u AKTT, yBeimueHrne KOpTHu30ia
KpoBH 10 1097 umoab/1 (Hopma 150-660),
AKITT 5 iir/mi1, pe3y/abTaT MaJIOH U 60IBIION
JEKCAaMETAa30HOBBIX IPOO oTpHULiaTeaeH. ITo
ngaaabiM MCKT HaAIIO9Y€YHHUKOB BbISIBJIEHBI
KT-tipu3Haku HOZLYISIPHOM T'HIIEPILIA3UU
JIEBOTO HA/IIIOYECYHUKA C pa3MepPaMU HANO0-
Jiee KPYITHOTIO y3/1a 13X 9,7 MM, ILIOTHOCTBIO
34 en. HU, mocjie B/B yCWJIEHUS HAKOITHUBIIIE-
'O KOHTPACT JO 64 en.HU. IIpu nnposeneHnn
MPT rojiIoBHOTrO MO3TI'a BBISIBJIEHA KAPTHUHBI
HAPYXHOH THAPOIEATHH U 3aII0I03PEHA
MHKPOaJeHOMA Tunodu3a.
HampasneH B ®BIY «DHIOKPUHOJIOTHYE-
CKHU HAay4YHBIN EHTP> (I. MOCKBA) I CO-
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I7IACOBAHMA TAKTUKH BEAECHUA, TI€ IIPONIEIT
CTAIlHOHAPHOE O6CIEAOBAHUE B OT/iEIe-
HHUHU TEPAMTUH C IPYIIIION OXKUPEHUS B OKTH-
ope 2013 roaa. 3a BpeMsi rOCHUTAIN3AINH
110 PE3YyJIbTATaM KOMILIEKCHOT'O OOCIEN0BA-
HHA BbIABJIEH CUHAPOM HiieHKO-KyminHra,
KOPTHKOCTEPOMA JIEBOTO HAAIIOYEYHHUKA.
ITo JaHHBIM TOPMOHAJIBHOI'O OOCIEIOBAHUS
OTMEYAETCS: HAPYIIEHUE pUTMA KOPTHU30J14,
THIOBBIIIEHUE YPOBHS CBOOOTHOI'O KOPTHU30J1a
KpoBu 10 749,0 (HOpMa 123,0-626,0), u Mouun
10 1314,0 umons/cyt (Hopma 60,0-413,0);
cHkenue yposua AKTT go 1,7 mr/n (Hop-
ma 7,0-66,0), OTpUIATEIbHBIN PE3YIbTAT
HOYHOT'O NOJABJISIIONIETO TeCTa C 1 MT JIeK-
cameTra3oHa. ITo mjanueiM KT yCTaHOBIEHBI
IIPU3HAKH 4JICHOMBI JIEBOTO HAAIIOYEYHH-
Ka (pasmepom 10x11 MM, INIOTHOCTHIO 36
en. HU). Ilpu BeimonsneHuu MPT rososBHO-
'O MO3ra C KOHTpacTupoBanuem B DHII naH-
HBIX 32 00pa3oBaHMe runo(pu3a He noJIyde-
HO. I[Tpu IEHCUTOMETPUH OTMEUYEHA BBIPA-
JKEHHAs1 OCTEOIIEHUA TOSICHUYHOT'O OTENA
IIO3BOHOYHHKA HA ypoBHE L1-14. ITo nan-
HBIM Y3U HUTOBU/IHOI JKeJ1e€3bI 3X0rpacdu-
4eCKUe MMPU3HAKU IATOJIOTUH HE BBISIBIICHBL.

3aKII0YNTENbHBIN JUATHO3 - CUH/IPOM
HiieHKo-KyInHra; KOpTuKOCTEPOMa J1€BO-
IO HAAIIOYEYHHKA; OCTEOTIEHUA MOACHUYIHO-
I'O OT/E/IA IIO3BOHOYHHKA; APTEPHUAIbHASA TH-
nepreHsua 1 cr. PEKOMEHZ0OBAHO XUPYPIUA-
4eCKOe JICYEHHE.

IIpu NOCTYIJIEHUU B XUPYyPrUIECKOE
orpenenue HY3 KB Ha cT. UPpKYTCK-
ITaccaknpCKUM JOIIOJHUTEIBHO K aHAM-
HE3Y YCTAaHOBJICHO, YTO MAaT€pU GOJIBHOTO B
2005 rogy BBO3pacTe 32 IeT ObUIA BBIITOTHEHA
aJPEHAIIKTOMUS CJI€BA 10 IOBOJTy CHHIPOMA
Hienko-Kymnnra. B nmocieayroniem Bce Ipo-
SIBJICHUS TUTIEPKOPTHUIIU3MA Y HEE PETPECCH-
poBaH. ITaTOrUCTOTIOrHYECKOE 3AKTIOUEHHE
10 MAKPOIIPEINAPATY MATEPH: Y3€JIKOBAS ITHT-
MEHTHAA JUCIUIA3UA JIEBOT'O HAAIIOUYEYHHKA.

IIpu ocMOTpe nmanyeHTa ObUTH OOHAPY-
>K€HbI MHOKECTBEHHBIE ITIMTMEHTHBIEC TIAT-
HA JKEITO-KOPHUYHEBOI'O U IIOYTH YEPHOT'O
BeTa JuamMeTpom ot 1,5 10 10 MM Ha JIHILE C
4ETKUMHU KOHTYPAaMU, C IPEUMYIIECTBEHHOM
JIOKAIN3alyer Ha ryoax, CJIM3UCTOM pTa, Ie-
PEeAHEN IOBEPXHOCTH I'PYAHOU KIETKHU. AHA-
JIOTUYHBIE IPOSABICHUS IEHTUTUHO3a OBLTU
paHee OOHAPYKEHBI U Y MATEPHU ITAIIUEH-
Ta B 2005 roay. C yaerom (pakTopa HACIEN-
CTBEHHOCTH 3a110A403p€eH KapHH-KOMIUIEKC,
4ACCOLMUPOBAHHBINA C 9HJOT€HHBIM I'UIIED-
KOPTHUIIM3MOM, U IIPEIIIOI0XKEHO, YTO Y Ma-
IIMEHTA UMEET MECTO IIEPBUYHAS ITUTMEHT-
Has TUIEPIUIA3Hs JIEBOTO HAAIIOUECYHHKA.
OT reHeTU4YECKOI'0 TECTUPOBAHUA CEMBs b.
OTKA3JIACh.

11.11.2013 r. mauueHTy b. npousseneHa
onepanys — I€BOCTOPOHHSSA JTAIIaAPOCKOITH-
4eckas apeHaIdKTOMUA. Makponpenapart
IPECTABISUI COOOHM HAJAIOYEYHHUK C MHO-
JKECTBEHHBIMH y3/IAMH KOPUYHEBOTI'O I1BETA,
pasmepaMu oT 5 MM 10 15 mm. IIaTosmoro-
TUCTOJIOTUYECKOE 3aKII0YEHUE: Y3EIKOBAs
MUIMEHTHAs TUIIEPIIA3UA KITyOOUKOBOH 1
ITYYKOBOH 30H KOPHI HAAIIOYEYHHKA C BKJIIO-
4YEHUAMHU MUEIOIUIIOMATO34. B KOpTHUKOITU-
TAaX y3JIOB OOHAPYKEHBI BKIIIOYEHHSA I'PAHYJI
HUIMEHTA JTUIIOPYCIHA.

Pe3yabTaTsi M 00Cy:KaeHue

PanHUI TOCIEONEPAITMOHHBIN IEPUO],
npoTekan 6€3 0cobeHHOCTEN. [TaIlueHT BbI-
MHUCAaH Ha CE€IbMBIE CYTKH IIOCJIE OIIEPAITUH.
MCKT Hagnmo4e4yHUKOB uepe3 1 mecsry 1mo-
cJie OIlepaluM: IIPU3HAKOB I'MIIEPIUIA3UH
IIPaBOTO HA/ITIOYEYHNKA HeT. Yepes 3 mecs-
112 IOCJIE€ OIIEPAIIMH MAIUEHT CYOBEKTHUB-
HO OTMETHUJ YAYYIIEHUE COCTOAHUSA: CHU-
JKEHUE BeCa Ha 4 KI, NO0OJIeJHEHNUE CTPUIT
HA 6eApax U IUIeYax, CTAOMIN3AIHIO ap-
TEPHUAIBHOI'O JaBjIeHH:A. KOHTPOJIb ropMO-
HOB KPOBHU 4Y€pe3 IOJro/a: KOPTU30Ja 359,5
HMOb/11 (138-690), AKTT 7,02 1ir/mur). Kiu-
HUYECKHUX JAHHBIX 32 PELIIUAUB CUHAPOMA
Huenko-Kymunra Her. IIpyu KOHTPOJIbHOM
ocMoTtpe BMae 2014 roga (peHOTUITNIECKUX
nposasaeHu cuggpoma Mienko-Kymmnara
HET, CTPUU Ha OeZjpaxX U BHYTPEHHEH IO-
BEPXHOCTH IIeY OJI€THBIE, KOXKA JIMITA HE T'H-
IIEPEMHUPOBAHA, TOJKOXKHO->KUPOBOH CII0M
pacrpeiesneH paBHOMEPHO. APTEPHUAIbBHOE
JABJICHHE B IIPEEIaX HOPMBL OCMOTDP B Jie-
Ka6pe 2014 roga TaxKe He BBIABIJI «KYIIIHH-
TOUJHBIX> IIPOABIECHUI.

HecMOTps Ha OTCYTCTBHUE CUMIITOMOB
TUNEPKOPTUIIN3MA Yy MAITMEHTA HA JAHHBIHN
MOMEHT, HEOOXOJUM MOHUTOPHHT CTPYKTY-
PBIL, Pa3MEPOB U TOPMOHAIBHON AKTHBHO-
CTH OCTABIIETOCA HAANOYEYHHKA. CUUTA-
€TCsI, YTO ITOPAKEHHE HAIIOYEYHUKOB TP
KapHH-KOMILTIEKCE JBYXCTOPOHHEE U 30J10-
TBIM CTAHJAPTOM JICUCHUS ABJISICTCS JIBYX-
CTOPOHHSAA AAPEHATIIKTOMUSA C MOCIEAYIO-
LIEH 3aMEeCTUTEIbHOU Tepanue. B mrepa-
Type OIIMCaH CJIy4a, KOorga yepes 27 JIeT O-
CJIe OTHOCTOPOHHEH a/IPEHATIKTOMUH I1a-
ITUEHT OOPATHJIICA C CHMIITOMAMU TSDKETIEH-
[IEro XPOHUYECKOT'O THIIEPKOPTUIIH3MA [6].
OHAKO BJIMTEPATYPE BCTPEUAIOTCSA OITHCA-
HHUSA HECKOJIbBKHUX CTy9a€B OHOCTOPOHHETO
nopaxxenus. Ha 1aHHbII MOMEHT, HA HAII
B3IVISI/], HET OKA3aHUH JIUIS yIaI€HUS 370-
POBOTO IPABOTO HAJAIOYECYHHUKA ITAITUEHTA.
ITpeanoIOXKUTENBHO TOPAKEHUE SABIACTCS
OJHOCTOPOHHUM. 3yunB IpoOIeMy U 3HAs
BO3MO’KHBIE (DEHOTHUITHYECKHE ITPOSBICHUA
KapHH-KOMIUIEKCA, CIUTAEM HEOOXOJUMBIM
IIPOBEAECHUE JUCITAHCEPHOTO HAOIIOICHU
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34 IMAMEHTOM b. C 11€/1b}0 CBOEBPEMEHHO-
T'O BBISIBJICHUSA U JICUCHUSI BO3SMOKHBIX HpO-
SIBJIEHUHU ITATOJIOTUH CEPALIA, KOXKHU, JPYTUX
OPraHOB AHAOKPUHHOMN CUCTEMBI.
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