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PEAKWA CNYYAN SHOONEHHOIO CEMEMHOIO NMMMNEPKOPTULIU3MA
(KJIMHWYECKOE HABJ1IOAEHUE)

UpkyTckas rocyaapcrBeHHas MeauLUHCKas akageMus nocseannioMHOro oopasosanus — punnan @rooy
«Poccuiickas meguuMHCKas akagemusi HerpepbIBHOMO npogeccruoHasbHOro o6pasosaHns»

MuHsapaBa Poccuu, Upkyrck, Poccus

OnucaHn kauHuueckull cay4ail aH0o2eHHO020 2unepkopmuyudma y 18-n1emHezo nayueHma ¢ cuHOPOMOM
Hyenko - KywuHea, 06yc/108/1eHHbIM KOPMUKOCMEPOMOll 1e8020 HaonoyeyHuka. BvinosHena nanapockonuyveckas
adpexasskmomus. Hccaedosarue npenapama 8bis18UN0 NUZMEHMHYH0 HOOYAAPHYH OUCNAA3UN0 HAONOYeYHUKA.
OmmeyeH pezpecc cuMnmoMo8 2unepkopmuyuzma, omcymcmeue peyudusa 8 meyeHue 2 aem HaAOA00EHUs.
PempocnekmusHblil aHaaus gblsaeua pedkoe HacaedcmeeHHoe 3a601esaHue - KapHu-komnaekc. AdpeHaaskmomus
okasanacs sgPekmusHoll, HO 8epOSIMHOCMb peyudusa COXPaAHAEMCs.

KnioyeBsbie cnnoBa: KapHu-kKOMMIEKC, MUrMEeHTHas HoAyAspHas AUCraasvs Haarno4eyHuka, cuHapom yeHko — KywnHra,
rnrnepkKopTnun3m, WUCTUHHbIN T€HTUTMHO3, ayTOCOMHO-ﬂOMMHaHTHbH)/I Tnrn HacsiegoBaHus

RARE CASE OF ENDOGENOUS FAMILY HYPERCORTICISM
(CLINICAL CASE)

Sobotovich V.F., Privalov Y.A., Kulikov L.K.

Irkutsk State Medical Academy of Postgraduate Education — Branch Campus
of the Russian Medical Academy of Continuing Professional Education, Irkutsk, Russia

We described a case of an endogenous hypercorticism in 18-years old patient with Itsenko - Cushing syndrome which
was caused by a hormonally active adrenal tumor of the left adrenal gland. In a clinical picture of a disease the fol-
lowing symptoms dominated: arterial hypertension, increase in body weight, adiposity of the trunk, hands, neck, face,
strips of extensions of skin on femurs. We found multiple nevus pigmentosus of black, yellowy-brown color from 1.5 to
10 mm on lips and mucous of a mouth, skin of a face and a trunk. The hormonal research established violations of a
circadian rhythm of a hydrocortisone, increase in the free hydrocortisone of blood to 749.0 nmol/24 h (reference range
123.0-626.0), urine to 1314.0 nmol/24 h (reference range 60.0-413.0). The ACTH level decreased to 1.7 pg/ml (reference
range 7.0-66.0). The negative result of the night overwhelming test with Dexamethazonum is received. Muitislice CT of
adrenal glands revealed signs of a nodular hyperplasia of the left-hand adrenal gland. The laparoscopic adrenalectomy
is made at the left. Pathoanathomical conclusion: a nodular pigmental hyperplasia of a glomerular and fascicular zone
of bark of an adrenal gland with inclusion of a miyelolipomatoz. In the nodular corticocytes inclusions of lipofuscin
granules were found. In the postoperative period symptoms of a hypercorticoidism regressed, throughout two years of
observation there is no recurrence. Monitoring of hormones of blood in six months: hydrocortisone 359.5 nmol/l, ACTH
7.02 pg/ml. Retrospectively, the patient displays an infrequent heritable disease - Carney complex.

The patient’s mother at the age of 32 years underwent left-side adrenalectomy concerning Itsenko - Cushing disease
with morphological confirmation of a nodular pigmental hyperplasia in adrenal gland. In both cases clinical convales-
cence occurred. Interest of the presented observation consists in its exclusive rarity. The unilateral adrenalectomy was
efficient, but the probability of a recurrence of a hypercorticoidism and other manifestations of Carney complex remains.

Key words: Carney complex, pigmental nodular adrenal dysplasia, Itsenko — Cushing syndrome, hypercorticoidism,
true lentiginosis, autosomal dominant inheritance

BBEOEHUE

KapHu-KOoMILIEKC — peIKUI Hac/eJCTBEHHBIN He-
OIJIACTUYEeCKUH CUHAPOM C ayTOCOMHO-JOMHUHAHTHBIM
BapUMaHTOM HacJ/Jie[,0BaHUS, KOTOPbIM NpPOABASAETCSA
3HAOKPUHHBIMU U HEIHJOKPUHHBIMU HEOMJIA3UsAMHU.
BriepBble 3TOT cUHAPOM ObL1 onucaH B 1985 . rpynnoi
y4€HbIX KIMHUKU Meiio (CIIA) mos pyKoBOACTBOM MaTo-
siora J.A. Carney [3, 4]. B 2000 r. C.A. Stratakis yctaHoBuU./I
reHeTUYEeCKY NMpUpoAY AaHHOTO 3abosieBanus [2, 7].
[IpyuMHOM ABJSIOTCS pa3HOOOpa3Hble MyTallU B FeHe pe-
IYJASTOPHOU 1a-Cy6beIMHUILbI TPOTEMHKUHA3BI A B 22-M
WM 24-M y4yacTKe 11e4a q 17 xpomMocoMmsl (1-# THI) win

B 16-M yyacTKe 1J1e4a p 2 xpoMocoMbl (2- Tun) [5]. 3a60-
JleBaHMe BCTPeyaeTcs1 y My»UHH U KeHIUH. K OCHOBHBIM
nposiBieHUsIM KapHU-KOMILJIeKCa OTHOCSTCS: UCTUHHbBIN
JIGHTUTMHO3 C IOCTOSIHHOM JIOKa/IM3aleil MUrMeHTHbIX
MSITEH KeJITO-KOPUYHEBOT0 UJIM MOYTHU YepHOro I[BeTa
BOKPYT I'y6, Ha KOH'bIOHKTUBE, CJIM3UCTON TeHUTAINH, He-
3aBHCHUMO OT BO3/I€ACTBUS COTHEUHBIX JTyuel (B OT/IMYNE
OT BECHYIIEK); MUKCOMBI KOXH WJIU CIU3UCTBIX; F0J1y6ble
HEeBYChI; MUKCOMA Cep/ilia, 3a4acTyI0 SBJIA0IIASACS eIUH-
CTBEHHbIM QEeHOTUIINYEeCKUM NpPOsBJIeHHEeM; MUKCOMa
MOJIOYHOH >KeJie3bl; ABYCTOPOHHSISI BHYTPUIIPOTOKOBAs
aZileHoMa MOJIOYHOH »KeJie3bl; cuHApoM Muenko - KyimnHz-
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ra, 06yC/I0BJIEHHbIN IEPBUYHON TUTMEHTHOW HOAY/ISIPHOU
runepisia3yuei KOpbl HaI0YeYHUKOB; COMAaTOTPONMHOMA
C sIBJIEHUSIMU aKpOMeraJiu{; KpyNHOKJ/JIeTO4YHas KaJlb-
nubULMPOBaHHAsI ONYX0Jb KJIeTOK CepTo/Iu UK KaJlb-
nuuKaThl B IMYKaX; KapLIMHOMA LU TOBUAHOM >KeJle3bl
WJIM MHOTOY3JI0BOY 3006; MeJlaHOTUYeCKUe LIBAHHOMBI;
0CTeO0XOHJPOMHUKCOMa. TakyKe BblIeJIAIOT JONOJHUTEIb-
Hble IPU3HAKU — HAJIMYKe MOATBEPXKAEHHOTO AUarHo3a
KapHu-koMIIekca y poA,cTBEHHHUKA EPBOro NMopsjKa U
reHeTHYecKd BBISIBJIEHHYI0 MyTalMI0 reHa IPOTeHHKH-
Hazbl A [1]. [lis nocTaHOBKY AuarHo3a KapHu-koMiuiekca
He06X0AMMO HaJIM4Me JBYX WU 60Jiee OCHOBHBIX TPU3HA-
KOB WJIY OJJHOTO OCHOBHOTI'O U OJ{HOT'O JIONIOJIHUTEJIbHOTO.
Tak Kak CYMTAETCS, YTO NOPAKEHHE HA/ITOYEYHUKOB ITPU
KapHu-koMILIeKce IByCTOPOHHEE, 30J10ThIM CTaHJapTOM
JleyeHHUsl ABJSIETCS ABYCTOPOHHSSA aApeHaJ3KTOMUS C
nocjesymolel 3aMecTUTeIbHON Tepanueid. OfHaKo omnu-
CaHO HECKOJIbKHX CJIy4yaeB OJHOCTOPOHHETO MOPAKEHHSI
[6]. Bcero B Mupe 3apeructpupoBaHo okosio 500 ciyyaeB
JlaHHOTO0 3a60JIeBaHMS U TOJIbKO 3 HabJto4eHus B Poccru.

LLEJ1Ib UCCNEOOBAHUA

JleMoHCTpaIus ycrneHonl JUarHoCTUKU U XUPYPIu-
YeCKoro JieyeHUs KpalHe peIKo HabJII0[aeMoro cay4das
ceMelHOTro0 runepkopTunuaMa - Kapuu-komiiekca.

Iayuenm b., 1995 roga poxxzaeHus, B Hosiope 2013 1.
NOCTYNUJ B XUpyprudeckoe otaesenve HY3 «/lopoxHas
KJIMHHUYecKasi 60/1bHULA Ha cTaHIuK UpkyTck-TTaccaxup-
CKHMI» C>Kalo6aMU Ha 3TIM30/1bl TOBbIILIEHUSI apTepHUalb-
Horo jaBsenus 1o 200/110 MM pT. CT.,, TOJIOBHBIE 60JIH,
M3MeHeHHe BHEIIHOCTH (KOXKHbIe PACTSKKH, OKPYTJIeHHe
oBaJia JIMIa, IOBBILIEHHWE MAcChl TeJsa), MbILIEYHYIO
C1ab0CTh, CHXKEHHUE TOJIEPAaHTHOCTH K QU3UYECKHUM Ha-
rpy3KaM, THOMHUYKOBBIE KOXKHbIe BbICbIIaHUS Ha 6ejpax.

AHAMHES3 3ABOJIEBAHUSA

CuuTaet cebst 60sbHbIM € 2009 r., KOTa 661 3adPUK-
CUPOBaH 3MM130/] IOBbILIEHUS apTEPUATBLHOIO 1aBJIeHUS
710 160/80 MM PT. CT., COMPOBOX/IAIOLIUICS BBIPAXKEHHBIM
yXy/lleHeM CAaMOYyBCTBHS (FOJIOBOKPYKEHUEM, TOIIHO-
TOW, TAXUKapAHEH, TOJIOBHOH 60J1b10). [MIepTOHUYECKUH
KpU3 KyIMpPOBaH B YCJIOBUSX CTAllMOHAPA, FeHe3 apTepH-
aJIbHOY rUIepTeH3UH He 6bL1 ycTaHoBIIeH. [locTosiHHAs
rUIIOTeH3MBHAs Tepalnus He Ha3HayaJach, IpU 3MU30-
JUYeCKOM KOHTPOJIe B aMOyJIaTOPHBIX YCI0BUAX QUKCH-
posasiu noseleHue A/l o 140-150/70-90 mmM pT. cT. C
asrycra 2010 r. ctas oTMe4aTb U3MeHeHHe BHELIHOCTH:
yBeJIM4eHre Macchl Tesia Ha 10 Kr 3a 6 mMecsAues, npe-
VMMYIeCTBEHHO 3a CYeT OTJIOKEeHHs NMOAKOXKHOM KUPO-
BOM KJIeTYaTKHU B 06J1aCTH BEepXHEro IJIe4eBOro mnosca
Y 3a/lHel NIOBEPXHOCTH Illed, OKpYyIJIeHHe OBaJsa JIMLa,
T10sIBJIEHYE PO30BbIX CTPU HA BHYTPEHHEH I0OBEPXHOCTU
ey, 6esep. B aBrycre 2013 r. HaxoAWJICS HA JIEYEHUHU B
3HAOKpPUHOJIOTHYeCcKOM oTheneHnu ['BY3 «MpkyTckasa
opzieHa «3Hak [oyéTa» 06/1acTHas KJIMHUYecKas 60/IbHU-
1a». 06ce0BaHMeE BbISIBUJIO HApYyLIEHHE CyTOYHOI'O PUT-
Ma koptu3osa u AKTI, yBesinueHre KOpTH30J1a KPOBHU [0
1097 umoub/a1 (HopMa 150-660 umoub /1), AKTT 5 ir /M,
pe3y/ibTaT MaJiol U 60/1bLION leKcaMeTa30HOBbIX P06
orpunareJieH. [lo g7anapiMm MCKT HaZjmo4e4YHUKOB Bepu-
bupoBaHbl NPU3HAKK HOAYJISIPHOM rUIlepI/Ia3yH JeBo-
ro Ha/IMo4YeyHHUKa C pa3MepaMu HauboJiee KpyIHOro y3sJia

13 x 9,7 MM, motHOCThIO 34 ez1. HU, mocJie B/B ycuieHus
HAKOMUBILIETro KOHTPACT, - A0 64 ef. HU. B npaBom Haamo-
YeyHHUKe U3MeHeHHUd OTCYTCTBYIOT. [lo pesynpratam MPT
r0JIOBHOI'O MO3T'a BbICKA3aHO MPeNO0I0KEHUE 0 HATUYU U
MHKpPOa/leHOMBI runodusa.

Hanpagsien B ®BI'Y «3HA0KpHUHOIOTUYECKUH Ha-
YYHBIN LeHTp» (. MoCKBa) /11 COIVIaCOBAaHUSI TaKTHUKH
BeJleHUs, TJie Mpollles CTallMOHApHOe 06caejoBaHue B
OTZleJIEHUU Tepalluu C TPYNION 0KUPEHHUS B OKTAOpe
2013 r. [lo faHHBIM TOPMOHAJILHOTO 00CJIEIOBAaHUS OT-
MeuyeHO: HapyllleHHe LIMPKaJHOT0 pUTMa KOPTU30J1a,
MOBBIIIEHHE YPOBHS CBOGOAHOI0 KOPTHU30Ja KPOBH 10
749,0 umosib/cyT. (HopMma 123,0-626,0 HMOJIb/CYT.) U MOYH
- 1o 1314,0 umosib/cyT. (Hopma 60,0-413,0 HMOJIB/CYT.);
cumxkeHnue ypoBHsa AKTT po 1,7 nr/ma (mopma 7,0-
66,0 rir/mJ1), OTpULATEbHBIA pe3y/IbTaT HOYHOTO 10/a-
BJIsIIONEero Tecta ¢ 1 Mr iekcaMmeTtasoHa. [To janHbiM MCKT
yCTaHOBJIEHbI IPU3HAKH a/IeHOMbI JIEBOI'0 HAZIIOYeYHU KA
(pasmep 10 x 11 MM, motHocTh 36 en. HU). [loBTOpHAas
MPT rosioBHOro Mo3ra ¢ KOHTPaCTUPOBAaHHEM [TO3BOJIUIA
MIOJIHOCTBIO UCKJIIOYUTbL HOBOOOpasoBaHUe runodusa.
JleHcUTOMEeTpUs BbISIBUJIA BhIPAXKEHHYIO OCTEONEHHUI0
MOSICHUYHOTO OT/IeJ/1a T03BOHOYHMKa Ha ypoBHe L, -L,. ITo
JlaHHBIM Y3 IIUTOBUHOM 3Kesie3bl aXorpaduuecKue Npu-
3HAKM [1aTOJIOMU He yCTaHOBJIEHbL. BeicTaB/ieH uaryos:
cunapoM Huenko - Kymunra. Koptukoctepoma JsieBoro
HajnovyedyHuka. OcTeoneHusl NOSICHUYHOIO OTJeJa MO-
3BOHOYHHKA. ApTepuasibHas runepTeH3us 1 crT.

PexoMeH/10BaHO XUpypruieckoe JedeHue — aJipeHa-
JISKTOMHUS CJIeBa.

[IoBTOpHO rocnuTasIM3upoBaH B Hosi6pe 2013 1. B
xupypruueckoe otaenenue HY3 JIKB Ha cT. UpkyTck-Ilac-
CaKUPCKUH. JlONOJHUTENbHO K aHaMHe3Y yCTaHOBJIEHO,
YTO MaTepu 60JBbHOr0 B Bo3pacTe 32 JieT Obljia Bbl-
[IOJIHEHA a/ipeHaI3KTOMUS CJieBa 110 NOBOJY CUHJpOMa
Wuenko - Kymunra. [locsie onepanuu Bce NposiBAeHUs
IrUMIepKOPTHLIM3Ma Y Hee perpeccupoBaJu. [laTorucroio-
rU4ecKoe 3aKJ/II04YeH e HCCeJOBAHHOI0 MaKpoIpenapa-
TaMarepH (puc. 1): y3eJiKoBasi TMI'MeHTHas FMIepIia3us
JIEBOTO HA/AIOYEYHHKA.

Puc. 1. MakponpenapaT NeBOro Hagnoye4yHmka matepu na-
umneHTta b.

DAHHBIE OCMOTPA
N ®U3UKAJIbHOIO OBCJIEAOBAHUA
[Ipu ocMoTpe nmayueHTa BbISIBJIeHbl U3MEHEHUS
BHELIHOCTH MO KYLIMHIOWJHOMY THUIY: JIyHOOGpa3Hoe
JIULO, TIJIETOPA, «6YHUBOJIMHBINA TOPOUK», JUCIIIacTHYe-
CKOe O’KHpeHHe, TMIOTPodUA MbILIL BEPXHUX U HUXKHUX
KOHEYHOCTeH, pO30Bble CTPUU Ha BHYTPEHHEH N0BepX-

Cay4yad U3 NpaKTHKH

121



BIOAAETEHDb BCHLI CO PAMH, 2017, Tom 2, Ne2(114)

Puc. 2. BrewHuii Bug 6onbHoro b. oo onepauun.

HOCTH 1J1eY U 6éep (puc. 2). Takke 6blIM 06HAPYKEHDI
MHOXECTBEHHbBIE TMTMEHTHBIE [IATHA KeJITO-KOPUIHEBO-
r'0 M [TOYTH YePHOTro I[BeTa iuamMmeTpoMm ot 1,5 10 10 MM Ha
TYJIOBUILE U JIULIE, C IPeUMYLeCTBEHHOH JIoKa/u3anuen
Ha ry6ax u ciusucToi pra (puc. 3).

Puc. 3. JleHTurnHo3s y 6onbHoro b.

KOMMEHTAPUU NO BbIABJIEHHBIM
U3MEHEHUAM

AHasioru4yHble NPOSIBJEHUSsI JEHTUTMHO3a ObLIU
paHee OGHapy»KeHbl U y MaTepu nanguenTa B 2005 . C
ydyeToM dakTopa HacJeCTBEHHOCTH 3anofo3peH Kap-
HHU-KOMIIJIEKC, aCCOuHHpOBaHHbIﬁ C3HAOre€HHBIM Irulep-
KOPTHULIM3MOM, U NPEAIOJI0KEHO, UYTO Y NALlMEHTa, KaK
Uy ero MmaTepy, iuMeeT MeCTO IIepBHUYIHadAd NUIMEeHTHadA
ruIepJiasus ieBoro HaAno4ye4yHuka. OT reHeTHYeCcKoro
TeCTUPOBaHUsA ceMbd b. oTKasanace.

NPOBEAEHHOE JIEYEHUE
W Er0 PE3VJIbTATDbI

11.11.2013 r. nauueHTy b. npousBeieHa onepanus —
JIeBOCTOPOHHSIA JlJalapOCKONHNYecKas aJ[peHaldKTOMHUS.
MakponpenapaT npeJCcTaBsa] coO60i HaANOYEeYHUK C
MHO>XeCTBEHHBIMHU y3JIaMU KOPUYHEBOIO I1BETA pa3Me-
pamu oT 5 10 15 MM (puc. 4).

Puc. 4. Makponpenapar IeBoro HagnoyeyHuka naumeHTta b.

[laTos0ro-rucTo/I0rMYecKoe 3aKJ4eHHe: y3eaKo-
Bas NMTMeHTHas runepIasus Ka1yoouKoBOH U ITyYKOBOU
30H KOPbI Ha/ilI0YeYHHKa C BKJIIOYEeHUSAMU MHeJ0/IUIIO0-
MaTo3a (puc. 5). B KOpTUKOLUTAX y3/10B 0OHAPY>KEHBI
BKJIIOUEHUA IPaHyJ NUTMeHTa JUNodycurHa.

Puc. 5. Mukponpenapart: y3eskoBasi MMrMeHTHas rmnepnnasus
KyGOYKOBOWM 1 MY4YKOBOU 30H KOPblI HAAMNOYEYHUKA.
Okpacka reMaToKCUIMHOM U 303UHOM, YB. X40.
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Puc. 6. BHewHuii Bug 6onbHoro b. yepes 1 rog nocne onepaumm.

PaHHMH noc/IeonIepalMOHHbBIN EPUOJ] NPOTeKas 6e3
ocobeHHocTel. Yepes 3 MecsLa 1ocJie onepalyy oTMeye-
HO CHIDKeHHe Beca Ha 4 KT, mo6Jie/JHeHU e KOXKHbIX PacTsi-
»KeK Ha 6e/ipax U IJieyax, HopMaJslu3alus apTepruajbHOT0
JaBjieHUs. KOHTpoJIb TOPMOHOB KPOBU Yepe3 MoJIroja:
KopTu3o0J - 359,5 HmMouib /a1 (HopMa 138-690 HMoOJIb/ 1),
AKTT - 7,02 nr/mu. KNMHUYeCKUX JaHHBIX, CBUJETE/b-
CTBYIOILMX O penuavBe cuHapoMa Unenko - Kymnnra,
HeT. [Ipy KOHTPOJIbHBIX OCMOTpPax B Mae U Jiekabpe
2014 r. npoasienua cuHgpoma Unenko - KymuHra
OoTCyTCTBYIOT. CTpUM Ha 6eZipax U BHYTPEHHUX I1OBEPX-
HOCT$IX IJIeY 6Jie/IHbIE, KOXKa JIM1la He TUIIEpeMUPOBaHa,
MOJIKO’KHO-)KHPOBOMW CJIOW Ha TYJIOBUIeE paclpejeseH
paBHOMepHO (puc. 6).

SAKJTIO4YEHUE

Y mauueHTa JUAarHOCTHPOBAHBI MPOSIBJIEHUS JH-
JIOT€HHOTO TUIEePKOPTHUI[M3Ma B COYETAHUU C JIEHTH-
TMHO30M. MopdOJIOTHYEeCKUM CyOCTPATOM CHHApPOMA
Wuenko - KymuHra siBujach NUCMeHTHas y3J0Bast
rUIepIia3us JIEeBOro HaJjloYeyHuKa. X0Ts reHeTHye-
CKOe TeCTUpOBaHHe MPOBECTH He y/aJ0Ch, COBMECTHO
C TEHETUKOM Ha OCHOBAaHHWHU KJIMHUYECKOW KapTHHBI U
OTATOILIEHHON HAaC/leICTBEHHOCTH YCTaHOBJIEH JJUAarHO3
KapHu-kommiekca. OJJHOCTOPOHHSS aJ[peHATIKTOMHUS
npUBeJia K perpeccy Bcex MpOsiBJeHUN 3HAOTeHHOI0
TUIepPKOPTULIM3MA y 60JIbHOTO U ero MaTepHu. [Ipej-
MOJIOXKUTEJIbHO MopaXkeHWe HaJMovYeyHHuKa B JaHHOM
cJydyae sIBJISIETCSI OJJHOCTOPOHHUM, HO BEPOSITHOCTh
peuuanBa cuHapoma MieHko - KyuiMHra v mosiBJieHust
Jpyrux cMMnToMoB KapHHU-KOMIJIeKca coXpaHseTcs B
6yayuieM. B cBsI3u ¢ 3TUM o4YeBHUAHA HEOO6XOJAUMOCTh
PeryJIsIpHOTO JUCIIAHCEPHOTO HABJIIO/IEHUS 32 Mal[UeH-
TOM B. c 11e/1b10 CBOEBpPEMEHHOTO BhISIBJIEHUS U JIEYEHUST
BO3MOXXHBIX TPU3HAKOB MATOJIOTHU CO CTOPOHBI CEPALIA,
KOXKH, COXpaHEHHOI0 HA/[TOYeYHUKA U APYTUX OPTaHOB
3HJIOKPUHHOU CUCTEMBI.
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