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Pe3iome

Beegenne. OH/I0TeHHbIN TUIIEPKOPTUIIVSM — CPABHUTEIbHO PEIKOE ITATOTIOTMIECKOEe COCTOSTHME, IIPY 3TOM IO TSHKECTH TeUeHN Y TPYAOBOMY IIPOTHO3Y
VIMeeT BeCOMOe MeCTO CPEfyt BCeX SHITOKPVHOIATHIA.

Kmmamyecknii cnyyait. Ilpencrasnen kmHndecknii cnydait AKTI-HesaBucumoro runepkopruimaMa (cungpoma Vienko-Kymara), a Takoke CIOXKHOCTI
€ro IMarHocTuku u puddepeHimanbHOro fuarHosa. B xone o6cnenoBanys 6bula BbIsABIEHA ABYCTOPOHHIA TMIEPIUIa3uA HaAOYeYHNKOB. MeTomoM
CPaBHUTE/IBHOTO CETIEKTUBHOTO 3a00pa KPOBY U3 HAJMOYEYHNKOBBIX BeH U HIDKHEN! [OJION BeHbI ObIIa OIpefe/ieHa aTepaay3alysi TUIepIPORyKIM
koprtu3ona. KpoMe Toro, B KadecTBe JOMOTHUTENILHOTO TecTa [id i depeHIianbHOl AMarHOCTKY IEPBUYHOTO ¥ BTOPYYHOTO TUIIEPKOPTHIM3MA ObIa
IIPOBefieHa OLieHKa CTEPOMAHOTrO Mpodust KpoBu 1 Moun MeTofoM BIYKX, xoropas nopreepamia y maunenta AKTT-He3aBUCHMBII TUIIEPKOPTU30/II3M
(cunppoMm Unenko-Kymara). Braropaps npumenennio metoga CC3BK ypanocs pemmts Bonpoc 06 06beMe onepaTBHOTO BMEIIATENIbCTBA Vi IIPEIOTBPATUTD
BO3MOXKHYIO He0OOCHOBaHHYIO ABYCTOPOHHIOI afipeHaI9KTOMUIO IIPY FOPMOHAIbHO-HeaKTYBHOM 00pa30BaHNMN IIPABOro HaAmoYedHNKa. I1py mpoBefeHnn
CPaBHMTE/IBHOTO CENEKTMBHOTO 3a00pa KpoBy 13 HafnouedHUKoBbIX BeH (CC3BK) ¢ Lenbio onpepenenys atepaayn3anyy «3TaTOHHBIM TOPMOHOM» Y
[AHHOTO MAIieHTa ObUT BBIOPAH aHAPOCTEHANOH, YTO paHee B IMTepaType He OMUCHIBAIOCh. BbIIO IPOBETeHO OlepaTUBHOE JIeUeHNe, 1 IIPeICTaB/IeHa
yH(pOpMaLN 0 OCTeONePaLYIOHHOM TIepHOfie aleHTa.

BoiBopsl. [IpyBeneHHbII KITMHIIECKIIT CTy4alt JeMOHCTPUPYeET aITOPUTM AMATHOCTUKY IPUYMH TMIIePKOPTULIN3MA, BO3SMOXKHBIE OLINOKY U IIPYMeHeHe
TPYHAOEMKIX ¥ BBICOKOTEXHOTIOTMYHBIX METO/IOB JMATrHOCTHKIL. Taxoke yKa3bIBaeTCs BaKHOCTh MYIBTUAVICIVIIIMHAPHOTO ITOAXO/a, HECMOTPSI Ha
U30/IMPOBAHHYIO SHAOKPMHHYIO NIaTOIOTUIO.
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Abstract

Introduction. Endogenous hypercorticism is a relatively rare pathological condition, while in terms of severity of the course and labor prognosis it has a
significant place among all endocrinopathies.

A clinical case. A clinical case of ACTH-independent hypercorticism (Itsenko-Cushing syndrome), as well as the complexity of its diagnosis and
differential diagnosis, is presented. During the examination, bilateral adrenal hyperplasia was revealed. The lateralization of cortisol hyperproduction was
determined by the method of comparative selective blood sampling from the adrenal veins and the inferior vena cava. In addition, as an additional test for
the differential diagnosis of primary and secondary hypercorticism, the steroid profile of blood and urine was evaluated by HPLC, which confirmed the
patient's ACTH-independent hypercortisolism (Itsenko-Cushing syndrome). Thanks to the use of the CVD method, it was possible to resolve the issue of
the volume of surgical intervention and prevent possible unjustified bilateral adrenalectomy with hormonal inactive formation of the right adrenal gland.
When conducting a comparative selective blood sampling from the adrenal veins (CVD) in order to determine lateralization with the "reference hormone"
in this patient, androstenedione was selected, which was not previously described in the literature. Surgical treatment was performed and information about
the patient's postoperative period was provided.

Conclusions. The above clinical case demonstrates an algorithm for diagnosing the causes of hypercorticism, possible errors and the use of time-consuming
and high-tech diagnostic methods. The importance of a multidisciplinary approach is also indicated, despite the isolated endocrine pathology.
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BBenenne

OHJIOTeHHbI} TUTIEPKOPTULIM3M —~ CPABHUTENBHO PeliKOoe ITaToNo-
IYeCKOe COCTOSIHIE, IIPY 9TOM IO TAKECTH TeUEHV M TPYIOBOMY
IIPOTHO3Y MIMeeT BECOMOE MECTO CPefiy Bex sHAoKpuHomaTuii. Ilop,
TepMIHOM 3HJOT€HHbII TUIePKOPTULIV3M IPUHATO IOHMMATDh
SHIOKPUHHYIO [TATOJIOTHIO, TIPOSIB/ISIONIYIOCS BCTIEACTBIE M30bI-
TOYHOM CeKpelyuy KOPTMU30/I1a Ha/IMTOYEYHIKOM, BBISBAHHON €T0
rutepTpodest/TuIepIIasyelt, Wi 3a C4eT BTOPUYHON CTUMYIALIN
HEM3MEHEHHOI TKaHM HaJ[IOYeYHNKa apeHOKOPTUKOTPOIIHbIM
ropmoroM (AKTT), o6ycnoBneHHOI afieHOMOI TUIodu3a Wwin
AKTT-skronmeii. B cBoto odepefb B PyCCKOA3BIYHOI IUTEPATY-
pe OpUHATO pasfersaTh HoHATHUs 60me3Hb VMuenko-Kymmnra u
cuanpoM Vnenko-Kynmara. bonesup Mienko-KymmHra - ato
HeIPOSHAOKPUHHOE 3a00/IeBaHNe, 06YCIOB/IEHHOE XPOHIYECKOI!
runepnpopykuueit AKTT omyxonbio rumodusa, 4To B CBOIO Ode-
pernb, IPUBOANT K IOBBILIEHHON BHIPAOOTKE KOPTU30/Ia KOPOIl
HAJIIOYeYHNKOB 1 MOABIEHNIO CUMIITOMOKOMIIIEKCA TUIIepKOp-
tnnmsMa. CuazipoM Vnenko-KymmHra — TepMuH MCIONMb3yeTCA
st 0603HadeHsT TOOPOKaUeCTBEHHOI OIIyXO/N HA/IIOYeYHIIKA,
CeKpeTUPYIOLell KOPTHU30TT; B aHITIOSA3BIYHOI TUTepaType 06b-
eIVHsAET KaK MepBUYHBDII, TaK ¥ BTOPUYHBII TUIIEPKOPTULIN3M.

BBypy mopoit Hecrienyiraeckoil KIMHIYeCKON KapTUHBI 3HA0-
TeHHOTO I'MIePKOPTHUIIM3MA, eT0 AVArHOCTHUKA U AuddepeHIab-

Hasi IMArHOCTHKA, @ TAK)Ke BBIOOP Ha/IbHeTMIIIelf TAKTUKIL IeIeHIsT
3a4acTYIO BBI3bIBAET TPYAHOCTU U TPeOyeT MyIbTUAUCIIUIIIN-
HApHOTO IIOAXO0fa, YTO He peajn3yeMo B IIOJIHON Mepe Jaxe Ipu
TIIATEIBHOM 00C/IeOBAHNY [TAI[IEHTOB JYCIIAHCEPHOIT TPYIIIIBI B
MHOTOIPOQIIBHBIX OpraHmsanysix [1], a TpebyeT cTanmoHapHBIX
ycnosuii. Ilocne nogTBep>KAeHNA SHL0T€HHON TUIIEPIIPOMYKINI
KOPTHM30/Ia IT0 pe3y/IbTaTaM HOYHOTO IIOJABJIAIOIIEro TecTa ¢ 1 Mr
JileKcaMeTa30Ha, HeOOXORMMO YCTaHOBUTD STHONIOIMIO IUIIEPKOPTH-
1u3sMa. [l 3TOro MpoBOJAT OLIEHKY CYTOYHOTO PUTMa CEKpeLun
AKTT, 4ro, KaK IpaBuUJIO, O3BOJLAET AU depeHINPOBaTh CUH-
apoM Vnenko-Kymmnra (ecm yposenb AKTT crorixo nmopasien)
n AKTT-3aBucnumble popMbl TUIIepKOpTHLIVI3MA (€C/IN YPOBEHb
AKTT HOpMa/IbHBII MV TIOBBIIIEHHBII IIPY yBEIMIEHHOM YPOBHE
KopTusona). OTCYTCTBIE MOAAB/IEHIST KOPTU3071a KpOBH OoTIee, deM
Ha 50 % OT MCXOITHOTO YPOBHSI B XOfi€ ITPOOBI C 8 MI leKCaMeTa30Ha
ykasbiBaeT Ha AKTT-HesaBycumMyo GopMmy, T.e. AB/LAETCA HATOTIO-
rielt HafJTIOYeYHUKOB [2], KoTOpast BCTpedaeTcst pUOIM3UTENBHO ¥
10-20 % manmeHTOB C SHOTeHHBIM IUIIePKOPTUIIM3MOM. [TpyunHoii
cungpoma Venko-Kymumnra MoxxeT 6bITh: JOOpOKadeCTBEHHOE
HOBOOOpa30BaHNe HA/IIOYeYHNKA, aIeHOMa, MaKpO- WV MUKPO-
y3e/IKOBas IUIIePIUIAsNs KaK OFHOTO, TaK U 060MX HAAIIOYeYHIKOB
nwm AKTT-sxTonms BCencTBIe HeifpOIHIOKPYHHOI OITyXO/H, YTO
KOHEYHO e TpebyeT TIaTe/IbHON A epeHIaTbHOIM JUaTHOCTIKI
[2, 3]. BcTpewatorca cmyday, Korga npy nposenernu KT napgrmo-
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YeYHIKOB, OIIpefie/IAeTCS IBYCTOPOHHee IOpaKeHNe (HalpyuMep,
CoueTaHNe aZleHOMBI B OJHOM HAfIIOYEeYHMKE ¥ TUIIEPIIa3uU B
APYToM), TOTa MICTOYHYUK TMIePIPOAYKINY OIIPEHe/UTh He IIpef-
CTaBJIAETCS BO3MOXXHBIM. B TaKVX CTIOXKHBIX KIMHUYECKMX CTyJasax
I[e/1eco0OpasHo IPOBefeHIe KaTeTepusauy 1 3a60pa KpOBI 13
HAJIIOYeYHNKOBDIX BeH. TO TeXHMIECKM C/IOXKHBII, HO TOYHBII
METOJ, CPaBHUTE/IbHOM OLEHKM CEKPETOPHOI aKTMBHOCTY HAJIIO-
JeYHJKOB, I03BOJLAIOIINIL OIIPeIe/TNTD ICTOYHYK TUIIepCeKPeLL.

AKTyanbHOCTD

OHJOTeHHBII TUIIepKOPTULIM3M BCTpedaeTcs B 10 cmydasnx Ha
1 MyTH. HacernleHusA B rof B Bospacre 20-50 j1eT, mpuyeM y JKeHIIH
Jare, 4eM y My>xauH [2]. [Tpu aToM Ha Kaxpsle 5 crydaeB 60/1e3HN
Vnenxo-Kymmara npuxopurcs 1 crydail KOpTUMKOCTEpOMBI [4].
ArpeccuBHOe TedeHne 3a60/IeBaHNs BII€UET 3a COOOI pasBUTHE
TaKUX TAKETBIX KOPTU30/I-aCCOLUMPOBAHHBIX COCTOSHUI KaK:
apTepyabHasA TUIIEPTEH3A, MUOKapAUORUCTpodus, ceppiedHas
HEI0OCTaTOYHOCTD, CTEPOMIHBII CaXapHBIil A1abeT, 0CTe0nopos,
MIOIIaTH, OXKMpeHye 1 ip. IIporpeccupoBaHye JaHHBIX COCTOA-
HUIL BeMET K YBEIMYICHNUIO PYICKA PAa3BUTUA KapAMOBACKY/IAPHBIX
OC/IOKHEHMIT, MHBA/IMAIN3AVM U JIeTaTbHOCTY MalMeHToB. [Ipn
CBOEBPEMEHHOII IMarHOCTYKE U BO3MOXKHOCTSAX XUPYPIUIECKOTO
JTledeHst, CUMIITOMBI TUTIEPKOPTULIM3MA B OOJIBIIHCTBE CITyIaeB
MOTYT OBITb YCTPaHEHBI. «30/OTBIM CTAHAAPTOM» AUATHOCTUKIU
VCTOYHMKA TMIePCEKPELN IIPY IBYCTOPOHHEM IIOPaXKeHUN HaIIo-
YeYHUKOB B K/IMHITIECKY CJIOXKHBIX C/Ty4asx MOXHO Ha3BaTh CPaB-
HUTE/IbHBII CeTIEKTVBHBLI 3a00p KPOBM 13 HAAIOYEYHNKOBBIX BEH
(CCB3K) c omperienenyeM ypoBHs KOPTU307Ia, /IbIOCTEPOHA KPOBU
B JIEBOI1, IIPaBOIT HA/IIIOYEYHKOBBIX BeHaX I Ha Iepudepun mbo B
HIDKHe! TI07I0N BeHe, C IIOC/IeNYIOIIVM pacdéToM KoadduuneHToB
CE/IEKTMBHOCTM M JIaTepaam3anuu. MeToayKka CpaBHUTEIbHOTO
CCB3K npopieMOHCTPIpPOBa/Ia BBICOKYIO YYBCTBUTENBHOCTH (boTTee
90 %) u cnenuduasocts — 100 % [5]. OgHako metopgnka CCB3K
[IPECTAB/IAETCS TEXHIIECKN CIOKHOI: B OO/MBIINHCTBE CTyYaeB
KaTeTepy3alls IpaBoil HA/IMOYeYHMKOBON BeHbI HEyCIIelHa 1
TPAKTOBKA pe3y/IbTaTOB MCCIIEIOBAaHNA KpaliHe 3aTPyJHUTE/IbHA.
MaHuIyAIyst CeNeKTUBHOTO 3a60pa KPOBHU JOPOrOCTOSIIAS I
MHBAa3UBHAas, Tpe6yeT OCHAIIIEHHOJ pEHTTeHOIIePALlIOHHOM, KBaJIN-
GUILPOBaHHOTO SH/IOBACKY/LAPHOTO XMPYpPra ¥ FOCINTAIN3AINI
manuenTa [6, 7]. Tem He MeHee pe3y/IbTaThI CeTIEKTUBHOTO 3a60pa
KPOBHU MOTYT ITOMOYb OBICTPO U IPABUIBHO YCTAHOBUTD [YIATHO3
U IPeJOTBPATUTh HeHY>KHbIE IAIL[VIEHTY OllepaTHBHbIe BMeIlIa-
TenbCTBa. IIprBeIeHHbIN HIDKe KIMHUYECKUI CIydall AB/IAETCA
I0Ka3aTe/IbHbIM IpuMepoM BaskHOCTH Tposefennsa CC3BK npn
ABYCTOPOHHEM IIOpa>keHNI HaJITIOYeYHVKOB.

Knunanyecknii cryqait
[Tanment, ®., 1970 r.p., BriepBble TOCINTANTUSUPOBAH B 1 KTMHUKY

(Tepammum ycoBeplIeHCTBOBaHNA Bpadeil) BMenA B mapte 2019
rofia ¢ )ka;mo6aMy Ha OOIIYIO M MBIIIEYHYIO C1a00CTh B BEPXHUX U
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HIDKHVIX KOHEYHOCTSIX, M30BITOUHYIO MACCY Tela, BapUabenbHOCTh
apTepuanbHoro gasneHys (ypoHy All ot 100 u 90 MM pT. CT. IO
180 1 110 MM PT. CT. B Te4eHe CYTOK), IEPUOFUIECKYI0 HOIb B
CTOIAX, BO3HMKAIOUIYIO B ITOKOE, CKJIOHHOCTb K THOMHMYKOBBIM
BBICBIIAHWSM U TIEPUOAMYECKII 3y KOXKI B 00/IACTY CIIVHBL, yMe-
PEHHYIO CYyXOCTb BO PTY U XKaXK[y, yJallleHHOE MOYENCITyCKaHeE.

3 aHamHe3a nmauyeHTa uM3BeCTHO, 4yTo ¢ 2010 rofa oT™Mevar mo-
BbIILIEHVE aPTEPUAIbHOTO JABIEHNA O MAKCYMAa/IbHBIX 3HAYEHMI
160 1 100 MM PT. CT., COIPOBOX/AIOLIeeCsl UHTEHCUBHOI TONIOBHOM
6071b10, IPEUMYILIECTBEHHO B 3aThIIOYHOM o6mactu. ITo JAHHOMY
MOBOAY MALMEHT aMOY/IATOPHO KOHCY/IBTMPOBAH TEPAIeBTOM,
BIIepBbIe MHNUI[MMPOBAHA AaHTUTUIIEPTEH3UBHAsI Tepamnus (Tab.
[Tepuunonpyn/VHgamaMup, [O3MPOBOK He IOMHUT) C YMEPEHHBIM
HONOXUTENbHBIM 3 dekToM. B mocnenyromem npu nepuopindeckom
CaMOKOHTPOJIE OTMEYA/IOCh KPM30BOE TeYeHNEe apTepUaIbHOM T1-
nepTeH3uy (MaKCUMa/IbHbI YPOBEHDb apTepUaIbHOTO [aB/IeHNU
220 u 120 MM PpT. CT.) Ha (OHe ICHMXO3MOLMOHATIBHOTO CTpecca.
ITpoBepeHa KOppeKL¥si TUTIOTeH3UBHOI Teparuiu (Tad. XvHanpu/
Tuppoxnopruasuz 20/12,5 mr/cyT, Tab. Jlepkannpunus 20 Mr/cyT,
Tab6. Brcomponon 10 mr/cyT, Tab. Mokconupus 0,4 mr/cyT, Tab.
Topacemup 2,5 MI/cyT) ¢ MOMOXUTENbHBIM 3¢ dexToM (YpoBHU
apTepyaibHOTO AaBIE€HNA HAXOHATCA B Lie/IeBbIX 3HaYeHMAX 120-130
1 70-80 MM pT. CT.).

B nrone 2017 ropja manyeHT OTMETIT YXYILIEHME 00111ero CoCTOo-
SHUA B BUJIe TIOAB/IEHNA LIeHTPUIINTAIbHOTO TIepepacipere/e s
HIOJKOXXHOTO KMPOBOTO C/IOSA C OT/IOXKEHMEM >KIPa ITPEUMYLIeCTBEH-
HO B 00/IaCTI >KMBOTA U TPYAY, MCTOHUEHMSI BEPXHIUX U HYDKHUX
KOHEYHOCTE, >KaXK/Ibl ¥ CyXocTu Bo pTy. Ilo JanHOMY moBogy
aMOY/IaTOPHO GBI KOHCY/IBTUPOBAH 3HOKPMHOIOTOM. BriepBbie
YCTaHOBJIEH CaXapHBIit AnabeT 2 TuIa, MHULMNPOBAHA TIePOPaIbHAS
caxapocCHIDKarolas Teparms (tad. Mergopmus 2000 Mr/cyT) mof
KOHTPO/IEM [IMKEMIYECKOTO IPOoGuis (I/IF0KO3a B TeUeHIe CYTOK
6-8 Mmonb/11, ypoBeHb HbAlc 6,26 %). IlpoBeneHa yacTu4Has
OLieHKa TOPMOHA/IbHON (YHKI[UY IUI0(U3apHO-apEeHaIoBOIL
ocyt: poHOBBIT KOpTH30I 449 HMONB/ 1 (HOopMa 185-624 HMOIB/ 1),
LUPKATHOCTb PUTMA CEeKPeLM He OTpefesanach, nogasned AKTT
(< 5 Ir/my1), HOYHOJ MTOJAB/IAIOIINIL TECT C 1 MT IeKCaMeTa30Ha He
IPOBOAVIICA. BBIITOMHEHO YIBTPasByKOBOE MCCIIEIOBAHNIE OPTAHOB
6promrHoIt momocTy ot 12.07.2017 I.: B IPOEKIUM HAAIIOUEIHNKOB
IATO/IOTMYECKUX 0Opa3sOBaHMIT BBLIBIEHO He ObITIO.

B centsibpe 2018 ropa manueHT OTMETIW YXy/ALIeHME O01IIeTo
COCTOSIHVISL B BIIfie I3MEHEHsI 1iBeTa /inija ([osIB/Ie e 6arpoBo-
IVIAHOTMYHOTO OTTEHKA), BOSHNKHOBEHI MHOXKeCTBEHHBIX THOI-
HIYKOBBIX BBICBIITAHMIT U TIOJKOXHBIX KPOBOUS/IMSHNIL B 0671acTH
CIIVIHBI, OJOLIBEHHbIX H0POLIaBOK, M3MeHeHust HorTelt (puc. 1).

ITo maHHOMY TTOBOZY ObIT KOHCY/IBTUPOBAH HEBPOIOTOM, fiep-
MAaTo/IOTOM, TEPANIEBTOM, SHIOKPUHOIOrOM. Briepsbie mpu ynbTpa-
3BYKOBOM HCCTIE[OBAHII OPTaHOB GpIOLIHOIL TonocTy ot 15.02.2019
L. BBISIB/IEHO 06pasoBaHue IPAaBOro HAJMIOYEYHIKA: OKPYIIOe, aH9-
XOT€HHOE, C YeTKMMM POBHBIMY KOHTYpaMu, pasmepamu 20x16x15
MmM. ITo mannbM KT Hagnodeunnkos ot 22.02.2019 1. momrydeHb
JaHHbIE 32 HA/IM4Le Y3/I0BbIX 0Opa3oBaHMil 060MX HAIIOYEeUHN -
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KOB, OKPYI/IOi (JOPMBI, pasMepamit CripaBa fo 24x54 MM, cleBa
10 42x57 MM, HATUBHOII INIOTHOCTBIO —18-20 HU, HepaBHOMepHO
HaKaIIMBalolye KOHTpacT f0+45+65 HU, B orcpodenHyio dasy
IIOTHOCTH +12+35 HU, k03¢ uiieHT BBIMBIBaHNS He PACCUN-
THIBAJICSL BBU/Y HU3KOII IVIOTHOCTH 0OPa30BaHMIL

Puc. 1. NaumenT B 2014 rogy Puc.2. NMaumeHT B 2018 rogy
Fig 1. The patient in 20142014 Fig 2. The patient in 20182014
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B CBA3UM C BBIABJIECHHBIMU O6’beMHI)IMI/I O6p330BaHI/IHMI/I Hapn-
IIOY€YHIKOB HpOBeHeHa OLICHKa I‘OpMOHaIIbHOI?I AKTUBHOCTHU, 110
pe3y/bTaTaM KOTOPOro 610 OTMEUEHO Pe3KOe IOBBILIEHNE KOp-
TH3071a CHIOHBI 35,6 HMOIb/, KOPTM30/Ia CYTOYHOM Moun 633
MKT/cyT, monHoe nogasnenne AKTT < 5 nr/m, mpo6a ¢ 8 Mr fek-
caMeTa30Ha — 768 HMOJIb/JI (OTCYTCTBYE ITOIaBIeHNA KOPTU30Ia).

Hp]/[ rocanmuTann3annum B 1 KHI/IHI/IKY TepaHI/II/I YCOBepHIeH-
CTBOBaHMA Bpadell BOeHHO-MeIVMIIHCKON aKaleMUN — COCTOs-
HIle PacleHUBaJIOCh KaK YIOBIeTBOpUTenbHoe. Temocmoxxenme
I‘I/IHCPCTCHI/I‘IQCKOC, IInTaHUE I/I36bITO‘IHO€, OT/IOKEHIUE )KI/Ipa B
obmactu xxuBota, rpysu u VII mieifHOro mosBoHKa «O6brdnit rop6»,
VICTOHYEeHVe BEpXHMX U HIDKHMX KoHeuHocTell. IMT - 29 xr/m2.
JINL0 SPKO IUIIePEMUPOBAHO, IpeobiagaeT 6arpoBo-1MaHOTHIHBII
OTTEHOK («MAaTPOHM3M»), OTMeYaeTCsI 9K30(TaIbM 060UX I71a3.
MPaMOpHOCTb ¥ UICTOHYEHME KOXKHbBIX HOKPOBOB HIVDKHHUX KOHEY-
HOCTeI?I, MHO>XXECTBEHHDbIE I‘HOI;[HI/I‘IKOBI)IE BBICBIITAHMA U IIOJKOKHBIE
KPOBOU3/INAHMSA 110 BCeil TOBEPXHOCTY CIMHBL. CTpyit Ha MOMEHT
HOCTYIUIEHNsI BBISIBIIEHO He 6b110. Typrop koxxu cHipkeH. Yactora
Iy/bca OTMeYeHa Ha ypoBHe — 60 yzi. B MyH. (Ha dpore mpuema 10
M 6UCOIIPOTIONaA B CYTKI). ApTepuanbHOe JaBIeHNe, I3MEPEHHOe
metomoM KopoTkosa 140 u 80 MM pT. CT. 3a IepMO TOCIIUTAIN-
3alM NALMEHTY BBIIIOJTHEH OOLIVPHBIIT [TepeveHb MCCIENOBAHMIA
C LIeTIbIO TIpOBeTeHNs AuddepeHINaTbHOM FUATHOCTUKI MEXAY
6ones3Hbio u cuHipoMoM Vienko-Kymmara (tabn. 1).

Tabnuna 1
Pe3ynbrarsl o6cegoBanus nanyenrta @. 3a mepuop rocmuranmusamyu (¢ 11.03.2019 r. mo 25.03.2019 r.) !
Table 1
Results of the examination of patient F. for the period of hospitalization (from 11.03.2019 to 25.03.2019)
Iloxasaremu / PesynbraTsi/
Indicators Results
[mroko3a, MMonb/1 (pedepeHcHble 3HadeHns — 3,1-6,1), /Glucose, mmol/l (reference values - 3,1-6,1) 8,09
HbA1c (menee 6,5%)/HbA1c (less than 6,5 %) 7,1
Kanwuit, mmons/n (pedepercHble 3HadeHus — 3,6-5,3) 3,9
/ Potassium, mmol/l (reference values - 3,6-5,3)
Kpearnuus, mxmone/n (58-110), /Creatinine, mmol/l (58-110) 113
O6umit 6emok, r/1 (64 — 83) /Total protein, g/l (64 - 83) 67
O6uwmit xonectepuH, Mmorb/ 1 (MeHee 4,5)/Total cholesterol, mmol/L (less than 4,5), 3,82
JIITHIT, mmons/n (Menee 1,4)/LDL, mmol/L (less than 1,4) 1,83
I9A-C, mr/nn (44,3 - 331,0)/DEA-C, mg/d (44,3 - 331,0) 112
Kopruson B cirone, HMo/b/1 (MeHee 9,4)/Cortisol in saliva, nmol/L (less than 9.4) 35,6
CB06OJHDIIT KOPTU3OTI B CYTOYHOI MO4Ye, HMO/b/24 4 (60-413)/Free cortisol in daily urine, nmol/24h | 633
(60-413)
KopTuson B cbIBOpOTKe KpOBU YTPOM, HMONB/T (150-690 /Morning serum cortisol, nmol/L (150-690) | 449 umonb/n/ 449 nmol/L
Hounoit koporkuit Tect ¢ 1 mr IMT (menee 50 HMonb/m)/Overnight short test with 1 mg DMT (less 320 umonb/, /320 nmol/L
than 50 nmol/L)
Yposerb AKTT B cbIBOpOTKe KpoBM yTpoM, ir/mi (1o 46) /Morning serum ACTH level, pg/ml (up to | menee 5, /less than 5
46)
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IIpooonxenue Tabnuyv 1

Bonbioit fekcameTa3oHoBblit TecT (8 mr)/Large Dexamethasone Test (8 mg)

768 HMOJb/ T
(mpo6a orpunarenshas)/ 768 nmol/L
(test negative)

space with intravenous contrast (fig. 4)

MPT XCO c /B koHTpactupoparueM (1,5 T)/MRI XCO with intravenous contrast (1,5 T) JlaHHBIX 3a afileHOMy runo¢usa He IONy-
geHo/ There are no data for pituitary
adenoma.

KT 3a6prommHHOro npocTpaHcTBa ¢ B/B KoHTpactupoBanueM (puc. 4)/CT scan of the retroperitoneal | HagmoyeuyHuky pacrnonoxxeHsl 06brd-

Ho. KpymnHble y3noBbie 06pasoBanus
HaJII0YeYHVKOB, OKPYITIOi pOpMBI,
n710THOCTD —18 -20 HU, HepaBHOMepHO
HaKaIUIMBAIOT KOHTPACT [0 +45 +65, B
OTCPOYEHHYIO a3y INIOTHOCTD + 12 +
35 HU, pasmepbl 06pa3oBaHmii cripaBa
102,4x54 cMm, cneBa 1o 4,2 x 5,7 cm/.
The adrenal glands are normally located.
Large nodular formations of the adrenal
glands, rounded in shape, density -18
-20 HU, unevenly accumulate contrast
up to + 45 + 65, in the delayed phase
density + 12 + 35 HU, the size of the
formations on the right is up to 2.4 x 5.4
cm, on the left up to 4,2 x 5,7 cm

Ha ocHOBaHMM K/IMHVKO-aHAMHECTIYECKVX JaHHBIX (M3MeHeHMe
BHEIITHOCTY 110 «KYLINHTOUJHOMY>» THUITY, HEKOHTPOIUPyeMOe Tede-
HIle apTepUaIbHOI TUIIePTEH3MUN), TaO0PATOPHBIX (OTpULIATEIbHAS
mpoba ¢ 8 Mr feKkcameTas3oHa, nopaseHHsit yposenb AKTT) u
MHCTPYMEHTa/IbHBIX MccefoBanmii (o maHHpiM KT BbLAB/IEHBI
o6pasoBaHs 0601X HAAMOYEIHIKOB, pasMepaMu CIipaBa go 24x54
MM, C/ieBa 10 42x57 MM; He BbISABJIEHO Ha/Iuume aJieHOMbI rMHOd)ma
1o pesynbratam MPT xua3manbHO-Ce/ULIPHOI 06IaCTI) IALMEHTY
BIIepBble YCTaHOB/IeH myarHo3: «AKTT-HesaBucHMbIll CMHPOM
Uuenxko-Kymuntra». Y4uThIBas KpyIHble pasMepbl 00 beMHBIX 06-
pa3oBaHMIl B HALIIOYEYHNKAX, HA/IIre 06 EMHOT0 00pa3oBaHMs
B IIeYeHN HEM3BECTHOTO reHe3a, BbinonHeHa KT opranos 6promrHoit
IIOJIOCTH, OLiEHEH YPOBEeHb AeTMAPO3INAaHAPOCTePOH-CyIbgdara
(II2A-C) - 112 Mr/p, 10 pe3ynibraTaM KOTOPBIX YOeIUTeNbHbIX
JJAHHBIX 3a 37I0Ka4eCTBEHHBIII FeHe3 06pa30BaHMIL IOy YeHO He ObIIO.
JI711 oLieHKM KOPTU30/I-aCCOLMYPOBAHHBIX COCTOAHMNII BBIIOTHEHDI
¢ubporacrponyonerockomnust (PITIC), AByxXoHepreTuuecKas peHT-
reHoBcKast abcop6imomerpust (dualenergy X-ray absorptiometry
- DXA), ouieHKa QyHKIVN CephedHO-COCYANUCTON cucteMsl. [Tomy-
YeHbI JaHHbIE 32 GOPMUPOBaHIE BTOPUYHON KapAMOMUOIATII
(o cpaBuenumo ¢ 9xo-KT ot 2018 . (Tabm. 2) — oTpuuaTenbHast
AVHAMIKA B BUJie YBe/IMIeHNA pa3MepoB cepaua). [lanuent Boimm-
CaH C PeKOMEH/ALMSIMI BBIIIOJTHEHISI CETIEKTMBHOTO 3a060pa KPoBI
13 HaITIOYeYHNKOBBIX BEH C IIeJIbIO OIIpefie/IeH s IaTepaIn3an
TOPMOHA/IBHO-aKTVBHOTO 00pa3oBaHMs U PeleHNs BOmpoca 06
00'beMe OIePaTMBHOTO JledeHns [8].

B anpene 2019 roga koHCynbTMpOBaH Xxupyprom. Hecmorpsa
Ha IIPOrpeccypoBaHMe KIMHINYECKNX IIPOSBICHNI SHJOTeHHOTO

TUIIEPKOPTUIM3MA, PEKOMEHIOBAHO AoobcienoBanue. B cepun
TOpPMOHa/IbHBIX MCClIefoBanuii oT anpens 2019 ropa ormevasnca
nopasreHHbI ypoBeHb AKTT (menee 1,1 IMOIB/TT), OTCYTCTBIE
MP-paHHBIX 32 afieHOMY runodusa.

IIpu poobcnenoanmu ot niost 2019 o garnHbBIM MP-KOHTpOIS
TIO/TyYeHbl JAHHBIE 3a MUKPOAJIeHOMY T1Iodu3a pasMepoM 4,5 MM
C HEUEeTKVMI KOHTypaMu, KoTopast Obuta pacienena kak AKTT-
cexpeTupytomas (puc. 3). KoHCy/IbTUpOBaH HEIIPOXMPYProM, pe-
KOMEHJOBAHO XUpyprudyeckoe nedenne. 22.10.2019 r. BoinonHena
TpaHcceHoumanbHas afeHoMaKToMus. [To pesyabraTaM rucTo-
JIOTHYIeCKOTO UCCIIE[OBAHNS OBIIO BBIBIEHO JOOPOKAIeCTBEHHOE
HOBOOOpasoBaHe rnodusa, JaHHBIX 32 KOPTUKOTPOIVHOMY He
nonydeHo. [ucTorornueckoe sakaoyenme: pparMeHTsI HEIIPOru-
no¢¥3a C 04aTOBBIMIU KPOBOUS/IVISTHISIMIL U Qf]EHOMBI C YIaCTKAMU
QJIbBEOIIPHOTO U (PeTaBHOTO CTPOEHMS U3 auufO(UIbHBIX U
XpOMO(OOHBIX KIIETOK.

B mocreonepanoHHOM Irepuofie BbIOTHEHa OLieHKa GyHKIIUN
runodusa, 10 pe3y/IbTaTaM KOTOPOil HApYLICHNIT er0 TOPMOHA/IBHO
axtuBHOCTY He BbLaBeHo: TTT - 0,43 MkME/m (Hopma 0,27 - 4,2),
®CT 28,56 MME/Mit (HOpMa 1,5 - 12,4), mporakTud 210 MkME/Min
(nopma 86 — 324), JII' 10 MME/mn (Hopma 1,7 - 8,6), VIDP-1 174
Hr/M1 (HopMa 74 - 196). Kpome Toro, mpuHUMaIich BO BHUMaHUe
BO3MO>KHBIE HAPYILICHNA CYHTe3a aHTUANYPeTIIeCKOro TOPMOHa, HO
K/IMHIYECKYX IPOSIBIEHIIT HeCaXapHOro AuabeTa He 0TMEYasIoch,
OTHOCKTE/IbHAS IVIOTHOCTb MOYM B 0011[eM aHa/IN3e COXPaHsIACh
apexBatHoi1 (Bbiie 1010). Yposen» AKTT npopomxan ocraBaTbes
THOJIaB/IeHHBIM (MeHee 5 IT/MJI) B COUeTaHWN C Pe3KUM HOBBIILIEHNEM
YPOBH: KOPTH307Ia B CIIOHE 46,65 HMO/IB/T (HOpMa MeHee 9,4).
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Tabnuma 2
Pesynbrarsl axokapauorpaduu nanuenta @. 3a nepuoy HabMIoHeHNA
Table 2
Echocardiography results of patient F. during the follow-up period
ITapamerpsl/ Maii/ Mapt/ @espanb/ 2020 1. Mapt/ Hopma/
Options 2018 1. 2019r. February 2020 2021r. Norm
May Oct.2018 March Oct. 2019 March Oct. 2021
Packpritre ctBopox AK - 23 - 18,8 >15 MM
Opening of AC flaps
Ilepenne-3aguuit pasmep - 45 - 41,2 19-40 mm
JIII, Anterior-posterior
LP size
Tommmua MOKIT 12 10 12 10,3 7-11 mm
TommyHa 3agHei CTEHKN 11 13 14 11,4 7-11 mm
JIDK, MVP thickness
TonuyHa cBO60IHON - 4,8 4,84 3,75 <5 MM
crenkn IDK, Pancreatic
free wall thickness
KIP JDK, CDR LV 55 56,7 59,9 54,2 35-57 MM
KCP JDXK, CSR LV 30 37,4 41,3 38,3 21,6-34,8 mm
OB JIXK, EF LV 71 62 - 58,6 >50 %
KIP IDK nepen- - 29 28,4 27,1 <30 MM
Hesaguuit, CDR R]
anteroposterior
VIHpmeKc Maccel MMO- 118 123 129 120 < 115 r/M?/ g/m?
kapza JDK, Index mass
myokarda LS

Puc. 3. MPT xva3manbHo-cennspHom obnactm 2019 r.
CTpesikamu 0603HaYeHa ajeHomMa runocusa.

Fig. 3. MRI of the chiasmal-sellar area, 2019, arrows indicate pituitary adenoma.

[TanyeHT MOBTOPHO TOCINTANMN3MPOBaH B 1 K/IMHMKY (Tepanum
YCOBepIIEHCTBOBAHMsI Bpadelt) [is FOOOC/IeNOBAHIS I PELIeHNs
Bompoca 06 o6beme oreparuBHoro nedeHnss AKTT-He3zaBucumoro
cunppoma Vienko-Kymmnra. BHOBB IpoBefieHb! Ipo6sI ¢ 2 Mr u 8
MT leKCaMeTa30Ha — IPOOBI OTpuLaTebHble ((POHOBBIIT KOPTUSOTI
KpoBu B 9:00 — 441 HMo7b/11). Mablii leKkcaMeTa30HOBBII TecT (2
MT): KOpTu3071 Ha pobe — 650 amonb/ 1 (N <50 HMosb/1). Bonb-

IIOJ1 JTeKCaMeTa30HOBBII TecT (8 Mr): KopTuson — 430 HMOb/JI.
[ToeropHOo nmoprBepxaena AKTT-He3aBucumas popma cungpoma
Vuenxo-Kymmara. VICKTIo4eHbI: TUIIepaIbIocTepOHN3M (a/Ibfo-
CTepOH, PeHNH, a/IbJJOCTEPOH/PEeHNHOBOE COOTHOLIEHNE B HOPME,
97IeKTPOIMTHBIX HAPYILIEHWII He BBIAB/ICHO) U PeoXpOMOLUTOMA
(meTaHedpuH, HOpMeTaHEPPIH B HOPME).

B kadecTBe HOMOMTHNUTEIBHOTO TECTA IS IPOBeAeHNMs fud-
(depeHLIMANTBPHOI AVATHOCTHKI IIEPBUYHOTO ¥ BTOPUYHOTO I~
HepKOpTHIM3Ma Ha Oase KimHuKM nM. 3.9, JrixBajbaa CeBepo-
3amafHOro MeIMIMHCKOTO YHMBepCUTeTa ObIIA MCIIOIb30BaHA
OLIeHKa CTepOUIHOTOo poduIsi KpoBy 1 Moun MetopoM BOXKX.
ITo pauubM (Bopoxoburoit H.B., Bennkanosoit JLU. u coasr.) y
6onpubix ¢ CVIK yposuu F, B u1 S kposu, akckperus FF u FE ¢ mo-
4oi1, a Taxoke coorHomenue F/E xposu u FF/FE moun nocToBepHO
BblIIe, 4eM Y 60nbHbIX ¢ cyoxmHndeckum CUK. Y 6ompabix ¢ CUK
runo¢usapHoro reHesa coorsouieHne F/E kpoBu HocToBepHO
BBIIIIE, 2 yPOBeHb B 1 S ocToBepHO Hinke, yeM y 6ombHbIX ¢ CUIK
HAJII04eYHMKOBOTO TeHe3a. JHaunTebHOe yBenndenne F kposu u
skckpeuuu FF u FE ¢ MOY014, a Tak)Ke yBeTu4eHne COOTHOLIEHS
F/E xposu u FF/FE Moun, kauecTBeHHOE I3MEHEHNe CTEPOMTHOTO
IpodWIA ABIATCA NIPU3HAKAMY OPraHNMYEeCKOTO SHIOI€HHOTO
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TUIepPKOPTHIM3Ma 110 AaHHbIM BJKOX 1 MoryT 6BITS MCTIONIB30BAHbL
IUIsL €TO AMATHOCTUKIY [JO IPOBETEHMS TPOOBI C IEKCAMETa30HOM.
Takum 06pasowm, y Hartrero naruenta MerogoM BIKX mogrsepxeHo
Hammune AKTT-He3aBucnmoro runepkoprunusma (taom. 4, 5) [9].

Ta6bnumna 4
CrepoupHoit npo¢unp Mmouu Metogom BIKX

Table 4
Urine steroid profile by HPLC

En. usm/
Units

HaumenoBanue recra/
Name of the test

Pesynbrat/
Result

87,0

Hopmpi/
Norms

10-25

MKT/C
Hg/s

CBOGOAHDLIT KOPTU30 MOYN
(meTop BOYKX) FE/ Free
Urinary Cortisol (HPLC) FF

CBOGORHBIT KOPTHU3OH MOYN
(metom B9)KX) FE/ Free
Urinary Cortisone (HPLC) FE

VIHpekc cBOOOHBLIT KOP- 1,6
TI30H/CBOOONHBIIT KOPTH-
3on B Moue/ Urinary Free
Cortisone/Free Cortisol Index

20-75 MKT/C

ug/s

140,1

40-300 MKT/C

ug/s

6 B-TUIPOKCUKOPTU30/ MOYN 462,5
(metox BIKX), 6-Urinary

v-hydroxycortisol (HPLC)

18 ruapOKCUKOPTHUKO-

CTepOoH MOouM (MeTOx
B9)KX)/ 18 Urinary
hydroxycorticosterone (HPLC
method)

Wupekc 6 53
B-TUJPOKCUKOPTUSO

MO4M/CBOOOHEII KOp-
tn3on B Moye/ Urinary
Hydroxycortisol Index/
Urinary Free Cortisol 6

28,4 <30 MKT/C

ug/s

Ycranosnen gnarHo3: AKTI-He3aBucumblit cungpom Vnen-
ko-Kymunra. MakpoHOOyasApHas runepnaasus 0o60oux Haj-

noveyHNKoB. COCTOSHNE MOCIe AfeHOMIKTOMUM Tunodusa
0or122.10.2019 1.

ITpn KT-xoHTpOre 06pasoBaHmst 060MX HA/IIOYEYHNKOB Oe3
muHaMMKn pocta (puc. 4). ITo narnpiM DXA BIepBble BBLIB/ICHA
OCTeOIIeHNA B IOSICHIYHOM OT/jerle IT03BOHOYHMKa (T-kpurepnit
-1,9 SD). MPT xuasmanbHo-censiproit obmactu (XCO): cocro-
SHUe TIOCTIe YHa/IeHN afleHOMBI TUITo¢u3a, IOCTeolepaliOHHbIe
U3MeHeHs, 6e3 MPU3HAKOB PELNBa.

TaxuMm 06pa3om, ¥Mes [BYCTOPOHHee CUMMETPUIHOE opaKe-
HIle HaJIOYeYHNKOB, Hea(PeKTUBHOCTD OIIEPATIBHOTO JIEYCHIS B
06beMe TpaHCHA3a/IbHO /e HOMOKTOMUM, TIOBTOPHO IIOCTAB/IEH
BOIIPOC O MPOBENEHNN CPABHUTETBHOIO CEIEKTUBHOrO 3abopa
KPOBM 13 HA/IIOYEYHIKOBBIX BEH.

MOSCOW

]ournal

Tabnuma 5

CrepoupHoit npo¢uns kpoBu Merogom BIKX.

Table 5
Blood steroid profile by HPLC.
HaumenoBanue Tecra Pesynbrar | Hopmbr | Ep. usm.
Name of the test Result Norms Units

Koprtuson (meton BOXKX) (F)/ 176,2 45-140 HI/MIT
Cortisol (HPLC) (F) ng/mL
Koprusosn (meror BOXKX) (E)/ 13,9 10-25 HI/MJT
Cortisone (HPLC) (E) ng/mL
Koptukocrepon (meron B2XKX) 7,7 <30 HI/MIT
(B)/Corticosterone (HPLC) (B) ng/mL
11-71€30KCMKOPTUKOCTEPOH <0,5 <30 HI/MI
(Metom BIXKX) (DOC)/ ng/mL
11-Deoxycorticosterone (HPLC)
(DOC)
11-me30KCMKOPTN307T (METO 5,8 <2,0 HI/MJT
BIXKX) (S)/11-Deoxycortisol ng/mL
(HPLC) (S)
VHpexc KopTU3on/KOpTU30H B 12,7 4-6
kposu/ Blood cortisol/cortisone
index
18-rmapoKCMKOpPTUKO- <0,5 <1,0 HI/MJIT
crepoH (Metop BO)KX)/ ng/mL
18-Hydroxycorticosterone
(HPLC method)
11-perngpoKCUKOPTUKO- <0,5 <30 HT/MTT
ctepon (MeTon BIKX)/ ng/mL
11-Dehydroxycorticosterone
(HPLC method)

Puc 4. KT Hagno4e4yHMKOB C KOHTpacTMpoBaHmem ot 2020 r. Ctpenkammn

yKa3aHbl 06beMHble 06pa30BaHus JIEBOrO M MPABOro HAAMNOYEYHUKOB

Fig 4. CT scan of the adrenal glands with contrast from 2020
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JIerom 2020 roga B SHIOKPMHOIOIMYECKOM OTAE/IEHNM K/IU-
Hyky uM. 3.9. dixBanbaa CeBepo-3amnafHOTO MEOUIIHCKOTO
YHMBepcuTeTa BHIIIOTHEH CPAaBHUTEIBHBII CENEKTUBHBIN 3a00p
KPpOBU I3 HAaJITIOY€YHVKOBBIX BEH I HVKHEN 10710 BEHBI C LeJIbI0
oIpefieNieHNs JOMUHYPYIOLIEN CTOPOHBI IPOJYKLMM KOPTHU30/Ia.
JMarHocTuyecke TpajyieHThl OLIeHNBAINCH 110 MOAMUMUIPO-
BaHHOJ HaMJM METOAMKY Ha OCHOBE CIT0CO0a OLIEHKM JTaTepantn3a-
LMY CEKpelVM albJOCTepoHa. Tak Kak B ICXOZHO MEeTORMKe [/
KOHTPOJIA YCIIEITHOCTY KaTeTepu3alyiy HaTI0OY€YHMKOBOI BEHBI
UCIIONb3YeTCA OIpefielieHre YPOoBH:A KopTn3ona [10], a B Hairem
CITy4ae MMEHHO 3TOT TOPMOH ABJIAETCA ICKOMBIM, MbI BUJJOM3Me-
HIIN METOOMKY. TeM caMbIM, I/Is1 KOHTPOJIA CENeKTMBHOCTY MBI
TIPEUIOKIIIN MCTIONIb30BATh aHAPOCTEHINOH, a pacyeT Koadduiu-
€HTa JIaTepa/lIn3aL iy IPOM3BOAICSA HA OCHOBAHUY COOTHOLIEHNUA
KOPTHU30J1/aHAPOCTEH/VIOH.

2'2024
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®opmynbl pacyeTa K03 PHUIVIEHTOB CENEKTUBHOCTH 1
aTepann3anuu

Pacuer k03 dunyenTa CeIEKTUBHOCTH
(ycmemrHas KateTepusawys pu kosadduuerte 6osee 3):

angpoctenanoH (ITHB) , TAaKXKe PacCYNThIBaeM

n CiieBa.

angpoctenayoH (HIIB mnu nepudepns)

Pacyer ko3¢ dunmenTa narepanusanmm
(TIpy HayIMIMYU OTHOCTOPOHHETO IIOpaKe-
HUst K03 urieHT 6oree 2,5):

1) xoptuson (ITHB)

, TAK)Ke PaCCUNTHIBAEM U
ClIeBa;

augpocrenauon (ITHB)

2) Jlenum 4mMCIo C JOMUHAHTHOM
CTOPOHBI Ha MEHbIIIee.

Tabnuua 6
PeSyIIbTaTI)I CPAaBHUTEIBHOI'O CEIEKTUBHOTIO 3a6opa KpOBM U3 HAANIOYCYHIKOBBIX BEH I HIDKHEN I0JI0i BEeHbI
Table 6
Results of comparative selective blood sampling from the adrenal veins and inferior vena cava
Bena/ K, umons/n/ AIC, nr/mn/ | AHC, nr/mn/ | 19A-C/ | K/AHC/ Irc T/
Vena K, nmol/L ADS, pg/ml | ANS,pg/ml | DEA-S | K/ANS (mo AHC)/ GL
SG
(according to ANS)
ITHB/
RAV 745 2684 14,2 1,1 52 4,8
JIHB/ 273
LAV 7500 3815 52,1 1,4 143 17,9
HIIB/
Ve 483,0 2684 2,9 0,9 - - -

IIpumeuanue: ITHB - npaBas Hagnoyeunukosas BeHa; JIHB - nepas nagmoueynnkopas Bena; HIIB - HiokH:s nonas Bena. K - xop-

tnson, AJIC - anbpocrepon, AHC - angpocrenuon, I'C - rpaiueHT ceneKTMBHOCTH, 7] — rpajiveHT naTepanyusaLmm.

Note: RAV - right adrenal vein; LAV - left adrenal vein; IVC - inferior vena cava. K - cortisol, ADS - aldosterone,

ANS - androstenedione, SG - selectivity gradient, GL - lateralization gradient.

ITormy4eHHBIit TpafiieHT CeEKTVBHOCTH (IT0 aHAPOCTEHAVOHY:
creBa 17,9 u ciipaBa 4,8 (6o7tee 3 pa3 o cpaBHEHUIO ¢ epudepu-
4ecKMM 00pa3I[oM) MO3BOMMII JOCTOBEPHO MHTEPIIPETHPOBATD
aHIPOCTEH/VIOH-KOPPEKTUPOBAHHbIII YPOBEHb KOPTH30/IA C IOCTIERY-
IOLLVM OIIpefie/ieHIeM KoadduunenTa maTepanusanun — 2,75 (bomnee
2,5), 9TO CBUJIETENBCTBYET 00 OfHOCTOPOHHEN TUIIEPIPOLYKLINN
KOPTM30/1a IEBBIM HAAIIOYeIHUKOM (Tabr1. 6). PekoMeHTOBaHO Ipo-
BeJieHyie OIIePATHBHOTO BMEIIATeIbCTBA B 00'beMe IeBOCTOPOHHEI!
aypeHamskromuu [11].

B deBpare 2021 . BhIIONTHEHA SHAOCKONIYECKast aiPEHANTIKTOMIS
cneBa. MMKpOCKOIIYecKoe OIVCaHMe IIpelapara: TKaHb Haflo-
YE€YHMKA C MHOTOYMCIICHHBIMUI (I)OKYCaMI/[ TUIEepIIa3numn KHY60‘I'
KOBOJ1, TyYKOBOJA M CETYATOI 30HBI KOPKOBOTO C110AA. BcTpevarorca

MHOX>XE€CTBEHHDIE Y3€JIKI, COCTOALLINE 113 KPYITHDIX, OKCI/I(i)I/UII)HI)IX,
KyOU4ecKoil WK IpUsMaTideckoil popmsl Ki1eTok. IIpoBeneHo
TOPMOHA/IbHOE MCC/IeJoBaHMe MOC/Ie Oepalii, 110 pe3yabTaTaM
KOTOPOTO OTMeYeHO CHIDKeHMe KopTusona Kposu (325,0°269,0
HMo1b/ 1), ypoBerb AKTT <5 nr/m.

B cBs13u ¢ TeM, YTO B IOC/IEONEPALIOHHOM IIepuofie YOemuTenn-
HbIX TAaHHBIX 32 HA/IN4YME HepBI/I‘IHOI/uI HOCHCOHepaLU/IOHHOI\/‘I Haa-
ITOYEYHMKOBOI HEJOCTATOYHOCTY He ITOTy4€HO (cyTqubH?[ put™
CeKpeLuy KOPTU30/1a COXpaHeH: KopTu3on kposu B 08:00 — 150,56
HMOJIB/7, B 23:00 — 73,58 Hmonb/ 1. [TonmHoe nopmasnenue AKTT 4,26
TIr/MJI), IPUHSATO pelieH e O HaOTIOfeHNI B AMHAMIKE 38 YPOBHEM
AKTT, cyTo4HOI 9KCKpeluy KOPTHU307Ia C MOYOIA, 9/eKTPONNTOB. B
XOfje Hab/TIOIeH1tsI 3 MMAI[VIEHTOM IIOCTIe XMPYPIUIECKOTO JIedeHIs
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U Tof60pa afieKBaTHOI TePANM, OTMEYAETCs PErpeccus HEKOTO-
PBIX OCTIOKHEHMI SHTOTEHHOTO IMIIEPKOPTUIIM3MA: apTepyanbHasd
TUIIEPTEH3M s KOHTPOIUPYETCA IPUEMOM 2-X TUIIOTEH3MBHBIX ITpe-
[IapaToB B MVHVMA/IBHBIX 103X (paHee ux ObIO 5), ceppedHo-co-
CYAMCTBIX OCTIOXKHEHMNIT, TAKVX KaK TUIEPTPOQIs IEBOTO XKEMYHOUKa
(BBLSIB/IEHBI IIPM3HAKY OOPATHOTO PEMOJEIMPOBAHIS MUOKAPAA),
YI/IeBOFHBIIT 0OMEH KOMIIEHCHPOBaH, MUHEPa/IbHast KOCTHAS IIOT-
HOCTb JOCTUITIa HOPMaJ/IbHBIX 3HAYEHNI.

BriBogb1

Oc06eHHOCTBIO TAHHOTO K/IMHIYECKOTO CTy4ast SIB/IETCS CTI0XK-
HOCTBD IOVICKa IIPUYMH SHIOT€HHOTO TMIIEPKOPTULIN3MA, B CBA3M C
Ha/areM o6pasoBaHmMit ¥ TUodu3a, M HaAMOIeIHNKOB, 4TO Tpebo-
BaJIO TIIATE/ILHON TPYROEMKOI! Ay depeHIaTbHON AUATHOCTIKIL.
Taxyum 06pasoM, MaIVeHTY AIUTeNIbHOE BpeMA He YCTaHaB/INBAJICA
aJIeKBaTHBIN AMATHO3, BCIEICTBYE HEPACIIO3HAHHOTO BOBPEMA
SH/JOTEHHOTO TUIIEPKOPTHULV3MA, YTO MOB/IEK/IO 3a COO0IT pasBUTIe
MHO>KECTBA OC/IOKHEHMII 9TOTO IAaTONIOTMYECKOTO COCTOAHMA. B
CBSI3U C [BYCTOPOHHNM HOpPaXKeHMEM BO3HUKIA HEOOXOAUMOCTb
oITpefieNieHNs1 IaTepa3aLiiy C LIe/IbI0 BO3MOYKHOTO COXpaHEeHMA
OIHOTO U3 Ha[O4e4YHNKOB. IIpy npoBeneHnn CpaBHUTETLHOTO
CeTIeKTUBHOrO 3ab0pa KpoBu 13 HafnodeuHnKoBbix BeH (CC3BK)
C Le7IbIO OTIpefieNIeHNs JTATePANN3ALUN «3TaIOHHBIM TOPMOHOM»
y FAHHOTO MalVeHTa ObUI BBIOPAH aHPOCTEHAOH, YTO paHee B
NuTeparype He OIMMChIBaIOCh. Heo6XomuMo OTMeTHTD, YTO HIpK
PEeTPOCIEKTVBHOM aHa/IM3€ JAHHON KIVHMYECKOI CUTYAI[UY Mbl
CUMTaeM, YTO [POBefeHNe MAHUITY/IALNI CeNeKTUBHOTO 3abopa
KPOBU 113 HaJTIOUYeYHNMKOBbBIX BEH PacCMaTpyBAEMOMY IAIVIEHTY
B 2019 ropy, B 6mipkaiiiee Bpemst ocie noprsep>xpenuns AKTT-
He3aBucuMOro cuaapoma Kymnnra, npegocrepernia 65t ero ot
yHasieHyA FOpMOHA/IbHO-HeaKTUBHOI MUKPOaZeHOMBI TMIIop13a.
Kpowme Toro, B KauecTBe IOMOTHUTENIBHOTO TeCTa [/Ls1 IPOBeeHNA
auddepeHNaNbHON AVATHOCTUKY IIEPBUYHOTO U BTOPUIHOTO
CUIEPKOPTULIM3MA HaMyt Obl/Ia VMCIIO/Ib30BaHa OLlEHKA CTEPOS-
HOro Npo¢wst KpoBy 1 Mour MeTogoM BOXKX, uto mopTBepamio
y manuenta AKTT-HesaBrcHMBIIT TUIIEPKOPTU30/MIN3M (CUHAPOM
Nuenko-Kyumrra). Taxoke, 6narogaps npumenennio merofa CC3BK,
VHAJIOCh pelINTh BOIPOC 06'bEMa OLepaTUBHOIO BMEIIATe/IbCTBA
U IPEOTBPATUTD BO3MOXXHYIO HEOOOCHOBAHHYIO ABYCTOPOHHIOIO
aJIpeHaT9KTOMMUIO IIPY TOPMOHA/IBHO-HEaKTVBHOM 00pa30oBaHII
IIPaBOro Hafino4evHyKa. [IpuBeneHHbIN KIMHMYECKII ClTyJaii fie-
MOHCTpPYPYeT aJTOPUTM AVarHOCTUKY IIPUYVH TMIIePKOPTULIN3MA,
BO3MOKHbIE OIIMOKY U IIPUMEHEHE TPYHFOEMKIIX U BBICOKOTEXHO-
JIOTMYHBIX METOJI0B AMArHOCTUKY. Taxoke yKaspIBaeTCs BAXXHOCTD
MYIbTUAVCIUIUIHAPHOTO IOAX0/a, HeCMOTP: Ha M30/TMPOBAHHYIO
SHJOKPMHHYIO I1aTOTIOTMIO.
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