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The prevalence of endogenous hypercortisolism (EH) is about 5—6 cases per 1 million people, while the proportion of
ACTH-dependent variants is about 80%. Among ACTH-dependent forms of EH, 70—75% of cases are corticotropinomas,
15-20% are ACTH-ectopic syndrome. Differential diagnosis of ACTH-dependent forms is the most complex stage
of diagnostic search.

The article presents a modern algorithm for differential diagnostics of ACTH-dependent hypercorticism. The stages
and sequence of diagnostic tests, their specificity and sensitivity are considered. Particular attention is paid to the
features of the clinical picture of the disease, the use of effective laboratory methods that can help the clinician
suspect the etiology of ACTH-dependent hypercorticism in detection. A description of instrumental research methods,
their diagnostic capabilities in terms of visualization of ACTH-secreting tumors is given.

The clinical case of a patient with severe EH without a verified tumor demonstrates the complexity of differential
diagnostics of ACTH-dependent hypercorticism. Difficulties in topical diagnosis may be due to the absence of
pathognomonic signs of the primary lesion and the very small size of the tumor, while the severity of the disease
does not always correlate with tumor size. In our case, the severe course of hypercortisolism in the absence of a
source of ACTH secretion, despite a thorough diagnostic search, as well as the impossibility of conservative therapy
due to the development of acute liver and kidney damage, was the basis for laparoscopic bilateral adrenalectomy.
Keywords: ACTH-dependent hypercortisolism, endogenous hypercortisolism, ACTH-secreting tumor, adrenalectomy,
cortisol, Cushing's disease, topical diagnostics
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PacnpocTpaHeHHOCTb aHAOreHHoro runepkoptuumnama (A7) coctaBnseT okono 5—6 cnyyaes Ha 1 MIH YenoBek,
npu atom gona AKTI (aapeHOKOPTUKOTPOMHBIA FOPMOH)-32BUCUMbIX BapuaHToB — nopsaka 80%. Cpenun AKTI-
3aBrcuMbIX hopm I 70-75% cnyyHaes NPUXOAUTCA HA KOPTUKOTPOMUHOMBI, 15—20% — Ha AKTI-9KTONMpoOBaHHbI
cuHgpoM. OudbdpeperHumansHasn guarHoctuka AKTI-3aBrcnmbIx opM nNpeacTaBnseT cobom Hanbosee CNoXHbIN
3Tan guarHocTM4ecKoro novcka.
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B cTtatbe npuBOAMTCA COBPEMEHHBIN anroputm auddepeHumansHon guarHoctukn AKTI-3aBmucmMmoro runep-
KopTuumama. PaccmaTtpuBaeTcs 3TanHOCTb U NOCef0BaTENbHOCTb MPUMEHEHNS OMArHOCTUHECKMX TECTOB, UX
CNeumgUYHOCTb U YyBCTBUTENbHOCTL. OTAENbHOE BHUMaHWE YAEenseTcs 0CO6EHHOCTAM KIMHNYECKON KapTUHbI
3a60neBaHuns, MHTeprpeTauny nabopaTopHbIX METOAOB, HTO B COBOKYMHOCTM MOXET MOMOYb KIIMHULMCTY 3arno-
1o3puTb atmonoruto AKTI-3aBrcrmoro runepkoptuumama. NpuBognTes onMcaHne MHCTPYMEHTanNbHbIX METOO0B
ncenenoBaHmns, X AMarHOCTUHECKE BO3MOXHOCTM C TOYKM 3peHns Buayanuaauum AKTI-CEKpeTUpyoLLmnxX OnyXonew.
Ha nprumepe KnnHn4eckoro cny4vas naumeHTKy ¢ Taxxenbim 37 6e3 BepnunLMpoBaHHOM OMyX0nu nokasaHa Crox-
HOCTb NpoBeAeHus auddepeHLmnansHon gnarHoctukn AKTI-3aBncrmMoro runepkopTmumamMa. TpyaHOCTY TONMYECKON
LNarHoCTVKN MOryT 6bITb 06YCMNOBMIEHbI OTCYTCTBMEM NATOrHOMOHUYHbIX MPU3HAKOB MEPBMYHOMO O4ara v 04YeHb
MarnbiM pa3mMepoMm OMnyXosu, MpY 3TOM TSXXeCTb 3a60/1eBaHNs He Bceraa KoppenupyeT ¢ pa3aMepomM 06pasoBaHus.
B Halem KnnuHU4eckom HabMIAEHUN THXKEN0E TeHEHME TMNEePKOPTMLM3MA NPY OTCYTCTBUN UCTOYHMKa AKTT-ce-
KpeLumn, HeCMOTPS Ha TLLaTesbHbI AUarHOCTUHECKMNIA MOUCK, & TaKXKe HEBO3MOXHOCTb KOHCEPBATVBHOM Tepanum
BBMAY Pa3BUTMS OCTPOrO NMOBPEXAEHNS NEYEHU U NMOYEK, SBUIIMCb OCHOBaAHWEM [N MPOBEAEHUS lanapockonu-
YeCKOWN [BYCTOPOHHEN afpeHanakToMum.

KntouyeBble cnosa: AKTI-3aBMCHMMbIV TMNEPKOPTULIMEM, SHOOTEHHbIV runepkoptuumam, AKTI-cekpeTtupytoLlee
06pa3oBaHne, afpeHandaKToMus, KopTru3os, 6onesHb KylunHra, Tonmyeckas gmarHocTmka
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Beenenue KOTponnHOMbI, 15-20% — Ha AKTT-39KTOMMPOBAHHbIA CUHAPOM
[2-3]. Mpw onyxonsx BHerMNon3apHoii NoKanu3auni UCTOYHUKOM

PacnpocTpaHeHHOCTb aHAoreHHoro runepkoptuumama ()  runepnpogykuun AKTT (anpeHOKOPTUKOTPOMHBIA FOPMOH) MOTyT
COCTaBNsIeT 0KOJ0 5-6 Cry4aeB Ha 1 MJTH YeN0BeK, NPU 3TOM JONS  ABAATLCSA KapLMHOUAHbIE OMyXonn 6poHX0B (36-46%), 04HO-
AKTT-3aBucuMbIX BapuaHToB — nopsaka 80% [1]. Cpeaun AKTT-  kneTouHbli pak nerkux (18-20%), teoxpomoumntoma (9-23%),
3aBucuMbIx opm 3 70-75% cny4aes NpUXoLUTCA HA KOPTU-  MeLyNNAPHbIA PaK LUMTOBUAHON Xenesbl (3-7%), pexe — onyxonu
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NOKeNYyLOYHON XKenesbl, ANYHNKOB, MATKW 1 APYTiX OpraHos [4].
OudbcheperumanbHas auarHoctuka AKT-3aBucumbix hopm 3l 3a4a-
CTYI0 NPESCTABNAET CEPbE3HbIE TPYAHOCTH, OCOBEHHO B TEX CyYasX,
Korga, HeCMOTPS Ha TabopaTopHOE NoATBEPXKAEHNE 3a001eBaHNUS,
BbISIBUTb NEPBUYHBINA 04ar HE YAAETCH, YTO 3HAYUTENIbHO YCIOXKHAET
BbIGOP TAKTUKM Ne4eHUs 4151 TaKUX NaLneHTos [5].

Avarxoctuka 3r

Ha nepsom aTane 06cnefoBaHns He06X0AMMO NMOATBEPXKAEHNE
9rl'. Mpwn 3TOM JOMKEH ObITb UCKMIOYEH NPUEM FOKOKOPTUKOCTE-
ponzgos (TKC) 1 BO3MOXHOCTb Pa3BUTIS 3K30reHHOI0 rUnepKopT-
unama [6]. CKpUHMHIY NOANexXar cnedytoLine KoropTbl NaLMEHTOB:
MOJI0ble NOAN C HexapakTepHbIMK Ans UX BO3pacTa NposiBeHN-
AMK: caxapHbln guabet (CL) u 0XnpeHne, 0CTEONOPO3 C HU3KO-
TpaBmMaTU4YHbIMI Nepenomamu, aptepuansHas runepredaus (Al),
6bicTpas NpnbaBKa MacChl TeNla B COYETaHN C BbIPAKEHHOI 06LLei
11 MbILLEYHOI CTaBOCTbI0, CHUXKEHUE MOSTOBOM (hYHKLMN Y MYXYUH
1 XKEHLLUWH; NaUMEHTbI C XapakTepHbIMU A1 TUNepKopTULM3Ma
N3MEHEHUMMN BHELLHOCTM, COYeTaHNe 3aepXXKu PocTa 1 yBenu-
YeHMs Macchbl Tena y [JeTell, NaLUmneHTbl CO Cy4aiiHO BbISBEHHbIM
06pa3oBaHMeM HaJMOYeYHNK, a TAKXKE NaLmMeHTbl 11060ro Bo3pacTa
C NNoXo KoHTponupyembim G, AT, natonornyeckumu nepenomamm
Tes1 NO3BOHKOB B COYETAHUN C 0XKUPEHWUEM Uik 6bICTPOR Npr6aBKON
macchbl Tena [7].

KnuHunyeckne npossnenuns 3l BKNKOYAKOT LLXPOKNIA CNEKTP pas-
NINYHBIX cUMNTOMOB. K Hambonee TUMNYHLIM NPU3HAKaM, NO3BO-
NAOLWNM 3aN0J03PUTb HaNNYMe TMNEePKOPTALIM3MA, OTHOCATCS:
LieHTPanbHOE 0XKIPEHME C OAHOBPEMEHHBIM YMEHbLLIEHNEM BEPXHUX
I HUXXHWUX KOHEYHOCTEl B 06XBaTe 32 CYET MbILUEYHOI aTpodum 1
BbIP@XXEHHAs MblLLeYHas cnabocTb, «MaTPOHU3M», CKOLLEHHbIE Aro-
ANLbI, HANNYNe WUPOKKX (YaLLe 6onee 1 cm) 6arpoBo-(pUoNETOBbIX
CTPUM Ha XNBOTE, BHYTPEHHEN NOBEPXHOCTYN 6efiep, MHOXXECTBEH-
Hble NOLKOXHbIE KPOBOUSNUAHNSA, BO3HUKAIOLLME NPU MUHUMASb-
HbIX TPaBMax, OTEKMW, NOBbILLEHWE apTepuasibHOro AasneHus [8].
He cyllecTByeT NaTOrHOMOHNYHbIX NPU3HAKOB, MO3BOMSAIOLNX HA
OCHOBAHMMN KJTIMHNYECKOI KapTUHbI AnddepeHumpoBaTb 3TMoS0-
ruto AKTT-3aBucumoro runepkoptuunama. OfHaKo 04eHb 6bICTpoe
NporpeccupoBaHie 3a60N1eBaHNS, BbIPOXKEHHAs rUnepnurmeHTa-
LMS KOXKHBIX MOKPOBOB, PE3KO BbIPAXEHHAS MblLLEYHas CnabdocTb
3acTaBnAoT 3anofo3puts AKTI-aKTONMpPOBaHHbIA CUHAPOM [6].

JanbHeiwas guardoctika Al genutcs Ha 3 aTana:

1. JTabopatopHoe NOATBEPX/AEHNE 3HAOrEHHOI rMNepnpoayKLMmn
KopTu3ona.

[1ns ckpuHMHra Ha 3l pekOMEeHAYTCS cneayowe naboparop-
Hble TECTbI:

— onpefeneHue KOPTU30.a B CKOHE, CO6paHHOI naumeHTom B 23:00
(4yBcTBUTENBHOCTL 90%, cneundnyHocTb 90%). Viccnenosanue
MO3BONSAET BbIBUTL HAPYLLEHME LIMPKAAHOIO XapakTepa npoaykK-
umn koptnsona. B Poccum otpaboTtaHa Touka pasgeneHns 9,4
HMOJb/N ANt METOAA 3NEKTPOXEMUTIOMUHECLIEHTHOTO aHanu3a
(3XNA).

— Mmarnas npooa c fekcamerasoHom (MMM, 1 Mr) (4yBCTBUTENBHOCTL
95%, cneumdmnyHocTb 80%): nccnenyetcs YpoBeHb KOpTM30/a
B KpOBW YTPOM nocsie npuema 1 Mr jekcameTasoHa HakaHyHe B
23 Yaca. MccnenoBaHne no3BoseT ONpPeaennTb COXPaHHOCTb
0TpuUaTeNbHOM 06paTHON cBA3K: nofasneHne cekpeunn AKTT
KOPTUKOTPOGhaMM 1 CHUXKEHME YPOBHS KOPTM30Ma B OTBET Ha
ak3oreHHoe BeefeHune MKC. Touka pazaeneHus — 50 HMonb/N.

— OnpejesieHne coaepxaHns cBo60LHOMO KOPTU30M1a B CYTOY-
HOW MoYe (4yBCcTBUTENbHOCTL 80%, cneunduyHocTb 80%).
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ViccnemoBaHne 0TpaXXaeT CYTOYHYIO CEKpeLuto KopTuaona. To4ka
pasfeneHuns — Bbille BEPXHeil rpaHuLbl HOPMbI s UCMONb3Ye-
MOr0 AUArHOCTUYECKOro Habopa.

Ha nepBom 3Tane AnarHOCTMKM ONpaBLaHO NPOBEAEHME Kak
MUHUMYM [IBYX TECTOB U3 TPeX (OnpeLeneHne YPoBHSA KopTu3ona
B CJIOHE, cobpaHHoi B 23:00, MI). Mpu nonyyeHnn aByx nono-
KUTENbHbIX pe3ynsTatos 3l NOATBEPKAAETCS, NPU 3TOM NALMEHT
JO/DKEH ObITb Hanpas/eH B CNeunanu3MpoBaHHOE Y4pexaeHue C
LieNbio Nnoucka HoBoobpasosaHus. Ecnv fBa Tecta otpuuatens-
Hbl, AT MOXET 6bITb UCKMHOYEH. [Py AMCKOPAAHTHOM pesynbTaTte
nepBbIX [IBYX TECTOB, HEOOX0AMMO NPOBESEHNE LONONHUTENBHOMO
1ccrnefoBaHus (CBO60AHbIN KOPTU30 B CYTOYHON MoYe) [9-12].

2. OudpchepeHumansHas guartHoctuka AKTI-3asucumoro n AKTT -
Hezasmcumoro .

Mocne nabopatopHoro noaTeepxaeHns Al ¢ Lenbio anddepeH-
LnanbHomn guarHoctukn AKTI-3asucumoro n AKTI-He3aBucumMoro
BapuaHTa runepkopTMunama nccegyetcs yposeHb AKTI B Kposu B
YTPeHHMe Yachl. [pn HOpManbHOM WU NOBbILLIEHHOM YpoBHe AKTT
ycTaHasnuBaetcs AKTT-3aBucumblid 3l Ha ocHoBaHun ypoBHs AKTT
HEBO3MOXHO JOCTOBEPHO YCTaHOBUTL 3TMoMornio AKTI-3aBrncmumoro
TUNepKopTULM3Ma, OJHAKO 04eHb BbICOKUIA ypoBeHb AKTI (kak
npasuno, 6onee 100 nr/mn) B cO4ETaHUU C BbICOKUM YPOBHEM
KOPTN30Ma KPOBU 1 BbIPAXXEHHON rNoKanmeMmnen MoryT no3so-
nnTb Npeanonoxmtb AKTI-9KTONMPOBaHHbIN CMHAPOM. CHUXKEHMe
ypoBHsa AKTT menee 10 nr/mn (C 60MbLUE TOYHOCTbIO MeHee 5 nr/
mn) ceuaetenbcTByeT 06 AKTI-He3aBucumom 37, 4TO ABNsSETCA
nokasaHvem gns nposegeHus MCKT (MynbTucnupanbHas KOMMbio-
TepHas Tomorpadons) Hagno4e4HNKOB.

3. OndbbepeHumansHas guarHoctuka AKTI-3aBucumoro 3l .

OndbhepeHumansHas amarHoctuka AKTI-3aBMCMOro runepkop-
TUUM3Ma NPeACcTaBnfeT co60M Hanbosee CROXHbLIA 3Tan AnuarHo-
CTU4ECKOro nomcka. HecMoTps Ha COBEPLUEHCTBOBAHWE METOL0B
COBPEMeHHON Bu3yanuaauumn, 06Hapyxutb AKTI-cekpetupytoLee
06pa3oBaHue He BCeraa npeAcTaBNifeTcs BO3MOXHbIM, 4TO 3HA4U-
TeSIbHO YCMOXHSET BbIOOP TaKTUKI NEYeHNS nauneHTa u fanbHei-
it nporHo3. Cpean AKTI-3aBUCUMbIX BAPUAHTOB FMNEPKOPTM-
LM3MA yYaLle BCEro ycTaHaBnMBaeTcs AuarHo3 6onesHu ueHko-
Kywimura (natonoruyeckunit oqar 8 runoguse), 0fHako OKOJI0
10-20% nauneHToB nmetoT AKTT-aKkTONNMPOBaHHbINA cMHApoMm [13].

Mpu na6opatopHom noaTeepxaeHnn 3 n yposHe AKTT B yTpeH-
Hue Yacbl 6onee unu pasHom 10 Nr/mMn peKOMeHIYeTCs BbINOMHUTL
MarHUTHO-Pe30HaHCHY0 Tomorpadguto (MPT) ronosHoro mosra ¢
KOHTPaCTMPOBaHWEM NPW OTCYTCTBUN BU3yanu3aunm 663 KOHTpacT-
HOro ycunexus. Mpu Hanu4nm ageHombl runogusa pasmepom 6 Mm
1 60nee ycTaHaB/MBAETCA AMarHo3 60se3Hn Muenko-Kywmnra.
O[HaKO B KNMHUYECKOI NPaKTIKe BbifBNeHne AKTT-cekpeTupyroLmx
a[leHOM runogK3a 3a4acTyto NpeACcTaBifeT 3HAYNTENbHbIE TPYAHO-
CTW, NOCKONbKY B 40% Cny4aes BU3yanu3npoatb ageHomy no MPT
He ypaetcs [14]. Mpn 3TOM UMEHHO JloKanu3auns npoLecca sBns-
eTCS K/MH4eBbIM (PaKTOPOM, ONpejensioLnm Bol60p AaNnbHenLLen
TaKTUKM neYeHuns. Kpome TOro, BbISIBNIEHME MUKPOAAEHOMbI (0CO6EH-
HO MeHee 5—6 MM) He BCeraa roBoput 0 TOM, 4TO HailfieHa npuynHa
3a60MeBaHNs, T.K. N0 AAHHBIM NONYNALMOHHBIX UCCNEA0BaHNIA,
VHUMAEHTANOMbI TUNON3a TaKOro pasmepa MOryT BbIBAATLCS Y
10-20% 3p0poBbix Ntogeli [15]. MoaTomy npu 0TCYTCTBUAN BU3Yani-
3aunun afieHoMbl runou3a Unu nNpu pasmepe aSeHoMbl MeHee 6 MM
NOKa3aHO NPOBE/EHME JONONHUTENbHbIX UCCNEL0BAHNIA (HaNpUMep,
60nbLU0i NPo6bl ¢ AekcameTaszoHom 8 mr — bl1[). Miccnegosanue
OCHOBAHO Ha [I0MYLLEHUI TOr0, YTO aleHOMA rnnoch3a MOXeT XoTs
6bl YaCTUYHO COXPAHATL PEryNATOPHbIE MEXaHU3Mbl, CBOMCTBEHHbIE
3[10p0BOII TKaHN runodousa (nogasnedue AKTI 1 CHUXEHWE YPOBHS

-
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KOpTW30/a B OTBET Ha BBeAeHue 6onblumx fo3 MKC), npn atom
9KTOMUYECKOM 0NyX0M AaHHOE CBONCTBO He xapakTepHo. OaHako
MeTo4 06/1aAaeT HeBbICOKMMI YYBCTBUTENbHOCTbLIO (65-80%) 1
cneundguyHocTbio (60-80%). Tak, HeKOTOpble afeHOMbI TUnou3a
MOTyT Npro6peTaThb NOJIHYK aBTOHOMWUIO, NPy 3TOM cekpeuns AKTT
He OyaeT nofaBnATbCs faxe 60nblummu gosamm IKC [16, 17].

[Mpn nofo3peHun Ha AKTT-3KTONNPOBAHHBIA CUHAPOM TOMM-
yeckas AMArHOCTUKA ONYXONM NMPefCTaBNseT He MeHee TPYAHYI0
3a/1a4y, NOCKOMNbKY 60JblUas 4acTb TakMx 06pa3oBaHUi UMeeT
0Y€Hb Marble pa3mepbl U He BU3yanu3npyeTcs Npu NPUMEHEHUN
CTaH[APTHbIX METOA0B UCCNeA0BaHmMs (YNbTPa3ByKOBOE MCCeJ0Ba-
HWe, KomnbtoTepHas Tomorpacpus, MPT). VI3oTonHbIe uccnefosaxns
(NO3UTPOHHO-3MUCCHOHHAs Tomorpadus — M3T n cumHTUrpadus ¢
OKTPEOTU0M) 3HAYMTESIbHO MOBbILLIAKOT BEPOATHOCTb BbISBIIEHNSA
06pa3oBaHus. OQHaKo nNpuMepHo y 12,5% nauneHToB MCTOYHUK
aKTonuyeckom npofykumn AKTI ocTaeTcs HeBbISBIIEHHbIM.

Hanbonee To4YHbIM METOLOM AUcpdepeHLMaNbHON ANArHOCTUKM
AKTT-3aBuCHMbIX (HOPM rUNEpPKOPTULIM3MA SBASETCH CENeKTUBHBbINA
3a60p KPOBM 13 HUMKHWNX KAMEHWUCTBIX CUHYCOB Ha (hOHE CTUMYNS-
LIMOHHOTO areHTa (4yBCcTBUTENbHOCTL 88—100%, CneunpuyHoCTL
98-100%). lMocne nonagaHus KateTepa B HUDKHUE KAMEHMCTble
CUHYCbI NPOM3BOAMTCS 3260 KPOBW [0 BBEEHUS KOPTUKONMGE-
pUHA UAW JECMOMPECCUHA M NOCMNEe BBEAEHUS CTUMYNALMOHHOMO
areHTa. BoisiBneHne rpaguenTa AKTI mexzy ero ypoBHem B 0601X
WU B OJHOM M3 HIDKHUX KAMEHMCTbIX CUHYCOB U €ro YPOBHEM
B nepudepuyecKoit Kposu >2 40 CTUMYNALMKM 1 >3 nocne CTUMYASLNAN
6yneT roBOpuUTh O LIEHTPANbHOM runepkoptuumame. Viccnenosaque
NPOBOAMTCA B BbICOKOCMELMANM3NPOBAHHOM YHPEXAEHUI MPN OTCYT-
CTBUU BU3yann3aumm ageHombl Ha MPT, npu pa3mepe afeHoMbI runo-
(hu3a MeHee 6 MM B COYETaHUM C 0TpUUaTensHoi b n/mnu yposHem
AKTT B BeyepHee Bpems 6onee 110 nr/mn, a Takxe B Cyyae Headpdek-
TUBHOCTI NEPBOIA ONepaLyn Ha runodu3e, COMHUTENbHOM AMAarHo3e 1
HEA0CTYNHOCTI TUCTOMOMMYECKOro MaTepuana ans UMMyHOrNCTOXK-
MUYECKOro NCCnefoBaHns. HeCMOTPS Ha BbICOKYH YYBCTBUTENBHOCTb
1 CNeuumUYHOCTb JaHHOrO METOAA, UCCNe0BaHNE NHBA3UBHOE W
[OCTYMHOE TONbKO B CMELNanin3npoBaHHbIX Y4PeXXAEHUAX, YTO orpa-
HWYMBAET €ro LWMPOKOE NPUMEHEHNE.

Takum 06pa3om, Ha CerofHALIHUA [eHb, HECMOTPS Ha AOCTMI-
HYTbIA 3HAYUTENbHBIA NPOrPecc B COBEPLLEHCTBOBAHUM BU3Yyani-
3UPYIOLLMX METOJ0B ANArHOCTUKK, He CYLLLECTBYET eUHCTBEHHOrO,
[0CTATO4HO TOYHOrO MeToAa, KOTOPbI M03BOAMA 6bl JOCTOBEPHO
YCTaHOBUTb NloKanuaaumto onyxonu [18-20].

Knununyeckuin cnyvai

[MpuBOANM CRyYaii TAXKENOro rMnepKopTMLM3Ma y NaLneHTKn 6e3
BepunLMpOBaHHOI onyxonu. MaumeHTka H., 46 net obpatunacs B
9H[0KPUHONOTYeCcKoe oTaeneHne B utoHe 2021 r. ¢ xxanobamn Ha
€NnaboCTb B MblLULAX (MPEUMYLLECTBEHHO B HUXKHUX KOHEYHOCTAX),
3aTPYAHEHNS NpU NOLbEeME CO CTyNa, YBENNYEHIE XIBOTA U NNLLA,
noBbILLEHMe apTepuanbHoro fasnenns (AL) no 210/110 mm pr.cT.,
nosBNEHNE MHOXXECTBEHHbIX reMopparuii Ha TyoBuLLEe, pyKax U
HOrax, NOCTOSAHHYHK) CyXOCTb BO PTY W XXaX.y, yMeHbLUEHNe pocTa Ha
14 c¢m 3a nocnegHue 2 mecsua, 0TCYTCTBME MEHCTPYALMIA B Te4eHne
6 MecALeB, BbIDAKEHHYI0 00LLY0 CNaboCTb.

AHamHe3 3a60neBaHus: NaunMeHTKa cHUTaeT cebs 60NbHON C
2019 r., Koraa ctana otmeyatb ¢nabocTb B MbILLAX, MOSABIEHNE
anckomdpopTa 1 60s1eit B NO3BOHOYHUKE, BbICTPYH YTOMIIAEMOCTb.
3a MeaNLIMHCKO NOMOLLbHO He obpallanach, T.K. CBA3biBana CBOe
COCTOSIHWE C HANPSHXKEHHON paboToii, CUASYUM 06PA3OM XU3HM,
He3nopoBbIM nuTaHuem. B 2020 r. — nosbiweHne AL go 220/100

MM pT.CT., NOSBNIEHME CNAaB0CTH B MbILILAX (BMOTb O HEBO3MOX-
HOCTU 6€3 0MOpPbI NPUCECTb HAa KOPTOYKIA), NOSIBIEHNE CUHAKOB Ha
TynoBuLLe, pykax 1 Horax. B mae 2021 r. npu 06¢nefoBaHni B noam-
KMWHWKE N0 MeCTY XUTenbCcTBa Obin BNepBble BbisBeH CL. B nioHe
2021 r. ¢ nofo3peHnem Ha 3l naumeHTKa 6bina rocnuTanu3npoBaHa
B 9HAOKPWUHONOrMYECKOE OTAENEHNE.

MepeHeceHHble 3abonesaHus: OP3, nHeBmoHus, Ar.
HacnefncTBeHHOCTb: y TeTu no nuHum matepu G 2 Tuna. BpeaHble
NPUBbIYKN: KypeHue Tabaka no 1 nayke B feHb B TeyeHue 20 ner.

O6BEKTMBHO: NPU OCMOTPE COCTOSHUE CPeJHEil CTEeNneHU THKECTH,
co3HaHue sicHoe. PocT — 160 cm, macca Tena 75 Kr, UHAEKC Macchbl
Tena =29,3 kr/m?. KoXHble MOKPOBbI Cyxie, 6arpoBOro OTTEHKA, C
MHOXXECTBEHHbIMI FeMopparusiMin 8 0611acTit TYNIOBULLA, BEPXHUX 1
HKHUX KOHEYHOCTEN. AKHE Ha KOXE JTLa, BEPXHEN YaCT CMMHbI,
rpyau. barposble CTpUK Ha 6OKOBbIX MOBEPXHOCTAX XKWUBOTA, BHY-
TPEHHUX NOBEPXHOCTAX 6eAep. MoAKOXHO-XNPOBAs KneTyaTka pas-
BUTA N36bITOYHO B 0651ACTU XNBOTA, B 06/1ACTN BEPXHUX N HUXKHUX
KOHEYHOCTEli pa3BnTa HeJOCTAaTO4HO (MO KYLUWHTOMAHOMY TUMy).
FunoTtoHus, runotpodoua moiwy. AL 132/93 mm pT.CT. YyacToTa
CepAeYHbIX cokpaLleHunii 105 ya/MuH. BbipaXKeHHbIE pbiXTible 0TEKN
rofieHei, CTon, NepuopoéuTabHble OTEKMU.

[aHHble nabopaTopHoro o6¢cnefoBaHns. O6LIMIA aHaNu3 KpoBK:
aputpouutbl 3,46x10'%%/n (4,0-5,50), remorno6uH 98 (120-165)
r/n, nenkountbl 12,7 x10%n (4,0-9,0), Tpom6ounTbI 304Xx10%n
(180-350), HeuTtpodunbl 87,7% (40,0-74,0), numdounTbl
7,30% (19,0-37,0), moHouuTbl 0,70% (3,0-11,0), 303uHODU-
nbl 5,3% (0,0-7,0), 6asodunsl 0% (0,0-1,5), CO3 30 mm/4ac.
bruoxnmmyecknit aHanu3 KpoBK: anaHnHammHoTpancepasa (AJ1T)
46 ep/n (0-40), acnapratammuHoTparcdepasa (ACT) 51 eq/n (0-35),
xonectepu 5,71 mmone/n (2,2-5,7 ), kpeatuuud 101 MKmonb/n
(40-130), mo4eBuHa 7,3 mmonb/n (2,5-8,3), 06wWuii 6UNMPYEUH
15,2 mkmonb/n (5,1-25,7), kanuii 1,8 mmonb/n (3,5-5,3), HaTpuii
144,5 mmons/n (136-145).

C uenblo nabopaTopHOro NOATBEPXKAEHNS 3HAOTEHHOW runep-
npoaykuum koptusona 6eina nposedeHa MIM: koptu3on ytpom
nocne npuema 1 Mr ekcametasoHa HakaHyHe B 23:00 cocTtasun
883 umonb/n (8o 50 Hmonb/n). AKTI - 68,3 Hr/mn (0-46). bINA: fo
npo6bl kopTuzon — 935,2 umons/n (101,2-535,7), nocne npo6bl
KopTuzon — 998,6 HMOSL/N (OTCYTCTBYET CHUXKEHME HAa 60% OT
NCXOAHOrO).

[laHHble MHCTpYMeHTanbHoro o6eneposanns. MPT ronoBHoro
MO3ra C KOHTPaCTUPOBAHMEM: NMPU3HAKOB 06bLEMHOI0 npoLecca
rOfIOBHOTO MO3ra He BbiSIBNEHO. TeHAEHUMS K (DOPMUPOBAHUID
«NyCTOro TYPeLKoro cegia». Y4nToiBasa 0TCYTCTBME BU3yanu3auum
afleHoMbl runodnaa no fanHsiM MPT, ¢ Lesbio JanbHeliLero nou-
cka o4ara runepcekpeuun AKTT 6bina npoBefeHa KOMMboTepHas
Tomorpachus (KT) opraHoB 6pHOLLIHOI MOIOCTU C KOHTPACTUPOBAHU-
eM: HOZyNApHaA runepnnasuns npaBoro HagnoveyHuka. KT opraHos
TPYAHOI KNETKI: MHOXXECTBEHHbIE KOMMPECCUOHHbIE NepPenomMbl Ten
TPYAHBIX 1 MOSCHUYHbBIX MO3BOHKOB CO CPOKOM [JABHOCTH.

Onarnos: «AKTI-akTonupoBaHHbIl cuHapom. AKTI-
npogyuupytoliee 06pa3oBaHne HeYTOYHEHHOW JIOKanu3auuu.
CnHApOM runepkopTuLm3Mar.

C Lenbto NHrMbUPOBaHNs CTePOULOreHe3a NaLneHTKe Obin Ha3Ha-
YeH KeTOKOHa30n B f03e 400 mr 3 pasa B CyTKW, 0HAKO HECMO-
TPs Ha nony4eHne 60NbLIOIA [03bl 6510KaTOpPa CTEPOUAOreHesa,
COXPAHANCA BbICOKUIA YpoBEHb KopTuaona kposw (1105,2 HMonb/n),
B AWHAMWKE OTMeyanoch yBenuyeHne yposHa AKTI go 152 Hr/mn
(0-46). ins koppekuum runokanuemmn noTpeboBannch BHyTPUBEH-
Hble NHCDY3WUN Kanus Xnopuaa ¢ 0AHOBPEMEHHbBIM NMPUEMOM BHYTPb
cnupoHonakToHa B fo3e 100 mr 3 pasa B CyTKM.
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YunTbias Txenoe TeveHne A n HeaHEKTUBHOCTb MEAMKAMEH-
TO3HOr0 neyveHus, B okTabpe 2021 r. nauueHTke Obina npoBeaeHa
NnanapocKonu4eckas agpeHanakToMus cnpasa. [MCToNOrnyeckoe
ncenefoBaHne: runepTpodus Kopbl HaANo4YeyHNKa no TNy CBeT-
JIOKNETOYHOI aieHOMbl.

B anpene 2022 r. ¢ Lenbto AanbHeRLero noucka ovara runepce-
Kpeuun AKTT naumeHTke 6bina nposefeHa MAT/KT: nesblit Hagno-
YeYHUK yTonweH ao 16-17 mm. MAT/KT-npnaHakos SSTR — no3u-
TUBHOIA OMYXO/K He BbIBNEHO. BBUY OTCYTCTBIS 3KTOMMPOBAHHOIO
o4ara no faHHbIM [MIT/KT 6b110 NPUHATO peLLeHne NepecMoTpeTh
anarHos: «AKTI-3aBuCUMbIA runepkopTuLmn3M. boneaHb MLeHkKo-
KylimHra ¢ aaeHoMaTo30M HafMno4YeyHIKOB>.

[Mpu HabnoAeHny 3a NaLUMEHTKOI B Nepuog ¢ Hos6ps 2021 1. no
mai 2022 r. oTCYTCTBOBaNA NONOXNTENbHAA ANHAMIKA, COXPAHANCA
BbICOKUI YPOBEHb KOPTU30Ma CYTO4HOM MOYM Ha (hOHe npuema
KeTOKOHa30/1a B MakcumanbHoi fose 400 mr 3 pasa B CYTKM —
669,3 Hmonb/cyT (11,8-485,6) ot anpens 2022 r. B cBa3n ¢ aTum
6bI710 NPUHATO PELLEHME K KETOKOHA30JTy 406aBUTb 6POMOKPUNTHUH
B Ha4anbHoOM f03e 1,25 Mr/cyT ¢ NOCNeAYIOLLNM YBEUYEHNEM 103bI
[0 5 wmr/cyt, 3atem — go 10 mr/cyt. Ha poHe KOMOUHNUPOBAHHO-
ro NneveHns 6oNbWMMI 103aMN KETOKOHA30M1a N 6POMOKPUNTMHA
0TMEYasioCb HapacTaHue YPoBHA KOPTU30/1a CYTOYHOW MOYM 10
1141,5 Hmonb/cyT (11,8-485,6). NMaumeHTKa 0TMe4ana yxyaLeHue
061Lero COCTOAHNA, HapacTaH1e ObILLKMN, OTEKOB HMXKHNX KOHEY-
HOCTEN, HeKOHTPONMpyemoe TedeHne AT, BbIpaXXeHHYH ¢nabocTb
(BNNOTb 10 HEBO3MOXHOCTM BCTaBATh C MOCTESA U CAMOCTOATENbHO
nepeaBuUraTbCs). B 6MOXMMMYECKOM aHann3e KpoBmM 06patlano Ha
Ce6f BHUMAHWE MOBbILLIEHNE YPOBHSA KPeaTuHuHa 40 242 MKMOSb/N
(ckopocTb kny604koBoii punsTtpauun — CK® no CKD-EPI 20 mn/
mun/1,73 m?), AIT 494 Ep/n (0,0-50,0), ACT 207 Ea/n (0,0-50,0).
B cBA31 C pa3BMTMEM OCTPOrO NOBPEXAEHUS NEYeHN 1 NoYeK OblNo
NPUHATO peLleHne OTMEHUTb KETOKOHA30M 1 6POMOKPUNTHH.

B uone 2022 r. nauneHTka 6bina rocnuTann3npoBaHa B 3HA0-
KPUHONOrN4ecKoe OTAEeNeHNe 4N1S peLleHns Bonpoca o nposefe-
HWW NOBTOPHOIA afpeHaNakToMuK. B CBA3M C TSKENbIM TEYEHUEM
AKTT-3aBucumoro 3, a Tak)Ke HeBO3MOXXHOCTbIO Ha3HA4YeHUs
6710KaTOpPOB CTEPONOreHe3a n aroH1CTOB AoammHa BCeCcTBNe
Pa3BUTIA OCTPOrO NOBPEXJEHUA NEYEHU 1 NOYeK, B aBrycte 2022 r.
npoBefieHa aApeHaNaKTOMUSA IEBOT0 HAANOYEYHMKA MO XNU3HEHHBIM
nokasaHusam. MMcTonornyeckoe ncenefoBaHmne: CBETNOKIETOYHAS
afieHoMa.

[lnarHo3 npu Bbinucke: «MepBM4HasA HAANO4EYHNKOBAS HEMIO-
CTATO4HOCTb, NOCJieonepaynoHHas (aapeHanakToMums cnpasa
0KTA6pb 2021 ., afpeHanakTomus cnesa asryct 2022 r.) no noBoay
AKTT-3aBMCMMOr0 rMnepkopTULM3MA THKEO0N CTENeHN, KOMMEeH-
cupoBaHHas. CUHAPOM «MycTOro Typeukoro ceana» no JaHHbIM
MPT. BropuyHbiii CI. LieneBoit ypoBeHb FNKMPOBAHHOIO remo-
rno6uHa meHee 7,5%. BTOPNUYHbIA 0CTEONOPO3 THKENON CTENEHM.
[MaTonoruyeckue nepenomsl pebep, N03BOHOYHMKA. Al 3-9 cTagus.
YactniHo koHTponupyemas Al. Puck 4. XpoHuyeckas cepaeyHas
HEeA0CTaTO4HOCTb 2a (YHKLMOHANLHOrO Knacca. Hedoponatus cme-
LWIAHHOrO reHesa (runepToHNYeckas, Anabetnyeckas). XpoHnyeckas
6onesHb novek C3a A3 (CK® no CKD-EPI 50 mn/muH/1,73 m?).
Oucnunugemus. Kncra nedeHun. Xonectepo3 »Xen4yHoro nysbips.
Mwnoma maTkn. Kncta neBoro sinyHnKa».

[TocneonepaunoHHbIA Nepnoa npoTekan 6e3 0CNOXHEHUN.
HasHayeHa 3amecTuTenbHas Tepanus FKC 1 MUHEpanoKopTUKom-
Aamu (rugpokoptnaoH 20 mr ytpom, 15 mr gHem, 10 Mr Beuepom;
thnyapokopTtuaoH 0,05 Mr yTpom).

Mpu HabNtAeHMM 3a NALMEHTKOI B AMHAMUKE OTMEYanoch yiyy-
LeHne nokasateneii: nosbiweHne CK® go 50 mn/mun/1,73 m?,
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HOpManM3auns ne4eHoYHbIX TpaHcammyas: AT — 14 Ep/n, ACT -
15 Eg/n, kanus — 4,8 mmone/n, ctabunuzauma Afl, ynydiieHue
nokasaresie yrnesogHoro 06mMeHa (FMKUPOBAHHbIN FeMOro6uUH —
4,8%) npmn OTCYTCTBWW NMPUEMA CaXxapOCHMXaKLLMX Npenaparos,
YTO NOATBEPXKAAET BTOPMYHbIiA xapakTep G[.

Yepes 4 mecaua nocne NPoBeeHHOr0 0NepPaTUBHOMO NeYeHUs
nawlmMeHTKa co06LLaNa 0 3HAYMTENTbHOM YAy4LLIEHU 06LLEro cocTo-
SHNSA: YMEHbLUEHNE MbILLIEYHOI CNABOCTH, yMEHbLLEHNE reMopparu-
4eCKOro CUHAPOMA, BOCCTAHOB/EHNE MEHCTPYaLWIA, MCYE3HOBEHNE
OTEKOB HUXHUX KOHEYHOCTEN, NOSABIEHNE CUM B PyKax WU HOrax
(naumeHTKa MOXET CaMOCTOSTENTbHO BCTaBATb W NepefBuratbes).

3aknioyenue

Ha npumepe KNMHUYECKOro ciyyvas NpoAeMOHCTPUPOBAHbI TPY .-
HOCTW AndpdpepeHLmanbHon anarHoctukin AKTI-3aBucMbIX (hopm
9, 4TO YCNOXHSET BbI6OP TaKTUKM NEYeHUs B OTHOLLEHMM NALMEH-
TOB 6€3 BU3yanu3npyemoro o4ara. [po6nembl TONUYECKOI AnArHO-
cTUKM AKTT-CeKpeTMpyHoLLmX onyXonei MoryT 6bITb 06YCOBIIEHbI
OTCYTCTBMEM MATOTHOMOHMYHbIX NPU3HAKOB 06pa30BaHKs, ero
ManbiM pa3mMepoM, NMpu 3TOM TSHXKeCTb 3a00NeBaHNS MOXET He
KOPPesMpoBath C pa3MepoM onyxonu [4]. B Hawlem cnyyae Tsxe-
N0€ TeYEHNe rMnepKopTULM3MA NPK OTCYTCTBIM UCTOYHIMKA AKTT -
CEKpeLmMn, HeCMOTPS Ha TLLATENbHbIA ANArHOCTUHECKNIA NOUCK,
a TaKXe HEeBO3MOXXHOCTb KOHCEPBATWUBHOI Tepaniuu BBUAY PasBuUTUS
0CTPOro NOBPEX/EHNS NEYEHMN 1 NMOYEK, ABUIIMCL OCHOBAHWEM ANs
NPOBeLeHMs NanapoCKONYeCcKON ABYCTOPOHHEN aAPEHANIAKTOMUM.
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