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PE3IOME

Bonesnp Nuenko — KyiuutHra — 310 cepbesHoe 3a60neBaHie HeipO3HAOKPUHHOI CHCTEMbI, BbI3BAHHOE M30BbITOUHBIM BbIIEJIEHUEM afipeHo-
KOPTHKOTPOIMHOTO FOPMOHa ONyX0Jbio runo¢usa. Yactora BO3HUKHOBEHHS 3TOro 3abosneBanus cocrasnser 39,1 ciyyas Ha 1 MiIH HaceneHus,
a3aboneBaemoctb — ot 1,2 10 2,4 cnyyast Ha 1 MyH. TUMMYHbIE CHMITOMbI BKITIOYaIOT ObICTPBIi IPUPOCT MACChI TENA B COUETAHUH C MbILLIEYHO
€1a00CTbIO, apTepUabHYIO TMIIEPTEH3HIO, CaXapHblii AabeT 1 0cTeonopo3. OCHOBHBIM METOLOM AnarHocTuky sisistercst MPT rosnoBHoro Mos-
ra nocie 1a60paTopHOro NOATBEP>KAEHHS TUIIEPKOPTU30JIEMUH, @ OCHOBHBIM METOZIOM JieYeHHs] — TpaHCHa3asIbHas afleHOMIKTOMMS, KOTOpast
T103BOJISIET JOCTUIHYTb pemuccun B 65—90% ciyuaeB. B naHHO# cTaTbe ONMMCHIBAETCS KIIMHMYECKOE HAOIIOEHHE TSIKENOoro TedeHus: 6oes-
HU Muenko — KyiuuHra, KoTopast 10JIro ocraBasach HeAMarHoCTHPOBAHHOM. PaccMaTpyBaloTCst aTambl AMarHOCTUYECKOTO TMOKMCKA, CIIOKHOCTH
InddepeHLHabHOl IMarHOCTHKM 1 pe3yJbTaThl JUHAMUYECKOro HaOMI0AEH s, BKIIOUas CENEKTUBHbIN 3200 KPOBH U3 HUSKHHUX KAMEHHCTBIX
CHHYCOB. My IbTHMCLMIUIMHAPHBIi [IOAX0/ ¥ KOMaHAHas paboTa Mo3BoJSIOT 00ECNeYnTb CBOEBPEMEHHYIO IMAarHOCTHKY, TPENOTBPATUTb pa3-
BUTHE OCJIOKHEHNMI 60s1e3Hu MueHko — KyliuvHra, yaydiinTe MporHo3 M KauecTBo sKM3HM NaL{eHTa.
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THH-peLeNnTOpHasi CUMHTUrpadusl, TpaHcCHeHON IanbHas aleHOMIKTOMHSI.

I UUTUPOBAHUS: TopbyHosa H.I1., Ipoxoposa I'B., 3y6kosa A.C., Kopomxux C.M., Bonbikuna A.I1., Pewiemusk 41.5. Knunuieckoe
HabnodeHue maxceao2o mevenus 6onesnu Myeriko — Kywunea. PMPK. Meduyunckoe obospenue. 2023;7(9):606—610. DOI: 10.32364,/2587 -
6821-2023-7-9-8.

Case report of a severe course of Cushing's disease

N.P. Gorbunova’, G.V. Prokhorova?, A.S. Zubkova', S.M. Korotkikh?, A.P. Volynkina?,
Ya.Ya. Reshetnyak®

'Lipetsk Regional Clinical Hospital, Lipetsk, Russian Federation, Lipetsk, Russian Federation
°Medical Surgical Clinics "Andromeda’, Lipetsk, Russian Federation

SLipetsk City Polyclinics No. 1, Lipetsk, Russian Federation

“N.N. Burdenko Voronezh State Medical University, Voronezh, Russian Federation

SLipetsk City Hospital of Emergency Care No. 1, Lipetsk, Russian Federation

ABSTRACT

Cushing's disease is a severe neuroendocrine disorder caused by excessive release of adrenocorticotropic hormone by pituitary tumor. The
rate is 39.1 per 1 million and the incidence is 1.2—2.4 per 1 million. Typical symptoms include rapid weight gain associated with muscle
weakness, hypertension, diabetes, and osteoporosis. The key diagnostic tool is brain MRI after laboratory confirmation of a diagnosis of
hypercortisolemia. The key treatment is transsphenoidal adenomectomy, which provides remission in 65-90% of patients. This paper describes
the severe course of Cushing's disease in a male patient, which has long remained undiagnosed. Diagnostic search steps, differential diagnostic
difficulties, and follow-up results (including inferior petrosal sinus sampling) are discussed. A multidisciplinary approach and teamwork ensure
timely diagnosis, prevent complications of Cushing's disease, and improve prognosis and quality of life.
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BBENEHUE 6onesaemocts — ot 1,2 10 2,4 cnyuast Ha 1 miH. Tunuuxbie
Bonesub Uuenko — KyumHra — 310 TsKenoe Heipo-  cuMnToMbl 6osesHn MueHko — KyluuHra BK/IHOUalOT ObICTPBIii
SHIOKPUHHOE  3aboneBaHve, OOYCJIOBJIEHHOE  XpOHMYe- TPUPOCT MacChl Tela B COYETAHWM C MBILIEUHON CIabOCTbIO,

CKO/1 TUMNeprpoayKLuueil anpeHOKOPTUKOTPOITHOTO TOPMOHA
(AKTT) onyxosbto runogusaa. Hactora BOSHUKHOBEHHS 3TOTO 3a-
Gonesanus cocraenser 39,1 ciyuas Ha 1 MyH HaceneHus, a 3a-

aprepuanbhyto runeprensuio (Al), caxapubiit auaber (CII)
1 ocTeonopo3. Hanbosee pacrnpocTpaHeHHble NPU3HAKK TUIep-
Koptuumama — okvpenvie u Al (Bctpeuatorcs y 86 u 68% nauu-
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€HTOB COOTBETCTBEHHO). YCrelIHoe JieueHue TMIepKopTU30Iie-
MMM BeZieT K 00paTHOMY PasBUTHIO CUMITOMOB, HO He yOupaer
TI0JIHOCTbIO NpU3HAKK cuHApoMa Kyumnra [1, 2]. MuneparnbHast
TJIOTHOCTb KOCTHO TKaHW M KOTHUTMBHAs JUCQYHKLMS yIiyd-
LIAIOTCS TOC/Ie YCTEIIHOTO XMPYPruyecKoro JieeHusl, HO He
HOpPMaJIM3yI0TCS y BCEX MaLUEeHTOB [3].

lpencrasisieM KMHMYECKOe HAOIIONEHNE TSIKETIOro Teve-
Hus 6ose3un MueHko — KyiuuHra, KoTopast JJIMTeNbHOe Bpemst
0CTaBajioCh HEIMAarHOCTUPOBAHHOM, YTO MPHUBEJIO K MHOXe-
CTBEHHbIM TPOSIBJIEHUSIM MMIEPKOPTU30IEMUM.

KNMHUYECKOE HABJTIIOIEHUE

Maument K., 44 roma, o6patincst K 3HnokpuHonory I'Y3
«JIOKB» ambynaTopHO 115t KOPPEKLMHU MepopasbHOii caxapo-
CHIDKAIOLLel Tepanum.

Anamues 3a6o/1esanus. Cuuraer cebs 60sbHbIM ¢ 2018 1.,
Korza cran orMmeuarb nosbliieHne AJl fo 220/120 mm pr. crT,,
HO K Bpauy He 00pallascs, peryyisipHOro r’MnoTeH3MBHOTO Jie-
yeHust He npuHuMan. B asrycre 2020 T. Ob1 9KCTPEHHO ToO-
criyranusuposal B ['Y3 «Jluneukas I'b CMIT Ne 1» B HeBpo-
JIOrMYecKoe OTIENIeHne JUIsl JledeHus: OOJIbHBIX C OCTPbIM
HapylleHHeM MO3roBOro KpoBOOOpallleHHsl C JAMarHo3oM:
LiepeOpoBackysipHoe 3aboeBaHye. BHyTpuMo3roBoe KpoBo-
U3N1siHKE B BepTeOpanbHO-6a3unsipHoM Oacceiite. XpoHnue-
ckas muemust moara Il cr. Arepockiiepo3 GpaxuoLiedanbHbIX
aprepwit. [lns onepatBHOrO JieueHust Obl NepeBesieH B Heil-
poxupypruueckoe ornenenve JIOKB. 06.08.2020 B skcTpen-
HOM MOpsifike ONepupoBaH MoJ SHAO0TpaxeasbHbIM HAPKO30M,
TNIpOBeZieHa pe3eKLIMOHHAs TperaHaLys 3afHell YepenHoii SMK1
CTIpaBa, yZajieHa reMaToMa MO3)KeuKa.

B 2021r. ormerun npubaBky maccel Tena okono 10 kr
B Teyenue 2 mec. C suBaps 2022 r. 3ameTusn u3MeHeHs BHelll-
HOCTH (JIyHOOOpa3HOe JMLO, yBeNMYeHne KUBOTa B 00beMe,
TNOXyJieHe KOHEYHOCTeVA, TosiBIeHne 6arpoBbIX CTPHMii HA K-
BOTe, CyXOCTb KOxku). B anpene 2021 r. BoisineH CJl, Ha3HaueHa
CaxapOCHIKaIoLLas Tepanust — MeTGOPMUH, TabIeTKu C po-
JIOHTMPOBaHHbBIM BbICBOOOXKIEHHEM, 750 MI BHYTpb BEYepOM.

B cBsi3u c Tem, 4TO MaUMEHT OTMeYas CHUKEHUE B poCTe
Ha 8 cM B TeueHue xku3ny, 04.02.2022 6bia npoeneHa MPT
TMOSICHUYHO-KPECTLIOBOro  OTAena Mo3BOoHOuHMKa. Omnuca-
Ha MP-kapTHa KOMMpeccMoHHOro nepenomMa L2-no3BoHka,
TIOCJIEAICTBUIA KOMIIPECCMOHHOTO mepesioMa ten L1-, L5-mo-
3BOHKOB; HapyLIEHHsl CTAaTWKH, JlereHepaTUBHbIX M3MeHeHMit
B MOSICHUYHO-KPECTLIOBOM OTZieJle TO3BOHOYHMKA, IPbIXKa JNC-
ka L4-L5, nporpysus nucka L3-L4. Cnonannoaptpos.

B mae 2022r. BbisiBIeHO 00pa3oBaHKe MPABOro JIETKOro.
KoHcynbrrpoBan onkosnorom ['V3 «JIOO», B3aT ¢parmeHTt
CnM3KUCTOI OpoHxa Ha uurosoruio. [lo pesynbraTaM LUTOJNO-
TMYECKOr0 MCCIIeNOBaHMsS: KJIETKM OpOHXMANbHOTO 3MUTENHS
Ha ¢one cmm3u. 30.05.2022 nposenena [13T KT — nocrosep-
HBIX ZJaHHBIX O HAJIMYMM aKTUBHOT'O HEOTIaCTUYECKOro NPOoLIeC-
Ca Ha MOMEHT 1CCJIel0BaHMs! He NoJTy4eHo. BoipaskeHHbli rena-
tocTeaTto3. JlaHHbIX 3a oHkonartosioruio OI'K He BbIgBIIEHO.

B mone 2022T. mocne CTOMAaTosI0rM4ecKoro BMeLIaTesb-
CTBA I10 IOBOJIy OCTPOr0 MyJIbIIUTA CTaJl OTMEYaTh NPUITYXJIOCTb,
00JIe3HEHHOCTb MpPaBOii LLeKH, ObUT rOCMUTANM3UPOBAH B OT-
IeneHue yvemocTHO-nuueBoit xupypriu (YJIX) c nmarHosom:
000CTpeHHe ONOHTOTEHHOrO XPOHHUYECKOTrO OCTEOMHENHTa
HIDKHel yemocTy cnpasa. CyOneprocTasbHblii abCLiecc HIK-
Heji 4esioCTy crpasa. B xone rocnuTanysauny BbIMOJIHEHO Orle-
paTMBHOE BMeLLATeNbCTBO B 0ObeMe: BCKpbITHE, JPeHUpOBa-
Hue abcuecca. [Mo nanueiv DEXA ot 08.06.2022 munepasnbHas

TJIOTHOCTb KOCTHO#1 TKaHM B jieBoM Gezpe -1,0 SD (1o Z-kpute-
PpHIO) B MOSICHUYHOM OTzienie no3BoHouHrKa 0,5 SD (1o Z-kpure-
puto). CooTHOLLIEHNE Ne30KCUTTUPUANHONMHE/KPeaTHH1H B Move
ot 10.06.2022: 6,6 HMOJb/MMOJB (2,3—5,4 HMOJIb/MMOJTb ).

16.08.2022 ob6patuncs kK supokpuuosory I'V3 «JIOKB»
aMOy7aTOPHO ISl  KOPPEKLMM CaxapOCHMsKaloLiel Tepa-
nuu. Bbin pekoMeHmoBaH npueM rozoruntiHa 30 Mr yTpoM,
MeTdopMKHa, TabNeTKW C MPOJOHTMPOBAHHBIM BBICBOOO-
xneHveM, 1000 mr BeuepoM. [Ipy OOBEKTHBHOM OCMOTpE
o6patiio Ha cebsl BHMMaHKWe M3MeHeHHe BHELIHOCTH 0 Ky-
LIMHTOMJHOMY THIy: JIyHOOOpa3HOe JMLO 0arpoBOro LBeta,
OTJIO>KEHME XK1pa NMPEMMYILECTBEHHO Ha KMBOTE B COYETaHNUU
¢ arpodueii MbitLLl, 60pROBbIMHU CTpUsiMK (puc. 1). [laHHble u3-
MEeHEHHMs BHEILIHOCTY MalMeHT OTMEeYaeT B TEUEHHE NBYX JIET.

Bb10 HazHaueHO M NpoBeneHo J1abopaTOPHO-UHCTPYMEH-
TanbHOe obcnenosanue. 29.08.2022 soimonHeHa KT nHammno-
4eyHMKOB (6€3 KOHTPACTMPOBaHUs), MO pe3ysbTaTaM MCCiIe-
ZIOBaHMsl BbisiBIEHO M dY3HOE yBeNMYeHre HaAMoueyHNKOB
c 06enx CTOpPOH, C HanmMuMeM 0OBEMHOro 00pa3oBaHMs Cle-
Ba C POBHbIMM YETKMMHU KOHTypamu pasmepamu 1,6x1,0 cm,
MJIOTHOCTBIO A0 2,5 ex. H.

[lo nanubiM MPT ronoeHoro mosra ot 17.09.2022 nanHHbIx
3a Ha/MuKe afieHoMbl runodusa He nosyyeHo. [1o naHHbIM 1a60-
PaTOpPHbIX aHAIM30B yPOBEHb KOPTH3071a B cytoHe oT 19.09.2022
cocrasysier 34,6 Hmonb/n (<7,56 HMOJb/N), ypOBEHb KOPTU-
3ona B KpoBu yrpoMm 1067 Hmonb/n (101,2—535,7 HMOIB/)
(ompeneneHre cBOOORHOrO KOPTH3071a B MOYe, HOYHOI Mopa-
BJISIIOLLMI TecT He mpoBoammuch), ypoBeHb AKTI 9,19 nr/mn
(7,2—63,3 nr/mi); ypoBeHb Kanust v Hatpust 3,51 MMoinb/1 (3,5—
5,1 mmonb/n) u 145 mmonb/n (136—145 MMonb/1) COOTBET-
CTBEHHO (B CKOOKaX yKa3aHbl pepepeHTHbIE 3HAUEHHS ).

TocnuranuanpoBaH 1 006CNenoBaH B 9HIOKPHUHOIOTMYECKOM
ornenennn ['Y3 «JIOKB» ¢ 30.09.2022 no 06.10.2022. B cBsi3u
C HapacTaHWeM OTeKa HVKHEll YeNioCTH CrpaBa Obl KOHCYIIb-
TUPOBaH YeJIIOCTHO-JIMLIEBBIM XMPYProM, 3aTeM MepeBelieH B OT-
nenexvie YJIX ans BCKpbITHS, IpeHMpoBaHus abcLiecca.

B Hosi6pe 2022 r. HaxomwiCsl Ha CTALMOHAPHOM JIEYEeHHH
B OI'BY «HMMULI sHAOKpUHOIOTMKY.

o pesynbratam s1aG0OpaTOpPHbIX aHAIM30B MOATBEPK-
JeH sHporeHHblt AKTI-3aBMCMMBIN rMNEpKOPTULIMBM: YpO-
BeHb KOPTM30J1a B KPOBM BeuepoM cocTaBus 1219 Hmomb/n

) i AR

Puc. 1. ®eHoTunmyeckme ocobeHHoCTU naumeHTa K.: nyHo-
06pasHoe NnLIo 6arpoBoro LBeTa, OT/IOKEHWE Xupa npeu-
MYLLECTBEHHO Ha XWBOTE B COHETAHUU C aTPOMEN MbILLIL,
CTpUSMU

Fig. 1. Phenotypic traits of Cushing’s disease: moon face,
red cheeks, pendulous abdomen, muscle atrophy, striae
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eHTa K.

AKTT, nr/mn / ACTH, pg/ml ‘

Bpems, ‘

Ta6nuua. Pe3ynstatsl 0HHOMOMEHTHOMO ABYCTOPOHHETO CEMEKTUBHOIO 3a60pa KPOBU U3 HUXKHUX KAMEHUCTLIX CUHYCOB Y Nauu-

Table. The results of simultaneous bilateral selective blood sampling from the inferior petrosal sinuses in patient K.

MakcumanbHbii rpaguedt AKTE mexay ‘ AKTI /nponakTuH-HOpManu3oBaHHoe

MHH LEHTPOM M nepucpepunen / Max /_\CTH COOTHOLEHHE / Prolac_tin—normalized
Time, npaBbii CHHYC ‘ JIeBbIi CHHYC ‘ nepugpepns ‘ gradient between center and periphery ‘ ACTH ratio

min HHESHRYS ‘ il ity ‘ peripaery ‘ cnpasa/ right cnesa/ left ‘ cnpasa/ right cnesa/ left
-5 1281 352,6 191,7 6,68232 1,83933

0 826,4 438,4 172,7 478518 2,53851

+3 601,7 2891 150,2 4,00599 1,92477 1,67239 0,86814

+5 339,3 231,8 147,6 2,29878 1,57046
+10 319,2 192,3 1284 2,48598 1,49766

Mponaktun, MEa/n / Prolactin, pg/ml
-5 2584 1891 646,7 3,99567 2,92408 -

(79,0-477,8 umonb/n), B cmoHe Beyepom — 100,3 HMOnb/N
(<7,56 HMONb/M), CyTOYHas 3KCKpeLusi KOpTM3ona —
1505,6 nmonb/cyT (<485,6), putm AKTI HapyiueH: yposeHb
AKTT yrpom cocrasun 33,22 nr/mn (7,2—63,3 nr/min), Beue-
pom — 35,89 nir/mn (7,2—63,3 nir/min). Takske BbisIBTIEHa yMe-
penHast runokamvemust 2,57 mmonb/n  (3,5—5,1 MMosb/i).
C Lesnblo KOppeKLMH rMINoKan1MeM1un poBoAMIach UHQPY3HUOH-
Has Tepanusi 4% pacTBOPOM Kausi XJIOPUJA C MOJIOXKUTENbHOM
IMHAMUKO¥ (10 pe3ysibTaTaM KOHTPOJIbHbIX aHAJIM30B YPOBEHD
Kamusa cocraeun 3,11 umonb/a (3,5-5,1 mmonb/n)). C ue-
JIbIO TONMYECKO1 I0Kanu3aumn o6pasoBanusi BbinonHena MCKT
OpraHoB IPyHOIi ¥ OPIOLLHO MOJNIOCTE C KOHTPACTHBIM YCH-
JleHWeM; MO pesysbTaTaM HCCIeNOBaHMS PerMcTpupupoBaHa
Y3€JIKOBasl TUMepIIasksl HaAMOYeYHWKOB, CErMEeHTapHas M-
nepriiasysi IEBOro HaANoYe HKa, JaHHbIX 3a HaluuKe 00beM-
HbIX 00pa3oBaHuit He nonyueHo. [1o pesynsraram MPT naHHbIX
3a HaJMuKe afleHOMbI TMMO(K3a HeT.

C y4yeTom OTCYTCTBUSI Y€TKMX JAHHBIX 33 HaJqMuMe afieHo-
Mbl TMIIOPH3, TSXKECTH TeYeHHs! TMIIePKOPTULIM3MA, BbIpaskeH-
HOI1 FMMOKaMeMuu B Liesisix AndepeHLnanbHoi JUarHOCTURN
AKTT-3aBMCHMMOTO IMIIEPKOPTULIM3MA ObLIO IPUHSITO pelLleHNe
0 MPOBEJIEHNH CENIEKTUBHOrO 3a00pa KPOBU M3 HIKHUX Kame-
HUCTBIX CHHYCOB C MOC/EeNyIOLMM NpOoBefieHMeM COMarocTa-
THUH-PeLeNTOPHO CLIMHTUrpadum.

[lo pesynbratam OMHOMOMEHTHOTO JBYCTOPOHHETO CeJleK-
TMBHOTO 3a60pa KPOBM M3 HIKHUX KAMEHHCTBIX CUHYCOB MaK-
cuManbHblil rpaguedt AKTI mexxny neHTpoM M nepudepueii
cocrasun 6,682; AKTI/nponakTMH-HOpManU3upoBaHHOe CO-
oTHolueHre — 1,672, uTo CBHUAETENbCTBOBAMIO B MOJb3Y LiEeH-
TpajbHOrO reHesa 3abosieBaHusl. PesynbTaThl KMCClIenOBaHKs
TnpezcTaBJieHbl B TabnuLe.

[lo naHHBIM COMAaTOCTaTMH-PeLENnTOPHON CLMHTUATrpadpuu
B PEKMME «BCE TeJI0» CLMHTUIPapHUUeCKUX MPHU3HAKOB FOPMO-
HaJIbHO-aKTHUBHBIX 00Pa30BaHMii C rUMepIKCIpeccreli CoMaTo-
CTaTMHOBBIX PELIENTOPOB He BbISIBJIEHO.

[TaumeHT NpOKOHCY/ILTUPOBAH HEIPOXHUPYProM: peKOMeH-
JOBaHO MJIaHOBOE OTepaTMBHOE BMELLATeNbCTBO.

28.11.2022 nauueHTy BbITOJHEHO 3HAOCKOMUYECKOEe SH-
ZIOHa3anbHOe TpaHCcheHOUAANbHOe yaaeHne SHA0CeIISIPHOi
azieHoMbl runodusa. I[lpu Mopdonornueckom KccnenoBaHUK
NOCJIe0NepalMOHHOr0 MaTepuana runogusa NonTBepskIeHa
azleHoMa runogusa.

Puc. 2. MauyneHT K. npu guHamMn4eckom HabnogeH1Mm nocne
afleHOM3KTOMUM

Fig. 2. Follow-up after adenomectomy

B nocneonepatinoHHoM neprozie y natuenTa Obuio oTMeye-
HO yJyu1LeHue o01Lero cocTosiHust. iaMeHeH1s BHeIlIHero B1za
nauyeHTa Npy AMHaMU4eCKOM HabJlofieH!H 10cyle NpoBeeH-
HO1 aZIeHOMIKTOMMH NMpeJCTaBJIeHbl HA PUCYHKe 2.

[lo maHHBIM TrOPMOHAIBLHOTO MCCIENOBaHMSI CbIBOPOTKH
KpoBH Ha 3-u cyTku nocse onepauuu: AKTI yrpom — 1 nr/mn
(7,2-63,3), koptuson yrpom — 150,3 H™onb/n (171-536).
[losyuenHble naHHbIe CBUIETENbCTBYIOT O Pa3BUTMM BTOPHY-
HOI1 HaJNOYEeUHWKOBOI HEMOCTaTOUHOCTH W 3P(HEKTUBHOCTU
NPOBEIEHHOrO XMPYPriuuecKoro JeyeHus.

VMHuummpoBaHa 3amecTuTeslbHasi TFOpPMOHanlbHas —Tepa-
Must TIPOKOPTH30HOM B 1o3e 30 Mr/CyT.

OOBEKTHBHBIX [aHHbIX 33 3JIEKTPOJIMTHbIE HapYLLEeHHs
He oTMeuasnochk. ONHAKO M0 JaHHbIM 71a00PaTOPHBIX UCCIIENO-
BaHMI1 BbISIBJISUIOCDH MOBbILIEHHE YPOBHSI HATPUSI MaKCUMaJlb-
HO 10 148 MMoJb/71, ¢ HopMmanu3auueit Ha 8-e CyTku. 3a Becb
T1epyoy, TOCIUTAIU3ALMN  3MU30Mbl  MOJIMYPUH/TIONUANNICHA
He OTMeYaJlCh. YPOBHM THPEOTPOIHOrO rOPMOHA M CBOOO.-
HOTO TMPOKCHHA — B Mpejienax pepepeHTHbIX 3HaueHuii 1abo-
paTopuu, UTO CBUIETETbCTBYET 00 OTCYTCTBUM Pa3BUTHsI BTO-
PHYHOTO TMIIOTHPEO03a.
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OBCYKIEHUE
Bonesnp Muenko — KylumHra sBnisieTcsl cepbe3HbIM Heid-
POSHIIOKPMHHBIM ~ 3a007eBaHMEM, BbI3BaHHBIM  TWIOTana-

MO-TMIO(QHU3APHbIM ~ HapyLIeHHeM U  XapaKTepu3YHOLIMMCS
yBeJIMueHWeM MPOAYKLMM TOPMOHOB KOPbl HaZNOYeYHUKOB,
YTO MPUBOOUT K KJIMHAYECKUM TPOSIBJIEHUSIM TMIEPKOPTU-
umsMa. OHMM 13 [IaBHbIX NPU3HAKOB SIBJISIETCS] HepaBHOMEp-
HOe pacnpesesieH1e MoaKOKHOM JKMPOBOM KJIEeTYaTKU, MPUBOJIS-
L1iee K YBeJIMUEeHHIO MaCChl TeJla, 0COOEHHO B 00J1aCTH M71eYEBOrO
rnosica, HaAKJOUMYHbIX MPOCTPAHCTB U KMBOTA, C COXPaHEHU-
€M TOHKMX KOHEUHOCTeil. Koska CTaHOBMTCSI TOHKOMH, CyXO¥,
0arpoBO-LIMaHOTMYHOM OKPAcKH, Ha HEM MOTYT MOSIBIISITBCS
KpacHO-¢uoneToBble cTpuu. bonesnp Muenko — Kyimzra tak-
K€ MOXeT MPUBECTH K CEepPbe3HbIM HapyLIEHUSIM CO CTOPOHbI
CepeUHO-COCYIUCTOI CUCTeMbl, TaKUM Kak Al' 1 XxpoHuyeckast
HEeIOCTAaTOYHOCTb  KpoBOOOpalleHnst.  Jlpyrie  NposiByeHus
BKJIIOYAIOT MMOMATHIO, MBbILIEYHYIO aTpO(UI0 U HapYLIEHUs
yI7ieBonHOro obmMeHa, Kotopsie MoryT npusectd kK CJI 2 tuna.
KorHuTHBHbIE HapyLUeHHsl TakXe MOTyT ObITb XapaKTepHb
17151 IaHHOTO 3a60J1eBaHusl. PasnMyaloT HeCKOJIbKO CTeneHel Ts-
xecTH 6one3nn Muenko — KyllmHra B 3aBUCHMOCTH OT BbIpa-
’KEHHOCTU TMMEepPKOPTULIM3MA U (POPMHUPOBAHMS KIIMHUYECKUX
cuMnToMoB. Jlerkast popma xapakTepusyeTcsl yMepeHHON Bbl-
Pa’keHHOCTbIO CUMITOMOB 3a0071€BaHMs, CPEHsIsl — BbIPA>KEH-
HOCTBIO BCEX CUMIITOMOB 0€3 OCJIOKHEHMUIA, TsbKenasi — BbIpa-
’KEHHOCTbIO CUMITOMOB 1 HaJIMUMeM OCJIOKHEHUIA.

Ha nepBoM sTane auarHOCTHKM y GOJIbHBIX BbISIBIISIETCSI 10~
BblLLIEHHAs! NPOAYKLIMsl KOpTU30J1a. C LeJIbIO BbIsIBJIEHUS TUITep-
KOPTULIM3Ma OTPeZieNsiioT CYTOUHBIH PUTM CeKpeLiMy KOPTU3071a
B KpOBM yTpoM U Beuepom. [pu 6onesuu Muenko — Kyiuuura
YPOBEHb KOPTW30J1a YTPOM TMOBbILLIEH, @ PUTM CEKpeLMn Hapy-
weH. OnpezesnieHne CyTO4HOI 9KCKPEeLH CBOOOIHOTO KOPTH30-
71a B MOYe TaKxKe SIBJIsSleTcst HeOOXOAMMBIM MeTOZIOM JlabopaTop-
HOi IMarHOCTUKY JJ1s1 TOATBEP KAEHUS TMIIEPKOPTULIM3MA.

Manast npo6a c JeKcaMeTa3oHOM MPOBOAMUTCS B COMHMU-
TeJbHbIX CTyuasix Anst AMpPpepeHLnanbHON TMarHOCTUKY MeX-
Zy MaToJIOTMUECKUM SHIOTeHHbIM M (YHKLMOHAIbHBIM TH-
nepKoOpTULIM3MOM. Ecu cekpeLnst KOPTU307ia HE CHIXKAeTcs
Ha 50% u Gosiee OT MUCXOHOTO YPOBHSI, TO CBUIETENbCTBYET
0 HaJIMUMU TMIIEePKOPTHLIU3MA.

Nns 6one3nn MueHko — KyimHra xapakTepHsl HOpMalib-
HOe U7 MoBbllleHHOe yTpeHHee conepskanue AKTI u oteyT-
CTBME €ro CHWKeHus B HouHoe Bpems. Ilpu AKTI-skromm-
poBanHoM cuHzapoMe cekpeuusi AKTI moBsbilleHa 1 MoxeT
konebatbcs or 100 go 200 rir/mi u Bbille, NIpY 3TOM TaKXke
oTcyTcTBYeT pUTM ero cekpeuud. [lpu AKTI-He3aBucHMbIX
¢dopmax runepkoptuumsma yTtpeHHee cogepxkanue AKTI,
KaK NpaBujio, CHUKEHO NPKU OTCYTCTBUM PUTMA €ro CEKPeLH.
Jlns nuarHoCTUKM Mexny GopMamM HIOTeHHOro MaTojloru-
4ecKoro runepkopTHLmM3Ma, OosesHbio Muenko — KyiumHra,
AKTT-9KTOMMpPOBaHHBIM CUHAPOMOM M cuHApomoM Muen-
ko — Kyimnra nposozasT auddepeHumanbHy0 AHarHoCTUKY
¢ nomolupto onpepenenus: yposus AKTI u nposenenns npyrux
71ab0paTOPHBIX ¥ MHCTPYMEHTAJIbHbIX MCCIIENOBaHMIA, TaKUX
kak KT ronosnoro mosra, MPT Hafno4euHukoB 1 Apyrux opra-
HOB, a TAaK3Ke JIOMOJIHUTENIbHBIX P00 C leKcaMeTasoHoM [4, 5].

B cnyuae nongospenust Ha 6one3np MueHko — Kyimnra
HeoOX0AMMO Takke MPOBECTH 00CIe0BaHNe Ha HaluuKe oc-
No>kHeHu, Takux Kak Al, CJl, osxxrpenue, 0CTeonopos u ipyrue
3aboneBaHus. B 3aBucMMOCTHM OT cTemeHu TsbkecTH 3abore-
BaHMs JIeueHre MOKET BKIIIOYaTh B ce0st Xupypruieckoe yna-
JIeHWe OIyXOJIM HaIMOYe4YHMKOB, JIEKAPCTBEHHYIO Teparuio,
panMOMMMYHOTEpanuio M Apyrve Metopabl [6]. PerynspHble

00Cren0BaHMst MO3BOJISIOT KOHTPOJMPOBaTh 3¢HEKTUBHOCTD
JleueHrs] ¥ NpPefoTBPALlaTh BO3MOXHbIE OCJIOXHEHUs. B Ha-
CTOsILLiee BPEMSsI 4acTo MCIosb3yercst Gobluast mpoba ¢ ekca-
METa30HOM JiJIsl IMarHOCTHKK NMaTOJIOMMYECKOro rMIepKopTH-
uuama. [pu 6osesnn uenko — KyiimHra 06bIMHO MPOUCXORMT
CHUKEHMe YPOBHS Koptraosna Ha 50% 1 6oJsiee OT HaYaIbHOTO
ypoBHS, B TO BpeMs Kak npu AKTI-akronnueckom cunzpome
3TO NMPOUCXOIMT peniko [2, 7, 8].

Jlns oOHapyskeHHsl MaTONOrMYECKOro MpoLecca B TMIOTa-
namo-runoduzapHoil 061acT M HaAmouyeyHuKax npu Gones-
Hu Muenko — KylumHra MCnosbayloTcst MeTonbl TOMUYECKOi
JMarHOCTUKM, TaKWe KaK peHTreHorpagus kocreil uepena, KT
v MPT ronoenoro mosra, Y3U Hagnouyeunrkos u KT v MPT
HazanoueuHukoB. Ceituac MPT u/unu KT cuurtatoTcsl OCHOBHbI-
MM MeToflaMH JUarHOCTHKM afieHoMbl runodusa [9, 10].

OcHOBHBIM MeTOZIOM JieueHust 6one3nn Nuenko — Kyiumn-
ra siBjsercs: TpaHcceHOMAanbHasl afleHOMIKTOMMS, KOTO-
past ObICTPO [aeT pemMuCCHio 3a00seBaHKsl 1 BOCCTAHABIIMBA-
€T MMNnoTanamo-runopusapHble B3auMooTHoLeHus y 84—95%
NaLueHToB yke vepe3 6 Mec. AIEHOMIKTOMHsI MOXKeT ObITb
npoBeZieHa MOBTOPHO, eclu ecTb NoaTBepxkaeHHbiit Ha KT
v MPT npognomkaroiuiicst poct ageHombl runodusa B Jo-
6oe Bpewmsl 1ocsie onepaLuy. ITOT METOJ] UMeeT MUHUMaJlbHOe
KOJIMYECTBO OCJIOXKHEeHUH (0KoJo 2—3%) 1 HU3KYIO MOCIIeore-
paumoHHyto netanbHocTb (0—1%) [11].

Ecnu runepkopTHLIM3M He AMAarHOCTUPYETCSl CBOEBPEMEHHO,
TO MOTYT NOSIBUTBCS U YCYTyOISTbCS TSKEIble OCIOKHEHHS 3a-
OoJieBaHMsl, KOTOpbIE MOTYT CTaTh HEOOPaTUMbIMU. B Takux ciy-
4asix He0OXOIMM MOKM3HEHHBII MOHUTOPHHT (QYHKLIMIA OPraHOB
1 CUCTEM U MOCTOSIHHOE HabJmofieH1e Y 9HoKprHosiora [12].

Kpome xupyprudeckoro sneueHus, [jis KOHTpOJISl Haf T'd-
NEepKOPTULIM3MOM MOTYT OBITb HCIOJIb30BaHbl pa3jviHble
JIeKapCTBEHHbIE CPEACTBA, TAKME KaK METHINPENHM30JIOH, Ke-
TOKOHAa30J1, MUTOTaH 1 Jip. OBHAKO 3TU JIeKapCTBEHHbIE CPefi-
CTBA MOTYT MMeTb N0OOUHbIE 9 HEKThI ¥ HA3HAYAIOTCS TOJIKO
07| CTPOrMM MeIULIMHCKUM KoHTposieM [13].

3AKTIOYEHUE

B uenom 6onesup Nuenko — KyumHra siBnsieTcst cepbes-
HbIM TPOrpeccHpylolnM 3aboJieBaHHeM, TPEOYIOLIMM KOM-
MJIEKCHOTO MOJX0Aa K OUAarHOCTUKE U IJIUTEJIbHOTO JIeUeHUs,
KaK B TpEJCTABJIEHHOM HAaMM KJIMHUYECKOM HaOJIOZEHNH.
MyJbTHAMCLMIUIMHAPHBIA MOX0A M KOMaHAHas pabora mo-
3BOJISIOT 00ECHeunTh CBOEBPEMEHHYIO IMAarHOCTHKY, MPEefoT-
BpATUTb PasBUTHE OCIOKHEHU# Oonesnn Uuenko — Kyuumnra,
YJY4YILUTb NPOTHO3 M Ka4eCTBO XXM3HU NauneHTa. Posb naumen-
Ta B JIEYUEeHNH TaKKe OUeHb BasKHA: OH JIOJDKEH COOMonaTh pe-
KOMEHZIallMM Bpadva, perysspHO MPUHUMATb JleKapCTBEHHble
Tnpenaparsl, CJIEAUTb 38 CBOUM 3J0POBbEM U MIPOXOAUTDH HEOO-
XOIUMble 00CIe0OBaHuSI.
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