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Ha nomto AKTT-s3kTonuueckoro curapoma (AKTI-OC) (skTonmyeckas cexkpernss AKTI omyxonsimu HerumnogusapHoii TJokaimn3a-
1K) npuxoautcs okoso 10—20% snmoreHHoro runepkoptuiusma. ®eoxpomorinroma (PEO) siBisieTcs: peaKoii IpUIMHOM SKTOMM-
yeckoii cekperuu (MeHee 5% cinyyaeB AKTT-DC) u menee 1% ®EO accounnpoBaHO ¢ 9HAOTEHHBIM TUIIEPKOPTULIM3MOM. [lepBast
ny6umkanus o0 ®EO kak o npuunne AKTIT-DC, cnenanHast Roux, otHocutes K 1955 romy.

Mgl xoTM coo01nTh 0 4 cinydasx ®EO ¢ AKTI-5C.

4 maumeHTKH OoT 50 10 63 JIeT ¢ KIMHUYECKMMHU MPOSIBJICHUSIMU THUIEPKOPTUIIM3Ma MMeu Bbhicokne ypoBHu AKTT B miasme,
KOpTU30Jia U KaTexoJaMUHOB B Moue. KommnbloTepHasi ToMorpadusi OpraHoB OPIOLIHOM MOJOCTU U 3a0PIOIIMHHOTO ITPOCTPAHCTBA
Mokasaja Hajauyue o0beMHOro 00pa3oBaHMs B JIEBOM HaAMOYEYHMKE BO BCeX Ciaydasix. Pe3ynbraThl FOpPMOHAIbHBIX aHAIU30B
M TOIMYECKUE METObl AUArHOCTUKU CBUIETEIbLCTBOBAIN B I0JIb3y dKTONMYecKoit cekpeumn AKTI HoBooOpa3oBaHUEM HaIMO-
yeuyHuKa. BceM maiimeHTKaM Gblia IPOBeAeHA JIEBOCTOPOHHSIS aApEeHaI3KTOMMUSI C IIPeIBapUTEIbHOM MOATOTOBKOM ¢.-010KaTOPOM
JIOKCa303MHOM U -GiokaTopoM ateHosonoM. Mopdonorunyeckoe uccienoBanue B 3 ciydasx BoisiBiiio ®EO u B 1 nokasano
HaJlIM4YMe CMeIlaHHOM KOPTUKOMEAYJUIAPHOH omyxoiu HaamodeuHuka. [ocneayioliee MMMYyHOTHCTOXMMUYECKOE UCCIeI0BaHIE
(UI'X) nponeMOHCTpUPOBAIO MHTEHCUBHYIO 3Kcnpeccuio xpomorpanuHa A u AKTT knerkamu @EO. UT'X uccienoBaHue coma-
TOCTaTUHOBBIX pelienTopoB 2 u 5 moatunos (PCCT2 u 5), BeinoiHEHHOE B 3 cilyyasx, OKa3ajao MperuMyIIeCTBEHHYIO 9KCIIPECCHUIO
PCCT2. Unnekc npoaudepanun Ki-67 ob1 HeBbIcOK: OT 0,5 10 4%. Ilocie onepaTUBHOTO JIEUeHUS] OMOXMMUYECKUE TPU3HAKHA
TUMEPKOPTUILIM3MA CTaJIM OBICTPO Mcuye3aTh. B majgbHeliieM Mbl HaOII0aIM 3TUX MAIMEHTOK B CPEIHEM B TeUeHUE 2 JIET C pEMUC-
cueli 3a0oyieBaHusI.

Knrouesvie cnosa: AKTI-sxkmonuueckuii cundpom, gheoxpomoyumoma.
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Ectopic secretion of ACTH from non-pituitary tumors, referred to as ectopic ACTH syndrome (EAS), accounts for about 10—20% of
Cushing’s syndrome (CS). Ectopic hormone-secreting pheochromocytomas (Pheo) are rare. The first publication of association between
pheochromocytoma and Cushing’s syndrome by Roux is dated 1955. Pheochromocytoma represents a rare cause of hypercortisolism,
accounting for less than 5 % of ectopic Cushing’s syndrome while less than 1 % of pheochromocytomas is accompanied by Cushing’s
syndrome. We are reporting 4 cases of ACTH-secreting pheochromocytoma presenting as Cushing’s syndrome. Data from 4 patients
were analysed. There were 4 women from 50 to 63 years old. All patients had a clinical presentation of hypercorticoidism. Their levels
of adrenocorticotropic hormone in plasma, 24-hour urinary free cortisol and urinary catecholamine were high. Computed tomography
scan of the abdomen in all cases revealed a mass in the left adrenal gland. Left sided adrenalectomy was performed under treatment with
a-blocker doxazosin and b-blocker atenolol. Histological examination revealed in 3 cases — pheocromocytoma and in 1 case cortico-
medullary mixed tumor of the adrenal gland. Additional immunostaining (IHC)of these tumors showed positive immunostaining for
chromogranin and ACTH. The IHC search for somatostatin receptors of subtype 2 and 5 (SSTR2, SSTRS) was performed in 3 cases and
showed predominately expression SSTR2. The case index of Ki-67 ranged, from 0,5 to 4%. Biochemical signs of hypercortisolism rapidly
began to disappear after surgery. Follow up of the patients during the next 2 years on average was with disease remission.
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KTTI-akronuueckuit cuHapom (AKTI-OC) —
3TO TSXEJIO0€ MHOTOCUMIITOMHOE 3a00JieBaHUeE,
obycnosinenHoe cekpernueit AKTI mn/unmu KPT
9KTOMUYECKON HEWPOIHMOKPUHHON omyxosbio (HDO)
pa3IMYHON JIOKAaNU3aluu, YBEJIUYEHUEM NPOAYKIUU
TOPMOHOB KOPO¥ HAJMOYeYHUKOB U Pa3BUTUEM KIWHU-
YECKOW KapTHUHBI TUNepKopTUliM3Ma. Jlokanuzanus nep-
BUYHOMI omnyxonu, npoayuupytoieii AKTT, pasHoobpa3sHa.
Yaiile BCEro BCTpeUyatoTCsl OPOHXOJIETOUHbIE KaPIUHOUABI
(25—48% BCex ciyvaeB). Bropoe MecTo, 10 TaHHBIM pa3-
JIMYHBIX aBTOPOB, NMpuHagiexur HBO momkenynouHoit
KeJie3bl, MEJIKOKJIETOUHOMY paky jierkoro (MKPJT) u kap-
LIMHOUAAM TuMyca. TakxKe U3M00IeHHON JoKaIu3auuen
HBO0 ¢ AKTT-BC gBnsieTcs mMTOBUAHAS XKeJie3a (Me-
NYJUISIpDHBIA paK), HaANO4YeYHUKU ((PeoXpoMOIUTOMA)
U anneHaukce. OnucaHbl peKUe Caydau TUnepnpoayKInuu
AKTT kneTkaMu MEIKOKJIETOYHOTO pakKa Biaaraguiia [1],
HEWPO3MUTETUOMBI O0OHSTENBHOIO HEepBa [2], Me30Te-
JoMmbl [3], KapuIMHOMBI MOJIOYHOM XeJie3nl [4], a Takke
MPEACTATeNbHOM XeJe3bl, TOJCTON KUIIIKM, XEeTyaKa, M-
meBoaa u ap. [5].
Brnepseie ciayuaii AKTT -cekpetupyomeii heoxpomo-
uuToMBl ObIT orcad Roux G. B 1955 1. [6] ®Peoxpomo-
mutomMbl (OXIl) — 3TO0 HEWPOIHAOKPUHHBIE OMYXOJH,

Kotopbie B 80—85% citydaeB MPOUCXOAAT U3 KIETOK MO3-
rOBOIO BEleCTBA HAAMOYEYHMKOB (ocTanbHbie 15—20% —
U3 BHEHANMOYEYHUKOBOU xpoMmadduHHON TKaHu) [7],
pa3BUBAIOTCA KaK M30JUPOBAaHHAasg OMYyXOJb, JUOO —
B COCTaBE€ CUHIPOMAa MHOXECTBEHHBIX IHIOKPUHHBIX
neortazuit (MOH 11, III). ®XII cekpeTupyiotr n30bi-
TOYHOE KOJIMYECTBO KaTeXOJaMUHOB, YTO MOXET COTPO-
BOXIAThCS KIMHWYECKOW KAapTUHOW KapIMHOWIHOTO
cuHapoma. Menee 1% OXI1I mposABIAIOTCS CUMIITOMATH-
kot AKTT-3aBucumoro runepkoprunusma. ®XII cmo-
COOHBI TIPOAYIUPOBATH, KPOME KATEXOJIAMUHOB, TaKue
ropmonbl, Kak AKTT u/unu KPT, untepieitkun-6, mapa-
TUPEOUTHBI TOPMOH, KAIBIIUTOHWH, BA30MHTECTUHAIb-
HBII IEeNTUI, TOPMOH pocTa [8§, 9, 10].

OXII saBnstiores npuanHoit pazputus AKTT-akromnm-
YeCKOT0 CUHApPOMA MPUMEPHO B 3,5% (3HaueHUsT Bapbu-
pytoT B iuarazoHe ot 2,5% mo 5,5%, 1o maHHBIM pa3HBIX
aBTOpOB) ciy4aes [2, 3, 11—13]. Bcero 3apeructpupoBaHoO
He 6osiee 100 cnyyaeB AKTT-3kTONMYECKOT0 CUHAPOMA,
BeizBaHHOTO DXII. Tak, Nijhoff u coBt. mpoBenu aHanu3
nyoukaruii ¢ 1977 mo 2009 rr. u Ham 24 ciyvyas OXI
¢ skronmueckoit mpomykmueit AKTT [14].

IMatorenes pasputusi ®XI[ ¢ AKTI-DC ocraercs
JI0 KOHIIA HE BBISICHEHHBIM, OJTHAKO CYIIECTBYET MHOXE-

Tabauya 1

KnuHnyeckme xapaktepucTuku naumentok ¢ AKTT-cekpeTupytoLwmmm GpeoxpomoumtoMami

lMauueHTbl;
no/Bo3pact

LnuTenbHoCTb 3a6071€BaHNS OT NOSIBNEHMS nepBbIX
CMMNTOMOB 10 NOCTaHOBKK AuarHo3a

- Al

5 net

X/64

X/58 6 mec - Al

110, - AL
X/50 A

M.

)K/‘53 2ropa -Ar

Al' — apTepuansHas rvneptersus, C — caxapHbii aviabet, OXL, — deoxpomoumToma

- cepauebuenme;
- YyaLLeHHOe MOYENCIyCKaHWe;
- CHUXEHWe Macchl Tena

KnuHuyeckue nposiBnexms
XL, AKTT-3C
- rUnNepnurMeHTaLys;
- cTeponaHbin CL;
- CTepoMaHas Muonarms;
- CTEPOMAHBINA OCTEONOPO3;
- TUNoKaMemus;
- MaTpoHU3M;
- nepepacnpeneneHne NoaAKOXHO-XMPOBOIA KIETYATKM;
-Ar
- rUNepnUrMeHTauuNs;
- cTeponaHbi CLL;
- CTepouaHasi Mvonarus;
- CTEPOMAHBII OCTEONOPO3;
- rUnoKanMemms;
- MaTpoHU3M;
- nepepacnpezeneHme NoAKOXHO-XMPOBOI KNETYaTKu;
-Ar
- rUnNepnurMeHTauys;
- cTeponaHbin CLL;
- CTepouaHas Muonarms;
- CTEPOMAHbINA OCTEONOPO3;
- rUnoKanuemms;
- MaTpoHU3M;
- nepepacnpeneneHne NoAKOXHO-XMPOBONA KIETYaTKM;
- CHIXEHME PYHKLIMU MMMYHHON CUCTEMBI;
-Ar
- rUnepnurMeHTaums;
- cTeponaHbi CL;
- CTepouaHas Muonarms;
- CTEPOMAHbINA OCTEONOPO3;
- rUnoKanuemus;
- MaTpoHU3M;
- nepepacnpeneneHne NoAKOXHO-XMPOBOIA KIETYaTKM;
-Ar

- CHUXeHue Beca
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Tabauya 2

'OpMOHaNbHBIE XAPAKTEPUCTUKN MALMEHTOK C GpeoxpoMoLmMTOMamu, npoayuvpyoLmmm AKTT
ropMOHaﬂbeIe nokasarenu

MauvenTs! AKTT, nr/wan Koptuson, CB0OOAHbIN
non/ [7,0-66,0)/ HMOJIb/N KOpTM30A MetaHedpuH,
BO3pACT [’0_30 ’0] [123,0-626,0]/ B MOvE, MKT/CyT
o /Be‘qe [46,0-270,0] HMOJb/CYT [25-312]
yip P yTpo/Beyep [60,0-413,0]
l.
X/64 189/211 962/1256 960 1553
A
X/58 47,3/HeT [iaHHbIX 4655/2460 3726 Het faHHbix
b.
X/50 178,7/179,8 1488/1672 9596 1481
M.
X/53 176,1/281 1750/1626 3828 638

CTBO MpenoJjiaraeMbIX MyTeil BOSBHUKHOBEHUS JAHHOM Ma-
tosoruu [15, 16].

B 6onpmmmHceTBe citydaeB DX siBnistioTcst modpokaue-
CTBEHHBIMU OIYXOJSIMU, U TOJBKO €IVUHUYHbBIE CIIydau
MOTYT OBITb MPEACTABJIECHBI 3JI0KAYECTBEHHBIMU OITyXO-
JISIMU C OTAAJICHHBIMU MeTacTa3amu [ 17, 18]. OgHako MoryT
BO3HUKHYTH WHTPAOTIEPAIITMOHHBIE OCIOXHEHUS (KPOBO-
TEeYeHUE, OTEK JIETKMX), CBSI3aHHBIE C TUTIEPKOPTUIIN3MOM
U TUTNepKaTexosamuHemueil. HTpaorepalimoHHBIX OC-
JIOKHEHUI BO3MOXHO U30eXaTh MPU MOMOIIY TUIATEIBHO
MPOBEIEHHON TpPenoNnepaluoOHHON MOATOTOBKYU Mally-
€HTOB.

B OI'BY «DHIOKPUHOIOTUYECKWIT HAyUYHBIN IIEHTP»
Mun3zapaBa Poccuu 3a nepuon ¢ 2000 . Mbl HaGIOAAIN
61 mamenTta c AKTT-OC, us Hux 4 manuentku ¢ OXII,.

B nanHoOI1 paboTe Mbl HAMEPEHHO HE MPUBEIU MOAPOO-
HOE OMHMCAHUE KaXJIOro ciyyas Mo OTAEIbHOCTU, a CBEIU
KJIMHUYECKKE JaHHbIe B TaOaMLbI (Tada. 1, 2 u 3), xxenas
TOKa3aTh CXOMIHbIE U pa3TnyHbIe 4epThl mposiBieHuss OXII
¢ AKTT-OC u ynenutpb 00jblile BHUMaHUS MaTOreHE3y
JAHHBIX KIIMHUYECKUX MPOSIBICHUN U OCOOEHHOCTSIM Te-
YyeHUs 3a00J1€BaHUI y JAHHOI TPYIIIIbI TAIlUEHTOB.

CenexTuBHblii 3260p KPOBU 13 HIXHIX

HopmetaHedpuH,  PexuH (npsimoit) KAMEHMCTbIX CUHYCOB CO CTUMYNISILMEN
MK /CyT B nokoe, MME/mn [ECMOMNPECCUHOM U OLIEHKO rpaaveHTa
[35—445] [2,8-39,9] nposakTuHa
rPagveHT LeHTp/nepudepms

640 106 4.1
HeT faaHHbIX - He nposoguncs

830 - He nposoguncs

545,6 B0 T2 Mehee 2
HOPMbI

Bce 6oabHble, KoTOphiX Mbl Habmonanu ¢ AKTI-OC
n OXII, ObpIIM XKeHIMUHAMM cTapinero Bo3pacta: 50, 53,
58 u 64 5et, 4TO He XapakKTepHO M naureHToB ¢ OXII.
®eoxpoMOILIMTOMAa MOXET BOSHUKHYTh B JIIOOOM BO3pacTe,
Ho Hamboiee yacto — Mexmy 20 u 40 romamu. Yacrora
pa3putusg OXII y B3pOCIbIX MYKUYMH U KCHIIMUH OXNHA-
koBa [19]. Ilpu aHanu3e MAHHBIX JTUTEPATYpPHI, TTOCBSI-
meHHBIX OXII ¢ AKTI-OC, MBI TOAYIHIN, YTO JaHHAS
MaTOJIOTUs Yallle BCTPEYAEeTCsl Y XKEHILMH, COOTHOLLIEHUE
XK/M=11/4 (Bcero 15 ciyyaeB) [20—17, 21—10] B Bo3pacte
45,5+12,5 ner (camoii Miamieit ObLI0 15 JeT, a cTapiieit
62 rona) (Tabm. 1).

HuTebHOCTh 3a00IeBaHUS B 4 OIMCHIBACMBIX HAMU
cilydasix 6bUTa pasnuyHa — ot 6 Mec 1o 5 net. Cpeam Kiu-
HUYECKUX MPOSIBJICHUN Mpeodiafaiv MpU3HakKu TUIep-
KOPTHIIM3MAa, TaKNe KaK TUIEPITUTMEHTAIINSI, CTEPOUITHBIIN
caxapHblii nuadet (CJ1), cTeporaHass MUOMATHS U OCTEO-
Mopo3, MaTPOHU3M, MepepacripeaeieHre MOAKOXHO-K1-
POBOI1 KJIETYATKM U TUTTOKAJIMEMMUSI, U Y OMHON MallMeHTKU
Mbl HaOJII0IaIM pe3Koe CHUXEHHE MMMYHHOTO cTaTyca,
YTO MPOSIBISLIOCH PELIMAVBUPYIOIIUM I'eprecoM B 001acTu
HOCOTYOHOTO TpPEYTOJIbHUKA, IBYCTOPOHHUMU KOHBIOH-
KTUBUTOM U THeBMOHMEH (Tab. 1).

B ocHoBe maToreHe3a JaHHBIX U3BMEHEHUM JIEXKUT TU-
MepIPOAYKIINS TIIIOKOKOPTUKOUIOB, KOTOPEIE B HE(DU3MO-

Tabauua 3
Tonmyeckas AUarHocTvKa 1 MMCTONOrMYEckoe 3akntoyeHue naumeHTok ¢ AKTT-3C, NpuyuHOiA KOTOPOro SBASNach GeoxpoMoLMToMa
[MaumeHTbl
non/ MPT runodusa Hagnl\oﬂqiﬂwos I'Ipeu;ﬁceTHB:éomee Tuctonorus Urx
BO3pacT
Tvnepnnasus runodmsa.  AKTT «+»
2 0BOVIHbIX 0BPa30BaHus! JIEBOrO SLIGETEI Gy
Al P ®XLl-aneHoma kopbl Uhpexkc Ki-67=2,5%
l. HeonHOpOHOCTL CTPYKTYPEl  HAAMOYEYHWKA, C YETKUMU POBHBIMU KOHTYpaMi  TpaHCHa3anbHast
HaanoYeyH1Ka B PCCT 2 — nccnepoBaHue
X/64 aneHorunodusa 1,8x2,3x2,5 cm (nnotHocTb 19H) 1 2,0x2,3x2,5  apeHoMakTOMMS
coyeTaHumn ¢ auddy3Ho-  He NPOBOAUNOCH
cM (nnotHocTb 3H) - o
yanosoi runepnnasueit  PCCT 5 — uccnegoBanve
KOpbI HAAMOYEYHVKA He NPOBOAMINOCH
+
®XL, B coyeTaHmu Q';F«“» >
A B neBom HapnoyeyH1ke ConmpHoe 06pa3oBaHme ¢ anddy3Hoin | Em B0
X/58 IS 20x16 mMm (nnotHocTb 27H) rvnepnnasven Kopbl gg'é?r'(g (}((J'r:ﬂ L
HaznoyeyHmKa PCCT 5 o»
AKTT «+»
b U T B 11eBOM Hano4eyHmKe OKpyrioe OAHOPOAHOE KPT «-»
, HEOAHOPOLHOCTb CTPYKTYPbI - ®deoxpomoumToma Whpexc Ki-67=4%
X/50 aneHornodHaa obpasosanme 2,7x3,0x4,6 ¢ (nnoTHocTb 38H) PCCT 2
PCCT 5 «-»
®deoxpomoumToma AKTT «+»
HaANOYEYHMKA KPT «-»
MPT-npu3Hakm oy
M. . B neBoM Haano4eyHMKe XMAKOCTb-CoaepXallee B COYETaHUU Wnpexc Ki-67=3%
X/53 MM‘?( - eH%Mm rnodm3a 06pasoBaHme . 4,3 CM, C POBHbLIMU CTEHKaMU ¢ anddysHoi PCCT 2 «+»
i runepnnasueii PCCT 5 «+»
HaamnoYeyHMKa

WX = ummyHorncToxmmmns; nHaekc Ki-67 — niaekc mapkepa nponudepaumn; PCCT 2 — peuentopsl k comaroctatity 2 noarvna; PCCT 5 — pelenTopsl kK coMatocTarvHy 5 noaruna
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Puc. 1. A — o6bemHoe 06pa3oBaHmMe NeBOro HaMoYeyHMka (CTpenka)
naupeHTkm b. Ha dppoHTansHoM cHumke MCKT opraHos GpiouHoit
nonocTv 1 3abpHOLLIMHHOMO NPOCTPaHCTBa; b — 06bemHoe 06pa3oBaHme
JIeBOr0 HAAMo4Ye HMKa (CTpenka) naumeHTkn M. Ha carmTTalbHOM CHUMKE
MCKT opraHoB 6pioLLHOi NONIOCTHM 1 3a6PIOLUIMHHOMO NPOCTPAHCTBA;
B — makponpenapar ynanexHoit OXL|, nauventku b; I — makponpenapar
YOANEHHON MUKCT-0NYX0NM NauneHTkm M.

JIOTUYECKUX KOHIIEHTPALMSIX OKa3bIBAIOT KaTaboanyeckoe
JeicTBrE Ha OEJIKOBbIE CTPYKTYPhI OOJBIIMHCTBA TKaHEH!
(KocTu, MBITIIIEI, B TOM YKCJIE TIaIKue U MUOKap/, Koxa,
BHYTPEHHUE OpraHbl U T.J.). [log BIusHUEM TUTIEPKOP-
TU30JIEMUU TIPOUCXOIUT M3MEHeHUe (hyHKIIMOHAIbHOM
AKTUBHOCTU KOJMYECTBA UMMYHOKOMIIETEHTHBIX KJIETOK,
YTO TIPUBOANT K Pa3BUTHIO UMMYHoaehumTa [22].

IloBbIIEHUE apTEPUATIBHOTO AABJIEHUS HOCUJIO MOCTO-
SIHHBIW XapakTep y BceX MalueHTOoK. JIJaHHbI! CUMIITOM
MOXET OBITh OTHeceH KakK K mposiBieHuto AKTI-BC,
taK 1 K OXII. AprepranbHast runiepteHs3us (Al') BcTpeya-
etcs B 90% ciyuaes ipu AKTT-3C, a nmoctostHHas ¢hopma
nosbiteHus AJl npu ®X1I — B 10—50% ciyuaes [19, 22]
(Tabm. 1).

Y onHoli U3 G0bHBIX ObLTa 3aUKCHUPOBAHA TaXU-
kapaus. JJaHHBI CUMIITOM TakKe MOXeT ObITh OTHECEH
K TIPOSIBJIEHUIO 000MX 3a00JIeBaHUii, HO 00Jiee XapaKTepeH
st DX v cBsizaH ¢ Bo3nelicTtBueM HopagpeHanHa (HA)
Ha f,-pelenTopsl cepaia, U30bITOYHO TPOIYLUPYEMOTO
tkanbio OXII [19]. Dra Xe marmeHTKa NpeabsBUIa Xa-
JIOOBI Ha y4YallleHHOE MOYEUCITYyCKaHUE, YTO Oosiee CBOM-
ctBeHHO TpostBiieHno @XII (tab. 1).

Eite onHUM OOIIMM CUMIITOMOM, CBSI3aHHBIM C U30bI-
TOYHOU MPOAYKIIMEN KaTeXOJaMHHOB, CTUMYJIUPYIOIINX
[B;-pelenTopsbl TUMOLUTOB, CIIOCOOCTBYS JTUMOJIU3Y, SIBJIS-
€TCs CHUKEHME MACCHI TeJla (3TO MPOSBAEHNE AKTUBHOCTHU
OXII MBI HAOIOOAIY Y ABYX IMAIIMEHTOK) (Taor. 1).

¥V Bcex manueHToK ObUT HapyleH putM cekpetu AKTT
U KOPTHU30Ja C YBEJIMYEHUEM COJEpKaHUSI CBOOOJHOTO
KOpPTHU30Jj1a B Moue (Tabir. 2).

Bcem 4 6onbHBIM OBUIO BBITIOJTHEHO MCCIIEAOBaHUE
YPOBHEW METUIIMPOBAHHBIX MTPOU3BOMHBIX KaTEXOJIaMU-
HoB (MIIK) B cyrouHoit Moue (Tabi. 2). Ypoenb MITK
MpeaCTaBIsgeT cOO0l MHTETPaTUBHBINA MOKAa3aTelb OIMyXO-
JIEBOI aKTMBHOCTH 3a 24 4. YKa3aHHBIN MeTon objamaer
BBICOKOI YyBCTBUTEIbHOCTHIO (93%) 1 crielinUIHOCTHIO

I3 x400

AKTT (WITX x400)
.1_" _-1&- e H‘"}

B
Xy

MwukcT-0nyxonb: :
OXL| — apeHoma

ﬂ'{ L R T S
e . LY = e - i
Puc. 2. Maupentka A. A — crpoenue OXL, (-3 x400); b — uHTeHCHBHaS
akcnpeccus AKTT (UIX x400);

Mauventka I'. B — MukcT-onyxonb $heoxpoMoumnToma — aieHoMa Kopbl
HagnoveyHmka (-3 x400); I — akcnpeccust AKTT knetkamu OXLL (UNX x400);
Naupentka M. [1. — ctpoenve XL (-3 x400), E. — nHTeHCUBHas akcnpeccus
AKTT (UI'X x400);

Mauuentka b. X. — ctpoenme OXL, (-3 x400); 3 — akcnpeccws AKTT
otenbHbiMu knetkamu OXL (UNX x400).

(75%) [19]. 1o pe3ynbrataMm UCCAEIOBAHUI Y 3 XKEHILWH
ObUTO OOHApYXEHO TMOBHIIIeHNE MeTaHehpuHOB (1553,
1481 u 638 MKr/cyT npu HOpMe 10 312 MKT /CyT) U HOpP-
MetaHedpuHoB (640, 830 u 545,6 MKT/cyT TIpu HOpMe
110 445 MKT/CyT). Y OTHOM M3 MAIIUEHTOK PE3YJIBTaThl U3Me-
penuii MITK noctoBepHO He U3BeCTHBI. Bricokue ypoBHU
MIIK cBuneteabcTBoBanu o Haymauy OXII,

Y AByX MalMEHTOK WMCCIeNOBaIM YPOBEHb PEHUHA,
TIPY 3TOM Y OJTHOI M3 HUX 3TOT MapKep MpeBbITai (hU3no-
JIOTUIEeCKHe TToKa3aTenu (Tabir. 2). Beicokuii ypoBeHb pe-
HWHA MOXHO OOBSICHUTH BO3MEUCTBUEM KaTeXOJIAMUHOB
B TIOYKaX Ha (3-pelenTophl IOKCTATIOMEPYJISIPHOTO artma-
paTa, 4YTO TIPUBOANT K BBICBOOOXKIEHUIO pEHUHA.

ITpu mpoBeneHUM TOMUYECKON TUAarHOCTUKU C TIOMO-
IO MYJIBTUCTIMPATIBHON KOMIBIOTEpHON TOMoTrpaduu
(MCKT) y Bcex Hammx 6oabHEIX DXII ObLTa BBHISIB-
JIeHA B JIEBOM HaaroyeyHuKe (Taba. 3, puc. 1), 9yTo co-
MOCTaBUMO C JMaHHBIMM JIMTEPATyphl (COOTHOIIEHUE
Bcrpewaemoctu DXII, mponyuupyitomeit AKTT, B 1eBoM
HaIMoYeYHNKe, C JJoKajam3alueit B mpaBoM = 1,8/1 (Bcero
14 cnyqaes)) [20, 21]. Yrto kacaetcst ®XII 6e3 AKTT-OC,
TO OHa Yallle JIOKAJIM3yeTcs B TpaBOM HamodeyHunke [23].

Ha ocHoOBaHWUM MaHHBIX KIWHUYECKON KapTUHBI, pe-
3yJIBTAaTOB TOPMOHAIBHOTO 00CTIeIOBaHMS, IMAaTHOCTUYE-
CKUX TIPO0O M TOMMUYECKOM TMarHOCTUKY BCeM TTallueHTKaM
ycraHoBsieH auarao3 «<AKTI-DC. AKTT -cexpetupyioiast
(beoxpomorutTomar.
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B kauecTBe paguKabHOTO JIEYeHHUS OblLIa MPOBEAEHA
JIEBOCTOPOHHSIS aIPEHAIIKTOMMUSI.

Ha npepomnepaniuoHHOM 3Tane MOATOTOBKU C ILIEJIBIO
MpeNoTBpallleHUsI pPa3BUTUSL KpU3a HEyNnpaBiasieMou
reMOIMHAMUKN BO BpEMSI OIEPAllMOHHOTO BMella-
TeJbCTBA MpOBENeHA JJIUTENbHASA (10 2 Hex) Tepamnwus
IOKCAa303MHOM — CEJIEKTUBHBIM MPOJOHTUPOBAHHBIM
a,;-aIpeHODBJ0KATOPOM, KOTOPBII BO3JAEUCTBYET HA BECH
CHEKTP O,-aAPEHOPELIENTOPOB PE3UCTUBHBIX COCYIOB.

B nocronepalinoHHOM TepUoNEe y BCEX OOJBHBIX pa3-
BUJIACh BTOPUYHAS HAAMOYEYHUKOBASI HEAOCTATOYHOCTD,
YTO MOTPEOOBAIO HA3HAYECHUS 3aMECTUTEIBbHON Tepanuu
JIIOKOKOPTUKOCTEpouaaMu. PazButre BTOPUYHOU Ham-
TMOYEYHUKOBOU HENOCTATOYHOCTU MPOUCXOAUT B PE3YJIb-
TaTe JJIMTEJbHO CYUIECTBYIOIE! TMIEPKOPTU3O0JEMUMN,
KOTOpasi MpUBOIUT K OJIOKaZe TMIToTajaMo-runodusap-
HOW CUCTEMBI U SBIISIETCS KPUTEPUEM PAAUKAIBHOCTU
MPOBENEHHOTO XUPYPIUYECKOTO JeueHUsl. JUTMTeIbHOCTh
BTOPUYHOI HAAMOYEYHUKOBON HETOCTATOUHOCTH MOXKET
BapbUPOBATh OT HECKOJIBKUX MECSLIEB A0 Psiaa JIeT.

Tpu ynajieHHBIX HOBOOOPA30BaHUS HaAMNOYEYHUKA —
COJIMIHBIE y31IbI OT 1,6 10 4,5 cM B TaMeTpe, OMHO — KK~
CTO3Hasl MOJIOCTh AUAMETPOM 3,5 CM C TOJIIIUHON CTEHKU
1o 1 cm, mpeacrtabiernHoi Tkanbo OXII (Tabi. 3, puc. 1).
VY3116l UMEMY TUCTOJIOTUYECKOE CTPOEHUE (HDEOXPOMOIIK-
ToMbl. [Ipuiexaiiasgd TKaHb KOPbl HaAMOYeYHUKa ObLIa
muddysHo runepmiazupoBaHHa. OgHO HOBOOOpa3oBa-
HUE HaAMMOYEYHUKA MPEACTABISIIO COO0I MUKCT-OMYXOJIb
OXII-ageHoMa KOPHI HAAIIOYEYHUKA B COUYCTAHUM C TU(D-
(Gy3HO-Yy3710BOI TUMEepIUIa3ueil KOpbl HAAMOYEYHUKA
(Tabn. 3, puc. 2). MUKCT-OMyX0JU — 3TO CMEIIaHHbIE
HOBOOOpa30BaHUs, COEPXKAIIME DJIEMEHTHI IBYX U OoJiee
OMyXOJIeW Pa3INnYHOr0 d3MOPUOHAIBHOTO MPOUCXOXKIIE-
HUSI. MUKCT-OIMYyXO0JM HAANOYEYHUKOB BCTPEYAIOTCS
KpalilHe penko — B JIUTepaType Ha CETOAHSUIHUUN JeHb
omucaHo 16 ciaydaeB, U Bce OBbLIM BBISIBICHBI y KEH-
muH [24].

NMMYyHOTHUCTOXMMUYECKOE UCCIEeN0BAaHUE TKaHEWU
O®OXI] mokazano uHTeHCUBHYIO 3Kcmpeccuio AKTI
OoJiplIE YaCcThIO KJIETOK B 3 OMYyXOJISIX, U OIHA AEMOH-
crpupoBaia skcnpeccutio AKTI oTneapHbIMUA KJIeTKaMu
(ok. 30% Ttkanu) (taba. 3, puc. 2). Uunekc nponudepa-
1 Ki-67 Ob1 HEBBICOK B JaHHBIX HOBOOOGPAa30BaHMSIIX
" He npeBbiman 3%. Takxke ¢ TOMOIIbI0 UMMYHOTHCTOXM-
MMYECKOTro MeTona Mbl BeisiBWIM B TKaHu DX (manHOE
HCCIIeAOBaHKE TPOBEIEHO TOJIBKO 3 MallMeHTKAM) HaJluyue
peuentopoB comatoctaTuHa 2 unu 5 noarunos (PCCT2,
PCCT)), aB 1 cnydyae — u ux couetanue (tadn. 3). Yro ka-
CaeTcst IKCITPECCUU PelienTopoB K coMaroctatnHy B OXI
6e3 AKTT-OC, To, MO JaHHBIM pa3HbIX aBTOPOB, OHU MPU-
CYTCTBYIOT B OoJbIIMHCTBE ciydaeB (85—90%) [5, 25].
OnHako Mundschenk J. u coaBT. coobmaioT, uto PCCT?2
THWTIa ObLTY BBISBJIEHBI JIUIID Y 25% nanueHToB [25].

B mpouecce moucka MpUYUHBI U3OBITOYHON MPOAYK-
IIMM KOPTHU30Jia TpeM MMalMEHTKaM Oblla BBIMTOJHEHA
MarHUTHO-pe3oHaHcHasg ToMorpadus (MPT) runodusa.
ITo pe3ynbraram MPT y nByX BbIsSIBJiEeHA HEOJHOPOAHOCTh
CTPYKTYpHI afieHorumnodusa, a y onHot — MPT-npuzHaku
SHAOCEJUISIPHONM KUCTO3HOW MUKPOaAeHOMBI runodusa.
C uenbo auddepeHInaabHONW AUArHOCTUKU MEXIY
AKTT-9C u 6one3ubio Muenko-Kymunra (bUK) 2 6051b-
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HBIM OBLT TPOBENIEH CEJIEKTUBHBIN 3a00p KPOBU U3 HIDKHUX
KaMEHNCTBIX CUHYCOB CO CTUMYJISIIINEN 1€CMOTIPECCUHOM
U OLIEHKOW TrpaaueHTa npojakTuHa. OJHOW MalMeHTKe
¢ yMepeHHOU nuddy3HOIT HEOMHOPOTHOCTHIO CTPYKTYPBI
ageHorunodusa JaHHOE UCCIeAOBaHUE He ObLIO BBIMOJ-
HEHO BBUIY TSKECTU COCTOSTHUS (Tad. 3).

Ipamuent AKTT uenrp/nepudepust 6611 MeHee 2 y 60JTb-
Hoit ¢ MPT-npu3sHakaMu 3HI0CEJUISIPHONW KHUCTO3HOU
MUKPOAAeHOMBI runodusa (4YTO MO3BOJWIO UCKIIOUUTH
BUK), Ho okazasics paBeH 4,1 (4TO MOTJIO CBUIIETETBCTBO-
BaTh B noib3y bBMK) y nmauueHTKn ¢ HEOQHOPOIHOCTBIO
CTPYKTYpBI afieHorumnodusa. DToii 601bHOM Ha OCHOBAHUU
KJIMHUYECKOU KapTUHBI U JAHHBIX CEJIEKTUBHOTO 3abopa
KPOBHU U3 HIKHUX KAMEHUCTBIX CUHYCOB OBbUI MTOCTaBJIEH
nuariHo3 bUK (HoBooOGpa3oBaHue B IEBOM HAAMOYEUHUKE
ObUIO paclieHeHO Kak Tuddy3HO-y310Bas TUNEPIIIA3Us
KODBI B OTBET Ha JyiuTenbHyto ctumyisaiuio AKTT, uccre-
noBaHue ypoBHeri MITK He ObU10 mpou3BeIeHO Ha TOT MO-
MEHT) U BBIMIOJIHEHA TpaHCHAa3aJIbHAsl aJ€HOMAKTOMUS.
Tucronornvyeckoe McciaenoBaHUE BBISBUJIO TUTEPILIA3U-
POBaHHYIO TKaHb aJeHOTUNO(r3a, C UHTEHCUBHON 3KC-
npeccueir AKTI mo f7aHHBIM UMMYHOTUCTOXMMUYECKOTO
uccienoBanus. CeleKTUBHBIN 3a00p KPOBU C rPaIeHTOM
Oosiee 2 M TUIEPIUIA3UPOBAHHYIO TKaHb ajeHorunodusa
MOHO OBUTO OBl O0BSICHUTH TIponykiveit Tkanbio OXI
KPT, Tem 6osiee uto B 0630pe 21 cayyas HOO ¢ skTonu-
yeckoit mpoaykuueir KPI' Shahani u coaBr. [26] moka3anu,
YTO HAa BTOPOM MECTE IO YacTOTe JKCIPECCUU JaHHOTO
ropmoHa Haxoautest X1 (19%). Ho y Haleit maniieHTKH,
MO JaHHBIM MMMYHOTMCTOXMMHWYECKOTO MCCIIETOBaHMUS,
tkaHb OXII skcnipeccupoBana AKTT u He ipoaympoBana
KPT. OgHako naToreHe3 pa3BUTUSI TUIIEPILIA3UPOBAHHOTO
ageHorunodun3sa, BO3MOXHO, CKPBIT B mpoayKiuu OXI
HA. Aldo E. Calogero c coaBT. noka3ainu, 4to u30sTok HA
B OOJIbIIIEH CTENEHU, YeM aipeHaINHA (A) TPUBOAUT K CTU-
mysisuuu cekpeu KPT' mocpenctBom Bo30yXaeH S o, - U
Q,-pelenTopoB rurnoraiamyca [27]. JlaHHOe mojoxXeHue
MOXET OOBSCHUTh HAIMYUE (DYHKIIMOHABHOM TUMEepILIa-
3uu aneHorunodusa ¢ u3dsrouHolt npoaykuueit AKTI y
5TOV MAalIMEHTKU. Bo-nepBhIX, y JTaHHON O0JIbHOM YPOBEHb
HA npeBbiiiiast BepXHIO0 rpaHUILy HOPMBI B 1,5 pasa (Tabi.
2) U, BO-BTOPBIX, IJUTEIBHOCTb 3a00JIeBaHUS B TaHHOM
cllydae Obu1a MakcuMaibHOM (5 siet) (Taba. 1).

ITocne npoBeneHNS anpeHATIKTOMUY MTEPUOA HAOIIo/1e-
HUS 3a NalMeHTKaAaMU COCTaBWJI OT 1 roga o 2,5 neT ¢ pe-
MUCCUel 3a00JIeBaHNUS.

ITporHo3 y onuceiBaeMbIX NAlIUEHTOK OTHOCUTEIBHO
0IarONpPUSATHBIN, MOCKOJIBKY YaCTOTA BBISIBJICHUS METacTa-
tuaeckoro nopaxenus mpu ®XL konediercs ot 3 10 36%,
a masienbkre OXII (mmamerp MeHee 5 cM) peKo MeTacTa-
3upyioT [19]. K Tomy xe, Hatuuue B JAaHHBIX yIaJ€HHBIX
HOBOOOPAa30BaHUSIX PELIENITOPOB K COMAaTOCTaTUHY MTO3BO-
JISieT 00CyXAaTh, MPU HEOOXOAUMOCTH, BO3MOXHOCTb ITPU-
MEHEeHUs OMoTeparnuu JJis JaHHOH TPYIIIIbI MAIlUeHTOB.

KauectBo xxu3nu nmauueHToB ¢ AKTI-OC, o naHHBIM
JINTEePATypPHhl, MOCJIE PAAUKATBHOTO JICYEHUS] TUTIEPKOPTH -
m3Ma ocraercsl CHUxXeHHbIM. [Ipu sTtom addekTuBHEBIE
U KOTHUTUBHbBIE HApYIIEHUSI OCOOEHHO MEMJIEHHO IO~
natotcs jJedeHuto [28]. Eiie ogHUM HebGJaronpusTHbIM
MPOTHOCTUYECKUM MPU3HAKOM SIBISETCS HaIW4YUE MO-
BBIIIIEHHOTO CEPJEYHO-COCYAUCTOTO pUCKa Aaxe Mocie
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5-JIeTHe peMUCCUY TUTIEPKOPTUIIM3MA, YTO MOXET OBITh
00YCJIOBIIEHO BhIpaXKeHHBIM PAHHUM aTePOCKIIEPO30M, Ha-
JIMYMEM OCTAaTOYHOTO a0IOMUHATBHOTO OXKUPEHMS U PE3U -
CTEHTHOCTBIO K MHCYJIUHY [29].
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Maposa EBrenust UBaHoBHa
BoponkoBa Ust AnekcaHapoBHa
JlanmmmHa Anactacust MuxaiinoBHa
AparnoBa CseTsiaHa JIMuTpreBHa
KysnenoB Huxkomait CepreeBuu
Poxwunckas Jltonmuna SIkosieBHa
KusoTtoB Branumup AHatonbeBUY
XKapxkos Oner bopucosuu
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