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Pe3rome

CHHIPOM SKTOTHYECKOM TTPOAYKIINN alpeHOKOPTHKOTporHOTO ropmona (AKTI) sBnsercst omauM u3 Hanbo-
Jiee CIOKHBIX B IMArHOCTHYECKOM U JIedeOHOM OTHOIIIEHUH BapHAHTOB YHAOTEHHOTO TuniepropTrm3Ma. [lpen-
CTaBJICHHBIN KIHHIYECKHH ciaydait AKTI -3KTomMpoBaHHOTO CHHIpPOMA IEMOHCTPUPYET PEAKUI BApUAHT 3TOTO
3a005eBaHMs y MAIIMEHTKH CTapueCcKOro Bo3pacTa. Bo3pacTHbIe H3MEHEHHS, TIPHEM TTOCTOSHHON MeTnKaMeH-
TO3HOH Tepanuy MOTYT BIMSAThH Ha TIPOSIBIIEHNE TUITMYHBIX MPU3HAKOB TOTO MJIM WHOTO 3a00JI€BaHMs, 3aTPYIHSSA
JUATHOCTHUYECKH TIOMCK. B cBOIO ouepenp, clieayeT OTMETHTD, YTO CHIDKAETCS BpadeOHas HACTOPOKEHHOCTh
JUIST TIOUCKA PEeIKUX 3a00JIeBaHUH B TAaHHOW BO3PACTHOM T'pyIIIe mMarueHToB. KilmAmdeckuii B30I Ha JUHA-
MUKY COCTOSIHHSI TAIIUEHTKH (PE3UCTEHTHOCTh K aHTUTUTIEPTEH3UBHON Tepariuil apTepruaIbHON THIIEPTEH3NH;
IJI0X0 KOHTPOJIHMpyeMas TIIMKeMHsI; HapacTaromias ciiaboCTh; THITOKAINEMHS, & TAaK)Ke HATMYHE TIOBBIIIEHHOM
MMATMEHTAINH KOJKHBIX ITOKPOBOB) MTO3BOJIAI MPEATIOI0KUTH BTOPHUHBIA XapaKTep UMEIONUXCS TTPOSBICHUI
U pACIHIMPUTH JUATHOCTUYECKUI anropuT™M. JJaHHBIN KIMHUYECKUH cllydall CBUAETEILCTBYET O TOM, YTO JIha-
THOCTHKA U JICICHHE 3TOTO PEIKOTO 3a00JIeBaHus TPeOyIOT BpaueOHO HACTOPOKEHHOCTH B JIFOOOM BO3pacTe,
a Tak)Ke B3aNMOJCHUCTBYS BpadeH pa3TUIHBIX CIICIHAIBHOCTEH (KapIHOoJIOTOB, SHIOKPHHOJIOTOB, Bpadeh Tyde-
BOH TMarHOCTHKH, XUPYPIOB).

KuioueBble cjioBa: apeHOKOPTUKOTPOIHBIN TOPMOH, TUTIEPKOPTHLIN3M, apTepUaTbHAas TUTIEPTEH3HS, ca-
XapHBIA AUa0eT, KapIIMHOMI, TUaTrHOCTHKA
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Abstract

The syndrome of the ectopic production of the adrenocorticotropic hormone (ACTH) presents a version
of endogenous hypercorticism which is the most challenging one for diagnostics and treatment. The paper
discusses a clinical case of the ACTH-ectopic syndrome diagnosed in an elderly female patient. Advanced
age and ongoing long-term treatment may obscure the typical manifestations of a disease. At the same time,
it is common for doctors to be less focused on identifying rare diseases when working with elderly patients. A
combination of clinical signs (resistance to the antihypertensive therapy; poorly controlled glycemia; increasing
weakness; hypokalemia and severe skin pigmentation) allowed for suspecting symptomatic hypertension. Doctors
need to be alert and to identify rare diseases among patients of any age group. This case also demonstrates
the productivity of a multidisciplinary approach (a team including cardiologists, endocrinologists, radiology

specialists and surgeons).
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Beenenue

CHHJIpOM PKTONNYECKON MPOAYKIIMH aIpeHOKOp-
tuxoTponHoro ropmona (AKTI) — Tsxenoe MHOTO-
(axropHOe 3a001€BaHNE, XapaKTEePU3YIOIIeecs IKTO-
ITUYECKON CEKpEeLe TOPMOHA OITyXO0JIbIO, 3HAUUTEIBHO
perke — cekpeluelt KOpTUKOTPOIUH-PUIM3UHT TOPMOHA
(KPI'), uTo 00yClIOBIUBAET MOBHIIIEHHOE BBHICBOOOXK-
JIeHHUEe TOPMOHOB KOPBI HAIMTOYEUYHNKOB C Pa3BUTHEM
KIIMHUYECKON KapTUHBI THIEPKOPTUII3MA. DTO OJTUH
13 HanboJee CIOKHBIX B AUATHOCTHYECKOM U JiedeOHOM
OTHOIIIEHUH BApUAHT SHAOT€HHOTO TMITEPKOPTUIIU3MA
(3I'), xotopsIit cocraBnser okono 10—15 % ot Bcex ciry-
yaeB curapoma Kymmnra (CK) [1-3] u npubnusurens-
HO 20-25 % AKTI -3aBucumoro Bapuanta O [4-6].
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HaubGonee pacnpocTpaHeHHOW JoKaInu3aueit
AKTI -mponynmpyrolux onyxosei sBiaseTcs rpyaHas
kierka (64,3 %), nopasstolee OOJIBITUHCTBO KOTOPHIX
pacmonaraetcs B Ierkux (55,7 % — MeNKOKICTOUHBIN
paK JIerkoro U OpOHXHUabHBIE KAPIWHOUIHBIE OITyXO0-
JIM) | JIUIIb HeOobias 10t — B Tumyce (8,6 %) [7,
8]. B OpromrHoi mojaocTy U 3a0pIOMIMHHOM [TPOCTPaH-
CTBE JIOKAIIU3YETCs OKOJIO 5,6 % omyxoiei, Jaie Bce-
TO OHU OOHAPYKUBAIOTCS B MOHKEITYIOYHOH JKenese,
SMYHHUKAX, MaTKe, MPEICTaTeIbHOH jKene3e, TOICTOM
KHIIeYHUKe, kenyake [4—7]. Omyxonu, Ipoayluupyro-
mue KPI, BcTpewatoTes penko u coctapisiior Menee 1 %
ciydaeB AKTI -3aBucumoro I [1, 2, 5]. B 20 cnyyasix,
o0cykJaeMbIX B uccienoBanuu S. Shahani u coaBropoB
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(2010), uzonuposanusie KPT -nponynupyroimue omy-
XOJTU OBLIH MPEACTABICHBI MEAY/UIAPHBIM PAKOM IIH-
ToBHTHOM Jxene3sl (33 %), peoxpomonutomoii (19 %),
KapIIMHOMOM ITpeJIcTaTeNbHOM xkene3sl (14 %), Menko-
KJIETOYHBIM pakoM Jierkux (9,5 %) [8].

AKTT -cexpeTupyromme onyxoiau cOCTOST U3 He-
I QepeHIrpOBaHHBIX HEHPOIHAOKPHHHBIX KIETOK,
MPOUCXOISIIUX U3 TPYMITBI KIIETOK An(Py3HOH Helipo-
SHAOKpUHHOM cucteMsl, wiu AITY]] cuctemsl (0T aHII.
APUD: amine precursor uptake and decarboxylation,
MOTVIOIEHHUE U IEKapOOKCUIMPOBAHHUE IPEALIeCTBEH-
HUKOB aMUHOB), KJIETKH KOTOPBIX SIBJISIFOTCS IPOU3BO-
JTHBIMU HeliposkToaepMbl. B 70—80-e roas! mpo1oro
Beka AITY]I-Teopust Oblia mpeoOpa3oBaHa B KOHIETI-
o AuQy3HOH nenTHAepruiueckoil HEHPOIHIOKPUH-
HOM cucTeMBbl. DTO 3acilyra MHOTUX HCCleloBaTeNei,
B ToM yncie R. Gilleman, ynoctoennoro HoGeneckoit
MIPEMHUH UMEHHO 32 OTKPBITHE MENTUAO0B HEHPOIHIO-
KPUHHOH PETYISALUYU B IEHTPAJIbHOU HEPBHOM CUCTEME.
OTHOCsImMecs K 9TOH cucTeMe KIEeTKU ObLTH WACHTH-
¢unmpoBansl Gpakruuecku Beroay [9].

PasznoBunnoctsimu AKTI -okTonuyeckux omyxomneit
T y3HOI HEHPOIHTOKPUHHON CHCTEMBI SIBISIIOTCS
KapLUHOU/BI PA3TMYHBIX JIOKAJTU3ANUH U CTENIEHH 3110~
KaueCTBEHHOCTH. B HacTosIee BpeMst TEpMUH «KapIy-
HOM/» 3aMEHEH OINpPEACTICHUAMU «HEUPOIHAOKPUHHAS
OTYXOJIb» U «IHAOKpUHHAs KapuuHoMmay [10]. Tompko
JUISl HEHPOSHIOKPHHHBIX OITyXOJIeH JIETKUX 1 OPOHXOB
TE€PMUH «KapPIMHOUA» COXPaHEH KaK UCKIIOUEHHE.

B 3aBuCHMMOCTH OT BBIPaKE€HHOCTH KJIMHHUYE-
CKHUX IposiBleHuH runepkoprunuizma npu AKTT -
SKTONMUYECKHUX OMYXOJISX BBIIEIAIOT ABHBIH U CKPBI-
TeIi AKTT -3kTonmueckuii cunpom. Bropoit Bapuant
cBs3ad ¢ cuaTe3oM AKTI ¢ HU3KOI aKTMBHOCTBIO, Xa-
pakTepu3yeTcst HeIpKoH KIMHUYECKOH KapTHHOM, O0Ib-
HBIC 10JT0 HabmoAaroTcs ¢ auardo3om CK [2, 11, 12].

UsBectHO, uTO OONBHBIE, cTpanatomue AKTT -
9KTONMNYECKUM CHHAPOMOM, B CPEIHEM Ha OJHO J1eCs-
THJIETHE CTaplIe, YeM MalueHTh ¢ Oone3Hbio KymmHra.
[Ipu 3TOM COOTHOIIEHHE KEHIIUHBI/MY>KYHHBI BapbH-
pyer ot 1:1 o 2:1 [13].

l'unepnponykuust AKTI ycunuBaeT B OCHOBHOM
(YHKLUIO yYKOBOH 1 ceTYaTol 30H KOPbI HaAIIo4Yey-
HUKOB, a U30BITOUHAS BBIPA0OTKA KOPTH30I1a 00yCIIOB-
JIMBAET T€HE3 OCHOBHBIX MPOSIBICHNUN 3a00JIeBaHUS:
JHCTIIACTHYECKOE 0XKUPEHUE, THIEePIUTMEHTAaHUs
KOKH, OTE€KH, MUOTIaTHUs, apTepHUalibHas TUIIEPTEH3US
(AT), HapyiieHue yrieBogHOTo 0OMeHa, TUIIOKaIe-
MU, CUCTEMHBIN 0CTE0NOpOo3, HApyIIEHHs CHa, IPO-
rpeccupyouiee TedeHue 3abonesanus [1, 12, 14].
VYeunenue rIOKOKOPTUKOUAAMH JO(aMHHEPTHYECKOH
AKTHBHOCTH MOXET OOBSACHUTH pa3BUTHE IICHX03a MIPH
THIIEPKOPTULIU3ME U, CIIEA0BATENILHO, OOBSICHUTD Pa3-
peleHne NCUXUAaTPUUECKIX CUMIITOMOB, KOT1a YPOBHU

KOpTH30Ja B KpoBU HopMmanusytores [15]. Ilpu men-
JICHHOM Pa3BUTHUH OITyXOJH MOCTENEHHO (hOpMHUpYeT-
cst CK. [Ipu HuzkonuphepeHInpoBaHHBIX OMYXOJISIX
BBISIBIISIFOTCS IPU3HAKY 3JI0KAU€CTBEHHBIX OMyXOJIei:
AHOPEKCHSI, INX0pajKa. Y TalMeHTOB MOKET He HaOIo-
JaThCsl XapaKTEPHOTO OKUPEHUs, a HA000POT, pa3BH-
BAIOTCs KaxeKcus, aneMust. KapliMHOUMAHBIN CHHIpOM
IIPHU HEHPOIHTOKPUHHBIX OMYXOJISAX JIETKOI0 BCTpeda-
eTCs B pa3IMYHBIX MPOSIBIEHUAX C 4acToTol 2—5 %.
[Ipu 310KaueCTBEHHOM TE€UEHUN Hanboliee YacThIMH
30HaMH METacTa3UpPOBAHUS SBJISIOTCS MEJUACTUHAIIb-
HbIe TUM(DaTHYECKHE Y3IIbl, IeUYeHb, KOCTH, 3 HHOT/AA
U MArkue Tkanu [12].

[To merogukam onpocuukoB CushingQoL u SF-36
OBLIO BBISIBIICHO, YTO Y TALIMEHTOB JAHHOTO MPOQHIIS
CYIIECTBEHHO CHMYKAETCA YPOBEHb KaueCcTBa KU3HU.
JIMHEWHBI PerpeCcCUOHHBIN aHAIN3 TOKA3aJl, YTO XKEH-
CKMI MOJI ¥ TUIIEPKOPTHULIM3M SABISIOTCS OCHOBHBIMU
MPEAUKTOPAMH YXY/IIIEHHsI KayeCTBa JKU3HU Y TallUeH-
toB ¢ CK [16]. ['unepkopTHLIN3M TaKkKe aCCOLUUPOBAH
C MATUKPATHBIM NPEBBIIIEHUEM JIeTaabHOCTH B 80 %
cilyyaeB IpeumyIiecTBeHHo 3a cuet Al [6, 16, 17]. 1o
JaHHBIM PETPOCIEKTUBHOTO 0030pa, BHIMIOJIHEHHOTO
B HanmonansHom unctutyTe 310poBbs CHIA ¢ 1983
1o 1997 roael, cpeau KIMHUYECKUX MPOSBIEHUHN y 58
nanreHToB ¢ AKTI-akTonnueckum cuajgpomom Al
ObL1a BeIsIBIICHA Y 78 % manueHToB, Al Tsbkenou cre-
nenu —y 45 %, runokanuemuss —y 57 % [12, 17, 18].
Heo06x0a1mMo OTMETHTh BaXKHOCTH ONpeiesICHHs YPOB-
HSl KaJIUs IPU CKPUHUHTOBOM OMOXMMHYECKOM HCClie-
JOBaHHH KpoBH y 0onbHBIX Al MiMeetcs accounanus
AT u runoxkanuemus ¢ CK, BEI3BaHHBIM SKTOIINYECKOM
cekperueit AKTT. 'mnokanueMus yaiie BbISBISETCS
y nanuenToB ¢ AKTI -skTonupoBaHHBIM CHHAPOMOM
1o cpaBHeHHUO ¢ Apyrumu npuunHamu CK [18]. Bei-
SIBJIEHA CBSI3b MEXKJIy CYTOUHOM SKCKpeIrei KopTu3o-
Jla ¢ MOYOH M HAaJIMYUEM TUIIOKATMEMHUH, IPU ATOM HE
HaiineHo cBs3u Mexay ypoBHeM AKTI™ n runokanue-
mueil. Koptuzon, obnagas MEHEpaIOKOPTUKOUTHBIM
3¢ PEeKTOM, TP BBICOKOM YPOBHE MOXKET OBITH OCHOB-
HOUM MPUYMHON FUMOKaIMeMHYeCcKoro ankanosa [18].

Jlaboparopnas auarnoctrka CK B cooTBeTCTBUI
C KIIMHUYECKMMH pekoMeHaanmsamMu Munsapasa Poccun
TpeOyeT MOATBEPKACHHS TUTIEPKOpTHLIU3Ma 1 Aude-
penuuansHoi quarnoctuku Mmexxay AKTI -3aBucuMbiMu
n AKTT -He3aBUCUMBIMU IPUYMHAMMU, & TAKKE MEXK-
Iy TUIo(U3apHBIMH U 9KTOMMMYECKUMHU HCTOYHUKAMH
AKTT npu AKTT-3aBucumom 91 [1, 19].

PexomeHnioBaHHBIE CKPUHUHTOBBIE TECTHI IIEPBOTO
JTarna — 3TO OIpe/eJIeHue KOPTH30J1a B CIIIOHE U MPO-
BeJICHHE MaJION IeKcaMeTa30HOBOM P00, a TIPH ANC-
KOPJaHTHOM pe3yJbTare — HUCCIeJOBaHUE CBOOOTHOTO
KOpPTH30J1a B CyTOYHOM MOYe U ONpeeIeHUue KOPTU-
30J1a B KpoBH BedepoM. [locie BeIsIBIEHUS CUHAPO-
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Ma THMepKopTuIr3Ma onpenenstoT yposenb AKTT,
YTO JlaeT BO3MOXKHOCTh Auddepenunponars AKTI -
3aBUCHMBIH (HOPMaJIbHBIN WU BHICOKHIA YPOBEHBD )
n AKTI-He3aBucumeblil D1 (Hu3kue ypoBHH) [1, 20].
J1 NCKIIroueHMs LIEHTPAJIbHOTO TeHEe3a HHI0TEHHOT0
TUIEPKOPTUIIM3MA CIIETyeT MPOBOJUTH MarHUTHO-PE-
3oHaHCHYI0 Tomorpaduro (MPT) runodusa (anenoma
MeHee 6 MM), OOJIBIIYIO JIEKCAaMETa30HOBYO TIPOOY, MC-
CJIeJIOBaHUE KPOBU U3 HUKHUX KAMEHHUCTBIX CHHYCOB.
B psine ciyuaeB Oonblinasi JekcaMeTa3oHoOBasi mpoda
MOXKET OBITh MOJIOKUTEILHOM, HAIIPUMED, IIPU paKe
nerkoro B 50 % cinydaeB u nmpuOIu3uTENbHO B 85 %
ciydaeB Ipu OpoHXMaIbHBIX KapunHouaax [21]. Io-
JIOKUTENbHAS peakius Ha qekcameTaszoH npu AKTI -
9KTONMHUYECKOM CHHIPOME OTMEUEHa B TEX CIIydasx,
KOI'JIa 9KTOMMpPOBaHHasl omyxoJib cekperupyer KPT'
[21]. CnoxHOCTH MOCTAaHOBKU AMArHO3a CUHIAPOMA
skronudeckoit nponykuun AKTI 3akirouaercs eme
1 B TOM, 4TO IIPU HEKOTOPBIX OMYXOJIsIX HaOmonaeTcs
MepHOANYECcKas CEKpeLrs KOPTUKOTPOIIMHA U KOPTH-
KOCTEPOHJIOB. «30JI0THIM CTAaHIAPTOM» B ONPEIEICHUN
¢dopmber AKTI -3aBrcHMOro BapranTa THHEPKOPTHLIN3-
Ma SIBJISICTCS CEJICKTUBHBIN 3a00p KPOBU U3 HHYKHUX
KaMEHHUCTBIX CUHYCOB [1, 22].

JlnarHocTHKa UCTOUYHHKA SKTONNYECKOH MPOTYKIMH
AKTT sBnsiercst KITFOYeBOM MPOOJIEMON B BEJICHUY T1a-
LUEHTOB JaHHOTo npoduiis. Tonuyeckas TUarHOCTUKA
AKTT -3KTONMY€ECKOro CHHAPOMA JI0’KHA POBOANTHCS
METO/IOM MYJIBTHCIHPAIIEHON KOMIIBIOTEPHONH TOMO-
rpaduu (MCKT)/MPT rpynHoi#i kieTku, OpronIHoM
MOJIOCTH, 3a0PIOIIMHHOTO pocTpancTBa. [IpuMeHnMEL
1 IpyTUe METO/IbI HCCIIEI0BAHMs], TAKHE KaK TIO3UTPOH-
HO-3MHCCHOHHAs ToMorpadus, cunHTurpadus [23].

Tpyanocts auarsoctukn AKTI -3kronuyeckoro
CHUHPOMA y TIOXKHJIBIX MAIMEHTOB BO3HUKAET YK€ Ha
aTtane BbIsBIeHUs OI, 0 KOTOPOM HE BCerna 3a1yMbl-
BaeTcs Bpad. [IposBiaeHus runepkopTULiN3Ma pa3Ho-
00pa3Hbl U HeCTIEUU(PUYHBI, TOITOMY MALUEHT MOYKET
JICYUTHCS OT 3a00JIEBaHUS, UMEIOIIETO TOX0KUE CUM-
ntoMbl, Harpumep, Al caxapusiii quadet (CL) nnn
MICUXUYECKHE paccTpoicTBa [24]. 3Ha4MMO U TO, UTO,
B COOTBETCTBHMM C KIMHUYECKUMH PEKOMEHAAUSIMU
Mumnzapasa Poccun, ans uckmrouenus D1 pekoMeH10-
BaHO 00cIieI0OBaHNE B KOTOPTaX MallMEHTOB MOJIOAOTO
Bo3pacTa (1o 65 1eT) ¢ HeOOBIYHBIMU AJISI HETO MPO-
SIBIICHUSIMU 3a00JI€BaHuUs, a TAKXKe y MAIEHTOB C sIp-
KO BBIpaKEHHBIMH MPOSIBICHUSIMH THIEPKOPTULIN3MA
U TIPH CITy4YaiHO BBISBJICHHOM HOBOOOpA30BaHUU Ha[I-
movyeunuka [1, 3].

Hepenxo, HecMOTpst Ha TUTENBHOE HAOMIOACHNE,
HEOJIHOKpaTHbIe KIMHUYECKHE U BU3yaJu3alllOHHbIE
OLIeHKHN Y 8—32 % narnueHTOB, HCTOUHUK SKTOMUYECKO-
ro curapoma AKTT He ymaercs oOHapyxuth [23, 25].
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TTanuenTka JI., 77 net, mocTynuia B CTalluOHAP
B SHJIOKPUHHOE oTAeneHue ¢ auarnozom CJI 2-ro tu-
Ia, TeKOMIICH AU, Y3I0BOH HETOKCHYECKHI 300, CO-
CTOSIHHE TI0CJIE€ TPaBOCTOPOHHEH TeMUCTPYMIKTOMHHU
(8 meT Ha3an). Ha MOMEHT mocTyIuieHus xKano0bl Ha
001y C1a00CTh, TOJIOBOKPYKEHHUE, IIATKOCTh I10-
XOJIKH, CYXOCTb BO PTY.

W3 anamHe3a: cuntaet cebst O0JIbHOM B TEUEHUE TPEX
net. Tpu roga Hazaj Obut BriepBbie BeisiBieH CJl u AT
[Tonyvana neueHre TUMOTINKEMUYECKUMHU U aHTHTU-
MEepTeH3UBHBIMHU Tpenapatamu. HecMoTps Ha mpoBo-
JUMYIO TE€paIluio, eIeBbIX 3HAYCHUH apTepHaIbHOTO
nasienus (A/J]) noctuup He yraBaiochk. OTMeqanuch
BBIpayKeHHBIE KosieOaHust ypoBHs A/l (ot 140/90 no
200/110 mm pr. CT.), coxpaHsiiach ciadocts. Co ciioB
POZICTBEHHUKOB, MAIIMEHTKA CTajla Pa3apakuTeIbHOMH,
WHOT/Ia NPOSIBIIsiIa arPECCUBHOCTD NPH OOIIEHNH, He-
OIHOKPAaTHO MPOXoAuIia 00CIeIoBaHNE 1 JICYEHHE B CTa-
[MOHApax Topoza. 3HAYUTENLHOE YXYALICHHE OTMEYEHO
3a MMOCJIEIHUHN IO/ IPOTrPECCUPOBAHUE CIa00CTH, MPaK-
TUYECKU HE MOJKET CAaMOCTOSITEIbEHO XOAUTh. Tepanus
Ha MOMEHT MOCTYIICHHsI ObUIa TIPEICTaBICHA TOIBKO
JBYMs IpenapataMu — rukinasug 60 Mr yTpom, are-
HoJyoa 50 MTI M XJOpTanuAoH 12,5 Mr yTpoM, Tak Kak
y MalMeHTKU Pe3KO CHU3MIIACh MPUBEPKEHHOCTD K Jie-
4yeHuro. B Teuenune 3a0oneBanus aHTUTUIIEPTEH3UBHAS
1 caxapoCHWKAOIIAs Teparusi HEOTHOKPAaTHO MEHsI-
Jach, HO LiesieBble 3HaYeHus1 A/l u rmukeMuu He ObLIH
JOCTUrHYTHL. I3 anamMHe3a: HacleICTBEHHOCTh HE OTS-
TOICHA; BPEJHbIC TPUBBIYKH, KOHTAKT C TOKCHYECKUMH
BEILECTBAMH, HOHU3UPYIOLIMM H3ITy4eHHEM OTPHILIACT.

[Ipu mepBruYHOM OCMOTpE U 0OCIEJOBAaHUH CO-
CTOsTHUE OOJIbHOHM CpeaHel TSKEeCTH, COZHAHHE CO-
XPaHEHO, KOHTAKT OIPaHUYeH HU3-3a c1ab0CTh 00Ib-
HOM, HOPMOCTEHHUECKOTO TEJIOCI0KEHUSI, KOKHbBIC
MOKPOBBI UIMEIOT H30BITOYHYIO MUrMeHTanuto (¢poto 1),
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LIUTOBUIHAS JKeJe3a MJIOTHAas U YMEPEHHO yBEJINYEH-
Hast. Co CTOPOHBI CEPIICUHO-COCYIUCTON cucTeMbI: Al
160/100 MM pT. CT.; My IbC PUTMHUYHBIH ¢ YacToTOH 80
B MUHYTY, B OCTaJIbHOM 0e3 ocoOeHHocTel. CocTosHue
JbIXaTeIbHOM, MUIIEBAPUTEIbHON 1 BBIAECITUTEIBHON
CHCTEM IIpH 00CIIeIOBaHNH 0e3 0COOEHHOCTEH.

B xnuHHYecKkuX aHanIM3ax ONpeAessuIuCh CIeayo-
e oTKIoHeHust: runeprkemus (11,17 mmons/m), Tu-
nonporerHeMust (59 r/m), runokanuemus (2,2 MMOITB/I).
[Ipu yapTpa3ByKOBOM HCCII€IOBAHUU LIUTOBUAHOMN
JKeJIe3bl: dXOKapauorpapuiecKkue Npu3Haku MHOTO-
y3710BOr0 3002 (Y3751 JIeBo# noau). CocTosiHHUE TIOCe
[IPaBOCTOPOHHEN FeMUCTPYMAIKTOMUHU. THPEOTPOTTHBIN
ropmoH — 0,05 mxn/ma (npu Hopme 0,35-5,5 MKi/min).
OcranbHble CKPHHUHIOBBIE CCIE0BAaHHUS O€3 3HAYH-
MBIX U3MEHEHUM.

C yueroM xasnob Ha cnabocTb, U30BITOYHYIO ITHT-
MEHTAIMI0 KOKH, runokaiuemuto, CIl u A" npunsto
pellIeHNe ONpPeaeTnuTh YPOBEHb KOPTH30J1a B CIIOHE
(8 20 yacoB) ¥ yTpPOM B CBIBOPOTKE KPOBH MTOCIIE IIPH-
ema 1 mr gexcamerasona (B 23:00), KOTOpbIE COCTABHIN
12,44 1 898,6 HMOIIB/J1 COOTBETCTBEHHO. [lanee uccie-
nosanue ypoBHst AKTI' B yrpeHHME yachl BBISIBUIIO €TO
BBICOKHI ypOBEHB, KOTOPBII cocTaBui 325,0 mr/mi.

Ha ocHoBaHUM MOTy4YEHHBIX PE3yIbTATOB Ha3Ha-
yeHa u nposeaena MPT runodusa ¢ KOHTpacTHBIM
ycusienueM B oobeme 15 mn. Ha MPT: kaptuna nud-
(y3HOH HEOTHOPOJHOCTHU CTPYKTYPbI aIeHOTUIO(H3a.
l'unodus umeeT pasmepsl: caruTTanbHbiii — 1,1 cM;
BEpPTHUKAJIBbHBIN — B npaBeIx otaenax — 0,4 cm, B Je-
BbIX — 0,25 cM; PppoHTanbHbli — 1,5 cM.

B cBs3u ¢ Kareropu4eckuM OTKa30M MaLUEHTKH
OT IepeBojia B CIEMATU3UPOBAHHBIN CTallMOHAP HC-
cnenosanue ypoBHs AKTI' B kaBepHO3HBIX M HUKHUX
KaMEHHUCTBIX CHHYCaxX HE MPOBOJUIIOCH.

B nansuelimem nposenena MCKT opranos rpyn-
HoH kneTku u Opromnoi nonoctu. Ha MCKT opranos
xuBota: KT-xaptuna nudy3HbIX H3MEHEHHI TIeYeHH
T0 THITY CTeaTo3a, TUIIOCHCUBHOTO 00pa30BaHus JIEBOH
JIONTY TIeueHH (KucTa?), KOHKPEMEHT HKETYHOTO ITy3bIps,
MHEJIOJIUIIOMBI TIpaBoii mouku. KomnpeccnonHslil iepe-
siom Tenia Th12 mo3BoHka 1-i CTEeNeHN KOMITPECCHH.
Ha MCKT opranoB rpynHoii KJI€TKH: TaTOJIOrMYECKoe
obpazoBanue S10 HUKHEH AOIU JIEBOTO JIETKOTO, YUH-
ThIBasl KIMHUYECKUE MTPOSBICHNUS, HENb3s HCKITIOUNTh
KapLUUHOM/. YUYacTKH YIUIOTHEHUS JETOYHON TKaHU
B BEPXHHUX JOJSX apaMeInacTHHAIBHO, Hanbolee
BEPOSTHO, YYaCTKH MHEBMOpHUOpo3a. MeTraTydepKy-
JIE3HBIE N3MEHEHMsI JIEBOTO JIeTKoro. KoMmnpeccroHHbIH
nepesnoM Tesna no3BoHka Th8 Hen3BeCTHOH JaBHOCTH.

Bo BpeMms HaxokeHMs B OTAENEHUN Ha3HaYeHa UH-
cynuHotepanus (MHcynuH aeremup 6 En n/k B 20:00),
roJlyJajia aHTUTMIIEPTEH3UBHYIO Teparuio, npenapa-
THI KaJIUsl B MAKCUMaJIbHBIX TO3UPOBKaX, MHTHOUTOP

crepouoresesa ketokonazon 200 mr 4 pasa B 1eHb,
9YTUPOKC B 03¢ 50 MKT B CYTKH.

3a mepuoy TOCHUTAIBLHOTO JICYeHHUS TOOOUHBIX -
(hexTOB Ha OHE MOITydaeMOl Tepanuy He OTMEUEHO,
a JaHHBIE Ta0OPaTOPHBIX M KIMHMYECKUX TOKa3aTenen
CBUIETEILCTBOBAIH O ee 3(p(PeKTUBHOCTH: IITUKEMUS
4,7 MMOJIB/JI, KJIUW CHIBOPOTKU KPOBU 3,6 MMOJIB/II,
TUPEOTPONHBINA TopMoH — 0,5 MKI/MI1, ypoBeHb A/l
140/80 MM pT. CT.

B ynoBneTBOpHUTENbHOM COCTOSIHMHM OOJIbHAS
nepeBe/ieHa s AajJbHEHIIEero Je4eHus B OTAese-
HHE TOpaKaJIbHON XUpypruu ¢ auarnosom: AKTT -
SKTONUPOBAHHBIN CHHAPOM C TUIIEPKOPTULIU3MOM, TsI-
xenoe TeueHre. OO6pazoBaHMe HUKHEW JJOIH JIEBOTO
JieTKoro (BrepBbie BeIsABIeHHOE). Bropuunas Al Bo-
JHO-3JIEKTPOJIMTHBIC HAPYIICHHS! (TUIIOKAIMEMHUS]).
Crepounubiii CII. CuCTeMHBIN CTEPOUIHBIN OCTEO-
nopo3. Kommpeccuonnstit nepenom tesa Th8 u Th12
MO3BOHKOB 1-ii cTeneHn KoMIpeccuu (HEM3BECTHOM
naBHocTH). COMYTCTBYIOIIMI TMarHo3: peLuanuB y3I0-
Boro 300a. CocTosiHME MOCIie MPaBOCTOPOHHEN TeMU-
CTPYMIKTOMHH 10 MOBOY TU(PY3HO-Y3II0BOTO 3004.
Kucra neBoit 1oau MHUTOBUAHON kKenne3bl. XpOHHUUE-
CKMH KaJIbKyJIe3HbII xoneuuctuT. Kucra neBoit qoiau
neyeHu. Muounoma npaBoi mo4Ky.

Pexomenaanumu mo Tepanuu: BEICOKOOEIKOBAs IUETA.
Wncynunorepanus: nacynut aetemup 6 Ex n/k B 20:00
(BeuepoM mepes onepanuell HHCYJIMH He BBOAHTE). Ke-
TokoHa301 1o 200 mr 4 pa3a B 1eHb (IIOCIE ONepaiu
OTMEHHTH). B paHHeM mocrneonepannoHHOM NEpUOAe
(mepBast HezieNsL) ClieAyeT NPOBOANUTH HEOJHOKPATHOE
HCCIIeI0BaHUE KOPTU30J1a yTPOM M 3aMECTUTEIbHYIO
TOPMOHOTEPAIHUIO THAPOKOPTH30HOM 110 100 mr B/B 4
paza B JIeHb KaXKble 6 4acoB MO/ KOHTPOJIEM YaCTOTHI
cepaeuyHbIx cokpamenuii u AJl. Yepes 4-5 nueit nepe-
BecTH OOJIbHYIO Ha TIEPOPATIbHBIN MPHEM THIPOKOPTU30-
Ha: 20 mMr yTtpom, 10 mr nHem u 10 Mr BeuepoM. Acmap-
KaM 1o 2 tabnetku 3—4 pasza B AeHb. CIMPOHOIAKTOH
no 100 mr 3 pasa B genb (300 mr B cytku). Kontposns
YPOBHS KaJIisl B CBIBOPOTKE KPOBH, ITPU HOpMaTU3aLllu
roKa3aTesiel Kajusi — CHMYKEHHUE J03bl CIUPOHOJIAK-
ToHa 710 50 mr B cyTku. [ns nedenus ['b: snamanpun
2,5 Mr 1Ba pa3a B JI€Hb.

Ha nsiTeiii nens npeObiBaHus B OTAEICHUH TOpa-
KaJbHOW XUPYPruu OOJIILHOM ObliIa BHIIONHEHA OTiepa-
1[1s1 — MUHHUTOPAKOTOMHUS C BUAECONOJAEPKKOH, yia-
nenne S10-S9. [locneonepanronHoe TeueHue 6e3 oc-
JIO)KHEHHUH, JIETKOE CJIEBA XOPOILO PacpaBUIIOCh, PaHbI
3aKMBAJIM IEPBUYHBIM HATSKEHHUEM.

[lo naHHBIM TMCTONOTMYECKOTO U UMMYHOTHUCTO-
XUMHUYECKOTO UCCIIE0BAaHUS, B IIpe/ieiax J0CTaBIEH-
HOTO Ha HCCIIeOBAaHUE MaTepuaa, MopQoornuecKast
KapTHHA BBICOKOAU(PPEepeHIUPOBaHHON HEHPOIHIO0-
KPUHHOM OITyXOJIM JIETKOTO (TUITUYHBIN KapLUHOU:
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CD56 (Cell Margue, xion 123C3), unnekc Mapkepa
nponudeparyu Ki67 pasen 3,5 %, pT1pNO, cMO).

BeinonHeHna KOHTpoJIbHAsE KOMIIBIOTEpPHAst TOMOTPa-
(bust TpyIHOM KJIETKH: COCTOSHHE MOCIE OTEepaliy ya-
nenus S10-S9, B 30He onepanny Lenovyka MeTajuinde-
CKHX LIBOB, YINIOTHEHHE B 30HE METAJUINYECKHUX LIBOB.
OnwuceiBaeMoe paHee 00pa30BaHUE HE ONPEAEIETCS.
[IpocBeThl Tpaxeu U KPyIMHBIX OPOHXOB HE U3MEHEHBI.

Pesynbprarhl KIMHUYECKUX aHATU30B B Ipeaesiax
HOPMBI, YpPOBEHb Kalusi — 4,48 MMOJIB/I.

[TanmenTka BeIMMcaHa Ha §-€ CyTKH MOCJIE olepa-
LMY B YJOBJIETBOPUTEILHOM COCTOSHUH. PexoMeH10BaH
KOHTPOJILHBIH OCMOTP TOPaKaJILHOTO XHpypra uepes 2
Mecsla, a Takke HaOJIoIeHNE U JISUeHUE Y SHJOKPH-
Honora. Ha ¢oHe nmpoBoauMoii Tepanuu y nanueHTKH
MIEPBBIM HOPMAJTU30BAJICS. YPOBEHB KaJUs B CHIBOPOTKE
KpoBH (MEHee HeJeNu Mocie onepauuu). Bpems kop-
PEKLIUH HaAIIOYEYHUKOBOI HEIOCTATOUHOCTH 3aHSIIO
OKOJIO IBYX MecsileB. B nanpHeimem Obuia oTMEHEHa
3aMeCTHTEIbHAs TOPMOHAIbHAS TEpaIlus, a YPOBEHb
KOPTHU30J1a CBUAECTEILCTBOBAN O CTOMKON pEeMHUCCHUH.
B Teuenue sToro nepuosa u B AanbHENIIEM MalueHTKa
MOJTyYana aHTUTUTIEPTEH3UBHYIO TEPaIii0 B MUHUMAIb-
HBIX TEPaNIeBTHYECKUX JI03UPOBKAaX MHIMOUTOpaMH aH-
THOTEH3MHIpeBpauiaonero gepmMenra. B ator nepuox
HOPMaJIM30BaJICs YPOBEHb TUPEOTPOIIHOTO TOPMOHa,
MIPOJIOIDKEHO JICUCHHE 0CTE0Nopo3a.

Ha cerogusamnmii neHp (4eThIpe roaa nocie onepa-
uun), narueHTka (81 rox) yyBCcTByeT ceOst yIOBIETBO-
PHUTEIBHO, COXPAHSET XOPOIIYIO (PU3UUECKYIO aKTHUB-
HOCTB (¢poTo 2). M3 MOCTOSHHOM Tepanuu Mmoxy4yaeTt
HHTUOUTOPBI aHTMOTEH3MHIPEBPAILAIONIero (epMeHTa
U CIIUPOHOJAKTOH. VIMeeT HOPMOITIMKEMHIO TIPU CO-
OJIOZICHUU TUETOTEPATIHH.

®doTo 2
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O6cy:xneHue

Huarnoctuka AKTI -3kTonuueckoro cCuHapoMa
Y BBISIBJICHUE MIPUYUMH, JICKAIIUX B €M0 OCHOBE, 4aCTO
COIMPSDKEHBI ¢ TPyAHOCTAMU. Ha cerogusimuuii neHn
HAyYHO 00OCHOBaHHBIC PYKOBOISIIIUE IPUHIIHITBI B OT-
HOIICHUH KPUTEPHUEB 0TOOPA OPUCHTHPOBAHBI HA MOJIO-
JIOM BO3PACT U HATMYHUE Y MALMEHTOB MHOKECTBEHHBIX
MPU3HAKOB ¥ CUMIITOMOB, COBMECTUMBIX C CUHAPOMOM
O IlpencTaBiaeHHBIN KIMHUYECKUN Cy4Yal MOKa3bI-
BaeT, YTO JIAaHHASI TIATOJIOTUSI MOXKET OBITh BBISIBICHA
U y JIUI] CTapuecKoro Bo3pacra. B cBoro ouepens Al,
BBISIBIIIEMAs Y JIUI] JAHHON BO3PACTHOM IPYIIIIBI, PEAKO
paccMaTpuBaeTCs KaKk BTOPUYHAS, UTO SBJISICTCS TOTOIN-
HUTEIBHBIM MPEMSTCTBUEM IS PACIIMPEHUS JUATHO-
CTHUYECKOTO aJITOPUTMA JJaKe IPH II0X0 KOHTPOJIUpYe-
MoM AJ] npu nmogdope aHTUrUIePTEH3UBHOM TepPaIHU.

M3BecTHO, 4TO cpenu MalueHTOB U3 TPYII BBICO-
KOTO PUCKA, TAKUX KaK MAlUEHTHI C TI0XO KOHTPOJIU-
pyembiM CJI, AT" u paHHUM 0CTEOIOpo30oM (0COOESHHO
C repesioMamMu), ObLIa BBISIBIICHA 3HAYUTEIIbHASL PACIIPO-
CTPaHEHHOCTh CyOKIMHUYeCcKoro (B ocHoBHOM AKTI -
He3zaBucumoro) curapoma Il [1, 2, 15]. Cpenu atux
TPYTII HACENEHUS KITMHUYECKUE posiBaeHus D1 Bapbu-
PYIOT, U XapaKTepHbIC KIIMHUYCCKHUE MTPU3HAKH (ITyp-
MypHBIC CTPHUU, TPOKCUMAIIbHAS MUOTIATHSI U IIPOYEE)
MOTYT OBITh HE BBIPAXKCHBI, KAK B OIIMCAHHOM CJTy4ae,
IJIe aHAMHE3 NMaIUEHTKH ObUT OTSTOIICH JIUIIIb PACTIPO-
CTpaHEHHBIMHU cocTogHUAMH, TakuMu kKak A" u CI. [1pu
00CIIe/IOBAHUH BBISIBJICHHBIH OCTEOMOPO3 C IepeioMaMu
TEJI MO3BOHKOB €I1Ie Pa3 MOATBEPAUII BEPOSATHOCTH Ol
B Takux ciyyasx OMOXMMHUUYECKUAE CKPUHUHTOBBIC TECThI
MPEJCTABIISIOT COOOW HanboJiee IEHHbI HHCTPYMEHT
JUISL IMAarHOCTUKH 3a00JieBaHusl. B yacTHOCTH, yKe CTaH-
JTAPTHOE OMOXUMUYECKOE UCCIICAOBAaHIE 00HAPYKUIIO
CTOMKYIO THIOKAJIUEMHUIO, KOTOpas ABJIAETCS OTPHULIa-
TEJNBHBIM IPOTHOCTUYECKUM (DAKTOPOM IS BEDKUBAC-
moctu npu AKTT -skTonupoBaHHOM CHHIPOME TIO T1aH-
HBIM MHOTOIICHTPOBOT'O UCCIICIOBAHMUSI, BBIIIOJTHEHHOTO
EBpomneiickum o01iecTBoM 3HA0KpUHOIOTOB [4]. Crie-
JIyeT OTMETUTH, YTO PA3BUBAIOILASCS TUIIOKATUTUCTHUS
y JJAHHOU TPYNITBI OOJIBLHBIX TPeOyeT OoJiee TUTEIBHOM
KOppeKuuy, ueM runokanueMus [27]. OqHako, y4uThiBast
MOCTOSTHHBIN IPUEM XJIOPTAIUI0HA, KOTOPBIM MOXKET
MIPUBOJUTH K IOTEpe OeKa U ANEKTPOIUTOB, OCOOCH-
HO B COUETAHUU C TAKOM CUMIITOMAaTUKOMU, KaK pa3apa-
SKUTEIBHOCTh U arPECCUBHOCTD Y TAaHHOW MAIUEHTKH,
MOXKHO «OTKJIOHUTHCS» B CTOPOHY TUATHOCTHUECKOTO
aJropuTM™Ma JICKapCTBECHHOMN He(pOmaTHu.

MPT-o006cnenoBanue MO3BOIIIO BEISIBUTH 00pa3o-
BaHUE B HIDKHEH JI0JI€ JIEBOTO JISTKOTO, YTO OBLIO BaXK-
HOM HAXOKOH, MO3BOJUBIIEH MOCTABUTh TUATHO3, IPU
KOTOPOM II€pBO#i JINHUEH B CTPATErHy JICYCHUS ObLIa
omnepanus 1o yaajJaeHUuIo OIMyXOJu.
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BeiBoabI

AKTI -3KkTOnMUYecKuil CHHAPOM CIIOKHO THarHo-
CTHpoBaTh. TeM He MeHee NP MOBBIIIEHUH OCBEIOM-
JIEHHOCTH O IpyIIax MalleHTOB BEICOKOTO PUCKA U CH-
CTEMaTHYeCKOM MOAX0/e K 00CIeJOBaHHIO TALIUCHTOB
¢ A" 3aboneBanre MO)KHO CBOEBPEMEHHO BBISIBUTD.
JlaHHBII KIMHUYECKUH CIlydail CBUIETENBCTBYET O TOM,
YTO B3aMMO/IEHCTBUE Bpauell pa3IuyHbIX CIELUaTIb-
HOCTe (KapJ1oI0roB, SHAOKPHUHOIOTOB, BpaueH Jry-
YeBOH IMarHOCTUKHU, XUPYProB) CIOCOOCTBYET Ooee
3 (eKTHBHOMY YCTaHOBICHUIO MPaBUILHOTO THATHO3
y MAIMEHTOB C PEAKUMH 3a00I€BaHUSIMU.
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