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AHHOmayus

BropuyHas apTepuanbHas runepTeH3us aHA0KpUHHOTO reHesa (JAl') — ¢opMa noBbIlIeHHs apTepUanbHOTO AaBjeHus (A/l), B ocHOBe KOTOPOI Jie-
JKUT 3a00JIeBaHMe 3HJOKPUHHOTO OpPraHa, OTBETCTBEHHOI'0 XOTsl 6bI KOCBEHHO 3a peryJssuuio A/l. B aTux ciyyasx aprepuaibHas runeprensus (Al
Ipe/CTaBJAETCs JIMIIb OJHUM U3 CUMIITOMOB OCHOBHOTO 3a60JIeBaHUs. JHJOKPHUHHBIE 3a00JIeBaHUsA, aCCOLIMMPOBAHHbIE C BTOPUYHOMN I'UIIEpPTeH-
3Uel, MOTyT UMeThb YHUKAJIbHble KIMHUYeCKHe 0CO6eHHOCTH, a TaKXke GbITh 6eCCHMITOMHBIMH U BBIABJIATBCA BO BpeMs JiedeHHs Pe3UCTeHTHOH Al
(pedpakTepHOH K CTaHAAPTHON aHTUTUIIEpPTEH3MBHOM Tepanuu). Haubosiee yacto npuunHaMu JAT sBAsOTCSA 3a60/1eBaHUS HA/[IOYEYHUKOB U TU-
nopusa. B naHHOM 0630pe paccMOTpeHbl 3THONATOreHeTUYeCKHe 3BeHbsl, IPUHIMIBI AUarHOCTUKH U JieyeHHUs 3a60JIeBaHUH, JieXalluX B OCHOBE
pasBuTusa JAT.

Karwouesvle cao06a: sH0KpUHHAsA apTepUabHas THIIePTEH3Us, NePBUYHbIN IUIepalbJ0CTePOHNU3M, BpOXK/IeHHasl JUCPYHKLUS KOPbI HAAMIOYEYHU-
KOB, $peoXpoMOLMTOMA, TaparaHrjuoMa, CHHAPoM KylinHra, runoTHpeos, THpeoTOKCHKO3, THIlepHapaTHpeos.
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Abstract

Secondary arterial hypertension of endocrine genesis (EAH) is a form of increased blood pressure (BP), which is caused by a disease of the endocrine
organ, which is responsible, at least indirectly, for the regulation of blood pressure. In these cases, arterial hypertension (AH) appears to be only one
of the symptoms of the underlying disease. Endocrine diseases associated with secondary hypertension can have unique clinical features, as well as be
asymptomatic and detected during the treatment of refractory arterial hypertension (refractory to standard antihypertensive therapy). The most com-
mon causes of endocrine hypertension are diseases of the adrenal glands and pituitary gland. This review discusses the etiopathogenetic links, the
principles of diagnosis and treatment of diseases underlying the development of EAH.
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BeegeHnne

AprtepuanbHas runeptrensus (AI') B HacTosiliee BpeMs
NpY3HaHa BeAyUMM $aKTOPOM pHCKA pa3BUTUS CepeyHo-
COCYJIUCTBIX, 1lepebpoBaCKy ISAPHbIX U NOYEeYHbIX 3a60JeBa-
HUM. OZHUM U3 $aKTOPOB HeaZeKBaTHOTO KOHTPOJISI apTe-
puasbHOro AapseHus (A/l) MoxeT GbITb HeJUArHOCTUPO-
BaHHas BTOPHUYHAs TUIIePTEH3Usl, KOTopasl BbISABASETCA Y
15-25% nayuenToB c Al'. [[pyyrHaMu ee pa3BUTHUS ABJSIOT-
csl 9HJOKpPUHHbIE, OYeYHble, TeMOJMHAMUYeCcKHue, Helpo-
reHHble 3a60jieBaHUsl. 3HAYyKMMOe MeCTO B CTPYKType JaH-
HOU maTtoJsioruu 3aHuMaeT Al' aHJ0KpUHHOTrO reHe3a (JAT;
5-10% caiyyaeB), KoTopasi, HeCMOTPsI Ha 3HAaUYUTEJbHOE pac-
IMpeHre BO3MOXKHOCTEH KaK JJabopaTOpHOro, TaK M WH-
CTPYMEHTAJbHOTO JUAarHOCTUYECKOTO MOMCKA, BBISBJSETCS
JlaJIeKO He CBOEBPEMEHHO, a IOPOH M BOBCE He YCTaHaBJIMBa-
etcs [1]. [Ipu 3TOM BbISIBJIEHHE U JieueHHe TIEPBUYHOIO CO-

CTOSIHUSI MOTYT IPUBECTU K MOJHOMY HUJIHU YACTUYHOMY M3-
JIeYeHUIO TUIIePTEH3UU.

[Ipu o6cejoBaHUM NMALUEHTOB C yCcTaHOBJeHHOU Al cie-
JyeT UCKJIIYaTh BTOpUUHYI0 ¢opMy. CBoeBpeMeHHas Juar-
HOCTHKA BTOPUYHON T'UIEpPTEH3WU MO3BOJUT He TOJbKO
HOPMaJ/IM30BaTh WU 3HAYUTENbHO CHU3UTb A/l, HO U u36e-
YKaTb cllellUPUIECKOT0 NOpaXKEHHUS OPraHOB-MHIIEHEH.

MpuunHel passutus AT
JAT HauboJiee 4aCTO MOXET ObITb CJIEJ[CTBUEM CJIEAYIO-

LIUX MaTOJOTUYECKUX COCTOSTHUM:

* nopaxceHue KOpbl HAONOYEYHUKOB: TEPBUYHBIK THUIeEp-
anbgocreponusm ([IT'A); BpoxgeHHass JUCHYHKIMUSA KOPbI
HaAno4yeyHUkoB (Aeduuut 11B-rugpokcuaasbl, AeGuuT
17a-ruipoKcuIasbl), J€30KCUKOPTUKOCTEPOHIPOAYIH-
pyIoliye ONMyXoJiH, epBUYHAsl Pe3UCTEHTHOCTh K TJIOKO-
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KOPTHUKOU/IaM; CHUHAPOM MHHMOro H30bITKA MHHepaso-
KOPTUKOUJOB (Aeduuut 11-B-rufpoKcucTepoujeruapo-
reHasbl); TUIEPCEKpelUs] IIIKOKOPTUKOUOB (CUHAPOM
Kyirnra);

e nopasceHue M03208020 geujecmed HAONO4e4HUKo8 U napa-
2aHz/1ues: peoXpoMOIUTOMA, TAParaHrJIuoMa;

e HapyweHue YHKYUuu wumosudHoll cese3bl: TUIIOTUPEOS;
TUPEOTOKCUKO3;

e 2unepnapamupeos;

e nopasceHue zunogusa: 6oye3Hb KylmuHra; akpomerasnus.

MNepBMYHBIN rMNepanbaoCcTEPOHU3IM

[IT'A aBaseTcsd OJHUM U3 HauboJsiee PacCHpoCTpPaHEHHBIX
3a6o0sieBaHuH, Bbi3biBaromux JAT. IToutu 20% naiueHToB C
pesuctenTHOM Al ctpajatoT umenHo III'A, koTopeli npej-
CTaBJ/sIeT CO60M CHUHAPOM, XapaKTepU3YIOLHUNICs OBbILIEH-
HbIM YPOBHEM aJIbJIOCTEPOHA U €ro OTHOCUTE/JbHOH aBToO-
HOMHOCTBI0 OT peHHUH-aHT'MOTeH3UHOBOU cucteMbl (PAC) u
OTCYTCTBHEM CHW)KEHHUs NpU HaTpueBod Harpyske [2]. Oc-
HOBHble 3QeKThl aJbJ0CTEPOHA ONOCPeJ0BaHbl BO3JeH-
CTBHEM Ha MUHepaJOKOpTUKOUAHble penentopbl (MKP)
3MUTEIUATbHBIX KJIETOK COGHMpPATebHbIX KaHalbIEB MOYEK.
UxX akTUBaUMs CHOCOGCTBYeT peabcopObLUM HaTpusl yepes
3NUTeUANbHBIA HaTPUEBBIM KaHaJ, 9KCKpeLuu Kaaus ye-
pe3 Na*/K*-AT®asy, noTepe HOHOB BOJOpO/ia. YBeJUYeHHE
MIOTJIOIIEeHUsI BOJbI NPUBOJUT K MOBBIIIEHHIO 06beMa LUp-
KyJIMpYIOLel KPOBHU U, COOTBETCTBEHHO, A/l, a moTepsi HOHOB
BOJI0PO/ia U Ka/IUs IPUBOAUT K COCTOSIHUIO TMITOKaIeMHUYe-
CKOT0 MeTab0oJIMYECKOro ajikao3a y naiydeHTosB [3].

[ITA xapakTtepusyetca AI' oT yMepeHHOH [0 3J0Kaye-
CTBEHHOH, Pe3UCTEHTHOM K CTaHJAPTHOM T'MNOTEH3UBHOU
Tepanuu. ['MnokaauemMus HabJIAAETCSI TOBKO y 28% naiu-
eHTOB ¢ [I['A 1 MOXKeT MPUBECTH K HapyLIEHUIO KOHLeHTpa-
LIMOHHOM CIIOCOGHOCTH MTOY€EK U PAa3BUTHIO MOJUYPUHU U HUK-
TypuH [4].

Jlnarnoctuka [IT'A Bk/10o4aeT Tpu 3Tana: CKpUHUHT-TECTHI,
NoATBepXKJatouue TecTbl U AubdepeHMANbHYIO JHUAaTCHO-
ctuky ¢opm II'A 111 NpUHATUS pelleHUs] O TaKTHKe Jieye-
HUsl. B KayecTBe CKpUHHUHIA HCIOJb3yeTCs ONpefesieHHe
YPOBHS a/bZ0CTEPOHA U PEHUHA U pacyeT UX COOTHOLIEHHUSs
(APC) [5]. Mepen mpoBeseHHEM CKpPUHHUHIA Ipenaparhl,
B3auMoieicTBywiue ¢ PAC, J0/DKHBI 6bITh OTMEHEHBI. [lu-
ypeTHKH (BKJIIOYast CIMPOHOJIAKTOH) J0/XKHBI ObITh OTMeHe-
HBbI 32 4 HeJ, 10 UccieJoBaHus, 3-6/10KaTopbl, KIOHUJWH, Me-
TUJIZI0NIA, HECTepOUJHble NPOTHBOBOCHAJUTE/bHbIE CpeJ-
CTBa, UHI'MOUTOPBI aHTMOTEH3MHIIpeBpallawero ¢gepmMeH-
Ta - 3a 2 HeJl. TeM He MeHee BO MHOTUX C/1yyasix UHTepIpe-
Tauusi APC Bo3M0OkHa 6e3 OTMeHbI JJAHHBIX penapaToB. He-
JUTUAPONUPHUUHOBBIE 6JIOKATOPhl KaJbIIMEBbIX KaHAJIOB
(BepamaMuJ1, AUJATHA3eM), Ba30AUIATATOPbI IUApaJa3uH U
a-1-6/10KaToOpbl aJipeHepruyecKUX peLenToOpoB MpaKTHye-
CKU He UMEeIOT BJAUAHHUA Ha APC U MOTYT MCIOJIb30BaThCs
JUIsI KOHTPOJISI TUIIEPTOHUH Y ManueHToB. Kpome Toro, s
noATBepxaeHuss auarHosa [I'A o6s3aTeslbHBIM SIBJISETCS
MOBBbIIIEHUE YPOBHS aJbjocTepoHa >15 Hr/an (416
nMoJib /) [3]. [Ipu nosiy4eHUH JUAarHOCTUYECKH 3HAYUMOT0
ypoBHs1 APC He06X0AMMO NPOBECTH OJUH U3 NOATBEPXKAAL0-
LIUX TECTOB:

1) c nepopa/ibHOM HAaTPUEBOU HArPy3KOU;

2) U30TOHHUYECKUM PacTBOPOM;

3) ¢y ApOKOPTU30HOM;

4) KanTONMPUJIOM.

Y nauueHToB ¢ Al' ¥ CIOHTAaHHOU TUNOKaJIMeMUEN, YPOB-
HeM asbjioctepona >20 Hr/au (550 nMosib/s1) U Heomnpefe-
JIIEMbIM YPOBHEM peHHUHA (MJM ero aKTUBHOCTH) JUArHo3
[ITA npep/iaraeTcsi CYUTATh YCTAaHOBJIEHHbIM 6€3 JlaJibHEu-
mero noATBepxzeHus. [loATBepkawoLe TeCTbl JEMOH-
CTPUPYIOT TUNEPNPOAYKIUIO aJIbJOCTEPOHA B OTBET HA BBe-
JleHue TpenapaToB, KOTOPble OOGBLIYHO MOJHOCTbIO MOJAB-
JIIIOT WM UHTUOUPYIOT LUPKYJIUPYIOUIUMNA aHTMOTeH3UH I
(B HOpMe CTHMYJIUPYIOLIUE ceKpelrio aabJocTepoHa). TecrT,
TaKUM 06pa3oM, OATBEPKIAET, YTO CEKPeLs albJ0CTepo-
Ha ABJIsieTCsl aBTOHOMHOM oT PAC.

Tonuyeckass JUAarHOCTUKAa HA4YMHAETCsl C IpOBeJeHUs
koMnbrTepHOU ToMorpaduu (KT) ansa guarHoctuku ¢op-
Mbl [IT'A 1 HcKII0YEeHHS a/bA0CTEPOH-NIPOAYLUPYIOLLEN Kap-
LMHOMBI. /Il yTOUHEeHUs JIOKAJIM3alMd UCTOYHUKA TUIlep-
CeKpeLUH ajlbJ0CTepOHA POBOJAUTCS CEJEKTHBHBINA BEHO3-
HBbIH 3260p KPOBHU U3 HA/[IOYEYHUKOBBIX BeH [6]. Mosiofble
nanueHThl (<35 J1eT) ¢ oJHOCTOPOHHEH aieHOMOoH (>10 MM)
Y HOPMa/IbHOM CTPYKTYpPOH KOHTpaJsaTepaJbHOr0 HaJIo-
yeyHuka) Ha KT MoryT 060UTHCH 6€3 ceJIeKTHUBHOIO 3a060pa
npu sIBHOM TUIepabAocTepoHU3Me (anbgocTepoH >30
Hr/au (831 nMoJib/J) ¥ CIOHTAHHAs TUIIOKAaJIMEMHUS] HA UC-
X0iHOM ypoBHe) [7]. CesileKTUBHBIN 3a60P BHINOJHAETCS yT-
poM (CTUMy/JMpOBaHHAas aJ[peHOKOPTUKOTPONHBIM OPMO-
HoM (AKTT) mpoaykius anbJoCTepOHa MaKCHMaJibHa), Ma-
LIMEHT JJ0/DKEH HAaXOAUThCS B JieXKaueM I0JI0KeHUH 110 MEHb-
med mMepe 1 4, 4TOObI U36eKaThb 3PHEKTOB MOCTypabHbIX
u3MeHeHUH Ha ctumyJisiuio PAC. CesleKTUBHBIN 3a60p Kpo-
BU MOXKET NPOBOJUTHCS C BBeJleHUEM CUHTETHYECKUX NpPO-
u3BoAHbIX AKTT (AKTT 1-24, TeTpako3aKTH/J, KO3UTPOIIHH,
CUHAKTEH) JIJIs CTUMYJISILUM CEeKpeLUH aabAocTepoHa. [lpe-
napat AKTT BBoguTca B Buzae 6ostoca (06biyHO 0,25 Mr
(10 ME)) wu HenpepbiBHOU MHOY3uU (3a 30 MUH 10 Tpo-
ueayps (0,5 mr/q)).

Y nanueHToB c ofgHocTopoHHUM [I['A agpeHanskTomus
CNOCOOCTBYET KYMUPOBAHUIO U36BITOYHOMN MPOAYKLIUU aJIbJI0-
CTEPOHA U Pa3BUTHIO PEMUCCUU WU KIMHUYECKOMY yJydlie-
Huw TedeHusi Al [7]. ¥ mauueHTOoB c AByctopoHHel [IT'A, a
TaKKe NPU OTKa3e WJIM HEBO3MOXXHOCTH XHUPYPrHUYecKOoro
JleyeHUs1 Haubosiee 3QPEeKTUBHO JiedeHUE AHTArOHUCTAMMU
MUHEPaJIOKOPTUKOU/IOB, KaK NpPaBUJIO, CIIMPOHOJIAKTOHOM
[6]. HecenekTrBHOE [ieHCTBUE CIIMPOHOJIAKTOHA MOXKET BbI-
3BaTh CBSI3aHHbIE C HUM HebJaronpusaTHble 3pPpeKThbl, BKIIIO-
Yasi TMHHEKOMACTHIO, 3PEKTU/IbHYI0 JUCOYHKLUMIO U Hapylle-
HHUsI MEHCTpyaJibHOro LMKJa. [Ipyu ABYCTOpOHHEH rumepiia-
3UMM HAJIOYeYHUKOB HayasibHasl 032 CIHMPOHOJIAKTOHA CO-
craBssiet 12,5-25 Mr ojjHOKpaTHO, exke/JHeBHO. I PeKTUBHAS
/1032 TUTPYETCS IOCTENEHHO /10 MaKcUuMaibHOM 10361 100 Mr
B JleHb. THasuHble JUYPETUKHU (TpUaMTepeH, aMUJIOpU/[) B
He6O0JIbLINX Z,03aX NO3BOJISIIOT CHU3UTD 03y CIIMPOHOJIAKTO-
Ha ¥ TaKUM 00pa3OM yMEHBIIUTb ero nobo4yHble 3PPEKThI.
JniepeHOH NpeACcTaB/sseT cO60M CeJIeKTUBHBIM aHTAarOHUCT
MKP, 4TO CHMKaeT 4acToTy MoGOYHbIX 3PDEKTOB, HO OH Me-
Hee 3¢ deKTHBeH U 60Jiee LOPOrOCTOALIMHI M0 CPAaBHEHHUIO CO

32 | FOCUS dupokpunonorus | Ne4 | 2021 | FOCUS Endocrinology | Ne4 | 2021 |



Nekuna / Lecture

CIUPOHOJIAKTOHOM. JleyeHue cJieiyeT HAaUMHATD C J03bI 25 MT
2 p/CyT € y4eTOM KOHI|eHTPALKH KaJiusl B ChIBOPOTKE KPOBH.
PekoMeHiyeMasi nojiiepkuBaroias go3a 50 mr/cyT [4].

CemeliHble hopMbl 2unepanbOOCMepoHUIMA

CeMeliHbId runepaibaoctepoHu3m | tuna (CI-I, rsiroko-
KOPTHUKOU/I-3aBUCUMBIN THUIlepasbaocTepoHusM, ['3['A) Ha-
cleayeTcs Mo ayTOCOMHO-JOMUHAHTHOMY THUIY U 06YCJIOB-
auBaeT <1% cayyaeB [I'A. MyTauusa reHa, KoJUpYyIoLero
aJIbJIOCTEPOHCUHTA3y, BbI3bIBAeT 3KTONHUYECKYIO 3IKCIIpec-
CHUI0 aKTUBHOCTH 3TOro ¢pepMeHTa B yYKOBOH 30HE, B KOTO-
poil B HOpMe ceKpeTUpPYeTCsl KOPTHU30J1, 3aMycKas TUIlepcek-
pelun MUHEepPaJOKOPTUKOUAO0B, peryaupyemyto AKTI [8].
JlebroT I'3T'A BapuabesieH W NpeJcTaBjeH JIMO6O HOpMaJib-
HbIM yYpoBHeM A/l, HE3HAYUTEJbHO MOBBILIEHHBIM YPOBHEM
aJIbIOCTEPOHA U M0/JaBJIeHHBIM YPOBHEM PEHUHA, JIM60 paH-
HUM MposiBjieHHeM pedpakTepHout ATl. CI-I puarHocTupy-
eTcsl Ha OCHOBaHUHU Npo6bl Jluaana (gekcaMeTa3oH NpUHU-
MatoT 1o 0,5 Mr Kaxkple 6 4 B TedeHHe 48 4) IpU Cynpeccuu
JleKCaMeTa30HOM a/IbJJOCTEPOHA KPOBH /10 IOYTU Heonpe/e-
JIsleMbIX yPOBHEH (HMKe 4 HI'/ /1) UM TeHETUYECKUM TeCTH-
poBaHueM. ['eHeTudeckoe TecThupoBaHue Ha ['3['A BbimoJi-
HAKWT GosibHbIM C [IT'A, y KOTOPBIX OTATOLIEH CEMeHHbIH
aHaMHe3 B oTHolieHuH [1I'A, MHCY/IbTa B MOJIOJJOM BO3PacTe,
¢ fe6wotoM Al' B MoJsIoZioM Bo3pacTe (Hampumep, MJajle
20 sieT).

CeMeliHbiid runepanbgocteponusm Il tuna (Cr-1I) Hacne-
JlyeTcsl 110 ayTOCOMHO-JAOMUHAHTHOMY THUIy. B oT/inuue oT
CI-1 ypoBenb anbgoctepoHa npu CI-Il He nogaBisieTcs npu
CyNpeccUBHOM NMpobe ¢ JeKcaMeTa3oHOM, FeHeTHYecKoe Te-
ctupoBanue Mmytauuu ['3T'A otpuniatesbHo. OTBETCTBEHHbIN
reH CBSI3aH C XpOMOCOMOM 7p22, HO ellle He UeHTUDUIIUPO-
BaH.

CeMelinbii runepanbaocreponusm Il tuna (CI-111) Bonep-
Bble OblJ OMHKCAH B CeMbe C TshKeNod Al' B paHHEM [JIeTCTBE,
CBSI3aHHOM C TUNepasbJOCTEPOHU3MOM, TUIIOKAJIUEeMUEN U
PE3UCTEHTHOCThIO K TMIIOTEH3UBHOH Tepanuy, Tpebyouen
JIBYCTOPOHHEH aZipeHaI9KTOMUH.

BpoxpaeHHas aucdyHKUMUS KOPbI HOAMNOYEYHMKOB
(BAKH) ¢ n36b1TkOM MMHEPANOKOPTUKOMAOB
CyuwectBytoT pa3sinunbie popmbl BJJKH B 3aBucuMoOCTH OT
TUIA FeHEeTUYEeCKUX MyTaluid W CBS3aHHOTO C HUMH ¢ep-
MEHTHOTO JedeKTa CUHTe3a 'OPMOHOB KOpPbl HaAOYEUHH-
KOB, BBbI3bIBAIOLIEro 3TU HapylleHus. /[IBa Tumna gedpeKkToB
$epMeHTOB BBLI3BIBAIOT HU36LITOK MHUHEPAJTOKOPTUKOHJIOB
npu BJKH: pedunut 11-B-rugpokcunazbl U JePUIUT
17o-rugpokcunasbl [9]. [lepBblil BbI3bIBAET CHHXKEHUE Bbl-
paboTKU KOpPTU30J1a C HaKoIJieHHeM 11-/1e30KCHKOpTH30J1a
U 11-1e30KCUKOPTUKOCTEepOHA (IpeJliecTBEHHUKA MUHepa-
JIOKOPTUKOU/I0B). 3a60/ieBaHUe NepesaeTcsl ayTOCOMHO-pe-
I[eCCUBHO, onKcaHo 6osiee 80 reHHbIX MyTauui. ['MnepTo-
HUsl, pa3Has CTelleHb BUPWIM3ALMU U HpexJeBpeMeHHOe
[10JIOBOE CO3peBaHUE Y 060UX M0JIOB SIBJISIOTCS KJIMHUYECKH-
MU pe3sysabtaTtamu Aedunura 11p-rugpokcunasnl [10]. [e-
dunuT 170-ruApoKcHUIasbl IPUBOJUT K CHUXKEHHUIO CUHTEe3a
KOpPTH30J1a C Nepenporu3BOJCTBOM KOPTHUKOCTEPOHA U J€3-
OKCHUKOpPTUKOCTepOHa (MHUHepasoKopTUKouza). ['mnepTto-

HUS, TUIIOKAJIMEeMHUS U M0JI0BOM UHGAHTUIN3M, BTOPUYHbIE
[0 OTHOLIEHUIO K FMIEProHaZ0TPONHOMY TUIOTOHAAU3IMY,
SIBJISIIOTCS OGIIUMU KJIMHUYECKUMU MPU3HAKaMHU 3TOro pac-
cTpoiicTBa. Tun Hac/leL0BaHUs sIBJsIETCS ayTOCOMHO-pelec-
CUBHbIM, Ha CErOAHSILIHUN JeHb onucaHo 6osiee 90 reHHbIX
myTanui [11].

Juarno3 gedunuta 11-B-ruipokcuiassl yCTaHABJIAUBAET-
Cs1 110 MOBBILIEHHBIM HCXOAHBIM YPOBHAM 11-71€30KCUKOPTH-
KOCTepoHa U 11-71€30KCUKOPTHU30/1a CO 3HAYUTENbHBIM I10-
BbIlIIeHUEeM UX ypoBHs nocie ctumyasauuu AKTI. YpoBHu pe-
HUHA U aJIbJI0CTepOHa B M1a3Me HU3Kue. Jedunut 17o-rus-
pOKCHJIa3bl MPUBOAUT K MOBBILIEHHBIM YPOBHAM 11-1e30K-
cukoptukoctepona, AKTI' ¥ roHaIOTPONUHOB € NO/IaBJAEHU-
€M ypOBHSl aHZPOTeHOB U 3CTPOTeHOB, YPOBeHb 17-rujpo-
KCUIIPOTrecTepOHa HU3KUH U He MOBBIIIAETCS NMPU CTUMYJIS-
uuu AKTT. OKoHYaTe/IbHBIN MAarHo3 B 060UX Caydasx MoJj-
TBepKAAeTCsl FTeHeTUYeCKUM TeCTUPOBaHHWEM MyTaLHU.

OCHOBO JieyeHUs] NALKEHTOB ¢ Aepunutom 11-B-ruapo-
KCHJIa3bl SIBJISAIOTCS TJIIOKOKOPTHUKOUbI, KOTOPble HOpMaJlU-
3ytoT ypoBeHb AKTT, ctumynupyromero cuntes 11-ae30kcu-
KOPTUKOCTEPOHa, y/y4dllasi TeueHHe THIepTOHUU. B HeKoTo-
PBIX cayyasx s JedeHust AI' MoxkeT NoTpe6oBaThCs J06aB-
Jienue aHTaroHuctoB MKP, Takux Kak CIMPOHOJAKTOH UJIU
amiepeHoH [10]. [TauuenTam ¢ fedpunuToM 17-o-ruipoKCH-
J1a3bl IPY HEOGXOAUMOCTH CJIelyeT Ha3HauyaTh IJIIOKOKOPTH-
KOU/Ibl U [10JI0BBIE CTepOUbl. [eHUTa/IbHbIEe aHOMAJIWH, CBsI-
3aHHble C BUpW/IM3aLHel, caeayeT JJeYUThb C TOMOLbIO COOT-
BETCTBYIOIIUX XUPYPTUUeCcKuX npouenyp [11].

®deoxpomoumuToMa U NApPAraHranoma

deoxpomonuToMa u mnaparanravoma (OXI/II) - HeW-
PO3H/I0OKPHUHHbBIE ONYX0JIM U3 xpoMadpPUHHON TKAHU MO3TO-
BOI'0 BellleCTBA HAaJNOYEYHUKOB WJM MapaBepTeOpasbHbIX
raHIJIMEB CUMIIATUYeCKOH Lieny, ceKpeTUpylollell ajpeHa-
JIUH U HOpaJpeHallH.

B o61ell monyIiUM 3TH ONYXOJIM PelKH, exXeroJHasl 3a-
6osieBaeMmoctb OXI/TIT cocrasaseTt 0,5-0,8 Ha 100 000 ye-
JIOBEKO-JIET, pAaCOIPOCTPAaHEHHOCTh CpeJid ManueHToB ¢ Al -
0,2-0,6% [12], ofHaKO OHA YBeJUYUBAETCS Y MALLUEHTOB C
ONYXOJIbI0 HaANOYEYHUKOB WJIM CeMeHHbIM aHaMHE30M
npepacrnoJiaraloliux reHeTUYeCKUX COCTOSIHUM, TaKUX Kak
myTtanuu nporoonkoreHa RET (MEN2), HelipodubpomarTos
tuna 1 (NF1), myrauuu ¢on Xunnens-Jluuzaay (VHL) u my-
Tanuu ¢pepMeHTa CyKLMHATAerugporesassl [13]. ¥ nauuen-
TOB C UHIM/IEHTAJOMaMH1 Ha/ANOYeYHUKOB 110 7% omyxoJieit
MoryT npejcraBiasaTb co6oi OXII. HacneacTBeHHas MpUYnHA
xpoMadPUHHBIX OMyXxoJsied BbIsiBJsieTC OoJsiee yeM y 30-
40% nauMeHTOB. YYUThIBas TshKeJsble 3a60JieBaHUs, acco-
LMUPYIOLHeCcs C STUMU CUHAPOMAaMH, ¥ MAllUEHTOB U3 IpyI-
bl pUCKa HEO6XOAMMO MPOBOAUTL MeHETHYECKOEe TECTHUPO-
BaHue. [Ipu6ausutenbHo y 15% nanuento OXI| kinHuve-
CKU He NPOSIBJISETCS.

YBesiMyeHUe ceKpelMy KaTeX0JaMHUHOB IPUBOJAUT K Ba30-
KOHCTPUKLIMHY, CBSI3aHHOM € aKTUBaLUEN Q-aZipeHOpeLenTo-
pPOB, U TaxWKapAuu 6Jarojaps pasApakeHUIo [-aJpeHope-
nentopoB. Al' sABisieTc BeAyLMM CHMITOMOM U MOXET
HMMeTb pa3InyHoe TeuyeHue: ycToiuuBas Al' c anusonamu op-
TOCTaTUYECKOH T'MIOTEH3UH U NAapOKCH3MaJbHOM runepro-
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HUeH; e JUHUYHbIE 3IU30/Ibl THIIOTOHUU; GBICTPhIE LUKIHNYe-
CKHe KoJieGaHUsl OT TMIIepTOHUM K TUIIOTOHUH B TeYeHUe He-
CKOJIbKUX MUHYT. Ts>Keslash opTocTaTUdecKas TMIOTEH3Us C
CUHKONAJIbHBIMU 3MU30/JaMU MOXKeT UHOT/Ia BOSHUKATh U3-
3a UCTOILEHUS] BHYTPUCOCYJUCTOr0 06beMa MpU OMYXOJISX,
CEeKPeTUPYIOIIUX MPEeUMYLeCTBEHHO aJ[peHa/IuH, 4TO 06-
YCJIOBJIEHO Ba3oJMJIaTalleH, OIocpeJloBaHHOM [3,-ajpeHo-
penentopaMu. [lapokcusmasbHBIM XapakTep BbICBOGOX/e-
HUSI KaTeX0JJaMUHOB OObSICHSET 3MU30JUYECKUIN XapaKTep
cumnTomMoB nipu OXI[/IIT'. BoJbIIKMHCTBO NMAIUEHTOB UMEIOT
cnenudUyecKkue NpPU3HAKK 3a60JiIeBaHUSA: TOJIOBHbIE 6OJIH,
3MM30/bl TPEBOTH, MAHUKU U YYalleHHOTO cepjlebueHus,
npody3Hoe NOTOOTAEe/eHHE.

3a60J1eBaeMOCTb U CMEPTHOCTb OT CeP/eYHO-COCYAUCThIX
3a6bosieBanuil y narnpertos ¢ OXII/IIT B 14 pas BhllE, 4eM Y
MaLlMeHTOoB C 3cceHuaabHOM Al'. PaHHee BbIsiBJIeHME TI03BO-
JIIeT OCYLIeCTBUTb NPOPUIAKTUKY CepAedHO-COCYIUCThIX
HCXO/I0B WJIM paHHee JieyeHHe MeTacTa3oB MpPU BBICOKOM
pHCKe 3JI0KaueCcTBeHHbIX XpoMadUHHBIX omyxosei (pac-
npoctpaHeHHocTb 10-17%).

TectoM BrIGOpa A1 Uckiatodyenuss OXI apaseTcs onpese-
JleHHe CBOOOAHBIX MeTaHepPHUHOB IJa3Mbl (MeTaHeppHH,
HopMeTaHeQPHUH U METOKCUTHUPAMHUH), B3AThIX B IOJIOXKe-
HUM Jie)xa Ha CIHUHEe WM NyTeM 24-4acOBOM 3KCKpeLrH
dpaKMOHUPOBAHHBIX MeTaHePPHUHOB C¢ Mo4oH. JlekapcT-
BeHHbIe NpenapaThl, BJUAIOIINE Ha pe3yJIbTaThl TecTa (CUM-
NaTOMUMETHUYECKUE CPeJICTBA, KI03aMKH U Jpyryue NCUXOTH-
KU, TPULUKJIMYECKHe aHTU/eNPECCaHThl), JOJKHBI ObITh OT-
MeHeHbI B TeyeHHe 2-3 HeJl J10 GUOXUMHUYEeCKOTo UCCe/loBa-
Husl. [loBbIlIeHHEe YPOBHS MeTaHePPHUHOB B MJIa3Me UJIH MO-
ye 10 KpaiiHell Mepe B 4 pasa Bblllle BepXHeTo Mpejesa HOp-
MbI CUUTAETCS JUuarHoctuyeckuM npusnakom OXII/IIT. Hop-
MaJibHble YPOBHU MeTaHepPHUHOB B IJIa3Me WJIU MO4Ye HC-
kaovarT Hannuue OXI/TIT. [ToBbilieHHEe YPOBHS MeTaHed-
pPHHOB B I/Ia3Me UJIM B Mo4ye MeHee 4yeM B 4 pa3a BepxXHero
npejiesia HOpMbl, KaK MPaBUJIO, SBJAAETCS JIOXKHOIOJIOMKH-
TeJbHbIM. [IpY COMHUTE/NbHBIX pe3yJbTaTax BO3MOXKHO HC-
cle/loBaHUe IJIa3MEHHOr0 XpOMOTpaHMHA A WM NpoBeje-
HUe NMpo6bl ¢ KJIOHUAWHOM. HecmocoGHOCTb CHU3UTH Ypo-
BeHb HOpMeTaHeppHHa B Mma3Mme GoJiee yeM Ha 40% wuiu
HOpanuHeppuHa B Ma3Me Gosiee 4yeM Ha 50% dyepe3 3 4
nocsie npueMa KJaoHuuHa B f03e 0,3 mr/70 Kr mMacchl TeJsia
CUUTAETCH OTKJIOHEHHEM OT HOPMBI U NpeAnoJiaraeT aBTo-
HOMHO€E IPOU3BOJCTBO KaTeX0JaMUHOB. B peJkux caydasx
OXI/TIT' nmpoayuupyeT 6GoJblIOEe KOJUYECTBO JodpaMUHA.
[Ipu onpefeneHun Metabonuta gopamMuHa — 3-MEeTOKCUTHU-
paMHHa MNJa3Mbl HEOOGXOAMMO MPUJEPKUBATHCS CIHELU-
aJbHOM JueThl. 3a60p KPOBU [JO/DKEH OBITh CHesaH cpasy
1ocJjie HOYHOTO CHa.

KT wusu MarHuTHo-pe3oHaHcHas Tomorpadus (MPT)
OPIOLIHOM MOJIOCTU M Ta3a BU3YaJM3UPYIOT ONyXoJb B 95%
cay4daeB. Eciu nioTHOCTb o6pasoBaHust Ha KT cocraBaser
<10 epunun Xayncounga (HU), auarnos OXI| moxHO uc-
k1t049uTh [12]. [lns [T rosioBkl U 11eu pekoMeHgoBaHa MPT,
T.K. ee YyBCTBUTeJbHOCTb Bbllle, yeM KT, u cocraBiser
90-95%. Ecau omyxosd He OGHAPYKUBAIOTCS C MOMOLIbIO
KT/MPT y nanudeHTOB ¢ GMOXMMHUYECKMMHU NpPHU3HAKAMHU
OXII/IIT, cnepyeT NpoOBeCTH CIIUHTUTPAPHIO C MeTalo16eH-

3uaryanuguaom (B31-MIBG wau 23[-MIBG) uau cuuHTUTpa-
¢uto ¢ 1MIn-oKTpeoTH0M /151 BhISIBJIEHUS] BHEHA/IIOYEeYHU-
KOBOT'O WJIM METAacTaTU4YeCcKoro 3aboJsieBanus [14, 15].

[IpubausutenbHo 35% BHeHaJMO4YeYHUKOBBIX U 10%
HaanoyeyHUKoBbiXx OXI[/II aBaATCA 3710Ka4YeCTBEHHBI-
Mu. [Jlna 3n10kavectBeHHOU PXI| MO3UTPOHHO-3MHUCCUOH-
Hasi ToMmorpadus c BF-¢pTopmomamuHOM HMeeT GoJblie
NpeUMyLIecTB, 4YeM CLUHTUrpadus ¢ MeTailofb6eH3uUATya-
HugrHOoM. Becem nmanuenTtam ¢ OXI/IT nokazaHo paccMoT-
peHue BoIlpoca 0 MPOBeJeHUU reHeTHUYeCcKoro ob6cie 0Ba-
HUsl, MO3BOJIAIOUIET0 paHblle JUArHOCTUPOBATb CUHJPO-
MaJibHble GOpPMBL.

Xupypruueckasi peseKLdsl HailoYe4yHUKa fABJseTCS Tepa-
nueit Boi6opa. [lepes onepanyeil NpoBoJUTCS MeJUKaMeH-
TO3Has MOATOTOBKA C IeJIblI0 HopMasin3oBaTh A/l U yacToTy
CepAevyHbIX COKpallleHUH U NpeJoTBPAaTUThL MHTpaolepa-
IIMOHHYI0O U IOCJeoNepalUoHHYI0 AeKoMneHcaunuio. [ns
cHmkeHUs A/l Ha3HAYalOTCsl HeceJleKTUBHbIE O-aZipeH06.10-
KaTopbl (peHOKCM6EeH3aMH1H) WK CeJIEKTHBHBIE O -aZIpeHo-
6J10KaTOpbI (I0KCAa303UH), 6JIOKATOPbI KasbLMEBBIX KaHa-
JIOB IPUMEHSIOTCS B KaueCcTBe JJONOJHUTEJbHOr0 Npenapa-
Ta AJd AajbHelllero yay4iieHus koHTposas A/l y mauueH-
TOB, KOTOPBIM yKe ObLIM Ha3zHauyeHbl a-aZipeH0610KaTOPBI.
B-AnpeH06JI0KaTOPbl HA3HAYAIOTCS NpeJoNepaluoHHO MpHU
TaXUKapAuu U TOJbKO IOC/Ie NMpeJBapUTebHOT0 pUMeHe-
HUsA «a-aapeHo6JsokaTopoB [15]. [ns mpemoTBpalleHUs
HocJeonepalOHHON TUNOTEH3UM NalMeHTaM pPeKOMeHJy-
eTCsl lueTa C BBICOKHUM COJiepKaHHWeM HaTpUsl B COYETAHUU C
BbICOKUM MOTpe6IeHHEM KUJKOCTH.

CTaHZapTHBIM JIeYeHUEM SIBJISETCS HAO0CKONIUYecKas aj-
peHasnakToMus. [Ipu sedenuu I rosI0BEI U LIeW YacTo He-
06X0ZMMBI JIOTIOJIHUTEJbHblE METO/bI JieUeHH s, TAKhe KaK
CTepeoTaKCUyecKass PaJUuOXUPYprusi U BHELIHAS JiydeBas
Tepanus. /I Bo3ielcTBUS Ha OMyX0JIEBBIN POCT NPU 3/10Ka-
yectBeHHOU OXII/TII' BO3MOXXHO XUPYpruyecKoe JieyeHUe,
pajjuoTapreTHasl Tepanus, IPU KOCTHBIX MeTacTasax — JUcC-
TaHIIMOHHAdA JiydyeBas Tepanus. Metactatudeckue OXI/IIT
HeM3JIeYHMbl, JieueHUe HallpaBJeHo Ha CMsArYeHHe CUMIITO-
MOB, BTOPHUYHBIX 110 OTHOLIEHHIO K U30BITKY KaTeXoJaMU-
HOB, JIOKaJIbHOMY MaccoBoMy 3¢ deKTy, 601, CBA3aHHOU C
MeTacTa3aMH, U o0leld omyxosieBod Harpyske. Bo3aMoxkHO
WCI0JIb30BaHKe IpenapaToB JAJs JedeHUss HeHpobJacToM,
131]-meTalioA6eH3UITYaHUJUHA, PAJUOTAPTETHON TePaNUH C
panuousotonamMmu 177Lu-DOTA-octreotate u 90Y-DOTA-
octreotate [15].

Cungpom Kywmnra

Cunzpom KymuHra xapakTepusyeTcss XpOHUYEeCKHM BO3-
JeiicTBUeM cynpadU3U0JIOTHYECKUX YPOBHEH TJIIOKOKOPTH-
KOU/I0B B pe3yJsibTaTte runepcekpenuu AKTT uau koptusona.
Hanbosiee yactasgs nmpuyrMHa TUNEPKOPTHULU3MA — SK30TEH-
HbIM NpUEM TJIIOKOKOPTUKOU0B. OCHOBHOW NMPUYUHOW 3H-
JIOTEHHOT'0 TUNEPKOPTULIM3MA SBJISIOTCSA OMYyXOJH rUnodu-
33, cekpetupywinue AKTT, koTopsie BoisgBasitoTcsa y 70% na-
uueHToB. CunApoM akTonuveckol cekpeuuu AKTT, aneHoma
HaJIIOYeyHHKa, KapLMHOMA HaJIOYeYHHUKA WM TUIepIia-
315 HA/IIOYEYHUKOB — TOpa3/io MeHee YacTble IPUYHUHBI, CO-
crapsstoe 10-15% cay4daes.
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AT BcTpevaeTcs1 y 70-85% B3pOC/IbIX TALMEHTOB C 9HAOT€H-
HBbIM THIIEPKOPTULM3MOM, a 3H/IOT€HHbIH TMIEePKOPTULU3M
ob6HapyxuBaetcs y 0,5-1% nanueHToB ¢ runepreH3ued. CHU-
»KEHHEe CYTOYHBIX KOJIe6aHUH YPOBHSA KOPTH30J1a NO/ABAsIEeT
HOpMaJsibHOe ¢u3HoJoruYeckoe cHKeHue A/l B HOYHOe
BpeMs. U36bITOK KOPTH30J1a HAKaMJIUBAETCA U CBSA3bIBAETCS
¢ MKP, 4To NpuBOAUT K 3a/iep>KKe HATpHsl, BbIBEJIEHUIO Ka-
JIUS ¥ YBeJIMYeHHIo 06beMa KpoBU. KopTusou gelicTByeT Ha
COCYJUCTYI0 CUCTEMY, YMeHbllas ypPOBHU Ba30JUJIaTaTOP-
HBIX 9JIEMEHTOB, TaKHe KaK CMHTa3a OKCH/JIa a30Ta, IpoCTa-
LUKJIWH, OPOCTarJaHAUHbl U Ka/UIMKPEeUH, U yBeJU4YuBasi
YPOBHHU 3H/OTeJMHA-1, MenTH/a, BbI3bIBAIOILETO CHUJIbHOE
cyKeHHue cocyZioB. U36bITOK KOPTH30J1a MOXKET CTUMYJIUPO-
BaTb BBIPAOOTKY KaTeX0JaMHHOB 3a CYeT CBOEro Bo3Jel-
cTBUS Ha XpoMadGUHHBIE KJIETKU HaAMOYEeYHUKOB.

[lepes Hauasi0M 06ceJOBAHUS BO BCEX CAyYasx KJIMHUYe-
CKU NO0J03peBaeMoro cuHJpoma KyurHra Heo6X0AUMO Hc-
KJIOUYUTh NMPUEM 3K30TeHHBIX KOPTHKOCTepou10B. [Ipu 06-
cJ1eZJOBaHUU NPOBOAUTCSA OJJHO U3 CKPUHUHTOBBIX HCC/IEN0-
BaHUMN: CYTOYHBIA CBOGOAHBIN KOPTHU30J B Mo4ye (MUHUMYM
2 o6pasua), HOUHOH KOPTHU30JI C/IIOHBI, HOYHON MOJABJISIO-
muid Tect ¢ 1 Mr gekcaMmerasoHa. CiydaillHoe U3MepeHHe
KOpPTH30J1a B IJ1a3Me HeMHPOPMATUBHO [JIJIsI CKPUHUHTIA W3-
3a 3aMeTHOH BapuabeJIbHOCTH ero ypoBH4 [16]. Cieayomum
1I1aroM B JMarHOCTUKe siBjsieTcsl usamepeHue ypoBHst AKTT.
Ero nojaBsieHMe yKa3blBaeT Ha MATOJIOTMIO HAZIOYEYHUKOB.
[Ipu ee momo3peHUU cieLyeT MPoBecTH KOHTpacTHy KT
Hajno4yedHUKoB. Eciu ypoBenb AKTT BhicOKUE UM BBICOKO-
HOpMaJIbHbBIH, ciaeayet caenatb MPT runodusa. AxeHoma
runo¢dusa 6osiee 0,6 cM MOXKeT yka3blBaTh Ha 60sie3Hb Ky-
LIMHTA, IPY MeHblIeM pa3Mepe aJleHOMbI UJIU ee OTCYTCTBUU
peKOMeH/I0BaHO NpoBeieHre 60/IbLION NPO6LI C JeKcaMeTa-
30HOM (C MCIOJIb30BaHHWEM 2 M JleKcaMeTa3oHa 4 p/cyT B
TedeHUe 48 4) U/UIM CTUMYJIUPYIOLIETO TeCTa C KOPTUKO-
TponuH-punusuHr-ropmorom (KPI'). [logaBieHue kopTHuso-
Jla C BBICOKMMH [Jj03aMH JleKcaMeTa30Ha WJIM MOBbILIEHHE
ypoBHA KopTu3osa Ha 20% nocne BBegenusa KPI' ykasbiBaeT
Ha runodursapHyl0 CeKpelyio KOopTUKoTpomnuHa. Cieayio-
LIUM LIAroM siBJSeTCsl ABYCTOPOHHUN 0TOGOp Npo6 KPOBU U3
HIDKHUX KaMEHUCTBIX CUHYCOB C U3MepeHHeM HaTUBHOIO
wiu KPT-ctumynupoBanHoro AKTT [15, 16]. Eciiu npu 3a60-
pe KpOBU U3 HMKHUX KaMEHHCTbIX CUHYCOB He IOJIy4eHO
rpagueHTa koHueHTpanuu AKTT, He06X0AMMO BBINIOJTHUTD
BU3yaJM3aLUI0 IPYAHON KJIETKU U/Uar GPIOLIHON MOI0CTH
Y Tasa [JJig BblABJEHMUA 3KTonudeckoro ucrtouyHrka AKTT.
[l BBISIBJIEHUS CKPBITHIX OMyX0Jied MOXKHO HCIO0JIb30BaTh
HOBeillive BU3ya/JU3allMOHHbIE UCCIeJOBAHUSA A/epHOH Me-
JULUHBI, B TOM YHCJe HalpaBJeHHble HA peLenTopbl coMa-
TOCTaTHHA.

Xupypruyeckasi pe3ekius HOBOOOpPA30BaHUS SBJSETCS
JledeHueM 1-U siuHUM npu 60s1e3HU KylinHra, BKJIOYasi oJi-
HOCTOPOHHIOI apPEHAIKTOMUIO, TpaHCCHEeHOUIATbHYIO
afgeHoMakToMuio, pesekyuto AKTT-cekpeTupytouieit onyxo-
JIM U pacceyeHHe JUMpaTUUeCKUX y3J10B. s aZileKBaTHOU
MOATOTOBKH MallMeHTAa K OllepaTUBHOMY BMelIaTelbCTBY HC-
MOJIb3YIOTCS NpenapaThl U3 TPYyNINbl 6JJ0KaTOPOB CTEPOUJIO-
reHe3a KeTOKOHA30J1, METUPAINIOH, MUTOTAaH U 3TOMHUJaT. Me-
TUpANoOH, UHIMOUTOp depMeHTa 11B-ruzapokcunassl (gua-

na3oH 103 1-4 r/cyT B pa3jesieHHbIX 103aX), 3pPeKTHBEH
JIJIS1 KPATKOCPOYHOTO U [JOJITOCPOYHOr0 KOHTPOJIsSI U36BITKA,
O/IHAKO MMpenapaT MOXET YBEJUYUTh CHHTEe3 Ha/lI0YeyHHKa-
MH CTEPOUJIOB C MHHEPAJIOKOPTUKOUAHOH aKTHUBHOCTHIO,
KOTOpbIe yCyry6uIsitoT runepTeHsuto [17]. lpyrue npenapa-
ThI, CHU)KaKLll1e YPOBeHb KOPTH30J1a, TaKWe KaK KEeTOKOHa-
30JI, MUTOTAH U MHUQENPUCTOH, TAKXKe OKa3bIBalOT 6Jaro-
TBOPHOE BJIMSIHME Ha TMIIePTeH3UI0 MpU cuHApoMe KyunH-
ra, X0Tsi HeOGXOIUM TINATeJbHbI MOHUTOPHUHT MOGOYHbBIX
3dpdekToB 3Tux npemnaparoB [18]. [IpenapaTsl, AeHCTBYIO-
mye Ha runodus, KabeprovH U NacUuPeoTH I, TUTPYIOTCS [0
JIOCTIKEHHUsI HOPMaJIbHOTO YPOBHsI CBOGOJAHOr0 KOPTH30J1a
B Moye, OHU 3¢ deKkTuBHO cHMKatT AJl. KabeprosivH fomoJ-
HUTEJIbHO CHWXKaeT A/l myTeM yBeJWYeHUs] Ba30uIaTalUU
3a cyeT AopaMuHOBBIX pelentopoB D1 [19]. B oTaesnbHbIX
C/ly4asix C OCTAaTOYHOM OMyXOJIbI0 MOXET IOTpPe6GOoBaThCs
JlydeBasi Tepanusi runodusa, XoTs OHa CBsi3aHa C 6oJiee Bbl-
COKOH 4aCTOTOH [JOJITOCPOYHBIX OCI0KHEHUH, BK/IH0Yasl aH-
TUIIONUTYUTAPU3M.

Akpomeranus

AkpoMerasivsi BOSHUKAET B pe3ysbTaTe AJUTEeJbHOI0 BO3-
JnercTBUs u3bbITKa ropMmoHa pocta (CTT - coMmaToTponHbIN
ropMmoH) y B3pocibiX. CTT oka3biBaeT a¢pdeKT Ha opraHusM
yepe3 GesIKOBble MOJIEKYJIbI HHCYJHHONOA06HOTro dakTopa
pocra-1 (MDP-1), cekpeTupyeMble nedeHblo. [Ipeamnosarae-
Masg pacnpocTpaHEeHHOCTb 3a6oJieBaHUS COCTABJSAET
30-60 cnyyaeB Ha 1 MsH HaceneHusi, a Al BcTpeuaeTcs B
40% cnydaes [20].

B 6osee yeM 95% ciydyaeB MPUYUHOW aKpOMerajuu sB-
JIIeTCsl COMATOTPONKMHOMA runodu3a, BbI3blBaoLas U36bI-
Tounyto npoaykiuw CTT u UOP-1. Menee 5% ciy4yaeB npej-
CTaBJAIOT COG0M pe3yJbTaT ONYXOJM THIOTalaMyca WJId
HeUPO3HJOKPUHHOMN OMYXO0JIH, CEKpeTUpYIollell coMaToIu-
6epuH, WY, B peJIKUX cay4dasx, runepnpoaykuuu CTT akTo-
MUYeCKOHW oIyxosieBOW TKaHbi [21]. U36BITOK cOMaTOTpO-
NMHA NPUBOAUT K IOBBIIIEHUIO MJAa3MeHHOr0 YpPOBH:
UOP-1, npoaynupyeMoro ne4yeHblo, UYTO BbI3bIBAeT Ype3Mep-
HBIH POCT COMaTUYeCKUX TKaHeH, JOCTUras BbICIIed TOUKU B
KJIMHUYECKUX POsIBIeHUsAX akpoMeranuu. Al' Habo1aeTcs
y 50% mnauueHTOB C aKpoMerasiued U sIBIASETCS BaXKHbIM
baxTopoM pa3BUTHUSA CepJleYHO-COCYAUCTON NATOJIOTHH, OC-
HOBHOH M3 NPUYHUH CMEPTHOCTH NPHU JAHHOW MaTOJIOTHH.
MexaHu3MbI pa3BUTUsA Al Ipy akpoMerajuu BKJIOYAIOT TPU
BO3MOXHbIX paKTOopa: MHAYLUPOBAHHAS PE3UCTEHTHOCTHIO
K UHCYJIMHY akTuBauus PAC; yBesIM4eHHbIH 00'beM IJIa3Mbl,
BTOPUYHBIN [0 OTHOLIEHUIO K npsiMoMy AeictBuio CTI Ha
NOYKH; COMaTOTPONMH-UHAYLHUPOBAHHAA Truneptpodus
MSITKHX TKaHel pOTOTJIOTKH, NPUBOJAILAS K 06CTPYKTUBHO-
My allHO3 BO CHe.

[lagpeHTaM € MOAO3peHHEM Ha aKpOMerajuio MPOBOAAT
uccaesoBanve ypopHsa MOP-1 [22]. BuoxumMuyeckum moj-
TBepXKJeHHeM aKpOMerajuy y MalMeHTOB C MOBbIIIEHHbIM
WJIM COMHUTeJbHbIM ypoBHeM VUDP-1 aBaseTca TecT Ha To-
JIEPaHTHOCTb K I'JIIoKo3e (75 T IJII0KO3bI per 0S ¢ UccaefoBa-
HUeM YpOBHSI TOPMOHA pocTa Kaxjble 30 MUH B TedyeHHUe
2 4), KOTOpPbIM OKa3bIBaET OTCYTCTBUE N10JABJIEeHHUs] YPOBHS
CTl Bo BpeMs runepriukeMyuu. HopmasibHble mokasaTenu
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CTT Ha ¢oHe IJIIOKO30TOJIEPAHTHOIO TeCcTa — MeHee 1 HI /M1
MocJie Harpy3Ky IJIIOKO30U B JIIO60H U3 5 Touek, KpoMe bOa-
3asbHOM. [Ipu Hannuuum CJl BO3MOXKHO UCCIeJOBAHUE PUTMA
CTT (5 Touek B TeueHHe 2 4 c uHTepBasioM B 30 MuH). B 6uo-
XUMHUYECKH NMOATBEPKAEHHBIX CIy4asx JoKaau3aLuo 3a60-
JIeBaHUs CJIe[lyeT NMPOBOJUTbL C MOMOIIbI0 BHU3YaJIU3UDPYIO-
mero vccaepoBaHus. MPT runodusa BulABAsAET MaKpoaje-
HOMy npuMepHO B 77% ciy4daeB. OLieHKa 1oJiel 3peHus pe-
KOMEeH/yeTcs BO BCeX C/Iydasix MaKpoaJleHOMbl runodusa Ha
MPT. Ecnu Busyanusanus runodusa oTpylaTe bHa, Cleay-
eT U3MEePUTh YPOBEHb FOHAJ0IUOEPUHA, YTOOb! HCKIIOUYUTD
pefKylo JioKaJau3aluio 3a6ojieBaHUsl B HIOTajJaMyce WU
JPYTUX TKaHSX, IPU HEOOXOJUMOCTHU C COOTBETCTBYIOIIEH
BH3yasM3alen.

Bce omnepaGesibHble OMyXoJau Trunodpusa JOKHbI OGbITh
yAasieHbl ¢ IOMOILbI0 TpaHCCHeHOUAANTbHON TUNOQU3IKTO-
Muu. [Ipu yjaleHuH HEKOTOPbIX 6OJIBLUINX ONyX0Jel MOXKeT
NOTPe6OBaThCsl TPAaHCKPAHUAJIbHBIM WM KOMOGUHHUPOBAH-
HbIH focTynbl. [loBTOpHAs onepanus MoXKeT OTpe6oBaThC s,
ec/Iv IepBOHavYa/IbHas MpoleAypa He yjaana BCIo OMyX0JIb.
Yepes 12 Hej mociie onepanydu NpoOBOASAT OLEHKY YPOBHEH
CTT u UDP-1 u Bu3yanuzauuio runodusa AJjs noATBepKAe-
HUSl peMUCCHMU 3a6osieBaHUsl. MeAUMKaMeHTO3HOe JiedeHHe
Ha3HayaeTcs, eC/IM ONYX0Jb HeonepabeabHa UM IPU pelu-
JlMBe I0CJle OllepaTUBHOr0 BMellaTe bCTBa. AHAJIOTH coMa-
TOCTaTHHA (OKTPEOTHU/], JAHPEOTH/I, TACUPEOTH/]]) U aHTAro-
Huct perentopoB CTT' (m3rBucoMaHT) - 3TO JiBa KJacca npe-
napartoB ¢ xopouel 3¢peKTUBHOCTbI0. MOTYT IPUMEHSAThCS
aroHUcCTHI AodpaMUHa, TaKue Kak KabeprosivH [23]. B Heko-
TOPBIX CIyYasix AJs1 YCUIeHUs] OTBETA Ha JiedeHHe TpedyeTcs
coyeTaHHUe Pa3HbIX KJACCOB MIPeNapaToB B pa3HbIX pexUMax
npueMa. JlydeBasi Tepanusi TakXKe MOXeT 6bITb HE06X0 MMa
B C/Iy4asix COXpaHEHUsl OCTATOYHOW TKaHU aZleHOMbI, KOT1a
MeJlMKaMeHTO3Hasl Tepanus He M03B0oJIsieT KOHTPOJIUPOBATh
60J1e3Hb.

3a60neBaHNS LMTOBUAHOM XeNnesbl

3a6oJieBaHUs IMTOBUAHOM YKeJ1e3bl ABJISAKTCS BTOPOH 10
4acToTe NPUYMHOMN 3HIOKPUHHBIX 3a60JIeBaHUM IOC/e ca-
XapHOTro AuabeTa. X0Ts1 OHU He CBSA3AHBI C TSKEJIOW TUIep-
TeH3Mel, Kak TUIIOTUPEO03, TaK U TUIEPTUPEO3 MOTYT BbI3bI-
BaTh MoBbilieHre A/l y HEKOTOPBIX MaLKEeHTOB.

T'unomupeos

['unoTupeo3 — pacnpocTpaHeHHOe 3H/A0KPUHHOE 3a6oJie-
BaHMeE, KOTOPOe Yallle BCTPeYyaeTCcsl B CTAPLIMX BO3PACTHBIX
rpynnax. CyOKJIMHUYECKUH TUIIOTHPEeO03 (6€e3 ABHBIX CUMIITO-
MOB Y MPU3HAKOB) Mopa)kaeT okoJsio 3-8% B3pocsoro Hace-
JIeHUs], K 6-My JeCATUJIETUIO )KU3HU €ro 4acToTa JOCTUTAeT
npumepHo 10%. PacnpocTpaHeHHOCTb MaHU(PECTHOTO TUIIO0-
TUpeo3a coctasiseT oT 0,3 10 0,4% B 001el MONYISALNU U
o 3-6% cpeau MaLMEHTOB C runeptoHueld. Haubosee ya-
CTOW NPUYHMHOU MEPBUYHOI0 TMIIOTUPEO3a B CTPAHAX C afleK-
BaTHBIM MOTpPebJIeHHEeM Ho/ia ABJISIeTCS ayTOUMMYHHBIN TH-
peouaut XaumumoTto. K gpyrum, MeHee pacnpocTpaHeHHbIM
COCTOSIHUSIM OTHOCSITCS SITPOTeHHbIe MPUYHHbI (MCIOJIb30-
BaHMeE PaJIUOAKTHUBHOIO H0/1a, TUPEOUJ3KTOMHUS U BHEIIHEe
00JTy4eHHUE 1lIeU), UCII0JIb30BaHUE OTpeie/IEeHHbIX JIEKAPCTB,

TaKUX KaK UHTUOUTOPb! THPO3UHKUHA3bI, U UHOUJIBbTPATUB-
Hble paccTpoiicTBa. Bpagukapaus, yMepeHHasi TUIIEPTEH3Ms,
HU3KOe IyJIbCOBOE JIaBJeHUe U IPUTJIyLIeHne TOHOB cep/iLa
SIBJISIIOTCS HauboJsiee 4aCThIMU IMPHU3HAKaMHM THIIOTUpPeEO3a.
MexaHHU3MBI, JieXallllie B OCHOBE FMIIepTEeH3UH, CBSI3aHHOH C
TUIIOTHPE030M, HEU3BECTHBI, HO IPeAI0JaraeTcs, YTo NOBbI-
IIeHHue CUCTEMHOI0 COCYJHCTOr0 CONMPOTHBJIEHHUS, CBSI3aH-
HOe ¢ HapyuleHHeM QYHKLUUM 3HJOTE/Ms], 3aJepKKOM HaT-
pHs MOYKaMU U NOBBIIIEHHOM ECTKOCTbIO apTEPUH, UT'PAET
onpejiesieHHYI0 poJib. CKPpUHUHT TUNOTUPeo3a OCHOBAaH Ha
W3MepeHUHU ypoBHSA TUpeoTponHoro ropmoHa (TTT). IloBkI-
meHHbIN ypoBeHb TTT yka3biBaeT Ha NepBUYHBIN TUIIOTUPE-
03 U TpebyeT OLleHKU C NOCTAeAYIOLUIUMU U3MEePEHUSIMH CBO-
6oHoro TupokcrHa (T4). J/ledueHue 3aK/I04aeTCsl B IpUeEMe
3K30TeHHbIX TOPMOHOB, CHHTETHYeCKUX $opM L-TUpOKCHHA.
Hapsiexaiiuii KOHTPOJIb TUIIOTHPEO03a € TOMOILbI0 3aMeCTH-
TeJbHON Tepanuu L-TUPOKCMHOM NPUBOAUT K HOpMasiu3a-
nuu A/l, Kak ¥ MHOTHX IpYTUX aHOMaJIUH, CBA3aHHBIX C 3TUM
3a60JieBaHUEM.

Tupeomokcuko3

PacnpoctpaneHHocTb Al' y manMeHTOB € TUPEOTOKCUKO-
30M cocTtaygeT oT 10 g0 50% B 3aBUCHMOCTH OT BO3pacTa.
['unepTupeo3 yBeqUYUBaAET cepjAedHbId BbIGpoc Ha 50-
300% u3-3a CHUKEHHUS CUCTEMHOTO COCYAUCTOT0 COMPOTHB-
JIeHUSs1, YBeJIMUeHUs1 YacTOThl Cep/leYHbIX COKpallleHUH, yBe-
JIMYEHUS BbIOPOCA JIEBOTO JKeJylouKa U 06'beMa KpoBH [24].
Cief0BaTeNbHO, CUCTOIMYECKasl TUIIEPTEH3Us C pacIiUpeH-
HBIM MYJIbCOBBIM JlaBJI€HUEM SIBJISIETCS O6BIYHBIM KJIMHUYe-
CKUM IpOSIBJIEHHEM THPEOTOKCHUKO3a. [IoHMKeHHBIH ypo-
BeHb TTI' B CbIBOPOTKe C MOBBLILIEHHBIMU YPOBHAMU CBOGO/ -
Horo T4 u TpuitoaTuponuHa (T) noaTBepKAAET [JUATHO3 TH-
peoTokcruKko3a. CKaHUpOBaHMeE MOTJIOLEHHS PaJiMOaKTUBHO-
ro ¥o/ia MoJie3HO NalMeHTaM C TUIepTUpeo3oM Ajs gudde-
peHLIMaLMK COCTOSIHUM ¢ BBICOKUM MOTJIOIeHUeM HoJa, Ta-
KUX Kak 60sie3Hb ['peliBca MU TOKCUYECKUH MHOIr0Y3JI0BOU
300, OT COCTOSIHUHM C HU3KUM IOTJIOIeHUEM, BKJII04as NO/0-
CTpPBIN UM BbI3BAaHHBIM aMHOJapOHOM TUPEOUAUT. [lanuen-
TaM C TUPEOTOKCUKO30M CJie[[yeT Ha3dHayaTb GJIOKATOPHI
B-aZpeHOpeLEenTOpOB JJis CHUXKEHUS TUIlepUHAMHUYECKOro
COCTOSIHUSl Y TUNEePTOHUU. Ucnosb30BaHUe paJIHOAKTUBHO-
ro Moja, XUPypruyeckoro JieyeHUs] U THUPEOCTATUYECKUX
IpenapaToB 3aBUCUT OT KOHKPETHBIX IPUYUH TUPEOTOKCU-
K03a U BbIOOpa NalMeHTOB.

MepBnYHBIN rMNepnapaTupeos

[lepBuuHblil runepnapatupeos (III'TIT) Bo3HukaeT B pe-
3yJIbTaTe yBeJUYEHUs] CEKpeL U NapaTUuPeoUHOro ropMo-
Ha (IITT) mapamMTOBU/HBIMH KeJie3aMU. PacnpocTpaHeH-
HocTb [ITTIT B monysnsiuuu 1%, GOJBIIMHCTBO COCTABJISIOT
JKEHLIMHBbI B NOCTMeHOMNay3e C pa3BUTHEM 3a60JeBaHUS B
TeuyeHHe MepBOro AecATUIEeTHs MOoCae HACTYIJIEHUS MeHO-
nay3bl. Pacnpoctpanennocts [II'TIT moxeT gocturats 2,1%
y TIOXKUJIBIX JIFOJIe .

[I'TIT vamie Bcero BbI3bIBAETCSA COJIMTApPHOU A06poKave-
CTBEHHOM aJleHOMOM NapalmuToBUAHBIX Kese3 (80-90%
cy4daeB), pexxe — MOPaKEHUEM HECKOJIbKHUX KeJsle3, COCTOsI-
UM JIM60 M3 MHOXECTBEHHBIX afleHOM, JU6O0 U3 MYyJbTHU-
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rjaanayasapHoi runepmiasuu (10-20% cayyaes). Kapuuno-
Ma NMapalMTOBUAHBIX XKeJle3 — oueHb peakas npuyuHa [ITTIT
(<1%). BeccuMnToMHas runepkaableMusi, 0GHapYKeHHasI
IIpY PYTHUHHBIX J1a6OPaTOPHBIX HCCIEe[0BAaHUSAX, HauboJee
4acTo NpUBOAUT K noctaHoBKe auarHosa [II'TIT. [TagueHToI
MOTYT UMETb NPU3HAKU U CUMIITOMBI, CBSI3aHHbIE C MOBBI-
meHHoU cekpenuedt [ITI u runepkanbiyemueit. [IposBie-
HUsl, HETOCPeACTBEHHO CBsA3aHHble ¢ U36bITKOM IITT, - mo-
YyeyHOKaMeHHas 00Jie3Hb U MeTaboJIMyecKue H3MeHeHHUs
kocTell. Kilaccuyeckue CMMNTOMBI TUIIepKaJbIiUEMUU BKJIIO-
YaloT aHOPEKCHIO, TOLIHOTY, 3aN0p, MOJUUIICHUIO U MOJIUY-
puto. YpoBeHb [ITT MOKeT 6bITh IBHO NOBBILIEHHBIM UJIH He-
aJleKBaTHO HOPMaJIbHbIM /IJIs1 YPOBHS FUNlepKaJbliUeMUU. Y
HEKOTOPBIX MNALMEHTOB MOXET Ha6JI0[AaThCsl HOPMOKAJb-
uuemuyeckuit [ITT, npu kotopom ypoBHu [ITI nmoBeIleHbI,
HO YPOBHU KaJIbLiUs B CbIBOPOTKe B HOpMe. PacnpocTpaHeH-
HocTb AT y nanuenToB c [II'TIT kosne6saercs ot 47 no 63%.
[Ipuposa mopaxkeHusi cep/leYHO-COCYJUCTON CUCTEMBbI MpPHU
runepnapatupeose HesicHa. COrJlacHO 0JHOU U3 NpesI0KeH-
HBIX TUIOTE3, NoBbILIeHHble YPOBHU [ITT BbI3bIBAIOT U3Me-
HeHUS B 9HJ,0TEJIMU COCY/I0B U3-3a YBeJUYEHUs BBIPAGOTKU
3HpoTtennHa-1, IL-6 U aKkTUBHBIX GOPM KUCJI0PO/Ia, KOTOpbIEe
U3MEHSIT CoCyAopacliupsiiome cBoicTBa. /Jpyrue Bos-
MOXKHble M€XaHU3Mbl BKJIIOYAIOT MOBBIIIEHUE YPOBHSA aJlb-
JIOCTEpPOHA 3a CYeT MPSIMOH CTUMYJIALMU KaICysbl KAy604-
koB [1TT u akTuBauuu PAC, a TakKe yBeJi4yeHHEe BbICBOOOXK-
JleHUsl KaTeX0JlaMUHOB U PEaKTUBHOCTH COCYZ0B M3-3a 'H-
nepKaJbLiUeMUH. YPOBHU HMOHU3UPOBAHHOTO KaJbIUsd B
IJla3Me OKa3aJuCb He3aBUCUMBIM (aKTOPOM pHUCKa MOBBI-
meHHoro A/l

Jluarno3 [I'TIT craBuTCS nNpyu 0GHAPYKEHUH MOBbIILIEHHO-
ro UJIK HECOOTBETCTBYIOLLEro HopMasbHoro ypoBHsa IITT y
nanueHTa c runepkaabiuuemueit. [laguentam c [II'TT peko-
MEeH/IOBaHbl M3MepeHHe YPOBHS 25-TUpOKCHBUTAMHUHA D
(25[0H]D), cyTo4HOU 3KCKpELUU KaJbIUs C MOYOH, yPOBHS
docdopa B cbIBOPOTKe, TeCTbl QYHKIUHU [TOYEK, pacyeT puc-
Ka 00pa3oBaHHUsA MOYEYHbIX KaMHEH MO0 OGUOXUMHUYECKOMY
aHanusy (ecau cofepkaHue Kaablus B Moue >400 Mr/eHb)
Y IJIOTHOCTU KOCTU (BKJIIOYAsl JUCTAJbHYIO TPETh JIy4YeBOU
KOCTH).

Xupyprudeckasi pe3eKkLus MapaljdTOBUJHBIX >Keje3 -
eMHCTBeHHasl pajukanbHasg Tepanus II['TIT. Pekomenpy-
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3aknioueHue
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OCJIO)KHEHUH WM Heo6paTUMOMY clelupHUYeCKOMY IO-
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JAT. C yay4dlieHUEeM MeTOJ0B IMAarHOCTHUKH, BEepPOSITHO, OY-
JIeT pacTy YUCJI0 nanueHToB ¢ JAT, o6HapyKeHHOU Ha paH-
HUX cTagusax. [lanyeHTsl ¢ nogo3peHueM Ha DAL OKHBI
ObITh HaNpaBJIeHbl K 9HAOKPHUHOJIOTY AJs AalbHeHIeld au-
ArHOCTHUKHU U JIeYeHUs IHJOKPHUHHBIX pacCTPOMCTB.
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