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ApTepuanbHasa TMNepTeH3ns — LUMPOKO pacnpo-
CTpaHeHHas MaTonornA C BbICOKUM ypOBHeM 3a60-
NeBaemMoCTH, XapakTepu3ylowanca 3HaunTeNbHbIM
CHIPKEHVIEM KayeCTBa KU3HY NnauueHToB. Hanbonee
YacToN MPUYMHOW BTOPUYHOW rUMEepTeH3UW, no-
paxatowen okono 3% HaceneHws, BbICTynatoT
SHAOKPVHHbIE 33a60MeBaHUA. 3HAUMTENIbHO yalle
APYrvX SHAOKPMHOMATUA B paMKaX BTOPUYHOW
rMNepTeH3nn BbIABNAETCA MEPBUYHBIV runepasnb-
JocTepoHM3M. K meHee pacnpocTpaHeHHbIM npu-
Y/MHaM 3HOOKPUHHOWN apTepuanbHON rmnepTeH3nm
OTHOCAT cuHAPOM KywuHra, ¢$eoxpomoumTomy,
3aboneBaHVs LWMTOBUAHOW »Kenesbl U runepna-
paTMpeos. JHOOKPWHHAA FMNepTeH3nA cunuTaeTca

noTeHUManbHO KypabenbHbiM 3abonesaHnem, ecnu
CBOEBPEMEHHO [MarHocTMpoBaHa W Ha3HauyeHo
naToreHeTMYeCKoe feyeHne. DHAOKPVHHbIN reHes
TYNEPTEH3UMN MOXET 6biTb 3aNOf03PEH Y MOSOABIX
NauMeHToB, a TaKXKe Y O6ONbHbIX, PE3UNCTEHTHbIX
K MHOTFOKOMIMOHEHTHOW FMMOTEH3UBHOW Tepanuu,
B COBOKYMHOCTV C APYIUMMN KINHUYECKUMMK MpU-
3HaKamu onpeaeneHHon SHAOKPUHHOWN HO3010r K.

KnioueBble cnoBa: >HAOKPUHHAA ruUnepTeH3us,
BTOPVYHAA MMNepTeH3MUA, NePBUYHbIN rMnepanbio-
CTEPOHV3M, PEOXPOMOLIMTOMA, CUHAPOM KyLunHra
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TOBlY «9HAOKPUHONOTMYECKUNI HAyUHbIN LeHTp» MuHaapasa Poccun; 117036, . Mocksa, yn. AMuTpura YnbaHosa, 11,

Poccuiickas Oepepauus

prepuanbHas rumeprensus (A) - oc-
HOBHOIT (aKTOp pUCKa pasBUTUS Cep-
IEeYHO-COCYAUCTHIX (MH(DAPKT MMOKappa,
MHCY/IBT, UllleMudecKas 60mesHb cepaLa,
XPOHMYECKAs CepfledHass HEeOCTATOYHOCTD), Iepe-
OpOBAaCKy/ISApHBIX (MIIEMUYECKMIT WIM TeMoppa-
IMYECKUIT VHCY/IBT, TPAH3UTOPHAs MIIEeMUYecKast
aTaka) M [OYEYHBIX (XpOHMUecKass 60/Ie3sHb IMOUYEK)
3a00/IeBaHMIl. B CTPyKType CMepTHOCTM HaceneHmsI
Poccuiickoit Pepepanuyu Ha HONIO CepAEYHO-CO-
CYQUCTBIX U LiepebpOBaCKY/IAPHBIX 3ab0IeBaHMIL,

HpEACTaBIEHHBIX B OQUIINAIbHON CTaTUCTUKE Kak
6071e3HN CHCTeMBbl KPOBOOOpAIIEeHNs], IPUXORNUTCS
6onee 55%. PacnpocrpanenHocTs AI' B coBpeMeH-
HOM 001I1eCTBe OLIEHMBACTCS KaK 3HAYMTENbHAS, CO-
CTaBAA CpefiXl B3pOCIOrO HaceleHUs IO NaHHBIM
3apy6eXXHBIX U POCCUICKUX SMUEMUOIOTNIECKIX
uccnenoBauuit 30-45% u oxkono 40% coOOTBETCTBEH-
Ho [1].

Y Bspocnpix Al pgmMarHOoCTMpPYIOT B chydae
[OBBIIIEHNs apTepMATbHOTO [aBleHMs Ooree
139/89 MM PT. CT. IpM ABYX HOCIENOBAaTENTbHBIX
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U3MepeHMAX B IOMOXEHNN CUJA B PasHble [HU [2].

ApTepnanbHas IUNEPTEH3NA — BTOpas IO 4acTO-

Te NpUYMHA IOCELleHNs Bpada. AHaIMU3 NaHHBIX

OpeMUHTEMCKOTO MCCNEIOBAaHMA IIOKa3al, 4YTO

y manueHToB B Bo3pacTe oT 40 o 69 jer ynerans-

HOCTb OT MHCY/IbTa (OCTPOro HApPYLIEHMS MO3IO-

BOTO KPOBOOOpaIleHNUs) UIN OCTPOIL MIIEMUN MMU-

OKapfa yBenM4MBanach ¢ KaxabiMmu 20 MM pT. CT.

CUCTONMMYECKOTO apTepuanbHOro pasneHus. Ilpu

sTOM B HeflaBHeM KoxpaHOBCKOM 0630pe ycTaHOB-

JIEHO: IieieBble IM(PBl apTepuaabHOTO JaBIeHUA

Hyoke 140/90 MM pT. CT. He IPUBOJAT K CHUXEHUIO

YaCTOThl MHCY/IbTa M OCTPON MIIEMUM MMOKapfa

(3].

HecmoTpa Ha 3HAYMTENbHBIN IPOTpPecc B U3Y-
yeHuy matodusyonorun Al, Tepanus saboneBaHUA
qacTo ManoaddektuBHa. Vanomarmdeckas (mep-
BUYHas, scceHImanbHasa) Al (wnm, kak IpUHATO
HaspiBaTb B Poccuiickoit ®Pepepamuu, TUIEPTO-
HUYecKas 0OJIe3Hb) COCTaBIAeT IIPUOTUSUTENIBLHO
75-85% MMarHOCTMPOBAHHBIX cay4yaeB. CumTaercs,
4yTo y 15-25% runepTeH3MBHBIX NAaljM€HTOB MMEET-
cs1 3abormeBaHue, OHUM 13 TIPOSABIEHMIT KOTOPOTO
BpicTymaeT Al B takux curyanuax Al HasbiBaeTca
BTOPUYHOI, WM cuMITOMaT4deckoit [1]. IIpuunHuer
BTOPUYHOI TIMIIEPTEH3UM MHOrOOOpasHBI: 3abose-
BaHMeE TI0YEK, UCIONb30BaHNME IPOTUBO3a4aTOUYHbIX
CPeJCTB, CUHJPOM aIlHO3, CEPHEYHO-COCYHUCThIE
3aboneBaHMA (KOAPKTAllMsA AOPTHI) U pasINYHbIe Ha-
PYLIEHNMS TOPMOHA/IBHON CeKpeLuu (SHZOKPMHHAA
AT).

B aroit cBsI3M mpuBemeM Kaaccudukaumi BTO-
puunoit AT [1].

ApmepuanvHas unepmen3us npu XpoHU4ecKux
3a0071€6aHULX NOHEK:

e XPOHMYECKUI IIOMePYIOHepPUT;

o XPpOHMYECKMIl ye/IoHeppuT;

o nuabeTmdeckas HeppOMATHS;

o AyTOCOMHO-ZOMMHAHTHAsl IIOJMKUCTO3HAsT 60-
JIE3HD ITOYEK;

¢ TIOpa)KeHNe IOYeK IPY CUCTEMHBIX BaCKY/INTAX;

e aMMJION[IO3 TTOYEK;

+ TybOepKyJes movex;

e OIYXO/IM U TPAaBMBI IIOYEK;

o HedpomaTus GepeMeHHBIX (IepBUMYHAS U BTO-
puuHas€);

o BpOXXJIEHHble aHOMANIUM YNCIA, HO3ULUK, POp-
MBI IOYeK: TUIIONJIa3NA, yJBOEHMUE, NUCTONNA
Houek, TuApoHedpos, IOAKOBOOOpa3Has MOYKa.
Basopenanvnas AT

e aTepOCK/IEpPO3 MIOYEYHDIX apTEPUI;

o ¢ubpoMblneyHass AUCIIA3MsI MOYEYHBIX apTe-
puit;

o HecCIennuIecKnit A0PTOAPTEPINT;
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¢ TeMaTOMBI U OIIYXOJIM, CAAB/IVBAIOIL e TI0YeYHbIe
aprepuu;

o BpPOX/eEHHas I1aTOTOTMSA: aTPe3Ns Y TUIIOIIAsHs
[IOYEYHBIX APTEPUIL, AHTMIOMBI VI apTepPUOBEHO3-
Hble GUCTYIbI, aHEBPU3MBI.

Snookpunnas AT:

o IIOpakeHe KOPbI HaAIOYE€IHIKOB:

V' rumepcexpenus MIHEPaIOKOPTUKOUOB

(ampoCTEpOMa HafIOYEYHNKA, TUIIEPIIIA3US
KOpBI HaJII0YeYHIKOB Ha (OHe TUIepanbro-
CTepOHU3MA, CeMeltHble (OPMBI TUIIePaIbO-
CTepPOHNU3MA);

v’ Iunepcekpenuss IIIOKOKOPTUKOMEOB (CMH-

npoMm Kymnura);

o IOpa)keHNe MO3TOBOTO BeIjeCTBAa HAAIIOYEUHU-
KOB 1 ITaparaHI/Ivii:

v rumepcekpenns KarexonaMuHoB (peoxpomo-

L[ITOMa, TAParaHIIMOMa);

o HapyeHye GYHKLINY UMTOBU/FHOI XKeJle3bl:

v TUIOTHPEeOs;

v’ IunepTupeos;

o TUIepIapaTrpeos;

o TopaxkeHMe runodusa:

V" 6omne3up KyumHra;

v/ aKpoMeranmus.

ApmepuanvHas eunepmeH3us, 00YCN06TIEHHAS
nopaxceHuem KpynHoLx apmepudanvHulx cocy0os:

*  aTepOCKIIEpOs3;

o KOApKTAIys a0PTBI;

o CTEeHO3UpYIOllee IIOpakeHe A0pThl 1 OpaxmoLie-
(anpHBIX apTepuil Mpyu Hecnelupu4eckoM aop-
TOapTepuUnTe.

Ilenmpozennvie AT
o IpY OpraHMYeCKUX MOPa’KeHWIX LieHTPaIbHOI

HEPBHOIl CVCTeMBI, IIOBBILIEHN) BHYTpUYEpEI-

HOTO [JaBJIeHNs: ONYXO/IM, TPaBMBI, 3HIealnT,

HO/IMOMMIE/INT, O4arOBble NIIeMIYeCKIe TOpaKe-

HIUST;

o IpU CHHAPOME HOYHOTO AIHOd;

o MHTOKCUKAL[Us CBIHIIOM;

o ocrpas nopdupus.

Apmepuanvnas eunepmeH3usi, 6vbl36aHHAs eKap-
CMBEHHDIMU CPEOCNBAMU U IK302EHHDIMU BEUKECTNBAMUL:
« TOpPMOHA/bHBIE IPOTMBO3A4aTOYHBIE CPENCTBA;
¢ KOPTUKOCTEPOUADI;
¢ CUMIIATOMUMETUKI;

o MMHEPaTOKOPTUKONUIBI;

+ KOKamH;

o IMIeBble IPOXYKTHI, COfepIKallye TYPAMIH N
MHTUOUTOPBI MOHOAMIHOOKCHAA3bI;

o HeCTepOMIHBIE IPOTMBOBOCIHAINTENbHbIE Cpell-
CTBa;

o IMKJIOCIIOPMH;

o OPUTPOIOITHH.

JNekuwma, ob3op
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OCHOBHbIE KNMHMYECKIME MPU3HAKKM 3a0051eBaHNIA, aCCOUMMPYIOLLNXCA C SHAOKPUHHOM apTepuanbHov rmnepTeHsvei (@antmposaHo no [5])

3aboneBaHue

KnuHnueckune nNpU3HaKn

MepBWYHbIN rMnepanbAoCTEPOHN3M

[vnepkopTnuM3m

DeoxpomoLuToma

uneptnpeos

Mnotnpeos

BpO)K,quHaﬂ rmnepnnasna Kopbl HaANO4Ye4YHUKOB:

feduunT 11-6eTa-rnapokcunasbl

BpoxpaeHHas rinepnnasna Kopbl HAAMNOYEYHNKOB:
neduunt 17-anbda-ruapoKcnnaspl

CvHpgpom Jlnpana
CrHAPOM MHVMOTO M36bITKa MUHEPaNoKOPTUKONAOB

MNceBgornMnoanbAoCTePOHN3M 2-ro TUna

Pe3ncteHTHOCTb K MNIOKOKOPTUKOMAamM

[Mnepnapatupeos

AKpomeranus

MHCyﬂVIHOpe3I/ICTeHTHOCTb

[lnactonuueckas rurnepTeH3ms, MbilieyHas cnabocTb, ronosHas 6osb,
runokKanvemus, MeTabosiMyecknin ankanos

CnabocTb, yBenuyeHve Beca (a6AOMUHaNbHOE 0XNPEHNE), MaTPOHN3M,
NPOKCMMAasbHasA MUOMNATWA, APKME WNPOKMe CTpUK (NepeaHss GpioLiHas CTeHKa,

6enpa, NoAMbILIEYHble 06/1aCTN U T.4.), TMPCYTU3M, KKNIMMaKTePUUYeCKUnin» ropbmk

lonosHas 601b, yualleHHoe cepaLebueHmne, NoBbILeHHOe NOTOOTAeNeHE,
YyBCTBO CTPaxa v MaHuKu

TpeMOp, TaXxukapaua, MepuaTtesibHaAa apuTMUA, CHUXXeHne Beca, yBenmyeHmne
LLLVITOBVIAHOI?I xenesbl, O(I)TaJ'IbMOI'IaTVIﬂ, I'IpeTVI6VIaJ1bHaﬂ MUKCceaema

CnabocTb, nnoxas nepeHOCMMOCTb X0N0A4a, yBennveHmne seca, MUKCeaemMmaTo3Hble
oTeKkn

B|/|p|/|n|/|3aL||/|$|, rTMPCYTU3M, paHHee 3aKpbiTUe 30H pOoCTa KocTen, ameHopesn

MNceBporepmadppoamnTN3M (My»CKOM), UHGAHTUNNZM (KEHCKWIA), FTMNOoKannemms

Taxenas runepTeHsus, rMnoKanmemmns, MeTabonmnyecknin ankanos
Hu3kui pocT, 3noKayecTBeHHasA rMnepTeH3ns, MNoKanMeMus, HecaxapHblii Anabet

Hu3Kkmit pocT, runepkanvemmuyeckunii MeTabonmnyeckuii aunaos, HopMasnbHbIi
YpPOBEHb anbAocTepoHa

PaHHee nonoBoe pa3suTye, erkas BUPUIM3auuns, rmpcyTM3m, ONMro/aHoByNALuS,
AncMmeHopes

OcTeonopos, HedhponnTnas, XenygoUHO-KMLLEeYHble, CEpAeUYHO-COCYANCTbIe
N NCUXUYECKNe PacCcTponNCTBa

TonoBHas 601b, yBenunueHve (paclumpeHmne 1 yTonLeHNe) KUCTERN, CTOMN, Yepena,
0COBEHHO ero NNLEBOI YacTW; MAKPOTNIOCCUSA, aMeHopes, UMNOTeHL A,

caxapHbii fuabet

A640MMHaNbHOE (BUCLEPANbHOE) OXUPEHUNE, UCAUNAEMUSA

Jist auarHoCTVKM BTOpuYHBIX ¢opMm Al mpuH-
IIMIJMa/IbHO BaXKHO IPOBECTH JieTalbHOEe 00CTIefoBa-
H1e 60/IBHOTO, HA4MHAs C Py TUHHBIX METOJOB: OIIPO-
ca, 0CMOTpa, TabOPATOPHOIL AMaTHOCTUKY, U BIJIOTD
IO BBIIOMHEHMS CIOKHBIX MHCTPYMEHTAa/IbHBIX MC-
C/lefOBaHMIL.

Oupokpunnaa Al cocrasnser ot 3 go 5% BTO-
pudHBIX popM AT y manueHTOB ¢ 9HTOKPUHOIATU -
mu [4]. K Hanbonee pacpocTpaHeHHBIM IPUIMHAM
SHIOKpUHHON Al OTHOCAT HapyllleHMe CeKpeLuyn
(dame rumepcekpenusa) MUHEPaTOKOPTMKOMUJOB
(mepBUYHBII I'MIIEPaIbOCTEPOHN3M), KaTeXOTaMM-
HOB (dpeoxpomonuToMa), TOPMOHOB IIMTOBULHON
xernessl (6one3np I'peiiBca, TUIIOTHPEO3) U TIIOKO-
koptukounoB (cuHapoM Kymmura). Bpau momxen
UCK/IIOUNTD Y ManuenTa ¢ AI' cuMntoMsl 1 npusHa-
KM cuHpipoMa KymmHra, rumnep - v TUIoTnpeosa,

akpoMeranuy, GpeoxpoMOLUTOMBI U fip. (Tabnuna,
pucyHoK) [5]. Y monopbix maunuentos ¢ Al, pesu-
CTEHTHOJ K MHOTOKOMIIOHEHTHOV aHTUTUIIEPTEH-
3UBHOII Tepanuyu (6ornee 3 IUIIOTEH3UBHBIX CPELCTB),
HEeOOXO[MIMO VICK/TIOUNTh BTOPUYHYIO IPUINHY 3a-
6omeBanyA. PacrpocTpaHeHHOCTb Pe3UCTEHTHO
AT ouensp BbicOKas — oT 48 1o 53% [6]. Kak Tonbpko
YCTaHOBJIEH [MarHo3 BTOpu4HON A, mosBnsercs
BO3MOYXHOCTb HAa3HAYEHUsA IaTOTEHETUYECKOI Te-
pamnmnu, a B HEKOTOPBIX CyYasiX K BBI3OPOBIEHNIO
60 OTCYTCTBUIO NMOTPEOHOCTU B IOXU3HEHHOM
JIe4eHNI MOXKET HPUBECTU XUPYPruUIecKoe BMeNIa-
TENbCTBO.

MepBUYHbIii rMNepaNbaoCTEPOHNU3M

Cpenu 60npHbIX Al pacipocTpaHeHHOCTb HEpPBUY-
HOTO TMIIEPaIbOCTEPOHM3MA COCTABAET OKOMIO 6%,

tOkuHa M.KO,, ToowuHa EA, benbyesuy /1.1, [namoHosa H.M. BTopuuHas (SHOOKPWHHAA) apTepuanbHas rnepTeH3va: Nekumsa And spadeit
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Mpu3HaKn SHAOKPUHHON apTepranbHO rMnepTeH3nn

AHanun3 KpoBU M CyTou-
HOW MOYM Ha MeTaHed-
PUH 1 HopMeTaHepPUH

HouHoln nekcameTasoHo-
BbIi TecT (1 mr)

YeTbipexkpaTHOe NpeBbl-

LeHNe BepXHEN rpaHnLibl

HOPMbI B KPOBU, ABYKpaT-
Hoe 1 bonee - B Move

bonee 50 HMonb/n

e

AHanus KpoBu Ha anb-
[OCTEPOH 1 PeHUH (nnn
aKTVIBHOCTb PeHVHa)

AHanus Kposu Ha TTT,
cT4 (cT3)

TTT meHee 0,35 unn 60-
nee 4 MME/n; cT4 meHee

9 unu 6onee 20 NMonb/n;
cT3 6onee 5,5 nmonb/n

J

APC 6onee 700
(nmonb/n : Hr/Mn/u)

MNoaTBepxpatoLme TecTbl U/Mnn BU3yanusaumna

Cxema 0bcnefoBaHnsA Ana NCKNUYEHMA OCHOBHbBIX NPUUNH SHAOKPUHHOW apTepuanbHON rnepTeH3nm (aaanTvpoBaHo no [5]);
TTT = TMPEOTPONHbIN FOPMOH, CT4 — CBOBOAHbIN TMPOKCUH, CT3 — CBOBOAHbIN TPUNOATUPOHKH, APC — COOTHOWEHME anbaoCTePOHa

N peHNHa

pUYeM TUIOKaaneMus (TO eCThb «K/IaCCUYECKUIil»
BapMaHT IIEPBUYHOTO TUIIEPATIBAOCTEPOHM3MA) UMe-
eTcsa b y 41% o6cnenoaHHbIX [7]. Tsoxenas rumo-
Ka/IeMMs CONPOBOK/IaeTCsA MOy p1eit, MIOTIaTuel
U apUTMUAMU. PacnpocTpaHeHHOCTb IEPBUYHOIO
TUIePaNbIOCTEPOHM3Ma ¥ OOMBHBIX C YMEPEHHOII
u BolpakeHHOI AT 6e3 rumokanveMmun OLeHMBaET-
cs1 B 3%, a y 601bHBIX ¢ pe3uctenTHO Al Komeber-
ca ot 11 70 23% [8]. Y 601bHBIX ¢ MHLIIMAEHTATIOMOM
Hagno4yeuyHMKa u Al 3TOT IoKasaTenb He MpeBbIILa-
eT 2%. Y 16% nanmueHToB ¢ NEPBUYHBIM TUIIEPAIbI0-
CTEPOHV3MOM JMaTHOCTUPYIOT KapAKo- U Lepebpo-
BacKyJ/IspHbIE COYTCTBYIOMLIMe 3aboeBanms. Takum
00pa3oM, CKPMHMHT Ha HpeAMeT BbISBIEHUS IIep-
BUYHOTO THUIEPATbIOCTEPOHM3MA Lie/leco0OpaseH
y HaIlM€eHTOB C pe3UCTeHTHOMN Al c Tunokanuemuer,
¢ AT u ¢ OTATOIIEHHBIM CeMETHBIM aHAMHEe30M II0
MaHU}ecTauyy TUIepTeH3NN WX OCTPOTO Hapylle-
HUSI MO3TOBOT'O KPOBOOOpallieH st/ OCTPOIt NIIeMUA
MMOKap/ia B MOJIOIOM BO3PacTe, a TAKXKe y IalJeH-
T0oB ¢ AT 1 MHIIMIEHTA/IOMOM HafgIIoYedHnKa [7, 9].
ITepBUYHBIIT TUIEPATBAOCTEPOHN3M MOXKET ObITDH
CTIOpafMYeCKMM WM FeHeTUIeCKU OOYCTOBIEHHBIM
3aboneBaHueM. PaHee cunTanocy, 4To 6ONBIIMHCTBO
Clly4aeB CHOPajM4YecKOro IEepBMYHOTO THUIIEepanb-
TOCTEPOHM3MA COCTaB/IAET HNPOAYLMPYIOIAs ajlb-
[OCTEPOH HaJIIOYeYHNKOBasl ajfieHoMa (ajabpocTe-
poma). OfHaKO, COIIACHO pe3y/bTaTaM IIOCIeTHUX
MCCIIe[OBaHNIT, Hanbomee pacIpocTpaHeHa ABYCTO-
poHHss rumnepriasus. [Ipu stoit dopme cropanu-
YeCKOTo (MIMOaTIYeCKOro) IIePBIUYHOTO TUIIePaib-
JOCTepOHM3Ma TpebyeTcsl Tepanusi aHTaTOHUCTaMMU

a/lIbfIOCTEPOHA, a He afpeHamoKTomms. s pud-
(depeHIIVIaIbHON IMATHOCTUKU 3TUX (HOpM Clemy-
€T IPOBECTU CPaBHUTE/IbHBIN CEJIEKTUBHBIN 3a60p
KPOBM U3 HaJJIIOYeYHUKOBBIX BeH [10]. OueHb penko
HEePBUYHBIN TUNEPATbJOCTEPOHN3M MOXET OBITH
CIIe[ICTBMEM aJIpEHOKOPTUKAJIBHOTO paKa WM Off-
HOCTOPOHHEI TUIIePIIa3uM HaiTIOYeYHMKOB.
CeMeiHBINI TUIIEPAIbAOCTEPOHN3M BCTpPEJaeT-
ca 'y 2% MalMeHTOB M TPafULMOHHO pasfensercs
Ha Tunsl 1 u 2. CeMelHBIN TUIEPATbIOCTEPOHU3M
l-ro Tumna (IIOKOKOPTUKON(agpeHOKOPTUKOTPOII-
Hbllt TopMoH, AKTT)-3aBucKHMBIil IIepBUYHBIN TH-
HepanbJoCTEpPOHN3M) — 3ab0NeBaHME C ayTOCOM-
HO-JOMMHAHTHBIM BapMaHTOM HacnefoBanuA. IIpu
HeM MyTanua xumepHoro reHa CYPIIBI/CYPB2,
Kopupytomero  11-6era-rufgpoxcunasy/anpgocre-
POHCHMHTA3Y, BBI3bIBAET SKTOIMYECKYIO SKCIIPECCUIO
aKTUBHOCTYM a/IbJlOCTEPOHCUHTAa3bl B IIPOU3BOJA-
leil KOPTU3OM IYYKOBOJM 30HE, 3allyCKas ruiepce-
KpeLWIO MIHEPAIOKOPTUKOUTOB, PETYIUPYIOLTYIOCA
AKTT. Tubpupgusiit red uaeHTNUIMPOBAH HA XPO-
MocoMme 8. B HopMe cekpenysA anbJoCTePOHA CTUMY-
JIMPYeTCs IJTaBHBIM 00pa3oM IuIlepKaaIneMueis 1 aH-
TMOTEH3MHOM. YBETMYEHNE CEPOTIOTMYECKOTO KA
Ha 0,1 MMO/Ib/NI MOBbIIIAET YPOBEHDb ANbJOCTEPOHA
Ha 35%. Ilpu cemeltHOM rumnepanbJOCTEPOHMU3ME
1-ro Tma Mo4eBble TUOPUAHDBIE CTEPOUBI, 18-0KCH-
KOpTU30I ¥ 18-rupoKcuKopTnson moutu B 20 pas
BbIIlIE, YeM IIPU CIOpafM4ecKuX aabJOoCTepOMaXx.
3aboeBaHMe YaCTO aCCOLMMPYETCA C aHeBPU3MOIL
TOJIOBHOTO MO3Ta ¥ TeMOpPparm4eCKuM WHCYIIb-
ToM. CeMelHBIN I'MIepaNbJOCTEPOHN3M 1-ro Tmma
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IMaTHOCTUPYeTCA Ha OCHOBaHMU mpobbl JImapma
(mexcaMera3oH nmpuHMMaloT 1o 0,5 MT KaXkfible 6 ya-
COB B TedeHMe 48 4acoB) IIPU CYNPecCUM JieKcaMe-
Ta30HOM aJIbJOCTEPOHA KPOBM JIO ITOYTH Heolpefie-
TsIeMBIX YPOBHell (HYDKe 4 HI/IJT) MM FeHeTUYeCKUM
TecTupoBaHueM. CeMelHbIN IMIepanbJOCTEPOHN3M
2-TO TUIAa, HAIPOTUB, — INTIOKOKOPTUKON/IHE3aBUCHU-
MBI/l BapMaHT. B 5TOM c/ly4ae OTBETCTBEHHbIN I'€H
CBsI3aH C XpOMOCOMOIT 7p22, HO elile He naeHTUdU-
nuposaH [11].

HenaBHo BbIABNEH 3-I1 TUI CEeMEHOTO TUIEp-
aNbJJOCTEPOHM3MA, KOTOPBINl OTIMYAETCSA 3HAYMU-
TeJIbHOI Tuliepcekpenueit 18-rugpoxcndaynpoxop-
TH30Ha 1 18-okcudnynpokoprusona (8 10-1000 pas
BBIIIE, YeM Yy NALMEHTOB C JIPyTMMM BapuMaHTaMU
HepPBMYHOTO TMIIEPaNbIOCTEPOHU3MA), a TaKXKe
YCTOMYMBOCTBIO K MEAMKAMEHTO3HOMY JI€4EHUIO.
TaxkuM manyeHTaM IPOBOAAT ABYCTOPOHHIOK afipe-
Ha/makToMM. Kpome TOro, y NmMalMeHToOB C ceMeit-
HBIM TUIEPaNbJOCTEPOHN3IMOM 3-TO TUIIA OTMeya-
€TCA NapajoKCaJbHOE IOBBILIEH)E a/lbJOCTEPOHA
Ioc/le IpMeMa JeKkcaMeTa3oHa Ha QoHe arpodum
K/1y604KOBOIt 30HBL, A1 DY3HOI TUIepIIIa3UM Ty Y-
KOBOJ 30HBI U Ts1Kenol AT ¢ panHero nercTsa (mpu-
6nusuTenbHo ¢ 7 net) [12].

IlepBu4HBI TUIIEPANTBIOCTEPOHN3M JMATHOCTH-
pyeTcs Ha OCHOBAHMM UCCIENOBaHNA albJOCTEPOHA,
aKTMBHOCTY PeHMHA IUTa3Mbl (MJIU IIPAMOIL KOHI[eH-
TpalL[UV peHUHA) U 3HAYeHNUA a/IbJOCTEePOH-PEHIHO-
Boro cootHotuennsi (APC). [Tpu APC 6omee 30 (ur/mn:
HI/MJI/9) C CONYTCTBYIOLIMM aNbBOCTEPOHOM Ooree
20 HI/pn YYBCTBUTENBHOCTH B OTHOLIEHMM IEp-
BMYHOTO TUIIEPaNbJOCTePOHM3Ma cocTaBnsAeT 90%,
a crenuduyHocTh — 91%. Ina auddepeHunanpHo
IVArHOCTUKYM HU3KOpeHMHOBON Al oT mepBMYHOrO
TUIIEPANIbAOCTEPOHM3MA OPUEHTUPYIOTCA Ha ypo-
BeHb a/IbIOCTepOHa (He MeHee 15 HI/fI Ipu mepBuY-
HOM TUIlepanbocTepoHusme) [13].

ITockonbKy TMIIOKanMeMus yMEHbIIAeT CeKpe-
VIO anbJOCTePOHa, OHAa MO/KHA OBITh CKOPpPEK-
TupoBaHa fo wuccnegosanuss APC. Kpome Toro,
eC/Iy MalieHT NPYHYMMaeT MHIMOUTOPBl aHTMOTEH-
3MHIIpeBpalapollero gepMeHTa, aHTaTOHNUCTBL pe-
Lle[ITOpa AHTMOTEH3NHA, ONOKaTOpPBI KajbLVMeBBIX
KAaHAJIOB, MOYETOHHble IPemapaThl, TO €CTb Cpefi-
CTBa, KOTOpble YBEIMYMBAIOT aKTMBHOCTb PEHMHA
wia3Mbl 1 cHmKaloT APC (oXHOOTpUIjaTeTbHBIN
pesy/IbTar), TO IpU IMOJABICHHOM YPOBHE peHU-
Ha ¥ IOBBIIIEHHOM YPOBHE a/lbJOCTEPOHA IMATHO3
[EPBMYHOTO  TUIIEPANbOCTEPOHM3MA  Hamboree
BeposATeH. OOBIYHO pPEKOMEHJYyeTCs OTMeHa Oe-
Ta-6/10KaTOPOB, MHIMOMTOPOB AHIMOTEH3MHIIPe-
Bpalaromero ¢pepMeHTa, aHTaTOHUCTOB PelleNTopa
aHTMOTEH3MHA, MHIMONTOPOB peHNHA, 6I0KaTOpOB

Ka/bLIMeBbIX KaHA/IOB JUTUAPONMPHUNHOBOTO psAfia
U LIeHTPaJIbHbIX ab(a-2-aTOHICTOB IPUOIU3UTE/Ib-
HO 3a 2 Hefle/n /IO MCCefJOBAHNs, a CIMPOHOMAKTO-
Ha, 5IUIEPEeHOHa, aMIIOPUAQ, TPUaMTepeHa I IeTie-
BBIX IUYPETUKOB — 3a 4 Hefenu. OJHAKO 4acTO 3TO
HEBO3MOYXHO BBIIIOTTHUTD B KJIMHIYECKOJ IIPaKTUKe.

ITocne ompepeneHusa AUATHOCTMYECKM 3HAYM-
Mmoro ypoBHA APC mpoBofATcsA MOATBep)KAAIye
TeCTB: Ipoba ¢ (Iy[pPOKOPTU3OHOM, C COJIEBOI
" BOJIHOJ HarpY3Koli, C KaIITOIIPM/IOM, PeiKO «Map-
1reBasi» mpoba [7, 14].

YT06BI KNMHUYECKN ONpPENe/INTb IBYCTOPOHHMI
WIM OFHOCTOPOHHMIT ITaTOJNIOTMYECKMIT IIpolLecc,
OJIHOI KOMIIBIOTEPHOI TOMOrpauu MM MarHMUT-
HO-pPe30HaHCHOI ToMorpaduyu ObIBaeT HeOCTa-
TOYHO. B TakoM c/ydae IPOBORAT CpaBHUTENIbHBIN
CeIeKTUBHBI 3a00p KPOBM U3 HAJIOYEIHUKOBBIX
BeH ¢ BBefieHyeM (i 6e3) AKTT pna yrouneHus
naTepanusanuyu npouecca. CpaBHUTENIbHBIN CeleK-
TUBHBII 3a00p KPOBM Y3 HAJIOYEYHUKOBBIX BEH
U HaHHBIe KOMIIBIOTEPHOIN MM MAarHUTHO-pe3o-
HaHCHOI ToMOorpauy HaJJIIOYeYHNKOB ONPEJE/IAI0T
OJJHOCTOpPOHHee mopaxkeHue B 60,5 n 56% cmnydyaes
COOTBETCTBEHHO, HO TOIBKO B 37% (!) cmy4aes mopa-
JKEHHas CTOpPOHa OblTa OfMHaKOBOII [15].

ITpn anppocTepoMe NMOKa3aHO ONEpPaTUBHOE JIe-
yeHye. [Io4Ty y Bcex IalMeHTOB Y/Iy4YlIaeTcs Tede-
Hye AT, a 'y 60% manmeHTOB U BOBCe He TpeOyercs
aQHTUTUIepTeH3MBHasA Tepanusa [16]. Koneuno, pe-
3y/IbTAaT 3aBUCUT OT PAsIUYHBIX (PAKTOPOB, BKIIIO-
4asA BO3PACT, HPOJO/KUTENbHOCTh Al, Hanu4ue mo-
4eYHOJl HeOCTaTOYHOCTH, VCIO/Ib30BaHUe OOTblIe
2 TUIIOTEH3UBHBIX CPEICTB B IIpeAOIepaliOHHbIN
Tepuoji, CEMENHbI aHaMHe3 U Jip.

Ecnmy manyeHT OTKas3bIBaeTCs OT afipeHasdkK-
TOMMUM MM K Hell MMEIOTCSA HPOTMBOIIOKAa3aHMUS,
Ha3HadaeTCs KOHCepBaTuBHaA (MeZMKaMEHTO3-
Has) Tepanus. IIpym ABYCTOpOHHell T'MIepIIasuy
U IO XUPYPIUYeCKOro yHaleHMA aabOCTePOMBI
UCIIONB3YIOT TaKXe CIOMPOHONAKTOH, SIJIepe-
HOH, aMunopup. HavyanbHad [o3a CIMpPOHOMTAKTO-
Ha cocTaBnsger 12,5-25 MI B CYTKM OJHOKPATHO.
Heob6xonuMo yCTaHOBUTb MUHUMaNbHYIO 9ddek-
TUBHYIO [103y CHMPOHOJAKTOHA, IOCTEIEHHO IO-
Boimast ee go 100 mr B cyTku maum 6omnee. Uto6er
n36exxaTb He0OXOAUMOCTH IpreMa 6ojiee BHICOKON
[O3Bl CIIMPOHONAKTOHA (MOXKET COIPOBOXAATHCSA
nobounsiMu addexramu), F06ABIAOTCA HEOOIb-
mue 03bI OI0KaTOpa KalbLIMEBbIX KaHAJIOB, THA-
3MJHOTO [MypeTHKa, TPUaMTepeHa WIN aMUIOPU-
fia. DIJIepeHOH — HOBBIN Ce/IeKTUBHBIN aHTarOHUCT
MUHEPaIOKOPTUKOUAHBIX PELeNTOPOB, He obmaza-
IOIMII aHTVAHJPOTEHHBIMY M IIPOTeCTareHHBIMMU
CBOJMCTBaMM. AHTAarOHMCTUMYECKAasA aKTUBHOCTD

tOkuHa M.KO,, ToowuHa EA, benbyesuy /1.1, [namoHosa H.M. BTopuuHas (SHOOKPWHHAA) apTepuanbHas rnepTeH3va: Nekumsa And spadeit
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aM/IepeHoHa cocTasngeT 60% OT TaKOBOJ CIMPOHO-
JTaKTOHA. B cBA3M ¢ HEOOIBIIOI IPOZOIKUTEIBHO-
CTBIO JIJICTBUA IIperapaTa ero HeoOXOAVMMO Ipu-
HMMAaTb HECKONIBKO pa3 B CYTKM, C Ha4aAbHOI JJO3bI
25 Mmr 2 pasa B cyTku [1]. B HacTosAIee BpeMs nccie-
LYIOTCS MHTUOUTOPDI aTbJOCTEPOHCUHTASBI, y KO-
TOPBIX HeT OTPUIIATe/IbHBIX 9 PeKTOB, CBOVICTBEH-
HBIX NpPeAbIAyIMM IpenapaTaM. ApTepuanbHOe
JaBJIeHNEe MOXET TaKXe KOPPeKTMPOBaTbCA IIO-
CPefCTBOM BIMAHMUA Ha LIEHTpPanbHble (MO3TOBbBIE)
MIUHEPATOKOPTUKOUHbIE pelenTopsl [17].

(Deoxpomou,moma

B 60npImIMHCTBe cy4YaeB peOXpOMOLUTOMA — Pefi-
Kasi HelPOSHIOKPUHHAS OIYXOlNb U3 Xpomad-
(UHHON TKaHM, CeKpeTUpylomas aJpeHaluH
U HOpaJipeHa/NNH, — ABIAETCA OMYXO/NbI0 CIIOpa-
pudeckoil. HacnemcrBeHHass mnpuumHa Xxpomad-
dUHHBIX OIyXO/ell BhIsBsETCA 6omee yeM y 30—
40% 6onpHBIX. MHOXeCTBEHHAsi IHLOKPVHHAS
HeoIsasus 1-ro u 2-ro TUIOB, 60/me3Hb ['unmens —
JInupay, Heitpodubpomartos 1-ro Tuma, ceMeifHbIe
IaparaHIJIMOMBI — HayubojIee U3y YeHHbIE CeMeliHble
CUHPOMBI. YUUTHIBasL TsDXKeJIble 3a001eBaHMA, ac-
coumupymomyecs: ¢ 3TUMIU CUHJPOMaMU, Y Nalu-
€HTOB U3 TPYIIIBl PUCKAa HEOOXOAMMO HPOBOAUTH
reHeTNYecKoe TecTupoBanue. [IpubmusuTeIpHO
y 15% mauneHToB (eoXpOMOLUTOMA He HPOsBIA-
eTCsA KIMHNYECKIMI CMMITOMaMI. ApTepuanbHas
TUIIEPTEH3UsI MOXeT OBITh HapOKCHM3MaIbHOI
IOYTY y IOJIOBMHBI IIAIIIEHTOB C (HheOoXpOMOLM-
TOMOI1. BonpmimHCTBO manueHTOB ¢ ¢deoxpomo-
IUTOMOM VMMEIT cleluduyeckue NMPU3HAKU 3a-
6omeBaHMs: TOMOBHBIE OOMM, SMU30ABI TPEBOTY,
HaHVKIU 1 YYALIeHHOTO cepaliebmeHns, mpodysHoe
notooTAeneHue. ¥ nmanuenTa ¢ AI' Tpuaga npusHa-
KOB — TojloBHasi 60sb, y4allleHHOe cepflebueHne
U npody3HOe MOTOOTHENeHNe — VIMeeT YYBCTBU-
TeTBHOCTb 91% 1 crennuduyaHocTs 94% fH1s1 deo-
XPOMOIIMTOMBI.

JInarHo3s  ycTaHaBAMBaeTCs  MCCIeJOBaHUEM
CBOOOJHBIX IIa3MEHHBIX MM  (PPaKIMOHUPO-
BaHHBIX MOYEBBIX YpOBHell MeTaHepuHa ¥ HOp-
MeTaHedpuHa. [IpM COMHUTENIBHBIX pe3ynbTaTax
BO3MOXXHO MCCIefloBaHMe IJIa3MEHHOTO XpOMOrpa-
HUHa A WIM IIpOBefeHVe MPOObI C KIOHMIVHOM.
YyBCTBUTENBHOCTh KOMOMHALIVY Pe3y/IbTAaTOB II/Ia3-
MEHHOT'O XpOMOTPaHIMHA A 1 MOUEBBIX KaTeXOTaMU-
HOB Ji7151 Ge0XpOMOLMTOMBI focTuraet noury 100%.
B penkux cmydasx ¢peoxpoMOLTOMA IPORYLUPYET
6ornplinoe konuuecTBo fodamuua. [IpubnusurensHo
35% BHeHaAMO4YeYHMKOBBIX U 10% Hapgmodey-
HUKOBBIX (EOXPOMOLMTOM ABJIAITCA 3JI0Kade-
CTBEHHBIMI. PUCK 3710KayecTBEHHOTO IOTeHIIMaja
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3HAUUTETIPHO YBEIMYMBAETCA IPU MYTalluM B TeHe
SDHB. VIMeHHO O3TOMY /ISl TAKUX OIIyXOJIell mpef-
JlaraeTcs OTKpBITas afipeHaJI9KTOMMUA, a He JIalapo-
CKOTIMYeCKUIt JOCTYIL

KoMmnbproTepHass WM MarHUTHO-pe3OHaHCHas
ToMorpadusa BU3YaTUSUPYIOT OIyXolmb B 95% ciy-
yaeB. JnA  3/10Ka4eCTBEHHON  (heOoXpOMOLUTO-
MBI  IO3UTPOHHO-3MUCCHOHHas  ToMorpadus
F-¢propmomaMmnHOM ¥MeeT Oojblle  IpPEUMY-
I[ecTB, 4eM cumHTuUrpadus c '*’I-meraitogbeHsnn-
ryaHuguHoM win P'I-MeTaitof6eHsuIryaHugMHOM.
JI7151 maneHToB ¢ aparaHITOMaMy TOTIOBBI U IIeu
XOpOIIO 3apeKoMeHfoBana cebs CcuMHTUrpadus
¢ "In-oktpeorunom. be3 manoro 50% manyeHTOB
CO 3/I0Ka4eCTBEHHOI (HeOXpOMOLIMTOMOI OTBEYAIOT
Ha Tepamuio "“'I-MeTailonOeH3MITyaHUAMHOM 4Ya-
CTMYHOJ peMMCCHelt MK [Oo KpajiHell Mepe cTabu-
nusanueit. XUMMOTEPAsl OOBIYHO IIPUMEHSETCS
COITIACHO TaK HasbIBAEMOMY IPOTOKONMY ABepOyxa.
JI/11 HeKOTOPBIX MAIIIEHTOB BO3MOXXHO MCIIO/Ib30Ba-
Hyle MHTMOMTOPOB T PO3MHKIHA3bI [18-20].

BpoxaeHHasa ancoyHKLmA Kopbl
HaiNOYeYHUKOB: AednunuT
11-6eTa-rugpokcunasbi

ApTepuanpHas TUNEPTEH3MSI MOXeT OBITb OZHUM
U3 KIMHUYECKMX CUMIITOMOB BpPOXMIEHHON IVIC-
GYHKIUY KOpPBI HAAIIOYeYHUKOB, OKONMO 5% ciy-
YaeB KOTOPON SABIAITCA CleACcTBUEM HedunuTa
11-6eTa-ruapoxcunaspl. OTOT GpepMEHT OTBETCTBe-
HeH 3a IpeoOpasoBaHue [€30KCHKOPTUKOCTEPOHA
B KOPTUKOCTEPOH (IpeALIeCTBEHHNUK a/Ib/JOCTEPOHA)
u 11-me30KCMKOpTH30/mIa B KOpTu3on. [lo % nanueH-
TOB MIMEIOT HU3KOPEHNHOBYI0 AT’ ¢ HU3KUM ypOoBHEM
albJOCTEPOHA BCTIENCTBME HAKOIIeHU 11-ne30Kcu-
KOPTHU30/Ia U [I€30KCUKOPTUKOCTepOHa. ITockonmbKy
ypoBeHb AKTI mnoBblllleH, COOTBETCTBEHHO, MOBBI-
maeTcsa ypoBeHb 17-OH-mporecrepoHa m aHApoO-
CTEHJJOHA, YBEAMYMBAETCA CeKpelus aHJpore-
HOB, YTO IPMBOANT K IPEHATAIbHOI BYPUIN3ALNN
u nceBporepmadponuTU3My y fieBodek. A Masb-
YMKOB XapaKTepHO paHHee Hadaao IybepTaTa.
3aboneBaHme mepefaeTcsa IO ayTOCOMHO-pelec-
CUBHOMY TUIY HacnefoBaHMA. OTBETCTBEHHBIN TeH
CYPI11BI pacnonaraercs Ha xpomocoMe 8. Y 3Tux
MALMEeHTOB [MIOKOKOPTUKOUHAS Tepanus OOBIYHO
koppektupyer AT [21].

BpoxxpeHHaa aucpyHKLMA Kopbl
HagnoOYeuYHUKOB: epuumnTt
17-anbda-rmapokcunasbi

OTOT peAKuil CMHPOM XapaKTepusyercs AeduUIy-
TOM KOPTMU3071a, a/IbJOCTEPOHA M HAOIIOYEIHUKO-
BbIX aHjporeHoB. IloBbimenHbli ypoBeHb AKTT

JNekuwma, ob3op
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CTUMYNMUPYeT  TUIIEPCEKPELUI0  JI€30KCUKOPTHU-
KOCTEPOHA, 18-TMIpOKCUKOPTUKOCTEPOHA M KOp-
TUKOCTepOHa c paseuTtueM Al, rumnoxammemMunu,
TUII0A/IBJJOCTEPOHM3MA U TUINOPEHVHEMMUM, IICEB-
morepMadpofuTU3Ma Y MalbuMKOB ¥ IIePBUYHOI
aMeHOpeu y MeBOYeK. YPOBeHb 17-TMpOKCUIIPO-
reCTepoHa CHIMKeH [22]. ApTepuanbHoe JHaBeHUe
KOPPEKTUPYETCA TITIOKOKOPTUKOMUIHON Tepalmeit.
OrBercTBeHHbIN reH nuroxpoma P450C17 pacnona-
raercs Ha xpomocome 10q24.

CMHAPOM MHUMOTO N36bITKA
MVUHEpanokopTMKOMAO0B

Husxopennnosas Al Ha poHe IUIIOATBAOCTEPOHN3-
Ma ¥ TUIIOKAJIMEeMUN MOXeT MMeTb pas3/InYHble Ba-
PUAHTBI TeyeHM 3aboneBanms. OfyH U3 HUX — CUH-
IPOM MHUMOTO M30OBITKA MUHEPaTOKOPTUKOUJIOB,
UMeeT ayTOCOMHO-PELeCCHBHBIN TUII HacefoBa-
HIS, BbI3BaH fepuiutoM 1l-6eTa-TUpOKCHUCTEpPO-
upmerngporeHasst 2-ro tuna (113-HSD2).

B 1977 r. M.I. New 1 coaBT. BIepBble ONMUCa-
M 3TOT cUMHApPoM, a B 1995 r. R.C. Wilson u co-
aBT. OIpeleNIM MyTanuio B reHe llbeta-HSD2,
pacmonoXeHHOM Ha xpoMocoMe 16q22. ®epMeHT
11B-HSD2 skcmpeccupyercss MUHEPaTOKOPTUKO-
UHBIMM peLieNTopaMy B IOYKax ¥ IpeoOpasyeT
KOpTM307 B KOopTN30H. OH He o6/afaeT MUHepano-
KOPTMKOUTHOI aKTUBHOCTBIO, TO €CTh He CBA3bIBA-
eTCs ¢ MUHEPaJOKOPTUKOUAHBIMY peleNTOpaMIU,
a KOPTM30/ U albJJOCTEPOH, HAIPOTUB, CBA3BIBA-
10TCS, IpuYeM ¢ paBHOI ad¢duHHOCTBIO. HO B HOp-
Me LMPKyIMpylolye KOHIIEHTpaluy KOPTU307Ia
B 100-1000 pas BmIlIe, YeM anbfocTepoHa. B yc-
noBusx, xorga ¢epmeHt 11p-HSD2 pedextHbIi,
KOpTM3071a eltie 6orbiie. 3a60meBaHMe MOKET OBITD
KaK TeHeTU4eCKM 0OYC/IOBIEHHBIM, TaK U CIIOPaay-
geckuM. [Ipu copapgmyeckoMm BapuaHTe AeUIUT
11B-HSD2 o6ycnoBneH MHIMOMPYIOWYM JIeICTBU-
eM I[TIMLMPPUSNHOBON KUCIOTBI, KOTOpas MOXXeT
BCTpeYaTbCs B JIAKPUIlE U JKeBaTe/lIbHOM Tabake.
Y mereil CMHAPOM MHMMOTO M30OBITKa MUHepano-
KOPTMKOUJIOB YacTO acCOLMUPYeTCs C 3amepx-
Kot pocra, AI, rumoxanmemmueii, HeppOreHHBIM
HeCaXapHbIM [MabeToM U HedPOKaIbIMHO30M.
CHIDKeHHast aKTUBHOCTD (pepMEHTa MOXeT UTPATh
POJIb B ITaTOreHe3e IpesKaaMicun. Juarnos ycra-
HaBIMBaeTCA IyTeM MCCIeJOBAaHNA COOTHOUIEHM
CBOOGOIHBIX HEKOHBIOTMPOBAHHBIX  CTEPOUJOB
B ModYe (CBOOORHBIN KOPTM307/CBOOOIHBIN KOP-
Ti30H 6onee 0,5) u/maum MeTabONUTOB CTEPOUIOB
(TeTparuApOKOPTU3OI + AJIZIOTETPATULPOKOPTU-
301/ Terparugpokoptuson) [23]. Ilanuentam Ha-
3HAYaIOT CIMPOHONIAKTOH, 9IIJIEPEeHOH, TPUaMTepeH
WY AMUTIOPUL.

CuHppom lennepa

MyTanuusi reHa MUHEPATIOKOPTUKOMAHOTO PELeTO-
pa, IPUBOJAILAs K €0 aKTUBALUN, XaPaKTePU3yeTCs]
AT B meTcKOM ¥ HOAPOCTKOBOM Bo3pacte (1o 20 ner)
[24]. Ilpu paHHOM 3a60T€BaHMM C aYTOCOMHO-JO-
MMHAHTHBIM TUIIOM HAacCleJOBaHMs AHTATOHMUCTHI
MUHEPATOKOPTUKOUITHBIX PELENTOPOB CTAHOBATCA
aroHucTaMu JedeKTHBIX PeLeNTOPOB, YTO MUCIIO/Ib-
3yeTcsl M IIpK JIeYeHUN. [eH MIHepamoKOPTUKOMU-
HOTO peLieNTopa PacIoaraeTcsi Ha xpomocome 4q31.

Cunppom Jinpana

B 1963 r. G.W. Liddle BnepBble omucan manueHTOB
¢ Tsoxenoit AT, runmokanueMmeit 1 MeTaboMMIeCKUM
aJIKajo30M Ha (poHe TUIOANbIOCTEPOHEMUN U TH-
nopeHyHeMuy. IlanueHTaM Has3HayalOT CTPOTYIO
6ecconeBylo AMeTy U TPUAMTEPEH, CIIMPOHOIAKTOH
HeadekTuBeH. DTO 3ab0IeBaHMe C Ay TOCOMHO-JI0-
MUHAQHTHBIM TUIIOM Hac/lefoBaHUs. [eH, pacmono-
>KeHHBIJI Ha XpoMocoMe 16pl3, kogupyet beTa- win
raMMa-CyObeJiHUIly HATPMEBBIX SIMTeINaTbHBIX
KaHaJI0OB Oo4eK. MyTanusA reHa IIpUBOAUT K TUIIEP-
aKTUBAIMM BCAChIBAHMA HATPUA B MOYKAX U MOCITe-
nywomeit rumepBoneMyu. COOTHOIIEHME KOPTU30-
Ha/KOpTHU30/1a B CYTOYHOI MOYe B IIpefie/iaX HOPMBI
[25].

McespormnoanbaocTepoOHN3M 2-ro TMNa

Cunpgpom loppoHa, WM ICEBIOTUIIOANBAOCTEPO-
HU3M 2-TO TUIIa, — pefiKoe 3ab0meBaHye C ayTOCOM-
HO-ZIOMVHAHTHBIM TUIIOM HacjlefoBaHus (XpOMOCO-
MbI 1, 12 u 17), BeI3BaHHOE HapyLIEeHUAMU pa60TbI
aMWIOPUIYYBCTBUTE/IbHBIX HATPUEBBIX KaHAJIOB
B JIUCTAJIbHBIX ITOYEYHBIX TPYOOUKAX U IIPOSBIIAIO-
eecs HU3KOpeHMHOBOI AT, runepkanuemueit, MeTa-
6OMMIECKNM ALUIO30M, HU3KUM W/IM HOPMaTbHBIM
YPOBHEM a/bJOCTepOHa. ApTepuanbHas I'UIEPTeH-
31 PasBMBAETCA BCIEACTBME YBEIMYEHHON IOYey-
HOJI HAaTpMeBOi peabcopOuMM, a TUIIEpKANTNEeMMsT —
B pe3y/nbTaTe CHIDKEHMA II0Y€YHOM 3KCKPelun
Kanus, KaK IpyU TUIOANbHoCTepoHusMe. JleueHue
3aK/II04a€TCsA BO BBEJEHUM X/IOpULA HAaTpUSA BMe-
cTo 6uKapboHaTa HATPUS U B HA3HAYEHUU TUA3K/[IOB,
KOTOpble MHIMOUPYIOT peabcopbiuio HATpuUsA B JuC-
Ta/JIbHOM He(ppoHe. PekoMeHyeTCs cTporoe orpaHu-
yeHye comy. MyTtaunuy Opln MEeHTUOUIMPOBAHBI
B reHax kmHa3 ceMmerictBa WNK - WNKI u WNK4 -
Ha XpoMocomax 12 u 17 cooTBeTCTBEHHO [26].

MHcan/IHope3I/ICTeHTHOCTb

MeTabonuyeckuit CUH/IPOM XapaKTepusyer-
ca Al, BuclepaqbHBIM OXUpPEHUEM, [UCIU-
nugemMuelr ¥ MHCYIMHOpe3sMcTeHTHocTblo. Ilo
MeHblIel Mepe 24% B3pOCHIBIX COOTBETCTBYIOT
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KPUTepUsAM MeTaboMN4eckoro CHUHAPOMA, a s
MaIeHToB crapire 50 jieT 9ta mos emie OGOJbIIe.
VHCynuHOpPE3sUCTEeHTHOCTh accoummpyerca ¢ AT
U BBI3BIBAET COCYAUCTYIO AUCHYHKIMIO. VI36bITOK
Beca nosbimaeT puck Al Ha 70%, yBennunpaeT puck
T€PMUHA/JIbHON CTafiuM IOYE€YHON HEJOCTAaTOYHO-
ctu. VIHCYynMH, B 4yBCTBUTENBHBIX K HEMY TKaHAX,
MOXKeT HEIOCPEe[ICTBEHHO CTUMYNIMPOBATh KasblU-
eBble KaHaJIbl, YTO BlIe4eT BbIBEJleHME Ka/lbliuA U3
KJIeTKM. B apumonnuTe moBbIIIEHHBIE 1[MTO30/IbHbIE
KOHILEHTpal MM KajnbLUWsA MHAYLUUPYIOT MHCYIMHO-
PE3UCTEHTHOCTD. B K/leTKe, pe3NCTEHTHOI K MHCY-
JIMHY, CHUKEH BBIXOJ, KabIusA U3 KneTku. Takne co-
CYAVCTBIE ITTaIKOMBILIIEYHbIe K/IeTKM 60/lee aKTUBHO
OTBEYAIOT Ha Ba30KOHCTPUKTOPBI ¥ TAKMM 006pa3oM
HNPUBOJAT K MOBBIIIEHNIO aPTEPUANIbHOTO JaBIeHNA.
Hapsapgy ¢ aTum npu MHCYTMHOPE3UCTEHTHOCTH OT-
MedeHa 3aflep)KKa HaTpuA B OpraHU3Me U TUIlepakK-
TUBaLVA aJpeHePIrUYecKoil HepBHOI cucTeMbl. [Ipu
OXXMPEHUN BBICOKUII YPOBEHb afMIIOKMHOB (6mo-
aKTMBHbIE IENTUJbI, CEKPETUPYIOLIMECS XXMPOBOI
TKaHbIO) IOIOJHUTENIBHO CTUMYIUPYET WHCYIU-
HOPEe3UCTEeHTHOCTb, HapyIlaeT JUIMUIHBIA OOMeH
u yxypuaeT Tedenne AT [27].

[vnepnapatnpeos

IManuentbl ¢ TsKenoit A OOBIYHO OTIMYAIOT-
Csl TIOBBILIEHHOJ SKCKpeluell KanbIyusA IO CpaB-
HEHNI0 C HaluyeHTaMy 6e3 TUIEPTEH3UM, BCTIE[-
CTBUE YEro TIUIEPCEKPETUPYETCA MNapaTTOPMOH.
KpaTrkoBpeMeHHOe  IIOBBbIIIEHME  MapaTTOPMOHA
U KaJblMA OKasblBaeT COCy[opaclIMpsAmolee feli-
CTBHUE, O[HAKO XPOHMYECKMII TUIIepIIapaTUpeos
U TunepkanbiuemMusa composoxjaorca Al ¢ pas-
BUTMEM SHJOTeNNANbHON AUCHyHKIMM. Y GOMBHBIX
¢ HepBUYHBIM IunepraparupeosoMm Al HabmiomaeT-
ca B 40% cmy4vaes. I KOppeKLIYU apTepUarTbHOTO
IaBJIEHVA MOXeET MOTPe6OBaThC MHOTOKOMIIOHEHT-
HasA aHTUTUIIepTeH3MBHasA Tepanus. Ilocne nmaparu-
PEeOMI3KTOMMUM BO3MOXKHO YMEHbIIIEHVe KOTNYeCTBa
U 03bI TUIIOTEH3VBHBIX IPENApaToB UM UX IONTHAA
oTMmeHa. IIpym cMHApOMax MHOXXECTBEHHON 3HJO-
KpuHHOJ Heomtasuu AT’y 60/IbHBIX ¢ IUIIepIapaTi-
peo3oM MOXKeT OBITh CBsA3aHa ¢ Hanu4dueM eoxpo-
MOLIMTOMBI [28].

MMnepkopTUUN3M

IMTanuents ¢ cuHppomoM KymmHra dyacto >xamy-
I0TCSI Ha MI3MEHEHMe BHEIIHOCTH, YBelIMdeHNe Beca,
HOBBILIEHVe IIMKEeMUY, OECCOHHUIY, AeHpeccuio,
C1aboCTh, YIPEBYIO ChIIIb, SKXMMO3Bl ¥ TUPCYTU3M
(y XeHIIMH).

ApTtepuanbHas TUIIePTEeH3M acconuupy-
eTcsi C TUIePKOPTULM3MOM  HPUOIU3UTENBHO
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B 80% cny4aeB y B3pocnbix U B 50% HaOmofeHN
y meteit. Y 30% nmanmeHTOB IOC/IE ONIEPaTUBHOTO Je-
yenusi AT He perpeccupyer. Y 60IbLUIMHCTBa AeTel
HOpManu3anusa apTepPUaNbHOTO [aBJIEHMUA IPONC-
XOJUT B TeYeHME TOfa, 3aBUCUT OT CTENIEHM U IPO-
TOJDKMUTETbHOCTM IPefoNepalIOHHON TMIePKOPTH-
sonemun. Ilpu cunpgpome Kymnnra ypoBHy peHnHa
U [1e30KCMKOPTUKOCTEPOHA OOBIYHO HOPMAJIbHBI,
torga Kak nmpu AKTT-skTonmnyeckom cuHApoMe Ha-
OmofaeTcsl TUIIOKANTNEMUs, YTO BefleT K CHYDKEHUIO
YPOBHS PEHIHA Y YBE/IMYEHNIO He30KCUKOPTUKOCTe-
poHa.

EcTb HeCKONMBKO MeXaHM3MOB IIOBBIIIEHMS ap-
TepUabHOTO HAaB/eHMA Npu cuHApome KymmHra:
yBenuYeHNe IPOU3BOJICTBA IE€YEHDI0 AHTMOTEH3M-
HOT€HAa M HAaTPYy3KM Ha cepplie IMIOKOKOPTUMKON/A-
MM, YMeHbIIEH)Ee MPOM3BOACTBA NMPOCTAITIAHANHOB
BCIIEACTBUE MHTMOMpOBaHus ocdonnmassl A, mo-
BbIIIEH)ME MHCYIMHOPE3UCTEHTHOCTM, TUIIepaKTH-
Baiusa 11B-HSD u cTtumynanus MMUHEPaIoOKOPTU-
KOMJIHBIX peLeNTopoB. [ImarHocTMkKa CHHApOMa
KymuHra BkTI04aeT B cebs MccnejoBaHme CyTOYHOM
9KCKpeLuy CBOOOFHOTO KOPTHU30/1a C MOYOIL, HOYHOI!
TecT ¢ 1 Mr JlekcaMeTa30Ha, MCCNeNOBaHNe HOYHOMI
C/IIOHBI Ha KOPTU3OJI, OIlpefiefieH) e CYyTOYHOTO PUT-
Ma CeKpeluy KOpPTU30/Ma U Apyrue TecTol. JledeHne
OIlepaTMBHOE — Yy/laJleHMe KOPTUKOCTEPOMBI WM
kopTrkoTponnHoMsl 1160 AKTT-cexperupyromeit
omyxomu. ['mnokanuemus oObIYHO KOPPEKTUPYeTCA
aHTaTOHVMCTAMI MMHEPATOKOPTUKOVIHBIX PELeNTO-
pos [25, 29].

Pe3ncTeHTHOCTDb K FMIOKOKOPTMKOnaam

Bcnencreue MHaKTUBMPYIOIEN MyTally TeHa ITII0-
KOKOPTMKOMJJHOTO pellelITOpa BO3HUKAET pefKasd
ayTOCOMHO-PELIeCCMBHASA WM JOMMHAHTHas IIa-
TOJIOTUSI — PE3UCTEHTHOCTb K ITIIOKOKOPTUKOMZAM.
Ha ¢one yBennuenus yposus xoprusona u AKTT
K/IMHMYECKNE CUMITOMBI cuMHApoma Kymmura He
NpOABNAKTCA. [IOCTOAHHBI IIOBBIIIEHHBIN YPO-
BeHb AKTT npuBoput K rumepcekpenum Hajirnovyed-
HIKOBBIX MeTa60MIUTOB C MUHEPATOKOPTUKOUSHOI
aKTUBHOCTBIO (KOPTUKOCTEPOH, [Ie30KCMKOPTUKO-
CTepOH) U, JOIOTHUTEIbHO, TIOBBILIEHHbIN YPOBEHD
KOPTU30/Ia CTUMYINUPYET MUHEPATOKOPTUKOUIHBIE
penenTopsl, uto npossaserca Al Ctumynanus ce-
Kpelny aHpOreHoB (aHIPOCTEH/VIOH, eI U/PO3IIN-
aHJPOCTEPOH, JeTUAPOINMNAHPOCTEPOH Cynbdar)
Y KEHIMH OIPUBOAUT K TUPCYTU3MY, aKHE, OTUTOMeE-
Hopenu 1 6ecrioguio. Y feTell HabM0TaeTCs TOXKHbII
repMapoAUTU3M U paHHMIT mybeprar. Y MYXUNH
IOMarHOCTMpYeTcsA OecIiofye W/VIM ONUIOCIep-
Musi. ApTepuanbHas IMIEPTEH3NUs IpU 9TOM 3a60-
7IeBaHUM KOHTPONMPYETCA IPUEMOM aHTAarOHMUCTOB

JNekuwma, ob3op
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MIHEPAJIOKOPTUKOMUTHBIX PeLieNITOPOB MM CyIpec-
cueit cexpeuun AKTT ¢ mekcamerasonom (1-3 mr
B cyTku) [30].

TupeoToKkcnkos

['unepTpeos yBeIMunBaeT CUCTOMNYECKOE apTePH-
aJIbHO€e JaBJIeHNe BCIE[CTBIE YBeIMYEHNUs YaCTOThI
CepHevHBIX COKpAIeHWil, CHUKEHUSI COCYRUCTOTO
CONIPOTHUBJIEHNS VI NOBBILIEHNsI (YHKIVIOHATBHOTO
cocTOsTHMSA ceppla. [IoYTH y TpeTu maumueHToB C Ti-
neptupeosoM nmeercsa Al, KoTopas 4acTo perpec-
cupyeT HOC/Ie HOCTVDKEHMs 9yTupeosa. Ha mepuop
IO [OCTVDKEHNS 9YTUPe03a, a 3a49acTyio 1 Ha 6oee
IIVTENbHBIN CPOK MaljeHTaM ¢ MaHM(pEeCTHBIM TH-
PEOTOKCHKO30M Iieflecoobpa3Ho HasHaueHue [B-af-
peHobmokaTOpoB. CyOKIMHMYECKMIT TUIIEPTUPEO3
MOJXKET CIIOCOOCTBOBATH JIEBOXKETYLOYKOBOI IUIIEP-
Tpodun u, TakuM obpasom, passutuio AT [31].

funotupeos

IIpy rumotmpeose yXyAUIaeTcs 3SHAOTENMATD-
Hasi (YHKUMS, YBEIMINBAETCH CHUCTEMHOE COCY-
IMCTOe COIPOTUBIIEHNE, BHEK/IETOUHBII 00beM
KUIKOCTU ¥ [MACTONMYECKOe apTepuanbHOE [JaB-
nenye. Y 32% DNaunyeHTOB 3aMeCTUTe/IbHasA Tepa-
U JIEBOTUPOKCYHOM IPUBOAUT K CHVDKEHUIO [IU-
aCTONMMYECKOTO apTePUAIbHOTO JABIECHUA MEHee
90 MM prt. cr. JIMeroTcA NONOXUTENbHBIE KOppe-
NALDUU MEXJy YPOBHEM TUPEOTPOIHOrO rOPMOHA
U MACTONMMYECKUM apTepuanbHbIM faBneHueM. Ilo
[IOBOAY CBSI3Y CYOKIMHMYECKOro runotupeosa u AT
Y CHeIanICTOB HEeT eAVHOTO MHeHu [32].

AKpomeranus

PacnpoctpanenHocts AI' y 60/IBHBIX ¢ TUIepceKpe-
LJeil COMAaTOTPOINMHA COCTAaB/IAeT HpPUOIUUTENBHO
46%. ComaToTponuH o6/ajjaeT aHTUHATPUITYpeTide-
CKIM CBOJICTBOM, €I'0 IIOBBILIIEHHASI CEKpeLysI IPUBO-
JUT K 3aflep>KKe HaTpsA U TUIIEPBO/IEMIUN. YBeI4eHme
CHUCTO/IMYECKOTO BBIOPOCA M BBICOKAs 4acTOTa Cep-
IeYHBIX COKpAIIeHNI KaK IIPOsB/IeH)e TMIIePKIHe-
TUYECKOTO CUMHAPOMAa MOTYT BbI3BaTb 3aCTONHYIO
CepHevyHyI0 HeJOCTATOYHOCTb. PeHNMH-aHTMOTEeH3VH-
a/IbJlOCTEPOHOBAs CUCTEMA TaK)XXe BoBeKaeTcs B Al
ApTepmanbHOe flaBlieHMe elre GONbIIe yBeTMINBa-
€TCs1 y TALIMEHTOB C HAPYIIEHHON TO/NEPaHTHOCTDHIO

Jlntepatypa
1.YaszoBa WE, OwenkoBa EB, Porosa AH, [a-
Hunos HM, Yumxnapse HM, XepHakosa OB,
Kapnos t0A, Apxunos MB, bap6apaw OJl, la-
nasuy AC, TpuHwTenH KOW, Epervn CA, Kap-
no. PC, Kucnak OA, Kobanasa [, Konpaaun AO,

Kyxapuyk BB, JluteuH AlO, MaptbiHos AW, Meg-
Begesa VB n gp. lnarHocTvka u nedyeHue ap-
TepuranbHON runepToHun. KnMHnyeckrne peko-
MeHaauun MUHMCTepPCTBa 3APaBOOXPaHEHUA
Poccuinckon Oepepaunmn. M,; 2013. 64 c.

K ITIIOKO3€ VWIM CaxapHbIM Auaberom. TeueHue comyrt-
CTByIOLIell maronoruy npu akpomeramvu (AL, myc-
MUTIUAEMNUs, CaXapHblil ArabeT U KapaMOMMOLATIIA)
MOXXET Y/IYYIINThCA HaXKe PV YACTUIHOM KOHTPOIE
TUIIepCeKpeLy COMaTOTponmHa [33].

ﬂpyrme noTteHUuuanbHble SHAOKPUHHbDbIE
MPUYNHDbI apTepmaanon rmnepTeHsnn

B psife uccnenoBanmit mokasaHo: AedUINT BUTAMMU-
Ha D Mo)XeT OBITb TPUITEPOM IIOBBILIEHHOTO Cepred-
HO-cocymmcToro pucka n Al, 4TO comnpsXeHO ¢ UH-
CY/IMHOPE3UCTEHTHOCTBIO 1 HapylleHueM paboThl
PEeHUH-aHTIOTEeH3H-aJIbJJOCTEPOHOBOI CUCTEMBI [34].

Heduumr TecTocTepoHa YAacTO BBIABIAETCA
y HAaLMeHTOB C OXUpPEHMEM, CaXxapHbIM AnabeTom
/MM MeTabonMYecKuM CUHAPOMOM, BKIoyass AT
3aMecTuTeNpHAS TEPAINA IJIsI HEKOTOPBIX IIallMeH-
TOB MOXKeT ObITh 3¢ (EeKTUBHOI He TOIBKO B OTHO-
[IeHUM CHIDKeHMs NUOMIO, HapyLIeHMs 3PeKIuiu,
YCTaZIOCTH, HO TaK>ke ¥ B OTHOLIEHUY MeTabosye-
ckoro cungpoma u AT [35].

[IpuBOAATCS JaHHBIE O TOM, YTO AepuUUT coma-
TOTPOIMHA TakxXe accoummpyercsi ¢ Al, rmaBHBIM
06pa3oM BCencTBUe M30BITKA MAcChl Tema. Takum
06pa3oM, y MaLMeHTOB C OXMpPEHUEeM HapsAay ¢ Me-
POLPUATUAMYU N0 U3MEHEHNI0 00pasa XU3HU U II-
TaHMA JI8 CHVDKEHMS MAacChl Tejla MOXKET OBbITh
PacCMOTpEHO BpeMeHHOe MOAKIIOUeHMEe K Tepannn
COMATOTPONNHOM [36].

VnpuBuayanpHble OCOOEHHOCTM TKaHECHELN-
(huuecKoit IyBCTBUTETBHOCTY [TTIOKOKOPTUKOVUIHBIX
PELIenTOPOB ¥ [elICTBYUS SHAOTEHHBIX T/TIOKOKOPTH-
KOMJOB MOT'YT UTPATh CYLIeCTBEHHYIO POJIb B Pa3BU-
i AI, o)xupeHus, caxapHoro guabeta 1 TpebyOT
JajbHelero usydennus [5, 37].

3aKknoueHue

Cobupast aHaMHe3 maIjyleHTa C INOJO3PEHMEM Ha
9HAOKpUHHYI0 Al, Heo6XOfMMO YTOYHUTH BpeMs
maHngecraunn Al, peakumio Ha IpenbIAyIee TU-
[IOTEH3MBHOE JIedeHNue M HOLPOOHO PaCCIPOCUTH
0 ceMeltHbIX 3a60/meBaHMsX. Jlo/KeH ObITh TPOBefeH
[IO/THBI (PVBMKA/IBHBIIL OCMOTP, 0C000e BHMMAHIE
ClIefiyeT YAeMUTDb IpU3HaKaM 3a00/IeBaHuUIL, aCCOLU-
MPYIOWUXCA C 9HAOKpUHHOM Al a anee mpoBOAUTH
nabopaTopHoe 06cefoBaHye. @
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Secondary (endocrine) hypertension:

lecture

Yukina M.Yu." - Troshina E.A." - Bel'tsevich D.G." - Platonova N.M.!

Hypertension is a very common disease with
high morbidity and reduction in quality of life.
Endocrine disorders are the most common cause
of secondary hypertension affecting ~3% of the
population. Primary aldosteronism can be the
cause of endocrine hypertension more often than
other endocrine disorders. Other less common
causes of endocrine hypertension include Cushing
syndrome, pheochromocytoma, thyroid disorders,
and hyperparathyroidism. Endocrine hyperten-
sion is potentially curable if the underlying cause is

512

identified and treated accordingly. Younger age at
manifestation of resistance to multiple antihyper-
tensive drugs, together with other clinical signs of
an endocrine disorder, should raise the suspicion
and prompt the appropriate evaluation.

Key words: endocrine hypertension, secondary
hypertension, primary aldosteronism, pheochro-
mocytoma, Cushing syndrome
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