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U Apyrue aBTopbI

I. BBEQEHUE

ApTepuanbHon runepTeHsmen (Al) cTpaga-
et 28,6% B3pocnoro HaceneHua B CLLUA [1-3]. B
OGONbLUNMHCTBE CJlyyaeB rMNepTeH3UA ABNAETCA
nepBnYHON (OCHOBHOM UM KMAMOMNATUYECKON),
HO MpnbnM3uTenbHo y 15% NaUMEHTOB BbISB-
naeTca BTOpuYHaa runepTeHsuA [4, 5]. bonee
50% petein ¢ Al MetoT BTOPUYHYIO NPUYNHY 3a-
6onesaHua [6]. Y nogeit monoxe 40 net pacnpo-
CTPaHEeHHOCTb BTOPUYHOM rMnepTeH3nmn coCcTaB-
naet npumepHo 30% [7]. BropnuHble NpuyrHbI
rMnepTeH3nn BKIIOYAOT MoyeyHble (Hanpumep,
MapeHX1MaTo3Hble 3a001eBaHUsA NOYeK) 1 SHAO-
KPUHHbIE MPUYUHBI. MMnepTeH3na MoxeT ObiTb
HayaNibHbIM  KIMHUYECKUM MPOABAEHNEM MO
MeHblen mepe 15 SHOOKPUHHbBIX PacCTPONCTB
(tabn. 1).

Ta6nuua 1. JHAOKPUHHBIE NPUYNHDBI FTUNEPTEH3UN
JTuonorus

ApnpeHo3aBucMmble NPUYNHDI
1. DeoxpomoLyTOMa M CAMNATUYeCKas NaparaHrinoma
2. TlepBUYHbIi anbJ0CTEPOHU3M
3. [Mnepae30KCKOPTUKOCTEPOHI3M
a) BPOX/eHHaA runepnnasua HaanoueyHnKkoB
- 11B-ruapoKcunasHad HefoCTaTouHOCTb
- 170-rnapoKcMNa3sHas HefoCTaTouHOCTb
6) Ae30KCMKOPTUKOCTEPOHNPOAYLMPYIOLLAA OMYXONb
B) MepBYUYHAA PE3UCTEHTHOCTb KOPTU30/1a
4. (unppom Kywimkra

MHuMBIit M36bITOK MUHEPaNnoKOPTUKOMA0B/AeduuuT
11B-ruapokcucTeponaaeruaporeHasbl
1. [eHeTyeckme
2. MpuobpeTeHHble
a) NpUeM CoNoAKM N KapbeHoKCoNoHa
6) cunppom Kywmhra

MapaTupeono3aBucmble NPUYMHBI
[nepnapatupeo3

uno¢u3o3aBucumMbie NPUYUHBI
1. Akpomeranus
2. (unapom Kywimrra

BTopuuHbIii runepanbaocTepoHu3m
PeHoBackynapHas runeprex3ua

Tupeonpo3aBucumble NPUUNHBI
1. [unotupeo3
2. [unepTnpeo3

KomnnekcHoe peiicTBue
06cTpyKTMBHOE anHo3 cHa (0AC)

TOUYHbI AMArHO3 SHAOKPUHHOW rMNepTeH3nn
No3BONAET KAMHMLUMCTAM MPOBECTUM XUPYpru-
yeckoe fleyeHrie UM JobUTbCA ONTMMANIbHOrO
KIMHUYECKOro OTBeTa B xode creunduyeckom
dapmakonornyeckon tepanuu [8]. MepBUYHbIN
anbgocTtepoHusm (MA) npeacTaenseT cobon pac-
CTPOWNCTBO, KOTOPOE BPauu JOMKHbI y4NUTbIBATb Y
6onblUMHCTBA NaumeHToB ¢ Al [9].

* ABanTupoBaHHblii NepeBoz JoKyMeHTa, onybnnkoBaHHoro B xypHane Endocrine Reviews 38.2 (2017): 103-22,
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3pecb Mbl PaCCMOTPYIM PasfinyHble GOPMbI SH-
JOKPVHHOW TMNepTeH3nn, akUueHTUPOBaB BHU-
MaHWe Ha PacnpOCTPAHEHHOCTH, KIIMHUYECKMX
NPOABIIEHNAX, PEKOMEHAALUAX OTHOCUTENbHO
TOro, Korga crefyeT NPOBOAUTb UCCeOBaHUA
[ONs1 BbIsIBNIeHUs1 3a00NeBaHUsA, a TaKXKe MMe-
IOLMXCA B HacTosllee BpeMA MeTodax Auar-
HOCTWKW AaHHOW naTonorum (cxema).

Il. DEOXPOMOLMTOMA U

NAPATAHTTIMOMA

A. BsedeHue u pacnpocmpaHeHHOCMb

®eoxpomounTomMbl 1 NaparaHrnvomb (OMNI) -
peakue onyxonu M3 HerlpO3HAOKPUHHbLIX XPO-
Mad VHHBIX KIETOK, KOTopble OObIYHO Bbipa-
6aTblBalOT KaTEXONAMVHbI U pPa3BUBalOTCA B
MO3roBOM BellecTBe HagnoyeyHukos (ot 80 go
85%) unu B napaBepTebpanbHbIX FAHMAX CUM-
naTnyeckom HepeHoW cuctembl (0T 15 go 20%)
[10, 11]. MaparaHrnnMombl, PacroONIOXKeHHble B
0o6nacTn Wwen M OCHOBaHMA 4Yepena, OObIYHO
ABNAOTCA TOPMOHaNIbHO HeaKTVBHbIMY; OfHa-
KO HEKOTOpble M3 HUX NPOAYLMPYIOT AOMAMUH.
PacnpoctpaHeHHocTb O] cpean HaceneHua
B UesoMm KpanHe Hu3kaa (1,5-1,6 cnyyaa Ha
10 000 yenosek). YactoTa Bbilwe y 60nbHbIX Al
(20-60 cnyyaeB Ha 10 000 naumeHTOB). Tem He
MeHee, 3TO BCe elle pefkoe HOBOObpa3oBaHue,
KOTOpOe HEevyacTo BCTPeyvyaeTcs B KIMHUYECKON
npaktuke. B HeKoTopbix rpynnax nauveHTOB
pacnpoCcTpaHeHHOCTb [aHHOW MaToforMn 3Ha-
ynTenbHo Bbiwe (Hanpumep, 500 cnyyaes QNI
npuxogmtca Ha 10 000 nNaumMeHTOB, Y KOTOPbIX
TakXe CnydyallHo OOGHapy»KMBaeTca OmMyxosb
HagnoveyHukos) [12]. OuarHo3 O yacto He
yCTaHaBNMBAETCA, TaK Kak pacnpoCcTpaHeHHOCTb
3TUX OMyXONew Mo AaHHbIM ayTOMNCUK COCTaBNAET
5 cnyyaes Ha 10 000 yenosek [13, 14].

CywecTtByeT fBa OGUOXMMUYECKMX eHoTMMa
OMIM1: appeHepruyeckne 1 HopagpeHepruye-
ckue onyxonu [15, 16]. AgpeHeprunyeckme onyxo-
NN PacnosioXeHbl B MO3roBOM BeLLeCTBE HaAno-
YEUHUKOB M OObIYHO CUHTE3UPYIOT afipeHanuH,
MeTaHedPUH (rMaBHbIA MeTabonuT annHedprHa)
N pasfinyHble YPOBHU HopaapeHanuHa. Hop-
afipeHepruyecKkme onyxosnu pacnonoxeHol 6o
B MO3rOBOM BELLECTBE HAAMOYEYHUKOB, NGO BHE
HaZlMOYeYHUKOB (3KCTPaHaAMOYEeUYHUKOBbIE), U
BblpabaTbiBaloT HOp3aNMHepprH (NpeumyLiecT-
BEHHO WM WUCKNIOYMUTENbHO) U HOpMeTaHed-
puH (OCHOBHOW MeTabonuT HopagpeHanvHa).
OT1cyTcTBUE 3NNHEDPUHOBOW CEKPEeLMM B ITUX
onyxonsax obOyc/IoBNeHO OTCyTCTBUEM depmeH-
Ta deHnnaTaHonaMuH-N-meTUNTpaHCcpepasbl B
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(xema. Korpa 3anop03puTh 1 KaKk AMArHoCTMPOBaTh SHAOKPUHHYIO FUNEpPTEH3MI0
U36bITOK MUHEPanoKopTUKONAOB NN NX 3PHeKT

KaTexonamumbi

(Oeoxpomouyutoma/
Maparanrnuoma (ONIN)

Mapokcu3manbHble CUMATOMbI
[lapazioKcanbHblii OTBET
apTepuanbHoro Aasnexna (A)
Pe3ucteHTHaA (ycToilumas)
runepTen3ua
CnyyaiiHo 06Hapy»eHHas
0NyX0/b HaAN0YEYHINKOB
ONIN 8 npowwnom
CemeitHblii aHamHe3 QI
CMHApOManbHble NpoABNEHNA

Korpa 3anopo3putb

I13mepeHue ypoBHA
(paKLMOHNPOBAHHBIX
MeTaHedpUHOB B KpOBY

BbiaBneHune

K B 24-4acoBoil MopLMIA MOYN

MepBuYHbIN aNbA0CTEPOHU3M

[lnuTenbHblil ypoBeHb CCTONNYECKOTO
AL = 150 MM pT. CT. 1 AUacToNNyecKoro
ALl =90 mm pr. cT.
Pe3ucTeHTHad runepteH3ua
[uneprensna u:

- rUnoKanuemms
- CNlyyYaliHo 06HapyeHHas
OMyX0/b HaAMOYEUHIKOB
- 0AC
- PaHHee Hayano runepTeH3nK y Beex
POACTBEHHIKOB NEPBOI IMHUM MK
LiepebpoBackynApHble cobbiTvA B
MOI0A0M Bo3pacTe (< 40 ner)

Bce poacTBeHHUKI NePBOI IMHIN
UMEIOT NepBUYHDIA ANbAOCTEPOHU3M

OnpegeneHiue COOTHOLLIEHNUA
anbJ0CTePOHa/peHInHa

U36bITOK e30KCMKOPTUKOCTEPOHA

BpoxpeHHas runepnnasus
Hagnoye4yHuKoB — geduuut 11
unu 17a-ruapoKcunasbl
[leti, noApOCTKYM 1 MON0AbIe NoAM C
runepTeH3uei 1 runoKanuemueil n H3KIm
YPOBHEM aNbA0CTePOHa U PeHNHa

Onyxonb, NpoAyuvpyiowas
Ae30KCUKOPTUKOCTEPOH
TUnepTeH3us U TINOKanNeMus ¢ HU3KIM
YPOBHEM abAi0CTEPOHA U peHiHa

MepBUYHasA pe3UCTEHTHOCTD
K KopTu3ony
TunepTeH3us 1 rNoKanuemma ¢ HUKUM
YPOBHEM ab/i0CTEPOHA U peHuHa

Msmepeume KOHLEHTpaLun B nnasme
KpOBM 1€30KCMKOPTUKOCTEPOHA,

[Jipyrue SHAOKPUHHbIE Cnyyan

PeHoBackynsApHas runepreHsus
Hauano runeprensum < 30 net
(HanommMHaeT GUOPOMbILLIEYHYIO ANCNasmio)
Hapacraiowas, pe3uctentHas,
3710KauecTBeHHas runepTeH3na
HapywweHue dyHKLIM NoYeK Npu 0TBETE Ha NleveHue
WHT6UTOPaMIN aHTVIOTEH3UHNPeBpaLLAloLLero
depmenTa (MAND) unm bnokatopamm peLenTtopoB
aHrinotensuHa |l
BnepBble BO3HUKLLAA rUNepTeH3Na
nocne 50 N1eT y KypunbLLMKoB
(HanommHaeT paboTy apTepuanbHOro knanaxa)
AcumMmeTpuA NoYeK 1 HeobbACHUMOE HapyLLeHue
dyHKLMM noyeK
Otek nerkux

[lipyras SHAOKpMHHaA naTonorusa
CuHppom Kywuhra
[uneptupeo3
[unoTnpeo3
[unepkanuemua u NepeUYHbIiA runepnapatpeos
Akpomeranus

0AC

PeHoBackynApHas runeprex3ua

Bu3yanu3auua noyeyHoii aptepum nyTem AynnexcHoro

Y3, KT unv mariuTope3oHaHcHolt aHruorpagum
UAN PAAMOHYKNIAHOI CLIHTUTPadUK

3KCTPaHaAMOYEYHUKOBbBIX OMYXOAX; AAaHHbIN GepMeHT Heob-
XOAVM [/1A MpeBpaLLeHns HOpaapeHaaHa B agpeHanuH [17].
Brioxmmunuecknii GeHOTUM Ba)KeH MO HECKONIbKMM MPUYMHAM.
Bo-nepBbIX, C €ro MOMOLLbID MOXHO CMPOrHO3MPOBaTh TUM
MyTaLUW repMUHATMBHBIX (3apOAbILLEBbIX) KNETOK: Hanpumep,
HOpafpeHepruyeckrie onyxonu 6onee BepoATHO 6yAyT CBA3a-
Hbl C MyTaLMAMUN TMNOKCUYECKOTO CUTHANBbHOIO NyTu (Knactep
1: myTaumm Tunnensa-JIMHgay v CyKUUHaTAErngporeHasbl), u
6onee BEPOATHO, UTO afpeHepruueckne onyxonu 6yayT acco-
LUMMPOBATbCA C MyTaUMAMY MyTel nepefayr CUrHanoB K1MHa3bl
(knactep 2: MHOXeCTBEHHas SHAOKPUHHAA Heonnasua 2-ro
TUNa v HelpodubpomaTos 1-ro Tmna). Bo-BTOPBLIX, Y NaLmneHToB
C aApEeHEPTNYECKUMI OMYXONIAMY MOXET ObITb 6O/bLLE NAPOK-
CU3MasibHbIX CMMTOMOB, YeM Y MaLNEHTOB C HOpagpeHepru-
yeckmmm onyxonamu [17, 18].

b. KnuHuyeckasa kapmuHa

KnnHnueckne npossnexna y naymeHTtos ¢ QMM wupoko
BapbUpPYIOT OT OTCYTCTBMA CUMMTOMOB O MasblX AUCKPETHbIX
CMMNTOMOB M KaTacTPOPUUECKUX ONA XKUSHU KINHNYECKNX
npoasneHnn [10, 19]. B uenom kaxpgbin 10-11 naumeHT ¢ faH-
HOW naTofiornen NosHOCTbIO BEeCCUMMNTOMHbIN; 3Ta beccumn-
TOMHaA nogrpynna HamHOro 6osnblue cpean MaLUEHTOB CO
CNyYyanHoO OOHApY>KEHHbIMU OMYyXONAMU HAAMOYEUYHUKOB ”
Tex, KTO Oblfl BbIAB/IEH B XOfe CEMENHOro CKpuHuHra. lMpo-
ABNIEHMEM [aHHOW NAaToNOrMn ABNAETCA Knaccuyeckasa Tpu-
afla — CTyyvalyas ronoBHas 605b, 0OMIbHOE NOTOOTAENEHME
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11-1€30KCMKOPTU30M1a, AHAPOCTEH/NOHA, 0AC
TeCToCTepOHa, Jervapo3nuaHApoCTepoH- MonncoMHorpadma
cynbdata (Ar3AC-C), koptuona u pad
17-ruppokcunporectepoHa Cunpgpom Kywnnra

TecT nogaBnexus 1 Mr iekcameTasoHa,
24-yacoBblii CBOOOAHII KOPTU30/ B MOYE,
KOPTU30/ B C/IIOHE B NMO3AHME HOYHbIE Yacbl

N ceppuebreHns, KoTopble ANATCA B popme MPUCTYNoOB OT
HeckonbKMX MUHYT go 1 vyaca. Mexay npuctynamm Habnto-
JaeTcsa nonHoe obnieryeHne CUMMNTOMOB. YacToTa NpucTynoB
MOXET BapbWPOBaTb OT HECKONbKUX pPa3 B feéHb A0 HECKOJIb-
KX pa3 B MecsL, OHM BO3HUKAIOT IGO0 CNOHTAaHHO, Tn60o npo-
BOLIMPYIOTCA Pa3INYHbIMU GU3NYECKUMUN U XUMUYECKMMU
Tpurrepamu, TakUMmM Kak oblias aHecTe3ns, Moyencrnycka-
HMe U Mpuem fnekapcTB (Hanpumep, B-agpeHepruyeckue
6noKaTopbl, TPULMKANYECKE aHTUAENPECCAHTDI, MIOKOKOP-
Tukomgbl) [20, 21]. MNoBbIWeHHOE apTepuranbHOe AaBfieHUe
(A) nposBnAaeTcA NapoKcU3ManbHOW runepTeHsven y 35%
nauuneHToB. Y Apyrnx 60J/IbHbIX MOTYT ObITb CEpbe3Hble BbICO-
Kne noabembl ALl, MHOrga HacnanBawLWMecsa Ha ANUTENbHYIO
rMnepTeH3nio U nepexonsLine B rMnepTeH3nNBHbIN Kpus. Cun-
TAeTCs, YTo 3TU BbiCOKMe BCneckn ALl n nexalme B X oc-
HOBe 3MM30Abl BbICBOOOXKAEHWA KaTeXxoNaM1HOB OMyXOJibio
OTBETCTBEHHbI 33 BbICOKYI PacnpoCTPaHEHHOCTb cepeyHo-
COCYAUCTbIX UCXOA0B, TAKUX Kak MHGAPKT MUOKapAa, MHCYNbT
N cepfeyHas HeJoCTaTOYHOCTb [22, 23].

B. Kmo noonexum ckpuHuHzy?

PYTUHHBIN OMOXUMNYECKNIN CKPUHWHF BCEX HOBbIX Nauu-
eHToB C Al Ha BbiABneHre O] He ABNAETCA SKOHOMUYECKN
30 deKTUBHbBIM U, ClIefoBaTeNIbHO, HE PeKOMeHoBaH. KnnHu-
LUWCTbl JOMKHbI Ha3HauyaTb OMOXMMMYECKOoe wuccnefoBaHue
Ha BbiaBneHve O ncxoda M3 NPU3HAKOB, YKasblBaloLMX
Ha BO3MOXHOCTb HanMumsA U3ObITOYHON CEeKpeLmmn KaTexorna-
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MMHOB. B yacTHOCTKW, Bpauy cnefpyeT paccmaTpusaTtb ntobble
napoKcK3masibHble MPU3HaKMU UM CUMMNTOMbI KaK «KpacCHbIl
dnar». [TockonbKy OTCYyTCTBME AUArHo3a MOXeT MMeTb dpaTab-
Hble NOCNeACTBUA, Aaxke HEOOMbLUOE KNMHMYeCcKoe nopo3pe-
Hve Ha O] gomkHO MO6YAUTb MPOBECTU BrOXMMUYECKOE
nccnepoBaHue He3aBUCcMMO oT ypoBHA All (Tabn. 2).

Ta6nuua 2. Korga npoBoauTh 6roXuMuecKkoe UccnepoBaHmue ANA CKPUHNHIA
Ha QNI (apanTupoBano u3 Lenders n gp. [25])

Moka3saHusa k npoeeaeHunio 6Groxumnyeckoro nccnefoBaHna

MapoKcu3manbHble NpU3HaKy MM CMMNTOMDbI, YKa3biBatoLLme Ha U36bITOK KaTexoslaMminHa
[TapagokcanbHasa peakuua All Ha nekapcTsa,
XUpYPruyeckoe BMeLLATeNbCTBO AV aHeCTe3unio

Yctoiunsas Al
(CnyyaiiHo 06Hapy»eHHas onyXo/lb HaANOYEYHNKOB (C runepTeH3ueli uam 6e3 Hee)

PaHee N0CTaBNEHHbIiA MarH03 GeoXpoMOLMTOMBI MV MaparaHrnOMbl (C EXeroaHbIM
OUOXUMUYECKIM UCCTIEZIOBaHNEM NA BbISBNIEHNS PeLluauBa 3a00/1eBaHIA)

HacnepcteHHan npeapacnonoXeHHoCTb K GeoXpomMoLuToMe Wy naparariuome

CMHAPOMANbHbII NPU3HAK, YKa3bIBALOLLMIA HA HACNEACTBEHHbIA CUHAPOM,
(BA3aHHbII ¢ Ge0XpOMOLUTOMOIA

Hanpumep, y 60/bLIMHCTBA NALMEHTOB CO CJTy4aliHO OOHapy-
YKEHHOI OMyXOJblo HaANMOUEUYHUKOB HAZNEXNT BbINOMHUTL 610-
XUMMYeCKoe uccnepnoBaHmve Ha Hanuume QNI [24]. Kpome Toro,
nauMeHTbl C YCTaHOB/IEHHOW MyTauuel 3apOAblLLeBON NUHNN,
Bbi3biBatoLert OMIT1, AOMKHbI NPOXOAUTL Nepuognyeckoe 6ro-
XMMmnyeckoe nccnefgosaHve [25]. Bpau Takxke gomkeH paccmo-
TpeTb BOMPOC O BbIABNEHWMN CllyyaeB AaHHOro 3aboneBaHus y
UNEeHOB CEMbM MALIMEHTOB C HeaBHO AnarHocTnposaHHom OIIT1.

I. iccnedosaHus Ha evisigneHue csly4daes 3abosieeaHus

Broxnmmnueckoe wnccnefoBaHne [OMKHO MpefLwwecTBOBaTh
BU3yanr3aLUiOHHON AMArHOCTUKE, MOCKOJNIbKY TONbKO ybenu-
TeslbHble [JoKa3aTenbCTBa M3ObITOYHOrO CMHTE3a KaTexonamu-
HOB MOryT onpaBAaTb NPOBefeHVe JOPOroCcTOALLMX NpoLenyp
BU3yanu3auuun. [lepBOHayanbHbIi OUOXUMWUYECKMIA aHanu3
ana soiasneHna O gomkeH BKOYaTb M3MEpPEHME YPOBHA
CBOOOAHbIX MeTaHePPVHOB B Miasme KpoBu wnn ¢pakumo-
HMPOBaHHbIX MeTaHedpPMHOB B Moue [25]. M3-3a cBoel ouyeHb
BbICOKOWN UYBCTBUTENIbBHOCTU HOPMasibHble 3HAUYeHUA 3TUX Te-
cToB No3BoNAT UcKounTb OIIT1 ¢ BbICOKOW HAAEXKHOCTbIO.
NcknioueHnAMM ABNAIOTCA OYeHb MasieHbKMe OrMyxosnu, KOTo-
pble MOryT ObITb MPOMYLLEHbI, KaK 3TO MOXET ObITb Y 6eccnmn-
TOMHbIX MaLMEHTOB, Mpoweawmnx TeCTUPOBaHMe MO MPUYNHE
Hac/NeCTBEHHOM MpPeapacrnoNioXeHHOCTW. [lmarHoctmyeckas
TOYHOCTb MeXAy MoKasaTesiemM B Ma3mMe KpoBu 1 24-4acoBbiM
aHasM3oM MOYU OT/INYAETCA HeCyLeCcTBEHHO, 0COOeHHO Koraa
IN1A aHanM3a NPUMEHSIOT XXMNOKOCTHYIO XpoMaTorpaduto ¢ TaH-
AEeMHOIN Macc-cnekTpomeTpuen [26, 27]. O6bAcCHeHNeM 3ToMN
BbICOKOW UyBCTBUTESIbHOCTU AIBMSIETCA HENPEPbIBHAs CeKpeLms
MeTaHePPUHOB BHYTPW OMYXOJN, YTO KOHTPACTMPYET C 3MNnN30-
OMYECKON SK30LMTOTUYECKON cekpeLmnernt x poauTenbCcKnx Ka-
TexonaM1MHoB. HanpoTtuB, npeBbileHne HOpMbl GPaKLMOHNPO-
BaHHbIX MeTaHedPMHOB MO pe3ynbTaTaM aHanv3a He ABNAETCA
MONTHOCTbIO cneuuduyHbIM ana Hanuuma O n, cnepoBaTtenb-
HO, He fOKa3bIBaeT, UTo Yy naumeHTa nmeetca O,

Jpyrue poctynHble GUoOXMMMYECKne nccieqoBaHns, Hanpu-
Mep, onpefeneHune B Niasme KPoBM UK MOYe YPOBHA KaTexo-
NaMVHOB, MOYEBOW BaHMANIMUHAANBHOW KUCOTbI U MOYEBO-
ro XpoMorpaHuHa A, UMetoT 6oJsiee HU3KYHO ANArHOCTUYECKYIO
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LEHHOCTb MO CPaBHEHUIO CO CBOOOAHBLIMW MAa3sMEHHbIMU 1
dpPaKUNOHNPOBAHHBIMU MeTaHeGPUHAMU B MOYe.
lpeananumuyeckue ycnosus

Bpauy cnegyeTr C OCTOPOXHOCTbIO OLIEHVBaTb pe3ynbTaThl
6UOXMMMYECKOro nccriefoBaHnsa. OH JOMKEH OLEHMBATb COCY-
LecTBylOLME COCTOAHUA, CBA3AHHbIE C MOBbILLEHHOWN CMMNATK-
YeCKOW aKTMBHOCTbIO, TaKMe KaK CKpbITasA NN ABHaA cepaeyHas
HefOoCTaTOYHOCTb, MOYeYHaA HefoCTaTOYHOCTb U TUMOMIMKe-
MuA. [OBbIWEHHaA cMMMaTUYecKkana akTUBHOCTb MOXET NPUBO-
OVTb K TOXXHOMONOKNTEIbHbIM pe3ynbTataM nccieqoBaHua, Tem
caMbIM OrpaHVyMBasa MONOXKUTENIbHOE MPOrHOCTUYECKOe 3Ha-
YeHwue MOSIoXKNTENIbHOro pe3ysbTaTa aHanusa. Yacto BcTpeyato-
LWMINCA MPUMEP — B3ATME KPOBU Y MaLMEHTOB, KOTOPbIe HaXoaAT-
CA B CUAAYEM MOSIOKEHNM U Nepes STUM He OTAOXHYNU. YTobbI
CBEeCTU K MUHUMYMY PUCK JTOXXHOMONOKUTETbHbBIX Pe3ynbTaToB
aHanM3a Ha ypoBeHb CBOOOAHbIX MeTaHebpPUHOB B Masme
KPOBW, KIIMHULMCTbI JOJIXKHbI OTOMPaTh 06pa3Lbl KPOBU Mocse
TOrO, KaK MauueHTbl OTAOXHYNN, fieXKa Ha CrHE Kak MUHUMYM
30 muHyT. Ecnu B3aTb 06pasel) KpoBM Nocsie OTAbIXa Ha CrviHe
He NpeacTaBnAeTCcA BO3MOXHbIM, XOPOLWNM afibTePHATUBHbIM
TECTOM ABNAETCA onpefeneHne ypoBHA GpaKkLMOHNPOBaHHbBIX
MeTaHe(PUHOB B 24-4aCOBOV MOPLIIL MOYU.

MauneHTbl, KOTOpble NOTPE6NAIOT BIOreHHbIe aMUHBI, TaKXKe
MOTYT I€MOHCTPUPOBaTb JIOXKHOMOJIOXKUTENIbHbIE Pe3ysbTaTbl.
OpfHaKo A 3mMepeHust ypoBHS CBOGOAHbIX MeTaHE(DPUHOB B
nnasme KpoBu He TpebyeTca cneLluanbHbIX NpeaBapuTenbHbIX
anetnyecknx mep. EAMHCTBEHHbIM MCKAOUYeHneM ABMAeTCA
O-MeTUNNPOBaHHbIN MeTabonuT fonaMmHa METOKCUTUPAMUH,
KOTOPbI MOXET ObITb JIOXKHO MOBbILLEH, €C/IV KPOBb OTOMpa-
eTCA y NaLMeHTOB, He HaXOAALMXCA B COCTOAHMM NoKosA [28].
MoBbllEHHbIE YPOBHM 3TOro MeTabonnta UMET HEKOTOpoe
3HayeHne AnA NPOrHO3MPOBAHMA PACMONIOXKEHWA OMyxonen
BHE HaNOYEeYHNKOB (B YaCTHOCTW, NaparaHrMOMbl LWEen 1 Ye-
pena) 1 HannuuA meTacta3os [29].

Mpu onpepneneHnn ypoBHA MeTaHePUHOB B Ma3me KpoBu
KIMHULMCTbI AOMKHbI OTOMpPaTb 06pa3Lbl KPOBM B renapuiHu-
3MPOBaHHblE MPOOMPKM UM NPOBUPKK C STUNEHANAMNHTE-
TPaYKCYCHOW KNCTOTOM U HEMeAIeHHO NoMeLLaTb UX B neq ana
npegoTBpalleHna okmcnmTenbHon gerpagauyum [30]. MNpu un3-
MepeHun 24-yacoBor MoveBol dpakumm meTaHedbpuUHa Ku-
HULMCTbI MOTYT UCMOJIb30BATh KOHTEMHEPbI 6e3 crneunanbHbiX
nob6asok. MNepep xpaHeHiem nabopaHTy cneflyeT NOAKUCINUTb
obpasey mouun fo pH 4, korga obpasel noctynun B nabopa-
Topuito [31]. KNMHNUUCTbI AOSKHbBI TIWATENbHO NPONHCTPYKTU-
poBaTb NaLMeHTOB HaCYeT TOro, Kak cobnpaTb MOUy B TeUeHne
24 vacos. VI3mepeHne ypoBHA KpeaTUHMHA B MOYe ABAAeTcA
nonesHbIM CocoboM NPOBEPKM NPaBUSIbHOCTY ee oTbopa.

Kpome TOro, HekoTopble neKkapcTBEHHbIe MpenapaTbl MOryT
ObITb MPUYMHON NOXKHOMOMOXKUTENbHBIX Pe3yNbTaToB aHann3a
13-3a aHANUTUYECKMX UK GapMaKko-dU3MONOrnyeckrx rnomex
(tabn. 3). KnpgkocTHaa xpomaTtorpadusa ¢ TaHAEMHbIM Macc-
CNeKTPOMETPUYECKUM aHann3om bonee cneumduyHa 1 rnmeet
MEHbLUE aHaNUTUYECKMX MOMEX B OTHOLIEHWW AENCTBUA Ne-
KapcTB, YeM XMAKOCTHaA XpomaTorpadusa C 3neKTpoXumuye-
CKVIM aHanm3oMm.

PeghepeHmHvble 3Ha4YeHUsA

Yto6bl MONYyYMTb ONTUMANbHYIO AUArHOCTUYECKYKD TOuY-
HOCTb, Ka)kpias labopaTopus [O/mMKHa YCTaHOBUTb pedepeHT-
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Ta6nuua 3. JlekapcTBeHHble NpenapaTbl, KOTOPble MOTYT BbI3BaTb NIOMHOMONOKUTENbHbIE Pe3yNbTaThl GUOXUMUYECKUX nccnepoBanuii Ha ONI

(apanTupoBaHo u3 Lenders u ap. [25])

JlekapcTBeHHbIe npenaparbl flnasia kposi Mova
HopmetaHedpun MetaHedpuH Hopmetaneppun Metanedpun

Tpuumknnyeckme aHTMAENpPeCcaHTbl " = " =
AHTMNCUXOTUKM " = " =
Bycnupoy 1 1 1 11
VIHrnbutopbl MOHOAMMHOKCMAA3bI " " " "
CMmnaToMUMeTUKM i il il 1
Kokauw " 1 " 1

JleBopona i 1 " i
(eHoKcnbeH3amMuH " - " -
AuetamuHoeH " = " =
Nabetanon = = " "

Cotanon - - " "
a-MeTungona " - " -
(ynbdacanasuH " - " -

«—»— 6e3 u3meHeHuii

Hble (KOHTPONbHbIE) 3HaUeHWsA AnsA cBoOOAHbIX MeTaHepPMHOB
B nniaame KpoBu U GPaKLMOHUPOBaAHHbIX MeTaHedpUHOB B
24-yacoBoW MOPLMM MOUM C YYETOM CreLynduueckrx aas na-
LiMeHTa XapaKTepUCTMK, TaKMX Kak BO3pacT 1 nos. B yactHocTy,
BEPXHUI NOPOroBbIi YypOBEeHb CBOOOAHOIO NJIa3MEHHOTO HOP-
mMeTaHedprHa Bbllle Y NOXUAbIX naymeHToB [32, 33]. Ana me-
TaHebpUHa UM METOKCUTUPaMUHA Takol 3GdeKT OTCyTCTBYET.

WHmepnpemayus pe3yniemamoe uccie0o8aHus

Ecnn pe3synbrtat TectupoBaHusa cBO60AHbIX MeTaHedpPrHOB
B Myladame KpoBU U GPaAKLMOHUPOBAHHBIX MeTaHehPUHOB B
24-4yacoBoW MOpUMM MOYM Yy CMMMTOMATUYECKOro MaumeHTa
HaxoAWTCA B Npefeniax HopMbl, Bpay MoxeT uckniountb O
Mpwv YCNoBMK, YTo c60p MouK BblsT fOCTAaTOUHBIM, @ OT60P Kpo-
BU BbIMOJIHEH MPABUIbHO. Y 6€CCMMNTOMHbBIX NaLMEeHTOB, Kak
Ny HOCUTENEN OJHOIO U3 FeHOB BOCMPUNMUYMBOCTI, OQUH HOP-
ManbHbI pe3ynbTaT TeCcTa He MOXeT OfHO3HAYHO UCKIIYNTD
OIIJ1; B 3TMX Ccnyyasax npeanoutuTeNibHee NogoXAaaTb U Mo-
BTOPUTb UCCNefOBaHMe.

YpoBHU cBOHOAHOrO MeTaHedpUHa B Mia3me KpoBu, bonee
yeM B 3 pasa npesblWwatoLie BepXHUI KOHTPOJIbHbIV Npefen,
Unn ypoBeHb GpaKLMOHNPOBAHHOrO MeTaHedppuHa B 24-ya-
COBOW Moue, 6osiee yemM B 2 pa3a MpPEBbIAIOLWMIA BEPXHUI
KOHTPONbHbIA MNpefen, ABNATCA BbICOKOHaAEKHbIMU Mpe-
ankropamu Hanuuma O B 3Tux cnyyaax puck noKHOMo-
NOXUTENIbHOrO pe3ynbTaTta MCCIefoBaHNA OYeHb HU3OK, Mo-
3TOMY KAUHULMUCTbI MOTYT NPUCTYNaTb K BM3yann3aunoHHbIM
nccnepgoBaHusm. OgHako y 25% 60sbHbIX YPOBEHb MeTaHedh-
PUHOB HWXEe YKa3aHHbIX MOKa3aTenen 1 MOBblleH NuLlb He-
3HaUUTENbHO, U TaKMX MaLMEHTOB CJIOXKHee aHanM3npoBaTh.
Hanpumep, nauneHTbl B OTAENEHUN WMHTEHCMBHOWN Tepanuu
perynapHO MNOKa3blBalOT JIOXKHOMOBbILWEHHble  pe3ysbTaTbl
aHanu3a [34]. Taknm 06pa3om, BMOXUMMUYECKUX UCCIIeAOBaHNIA
Ha OMNIM y KpuTnyeckn 6onbHbIX cnepyeT nsberatb. CHavana
KIMUHULAUCTbI JOMKHbI NMPOBEPUTb HanuuvMe COnyTCTBYIOLMX
3aboneBaHui, CBA3aHHbIX C NOBbILLEHHOWN CTPECCOBON CUMMa-
TUYECKOWN aKTMBHOCTbIO, Y BCEX MaUMEHTOB C HEe3HAUYUTEIbHO
MOBbILEHHbIM YPOBHEM CBOOOAHbIX MeTaHeGPUHOB B Nyasme
KpoBM nnun GpakLMOHMPOBaHHbIX MeTaHedpUHOB B 24-Yaco-
BOW MOve.
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Ewe 6onee 4acTblM COCTOSHMEM, CBSI3aHHbIM C YMEPEHHO
MOBbLILWEHHbIM YPOBHEM MeTaHedbpuHa B Mnnasme, ABAAETCA
OTOOp KPOBW y MALMEHTOB B CUAAYEM TMOJIOKEHUN, KOTO-
pble nepep 3TUM He oTAbIXanu. B Takux cnyyaax KMMHULAUCTbI
LOJKHbI NepeoLeHnTb ypoBHU MeTaHedprHa B Nia3me Kpo-
BV MOCJIe TOrO, KaK NaLMeHTbl OTAOXHYNN B TeueHue 30 MUHYT,
neXka Ha cnuHe. Ecny 310 BO3MOXHO, Nepen 0T60POM KPOBU
WA MOYM BPay JOJKEH OTMEHUTb NPYEeM NpenapaToB, KOTO-
pble, Kak N3BeCTHO, 00YC/IOBMBAIOT NOXKHOMONOXMUTENbHbIE
pesynbTaThl UCCNefoBaHuA (Hanpumep, TPULUKIMYECKUe
aHTMAenpeccaHTbl). B npoTMBHOM cnyyae Heob6XxoAMMO Bbl-
MONMIHUTb aHaNN3 HEe3aBUCUMO OT MPUHUMAEMbIX GOJSIbHbIM
NeKapcTB, NPOABAA 0COOYI0 OCTOPOXHOCTb MPY NHTEppe-
TalumM pe3ynbTaTos.

Korpa Bce oueBMAHbIE MPUUYNHDBI JIOXKHOMOMNOXUTENbHbIX pe-
3yNbTaTOB TECTUPOBAHMUA WCKIIOYEHbI, OCTAlOTCA elje MeHee
oueBMAHbIE MPUYKHbIL. B KauecTBe nocnenyoLlero nccnefosa-
HUA KNVHULUCT MOXET U3MEPUTb KaK yPOBeHb GPaKkLNOHNPO-
BaHHOro MmeTaHedprHa B MOYe, Tak 1 yPOBEHb XPOMOFPaHVHa
B Myla3aMe, YTOObl UCKIIIOUNTD JIOXKHOMOBBILIEHHDBI YPOBEHb
meTaHedprHa B nnasme Kposwu [35]. bonee Tpynoemkoe uc-
CcnefoBaHMe — TeCT NOAABNEHUA KIIOHUAMHOM AA OTAeNeHns
[eCTBUTENbHO NOBbILIEHHOTO YPOBHSA (BbICBOOOXAEHME HOP-
MeTaHedprHaA OMNYXOJblo) OT TOMKHOMOBbILLEHHbIX Pe3yNbTaToB
(aKTMBaUMA CMMMNATUYECKON HEPBHOW crucTeMbl) [36].

l1l. MEPBUYHbIV AJIbAOCTEPOHU3M

Mpwn nepsuyHoM anbgoctepoHusme (MA) BbipaboTka anb-
[LOCTEPOHA MpeBbIWAET NOTPeOHOCTb OpraHM3mMa U OTHOCU-
TeIbHO He KOHTPOJNIMPYETCA ero HOPMaJibHbIM PEryNATOPOM —
CUCTEMOWN peHnNH-aHrnoTeH3unHa Il [37, 38]. YpeamepHas Hepe-
rynmpyemas npofyKumua anbAoCcTepoHa NoBbillaeT peabcopb-
LMo HaTPUA Yepe3 aMnnopug-v4yBCTBUTENbHbIE SNUTENNANb-
Hble HaTpUeBble KaHaslbl B AVCTa/IbHOM y4YacTKe HeQPOHa, UTo
NPUBOAUT K MMNEPTEH3NN U Cynpeccumn CUCTEMbl PEHUH-aH-
rmoteHsuH Il. NMoTeps NOHOB Kanua 1 Bogopoaa C Movoii, 06-
MEHHOe MOrJIoLeHe HaTPUA B ANCTaSIbBHOM yyacTke HeppoHa
MOXeT NPUBOAUTb K FMMNOKanmeMumn 1 metabonmyeckomy an-

kanosy [37, 38].
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A. PacnpocmpaHeHHOCmMb

PaHee MA cuntancs pegkum 3aboneBaHnem, U NaLnMeHToOB C
AT, 33 UCKNIOYEHNEM FMNoKanneMmyeckon, obcneaoBatb He
TpeboBanocb. B HacToAwee Bpema A cuntaetcs Hanbonee
pacnpocTpaHeHHoW, noajawLwencs cneyndryeckomy ne-
YEHMI0 N MOTEeHUMaNbHO M3neynmont GopMol rmnepTeH3nm,
cocTaBnawowen Kak MMHUMYm 5-10% cpegu nauneHToB C ru-
nepTeH3neln, HOPMOKaNMEMNYECKON Y BOMbLUMHCTBA U3 HUX
[39, 40]. B rpynne 60nbHbIX C YCTONUMBOW (Pe3UCTEHTHO) K-
nepTeH3nen pacnpocTpaHeHHOCTb A coctaBnaeT okono 20%
[41, 42]. Y 6onbwmnHcTBa NnaymeHToB ¢ MA gnarHos ctaButcs B
TeUeHMe TPeTbero-wecToro AecCATUNETUN NX XKN3HK [43].

b. KnuHuyeckasa kapmuHa

lMnepTeH3na BO3HMKAET Y OOMbLUMHCTBA NaumeHTOB ¢ MA 1
MOXeT ObITb NErkomn U TAXeNIoN, HO PeAKo 3/10KaYeCTBEHHOM
[44, 45]. Y naymeHTOB C anbgoCTEPOH-NPOAYLMPYEMON afeHO-
MOW 1 ABYCTOPOHHEN runepnnasmein HagnoYeYHNKOB YPOBHN
Al cunbHO pas3nnyaloTCa, NO3TOMY KIMHULMCTbI HE MOTYT UC-
nofib30BaTb 3TOT MoOKa3aTtenb ANA Pa3finyeHna YNOMAHYTbIX
noaTtnnos [46]. Npu cemenHoM runepanbgocTepoHnsme | Tuna
rMNepTEH3UsA YACcTO OT/IOKEHA BO BPEMEHU, OCOOEHHO Y »KeH-
LLNH, HO MOXEeT UMETb paHHee Hayano 1 NpoTekaTb AOCTAaTOY-
HO TAXKENO, a TaKXe NPUBECTU K PaHHeN CMepTK, Kak NpaBuno,
OT remopparunyeckoro nHcynota [47, 48]. CKPUHUHT Ha cemeli-
HbI rMnepanbgocTepoHn3m | u Il TMna nokasan oYyeHb pasHo-
ob6pasHble GEeHOTUMbI, HEKOTOPbIE MaLUEHTbl HblIM C HOPMO-
TeH3UBHbIMY NokasaTenamm A[l, 4To cornacyeTcsa C pa3BuTrem
MA yepe3 goknunHnyeckyio dasy [47, 49-51].

Y MeHee yeTBepTY NaLMeHTOB C ArnarHo3om NA n meHee no-
NOBUWHbI 6OMbHBIX aleHOMOW, NPOAYLMPYIOLLEN anbAOCTEPOH,
BbIAABNEH rMnokannemmyecknin cuHapom [39, 40, 52]. Y atux
nauyneHToB A HeOTANYMM OT 3CCEHUMANbHON rvnepTeH3unu,
ecn Bpay He NpoBen UCCnefoBaHMe Ha YypPOBEHb PEHMHA U
anbfocTepoHa. Korga rmnokanvemusa AenCTBUTENIbHO MMeeT
MeCTO, OHa MOKET acCOLMNPOBATLCA C HUKTYPUEN, MONnypu-
e, MblLleYyHo cnabocTbio, Cyaoporamu, napectesnamm u/vnm
ceppuebueHnem. Y nauymeHTos ¢ A yBenmunBaetcsa pacnpo-
ctpaHeHHocTb OAC, KOTOpoe ymMeHbLuaeTcAa ¢ nomolbio MA-
cneunduueckon Tepanum [53].

Bo Bpems 6epemMeHHOCTU TFMNEPTEH3MA U CUMMTOMbI 3a-
6051eBaHNA MOTYT MMETb KaK MO3UTMBHYIO TakK M HeraTuBHYIO
OVHAMUKyY. YnyJlieHune, no-BUAMMOMY, CBA3AHO C aHTUMMHE-
PanoKoOPTUKOUAHbIM 3GHEKTOM BbICOKOTO YPOBHA LUPKYIU-
pytoLlero njaueHTapHOro NporecTepoHa, KOTopbIi aHTaroHu-
3MpyeT OencTBre anbAoCTepOHa Ha MMHEPaNIOKOPTUKOUAHbIE
peuenTtopbl [54, 55]. B uccnepgoBaHmAx coobLanocb o MoBbl-
WEHMM DKCMPeCcCcUn XOPUOroHaZOTPOMUH-PELIENTOPOB Jito-
TENHU3UPYIOLLEr0 FOPMOHA B afeHoMax, MpoAyLMpyoLWwmx
anbAOCTEPOH, Y HEKOTOPbIX 6EPEMEHHbIX, MELLUX MyTauum
B-kaTeHWHa, a MOBbLILEHHbIA YPOBEHb XOPUOHMNYECKOFO To-
HaZloTPOMNMHa YesnioBeka, 0OyClIOBEHHbI 6epeMeHHOCTbIO, B
CBOIO oYepefb, NOBbILAJ BblPAXKeHHOCTb rMnepanbaocTepo-
Hu3ma [56, 571.

B. Kmo nodnexum ckpuHuHzy?
Bpauy Heo6xoamMMo paccmMoTpeTb Lienecoobpas3HoCTb CKpK-
HUHra Ha MA gna 60NblIMHCTBA NALVEHTOB C rMMNepTeH3neNn.
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YacTnMyHO 3TO CBA3aHO C TeMm, YTO runepteH3ua npu A xo-
powo pearupyet Ha crneunduryeckne MeTofbl neyeHus, Ha-
npaBJieHHble MPOTUB M36bITKA anbaocTepoHa. OQHOCTOPOH-
HAA NanapocKonuyeckaa agpeHandKToOMUA y NauMeHTOB C
OQHOCTOPOHHUMYK dopmamu A M3neurBaeT rmunepTeH3mnio B
50-60% cnyyaeB 1 MPUBOAUT K 3HAUMTENbHbBIM YNyULIEHUAM Y
OCTaNbHbIX NauneHToB [58-60]. Y HeonepabenbHbIX 6ONbHbIX
npvem npenapaTos, ABAAIOWMXCA aHTarOHNCTaMU anbJocTe-
poHa (Hanpumep, CMMPOHONAKTOH, SMNIEPEHOH 1 aMUNOPUA),
NPUBOAUT K CYLLECTBEHHbIM M YacCTO 3aMeTHbIM YNyylleHUAM
B OTHOLWEHUWN KOHTponA runepteHsun [61, 62]. Kpome Toro,
YCTaHOBJIEHO, UTO M36bITOK anbaocTepoHa npu MNA Henocpea-
CTBEHHO BbI3bIBaeT NOBPEXAeHMe (HanpumMep, BOCMNasieHue,
pemognenupoBaHune 1 Grnbpo3) B cepaeuHo-coCyamncTbiX 1 Mo-
YeuHbIX TKaHAX 1 MHAYLMPYET HebnaronpuaTHble MeTabosnu-
yeckne 3ddeKkTbl cnocobamu, KOTOpble YaCTUYHO He 3aBUCAT
oT nx BNnaHuA Ha Al [63-66]. B pe3ynbraTe yacTtoTa cepeyHo-
COCYAMNCTbIX COObITUN (Hanpumep, apUTMKIA, NHAPKTOB MMO-
KapZa, MHCYNbTOB U CePAEUYHO-COCYANCTON CMEPTHOCTM) Bbllle
cpeamn naumeHToB C (1A, yem cpegwn Tex, y KOro scceHumanb-
HaA rMnepTeH3na cooTBeTCTBYeT YpoBHAM All [67-69]. BaxHo
OTMETUTb, YTO MOBbLILWEHHAA YacToTa CepAeyYHO-COCYANCTON
3aboneBaemMocT nocsie fleyeHns M3MeHAeTcA B 0bpaTHYlo
CTOPOHyY [67], UTO faeT HeOoCNOoPUMYIO NMOAAEPXKKY PaHHEMY
BblABNEHIO 60bHbIX [TA.

KnnHnueckoe npaktnyeckoe pykosogcTtso no MA SHgoKpu-
HOMOTMYECKOro 06LLecTBa PEKOMEHAYET BbiABNATL MNA B rpyn-
nax nauMeHToB C OTHOCUTENbHO BbICOKOWM YaCTOTOW 3TOrO 3a-
6oneBaHus [9]. K HUM oTHOCATCS:

% MNauMeHTbl C AAnTeNbHO noBbiweHHbIM Afl (0T 150 MM pT.
cT. (cuctonnueckoe) n/mnn 100 mm pT. CT. (AnacTonmyeckoe) n
BblLLE);

= crunepteHsuen (A sbiwe 140/90 Mm PT. CT.), yCTONYMBOWN K
TpPeM OObIYHbIM aHTUTUMEPTEH3UBHbBIM MpPernapaTaM, BKoYas
MOYEroHHOE;

® C KoHTponupyembiM AJl (meHee 140/90 MM PT. CT.) YUETbIPb-
MA uny 6onee aHTUrMNEPTEH3UBHBbIMM NpPenapaTamu;

® CrunepreH3uen n CNOHTaHHOW U UHAYLMPOBAHHOW ANy-
peTukamu runokannemmen;

% CrunepreH3nen N NHUNAEHTaNnoOMON HagNnoYeYHNKOB;

= crunepteH3uen n OAG;

% CrunepTeH3nen n ceMemHbIM aHaMHE30M ee paHHEero Hava-
na unu LepebpoBacKyNAPHOro cobbITMA B MONIOLOM BO3pacTe
(Mmonoxe 40 ner).

YunTbiBas U3BECTHOE CyLLeCcTBOBaHWe cemelHbix Gopm 3a-
6051eBaHNsA, B PyKOBOACTBE TaKXKe PEeKOMEHZYeTCA BbIsB/ATb
cnyyau NA'y Bcex cTpagatownx runepteH3nen pOACTBEHHNKOB
nepBon NMHUK NauyneHTos ¢ A [9].

I. ccnedosaHus Ha evisisnneHue csiydaes 3abosiesaHus

Kanuti nnasmel kposu

MockonbKy YpOBeHb Kanna CHUXKEH TOMbKO Y He3HauuTenb-
HOro KonmyecTtBa (okono 20%) naumeHToB c [A, n3mepeHus
€ro KOHLeHTpauuu1 B Nnasme KPOoBM JINLIEHO YyBCTBUTENbHO-
CTW B KauecTBe CKpUHMHroeoro TecTa [39]. OgHako npv Hanu-
ynm runokanvemmn (0CobeHHO Korga oHa He NpoBoUMpYyeTcA
npriemMoM ANYPeTUKOB) YPOBEHb Kanua B Nia3me CyXUuT LieH-
HbIM KJTIOYOM K BbISIBIEHNIO 3TOO COCTOAHUA.
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OTHoweHne anbpoctepoH/peHnH (OAP) aBnaeTca cambiM
HaZleXHbIM M3 [OCTYMHbIX CKPUWHWHIOBbIX TECTOB; OH 6onee
cneuunduyeH, yem onpeaerneHne ypoBHA peHnHa (KoHLeHTpa-
LiMA KOTOPOro NoYTK BCerfa nogasndeTca y nauneHTos c [1A), n
60s1ee UyBCTBUTENIEH, YEM M3MEPEHUA YPOBHA Kanua Uan anb-
JoctepoHa B nnasme. OTHOLWEHMe NOBbIWAETCA A0 TOro, Kak
3HauyeHusA anbQoCTEPOHA WK KaNlnA B KPOBU BbIXOAAT 3@ CBOU
HopmasbHble npegenbl [52]. OgHaKo BO3MOXHbI JIOXHOMONO-
KUTENbHbIE U JIOXKHOOTPULLATENbHbIE Pe3ynbTaTbl, KOTOpble
MOTYT BO3HVKHYTb NO CNeayoWwmnm NpuinHam:
% rMNoKannemMmsa MOXeT acCoLMMPOBATLCA C NOXKHOOTPKLA-
TenbHbIM OAP, MOCKONbKY Kanui ABAAETCA MOLLHbIM XPOHMYe-
CK/M perynaTtopom cekpeummn anbgoctepoHa [44, 70];
% noxHononoxutenbHoe OAP MOXeT MeTb MeCTO Y XeHLLUH
B NpemeHonayse BO BpeMs NoTeMHOBOW ¢pa3bl MEHCTPYanbHO-
ro LUMKIa, a TakXKe Y XeHLUWH, NPUHUMALOLWMX 3CTPOoreHocoaep-
»allyme NpoTMBO3aYaTOUHble CPefiCTBa, HO TONIbKO TOrAa, Koraa
pPEeHVH M3MepAEeTCA KaK ero npamMas akTMBHaA KOHLEeHTpauums,
a He KaK aKTUBHOCTb peHVHa B nnasme [71, 72];
™ JNIOXKHOMOMNOXMUTESbHble pe3ysbTaTbl MOryT Tak»Ke HabnoaaTh-
CA Y MALMEHTOB C HAPYLWEHHON GYHKLMEN NOYeK (CUHTE3 peHu-
Ha CHIPKaeTca, Torfa Kak nobas accoummpyolanca runepKanv-
eMViA NPYBOAWT K MOBbILIEHWIO YPOBHA anbfocTepoHa) [73], B
MPEKNOHHOM BO3pacTe (B TeUeHMe KOTOPOro BbipaboTka peHNHA
nagaeT ObICTpee, YeM anbAoCTePOHa) U NPV CEMENHON rmnepKa-
NINeMNYECKON rMnepTeH3nN (TakxKe N3BECTHON Kak NCeBAOrnmno-
anbpoctepoHusm Il Tuna n cnHppom lopgoHxa) [74, 75];
= noxHooTpuuatenbHoe OAP MOXET BO3HMKaTb Mpv CTUMYSU-
POBaHUM CeKpeLMn pPeHnHa Npy creaytowmx COCTOAHNAX: orpa-
HUYeHVie NOTPe6IeHA CONM C MULLIEN; COMYTCTBYIOLLAA 310KaYvecT-
BEHHaA U peHoBacKynApHaa riunepteHsns (PBlN); 6epemeHHOCTb
(Npv KOTOPOW BLICOKMIN YPOBEHb MPOrecTepoHa aHTaroHM3npyeT
[eNCTBYE aNlbA0CTEPOHA HA MMHEPANIOKOPTUKOVAHDBI peLenTop);
neyeHne anypeTKamm (BKOHasa CrMPOHONMAKTOH), aHTaroHWCTa-
MU AUMMAPONNPUANHOBBIX KanbLmeBbiX KaHanos, MAMO vnnu aHTa-
FOHMCTaMM peLenTopoB aHrmoTeH3mHa [70, 75-78];
* B-appeHobnokaTopsbl, A-MeTUNAoMNa, KNOHUANH U HeCTEPO-
naHble MPOTMBOBOCMANUTENIbHbIE NMpenapaTbl MOTyT Mofas-
NATb YPOBEHb PEeHVHA W Bbi3blBaTb JIOMHOMONOXKMNTENbHbIN
pe3synbtat onpepenexHnsa OAP [70, 75,77, 79];
% NeyeHune aHTMAenpeccaHTaMu rpynmnbl CENeKTUBHbIX WH-
rMouTopoB 0BPaTHOro 3axBaTa CEPOTOHUHA cHKaeT OAP, Ho
MOTYT N1 3TU CPeACTBa Bbl3blBaTb JIOXKHOOTPULATEIbHbIE pe-
3ynbTaTbl y naumeHToB c A, octaeTca Hen3BecTHbIM [80].

Bpau fomKkeH OTMEHUTb ANYPETUKY B TeYEHME KaK MUHUMYM
4 Hepenb, a TakxKe gpyrue nHtepdbeprpytoLme (NoTeHUnanbLHO
MellaloLwne) npenapatbl B TeYeHne Kak MMHUMYM 2 (a npeg-
nouTuTenbHo 4) Hepgenb Ao namepenunsa OAP. Ina nopgaepxaHns
KoHTpona AJl Bpauy cnegyeT HasHauyaTb Apyrve npenapatbl,
KOTOpble OKa3blBalOT MEHbLLEE BIMAHKE Ha pe3ynbTaThbl Mcce-
[OBaHVA, Takme Kak Bepanamumn MeasieHHOro BbICBOOOXAeHNA
(c rmpgpanasuHom nnu 6e3 Hero) n Npa3o3uH [70, 75, 78]. B cny-
YanAx, Koraa KNUHULUCT He MOXKET OTKa3aTbCA OT NOTeHuMnanb-
HO MeLUaloLLero IeKapCTBa, OH AOMKEH YUMTbIBAaTb N3BECTHblE
3¢ deKTbl NeKapCTBEHHOro cpeAcTBa Npu UHTEPNpeTaLmUn pe-
3ynbTaToB UccnegoBaHuA. Hanprmep, nosbiweHHoe OAP y na-
LMeHTOB, nonyyvaiowwmx auypetuk, MAMNO, 6nokatop peuento-
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OB aHIMOTEH3MHa UK 65I0KaToOP KasbLnA AUTNAPONUPUANH,
C BbICOKOW BEPOATHOCTbIO roBopuT O A, Torga Kak Hopmarnb-
HOe COOTHOLWEHME Ha ¢oHe nprema P-agpeHeprnyeckoro
6nokaTtopa fenaet AnarHo3 ManoBepPOATHbIM.

Bpauy HeobGXoAMMO KOPPEKTMPOBaTb MMMOKaIMEMUO U MO-
OLWPATb MauMeHTa cnefoBaTb NMbepanbHON HaTpeBoW aneTe
nepen nsmepeHnem OAP. /I3-3a BO3[eNCTBUA Ha pe3ynbTaThbl
aHasv3a no3bl U BpeMeH CyTOK OTOOP NPobbl KPOBU Y CUAALLNX
NaLMeHTOB, KOTOPbIE HAXOAUINCH B BEPTNKAIbHOM NOIOXKEHWM
(TO ecTb cugenu, CToANM UK XO[QWUIN) B TeUeHne 2-4 4acoB, MakK-
CMMU3MPYET YyBCTBUTENbHOCTb NccnepgoBaHus [70, 75, 78].

KnuHnumncty cnegyet paccmatpriBatb OAP TONBKO Kak CKpU-
HVIHTOBbI TECT 1 U3MePATb ero H6osiee ofHOro pasa (nooyepes-
HO NPV U3MEHeHUN YCIoBUiA 0TOopa NpPob, BKoYas npriem ne-
KapcCTB), Mpexae YeM NPUHUMATb peLLeHne O MPOBEAEHUN TeCTa
Ha nopaBneHe, YToObl OKOHUYaTEeNIbHO NMOATBEPAUTL ML UCKIO-
unTb AnarHos [70, 75, 78]. XoTa KOHTPOSIbHbIE AMana3oHbl U TOUKN
OTCEUKM Pa3fINyaloTcA B 3aBUCMMOCTU OT labopaTopuu, KOHLEH-
TpaumAa anbgoCcTepoHa B nnasme Kposu > 10 HI/gn B couyeTaHum
C aKTMBHOCTbIO PeHMHa nia3mbl < 1 HI/MA/4 CBUAETENbCTBYIOT O
NONOXWTENbHOM pe3ynbTaTe nccnenosaHua [9]. MauneHTos, y Ko-
TOpbIX BbIsB/IEH A, HEOOXOAVMO HaMPaBUTb K SHAOKPUHOOTY.

IV. APYTUE ®OPMbl U3BbITKA UJTU DOOEKTA

MWHEPANNOKOPTUKOMNAOB

B Tabnuue 1 nepeuncneHbl MeQULUHCKME PacCTPOWNCTBA,
CBA3aHHbIE C V3ObITOYHBIM COAEPKAHMEM MUHEPaNOKOPTU-
KOMAOB B pe3ynbTaTe MprYMeHeHnA Oe30KCUMKOPTUKOCTEPOHa
(OOK) nnu KopTtusona. KNMHNUNCTbI JOMKHBI YUUTbIBaTb 3TN
HapyLUeHNA B CJlyvae HU3KOro YPOBHA afibAOCTEPOHA N PeHU-
Ha B KpoBW Y NaumeHTa ¢ Al n runokanvemnuen [81].

A. BpoxxOeHHas 2unepn/iasus HaAONOYe4HUKO8

BpoxaeHHas runepnnasua HagnoyeyHukos (BIH) npencrasna-
eT coboi rpynmny ayToCOMHO-PeLIeCCUBHbIX PacCTPOCTB, BbI3BaH-
HbIX GepMeHTaTMBHbIMY edeKTaMu B CTeponaoreHese Hagnouey-
HVKOB, KOTOpPble NPVBOAAT K AedULMTY ceKkpeLun KopTrsona [82,
83]. OTCyTCTBME UHMMOUTOPHOIO BO3AENCTBIA (06paTHOro OTBETa)
KOpTM30/1a Ha rinoTanamyc U runodurs NPUBOANUT K HAKOMIEHUIO
aAPEHOKOPTUKOTPONHOro ropmoHa (AKTI) 1 dpepmeHTaTBHOMY
AeprLnTy KOPTU30JIbHBIX NMPEALECTBEHHNKOB.

MpumepHo 90% cnyyaes BIH Bbi3BaHbl feduuymtom 21-ru-
OPOKCUasbl, YTO HE MPUBOAUT K Pa3BUTUIO runepTeH3nn [84].
HepoctatouHocTb 11B-rugpokcunasbl (CYP11B1, P450c11) nnn
17a-rngpokcmnasbl (CYP17, P450c17) Bbi3blBaeT rMNepPTEH3NIO 1
rMMNOKaNMEMMIO 13-3a TMNepceKkpeL i MMHEPaNoKoPTUKOUIHO-
ro JOK. MuHepanokopTrkonaHbin 3GpdeKT yBennyeHnsa ypoBHsA
unpkynupytowero [JOK TakxKe CHMXKaeT CeKpeuuvio peHnHa 1
anbJoCTepPOHa. T MyTaLUM ayTOCOMHO PeLieCCUBHbBI B Hacsle-
LoBaHUM 1 0ObIYHO AnarHoCTMpYytoTca B getctee. OgHaKo 6bl1o
MOKa3aHo, UTO YacTUYHble AedpeKkTbl PepMEHTOB BbI3bIBaIOT M-
nepTeH3nio y B3POCbiX.

HedocmamouyHocme 113 -2udpokcunasel

PacnpocmpaHeHHocmob

Oednunt 11B-rmpgpokcunasbl Bbi3blBaeT NPUOIN3NTENIbHO
5% Bcex cnyyaeB BI'H; pacnpocTpaHeHHOCTb cpefun 6enoko-
»Kero HaceneHma cocTaBnaeT ogunH cyyar Ha 100 000 yenosek
[85]. iccnepoBaHma onucbiBatoT 6onee 40 mytaumii B CYP11B1
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(reH, kogupytowmin 11pB-rugpokcrnasy) [86], NoBblleHHasA Yac-
TOTa XapaKTepHa ana cedpapfckmx eBpeeB U3 MapoKKo, uTo
yKa3blBaeT Ha 3 deKT «oCHOBaTeNA».

Knunuyeckas kapmuHa

HapyLueHne koHBepcnm [JOK B KOPTUKOCTEPOH NPUBOAMT K Bbl-
cokum ypoBHam [10K v 11-ae30KcnKkopT3ona; 3hpdeKT maccbl cy6-
CTpaTa NPUBOANUT K YBEIMYEHNIO CUHTE3a aHAPOreHOB Haanovey-
HMKOB. Y geBouek BIH B mnageHuecTBe nnmn getcree NposBiaeTca
rMnepTeHsuel, runokanveMmnein, yrpamu, rmpcyTMaMoM 1 BUPKW-
nunzauyent. Manbumkiy ¢ BIH r3-3a HepgocTatKka 11[3-ryapoKcrnasbl
NMEIOT MMMNepTeH3UI0, TMMOoKaNMeMmIo U NCeBAONPEKAEBPEMEH-
Hoe NnosnoBoe co3peBaHyie. [prumepHo aBe TPeTX NaLMEHTOB CTPa-
[aloT rMnepTeH3MEN OT NErKON O YMEPEHHON CTEMEHN TAXKECTU.

Kmo noonexum ckpuHuHzy

KnvHuumnctel JomKkHbl 0b6ciefoBaTth AeTel, NOAPOCTKOB 1
MONOAbIX N0AEN C rmnepTeH3nen, CNOHTaHHOW rMnoKanuemu-
el N HA3KMM YPOBHEM anbAoCTepoHa 1 peHurHa. Mopgo3peHue
Ha 3ToT fedeKT AOMKHO ObITb CaMbIM MPULENbHBIM Y feBYyLUEeK
C BMpUAU3aLumnen 1y Manb4yrKoB C NCeBaonpexaeBpeMeHHbIM
MONOBbIM CO3PEBAHUNEM.

WccnedosaHus Ha sbisignieHue ciydaes 3a601e8aHUsA

MepBOHayasbHble CKPUHUWHI-TECTbI BKIOYAOT B cebsA n3mepe-
Hre ypoBHa [IOK, 11-Ae30KCMKOpTM30/a, aHAPOCTEHANOHA, TECTO-
CTepoHa U Aermapo3nvaHapocTeHanoHa cynbdata (AMA-C), ko-
TOpble AOMKHbI ObITb BbILLIE BEPXHETO NPefenia COOTBETCTBYOLLMX
pedepeHTHbIX Arana3oHoB (Tabn. 4). Ecnv ypoBHW 3TX rOPMOHOB
BbILLE UX KOHTPOJbHbIX ANaNa30HOB Y MaLMEHTOB C rUnepTeH3nen
1 rMnoKanuemmen, Bpay JOMKeH NpoBeCTU NOATBepKAatoLLee Te-
CTMPOBaHUe, BKIIOYasa 1CCriefoBaHMe 3apOAbILLEBON MyTaLUN.

HedocmamoyHocmes 17a-2udpokcusnasel

PacnpocmpaHeHHocmoe

Oednunt 17a-rugpokcunasbl ABAAETCA OUYEHb PefKon npu-
unHon BIH. JoctoBepHble faHHble O ero pacnpocTpaHeHHo-
CTU OTCYTCTBYIOT, 1 YacTOTa, BEPOATHO, COCTaBnAeT meHee 1
cnyyas Ha 1 000 000 knBopoKAeHHbIX [87].

KnuHuyeckaa kapmuHa

17a-rnpgpokcmnasa Heobxoauma AnA CMHTE3a KopTu3ona
1 MONOBbIX FOPMOHOB, ee AedULUT NPUBOAUT K CHUXEHUIO
NPOAYKUMN KOPTM30J1a 1 MOJIOBbIX CTEPOMAO0B. Y NauneHToB
MY>KCKOTo nosna c reHotunom 46, XY 3abonesaHve npoAsns-
eTcsa nceBgorepMadpoauTUIMOM WU KEHCKUM HEHOTUMOM,
y NaLUMEHTOK XEeHCKOro nosa ¢ reHoTunom 46, XX — nepeuy-
HOWN aMeHopeel. Takum 06pa3om, 60bHON € 3Ton dpopmon
BI'H moxeT He 06paTVTbCA K Bpauy J0 HACTYMN/IeHUs NON0BOM
3penocTu.

Kmo nodnexum ckpuHuHay

KnuHuumcTbl fomkHbl 0bcnefoBaTth AeTeld, NOAPOCTKOB Y MO-
nodbIxX ntogen, CTpagaoLmX rmnepTeH3nen U COHTaHHOW Mno-
Kanmemuen, a Tak»Ke C HU3K1M YPOBHEM anbA0oCTEPOHa 1 PeHUHA.
Mono3peHue Ha 3Ty MyTaLMIO JOIKHO ObITb CaMbIM BbICOKUM Mpui
HanMuny NepB1YHON aMeHopew v nceBgorepmadpoauTama. Xota
N OYeHb pefKo, HO Cpeau NOonynAUMKU roffNaHACKUX MEHHOHNTOB
HabnoaeTcA NoBbILEeHHas YacToTa AeduumTta 17a-rmgpokcumnasbl.

WccnedosaHus Ha sbisisnieHue ciiydaes 3a601e8aHUSA

MepBOHauanbHble CKPUHUHI-TECTbI BK/OYAOT B CeOs n3-
MepeHune ypoBHeN aHAPOCTEHAMOHA, TecTocTepoHa, AMA-C,
17-rmapoKCcMNporecTepoHa, afibgocTepoHa 1 KopTu3ona. Tn
nokasaTteniv JOJKHbl ObITb MO0 HU3KMMU, MMOO Ha YPOBHE
HVXHEro KBapTusiA NX COOTBETCTBYIOLLNX pedepeHTHbIX 3Have-
Hun. KoHueHTpauna JOK n KopTrkocTepoHa B niia3me AoSKHa
6bITb Bbllle BEPXHEro npefesna nx pedepeHTHbIX A1ana3oHoB
(Tabn. 4). Ecnv ypoBHM 3TUX TOPMOHOB BbiLLE X pedepeHTHbIX
3HaUYeHUN y MauMeHTOB C rMNepTeH3nen N runoKannemunen,
Bpay [OJKeH MpOoBeCcTU NoAaTBepkpalllee KCCnefoBaHue,
BKJIlOUaA TeCTUPOBaHME Ha 3apOoAblLLEBYO MyTaLMIo.

b. JOK-npoodyyupytowas onyxosb

PacnpocmpaHeHHOCMb

Ynctole [JOK-npoayumpytolme onyxonvM HagnoyeyHnKoB
OYeHb pPefKU U, Kak NPaBUIIO, ABNAIOTCA KPYMHbIMUK 1 310Kave-
CcTBEHHbIMU [88]. B HEKOTOPbIX MCCIeaoBaHMAX COOOLIaeTCA O
naumeHTax ¢ gobpokayectBeHHbiMK [JOK-npoayumpyowmmm
aflpeHOKOPTUKanbHbIMK ageHomamum [89].

KnuHuyeckas kapmuHa

HekoTopble 13 3TX HOBOOOPa30BaHUIN HAAMOYEYHNKOB, MO-
mumo [OK, npomyumpytoT aHaporeHbl 1 3CTPOreHbl, KOTopble
MOTYT BbI3blBaTb BUPUIM3ALIMIO Y KEHLLUH U GeMUHM3ALMIO Y
MY>KYUH. TUNUYHBIM KIUHUYECKM NPOABEHMEM ABMAETCA OT-
HOCKTENBbHO ObICTPOE Pa3BUTHE BbIPAXKEHHOW MMEPTEH3UN, CBSI-
3aHHOW C rMNoKanMeMmen N HA3KMMN YPOBHAMM anbAoCTePOHa U
peHVHa B KpoBu. He cyLlecTByeT KOHKPEeTHOW BO3PacTHOW rpyn-
Mbl, y KOTOPOW NOBbILLIEHA YaCcTOTa STUX PeAKMX ONyXOsen.

Kmo nodnexxum ckpuHuHzy

KnuHnumcTbl fomkHbI 06cnenoBatb naumeHToB ¢ Al CMOHTaH-
HOW rMnoKanvemMmen 1 HU3K1MM ypoBHEM anbA0oCTEPOHA 1 PEHNHA.

UccnedosaHus Ha ebidsneHue ciiyqaes 3a60/1e8aHus

Bbicokun yposeHb [IOK B nnasme KpoBu uam TeTparMgpo-
[1e30KCUKOPTUKOCTEPOHA B MOYe 1 6OMbLLAsA OMyXosib Hafno-
YeyHuKoB Mo AaHHbIM KT nogreeppaatot gmarHo3. Cekpeumsa
anbAoCTepPOHa Y 3TUX NauMeHTOB 0ObIYHO NOAaBNAETCA.

Ta6nuua 4. PESVHbTaTbI uccneaoBaHNA HapNoYeYHUKOB Y NaLUeHTOB C HeaNb0CTePOH-onocpeJ0BaHHbIM U36bITKOM MWUHEPanoKoPTUKOUA0B UNK NX 3¢¢eKTOM*

PacctpoiictBo
[Jeduumt 11B-ruapokcunasbl l
Jeduuur 17a-rugpokcunasbl !
[J0K-nponyunpytoLas onyxonb -
lepBuYHAA Pe3UCTEHTHOCTb KOPTU30/a "
(MHAPOM MHUMOrO M36bITKA M
MVHEPanoKopTUKONA0B

(BoGoAHbIf KopTu30/ B 24-yacoBoiiMoye  OTHoLieHue koptuson /koptusonmoun  JIOK  11-pe3okakoptuson Anppoctepuod JAMA-C

g 1M1 1M1 1M1 1M1
- 1 1 ! 1
- 1M1 - - -
- 1 1 1 1
111 1 - - .

"Y Bex aTUx NalNeHTOB YPOBEHD aNb0CTEPOHA U PEHUHA ABNAETCA HU3KUM NN HEO6Hapy}KEHHbIM
- 3K(erL|Mﬂ (BO60£|HOF0 KopTu3ona B 24-4acoB0il MOYe 3aMeTHO YBENN4KUBaeTCa, eCin MHUMBbIV N36bITOK MUHEPAOKOPTUKOUAOB 06yUIOBI]€H TAXENbIM CMHAPOMOM KyI.IJI/IHra (Hanpmmep,

JKTONMYecKUM cuHapomom AKTT)
«—»— 63 u3meHeHuit
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B. [MepsuyHasa peaucmeHMHOCMb K KOpmu3os1y

PacnpocmpaHeHHocmo

MaymeHTbl C NEePBUMYHON PE3NCTEHTHOCTBIO K KOPTU30MYy
(rnokokopTMKOMAY), PeAKUM CEMENHbIM CUHAPOMOM, UMEIOT
MOBbILLIEHHYI0 CEKPELIMIO KOPTU30/1a 1 KOHLIEHTPALMIO KOPTU-
30/1a B Nna3me KpoBu 6e3 npusHakoB cuHapoma KywmHra [90,
91]. TeHeTuyeckne pedeKTbl MMIOKOKOPTUKOMAHDBIX peuenTo-
POB 1 KOMMEKCa CTePOUAHbBIX PeLenTopOB Bbi3bIBAOT Mep-
BVYHYIO PE3MCTEHTHOCTb K KOPTK30I1y.

KnuHuyeckas kapmuHa

CrHAPOM XapakTepusyeTca rmnokanmeMmyecknm ankano-
30M, TMNepTeH3Men, NOBbIWEHHON KoHueHTpauuven [OK B
nnasme KpoBM U YCUNIEHHOW CEKpeLren aHaApPOreHoB Hagno-
YeYHUKOB. [nepTeH3ns 1 rMnoKanmemMmms CBA3aHbl C KOMOU-
HUPOBaHHbIM AelcTBUEM U36biTka [JOK 1 yBenIYeHHbIM [o-
CTYyNnom KopTM3ofa K peLentopaMm MUHEPasoKOPTUKOVAOB,
YTO 00YCIOBJIEHO BbICOKMMM YPOBHAMM NMPOAYKLUN KOPTU30-
na, KoTopble MOAABNAT aKTMBHOCTb 11B-rugpokcucrepona-
JerngporeHasbl 2-ro Tna (HSD11B2).

Kmo nodnexxum ckpuHuHzy

KnuHuumnctel gomkHel ob6cnenoBaTb NaumveHToB (B nepsyto
ouepenb AeTein) C rmnepTeH3ner, CNoOHTaHHONM FMNoKannemm-
el 1 HA3KMM YPOBHEM afibAOCTEPOHA U PEHMHA.

UccnedosaHus Ha sbisigneHue ciy4yaes 3abosiesaHus

MepBoHayanbHble CKPUHUHIOBbIE TECTbl BK/OYAOT B cebA
n3mepeHve ypoBHeln Koptusona, [OK, 11-ge30Kcnkoptnso-
Nla B KPOBW, aHAPOCTEHANOHA, TecTtocTepoHa u [AIMA-C; Bce
OHU O6bIYHO MPEBbLILLAIT BEPXHUI Npefien COOTBETCTBYOLNX
pedepeHTHbIX 3HaueHun (Tabn. 4). Kpome Toro, 24-yacoBasi
SKCKpeLma KopTM30a C MOYOW NpeBbIaeT BEPXHU npeden
pedepeHTHOro AmnanasoHa, a cbiBopoToUHbI AKTI He nogas-
nAaetca. [oaTBepxatoLlee ncciefoBaHme BKOYaeT TeCTUPO-
BaHVe Ha 3apofbllleByto MyTaLuIo.

I. CuHOpOM MHUMO20 U36bIMKA MUHEPAaI0KopMUKoOUd08

MHVMBIN M3BBbITOK MUHEPANOKOPTUKOULOB ABMAETCA pe-
3yNbTaTOM HapyLEHNA aKTUBHOCTM MUKPOCOMAanbHOro ¢ep-
MeHTa HSD11B2, KOTOpPbI O6bIYHO UHAKTUBUPYET KOPTU30/ B
nouKax, npeBpaLlasa ero B KOPTN30H (HeakTuBHOe 11-KeToCO-
efivHeHme) [92]. KopTr3on MoxeT 6bITb CUIbHOAENCTBYOLNM
MVHEPanoKOPTUKOMAOM, N €ClIN UMEETCA reHeTnyeckan Heflo-
ctatoyHocTb HSD11B2 unu 6nokmpoBaHa ero akTMBHOCTb, B
rMoyKax MoBbllLEH YPOBEHb KOPTM30Sa.

PacnpocmpaHeHHOCMb

CHueHune akTuBHocTM HSD11B2 MoXeT 6bITb HacneACTBEH-
HbIM UJIM BTOPUYHbBIM MO OTHOLUEHUIO K hapMaKosiormyeckomy
NHrM6UpoBaHuio ero GepMeHTaTUBHON aKTUBHOCTU MULMP-
PV3MHOBOW KWUCNOTOM (QaKTUMBHOE BELLECTBO KOPHA CONMOAKM,
Glycyrrhiza glabra) [93]. BpoxaeHHble ¢opMbl ABNAIOTCA pea-
KUMW ayTOCOMHO-PeLeCcCUBHbBIMI PacCTPONCTBaMU; UCceso-
BaTenu BbiABUAN MeHee 50 TaKuMx cjlyyaeB BO BceM mupe [94].

BpoXaeHHbIi MHUMBIN N36bITOK MWUHEPanoKoPTUKONOB
006bIYHO MPOABMAETCA B [ETCKOM BO3pacTe runepTeH3unel,
rmnoKanmemmen, HA3KUM BECOM MpU POXKAEHUN, HeJOCTaTou-
HbIM pa3BUTUEM, MONINYPUEN 1 NOANAUNCUEN, @ TaKXKe NIOXNM
poctom [86]. MprobpeTeHHbIN N30bITOK MUHEPANIOKOPTUKOM-
[l0B, Bbl3BaHHbI/ NMPYEMOM KOPHSA CONOAKM, COMPOBOXAETCA
runepTeH3nern n rmnoKaaneMmeit; ero NpuYrHa BbiABNAETCA B
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ncropun 6onesHn nayunenTa. Ecnm obunbHaAa rmnepcekpeLna
KopTM30sa accoumnmpyeTca ¢ cMHagpomom KylimHra no npuiu-
He 3kTOnMMYeckon cekpeuun AKTI n HepgocTaTouHocTu dep-
MeHTa HSD11B2, oAHUM 13 NCXOA0B MOXET ObITb rMnoKanmne-
MuYeckan runepteHsua [95].

Kmo nodnexum ckpuHuHay

KnuHuumnctel gomkHbl 06cnefoBaTb NaLMeHTOB C MHUMBIM
N30bITKOM MVHEPANOKOPTUKONLOB U3-32 BPOXKAEHHOMO Ae-
duyuta nnn nHrmérnposaHna HSD11B2; 3Tn naumeHTbl MOryT
UMETb MMMNepPTEH3NIO, TMNOKaNnemMunio, MeTabonnMuecknin anka-
103 1 HU3KUI YPOBEHb PEHNHA, HU3KNIN YPOBEHb afibAoCTEPO-
Ha 1 HOPMasbHbI YPOBEHb KOPTU30/a B Ma3mMe KPOBMU.

UccnedosaHus Ha evifeneHue ciyqaes 3abonesaHus

Bpau moxeT nogTBepAUTb AMArHO3 MHMMOFO U36bITKa MUHe-
PanoKOPTUKOMAO0B NMyTEM BbIABNEHMA aHOMaIbHO BbICOKOTO CO-
OTHOLLEHMA KOPTU30/1a U KOPTM30Ha B 24-4acoBoM c6ope Mouu.
XapaKTepHbIi aHOMasbHbI MeTaboNUTHBIN NPOdUSIb MOYEBO-
rO OTHOLLEHWA KOPTU30//KOPTU30H OTPAXKAET CHMKEHNE aKTNB-
HocT HSD11B2; oTHOLWeHre KOpTr30/a K KOPTU3OHY 06bIYHO
nosbiweHo 1 B 10 pa3 Bbille HOPManbHOro 3HaveHus [92]. MHu-
MbI N36bITOK MUHEPANOKOPTUKOUAOB, BbI3BaHHbIN SKTONMUYe-
ckon cekpeumen AKTT, cBA3aH C BbICOKM YPOBHEM NpoayKLumnn
KOpTM30Ma, KOTopbli nogasnaeT aktmeHocTb HSD11B2. Ypo-
BeHb [OK TakKe MOXeT ObiTb MOBbiWeH npu Taxenom AKTI-
3aBMCMMOM CMHAPOMe KyLunHra 1 cnocob6CTBYeT rmnepTeH3nn 1
rMNoKanMemMmm nNpm 3ToM PacCcTPoKCTBe.

A. CuHopom Jluoona: aHopmasneHeoil

noyeyHo-my6ynApHbIU UOHHBIU MpaHcnopm

B 1963 r. [paHT JIngan onncan ayToCOMHO-AOMMHAHTHYO Ma-
TOSIOTUIO MOYEK C KIIMHUYECKMM NPOABNEHUSMU, CXOAHBIMU
c A, BKntoYaa runepTeH3unio, r’MNoKaaMeMmio N HECOOTBETCT-
ByloLW M Kanunypes [96]. OgHaKo ypOBHY anbAoCTePOHa 1 pe-
HVHA B KPOBU OblIi OUEHb HU3KMMU, MO3TOMY UCCNIefoBaTeNV
Ha3Basv 3TO HapyLUeHre NceBaoanbAoCTEPOHNU3MOM.

PacnpocmpaHeHHOCMb

AyTOCOMHO-OMVHaHTHble MyTaLuu B 3- unn y-cybbeauHmle
UYYBCTBUTENIbHOTO K aMUIopuay 3nmTennanbHOro HaTpueBoro
KaHana Bbi3biBalOT cnHapom Jlmgana [86]. DTO upe3BblyaHO
pefKas naTonorus, 3aperncTpupoBaHHas MeHee yem B 30 ce-
Mel Bo BceM mupe [97].

KnuHudeckasa kapmuHa

JaHHasa MyTauma NprBOAUT K YCUSIEHHOWN aKTUBHOCTY 3nuTe-
NnanbHOro HaTPUEBOIO KaHasa, U y NaumneHToB HabnogaeTcs
yBenuyeHune peabcopbumm HaTpKA NoYKamMu, UCTOLLEHME Myna
Kanus, runepteH3ua n runokanvemma. OgHako, Kak yxe yno-
MWHANOCh, YPOBHU aNibfOCTEPOHA U PEHMHA B KPOBW ABNAIOT-
CA HU3KUMWA.

Kmo nodnexxum ckpuHuHzy

KnnHMUmMCTbl ONMXHbI 06CIefoBaTh AeTen 1 B3POC/bIX C M-
nepTeH3nen, CMOHTAaHHOW MMNOKanneMmen N HA3KUM YPOBHEM
anboCTepoHa U peHnHa. CeMelHbI aHaMHe3 rMnepTeH3nK,
CBSI3aHHOW C rMnoKanemnen, genaet cuHapom Jinaana bonee
BEPOATHbIM.

UccnedosaHus Ha svissneHue ciy4yaes 3abosiesaHus

Bpau, KOTOpbIN BbIABWM HU3KWIA YPOBEHDb aNbAoCTepOHa U pe-
HVHa y MMMNOKanMeMMyecKoro naumeHTa C runepTeHsmnen, fon-
»KEH PACcCMOTPETb BEPOATHOCTb Hanmuma cnHgpoma Jingana. Kak
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TONbKO ApYrue NpUUMHbI 3TOFO PacCTPONCTBA UCKIOYeHbI (Tabs.
4), HeobX0AMMO PACCMOTPETL JleUeHMe NMaLUEHTOB C MOMOLLbIO
aMmunopuaa WM TpramtepeHa. KNMHULUCT MOXeT Nerko omu-
YynTb CUHAPOM JIALNa OT MHUMOIO M36bITKa MUHEPaNoKOPTU-
KOW[OB, UCXOAA 13 3aMETHOTO Y/yULLIEHWs TEYUEHUs TUNepTeH3U
Ha $OoHe Npuema ammopuaa UM TpuaMTepeHa COBMECTHO C Au-
€TOM, orpaHuYMBaloLLel NOTpebneHre HaTpua. [pyrue crnocobbl
OT/INUUTD CUHAPOM JTMAAMIA OT MHUMOTO 130bITKa MUHEPANOKOop-
TUKOWZOB BK/IOYAOT HanmMuve HepoCTaTouHOW SGPEKTUBHOCTY
CMMPOHONAKTOHA U fleKcameTa3oHa 1 HOPMabHOrO COOTHOLLE-
HVA KOPTU30H/KOPTU30A B 24-4acoBol MopLmmn mouu. [locTynHo
TaKXe KIIMHNYECKOe reHEeTUYECKOe TeCTVPOBAHNE.

V. BTOPUYHbBIV ANIbJOCTEPOHU3M U

PEHOBACKYNAPHAA TMNEPTEH3UA

A. OnpeodenieHue u pacnpocmpaHeHHOCMb

HauanbHble nccnegosaHua 6onee 80 neT Ha3ag yCTaHOBMNY,
YTO YMeHbLUEeHNe NPUTOKa KPOBU K MOYKaM MOXET NHULIMMPO-
BaTb MoBblweHne cuctemHoro AJl, onpegensaemoro Kak PBI. 3a
npolueawrie roabl 6610 NPOBeAeHO OOLIMPHOE UCCNefoBa-
HUe peHVH-aHIrMoTeH3NH-anbgocTepoHoBon cuctembl (PAAC) B
KayecTBe MepBUYHON FOPMOHANIbHOM OCW, NeXallenl B OCHOBe
3TOro npoLecca, 1 faHHOe peHoBaCKynApHoe 3aboneBaHue CTa-
110 OfHO 113 Hamboree WPOKO M3yUYaeMbIxX MOZENEN rmnepTeH-
3UN N COCYAUCTBIX AHMMOTEH3UHO3aBUCMMbIX 3ab0neBaHNIA.

BTopunuHbIN rMnepanbfoCTEPOHN3M OTpaXkaeT MnaTonoru-
YeCKM MOBbILWEHHbIE YPOBHM anbAOCTEPOHa U3-3a akTMBaLun
OCW peHUH-aHrnmoTeH3unH; PBIN — ogmH 13 Takux nprmepos.
Opyrve cntyauun, CBA3aHHbIE CO BTOPUYHBIM 30bITKOM asb-
[JOCTEPOHA, BKIOYAIOT MHPAPKT MOUKM, NCToLleHe obbema
XKNOKOCTW C MPUMEHEHMEM ANYPETUKOB UK 6e3, MoYeUHyo
runonepdy3unio, CBA3AHHYIO C CEPAEYHON NN NEeYEHOUYHOW He-
LOCTAaTOUYHOCTbIO, UK (pexe) NepBUYHYI0 N3ObITOUHYIO Bbipa-
6OTKY pPEHVHa IOKCTarIOMepPYNAPHO OnyXonblo. BTopryHbIi
rmnepanbioCTePOHM3M, CBA3AHHbIN C MCTOWeHMeM obbema
KUOKOCTM UM CEPAEYHON MU MEeYEHOYHON HeaoCTaTOUYHO-
CTblo, 06bIYHO He CBA3aH C rMNepTeH3neNn.

BonblWKMHCTBO MccnepoBaHUin, NOCBALLEHHbIX PacnpoCcTpa-
HEHHOCTU COCYAUCTbIX 3ab0NeBaHNi, OKYCUPYIOTCA HA YacToTe
BbIAABNEHNA CTEHO3a NOYEYHOWN apTepuy, a He Ha GpaKkTUYeckom
pa3BUTMKN rMNepTeH3UN. ITO pasnnyme BaxKHO, MOTOMY YTO Mo-
YKa MepeHOCUT HEKOTOPYI CTereHb OKK3MK cocynoB 6e3
KNMHMYEeCKUX npossneHnin. Yactota ¢aktuueckon PBI 3Haum-
TeNbHO MeHbLLE, YeM NMpu CTeHO3e NoYyeyHomn apTepumn. Heko-
Topble NccnefoBaTeny yTBepPXKAatoT, YTO MOCTaHOBKa AMarHo3a
PBI 3aBncKT OT cHmkeHnA Al nocne TexHUYeCKu ycrneluHom pe-
BaCKynApusaumm nnn yganeHna nopax}eHHo! NoYKu.

bonbWnHCTBO CTeHO30B noyeyHon aptepun B CLUA BbI-
3BaHO aTepocKnepoTUYeckummn 3aboneBaHuAmMn (Npubnmnsu-
TenbHO 85%) UK Kakon-nmoo ¢opmolt GubPO3HO-MbILLEYHON
avcnnasum  (NpubnusutenbHo 15%). PacnpocTpaHeHHOCTb
aTepoCKNepoTNYECKOro CTeHO3a MOYeYHON apTepum yBennyu-
BaeTCA C BO3PACTOM M APYrMMY aTepoCKIepoTUYeCKMMN Npo-
ABneHmAMN. lNonynAuMOHHbIe UCCiefOoBaHMA MOKa3blBakoOT, YTO
y 6,8% nuu cTapLue 65 neT YacToTa CTEHO3a MOYEUYHOWN apTepun
C OKKJt03Mel NpoceeTa coctaBnsaeTt bonee 60%.

WNccnepoBaHma Mo n3yyeHUo BU3yanu3aulMOHHOIO CKpU-
HUHra y NayneHToB, NePEHeCLINX aHrnorpaduio No nosoay
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APYrux atepocknepoTnyeckmx 3aboneBaHuni, nokasanu, 4yto
y 14-33% 13 HUX CTEHO3 NOYEYHOW apTepun 3aBUCKT OT CTe-
neHu 3aboneBaHnA. AHaNOrMYHbIM 06Pa3oM, NCCIefoBaHNA
No M3y4yeHUIo BM3yanm3aLUOHHOIO CKPUHUHIa y NoTeHuu-
aNlbHbIX 4OHOPOB NOYeK Nnokasanu, 4Yto y 3-5% 380poBbIxX
nofen nMmeeTca HekotTopaa cterneHb GpUOPO3HO-MbILLEYHON
ancnnasum.

Kak yacto 3T noBpexxaeHua npueodaT K PBI, n kakon asna-
eTCcA ee UCTMHHAA PacnpPOCTPaHEHHOCTb, OCTaeTCA HEeACHbIM,
OAHAKO MO AaHHbIM OLEHKN MeULMHCKMX LLIeHTPOB No neyve-
HWIO FTMNepTeH3MM NpegnonaratoT, 4to y 1-5% naumeHToB ¢ ru-
nepTeH3nern MoXeT ObiTb KOMMNOHeHT PBI.

b. KnuHu4yeckasa kapmuHa

PeHoBacKynspHaa OKKJO3MOHHasA 6one3Hb, 06ycioBIu-
Batowaa aktmBaunio PAAC, MmoxeT NpuBOANTb K MOABIIEHUIO
cnekTpa npossneHnii, Bkaoyas PBI, Al ¢ yckopeHHo/3n0Ka-
yecTBeHHOI da3ol, HapyLueHna cepeyuHon GyHKLMK, 3aCTOM
KpoBooOpaLleHna («<BHE3aMHbI OTEK JIErkMx») U, B KOHEUHOM
cyeTe, K MOBPEXAEHNIO MAPEHXUMbI MOYEK C HEOOPATMMON
notepeint ux ¢oyHKUMW. Pacno3HaBaHWe 3TUX MPOABNEHUN U
obecneyeHne ynyuleHus KoHTponsa All, a TakKe cepheyuHomn
1 NoyeyHom GyHKLMM OCTaloTCA OCHOBHbIMU Npobnemamu ans
KNMHULMCTOB. B Tabnuue 5 npuBefeHbl KNMHUYeCKre CLeHa-
pun, KoTopble TPeOYIOT CKPMHUHTA U AUArHOCTUYECKUX UCCie-
JoBaHuin Ha PBI.

B. Kmo noonexum ckpuHuHzay

[Monb3a CKpUHWHIa 1 [UarHOCTUYECKOro TeCTMpoBaHmA Ha PBI
N Apyrve npuyviHbl BTOPUYHOrO anbAoCTEPOHM3MA YacTUYHO
3aBUCUT OT FOTOBHOCTY eCTBOBaTb Ha pe3ynbTat. B nocnegHme
rofbl OpUeHTaLUMA Ha BbIABMIEHNE CTEHO3a MOYEYHON apTepumn
ymeHbLwmnacb. OgHa U3 NPUYMH 3TOrO 3aKJIOYaeTCA B TOM, YTO
Me[MKaMeHTO3Has Tepanus ABMSETCA Ype3BbluaiHO IPpdeKTrB-
Holi Npu 6rnoknpoBaHn PAAC 6e3 Heob6xoaAMMOCTY NPOBeEHUS
SHAOBACKYNAPHOWN WA XMPYPrMyeckon pesackynsapusaumn. B
HECKOJIbKNX HeAaBHUX MPOCMEKTUBHbIX PaHAOMM3UPOBAaHHbIX
KOHTponupyembix uccneposaHuax (PKM) He 6bino BbiABNEHO
CYLLECTBEHHbIX JOMOMHUTENbHbIX MPENMYLLECTB CTEHTOBOW pe-
BaCKynAp13aLmmn Npu CTeHo3e aTepPoCKNepoTUYECKOr MOYeYHOM
aptepun [98]. Takum 06pa3om, MOXHO YTBEpPXAaTb, UTO Bpauu
LOMKHbI OrpaHNUNUTb CKPUHWHE 3TOro 3aboneBaHus, ecnm me-
[AVKaMeHTO3Hasi Tepanua HeapEKTUBHA UM PUCKU Pa3BUTUA
LMPKYNATOPHOM UNN NMOYEYHOW HE[OCTAaTOYHOCTN ONPABAbIBAOT
npouenypy BOCCTaHOB/EHMA KPOBOOOpPaALLEeHUs, Kak yKa3aHo B
Tabnuue 5. MNMockonbKy 311 PKM He cMornv BKIIOUMTb MW UCKITHO-
YNTb MHOXECTBO MaLMEHTOB C BbICOKNM PUCKOM, BPaun [OMKHbI
WHAVIBMAYANM3MPOBATh JIeYeHe MHOIMX 60JbHbIX, 0COOEHHO C
6bICTPO yxyawatoLlenca GyHKUMEN NOYeK, NporpeccrpyoLen
rmnepTeH3nen Nnmn sNM3oaamm oTeka nerkux.

I. iccnedosaHus Ha evisgneHue csiy4yaes 3abosesaHus

Bu3syanusayuoHHele uccsiedo8aHus

HdynnekcHoe Y3W nouyeyHonm apTepun € uamepeHnem nmnko-
BOV CUCTOSNINYECKOWN CKOPOCTUN BAOSIb COCYANCTOrO TpaKTa nme-
€T UyBCTBUTEIbHOCTb Bbile 85% 1 cneundunyHocTb 92% npu
aTepoCKepose C OKKIo3neln npoceeta 6onee 60% [99, 100].
OTO OTHOCUTENIbHO HEJOPOron N [OCTYMHbIA METOR Uccneno-
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Ta6nuua 5. Knunnueckue cueHapum, (BA3aHHble ¢ peHOBaCKyNAPHbIM 3a60neBaHuem
Knunnueckuii cueHapmii
Hauano AT go 30 net
[porpeccupytoLLiad, pe3ucTeHTHas, 3N0KaueCTBEHHaA rUNepTen3uns
YxyawweHue GyHKLMM noyek (NoBbiLLeHIe KpeaTuHIHa 6onee yem Ha 30% OT ypoOBHA
10 neyeHna) B oteeT Ha MATIO unn 6n10Katopbl peLenTopoB aHrMoTeH31HA
Bnepable Bo3HWKLLAA runepTen3na noce 50 net (HABOAWT Ha MbICb
06 aTepocKNepoTYecKOM CTeHO3€ MOYEYHON apTepum)
AcumMeTpUyHbIE NOYKY € pa3HuLieil B pasmepax 6onee 1,5 cm
1 HeoObACHUMAA NoTepA GYHKLIM NoyeK
HeoXuaanHbIit He0ObACHUMBIN OTEK NIETKUX («BHE3AMHBI OTEK NETKIX»)

BaHWA, KOTOPbIV NpefocTaBnsaeT MHGopmaLuio o pasmepe no-
yek, pe3nCTUBHOM UHAEKce 1 nepdy3un, 1 NPy NpoBeaeHnn
OMbITHBIM CMNELMANIUCTOM PEfKO AAET NOKHOMOIOXKNTESIbHbIE
pe3ynbTaTbl. TeM He MeHee, ANA faHHOTO MeTOAa ANArHOCTUKM
XapaKTepHbl OnepaTop-He3aBUCKMbIE NTIOXKHOOTPULATENbHbIE
pe3ynbTaTbl U TeXHUYecKkune céom [101].

KT-aHrnorpadua obnagaer uyBCTBUTEIbHOCTbIO  Bbille
90% 1 cneynduyHoCcTblo 97%, CXOAHa C KaTeTepusaLnoHHOM
aHrvorpaduein 1 MarHUTHO-Pe30HAHCHOW aHrnorpadren Bbl-
cokoro paspelueHus. KT-aHrnorpadpus obecneurBaeT aetab-
Hoe n300paxeHre KOPKOBOro 1 MO3roBOro BelLecTBa noyek
C BbICOKMM pa3spelueHriem cocynoB. OfHaKo JaHHbIA MeTop
OTHOCUTENIbHO JOpPOr 1 obnafaet NoTeHUManbHOW NOA-KOHT-
PaCTHOM TOKCUYHOCTbIO.

MarHUTHO-pe30HaHCHasi aHrrorpadusa obecneuymBaeT fe-
TanbHOe n3o6paxeHre n GyHKUMOHANbHOE TeCTUPOBAHME OK-
CUreHnpoBaHHOM Bu3yanusaumm. OgHaKo OHa TakxKe ABNAeTCA
OTHOCUTENIbHO JOPOroCToALLEN U UMEET NOTeHLMaNbHYIO TOK-
CMYHOCTb ragosiIHKA.

PagnoHyknuaHaa cuuHturpadua ¢ npumeHeHvem WAMQO
unm 6e3 (peHorpaMmma KanTonpuia) pefko MMeeT JIOXKHOOTPU-
LaTesibHble pe3ynbTaTbl U JAET OrpaHNUYeHHY0 MHGOPMaLuio
0 naTonormm KpynHbix cocyaos. OgHako AnA JaHHOro metoga
XapaKTePHbI JIOXKHOMONOXMWTeNbHblE pe3ynbTaTbl NPU Hapy-
LWeHHOW GYHKL KN NOYeK.

SHOOKpUHHble OuazHocmMu4vecKue Uccs1e008aHus

KnnMHMUMCTBI MCNONb3yT akKTMBHOCTb peHrHa B nepude-
pUYeCcKon KpoBW, MPAMOE U3MepPeHMe MacCbl PEHMHA U KOH-
LeHTpauum anbAoCcTepoHa B Nyla3Me KpOoBM AnA onpeaeneHuns
BTOPUYHOrO M36bITKa anbpoctepoHa. OfHako 3TW TecTbl He-
cneunduUHbI 1 B 3HAUMTENBHOWN CTEMNeHN 3aBUCAT OT YCII0BUIA
TeCTMPOBAHNA, BKIOUAs HATPUEBDIN 6anaHC 1 IeKapCTBEHHYIO
Tepanuio. /I3mepeHne akTUBHOCTU peHrHa Nia3mbl NOC/e BBe-
aenna NATIO (1. e. KanTonpuna) - UCCnefoBaHKe, Ha3biBaemMoe
«YCUNTIEHHOWN aKTUBHOCTbIO PeHMHa Mnasmbl», — ABAAETCA He-
cneuneuUecKkM 1 MeeT OrPaHNYEHHY YyBCTBUTENBHOCTb U
NIoXoe NPOrHOCTMYECKOE 3HaYeHNe.,

O6bIUHO MPUMEHAETCA U3MEPEHUNE YPOBHA PeHVHa B NoYeuy-
HOW BEHE C LieNIblo ANarHoCTUKK, CBA3AHHOWN C XUPYPruyeckom
peBackynapu3auuen. HecMoTpa Ha yMepeHHY0 MHBa3NBHOCTb,
3TV U3MEPEHNA NMEIOT CYLLLECTBEHHYIO LIEHHOCTb AJ1A NMPOrHo-
3npoBaHunA peakummn ALl Ha peBacKynapusaumio i HeppaKTo-
muto [102] 1 NO3BONAIOT NIOKaNM30BaThb BbIPabOTKY peHrHa npu
onpefeneHHbIX HapyLIeHNAX (HanpyUMep, ONyXoJb 13 OKCTaro-
MepYnAPHbIX KNeToK, UHbapKT nouku). OfHaKo Ha HUX BAUAIOT
YCNOBMA TECTUPOBAHUA (KaK 1 Ha BCe rOPMOHaJibHble n3mepe-
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Hua PAAC). B anoxy sHA0BaCKYNAPHOro CTEHTUPOBaHUSA KNMHM-
LMCTbI TaKyto AMArHOCTUKY UCMONb3YOT pexe, OT4acTy NOToMmy,
yto Al MeHee YacTo ABNAETCA OCHOBHOW MOTMBALVEN ANA auar-
HOCTMYECKOro TeCTUPOBaHWA (B OT/IMUME OT cnaceHnsa GyHKLUMn
noyeK UK NevyeHnsa peLmnanBupyoLLEro OTeKa Nerkmx).

VI. APYTUE SHOOKPUHHbBIE PACCTPOUCTBA,

CBA3AHHbDIE C TUNMEPTEH3UEN

A. CuHOpom KywuHza

PacnpocmpaHeHHOCMb

AATporeHHbIN cMHAPOM KylmHra ABNAETCA OTHOCUTESIbHO
pacnpocTpaHeHHbIM ABfieHNeM. A BOT SHAOMEHHbIN CUHAPOM
KylumHra BcTpeyaeTca pefiko, C YacTOTON MeHee OfJHOTO Ciyyas
Ha 1 MnH yenoBek B rog [103]. 36biTouHas cekpeuua AKTT ony-
X0nblo rnnoduisa ABNAETCA MPUUMHON SHAONEHHOIO CMHAPOMA
KywuHra y 85% nauveHToB 1 Ha3biBaeTcA «6one3Hb KylwmHray.
Y >KEHLLMH OHa BCTPeYaeTcsa B 5 pa3s valle, Yem y My>KUrH, Npu-
Yem MaKCcMManbHasA YacToTa C/lyyaeB NPUXOAUTCA Ha BO3PacT OT
20 po 50 nert. 3kTonunueckne AKTI-cekpetupytoLye HoBoobpa-
30BaHuA 1 AKTI-He3aBucrMble Gopmbl cHAPOMa KyLumrHra (Ha-
npumep, adeHoMa HaAMoYeYHNKOB, KapLMHOMbI HaAMoOYeYHM-
KOB 1 HOAYNAPHbIE rMMeprnasnum HaanoYeYHNKOB) OTBEYAIOT 3
15% sHporeHHbIx ciyyaes. [MnepTeH3nA pa3srBaeTcay 75-80%
naumeHToB ¢ cuHapomoM KywmHra [104, 105]. Ee mexaHU3Mbl
BKJTHOYAIOT MOBbILWeHHbIN cuHTe3 [JOK, noBbiLeHHY0 Ba3onpec-
COPHYI0 YYBCTBUTESIbHOCTb K SHAOMEHHbIM Ba30KOHCTPUKTOPaMm
(Hanpwvmep, appeHanuH, aHrnmoTeHswH ll), ysennueHne ceppey-
Horo BbI6poca, akTnaauumo PAAC 3a cueT yBennyeHus BbipaboT-
KW MeYEHOYHOrO aHIMOTEH3UHOreHa 1 aKTMBaLMIO KOPTU30/10M
MWUHEPaNoOKOPTUKOVAHbBIX PeLIeNTOPOB.

KnuHuyeckas kapmuHa

TunnyHble NpoABneHNa cMHAPOMa KyllurHra BKOYaloT: yBe-
NNYeHre Beca Npy LEeHTPanbHOM OXMPEHWM (TOHKME KOHEYHO-
CTW), OKPYrNIeHre LA U rMnepBoONeMUIO, HAOKMUMYHbIE XN-
pOBble NOAYLLEYKN, XNPOBble MOAYLIKN B JOPCOLEPBUKaIbHOM
obnactu, «nerkue» (CNOHTAHHbIE) CUHAKMK, TOHKYK KOXyY (T. H.
«ManupocHas bymara»), yMeHbLUeHWe TOMLWVHbI CKIAAO0K KOXMK,
M0xoe 3aXKUBMIEHME PaH, NyprypHble 60po3abl (06bI4HO 0,1 cm
B LLUMPVIHY), C1aboCTb MPOKCMManbHbIX MbILLL, SMOLMOHASbHbIE
N KOTHUTUBHblE M3MeHeHMA (HanprmMep, pa3apakntesibHOCTb,
nnav, genpeccuto, 6ecnokoncTBo), MPCYTU3M, runepaHapore-
Huto (Hanpumep, yrpesyto Cbinb), Al, 0OCTeoneHno 1 ocTeono-
pO3, HeNepeHOCUMOCTb JIOKO3bl M CaxapHblil AuabeTt, nonu-
ypuito, TMNEPANNUAEMMIO, ONMOPTYHUCTUYECKUE U TPUOKOBbIE
nHdbekuun (Hanprmep, CM3UCTO-KOXKHBIA KaHAMA03, OMNoAChI-
BalOWMIA JVLLIAIA, NNXOPAAKY), MeHCTPyanbHyl OMCOYHKLMIO
N HapylleHne penponyKTMBHOM GyHKUMW, HepponuTtmas. ITu
KNMHMYECKNe NPU3HaKM MOTYT BO3HMKATb MeAsIeHHO, CO Bpe-
MeHeM. [03ToMy CpaBHeHMe TeKyLlero COCTOAHMA MNauueHTa
co cTapbiMu poTorpadramm HeoueHUmo. MHorune 13 3Tmx nNpu-
3HAKOB ¥ CUMMTOMOB ABNAIOTCA OOLUVIMU 1 HE OTINYMTENIbHBIMM
(Hanpumep, oXxMpeHue, rMnepTeH3nsa, U3MeHeHHan TonepaHT-
HOCTb K [TII0KO3€ 1 HapyLUEHUE MeHCTPYanbHO GYHKLMN).

Kmo nodnexum ckpuHuHay

Bpau pomkeH 06cnenoBath N1l060ro nauyeHTa ¢ rmnepTeHsn-
e, y KOTOPOro MMeloTCA MPU3HaKM U CUMNTOMbI, COOTBETCT-
BYlOLLME KNTMHMYECKOMY NPOABAEHWNI0 CMHAPOMA KylumHra (Kak

yKa3aHo B NpeapblayLlem nyHKTe).
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UccnedosaHus Ha eviseneHue ciyqaes 3a6osesaHus

CraHpapTHble nabopaTopHble MCCNefoBaHNA MOMYT BbIABUTb
MNEPrVKEMMIO HATOLWAK, TMNepaUNUAEMUIO, FTMMNOKANIMEMUIO 1
NeNKoUMTO3 C OTHOCUTESIbHON NMdoneHneli. BbipaboTka MUHe-
PanoKOPTUKOULOB NPV SHAOTEHHOM CMHApPOMe KylumHra obbiu-
HO B Npepenax HopMbl; YPOBHY anbAoCTePOHa 1 peHrHa 06blYHO
B HOPMeE W CHUKEHBbI, @ ypoBeHb [JOK B HOpme nnmn He3Hauu-
TenbHO yBenuyeH. AnbgoctepoH, [JOK 1 nonosble ctepongbl MO-
ryT NOBbILLATLCA NPU KapLMHOMaxX HagnoyeyHnkos [106].

WccnepoBaHus No BbIABMEHNIO SHOOMEHHOrO U30bITKa KOp-
TU30/a BKJIIOYaloT B cebs TeCT nofasneHms 1 Mr jekcameraso-
HOM B TEYEHVE HOUW, M3MEPEHUNE KOPTM30s1a B HOYHOW CITIOHE,
a TakXe onpepfeneHne ypoBHA KOpPTU30/a B 24-4acoBol nop-
unn moun. Ecnu pesynbraTbl TECTOB Ha BbIABIEHNE CUHAPO-
Ma KylunMHra He COOTBETCTBYIOT HOPME, KIAVHULMWCT OOMKEH
npoBecTV noATBepxAaaolee TecTMpoBaHue. KnuHuyeckoe
npaKkTuyeckoe pykoBOACTBO NO CMHAPOMY KyluvHra SHAOKpU-
Honornyeckoro obLecTsa A4OMONHUTENIbHO OMKCbIBaeT Ncce-
[OBaHUA, KOTOPble NOATBEPXKAAOT 3TOT AMarHoO3 1 onpegensa-
0T MPUUYMHY 136bITKa KopTr3ona [95].

b. TupeoudHas ducgpyHKkyus

Tunepmupeos

PacnpocmpaHeHHocmMb

[MnepTpeo3 uvalle BCTPEYAETCA Y KEHLIUH, C YacTOTOMN
o1 0,5 no 1,0% [107-109]. B HauymoHanbHOM nccneaoBaHnn
coctoaHua 3poposbA 1 nutaHuA Il (National Health and
Nutrition Examination Survey lll) 2 n3 1000 nauneHTOB, KO-
TOpble He NPUHUMaNu NpenapaTbl A1 IeYeHnA WUTOBUAHON
»kenesbl (LX) n He coobwann o Hanuumm 3abonesanua LXK
B aHaMHe3e, UMeNUN «KIUHMNYECKN 3HAUYUMBbIA» rMnepTupeos
[110]. YacToTa 3aboneBaHuWA cpeamn NOXMUIOro HaceneHus Ko-
nebnetca ot 0,4 po 2,0% [111-113]. Hanbonee pacnpoctpa-
HEeHHble NPUUYUHbBI BKNOYAIOT 6051e3Hb [pelBca, TOKCUYeCKmni
MHOrOY3110BOI 300, TOKCMYECKYl afleHOMY W TUPEeOUZWuT.
[laHHbIX O PAacNPOCTPAHEHHOCTU rMNepTMpPeo3a cpean nauu-
€HTOB C rMNepTeH3nel HeT.

KnuHuyeckasa kapmuHa

Korga upe3mepHoe KONMYECTBO LUPKYIUPYIOLWUX FOp-
MoHoB LM B3ammogencTeyeT ¢ peuentopamy TUPEOUAHbIX
rOPMOHOB Ha nepudepryeckmx TKaHaAX, MOBbLILAETCS KaK Me-
Tabonunueckana akTUBHOCTb, TaK U YyBCTBUTENIbHOCTb K LIMPKY-
NVPYIOLWMM KaTexonamrHaM. «TMpPeoTOKCUYECK ey NaLneHTbl
00ObIYHO VMEIOT TaxVKApAMI0, BbICOKUI CepAeyHblii BbIOPOC,
yBeNMUYEHHBIN YAapHbI 06beM, CHUXKEeHUe nepudepuryeckoro
COCYAUCTOro COMPOTMBIIEHNA 1 MOBbILIEHHOE CUCTONIMYECKOE
Al [114]. B KnMHNYeCKOW KapTHE MOXeT JOMUHMNPOBATb MO-
Teps Beca (HeCMOTPSA Ha MOBbILEHHbIM anneTUT), HernepeHo-
CMMOCTb Tensa, MblleyHasa cnabocTb 1 runeprugpos. Kpome
TOro, y nauumeHToB ¢ 6one3Hblo [periBca MOryT JOMUHMPOBATh
CYMNTOMbI, CBA3AHHbIE C TUpeounaHo odpTasibMonaTueil.

Kmo nodnexum ckpuHuHzy

Bpau pomkeH npoBoauTb CKPUHWHE BCEX MALMIEHTOB C U-
nepTeH3nen, y KOTOpbIX eCTb MOAO3PEeHME Ha rMnepTupeos,
NCXO[A N3 KNMHNYECKOW KapTUHbI.

WccnedosaHus Ha sbisisieHue clydaes 3a601e8aHUS

VMiccnegoBaHue Ha BbiABieHME AAHHOW MAaTONOrM BKIOYa-
eT B ceba n3MepeHne KOHLEHTPAUUI B KPOBU TUPEOTPOMHOTO
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ropmMoHa 1 CBOBOAHOrO TUPOKCUHA. Kpome TOro, 3t nauyu-
€HTbl JOJKHbI MPOWTU BCECTOPOHHee ¢u3sMKanbHoe obcne-
[lOBaHWe, KOTOpOEe BKJIOYAeT M3MepeHne YacToTbl Mysnbca,
ALl, YacToTbl AbIXaHWsA, Maccbl Tena 1 nanbnauuto LXK, Mocne
YCTaHOBJMIEHNA KIUHUYECKOTO Y BMOXMMUYECKOTO AMarHo3a
rMnepTMpeo3a Bpaum TakxKe 4acTo NPOBOAAT BM3Yyanu3aLnoH-
Hble TeCTbl U BbIABAAT Hanunune aytoaHTuten K LLXK; oba 3tn
NCCNeaoBaHUsl MOTyT ObiTb MOME3Hbl NMPU OMNPeaeneHnn oc-
HOBHOW MPUYMHBI rMnepTnpeosa. [lepBoHayanbHoOe neyeHne
NauneHTOB C rMNEepPTEH3NEN 1N TMNEPTUPEO3OM BKIIIOYAET Ha-
3HayeHvie B-afpeHO6NOKAaTOPOB AN JIeUEHUA TUMEePTEH3NN,
Taxuvkapgum u Tpemopa. OKoHuaTenbHOe fieyeHne rmnepTupe-
03a 3aBUCUT OT NPUYUNHbI 3abonesaHua [115].

Tunomupeos

PacnpocmpaHeHHOCMb

YactoTa cyOKNMHMYECKOro runotupeosa Konebnetca ot
4,3 po 8,5%, a pacnpoCTpaHEHHOCTb ABHOIO rMNoTUpeonsa —
oT1 0,3 10 0,4% [110, 116]. YacToTa runepteH3mm (06bluHO Ana-
CTONMYECKOM) NOBblleHa B 3 pa3a y nauneHTOoB C runoTupe-
030M U MOXeT COCTaBNATb Ao 1% c/iyyaeB AMacTONMYeCcKom
rmnepTeH3umn y HaceneHua B uenom [117, 118]. MexaHu3mbl
nosbiweHna ALl BK/IOYalOT NOBbILLEHNE CUCTEMHOTO COCYaN-
CTOro COMPOTMBIIEHNA U YBENUYEHNE BHEKNIETOUYHOro obbe-
Ma XXMUAKOCTU. [laHHbIX O PpacnpoOCTPaHEHHOCTN FTMNOTUPeEO3a
cpean nauymeHTos C Al HeT.

KnuHuyeckaa kapmuHa

KnnHnuyeckne nposABneHns rmnotTupeosa 3aBUCAT OT CTene-
HY peduunta ropmoHos LXK 1 6bIcTpoTbl NOTEpPY TUPEOUHbBIX
rOPMOHOB — TUPOKCMHA 1 TPUAOATUPOHUHA. MayneHTbl MoryT
6bITb BANBIMU U MMETb MELJIEHHYIO MO3rOBYIO [eATENbHOCTD,
3aMe[ifIeHHYI0 peyb, HerepeHOCMMOCTb X0Moga, 3arnop u bpa-
AvKapauio. Y Takux 605bHbIX 0GbIYHO CyXMe, XPYMnKue BOoChl,
a TakXe HabniofaeTtcsa oTek nuua 1 BeK (NepropbuTanbHbIii
OTeK), UTO CBA3AHO C MOAKOXXHbIM HAKOMEHVEM [IMKO3aMu-
HOIMMKAHOB. f3blK Y HUX MOXeT ObITb YTOMLEHHbIM, @ FooC
rny6oKUM 1 rpy6biM. Y naumeHToB C rMnoTUPeo30M OObIYHO
MeZNeHHbIN NyNbC 1 Anactonuyeckasa runepteHsma. Cepaeu-
HbII BBIGPOC YMEHbLUAETCA, Y Y OONbHbIX MOXET BO3HMKaTb
OfbILLIKa HanpsAXeHuA.

Kmo noonexum ckpuHuHzy

Bpau ponmxeH NpoBOAUTbL CKPUHMHE BCEX MALMEHTOB C FMMO-
TUPEO30M, Y KOTOPbIX €CTb TMnepTeH3na 1 Noboi 13 Npr3Ha-
KOB, NepeyrcineHHbIX B MpeabliayLiem nyHKTe.

WccnedosaHus Ha ebisieieHue criy4daes 3aboesaHus

M3mepeHne ypoBHA CbIBOPOTOYHOrO TUPEOTPOMUHA WU
CBOOOAHOIO TMPOKCMHA — KJIIOUEBble NCCNEL0BAHUS A1sA Bbl-
ABneHnA 3abonesaHuA. Mpy NepBMUYHOM TUMOTUPEO3E KOH-
LeHTpauus TUPEOTPONMHa B CbIBOPOTKE Bbille pedepeHT-
HOro Anana3oHa, a KOHLEeHTpauus cBo6OJHOro TMPOKCMHA
B KPOBM OObIYHO HUXKE HUXKHEro npepena pedepeHTHOro
3HaueHuA. MNpu ueHTpanbHOM FMNOTUPEO3e MO NPUYNHE TU-
noTanaMmyeckon nnm runodusapHom AUCchYHKLMN KOHLEH-
Tpauua TMPeOTPONMHA B CbIBOPOTKE KpalHe HM3Kasa Kak ana
HWXKHEro ypoBHA cBOOOLHOIO TUPOKCKHA. JleueHune geduuu-
Ta ropmoHoB WK cHuxaet Al y AByx TpeTeln nauueHTOoB C
rmnepteHsven n Hopmanusyet Al y octanbHbix. CMHTETUYe-
CKUIA NeBOTUPOKCKH ABNAETCA NpenapaToM Bbibopa Tepanum
runoTupeosa [119].
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B. lunepkansyuemus u nepgu4HeIli 2unepnapamupeos

PacnpocmpaHeHHOCMb

Haunbonee uyacToil NpUYMHON runepKanbLUeMUN SBISETCA
NepBUYHbIA rMneprnapaTnpeos, pacnpoCTPaHEHHOCTb KOTO-
poro cocTasnset 0,20% y xeHwuH 1 0,09% y MyXUnH, C TeH-
AeHumen yBennyeHna ¢ sospactom [120]. funepkanbunemmn
accoumnmpyeTca € MOBbILWEHHOW YacTOToW runepTeHsun [121].
YacTtoTa nocnegHen y naumeHTOB C NMepBMYHbIM runepnapa-
Tnpeo3oMm Konebnetca ot 10 o 60% [121]. laHHble 0 pacnpo-
CTPaHEHHOCTM NePBMYHOrO rmneprnapaTmpeosay nayneHToB C
rmnepTeH3nein oTCyTCTBYIOT.

KnuHuyeckas kapmuHa

BonbWNMHCTBO MauUMEHTOB C MEPBUYHBIM FNepPnapaTUpPeo3om
6eccmMnTOMHbI. [lpyrve nauueHTbl MOryT UMEeTb CUMMTOMbI, CBA-
3aHHbIe C XPOHMYECKON rmnepkanbLyemMmnen, Takue Kak noanypums
1 NONAMAMMNCUA, 3aropbl, OCTEONOPO03, HedpponnTMas, A3BEHHaA
60one3Hb 1 rrnepTeH3us. MexaHU3mbl TMNepTEH3UN HEACHDI, Mo-
CKOJIbKY OTCYTCTBYET MPAMAn KOPPENALMA C NOBbILLEHHbIM YPOB-
HeM MapaTUPEeoVHOro ropmMoHa unn Kanbuma. Al, cBA3aHHaA C
rmneprnapaTMpeo3oM, MOXET TakKe BO3HMKATb Kak OC/IOXHeHne
rynepKanbLyeMmiy, BbI3BaHHOW NOYeYHOW HeOCTaTOUHOCTbIO.

Kmo nodnexxum ckpuHuHay

KnuHnymcTbl fomkHbl 06cnenoBaTh BCeX NaLMEHTOB C runep-
TEeH3Men N rmnepKanbLuemMmmnein Ha npeameT runepnapaTrpeosa.

UccnedosaHus Ha evbisigneHue ciiy4daes 3a6ose8aHus

MoaTBepanTb rMNnepnapaTnpPeos Kak NpUUMHY rmnepKanbLume-
MU MOXHO, N3MEPUB CbIBOPOTOYUHbIN YPOBEHb NapaTipeongHo-
ro ropMoHa 1 24-4acoBYto SKCKPeLMio KanbLnsa ¢ MoYol. YTobbl
NCKIIOUNTb CEMENHYIO TMMOKaNbLMypUYecKyto rnepKanbume-
MWIO, HAANEXMNT ONpPeAennTb ypoBeHb KanbLma B moye [122]. Mpwn
HaMUuUM  rvnepKanbUMeMUN KIMHULMCTbI JOMKHbI HanpaBUTb
naumeHTa K COOTBETCTBYIOLEMY CrielnanucTy. JleueHne runep-
napaTtuMpeosa onepaTvBHOE; Nocie yCrnewHon napaTmpeonasK-
TOMUWM FMMNEePTEH3MA MOXKET YMEHbLUNTbCA [123, 124].

I. Akpomezanus

PacnpocmpaHeHHOCMb

Akpomeranus — pefikoe 3aboneBaHue c YactoTol 40-70 cny-
yaeB Ha 1 M/IH HaceneHuA [125, 126].

KnuHnuveckasa kapmuHa

XpoHuuecknii M30bITOK FOPMOHA POCTa B pe3ysnbTaTe ero
BbIPabOTKN OMyXonbto rmnodrsa NPUBOAUT K KIIMHUYECKOMY
CUHAPOMY akpoMmeranuu. XpoHM4Yeckoe AencTBre 130bITOYHO-
ro YPOBHsA FOPMOHa POCTa BKIIOUAET B CeOS Upe3MepHbIii pocT
MAFKMX TKaHel, Mporpeccrpytollee paspylueHre 3y6oB, fereHe-
paTMBHbIN APTPUT, CBA3AHHbIN C Ype3MEPHbLIM POCTOM XOHAPaNb-
HOW 1 CUHOBMASIbHON TKaHW B CyCTaBaX, HU3KMI 3BYYHbI FOMOC,
ypesmMepHOe NOTOOTAENIEHMNE U KUPHYIO KOXY, NepUHEBPATbHYIO
rmnepTpoduio, NPUBOAALLYIO K YLIEMIEHUO HepBa (Hanpumep,
CUHAPOM 3aMACTHOrO KaHana), cepaeuHyto AucyHKLUM 1 ru-
nepteH3umio [127]. MnepteH3na Bo3HuKaeT y 20-40% nauneHToB
1 CBA3aHa C yAep»aHUem HaTpua 1 yBenmueHreMm obbema BHe-
KNeToUYHOW XngkocTn [128, 129]. [laHHble 0 pacnpoCTPaHEHHOCTN
aKkpomeranuu y naumeHTos ¢ Al OTCyTCTBYIOT.

Kmo nodnexum ckpuHuHay

bonbHble Al, KOTOpble AOMKHbI NPOXOAWUTb CKPUHUHI Ha
aKpoMeranuio, BK/OYalT MauuMeHToB CO CiyvyanHo obHapy-
YKEHHbIMU OnyXonAMu runodriza U NALMEHTOB C TUMUYHBIMU
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KMUHUYECKUMW MPOABIIEHUAMN aKPOMEranmmn, oCcobeHHo ¢
NNUEBbIMU NPU3HaKaMM U C HECKOSbKUMM acCcoLmmpyoLm-
MUCSl COCTOAHUAMU (HanpuUMep, CUHAPOM arHo3 CHa, caxap-
HbI AnabeT 2-ro TMna, apTPUT, CMHAPOM 3anACTHOroO KaHana,
rMnepruapos v rmnepTeHsus).

UccnedosaHus Ha eviasneHue csiy4daes 3abosesaHus

N3mepeHune nHcynuHonogobHoro daktopa pocta 1 B CbiBO-
pOTKe KpOBW ABNAETCA UccnepgoBaHuem Bbibopa [130]. KnuHu-
LMCTbl JOMXKHbI HAaMPaBUTb MaUMeHTa K SHLOKPUHOSOTY B Cly-
Yyae, KOrga MHCYNMHOMNOAOOHBIN dpakTop pocTa 1 npesbiaeT
BEPXHUN npefen pedepeHTHOro 3HaueHWs ANA COOTBETCTBY-
foLlero Bo3pacTta 1 nona. Xpypruyeckoe BMelLaTe/IbCTBO Ha
runoduse ABNAETCA leYeHeM BbIOOpa; NPy HEO6XOAMMOCTH
Bpay TaKXe MOXEeT Ha3HauMTb Me[VKaMeHTO3HYl0 Tepanuio
unv obnyyenne, unu n To n gpyroe [130]. MnepTeH3us, cBA3aH-
Has c akpomeranuvei, Hanbonee 3GpPeKTUBHO NeUNTCA NyTeM
CHWXKeHUs1 N3ObITOYHOrO YPOBHSA ropmoHa pocTa [129]. Ecnin
XMpypruyeckoe ieyeHne HeBO3MOXKHO, rmnepTeH3na oObIuHO
XOPOLLO NOAJAETCA NEeUYEHUNIO ANYPETUKAMU.

. O6cmpykmueHoe anHo3 cHa

OAC - noBTopstoLLeecs YaCTUUYHOE (TMNOMHO3) UK NOSIHOe
(anHO3) 3aKpbITME AblxaTenbHbIX NyTen BO BpemsA cHa. OHO xa-
paKkTepusyeTca HapyLlleHemM CHa, MPepbIBUCTON MMMNOKCEMU-
el 1 runepkanHuer, a TakXke N3MeHeHNAMMN BHYTPUTPYAHOrO
nasneHna. Ousmnonornyeckoe snusHune OAC, B TOM uncne Ha
SHOOKPUHHbBIE NYTW, ABNAETCA MHOMXECTBEHHbBIM U CIOXKHbIM.
JKCnepuMeHTanbHble U KIMHUYeCKe NCCnefoBaHNA NoKasbl-
BatoT, uTo OAC BbI3bIBaeT MHOXECTBEHHbIe HebnaronpuATHble
3bbdeKTbl, BKNOYasA aHAoTENnanbHyo anchyHKUMio, Bocnane-
HMe, OKUCINTENbHBIA CTPecC, PUrMAHOCTb COCYAOB, CTUMY-
naymio PAAC, meTabonnyeckue HapylleHUs, NMoBpexaeHue
CTPYKTYP cepaLia n GyHKLMOHabHble M3MEHeHNA, aKTUBALIMIO
CYMNATUYECKOW HEPBHOM cucTembl [131].

OAC TeCHO CBA3aHO C rMnepTeH3nen; 3To 0CO6EHHO xapak-
TePHO ANA Pe3nNCTeHTHON WAy TPYAHO nojdatolienca neve-
Huo runepTeH3um [132-140]. B HeckonbKmx o6cepBaLMOHHbIX
MCCnefoBaHUAX COOB6LLANoch O NONOXKUTENBHON Koppenauum
MeXAy YPOBHeEM anbfocTepoHa 1 cteneHbto Taxectn OAC y
NnauMeHTOB C Pe3NCTeHTHON runepTeH3uen [141-146]. Vccne-
[OBaHUA MOKa3bIBalOT, UTO yCUSIeHWe Tepanuu AuypeTrkamu
(BKNIOYAA aHTarOHWUCTbl MUHEPANOKOPTUMKOUAHBIX peLenTo-
poB) MOXeT ymeHbWwnTb TaKecTb OAC y nauyneHToB C pesu-
CTeHTHoW runepTteHsunein [147-150].

PacnpocmpaHeHHOCMb

Okono 20% B3pOCAbIX CTPAJAIOT KakK MUHUMYM YMEPEHHbIM
OAC (MHAEeKC anHO3-TUMOMHO3 cOCTaBNAET OT 5 A0 14 cobbiTui
B Yac), 1 oauH 13 15 B3pOC/bIX MMEET YMEePEHHOE UMM TAXe-
noe OAC (MHAEKC anHO3-TMNONHO3 — 15 ciyyaeB B vac) [134].
OAC B 2-3 pasa yalle BCTPeYaeTCa y MY>KUMH, YEM Y >KEHLLUMH
[151, 152], xOTA ero pacnpoCTPaHEHHOCTb yBen4MBaeTCca Y
KeHWwmH nocne meHonay3sbl [153]. OAC cunbHO accoummpy-
€TCA C N3ObITOUHBIM BECOM U OXMPEHMEM, €ro YacToTa Co-
ctaBnfaeT ot 60 go 80% y nuy ¢ oxunpenvem [154, 155]. OAC
TaKXe accoumumpyeTcs ¢ caxapHbim grabetom 2-ro tuna [156].
PacnpoctpaHeHHocTb OAC yBennumBaeTca C BO3PacToM, Tak,
OHO B 2-3 pa3a Yalle BCTpeyaeTca y NoXunblix nogen (65 ner)
Nno cpaBHeHUo ¢ 6onee monoabiMu (30-64 roaa), oLeHoUHas!
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yacToTa y nuy cTapue 65 net coctasnaeTt 65% [157-159]. OAC
Yalle BCTpeyvaeTca y adpoamepurkaHLes, yem y OGenioKoxux,
0COBEHHO Y fieTei 1 NOAPOCTKOB, @ UCC/IEA0BAHMA B3POC/bIX
MoKasbIBaloT, UTo Yy adppoamepuKaHueBs, Kak npasuno, OAC fAB-
nseTcs bonee BblpaKeHHbIM, Hexkenn y 6esbix (160-163).

OAC u runepTeH3na oObIYHO COCYLLECTBYIOT. MprMepHO Y
50% nopenn ¢ OAC Habnogaetca Al, n, no oueHkam, 30-40%
nauueHToB ¢ runepteH3uen ctpagatT OAC [131, 136-138]. OAC
0COBEHHO PacNpPOCTPAHEHO Y UL, C PE3UCTEHTHON rMNepTeH3N-
en — ot 70 §o 90% [140-142, 146]. Tem He MeHee, HeMpepbIBHasA
TepanuA Co3faHneM MONOXUTENbHOTO AaBNeHWA B AblXxaTesb-
Hbix nyTAX (CPAP-Tepanua) y naumneHToB ¢ OAC 1 pe3ncTeHTHOM
rmnepTeH3mner, XoTb 1 OKa3asnacb MOMIe3HOM, HO He npuBena K
cylecTBeHHOMY yMeHblueHuto ypoBHA Afl. Hanpumep, cnenoe
PKIW, koTopoe oueHuBano pesynbratbl 117 naumeHToB C ymepeH-
HbIM mnn Tsxkenbim OAC, paHAOMU3MPOBaAHHBIX Ha 6-MeCAYHYI0
CPAP-Tepanuio (HenmHBa3vBHasA BEHTUAALMA IEFKNX) UK OTCYT-
CTBME Tepanuu, He BbIABMNO 3HAYMMOWN Pa3HULbl B U3MEHEHNN
Al mexxpgy rpynnow neveHns n KOHTPOsbHbIMM rpynnamu [164].
B otkpbiTom MHoroueHTposoM PKW CPAP-Tepanua B TeyeHue
12 Hegenb B NapannenbHbIxX rpynnax naumeHtos ¢ OAC n pesun-
CTEHTHOW rMnepTeH3uner No CPaBHEHWNIO C KOHTPOSIbHbLIMY FPyI-
namum nNprBena K CH/XeHNo 24-4acoBOro cpefHero 1 Anactonu-
yeckoro Al v K ynyulleHuto HouHou KapTuHbl ALl [165].

KnuHnudeckasa kapmuHa

MaymeHTbl ¢ OAC yacTo »kanyloTca Ha xpan (0Co6eHHO rpom-
KW, KOTOPbIA 6eCnoKouT Apyrx), an1M3odbl HAboaaeMbix ar-
HO3 NIMOO XaOTUYECKOTO [bIXaHUA W/ AHEBHYIO COHNMBOCTD,
KOTOopas HepefKo ObiBaeT Taxenon. Jpyrue »xanobbl BKOYAT
dparMeHTUPOBaHHBIA COH C YacTbiMK BO30Y>KAEHVAMU, NPO-
6y>kOeHMem OT Xpana C yaylubeM WU 3afblXaHUeM, HUKTYPHIO,
CYXOCTb BO PTYy W/Unn rofloBHble 60N MO yTpam, AHEBHYIO yCTa-
NOCTb, KOTHUTVBHYIO ANCOYHKLMIO, BKIOUAsA yXyALIeHVe NamATH
n/Mnun 3aTpyaHEHNE KOHLEHTPaUM BHUMAHWSA, @ TakXKe CUMMTO-
Mbl ractpos3odareanbHoli pedniokcHol 6onesHn. Accoummnpy-
lolmeca ¢ 3aboneBaHMeM MPOLECChl, KOTOpble YCUNBAOTCA B
ycnosuax OAC, BKIIOYalOT runepTeH3unto, 3abonesaHna cepaua,
dubpunnauuo npeacepanii, MHCYNLT B aHaMHe3e, racTpoazoda-
reanbHyto pedoKCcHYo 6051€3Hb 1 CEKCYalibHY0 ANCHYHKLMIO.

Du3nyecknin ocMoTp MOXeT ObiTb He nokasateneH; OAC
yalye BCTpeYaeTca y NuL, CTpafalolmx OXnpeHem (MHAEeKC
Maccbl Tena cabiwe 30 Kr/m?), NoXunbix (CTaplue 65 neT), umeto-
LMX YBENNYEHHYI OKPY>KHOCTb Len (bonee 43 CM y MY>KUMH 1
37 CM y XKeHLWMH), He6OMbLION BEPXHUIA AbIXaTeNIbHbIN TPAKT 1/
U PeTporHaTuio NM6o MUKPOrHaTuIo.

Kmo nodnexxum ckpuHuHay

KnuHuuymctbl gomkHbl NpoBoAanTb CKpHUHT Ha OAC Bcem
nauuneHTam ¢ Al npy HaNMUUKU COOTBETCTBYIOLLMX NMPU3HAKOB 1
CMMNTOMOB B aHaMHe3e. XOTA peLleHne 0 NPOBEeAEHNN OKOH-
YyaTenbHOro NCCNefoBaHMA AOMKHO ObITb UHAMBUAYANN3NPO-
BaHO, aHaMHe3 rPOMKOro Xparna, 3acBUAEeTe/IbCTBOBAHHOIO
arHo3 1/nnu xanob Ha HeEOOBACHNUMYIO IHEBHYIO COHIMBOCTb
TpebyeT HdanbHeWLWero mncciefoBaHns. XoTA pe3ucTeHTHas
rmnepTeH3usa cama no cebe elle He ABNAETCA JOCTAaTOUYHOM
NPUYMHON ANA NPOBeAEHNA OKOHYATENIbHOrO NCCNefoBaHNA
Ha OAC, y Bpaya AomkeH ObITb HU3KUIA MOPOT ASiA Ha3HaYeHuA
Takoro TeCTMpPOBaHWA, YUNTbIBasA HEOObIUAHO BbICOKYIO pac-
npoctpaHeHHocTb OAC y il € pe3nCTeHTHONW rmnepTeH3nen.
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UccnedosaHus Ha evbisigneHue c/ly4dades 3a6oseeaHus

OkoHuatenbHbI gnarHo3 OAC TpebyeT npoBefeHNs nonu-
comHorpadun. VicTopuyeckn COMHONOMM KOHTPONMPYIOT Na-
LuMeHTOB B nabopatopui CHa. 3TO NO3BOMAET OCYLIEeCTBAATb
HenpepbIBHYIO PErMCTPALNI0 HECKOMbKIMX NMapaMeTpOoB, BKJII0-
Yasa CTaguio CHa C UCMONb30BaHMEM 3N1eKTpO3HUedanorpam-
Mbl, ABVXKEHMSA N1a3 C NPUMEHEHUEM 3N1IEKTPOOKYOrpaMmbl,
NnosioXKeHne Tena C UCMONb30BaHUEM BUAEO, OABVKEHUS KO-
HEeYHOCTeN C MPUMEHEHMEM SNEKTPOMUOIPAMMBI, AblXaHWe
(noTok, ycunue, HacbllweHne Kucnopogom) n xpan. OgHako B
nocnenHee Bpemsa ana guarHoctukn OAC Bce yvallye Mcnosb-
3yl0TCA [JOMalUHMe CUCTeMbl MOHUTOPUHra cHa. OHU MeHee
fgoporu n 6onee ygobHbl Ana obcnenyemoro, HO B LIeIOM 13-
MEpPSIOT MeHblLee KONMYeCTBO NapaMeTpPoB (4acTo UCKIoYas
aneKTpo3HUedanorpaMMmy © 3neKTpookynorpammy). Ecnn
Bpay nogo3peaeT Hannune OAC y naumeHTa ¢ Al, OH fomKeH
HanpaBUTb €ro K cepTUdULMPOBAHHOMY CMELMANINCTY MO CHY
ana obcnefoBaHMA M COOTBETCTBYIOLLEN MOMMCOMHOrpadu-
YeCKoW OLeHKM C MOMOLLbIO Kak KOHTPOMPYEMOro, Tak 1 fo-
MaLLHEero TeCTUPOBAHNA.

VII. PE3IOME OBLLEIO nNoaxogA K PACCMOTPEHUIO

1 BbIABJIEHUIO SHAOKPUHHOW TMMEPTEH3UN

bonblwoe 3HaueHne nmeeT KIMHNYECKUIA KOHTEKCT. Hanpu-
Mep, BbIAABIEHUE C/lyYaeB SHAOKPUHHON rMNepTEH3NN MOXET
He MMeTb KIIMHNYECKOro 3HaueHnA y NoKUIoro naumeHTta co
MHOECTBEHHbBIMI COMYTCTBYIOLWUMI 3ab0eBaHMAMY, KOTO-
pble OrpaHMYMBalOT KauecTBO *KM3HU. OfHAaKO CKPUHWHT Ha 3H-
JOKPVIHHYIO TUMepTEH3MI0 MOXKET CTaTb KITOUYOM K yyyLleHUIo
1 MPOANEHNIO XKU3HU Yy BONbLUMHCTBA NaLMEHTOB C rMnepTeH-
3unei, 0CO6eHHO y MonoabIX.

Knunu4veckuti cnyyati

Y 36-neTHen XeHLMHbI BrepBble BbiABEHA TMNepTeH3uns,
nNpu NOBTOPHbIX M3MepeHuax cuctonmyeckoe Al — ot 150
no 170 Mmm pT. CT., AnacTonuyeckoe — ot 95 go 110 mm pT. CT.
3a CKoYeHNEM CJlyYaliHbIX TOMIOBHbIX 6OJe 1 yyalleHHO-
ro cepauebueHns, 3aboneBaHne NpoTekaeT 6eCCUMNTOMHO.
*KeHwuHa 6bina 350p0oBO M aKTUBHO. He KypuT, He ynoTtpe6-
naet ankoronb. Korga e 610 3a 30, el coobwmnu, 4to y Hee
3006. 3a NoCnegHUI rof XeHLWHa Habpana 5 Kr, B aHamHe3e pe-
ungmempyownin HedponuTtnas. Mo cnosam ee My»a, OHa xpa-
MWT MO HOYaM, HO NMePUOOB anHO3 OH He Habntogan. Ha onpo-
ce nayueHTKa coobLuna, YTo Nno yTpam OHa He YyBCTBYeT cebs
oThoXHyBLWel. [epBasa MeHCTpyauusa B Bo3pacTe 11 neT, umeeT
Tpex 6ronornyecknx geten. He ecT KOHAUTEPCKYIO CONOAKY.
CemelHbI aHaMHe3 MONOXWTeNeH B OTHOLIEHWUW TUnepTeH-
3UnMy 0TUQ, rMnepTMpeosa y 6abyLIKMU MO MaTepy U TMNOTUPEO-
3a y matepu. CemelHbI aHaMHe3 SHAOKPUHHbIX PacCTPONCTB
Uny onyxonen Hagno4YeYHNKOB OTpULaTEeNbHBbIN.

CreneHb rynepTeH3nn y 3ToN 36-neTHel XeHLMHbI 3acny-
»KNBaeT MCCNefoBaHNA MO BTOPWYHBIM MpUYMHaM. AHamHe3
roNoBHbIX O0Meln 1 yyalleHHOro cepauebueHuns ykasbiBaeT Ha
BO3MOXHY10 peoxpomoLmTomy. Bpau fomKeH npoepuTb ypo-
BeHb Kanbuus 1 ¢ochopa B CbIBOPOTKE MO NPUUYMHE aHaMHe3a
HedponuTrasza. YsenuueHne Beca 3a NOCTEQHUN rof MOXET
6bITb KNIOYOM K CUHAPOMY KyllumHra, No3ToMy crefyeT UCKIto-
UNTb 3TOT AMarHo3. ictopuma xpana 1 To, UTO KEHLLMHA He YyB-
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CTBYeT cebs1 OTAOXHYBLLEN YTPOM, [OSIXKHA NOBYANTbL NPOBECTU
nccneposaHue Ha OAC. Heobxoanmo ncknounts AnchyHKLM0
LLI>K, ocHOBaHHY10 Ha ee aHaMHe3e 306a 1 ceMeliHOM aHaMHe-
3e ayToMMMYHHOro 3aboneBaHus LK. MockonbKy cumnTombl
UM Npr3Haky MNA oTCyTCTBYIOT, HEOOXOAMMO UCKIIOUNTD 3TOT
[AVarHo3y BCex NauMeHTOB C BblpaXkeHHON runepTeH3nen. Kpo-
Me TOro, MaLMeHTKa HaXOANTCA B BO3PACTHOW rpynne, B KOTO-
PO HeO6X0AMMO PACCMOTPETb GMOPOMBILLIEYHYIO AVCTIA3UI0

CKPUHWHT 3HL0KPUHHON TUMEPTEH3UN
HayuHoe 3aaBnenne JHpOKpUHONOrMYECKOro 061LECTBA

MIZKOICUNTIJTIHAPHI TIPOBJIEMUA

MOYeUHbIX apTepuii. B 3aBUCMMOCTY OT CTeMNeHu rmnepTeH3nm
1 0aBHOCTW 3a60seBaHNA MOXKHO MOCNefoBaTeIbHO UK Of-
HOBPEMEHHO MPOBECTU UCCNefOBaHUA ANA MNOATBEPXKAEHNSA
nepeymnciieHHbIX MOTEHLNANbHbIX 4MarHO30B.

Co cnuckom iuMepamypbl MOXHO 03HAKOMUMbCA
8 NosIHoU 8epcuu cmamsu No aopecy:
https://academic.oup.com/edrv/article/38/2/103/3104343

William F. Young Jr., otaenenue SHokpuHonorvu, Anateta, 06meHa BelLecTs, NuTaHNA 1 BHYTPeHHIX 6one3Heii knuHukin Maiio, Pouectep, wrat MinHecora, CLUA
David A. Calhoun, nporpamma cocyauctoit 6uonorv v runepTeH3uy, oTaeneHve cepaeyHo-COCYAUCTbIX 3a60neBaHNIA, MeAUUMHCKNI GakynbTeT YHBEpCUTETa ANlabambl 1 BupMuHrema, wrat Anabama, CLIA
Jacques W.M. Lenders, oTaeneHue BHYTpeHHeil MeAULMHbI MEAULMHCKOTO LieHTpa YHBepcuTeTa Panbayn, Heitmeren, Hugepnanabl; oTaeneHue BHyTpeHHei MeauumHb |1l YHuBepcutetckoi 6onbHuLb Kapna

[ycrasa Kapyca, TexHuueckuii yausepcutet [ipesgena, lepmanus
W Apyrue aBTopbl

ApTepmaanaﬂ rUnepTeH3nsa moxer 6biTb NepBOHAYabHbIM KNUHUYECKUM NPOAB/EHIUEM, N0 MeHbLueil Mepe, 15 3HAOKPUHHbIX pa((TpOﬁ(TB. TouHblit AMarHo3 BHAOKpMHHOVI rnepTeH3unn no3sonaetT
KNUHALNCTAM BbINOMHUTD XMUPYPriyeckoe neyeHune unn L06UTbCA ONTUMANBHOTO KNMHIYECKOTO 0TBETA B X0 CI'IeLlI/Id)VIlIE(KOVI ¢apmaK0norwuecxoﬁ Tepanuu. K!'II/IHI/ILlVI(Ty BAXHO 3HaTb, KOrAa 1 Kak cneyer
NPOBOAUTb UCCNEL0BAHNE MO BbIABIEHNIO C/1y4aeB BCEX SHAOKPUHHBIX HapyLLIeHVIVI, NPY KOTOPbIX TMNEPTEH3NA MOXET ABNATLCA CUMNTOMOM. B panHoii cTatbe PaccMOTPeHbI pasnnyHble ¢0prI 3H,C|0KpVIHHOI7I
TUNEPTEH3IN CaKLEHTOM Ha pacnpoCTpaHeHHOCTb U KNNHUYECKYI0 KapTUHY, a TakXe jaHbl peKoMeHAaL 0THOCUTENbHO TOro, Koraa CneAyeT NpoBoANUTb UCCIIeA0BAHNA ANA BbIABNEHNA 3aboneBaHus, u

OnuncaHbl UMetoLLecs B HactoALLee Bpema AnarHoctTuyeckine Tectbl.

AptepuanbHoii runeprex3ueit cTpagaet 28,6% e3pocnoro HaceneHna CLLA. B GonblunHcTBe cnyyaeB oHa ABNAETCA NepBUYHOI (OCHOBHOI NI UAMONATMYECKOI), HO NpUBNN3UTENBbHO Y 15% NaLueHToB
BbIABNACTCA BTOPUYHAA apTepuanbHas runeprensua. bonee 50% feTeit c apTepuanbHoii rnepTeH3iell uMeloT BTOpUUHYIo MUKy 3a6onesaxua. Y niofeil monoxe 40 neT pacnpocTpaHeHHOCTb BTOPUYHOI
runepTeH3uy coctanAeT npumepHo 30%. BropuuHble NpUuMHbI apTepuanbHoIl runepTeH3ni BKAIOYAIOT MoYeyHble (HanpumMep, NapeHxuMaTo3Hble 3a60n1eBaHIA NOYeEK) U SHAOKPUHHbIE. [ InepTeH3na MoXeT
ObITb HaYanbHbIM KNMHUYECKUM NPOABNIEHNEM MHOTUX SHAOKPUHHbIX PACCTPOICTB: GEOXPOMOLMTOMbI 1 CUMMATUYECKOIA aparaHInoMbl, IePBUYHOTO anbA0CTePOHI3MA, FUNepAe30KCUKOPTUKOCTEPOHI3MA
(BpoXAeHHas runepnnasua HagnoyeyHnKoB — 11B-rugpokcunasHan Hefi0CTaTouHoCTb, 17a-rMAPOKCANA3HAA Hef0CTaTOYHOCTb, Ae30KCUKOPTUKOCTEPOH-NPOAYLIMPYIOLLAA OMYXONlb, NepBIYHAA PE3NCTEHTHOCTb
KopTi30na), CHApPoMa KytuHra, MHIMOTO U36biTKa MuHepanokopTikonaos/AeduumTa 11B-ruapoKcucTepoMAAeruaporeHasbl, runepnapatupeo3a, BTOPUYHONO riNepanbaocTepoHi3Ma, peHoBaCKyNApHOIl

TUNepTeH3un, rmnoTupeosa, runepTupeosa, 06CprKTI/IBHOr0 afHo3 CHa 1 ap.

bonbLL0e 3HaueHNe MMEET KIMHUYECKWI KOHTEKCT 3aboneBaHuA. Hanpmmep, BblABNEHNE CnyyaeB 3HJ10KpVIHHOI7I rUNepTeH31n MOXET He UMETb KNMHYECKOro 3HaUeHUA Y NOXWUNOoro naLneHTa ¢
MHOXeCTBEHHbIMI CONYTCTBY LM 3a6oneBaHuAMM, KOTOpbI€ OrpaHN4M1BAKT Ka4eCTBO XKU3HU. 0OnHako CKPUHUHT Ha SHAOKPUHHYI TUNEPTEH31I0 MOXKET CTaTb KNKOYOM K Y/yULLEHUIO U NPOANIEHNIO XKIU3HU

60/1bLUNHCTBA NALIMEHTOB C APTEPUANbHOI rUNEpTEH3NEN, 0C06EHHO MONOAbIX.

KnioueBble cnosa: dapTepunanbHad runepTeH3na, SHA0KPUHHAA TNePTeH3NS, 3Hﬂ0KpI/IHOJ'IOFI/IlIECKO€ 061LecTBO.

CKPUHIHT EHAA0KPWUHHOT TIMEPTEH3IT
HayKosa 3adaBa EHAOKpMHOﬂori‘lHOTO ToBapucTea

William F. Young Jr., BinzineHHs expokpuxonorii, aiabety, 06miy peuoBuH, XapuyBaHHs i BHYTPiLUHiX XBopo6 kniHiku Maito, Pouectep, wrat MiHecora, CLUA
David A. Calhoun, nporpama cyauHHoi 6ionorii i rinepten3ii, BinAineHHs cepLieBo-CyAMHHIX 3aXBOPIOBaHb, MeAMuHMIA dakynbTeT YHiBepcuTety Anabamu i bipmikrema, wrat Anabama, CLLA
Jacques W.M. Lenders, BinaineHHsa BHyTPIlLHbOI MeAVLMHN MeAuyHOro LieHTpy YHiBepcuTety Panbays, Heitmerew, Higepnanau; Binainenns BHyTpiluHboi meavuyy Il YriBepcutetcokoi nikaphi Kapna lycraa

Kapyca, Texniunit yHigepcuter [ipesaena, Himeyunna
Ta iHwi aBTOpM

AprepianbHa rinepTen3ia Moxe 6yTv NepBUHHUM KNiHIYHIM NPOABOM LLOHa/iMeHLUE 15 eHSOKPUHHIX po3naZiB. TouHMiA AiarHo3 eHZOKPUHHOI rinepTeH3ii 403BONAE KNIHILMCTaM 3LificHUTI XipypriyHe
NikyBaHHA a0 AOCATTY ONTUManNbHOT KNiHIYHOT BIANOBIAI Nig Yac cneyndivxoi dapmakonoriuHoi Tepanii. KniHiumcTy BanMBo 3HaTin, KOAW i AK (i NPOBOANTY OCNIAKEHHA LWOAO BUABNEHHA BUNAZKIB yCiX
eHA0KPUHHIX NOPYLUEHb, NPV AKUX rinepTeH3ia Moxe OyTu cumnTomom. Y AaHili CTaTTi po3raAHyTi pi3Hi Gopmu eHAOKPUHHOI rinepTeH3ii 3 Haron0CoM Ha NOLLMPEHICTb i KNIHIYHY KAPTUHY, @ TAKOX NPeACTaBAeH
peKomeHZaLji Loz Toro, KON C/1iJ NPOBOAUTI AOCNIAXKEHHA ANA BUABNEHHA 3aXBOPIOBAHHS, | ONUCaHI HAABHI BiarHOCTUYHI TeCTU.

Ha aptepianbHy rinepten3ito cTpaxzae 28,6% fopocnoro Hacenenta CLUA. Y 6inbluocTi BUnazKiB BoHa € nepUHHOI0 (0CHOBHOIO abo igionatinyHolo), ane npubnusHo y 15% navieHTiB BUABNAETHCA BTOPUHHA
aprepianbHa rinepren3ia. MoHas 50% AiTeil 3 apTepianbHoto rinepTen3ielo MaloTb BTOPUHHY NPUYMHY 3aXBOPIOBAHHA. Y Ntofielt, MONOAWYX 3a 40 poKiB, NOLUMPEHICTb BTOPUHHOI FinepTeH3ii CTaHOBUTL NPUOAM3HO
30%. BropuHHi npuyvH apTepianbHoi rinepTeHsii BKNloYaloTb HUPKOBI (HaNpUKNaA, napeHXximMaTo3Hi 3aXBOPIOBAHHA HIPOK) Ta eHAOKPUHHI. [inepTeH3ia Moxe OyTi NouaTKoOBUM KNiHiYHUM NPOABOM baraTbox
€H0KPUHHIX PO3N1aZiB: GeoXpOMOLMTOMM | CUMNATUYHOT MaparaHriomMu, epBUHHOTO anbJ0CTEPOHI3MY, Finepae30KcUKOPTUKOCTEPOHI3MY (BPOAKeHa rinepnnasis HagHUPHNKIB — 11B-rigpokcunazHa
HeJl0CTaTHICTb, 170-TiApOKCUNa3Ha HeAOCTATHICTb, MYXAWHA, LLO NPOAYKYE Ae30KCUKOPTUKOCTEPOH, NePBUHHA PE3UCTEHTHICTb KOpTU30iy), CUHAPOMY KylLvHra, YABHOTO HAAMMLLKY MiHEpanoKopTUKOiziB /
Lediunty 11B-rippokcucTepoinaeriaporeHasi, rinepriapatinpeosy, BTOPUHHOTO rinepabAoCTepoHi3My, PeHOBACKYNAPHOI rinepTen3il, rinoTupeoy, rineprupeo3y, 06CTPYKTUBHOMO aMHoe CHY Ta iH.

Benuke 3HaueHH#A Ma€ KNiHIYHMIA KOHTEKCT 3aXBOPOBAHHA. HanpyKknas, BUABTIEHHA BIANAAKIB eHAOKPUHHOI FiNepTeH3ii MOxe He MaTil KAiHIYHOr0 3HaYeHH B NITHBOTO NALYiEHTa 3 YMCTIEHHIMY CyMyTHIMY 3aXBOPOBAHHAMM, AKi
00MexyHTb AKICTB UTTA. OfiHaK CKUHIHT Ha eHOKPUHHY TinepTeH3ito MOXe CTaTy! KiioyeM 10 MOMTINLLIEHH i MPOAOBMEHHS XKVTTA BiNbLIOCTI MaLJiEHTIB i3 apTepianbHoto rinepTeH3ieto, 0C06AMBO MONIOAVIX.

KntouoBi cnoBa: aptepiasnbHa rinepreHsis, eHAOKpUHHA rinepTeH3is, EHAOKPUHONOTiUHe TOBAPUCTBO.

SCREENING FOR ENDOCRINE HYPERTENSION
An Endocrine Society scientific statement

William F. Young Jr., Division of Endocrinology, Diabetes, Metabolism, Nutrition, and Internal Medicine, Mayo Clinic, Rochester, Minnesota
David A. Calhoun, Vascular Biology and Hypertension Program, Division of Cardiovascular Disease, Department of Medicine, University of Alabama at Birmingham, Birmingham, Alabama
Jacques W.M. Lenders, Department of Internal Medicine, Radboud University Medical Centre, Nijmegen, Netherlands; Department of Internal Medicine I, University Hospital Carl Gustav Carus, Technische

Universitat Dresden, Germany
and other authors

Hypertension may be the initial clinical presentation for at least 15 endocrine disorders. An accurate diagnosis of endocrine hypertension provides clinicians with the opportunity to render a surgical cure or
to achieve an optimal clinical response with specific pharmacologic therapy. It is challenging for the clinician to know when and how to perform case-detection testing for all the endocrine disorders in which
hypertension may be the presenting symptom. Herein, we review the different forms of endocrine hypertension, with a focus on prevalence, clinical presentation, guidance on when to perform case detection

testing, and currently available case-detection tests.

Hypertension affects 28.6% of adults in United States. In most, hypertension is primary (essential or idiopathic), but a subgroup of approximately 15% has secondary hypertension. More than 50% of children
who present with hypertension have a secondary cause. In young adults (< 40 years old), the prevalence of secondary hypertension is approximately 30%. The secondary causes of hypertension include renal
causes (e.g., renal parenchymal disease) and endocrine causes. Hypertension may be the initial clinical presentation many endocrine disorders: pheochromocytoma and sympathetic paraganglioma, primary
aldosteronism, hyperdeoxycorticosteronism (congenital adrenal hyperplasia — 11b-hydroxylase deficiency, 17a-hydroxylase deficiency, deoxycorticosterone-producing tumor, primary cortisol resistance), cushing
syndrome, apparent mineralocorticoid excess / 11b-hydroxysteroid dehydrogenase deficiency, hyperparathyroidism, secondary hyperaldosteronism, renovascular hypertension, hypothyroidism, hyperthyroidism,

obstructive sleep apnea and others.

(linical context is important. For example, case detection for endocrine hypertension may not be clinically important in an older patient with multiple life-limiting comorbidities. However, screening for endocrine
hypertension may be key to enhancing and prolonging life in most patients with hypertension, especially younger patients.

Keywords: arterial hypertension, endocrine hypertension, Endocrine Society.



