HepoctaTo4yHOCTb KOPbI
Hagno4Ye4yHUKOB

HeaoCTaTOYHOCTb KOPbl HaAMOYEYHUKOB NPUHATO
noapasaensatb Ha OCTPYIO U XPOHUYECKYIO, NpUYyem
nocneaHsIs MoOXeT ObiTb Kak MEPBUYHOMN, TaK U
BTOpMYHOW. [epBNUYHas HEAOCTAaTOYHOCTb Pa3BMBAETCS
BCNeaCTBMe AeCTPYKUMM TKaHW HaanoyeyHUKoB, Toraa
KaK BTOPUYHas ABNAeTca pe3ynbtaTtoM cekpeuun AKTT n
aTpoduKN KOPbl HAAMNOYEYHUKOB.

[lepBnYHag XxpoHn4yeckasa HegoCTaTOYHOCTb KOpbl
HaaANno4ye4yHNKoB

BTopnyHaa HegoCTaTOYHOCTb KOpbl HAAMNOYe4YHUKOB
BpoXxaeHHaqa rmnonsiasna HagnodeyHMKoB
OCTpaFI HEAOCTATOYHOCTb KOpPbl HaANno4ye4yHnKoB



[NepBMYHaAA XpOHUYECKasa HeQOCTAaTOYHOCTb
KOpbl Haano4Ye4YHUKOB (6bone3Hb aaancoHa)

B 1855 r. AoancoH onucan nepBuUYHY0 XpOHNYECKY0 HeJOCTaTOYHOCTb
HaANOYEYHMKOB Ha OCHOBAHUKM pe3ybTaToB 11 BCKPbITMIK. ITa popma
HaZMNOYEeYHNKOBOWN HEAOCTAaTOYHOCTM BCTpeyaeTcsa y 1 Ha 4000-6000
rocnuTann3mpoBaHHbIX 60/bHbIX. HanpuMep, CMEPTHOCTb OT 3TOrO
3abo051eBaHNsA cpean B3pOC/ioro HaceneHus BennkobputaHum coctasnseT
0,04%. XpoHn4yeckast Haano4YeyHNMKoBast HeAOCTAaTOYHOCTb Yalle
BCTPEYAETCS Y MY>XUMH; COOTHOLUEHME MYXUMH U XKEHLLUNH, CTPadatoLwmx
3TuM 3abonesaHuemM, 2:1.

STnonormns n natoreHes. KnnHnyeckmne nposiBNieHNst XpOHUYECKON
HeJOCTaTOYHOCTU HaANOYEYHMKOB BO3HUKAIOT TOraa, Koraa
(byHKLMOHANbHAA TKaHb KOPbl HAZINOYEYHMKOB HapyLUEHa AECTPYKTUBHbIM
npoueccoM Ha 90%. PaHblLe OCHOBHOW MPUYMHON XPOHUYECKOU
HeAOCTaTOYHOCTU Haano4YeuYHUKOB bbina Tybepkyne3Has MHeKUMS, Ha
[0N0 KoTopon npuxoannock Ao 80% Bcex cnydyaeB 3aboneBaHus. [pyrue
natosiornyeckme npoueccol (6,1aCTOMNKO3, aMmMnonao3, rmcTornaasMos,
KOKLMANOMMKO3, reMOXpoMaTo3 1 Ap.) Npu ABYCTOPOHHEM NOPaXXeHUK
KOpbl HAANOYEYHNKOB SABMIAIOTCS NPUYNHON XPOHNYECKOWN NX
HeanoctaTto4dHocTn B 10% cny4yaes.



B HacTosLiee Bpems npuMepHo B 50% cyyaeB NepBuYHasi XpoHNYeCKasi HeA0CTaTOYHOCTb
HaANOYEe4YHMKOB BO3HMKAET B pe3y/ibTaTe TakK Ha3blBAEMOW NEPBUYHOM, UM MANONATUYECKON,
aTpodnn KOpbl HAANOYEYHMKOB, NpUYEM B NOC/IeAHUE rofbl MPOUCXOAUT YBETNYEHUE YacTOThl
Takoro nopaxceHuns o 60-65% 1 COOTBETCTBYIOLLEE YMEHbLUEHNE YacTOTbl TybepKye3Horo
NopakeHns Kopbl HAAMNOYEYHNKOB.

B HaanoueYHMKax BbIBNSAETCA MHTEHCMBHAs NMMdoMAHAsA MHAWUNBTPaUNS U yBENUYEHNe
(bnbpo3HOM TKaHW NpU BbIPAXXEHHON aTpoduKn PyHKLMOHAbHBIX KIETOK UX KOpPbl. B CbIBOpOTKE
KpOBM Takmx 60/IbHbIX 0BHAPY>KMBAKOTCA aHTUTENA K MUKPOCOManbHbIM M MUTOXOHAPUASIbHbBIM
AHTUreHaM K/IeTOK KOpbl HaANo4YeYHMKOB. Takoe nopa)keHne HasbiBaloT ayTOMMMYHHbLIM
alpeHannToM, NpuUYeM OH BCTpeyvaeTcs B 21/2 pa3a yalle Y XXEeHLUMH.

AyToaHTUTENa K cbyHKuMOHaanom TKaHW Haano4eyHukoB umetotcs y 50-55% 60nbHbIX,
CTpaAaloLmx NnepBUYHON aTpodmen Kopbl HaanovyeuyHnkoB. Cpean 60NbHbIX C aHTUTENAMU K
KNeTKaM KOpbl Haano4Ye4HNKoB 88% >XeHLWMH. HacTo y ogHUX 1 Tex e 60NbHbIX Hapaay C
HaNMYMEM ayTOaHTUTESA K KNETKE KOPbl HAAMOYEYHMKOB BbISIBAISOTCS aHTUTENA K OCTPOBKaM
noaxxenyao4Hon xenesbl. MNpu 3ToM 06HapY>XMBaOTCS LUMTONNa3MaTMYeckme aHTuTena K KieTkam
KOpbI HaANoYeYyHrKa 1 aHTuTena K 21 a-ruapokcunase (P450c21). H.Tanaka n coaBsT. (1997)
OMMCaNM HOBbI BbICOKOUYBCTBUTESbHbBIA MMMYHOMPELMMUTUPYIOLIMI METOZ, NS ONpeaeneHNs
aHTuTen K 21-ruapokcunase (P450c21), No3BoNsOWMY AMArHOCTMPOBaTh ayTOMMMYHHYIO
AECTPYKLMIO KOPbl HAAMOYEYHUKOB Ha IOK/IMHUYECKOW CTaauu 60oe3Hu, KOoraa elle oTCyTCTByeT
MOSIHaA KIIMHUYECKas KapTuHa XPOHUYECKOM HEAOCTAaTOYHOCTN KOPbl HAAMOYEYHMNKOB.



AyTOMMMYHHOE nopaeHue Kopbl Haano4Ye4yHNKOB 4YacTo
BCTPEYAETCH Kak KOMMOHEHT ayTOMMMYHHOIO NOAUFIaHAY1sIpHOro
cuHapoma I m II Tmna. AyTOMMMYHHbIM NOAUIAAHAYNSPHbBIA CUHAPOM
I Tuna pasBuBaeTcs B AETCKOM Bo3pacTe (okosio 10-12 ner) u
BK/IKOYAET rmnonapaTtupo3, HeAOCTaTOYHOCTbL HAAMNOYEYHUKOB U
KaHAMAOMMKO3. HacTo ykasaHHas HEAOCTAaTOYHOCTb NMEPEUNCIIEHHDIX
)KEe3 COYETAETCS C FUMOroHaAN3MOM, NEPHULIMO3HOWN aHEMUEN,
anoneumen, BUTUIUIO U XPOHMYECKNM aKTUBHBIM renaTuTomM.

AYTOMMMYHHbIW NONUrNaHAynsapHbii cnHapom II Tuna Habnogaercs
Yy B3pocsibix, 06bl4HO noce 20-neTHEro Bo3pacTa u
XapaKTepusyeTcs TPUaAomn: caxapHbii ANabeT, ayTOMMMYHHbIE
3aboneBaHns LLMTOBUAHOW Xene3bl U Haano4Ye4YHMKOBas
HEeAOCTaTOYHOCTb. [1py ayTOMMMYHHOM MONUTNAHAYSPHOM
cmHapome II Tna yctaHoB/IeHa accoumaumns ¢ reHaMmm CUCTeEMb
HLA-DR3 1 DR4, Toraa kak npy ayToMUMMYHHOM MONUraHAyNspHOM
cuHapome I TWMa TaKoiA accoumnauunmn HeT.



= [1pn Ty6EepKyne3HOM NopakeHnn HAAMOUYEYHNKN MOTYT
ObITb YBEMYEHDBI, OAHAKO Yalle CMOPLUEHHbIE,
(hUOPO3HO N3MEHEHHbIE. JINLLb MUKPOCKOMUYECKN B
HEKOTOPbIX CNy4YasX yAaeTcs BbisBUTb HeBosbLUNE
y4acTK1 rMNepriasnmn KNeTok Kopbl HaAno4YeyH1Kos. B
NaTo/IOrM4ECKMIA NPOLIECC BOB/IEKAETCS MO3rOBOW CJI0M
HaZNOYE€YHMKA, KOTOPbIN MOYTU MOCTOSSHHO MOMHOCTbLIO
Pa3peLLEH.

= AKTMBHbIV TyBEpPKYe3HbIN NPOLIECC B HAAMOYEYHNKAX
BbISIBMISIETCA KpauHe peako. Kak npasuiio,
Ty6epkynesHas MHQEKLUa pacnpoCcTPaHSAETCS B
HaANo4Ye4YHNKM reMaToreHHO M3 04aros,
JIOKaNN30BaHHbIX B JIErKMX, KOCTSIX, MOYEMNOOBbIX U
ANPYrUX OpraHax.



KnnHunyeckasa KapTuHa. bonbHble, Kak npaBuiio, He MOryT
ornpenennTb BpeMsl Hadana 3abonieBaHns 1 yKasblBatOT Ha
NMOCTOSIHHO MPOrpeccUpyoLLyto O6LLYIO N MbILLEYHYIO Cr1laboCTb,
YCUNMBAIOLLYIOCA K KOHLLY AHS. Y 60/bHBIX e, CTPaAatoLLnX
HeBpacTeHuen, obas cnaboctb (KOTOpast YMEHbLUAETCSA B TEYEHUNE
NHS) BbIpaXKEHa He BEYEPOM, a YTPOM. [1o Mepe nporpeccupoBaHms
HaANoO4Ye4YHNKOBOW HEAO0CTAaTOYHOCTN 06LWas 1 MbiledHas cnabocTb
NepexoauT B aAMHaMu1Io, peyb 3aMeaISIETCA, rosloC CTaHOBUTCS
TUXUM.

CpaBHUTESNIBHO YacTO HEOBbIYHASA CNAabOCTb BbISABIAETCA BO BPEMS
NHTEPKYPPEHTHbIX MH(EKLNK NNK B Nepuoa Hapg/meva PYHKLNM
XKENYA0YHO-KULIEYHOro TpakTa. MblweyHas cnabocTtb aBNseTcs
PE3YNbLTATOM HApPYLUEHWUS YINEBOAHOMO M 3NEKTPONIUTHOrO 06MeHa.
Hapsiny ¢ obuien cnabocTtblo 0TMEYAETCS CHUXXEHME MacChl Tena.
JTK iBa CUMMTOMA UMEIOTCA Y BCEX BO/bHBIX, CTPaAatoLLNX
HaAno4Ye4YHNKOBOW HEAOCTAaTOYHOCTbIO. I'onyuaHme ANPONCXOAUT KakK
3a CYET aernapaTtaumn, Tak U CHUXKEHUS anneTuTa U NocNeayoLwero
NpUCcoeanHEHNS TOLHOTbI U PBOTHI.



[MnepnurMeHTauus HabnaaeTcsa NoYTh y BceX 60NbHbIX.
OTnoXxxeHve MenaHvHa B NEPBYIO OYepPeAb YBENNYMBAETCA B MECTAX
TPEHUSA KOXW, Ha y4aCTKax, NoABepralowmxca BO3AEUCTBUIO
COJTHEYHbIX JTy4EMN, COCKAX MOMOYHBIX XENE3, a TaKXKe Ha CIIU3UCTbIX
obonoukax (rybol, wexkn un ap.).

B nanbHenweM pa3BMBaETCS reHepann3oBaHHas
rMnepnurMeHTaums, cBsi3aHHas ¢ U3bbITKoM cekpeumn AKTT u b-
MeNaHOUUTOCTUMYSIMPYIOLLErO FOPMOHA. Y HEKOTOPLIX OO/bHBIX Ha
(oHe obLuen rmnepnMrMeHTaLnmn KOXN MMEIOTCS YYaCTKK
AenUrMeHTaumumn — BUTUIUIO, YTO CIYXXUT NPOSIBIEHNEM
ayTOMMMYHHOI0 npoLecca.

BUTnnuro, Kak npaBuio, obHapyXunBaeTcs y 60/1bHbIX, UMEIOLLNX
aHTUTENA K KJIETKaM HaAno4Ye4YHMKOB.



ApTepuanbHas rurnotoHus eoigensgeTcs y 88-90% 60/bHbIX.
Cucronunyeckoe aptepuansHoe aasnexHune 90 nan 80 MM pT.CT.,
anacronmyeckoe — Hmxe 60 MM pT.CcT. B peakux cny4dasax
ANACTONMMYecKoe aaBrieHne MoXeT 6biTb B HOpMe.,

CHmxeHne ob6beMa nNna3mbl BEAET K YMEHbLUEHUIO MUHYTHOMO U
yaapHoro obbema cepaua. Mynbc MArkMm, Manbiv, 3aMeasIEHHbIN.
[dernapataums n CHMKeHMe obwero KonnyecTsa HaTpus B
OpraHu3Me BeayT K YMEHbLLEHMUIO BHEKNETOYHOIrO 06beMa XXUAKOCTH
N SIBNSOTCS OAHUM M3 (DaKTOPOB MMMNOTOHUN.

BbllLe yKa3blBaN0OCb, YTO KOPTM30/1 COBMECTHO C KaTexonaMMHaMM
PErYIMPYET TOHYC COCYAUCTON CTEHKU. CHUXXEHUE CEKPELINMN STUX
FOPMOHOB SIBASIETCSA OJIHMM M3 OCHOBHbIX (haKTOPOB, BEAYLUNX K
PA3BUTUIO TMMOTOHUMN.



HapyLiatoTcs pyHKLUMM Xenyao4YHO-KULLIeYHoro Tpakta. Hanbonee
4aCTO BCTPEYaloTCs TOWHOTA, PBOTA, aHOPEKCMS, 3aropbl,
CMeHstoLmecs amapeen. CHUXAETCA CEKpeLMs CONSHOW KUCNOTbI U
nercmHa. NaroreHes »enyAoUYHO-KMLLIEYHbIX CUMMTOMOB CBS3bIBAOT
C NOBbILLEHHOW CEKpeLMEN Xnopuaa HaTpUsl B MPOCBET KULLIEYHMKA.
PBOTa 1 Anapest yCMIMBAIOT NOTEPIO HATPUS U NPUBOAAT K
PA3BUTUIO KpU3a OCTPON HEAOCTATOYHOCTM HAAMOYEUHNKOB.

(MNOrNIMKEMUS Pa3BMBAETCSA B PE3YNbTATE CHUXXEHNS CEKpeLmm
KOPTW30/1a, YMEHbLUEHWUS MMTIOKOHEOreHe3a, 3anacoB IMMKOreHa B
NMeYeHn 1 NpoABISETCS B BUAE NPUCTYMNOB, CONPOBOXAAIOLLIMXCS
cnabocTblo, pa3apaXKMTENbHOCTbLIO, YYBCTBOM r010A4a, NOTIMBOCTbIO.
Takme npucTynbl 06bIYHO pa3BMBAOTCS YTPOM (HATOLWAK) Man nocne
OJIMTENBHOrO NepeEpPbIBa MEXAY NPUEMaMU MULLMN.

HUKTYpua 9BNaeTca OAHMM U3 YacTbiX CAMNTOMOB XpOHMLIeCKOVI
HEONOCTATOYHOCTU HaANOYEYHNKOB,



« W3MeHeHne dyHkumn LIHC nposiBnsieTcs B CHMXEHUM
YMCTBEHHOWN AEATENBHOCTU N MaMATU, KOHLEHTpaL MK
BHUMaHUA, MHOrAa COCTOSAHUAX AEnpeccun n OCTporo
Nncuxo3a. 3aMecTuTesnbHaa Tepanua HopManmsyeT
dyHkuunto LUHC n nepeyncnieHHblie CUMMTOMBI
YMEHbLLUAKTCA NPSAMO NPONOPLMOHaNbHO HOpManm3auun
YPOBHSA KOPTU30/1a B KPOBMW.

= Y XEHLUMH, CTPaaaoLWmx XpOHNYECKON
HaANo4Ye4YHNKOBOW HEAOCTAaTOYHOCTbIO, OTMEYaETCS
BbiNageHne BosioC (OBONOCEHUE Ha flobke, B
NOAMBbILLEYHbIX BNaAuHaxX) B CBSI3N C TEM, YTO Y HUX
HaANOYEYHNKN SBMISIIOTCA OCHOBHbIM MECTOM CMHTE3a
aHAPOreHoB, TOrAa Kak y My>X4uH OHU CUHTE3UPYIOTCS
NpenMyLLECTBEHHO SIMYKAMW,



Mpu 06cnenoBaHnn y 60/bHbIX, CTPaAAIOLLMX XPOHUYECKON HaAMOYE€YHMKOBOM
HEel0CTaTOYHOCTbIO, BbISIB/SIKOTCS MOBbILLEHWNE COAEPXKAaHNS 303MHOMUIIOB B KPOBH,
aHEMMUS N OTHOCUTESbHBIN NMM@OLNTO3. XapaKTepHbIN NPU3HAK — MOBbILLEHWE
YPOBHS Kannsl U KPeaTUHUHA MPU CHMKEHUM KOHLEHTPALIMM HAaTPUSl B CbIBOPOTKE
KPOBW, YTO OTPAXXAET BINSIHNE KOPTUKOCTEPONIOB Ha (PYHKLIMIO MOYEK U U3MEHEHME
COAEPXKaHNs 3NMEKTPONIUTOB BO BHEKIIETOUYHOM 1 BHYTPUK/IETOYHOM MPOCTPAHCTBE.

HefocTaTok rnoKOKOPTUKOUAOB M MUHEPANIOKOPTUKOM/OB ABMISETCA NPUUNHOM
M36bITOYHOrO BblAENEHMS HATPUSI C MOYOWN, U YPOBEHb €ro B KPOBM CHMXKAETCS A0
110 mMmonb/n, xnopuaos — HMxe 98,4 MMOJ'Ib/J'I a KOHUEeHTpauusa Kanna nogHMMaeTcs
Bbllle 5 MMOJ'Ib/J'I Coaep)xaHue Kanbums B CbIBOPOTKE TaKXKe MOBbILEHO MHOraa Ao
4,24 mmonb/n (17 Mr/100 mn). F'nepkanbUMEMUS B TaKMX CIyYasX COYETAETCS C
rmnepKanbuMypmew KaKIOM, MOMMYpPUEN 1 rUMnocTeHypuen. AbcopbLms Kanbums B
KULLIEYHMKE W €ro BbIXO/ U3 KOCTEN YBENNUMBAIOTCA. HopManusaums KasbLMeBoro
obMeHa NponcxoamT Npy aAeKBaTHOM 3aMeCTUTENBLHON Tepanuun.

HabntopgatoTcs HapylweHns yHKLMM NOYEK: CHUXXAETCA CKOPOCTb K/TyO60UYKOBOM
GuNbTpaUUM 1 NOYEYHOro KPOBOTOKA.

XpoHn4yeckasa HaanoyeyHMKoBas HeAOCTAaTOYHOCTb NPOSABNAETCA CHMKEHUEM
COZIEPXKaHNSA KOPTUKOCTEPONAOB B KPOBU M YMEHbLUEHMEM 3KCKpeunn 17-OKC n 17-
KC ¢ Moyon.



[narHo3 n anddepeHumnanbHas AMarHoCTKa OCHOBbLIBAKOTCS He
TOSIbKO HA AAHHbIX KIIMHNYECKOM KapTUHbI 1 NabopaTopHOro
UCCNeAoBaHNs, HO 1 Ha NPSIMOM MOATBEPXKAEHUN CHUXKEHUS
cbyHKuMOHaanom aKTUBHOCTWN HaAMOYE€YHMNKOB.

[psiMbIM NOATBEPXXAEHUEM FOPMOHANIbHOM HEAOCTAaTOYHOCTU KOpbl
HaAMoOYe4YHMKOB SBNSIETCA onpeaeneHne grooporeHHbIX
KOPTUKOCTEPOWAOB B M/a3Me.

Ecnn ypoBeHb KOPTUKOCTEPOUAOB B KpoBM, B3siToM B 8-10 Y yTpa,
MeHbLle 170 HMmonb/n (6 Mkr/100 M), TO AMArHO3 HeAOCTAaTOYHOCTU
HaANOY€YHNKOB HE BbI3bIBAET COMHEHMS. Hanuune unu oTcyTcTene

MUrMEHTALUU YKA3bIBAET HA NEPBUYHbBIA UM BTOPUYHBIN XapaKTep
3aboneBaHus.



OAHOM M3 caMbIX NPOCTbIX U HAAEXHbIX (hapMaKoAMHAMUYECKIX
npo6, KOTOPYt0 MOXXHO PEKOMEHI0BaThb A/ ObICTPOM ANArHOCTUKM
HaZNOYEYHNKOBOW HEAOCTAaTOYHOCTH, aBnsieTca npoba ¢ AKTT.

[locne onpeaeneHust ypoBHS (NIOOPOreHHbIX KOPTUKOCTEPONAOB
NN KOPTU30/1a B NNa3Me KPOBU BHYTPUMBILLIEYHO UM BHYTPUBEHHO
BBoaAaT 0,25 mMr cuHTeTnyeckoro AKTI (CMHAKTEH).

Cnycta 30 MWMH KOHUEHTpauUusa KOPTUKOCTEPOMNAOB UCCeayeTcs
BHOBb. ECN QYHKLUMS KOPbl HAANOYEYHNKOB HE HapyLlUeHa,
HabnogaeTca He MeHee YeM [BYKpaTHOE MoBbilleHne
KOPTUKOCTEPOMAOB B KpoBM 0bcneayemoro.

[1poby C CMHaKTEHOM LenecoobpasHO coYeTaTb C JIEYEHNEM
NpeAHM30/I0HOM, TaK Kak OH HE MeLLaeT onpeaeneHuto
(1IOOPOreHHOro KopTmn3orsna.

[1py NOAO3pPEHUN Ha OCTPYIO HEAOCTATOYHOCTb HaAMoO4YeYHUKOB
60/1bHOMY 0HOBpPEMEHHO € BBeaeHneM 0,25 Mr cMHakTeHa
HauYNHAOT MHPY3MIO pacTBopa npeaHn3onoHa (30-60 mr) m
nepmvoanyeckn 1 pa3 B Yac UCCNeaytoT B KPOBM KOHLIEHTPALMIO
(bntooporeHHoro koptusona. Ecnm cnycrs 4-6 4 oHa ocTaeTcs
HMU3KOW, MOXXHO rOBOPUTb O HEAOCTAaTOYHOCTU HaAMQYeYHNKOB.



« B anddepeHunanbHOM AMarHOCTUKE NepBUYHON U
BTOPUYHOWN HEAOCTAaTOYHOCTN HaANOYEYHNKOB
NCroNb3YT 24-4acoBylo Npoby C Aeno-CMHAKTEHOM
(NpenapaT NpPosIOHrMpoBaHHOroO Aencremns). Yepes 1, 4, 8
n 24 4 nocne napeHTepanbHOro BBeaeHusa 1 Mr geno-
CMHAKTEeHa onpenensatT YpoBeHb KOPTUKOCTEPOUAOB B
nna3Me KpoBu.

= [lpn nepBMYHON HEAOCTATOYHOCTN HAANOYEYHMKOB BO
BCcex npobax ypoBeHb KOpTU30/a byaeT HU3KNM, Toraa
KaK Npy BTOPUYHOW HEAOCTAaTOYHOCTM CNycTS 4 Y OH
noaHumaetcs Ao 700 HMonb/n (25 mMkr/100 Mn) v BbiLWwe.

= Bo n3bexaHue ocTpon HeAOCTaTOYHOCTM HAAMOYEYHNKOB
3Ty Npoby HY>XHO NPOBOAUTb, HE MpPEepbIBast
3aMeCTUTENbHOW Tepanum NpeaHU30/10HOM.



« [1poba C Nn3nH-Ba30MNpPeccnMHOM BbIMOSTHSETCH B
TeyeHue 2 Y. B HopMe B KOHLE 2-4aCcoBOM
BHYTPUBEHHOU UHMDY3UU YETbIPEX NPECCOPHbIX
eaMHUL, NU3UH-BA3onpeccuHa YpoBEeHb
KOPTUKOCTEPOUAOB KPOBW MoBbllaeTcs B 3-31/2
pa3a Mo CPaBHEHUIO C UCXOAHbIM.

= Kpome 6onbLuen npoaomKuTenbHOCTH
nccneaoBaHus, HEAOCTAaTOK TecTa COCTOUT B
TOM, YTO NU3MNH-BA30MNPECCUH HEPEAKO
BbI3bIBAET TOLUHOTY, YCUMEHHYO KULLEYHYHO
NepUCTaNbTUKY N YaCTbl€ NO3bIBbl HA CTY.
[Mpoba NpoTMBOMNOKa3aHa Nnpu ULEMUYECKOM
6one3Hn cepaua.



OOHMM K3 CaMbIX PacnpOCTPaHEHHbIX AOCTYMHbIX U HAAEXHbIX
CTUMYNIATOPOB aPEHOKOPTUKOTPOMHOM (DYHKLIMKM rMnodusa 1 Kopbl
HaAMNOYEYHNKOB ABNSETCA MHCYNNH. IHCYTMHOTONEPAHTHbIN TECT
NpoBOAUTCA NyTEM BHYTPUBEHHOIO BBEAEHUS NMPOCTOr0 MHCY/IMHA B A03€e
0,1 EQ Ha 1 kr maccel Tena. MeTtoauka BbIMOSIHEHUS TECTa U ero
NHTepnpeTaums aHanornyuel npobe ¢ AKTT.

K coxaneHuto, MHcynmHoBas npoba NpoTUBOMOKasaHa nnuam ¢
NLLEMUYECKOWN 60ﬂe3Hb}0 cepaua, anunencuen, a rnaBHoe 60bHbIM, Y
KOTOPbIX YPOBEHb (DSIHOOPOreHHbIX KOpTVIKOCTepOVILI,OB B KpOBMU Hke 170
HMOoNb/N (6 Z/ MKr/100 mn). MocneaHee 06CTOATENLCTBO HECOMHEHHO
NCKJTIOYAET NPUMEHEHNE MHCYIMHOBOW NPO6bI Y 60MbHbIX C
npeanosiaraeMon oCTpor HeAOCTAaTOYHOCTbIO HaANOYEYHNKOB.

[poba ¢ MHCynMHOM no3BonsieT anddepeHUnpoBaTb TybepKyne3Hoe
Nopa)keHNe Kopbl HaANOYEYHUKOB OT AECTPYKLIMN ee ayTOMMMYHHbIM
NpoLIEeCCoM.

Tybepkyne3sHoe nopaxeHve HaAno4Ye4YHMKOB CONPOBOXAAETCA AECTPYKLMNEN
MO3roBOro C/1051, TOrAa Kak npy NOpaXxeHMn ayTOMMMYHHbIM MPOLIECCOM
U3MEHEHUS NPOUCXOAAT TOSIbKO B KOPTUKA/IbHOM C/IOE HaAMoyeyHuKa.
Onpepensis B nepuos NpoBeaeHNs MHCYIMHOBOIO TECTA Hapaay C
rNIIOKOKOPTUKOMAAMN U coAepXXaHWe aipeHanMHaA B CbIBOPOTKE KPOBY,
MOXXHO YCTaHOBUTb NMPUYMHY, BbI3BaBLLUYHO XPOHMUECKYIO HEAOCTATOYHOCTb
HAANOYE€YHNKOB.



[na AMAarHOCTUKKU rmnoanbaoCcTEPOHU3Ma NPOBOAUTCS ONpeaeneHne
KOHLIEHTPaLMK anbJoCTEPOHa B MIa3Me KPOBU U/ €ro 3KCKpeLnn ¢
Mo4you. M 3aeck npeanoyvTeHne cneayeT oTaaBaTh He
OZIHOMOMEHTHOMY UCCNENOBAHUIO YPOBHS aSIb[OCTEPOHA, a
dapMakoANHAMUUECKUM TECTaM.

Cneundunyecknm CTUMYNSTOPOM CEKpeLMn anbAoCTeEPOHA SBNSIETCS
aHrnoteH3un; 0,5 Mr npenapata, pacrBopeHHoro B .50-100 mn
N30TOHMYECKOro pacTBopa xsopuaa HaTpust Un rNOKo3bl, BBOAST
BHYTPUBEHHO NMyTeM UHQPY3umn B TedeHune 50-60 MuH noa
NOCTOSIHHLIM KOHTPOJSIEM apTepuanbHOro aasneHuns. OTcyTCcTBme
NOBbILEHNSI KOHLUEHTPaLMN anbAoCcTepoHa B KOHLE MHOY3un
yKa3blBa€T Ha rMnoasbA0CTEPOHN3M.

I'Ipo6a C HW3KOCONEBOU ANETOMN NPUMEHAETCA A4 BbIABJIEHUA
CKprTOl/I HENOCTATOYHOCTN CEKPELIMN a/lbAOCTEPOHaA. OnpeneneHme
dJ/IbJOCTEPOHAa INpu I'IepBVILIHOl/I XpOHW—IeCKOM HEAOCTATOYHOCTH
HaANno4Ye4yHMKOB MOKA3bIBAET, YTO YPOBEHb a/IbAOCTEPOHA B KPOBU
MOXET ObITb B HOPpME UNn CHU>XXEH, TOrAa KakK cogep>aHne peHnMHa
NoBbILLEHO B CBA3UN CO CHMXXEHUNEM O6'b€Ma NJ1a3Mbl.



MeTabonuyeckme HapyLeHNS U pacCTPOUCTBO 3/1EKTPOSTIMTHOIO
obMeHa npmBOAAT K U3MeHeHNo IKT. ObbIYHO 0OHapy>XMBaEeTCS
YBENNYEHHbBIV N 3a0CTPEHHbIN 3ybeL, T, KOTOPbIY B OTAENbHbIX
OTBEAEHUSIX MOXET Aake NMPEBOCXOANTL MO BbICOTE HanbobLLMM
3ybel komnnekca QRS. Bo3aMOXHO 3amMeaneHne npeacepaHo-
XXENyA0UYKOBOW MU BHYTPUIKENYA0YKOBOW NPOBOAMMOCTMW.

PeHTreHorpadms 06n1acti noyek No3BOMSET B HEKOTOPbIX Cy4dasix
BbISIBUTb KanbLMbMKaLmMio B 061actu Ha/MOYE YHMKOB.

[AnddepeHLmanbHy0 AMAarHOCTUKY NEPBUYHON XPOHUYECKNIA
HeAOCTAaTOYHOCTU HaAMoYe4YHUKOB HEOH6X0AMMO NMPOBOAUTD C
3a60/1eBaHMAMM, NMPOTEKAIOLLMMU C ABNEHUAMWN NMUTMEHTALMUK, B
4YaCTHOCTU C FrEMOXPOMATO30M, MpPU KOTOPOM MUrMEHTaLMM
OTCYTCTBYIOT Ha C/IU3UCTbIX 000/104YKaX U UMEETCS XapaKTEpPHOE
OT/IOXKEHWE reMocnaeprHa B NOTOBLIX Xenesax. Hapaay ¢ cepo-
KOPUYHEBOW NUrMEHTALIMEN KOXM BbISIB/ISIIOTCS MUrMEHTHbIA LIMPPO3
NMeYEeHN 1 caxapHbi AnabeT.

Mopdupursa TaKkxKe CONPOBOXAAETCSA reHepanM3oBaHHON KOPUYHEBOW
MUrMEeHTaumMen, OAHaKO XapaKTePHO Hanmnume 60NbLIOro KOIM4ecTBa
yponopchpMHa B M/a3Me, Mo4e 1 Kane.



=« OTpaBneHuns congamun TaXKesnbiX MeTaslioB
(MbILWbSAK, UMHK, CBUHEL, PTYTb U Np.) MOryT
COMPOBOXAATbCSA NMUIMEHTALMEN KOXKU N Kpas
[leCeH, HO NMUrMeHTauus CIM3UCTbIX 060104eK
OTCYTCTBYET.

= MecTHas NurMeHTaums BCTpevaeTcs npu
SI3BEHHOM KOJINTE, LIMPPO3€E NEYEHMN,
Me/laHOCapKoMe, MUrMEeHTHO-COCOYKOBOW
anctpodun Koxun (acanthosis nigricans),
HenpodnbpomMaTo3se.

« [1py nennarpe Ha NUrMeHTUPOBAHHbIX Y4acTKax
KOXW, KOTOpPbIE HA KOHEYHOCTAX UMEIOT BUA
HOCKOB W MEPYATOK, BbISIBAAIOTCA NPU3HAKK
nepmatuta. Kpome Toro, npm sToM 3abonesaHnu
MOCTOSAHHO BCTPEYaOTCA Anapes N AeMEHLUSI.



« CnegyeTt yuynTbiBaTb PacoBYIO NPUHAANEXHOCTb
60/1bHOro0, @ TaKk)Xe BO3MOXXHOCTb Ha/ln4ms COSTHEYHOIO
3arapa. CpaBHMTeano 4aCTO CKpbITO MpoTeKatoLLas
XPOHNYECKasi HEAOCTATOUYHOCTb HaAMOYEYHMKOB NoA
B/IUSSHNEM U3ObITOYHOW COSTHEYHOW paamaunmn NepexoanT
B KIIMHUYECKU BbIPpaXXEHHYIO HaAMOYEe4YHUKOBYIO
He4OoCTaTOYHOCTb.

= CHmxXeHne Macchl Tena bonbHOro Bceraa HabnoaaeTcs
NP1 XPOHNYECKON HEAOCTATOYHOCTM HAANOYEYHMKOB,
No3TOMYy Npu AnddepeHLnanbHON ANarHOCTUKE
HeobXxoaANMMO TaKXXe UMeTb B BUAY 3aboneBaHus,
COMpOBOXAAOLLMECS MOXYyAaHUEM: XpOHW—IECKME
MHMEeKUMK (Tybepkynes), CMHAPOMbI ManabcopbLmy,
3/10Ka4YeCTBEHHbIE HOBOOBPA30BaHUS, NEUKEMUS.

= YPOBEHb INMOKOKOPTUKONAOB B KPOBWU B 3TUX C/ly4asix B
HOpME UM HE3HAYUTENbHO CHUMXEH, OAHAKO OTBETHA
peakumsa Ha ctumynaumio AKTI He nameHeHa.



JleyeHune. bonbHbIe C NEPBUYHON XPOHUYECKOWU HEAOCTAaTOYHOCTbIO
HaAMNOYEYHNKOB HY>XAAKOTCSA B NOCTOSIHHOM NPpUeEMe KOPTUKOCTEPOUAOB.

Y 60MbLlMHCTBA 60JIbHbIX A9 NMOJHOM KOMMEHCaLUun 4OCTaTOYHO BBeAEeHUS
TOMbKO IIOKOKOPTUKONAOB; B HEKOTOPbIX C/Ty4asiX AOMOSHUTENBHO
Heobx0aAMMO Ha3Ha4YeHNEe U MUHEPANTOKOPTMKONIOB.

[MAPOKOPTU30H (KOPTM30/) SABASIETCS NpenapaTtoM Bblbopa 1 Ha3HAYaeTCs
no 30 mr B aeHb (20 Mr yTpom 1 10 Mr BeuepoM). KopTn3oH 06bI4HO
npumeHsieTcs B go3e 40-50 mr (25 mr ytpom u 12-15 Mr BeuepomM). Apyrue
CUHTETMYECKMNE rNIOKOKOPTMKONAb! (MpeaHn300H, EKCAMETA30H,
TPMAaMUMHOSMOH M Ap.) MeHee XenaTesibHbl, TaK KaKk OHW He 0Ka3blBaloT
MUHEPANOKOPTUKOUAHOIO AEUCTBUS.

[Mpy Bbipa)XEHHON MUHEPANOKOPTUKOMAHON HEAOCTAaTOUYHOCTH
gononHutTenoHo pekoMeHaytoTcsa JOKCA (no 5 mr 1 pa3 B CyTKK
BHYTPUMBbILLIEYHO), TPMMETMNAUETaT AE30KCMKOPTUKOCTEpPOHa (rno 1 mn
2,5% pacTBopa napeHTepanbHO 1 pa3 B 2-3 Hex) unu
¢pTopruapokopTnsoH/koptnuHed (0,05-0,1 Mr B cyTkm). Mo cune
MWHEPANOKOPTUKOUAHOIO AEUCTBUS aflbAOCTEPOH U KOPTUHED
(pTOPrMApPOKOPTU3OH) SKBMBASIEHTHBDI.

N36bITOK MMHEPANIOKOPTUKOMAOB BbI3bIBA€T OTEKWU, rOSIOBHbLIE 60K,
NOBbILIEHWE apTEPMANBHOrO AaBNEHNS, TMNOKANIMEMUYECKMI aflkanos U
MbILLIEYHYIO cnabocTb. B 3TUX criydasix He06X0ANMO OTMEHUTb
MUHEpPasioKOPTUKONAIbI U HA3HAYUTb XN0pUA Kanus.



Kpome T0ro, 60/1bHbIM PEKOMEHAYETCSA MPUEM MOBbILLEHHOO
KO/IMYECTBA NOBAPEHHOW CONMMN M aCKOPOMHOBOW KMCIIOThI. Y XKEHLUMH,
CTPaAaoLLNX XPOHNYECKON HEAOCTAaTOYHOCTbIO HAANMOYEYHUKOB,
BO3MOXXHbl 6EPEMEHHOCTb M HOPMasbHble poabl. Kak npaBuno, BO
BpeMs 6epeMeHHOCTM HeobX0AMMOCTb B MUHEPA/IOKOPTUKONAAX
YMEHbLUAETCS BCNEACTBUE MOBLILLEHNS CEKPELIMWN MPOrecTepoHa.

OAHaKo MPUEM IIOKOKOPTUKOUIOB HEOBXOANMO YBENNUYMBATDL, a@ B
HEKOTOPbIX CNy4dasx TpebyeTcs MapeHTepanbHoOe BBEAEHME
rMapoOKOPTU30Ha. B mepuoa poaoB FNOKOKOPTUKOMALI BBOAAT
BHYTPUBEHHO.

Xpyprmyeckoe BMELLATENBCTBO Y 60NbHbIX C XPOHNYECKOU
He4OoCTaTOYHOCTbIO HAaANOYEYHMKOB NPOM3BOAAT NPU YCNOBUN
BHYTPUBEHHOIO BBeAeHus rmapokopTtmn3oHa (100-200 mr B
3aBUCMMOCTM OT BWAa ornepaunn).

B TeueHune nepBbix 3-4 AHEN NOCEONEPALIMOHHOIO Nepmoaa
rMAPOKOPTM30H BBOASIT TaKXXE MNAPEHTEPasIbHO, @ 3aTEM NOCTENEHHO
nepexoAsaT Ha 0bblYHblE A03bl MPENapaToB 3aMECTUTENbHOW Tepanuu.



[IpOrHO3 Npu paHHEN ANArHOCTUKE U aAeKBAaTHON 3aMeCTUTE/IbHOW
Tepanun, Kak Npasuno, 6naronpuaTHbIN. BonbHblE HE MOTYT
3aHMMaTbCA TSHKENbIM (PU3NYECKNM TPYAOM. Jlnua, cTpaaatolume
HeAOCTaTOYHOCTbIO HaAMOYEYHNKOB, AOMKHbI 3HaTb, YTO Ntoboe
CTPeccoBoOe COCTosiHME (MHdeKUMS, PU3NYecKoe Unnm yMCTBEHHOE
nepeHanpsiXxeHue n ap.) TpebyeTt yBenndeHuns npunema
FITFOKOKOPTUKOWAOB.

MpyHUMN AUCNAHCEPHOro HabNAEHNS B OTHOLWIEHUU 3TUX 60/bHbIX
NOJMKEH cobNtoaaTbCs HEYKOCHUTENbHO. CneayeT akTUBHO
OCYLLIECTBNSATb U KOHTPONMPOBATb MUX TPYAOYCTPOMCTBO, @ TAKXeE
MOCTOSIHHO Pa3bSACHATb OKPY>KAlOLLMM HEOBXOAMMOCTb LLAASLLENO
peXuma B NPOU3BOACTBEHHbIX M AOMALUHUX YC/IOBUSX.

Bce 3T 60nbHble CHabXatoTCa cneumanbHOM NaMATKOW, B KOTOPOW
YKa3aH paLyOoHasibHbIN rpaduk npueMa KOpTUKOCTEPOMAOB U
ONTUMarbHble AN AaHHOrO 60NbHOro pa3oBas M CyTOYHAs A03bl
Pa3INYHbIX KOPTUKOCTEPOUAHBIX NPENapaToB.

[Nlog4yepknBaeTcs HeObXoAMMOCTb HEMeA/IEHHOro obpalleHns K Bpayy
Npu nosiBfieHnn cnaboctn, HeflOMoraHusl, NOBbLILLEHWW TeMNepaTypbl,
605X B XXNUBOTE, Anapee 1 Apyrux npusHakax yxyaweHusi COCTOSHUS.
3anpewatoTcsa ynotpebneHue ankorons, npmeMm 6apbutyposbiX
CHOTBOPHbIX, UCMOJIb30BaHME LWENOYHbIX MUHEpParnbHbIX BOA AAS
3anMBaHns TabneTok, coaepxallumx KoOpTUKoCTeponabl.



BTopuyHasa He4OCTaTOYHOCTb
KOpbl HAAMNO4Ye4YHUKOB

=« BTOpnyHag HeagoCTaToOYHOCTb KOpbl HAAMOYEYHUKOB Pa3BMBAETCS B
pe3yfibTaTe NePBMYHOIO NMOpPaXKeHns runoTanaMmyca Uuin rmnodusa u
HeaocTaTo4HOCTN cekpeunn AKTT, YTO NpMBOAUT K ABYCTOPOHHEWN
aTpoMuN KOpbl HaANO4Ye4YHUKOB. KpoMe Toro, BTOpMYHas
HeOCTaTOYHOCTb KOpPbl HAAMNOYEYHMKOB MOXET 6bITb ClIeICTBUEM
ANNTENbHOro NpueMa 3K30reHHbIX KOPTUKOCTEPOMAOB UMK
NUKBUAAUMU ANUTENBbHO NpOoTeKalowero aHA0reHHoro
rmnepkopTuunsMa.

£ CHuXeHue cekpeunun AKTI BO3MOXKHO npu
NOpaXkeHNM runoTanamo-runodusapHon 0bnacT onyxonesbiM UK
Apyrnm npoueccoM (6asanbHblt MEHUHIUT, TMCTUOLUMTO3 U Ap.), a
TaKXXE MpU BPOXXAEHHOM UMK NPUOBPETEHHOM COCYAMUCTOM NATOMOMUMN.
Kak npaBuno, HegoctaTo4yHoCTb cekpeunn AKTI conpoBoXaaeTcs
HapyLUEHMEM CeKpeunn 1 Apyrnx TPorHbIX ropMOHOB rmnogusa:
FOHAAOTPOMNHOro, COMAaTOTPOMHOIro U TUPOTPONHoro. OueHb peako
BCTPEeYaeTcsl N30/IMpoBaHHasi HeAoCTaTOYHOCTb cekpeumn AKTFF (cm.
“T'mnonutymntapmnsm”).



= HeobxoauMMo OTMETUTb ATPOreHHY HefOoCTaTOYHOCTb
cekpeumun AKTI, CBA3aHHYO C ANNTENbHBIM MPUEMOM C
neyebHON Lienblo pa3nNnUYHbIX FAKOKOPTUKONAOB.

« [nutenbHad HeaoCTaToOYHOCTb cekpeuunn AKTT
NpUBOAUT He TOSIbKO K (PYHKLMOHAIbHbIM, HO U
MOPOSIOrMYECKMM U3MEHEHMSM KOPbl HAAMOYE4YHNKOB:
PAa3BMBAETCA aTPOdPUs MYYKOBOU N CETYATOWN 30H KOPb
Haanoye4yHnkoB. KnyboykoBasi 30Ha 1, ClieAoBaTe/bHO,
cekpeuuns MMHepanokopTUKoOuaoB CTpanamT B MEHbLLE
CTEneHu.

= ATpodunyeckme U3MEHEHNS KOpbl HAAMOYEYHNKOB MOTyT
NOCTUraTh TakoW CTEMEHU, YTO Aaxe ASIUTENbHAs
ctumynauma AKTI He npuBoANT K BOCCTAHOBJIEHMIO
CeKpeunmn KOpTUKOCTEpOnaos.



KnnHn4yeckaa KapTuHa

pn BTOPUUYHON HEAOCTATOUHOCTU KOPbl HAAMOUYEYHMKOB KIIMHMKA
He OT/INYaeTCa OT TaKOBOM NPW NEPBUYHON HaAMNOYEYHMUKOBOM
HeAOCTaTOYHOCTH, 3a UCKITIOYEHMEM OTCYTCTBUA
rMnepnurMeHTaumu. PaHbLue Takue Cllydan pacueHnBann Kak
“6enbii apanmcoHnsm”. Kpome toro, npu BTOPUHHOM
HaZNOYE€4YHNKOBOW HEAOCTAaTOYHOCTU B MEHbLLEW CTEMEHU
BblpaXXeHbl NN Aa)Xe OTCYTCTBYIOT CUMMNTOMbl HEAOCTAaTOYHOCTH
MUHepanokopTnkonaos. OAHAKO Hapsa4y C HeQOCTAaTKOM CeKpeLumn
AKTI nMerloTCca KIMHNYeCKne Npu3Hakm HegoCTaTOuYHOCTU CeKpeLuumn
rOHaIOTPONMUHOB U APYrUX TPOMHbIX FOPMOHOB rMNousa, YTo
OTCYTCTBYET NPV NEPBUYHON HAAMOYEYHNKOBON HEAOCTATOUYHOCTH.

[Ans BbIABNEHNS HeaoCTaTKoB cekpeunn AKTI npoBoasT npoby ¢
MHCYINHOM, JIM3UH-Ba30npeccnHoM. Kpome Toro, npoba co
CTMMynﬂumeM AKTI nnun CMHAKTEHOM MO3BONSIET NOATBEPANTD
BTOPUYHbIA reHe3 Haﬂ,I'IOl-Iel-IHVIKOBOVI HeJOoCTaTOYHOCTU. [ns
npeaynpeXxXaeHns pasBuTUS OCTPOM HEAOCTATOYHOCTH
Hagno4yeyHmnkoB AKTI mnun cuHakTeH BBOAAT /ULLb MNOCEe
npenBapuTeNnibHOro npuema npeaHn3osioHa (CM.BbILLE).



JleyeHne

= 3aMecTuTesibHas Tepanum NpoBoAUTCS
FTIOKOKOPTUKOMAAMU (KOPTU30H, MMAPOKOPTU30H).
Ha3HavyeHne MrUHepanoKopTukonaoBs He TpebyeTtcs. Npu
SIB/IEHUAX HEQOCTAaTOYHOCTU CeKpeuun ApYrnx TPOMHbIX
FOPMOHOB rMnodusa Heobxoamma COOTBETCTBYIOLLAS
3aMecTuUTeNlbHas Tepanus.

= [1pn pa3BUTMM OCTPON HaAAMOYEYHMUKOBOM
HEe0CTaTOYHOCTN TpebyeTca sHepruyHas Tepanms
FNIOKOKOPTUKOMAAMM.

« BBepeHme AKTI B 3TuX cuTyaumsax He NOoKa3aHo, TakK KakK
aTpOoMMPOBaHHAsA Kopa HaAMNo4Ye4YHNKOB He B COCTOSIHUM
obecneunTb OpraHn3M HeobxoaAnMbIM KOSTIMYECTBOM
KOPTUKOCTEPOUIOB.



BpoxageHHada runonna3uvs
HaaMnoO4Ye4YHUKOB
(adrenal hypoplasia congenita — AHC)

3T0 peakas opMa HeAOCTaTOUYHOCTM HAAMOYEYHNKOB, KOTOpast BCTPeYaeTcs B BUAE
cnopanmquKow ayTOCOMHO-PELIECCUBHON M X-CBS3aHHOI (POPMbI M NPOSBASIETCS Y
HOBOPOX/AEHHBIX B BUE CONbTEPSIOLLErO CUHAPOMA HAAMNOYEYHNUKOBOIA
HEeAO0CTaTOUYHOCTW.

OnuncaHbl CoYETaHME BPOXKAEHHOW FMMOMNIas3nm HaanoyYe4yHMKOB C
rMNOroHaZloTPONHbIM rnoroHaamsmoM (G. Matfin n coaeT., 1994). X-cBsi3aHHas
chopMa BPOXXAEHHOW rMnoniasnmn Haanoue4HMKOB YacTo COUETAETCA C MbILLEYHOM
anctpoduen [ioleHa 1 HeaoCTaTOYHOCTbIO MMULIEPUHKMHASI.

[eHeTUUecKkme nccnegoBaHMs Nokasanu, YTo B TaKuX cnydvasx HabnopgaeTcs aeneuus
XpoMocoMbl Xp21. CpaBHUTENLHO HeaaBHO J. Nakae n coasT. (1996)
naeHTuduunposanu reH DAX-1 EDSS (dosage sensetive sex) — AHC kputnyeckast
06n1acTb Ha X XpOMOCOME, 1 reH|, T.e. 3TOT reH OTBETCTBEH 3a X-CBA3aHHYHO (opMy
BPOXXAEHHOW rMNonia3nmn Kopbl HAANOYEYHNKOB B COYETAHUM C MMMOrOHaA0TPOMHbIM
FMNOroHaan3MoM.

N3yyasa cTtpykTypy reHa DAX-1y 6 60/bHbIX C BPOXXAEHHOW MUMOMNIa3nen KOpb!
HaAMNOYEYHMKOB, YKa3aHHblE aBTOPbl MAEHTUMOULMPOBANN 5 HOBbIX MyTauuMi 3TOro
reHa B C-TepMUHanbHOM AoMeHe DAX-1 6enkoB. 9To OTHOCUTCS K 11 TepMUHANbHBIM
aMUHokucnoTtam C-pparmMeHTa, KOTopble He0bXoaMMbI AN HOPMANbHOIO
3MbpuroreHesa Kopbl HaAMO4YEeYHUKOB.



OcTpasd He[oOCTaTOYHOCTb KOpbI
Haano4Ye4YHUKOB

OcTpast HeJOCTaTOYHOCTb KOPbl HAAMOYEYHNKOB — CUHAPOM,
PA3BMBAIOLMINCSA B pe3y/ibTaTe PE3KOro CHMXEHUS AN MOMHOMO
BbIK/TIOYEHUSA (DYHKLMWN KOPbl HAaANOYEYHUKOB.

Tnonorus u natoreHes. OcTpasi HEAOCTAaTOYHOCTb KOPb!
HaINOYEYHMKOB MOXKET ObITb OC/IOKHEHNEM MEPBUYHON UK
BTOPMYHOM XPOHMYECKOW HEAOCTAaTOYHOCTM (HeEaaeKBaTHAS
3aMeCTUTeNIbHasa Tepanus, CHMXeHWe A03bl NN OTMEHA
FITIOKOKOPTUKOCTEPOMA0B, CTPECCOBbIE CUTYaUNN — NHEKLUNS,
TpaBMa, ornepauus).

[lepBnYyHasa ocTpad HeaOCTaTOYHOCTb KOPbl HAAMNOYEe4YHUKOB
(cuHapoM YoTepxayca — ©puaepukceHa) siBisieTcs cneacTBmem
BHYTPUYTPOOHOIrO KPOBOU3TNSHUS B HAANOYEYHNKN BO BpeMS
TSDKENbIX MW OC/TOXXHEHHBIX POAOB, KPOBOU3NNAHNS B
HaZANOYEYHVKMN NPY MEHNHTOKOKKOBOW W APYTON TSXXKENon
CENTUYECKON MHMEKLMMN, NMPU CUHAPOME OCTPOW
ONCCEMUHMPOBAHHOW BHYTPUCOCYANUCTOM KOArynsumn, a Takxe B
pe3ynbTaTe OCTPoro TpoMbo3a cocyaoB HaaMno4Ye4YHUKOB.



CuHapoM YoTepxayca — PpuaepukceHa, Kak U nepBuUYHas
XPOHNYECKas HeAOCTAaTOYHOCTb KOPbl HAZINMOYe4YHMKOB, CBA3AH C
pa3pyLLUeHmneM Kopbl. MNOCKONbKY AECTPYKTUBHbIA NMPOLIECC B STOM
Crlydae npoTteKkaeT MHTeHcMBHee (06bIYHO 3TO KpOBOU3MIUSHUE B
HaAMOYEYHNKK, peXe 0CTpas UILIEMMUS), CUHAPOM HEAO0CTAaTOYHOCTY
HaAno4Ye4YHMKOB pa3BUBAETCS BHE3anHO, 6e3 npeaLlecTByOLLEN
CTaaMn XpOHUYECKOro aeduumta KOpTUKOCTEPONOB.

[aToreHes Kiaccuyeckoro cuHapoma Yorepxayca — ®puaepuKCcoHa,
BO3HMKAIOLLEro Ha (POHE TSAXKENOM, OCTPO TeKyLien (0bbIMHO
CEeNTUYECKON) MHMDEKLIMMN, OKOHYATENBHO HE BbISICHEH.

BbICKa3blBaeTCA MHEHME, YTO 3TOT CUHAPOM ABNAETCH YaCTHbIM
C/ly4a€EM TaK Ha3blIBAEMOI'O obuero aganTauMOHHOro CMHApOMaQa, T.€.
CNEACTBUEM THAXKENOIo CENCUCA, Bbl3blBaAOLLEro nepeHanpga>xeHmne um
NcToeHne aaanTaumMOHHbIX rmnocbm3apHo dip€HaJ10BbIX MEXaAHWN3MOB.

Takas Touka 3peHust NOATBEPXKAAETCA TEM, YTO BO MHOMNX CllyYasix
TUNUYHOrO (MO 3TUONOMMN U KITMHUYECKOM KapTVIHe) CUHApOMA
YoTepxayca — ®puaepukceHa B HaanovyeyHnKax OTCyTCTBYIOT
aHaTOMUYECKME NUBMEHEHNS. [10-BMAMMOMY, TaKOB XXE MEXAHU3M
Pa3BUTUS OCTPON HaAMOYEYHNKOBOW HEAOCTAaTOYHOCTU Y
HOBOPOXAEHHbIX B NPOLIecce OC/TIOXXHEHHbIX POAOB WU Y 6epeMeHHbIX
C TS>KeNbIM TOKCMKO30M, HO HE UCKJIKI0OYEHO, YTO BO BCEX
pacCcMaTpmMBaEMbIX Cllydasix 3TOT CUMHAPOM SABNAETCS ClIeACTBUEM
KaKMUX-TO APYrux MexaHU3MOB.



OcTpast HeJ0CTAaTOYHOCTb HAAMNOYEYHNKOB N3PEaKa OC/TIOKHAET HEKOTOpbIe
CUCTEMHble 3aboneBaHnsa (Y3eNKOBbIN NEPUAPTEPUUT, CUCTEMHAS KpPacHas
BOJIYaHKa U Ap.). HabntogaeMblie B 3TUX YCIOBUSIX KPOBOU3NNSIHUSA B
HaZNOYEYHNKAX UM UX OCTpas Mwemms obycroBneHbl TPOM6030M
LiIeHTPasIbHON HAZNMOYEYHNKOBON BEHbI MK (YPEe3BbIYaNHO PEAKO)
TPOM6030M 60 3MB60/IMEN MHOMOUNCIIEHHBIX MENKMX apTepuanbHbIX
COCY/1I0B HAANMOYE4YHMKOB.

Ecnn paccMaTpuBaTb CMHAPOM YoTepxayca — @puaepmnkceHa Kak CTaauio
UCTOLLEHNS 0OLLEero aganTauMoHHOIo CMHAPOMa, TO, OYEBMAHO, Clofa e
CnefyeT OTHECTU U aAIMCOHUYECKUIN KpU3, pa3BMBalOLL|,MVICF| MHOrAa BO
BpeMa TaXesbIX COMaTUYECKUX 3a6oneBava1 OOLIMPHBIX TPaBM UK
CNOXHbIX XUPYPruyeckmx BMeLlaTeNbCTB.

AanTuBHas posb rmnodusapHo-apeHasnioBon CUCTEMbI B (POPMMPOBAHNN
OTBETHbIX PEAKLIMI Ha BO3AENCTBUE 3K30MEHHbIX (DAKTOPOB YCTAaHOBNEHA M
obLienprsHaHa. B cooTBETCTBMM C Teopueit 06Liero aaanTalyoHHOro
CMHAPOMA NpY AINTENbHOM BO3AENCTBMM HEBNAronpusATHbIX (CTPeCccoBbIX)
(baKTOPOB pa3BMBAETCS CTaAUSA UCTOLLEHUS, KOTOPas COMpPOBOXKAAETCH
CHMXKEHMEM (DYHKLUMN HAAMOYEYHMUKOB U MOpCbOJ'IOFW—IECKVIMM N3MEHEHNSMU
B nx kopkoBoM cnoe (Cenbe, 1960).

MHOro4YMcneHHble KIMMHUYECKNE UCCNeaoBaHNS NOATBEPAUNN, YTO (DYHKLINS
KOPbl HAAMOYEYHNKOB CHUXKAETCA NPU THKESbIX HArHOUTENbHbIX
3aboneBaHusX, Tybepkynese nerkvx, A3BeHHoN 6onesHun xenyaka u
[NBEHaALIAaTUNEPCTHOM KULLIKW, 3NTIOKQYECTBEHHbIX OMYyX0ssX, MOpPOKax

cepaua v ap.



[Mpy 06WMNPHBIX OXOrax, TAKENbIX MHOXECTBEHHbIX Nepenomax,
MACCMBHbIX KPOBOMOTEPSX, @ TAKKE THKEOM TEYEHUU
NEPEUMCIIEHHbIX 33601EBAHMI 1 BO BPEMS XMPYPrUYECKMX
BMELLATENbCTB, NPEANPUHNUMAEMbIX Y 3TUX 6O/bHbIX, B
rnocsieonepaLmoHHoM nepuoje (0COBEHHO €C/IN OH OCITOXHMIICS
KpOBOTEYEHNEM, MEPUTOHUTOM, MHEBMOHMEN, CENCUCOM U T.4.)
OTHOCUTE/NbHAs HEAOCTATOYHOCTb HAZMOYEYHUKOB YCyrybnsaercs u
MOXET Pa3BUTLCS CUHAPOM OCTPOM UX HEAOCTATOYHOCTH.

OTHOCUTENBHO PeaKON NaTOreHETUYECKON Pa3HOBUAHOCTBIO OCTPOU
HEJOCTAaTOYHOCTU KOPbl HAAMOYEYHNKOB SBJISIETCA CUHAPOM,
PA3BMBAIOLLIMNCS NP TPAaBMATUYECKOM MOBPEXAEHUN HAAMOYEYHbIX
Kenes. 3TO MHOrAA MPOUCXOANT MPU 3aKPbITLIX MOBPEXAEHUSX
rnoyeK, NeYEHN N Cee3eHKN B pesysibTaTe Tyrnon TpaBMbl XXMBOTA,
NOSAICHUYHOWM 06NacTu, NaJeHUN C BbICOTbI U T.A.

Pexxe TpaBMa Haamno4Ye4yHMKoB (TeM bonee ABYCTOPOHHSAS) SABNSIETCS
CIEAICTBMEM OBLIMPHbIX XUPYPrMyYeCKMX BMELLaTeSIbCTB Ha OpraHax
6ploLLIHONM NONOCTM U 3abPIOLIMHHOIO NPOCTPaHCTBA.



Xupyprmyeckasa unam octpas HegoCTaToOYHOCTb HAAMOYEeYHMKOB,
naToreHeTnyeckas, CBa3aHHas C BPOXXAEHHbIM HapyLUeHeM
(PepMEHTHbIX CUCTEM B HaAMOYEYHMKAX U C USBMEHEHNEM
4yyBCTBMTENLHOCTU K AKTI COOTBETCTBYIOLLMX HAANOYEYHUKOBbIX
CTPYKTYP, O6bI4HO pa3BMBAETCS B M/1aJleHYECKOM U1 PaHHEM
OETCKOM BO3pacTe.

B sTOoM rpynne 60nbHbIX Hanbonee 4acton NpPUYNHON
(PYHKLIMOHANIbHON HEAOCTAaTOYHOCTM HAAMOYEYHMKOB SIBNSIETCS
BPOXAEHHAs runeprnnasus Kopbl HAANOYe4YHMKOB, TOUHEE, ee
conbTeEpSoLLAsa pa3HOBNAHOCTb (cnMHAapoM [ebpe — <DM6V|repa),
CBA3aHHas C (hepMEHTHbIM AEMEKTOM r’MAPOKCUINPOBAHNS
CTEPOMAHOrO KOMbLIA B MonoxeHun 21. pu aTon dopme
BPOXXAEHHOW rMNepPna3nm Kopbl HaAMNOYEYHMKOB Pa3BUBAETCS
aeduunT rnioKOKOPTUKOMAOB U MUHEPANTIOKOPTUKOUAOB, YTO
COMPOBOXAAETCH BblpaXXeHHbIMU MeTabonn4yeckumm (FﬂaBHbIM
06pa3oM 31EKTPONIUTHBIMU) HAPYLUEHUSIMW.



PeiknuM MaTonornyecknM CoCTOSAHWEM W, CIEA0BATESNbHO, PEAKOM
MPUYNHON OCTPOU HEAOCTATOYHOCTU Ha,EI,I'IOLIeLIHMKOB ABNAETCA
BPOXXAEHHas HaANO4Y€4YHNKOBAs apEAaKTUBHOCTb. CMHAPOM,
onucaHHbn Lenapaom v ap. (1959), pasemBaeTcs Ha 2-M roay
XXU3HU N XapaKTEPU3YETCH HEMOSTHOLIEHHOM CEKPETOPHOWN peaKLMeEN
HaANOYeYHUKOB Ha 3HAOreHHyIo ctumynaumio AKTT .

KnMHMYecKn CMHAPOM MPOSB/ISAETCA acTeHM3aLmen,
rMneprnurMeHTaLmen KoXHbIX MOKPOBOB, MbILLEYHOW ClaboCTbio 1
aanHamuen. Noa AENCTBUEM pPa3NUYHbIX NPOBOLMPYIOLLNX
(CTpeccoBbix) PakTOpOB, @ MHOTrAA CMOHTAHHO MOXET Pa3BMBATHCA
OCTPbIN MAPOKCU3M, XapaKTEPU3YIOLMINCA HEYKPOTUMOWN PBOTOW,
rMMNOTOHNEN, CyAOpPOraMm U KOMOM.

Bonbluyto rpynny cpeau snL € NOBbILLEHHbIM PUCKOM Pa3BUTUS
OCTPOi HEAOCTaTOYHOCTM HALMOYEYHUKOB B CllyYae OCTPbIX
MH(EKLMOHHBIX 3a60neBaHn, TpaBM M T.[A. COCTaBNAAOT 60/bHbIE,
nonyyatowime ¢ neyebHoM LieNblo KOPTUKOCTEPOUARI.



Yrcno 60nbHBIX, KOTOPbLIM MO NoBoAy 6one3Hn MueHko-KylunHra
N apyrmx 3360/1eBaHMi npou3BeaeHa ABYCTOPOHHSASA
apPeHaNIdKTOMUA, NOCTOSAHHO BO3pPacCTaeT.

OcTpas Hel0CTaTOYHOCTb HAAMNOYEYHMKOB Y TakuX 60MbHbIX YacTo
Pa3BUBAETCS B pe3y/ibTaTe HeaAeKBaTHON 3aMECTUTENIbHOW Tepanum
KOpTuKoCTepomaamm (B YaCTHOCTW, NMPOTUBOMOKa3aHbl CHOTBOPHbIE

— 6apbuTypaThbl, KOTOpbIE yCKopﬂroT pacnaz KOpPTUKOCTEPOMAOB B
NeyeHun, B CBA3U C YeM 3 dEKT 3aMeCcTUTENbHON TEpPanum
CHVI)KaeTCFI).

OfiHaKko 1 XopoLo NoaobpaHHasa A03a KOPTUKOCTEPOUAOB MOXET
OKa3aTbCsl HEAOCTAaTOUYHOWN YXKe Mpu NErkux npocTyaHbIX
3a60n1eBaHMSAX UM MOBbIWLEHHbLIX (PU3NYECKUX Harpy3kax, TeM
6onee npu onepauunsx, TpasMax, poaax.

Bce 31 haKTOpbl TAKXKE ABASIOTCS YaCTON NPUYMHON OCTPOM
HENOCTAaTOYHOCTM HaANOYEYHUKOB Y 60/bHbIX NOCNE TOTaNbHOM
afipeHanakTomun. OCTpast HeAOCTAaTOYHOCTb HaANOYEYHNKOB
HEOHOKPATHO pa3BMBanach 1 Nocnie oAHOCTOPOHHEN
aflpEHANIKTOMUM.



KnnHnyeckas kapTuHa

Hanbonee xapakTepHbIMU KHUHUYECKMMW NPU3HAKAMKN aAANCOHNYECKOrO
Kp13a ABNAKOTCA TOWHOTA, PBOTA, pe3yanluas MblleyHas cnabocTb, BbICOKas
TemnepaTtypa, cepaeyHo- cocyp,mcme PacCTPOUCTBA, AMapes, aﬁﬂOMMHaﬂbeIM
CMHAPOM U HapYLLUEHUS NCUXUKU. BbIpaXXeHHOCTb OTAENbHbIX CUMMTOMOB
N3MEHYMBA, YTO 06YCNOBNMUBAET pa3Hoo6pa3Me KITMHUYECKMX (DOpM Kpu3a.

BeayLwuM KIIMHUYECKMM CUMITOMOM OCTPOW HEAOCTAaTOYHOCTH
HaANOYEYHMKOB 06bIYHO ABMSETCA rTy6OKOE CHUXEHME apTepuanbHOro
[aB/IeHNs, KOTOPOE Yallle BCEero HOCUT xapaKTep Konnanca uim
KapAMOBACKY/IIPHOrO LLIOKA, PE3UCTEHTHOMO K CTaHAapPTHOM NPOTUBOLLOKOBOM
Tepanuu.

B yacTHOCTW, aAAMCOHNYECKUIA KOMAMNC HE YCTPAHAETCA KaTeXONaMUHaMK,
YTo ,EI,OI'IOJ'IHVITeJ'IbHO CBUAETENbCTBYET 06 OTCYTCTBUM MX AeduumTa Aaxe npu
TOTaslbHOM aApeHan3kToMuun. bonee Toro, Takme npucyLLmMe aaanCcoHNYecKoMy
Kp13y CMMMTOMbI, KaK aKpoLMaHo3, Npody3HbIN MOT, NOXOA0AAHNE
KOHEYHOCTEN, rMnepTevam HEKOTOPbIE aBA0MUHAMBHBIE 1 MCUXMUECKME
CUMMTOMbI, B ONPENENEHHOM CTENeHn CBA3aHbl UMEHHO C MOBbILLEHNEM
aKTMBHOCTW CYMMATUKO-aApEHANOBONM CUCTEMBI.

[cmxmueckme paccTponcTBa LMPOKO BApbMPYIOT Kak Mo opMe, Tak 1 Mo
rnybvHe (3aTOPMOXKEHHOCTb, OFNYLIEHHOCTb, Fa/IIOLMHALIMK, AENUPUN,
KOMa), MO3TOMY HepeaKo Yy 60SbHBIX C OCTPON HEAOCTAaTOYHOCTbIO
HaZNOYe4YHMKOB OLUIMOOYHO ANArHOCTMPYIOT MaHUAKASIbHbIN UK
NapaHOWHbIN MCMX03, TOKCUYECKNA CUHAPOM; LepebpanbHyo KOMy U ap.



AB61OMUHAbHBIE CUMMTOMbI AAMCOHNYECKOro KpM3a: TOLIHOTA,
PBOTA, AMapest, CUMbHblE 60NN B XXMBOTE, METEOPU3M, YMEHbLLEHNE
NEPUCTANbTUYECKMX LLIYMOB, CUMMNTOMbI pa3apakKeHusl OprtoLnHbI
TaKKe O4eHb XapaKTepHbl. [JOBOIbHO YacTo Y 3TUX 60IbHbIX
Pa3BMBAETCA OCTPbIN FreMOpPParnyecknii raCTpPOSHTEPHUT,
COMPOBOX/AAIOLLMICA HANpsHKeHMEM nepeaHeit OpIOLLHON CTEHKM,
KpOBaBOW pBOTOM, MENEHON, T.€. TUMMYHOW KapTUHOW OCTPOro
XXenyJ04YHO-KMLLIEYHOro KpoBoTeueHus. Ecnn Takaa popma
a[IMCOHNYECKOro KpM3a BO3HMKAET y 60s1IbHOro nocsie onepawum,
NOSIBNSIETCS pearnbHast yrpo3a HeonpeaeneHHon 1 KpanHe onacHoM
penanapoToMuy.

[narHo3 oCcTpou HeAOCTAaTOYHOCTM KOPbl HAANOYEYHMKOB
OCHOBbIBAETCS B NEPBYIO 04eEPEb HA AAHHbIX KITMHUYECKOW
KapTUHbI U NOATBEPXAAETCA 1abopaToOpHbLIMU UCCeaoBaHMUSAMU (CM.
“NepBMUYHas XpOHNUYECKast HeJ0OCTAaTOYHOCTb KOpPbI
Haano4Ye4yHnKoB”). KOHLEHTpauusa KopTM30a B na3Me y YesioBeka
C HOpMaNbHOM (PYHKLIMEN KOPbl HAANOYEYHMKOB NPU Pa3iNyHbIX
CTPECCOBbIX CUTYyauusx unm woke coctasnset 20-120 mkr/100 mn.
Coaep>kaHne KopTu30/1a B KpOBWN 60/bHBIX B TAKUX CITy4asxX HUXeE
20 Mkr/100 mn cBuaeTenbCcTBYET 06 OCTPON HEAOCTATOYHOCTM
HaAno4Ye4YHNKOB.



JleyeHne.

OCHOBHbIM NIe4EOHBIM MEPONPUATUEM MOC/E YCTAHOBIEHUS
AMArHo3a OCTPOM HeAOCTAaTOYHOCTM HaAMNOYEYHMKOB SB/ISETCS
MaCCUBHasi KOpTUKOCTEpoMaHasa Tepanus. [peanodTtuTensHee
MCMoJIb30BaTb BOAOPACTBOPMMbIE MPEMNapaThl rMAPOKOPTU30HA
(kopTu3ona), npuyem 06s3aTeNIbHO METOAOM BHYTPUBEHHOM
MHMY3UK, TaK Kak Ntobon apyron nyTb BBEAEHUS U Apyrue
KOPTUKOCTEPOUAHbIE NpenapaThl NpyU AaHHOM COCTOSIHUM
3HaYUTENBLHO MeHee 3(PPEKTUBHBI.

B KauecTBe nepBOHaYabHON MepbI NPY aAANCOHNYECKOM KpU3E
HY>XHO HEMEA/IEHHO OJHOBPEMEHTHO BBECTU B BeHy 100 mr
rMAPOKOPTM30HA FrEMUCYKLUMHATa. B ganbHenweM NoCTOSHHYHO
BHYTPVBEHHYIO MH(Y31IO0 BOAOPACTBOPUMMOrO rMapOKOPTM30Ha
OCYLLIECTBNSOT BMECTe C MHGY3NEN N30TOHNYECKOro pacTBopa
xnopuaa Hatpusa n 5% pacteopa rnoko3sl (4715 npeaynpexaneHus
rMNOrJIMKEMNUK) CO CKOPOCTbIO 1 N1 3a nepsble 11/2 4



= HecMoTpsa Ha TO, YTO NpU aaAMCOHUYECKOM KpU3e
COAEPXXaHUEe HAaTPUS B CbIBOPOTKE KPOBU OBbIYHO peE3KO
CHUXXEHO, NMepPeNMBAHUE MTMNEPTOHUYECKOro pacTBopa He
NMOKa3aHo, 3a UCK/IIOYEHNEM TEX PEAKUX CITyYaEeB, KOraa
B KPOBMW 3HAYMUTENbHO MOBbILLIEHA KOHLIEHTPALMSA Kanus.

« O6bIYHO Nocne BBeAEHUS MTMAPOKOPTMU30HA BbICTPO
CHMXXAETCS coaepXXaHMe Kanus B CbIBOPOTKE KPOBU B
CBS13M C €ro rnepeMeLLeHUEM B MEXKIETOYHbIE
NPOCTpPaHCTBa. B 3Ton cBA3M HeobxoanmMo 6onee yacroe
ornpeaeneHne ypoBHS Kanus B CbIBOPOTKE KPOBU AN
CBOEBPEMEHHOIO BbISIB/IEHUS YIPOXKAIOLLIEN
rMNOKasIMEMUN N NPEAYNPEXAEHNS 3TOr0 OCNOXKHEHUS.



[lpoBOAMMAs B COYETAHUM C FOPMOHASIbLHOWN TEPANUen
BHYTPUBEHHAsA MHPY3MOHHAsA Tepanua HanNpaB/ieHa Ha KOPPEKLIMIO
MMEIOLLNXCS HAPYLLUEHUW BOAHO-3N1EKTPOIUTHOIO, YINEBOAHOIO U
6enkoBoro obmMeHa. B nepBble CyTKM BHYTPUBEHHAs MHADY3US
coctaBnseT 3-4 n u sknatodaet 300-400 mMr kopTM3ona
(rMapoKOpPTM30HA), N30TOHNYECKMN PacTBOP Xnopuaa Hatpus, 5%
pacTBOp /1OKO3bl U ApYyrue pacTBOpbl, HeobxoauMble As
KOppeKunn BOAHO-31EKTPONTUTHbIX HapymeHm‘/'l

[OnNoNHUTENbHO BBOAAT NIErkoycBosieMble 6enKkoBble NpenapaThl
(anbbyMuH, NpoTenH, aMMMHO30:1 1 Ap.). ObbeMHOe COOTHOLLEHME
NepeyYncneHHbIX pacTBOPOB 3aBUCUT OT ANHAMUKN KITMHUYECKOrO
CTaTyca M AaHHbIX JTabopaToOpHOro KOHTPOSIS.

Ocoboe BHMMaHMe cneayeT obpallaTh Ha aAEKBATHYIO KOPPEKLINIO
(noa TwaTtenbHbIM 1abopaTOPHLIM KOHTPOMEM) 3NIEKTPOSIUTHbIX
HapyLLUEHWW, TaK Kak NMpyv OCTPON HEAOCTAaTOYHOCTN HaAMOYEYHNKOB
NMeKLWascs runepkannemMms teM 6osnee onacHa, 4to
YyBCTBUTENIbHOCTb M1OKapAa K M30bITKY MOHOB Kanus U CKIOHHOCTb
K Pa3BUTUIO TSXKENbIX HapyLLEHNW BO3OYANMMOCTN U NPOBOAMMOCTM
(BNIOTb A0 PUEPUNASALUN XKENYAOUKOB) Y Takux BOMAbHbIX
NOBbILLEHbI. [N NpeaoTBpaLLeHns YKa3aHHbIX OC/TOXHEHNN
nevyeHne aaancoHNYEeCcKoro Kpusa A0/MHKHO CONMpoBOXAATLCS
MOHUTOPUpoBaHneM IKIT.



BONBbLIMHCTBO OTEYECTBEHHbIX YUYEHbIX PEKOMEHAYIOT AOMNOSTHUTENBHO K
NHY31M KOPTU30HA NPU aaaUCOHNYECKOM Kpu3e BBOAUTb
MnHepanokoptTukonabl (JOKCA) nnm ropMoHbl MO3roBoro Criost
Haano4Ye4YHUKoB (aapeHannH, HopaapeHanuH).

HecMoTps Ha TO, YTO NpW aaANCOHOBOW 60Ne3HM Hapsaay C NOPaXXEHNEM
KOpbl HaAMNOYeYHNKA B MATOIOrMYECKN NPOLIECC BOB/IEKAETCH U MO3rOBOM
ero ciion (ocobeHHO nNpu Ty6epKYNE3HOM UM APYroM AECTPYKTUBHOM
NOpa)KeHMN HAAMOYEeYHUKA), HEAOCTAaTOYHOCTN KaTEX0SIAMUHOB HET.
O4yeBMAHO HET HYXAbl U B MPUMEHEHMN MUHEPANOKOPTUKOMAOB, TaK Kak
a03a kopTtmsona cebiwe 100 Mr oka3biBaeT 4OCTAaTOYHOE
MWHEPANOKOPTUKOWI0E AENCTBME.

O6bI4YHO CO 2-r0 AHS NeYeHus HeobxoanMoe KONMYeCTBO XUAKOCTU
BBOAWTCA BHYTpb. CyTOYHAs [103a KOPTM30/1a NPy 3TOM CHUXAETCA A0
100-150 Mr, a Ha 3-u aeHb — Ao 50-75 Mmr. B 3TOT nepuoa, ecnu
MWHEPANOKOPTUKOUAHOE AENCTBME YKa3aHHbIX 03 KOPTM30/1a NPOSBNSETCS
HeaoCTaTouHO, cneayeT Aob6aBnTb FOPMOHbLI MUHEPANTIOKOPTUKONAHOIO
nencreusa (JOKA, 3-metun-A0OKA) nnu ¢btoprnapokopTnsoH (KopTuHed,
dnopuHed) B aose 0,05-0,2 Mr B AeHb.



= B JononHeHne K naToreHeTMYECKo ropMoHasibHON
MHMDY3MOHHOM TEepannn NPOBOANTCA 3TUOTPOMHOE
NleYeHne, HanpaBleHHOE Ha YCTPaHEHUE MPUYNHDI
HEeJ0CTaTOYHOCTN HaANo4YeYHNKOB (aHTUTOKCUYECKAS:
NPOTUBOLLIOKOBAs!, reMOCTAaTUYeCKas;
aHTUbnoTukoTepanusa u T.4.). CAMNTOMaTUYECKOE
JIeYEeHne COCTOUT B Ha3HAYEHUN KapaANOTPOIHbIX,
aHaNenTUUYECKMX, CeaAaTUBHbBIX, BATAMUHHbBIX U OPYTUX
nNpenapaToB MO MOKa3aHUSM.

= CBOEBpeMEHHOE BbISIBIEHNE CKPbITON HEAOCTAaTOYHOCTHU
HaANOYEeYHUKOB U aleKBaTHas 3aMeCcTUTeNbHas Tepanus
KOPTUKOCTEPOUAHBIMW FOPMOHAMM Mo MOCTOSIHHbIM
KOHTposieM — Hanbonee appeKTUBHbIE METOAD
NPOMPUNaKTUKN aAANCOHNYECKOTO KpU3a.



BpoxageHHada runepnna3suvsa Kopbl
Haano4Ye4yHUKOB

BpoxxaeHHasa rmnepnnasuga Kopbl HAAMNOYEeYHUKOB, KOTOpasa paHbLle
Ha3blBa/lacb agpeHOreHnTasIbHbiIM CUHAPOMOM, ABNAETCA KINHUYECKUM
CUHAPOMOM UM CUMIMTOMOKOMIMJIEKCOM, Pa3BUTUE KOTOPOro CBA3aHO C
HapyLeHNeM CeKpeLmn KOPTUKOCTEPOUAOB BCEACTBME BPOXAEHHOIO
aedekta pepMeHTOB, OTBETCTBEHHbLIX 32 BMOCUHTE3 3TUX FOPMOHOB.
CHuXeHHOe 06pa3oBaHNsA KOPTM30/1a NMpUBOANT K MOBbLILLEHUIO CEKpeLmn
AKTI" ¢ nocneayowmm pasBuTUEM rnnepnia3nm KOPKOBOro Cr10sl KOpbl
HaZINOYEYHMKOB. [INs CMHAPOMA BPOXAEHHOW rMnepnnasmm Kopei
HaZMnoOYe4YHMKOB XapaKTepHa Tpuaaa: HU3KMW YPOBEHb KOPTU30/a U
BbiCOKOe coaepxkaHne AKTI B KpoBM, ABYCTOPOHHSIA rMMNepniasus
HaINOYEYHMKOB. TUMNYHBIM 151 3TOW NATOMOMMN ABNSAETCA UHTAKTHOCTb
PEHUH-AHMMOTEH3MH-aNIbAOCTEPOHOBOWN CUCTEMBI.

BpoxkaeHHas runepnnasns Kopbl HAANOYEYHUKOB SIBNSIETCS CIeACTBUEM
HapYLLUEHNS aKTUBHOCTU (DEPMEHTOB, OCYLLIECTBMAIOLLMX OUOCUMHTES
CTEPOUAOB. 3TN (EPMEHTbI KOHTPOMPYIOT FOPMOHBI HE TONbKO B
HaANO4YeYHMKax, HO W B MOJIOBbIX XXene3ax, Mo3TOMYy NMpu AaHHOM
NaTONOMMN UMEETCS TAKXKE HAPYLUEHIE CEKPELMM MOSIOBbIX FOPMOHOB.



BpoxaeHHaa runepnnasnga Kopbl
Hagno4Ye4YHNKOB

BpoxxaeHHas rmneprnsia3us Kopbl HaAMo4Ye4yHUKOB
BCTpeYvaeTcd He cToNb peako u coctasndet ot 1:5000 go
1:67 000. UccnepoBaHuUs rnokasann Hannyne ayToCoOMHO-
peLeccMBHOro NyTn HacneaoBaHms. BpoxxaeHHas
rmnepniasus Kopbl HAAMOYEYHUKOB MOXET ObITb
nonpa3neneHa Ha cneaytolune opMbl: HeAOCTAaTOYHOCTb
21-rmapokcunasbl (Knaccuyeckast n Heknaccuyeckast

?JOprI), HeaocTaToyHOCTb 11b-ruapokcnnasbl

Knaccuyeckas U Heknaccmyeckast (opmbl),
HEeAOCTAaTOYHOCTb 3b-rmapoKCUCTEPONAHON
aernaporeHasbl, He0CTaTOYHOCTb 17a-rMapoKcuniasbl C
HeaocTaToyHocTbio 17,20-n1a3bl unu 6e3 Hee,
HenocTaToYHOCTb 20,22 aecMonasbl (nMnonaHas
rmnepnnasns Kopbl HaANOYEYHMKOB), HeAOCTAaTOYHOCTb
MeTunokcuaasbl I v II Tuna.



HenocTatouHocTb 21-rugpokcunassl (P450c21). Bctpevaetcs Hambonee YacTo U3 nepedncieHHbIX
(hEPMEHTHbIX HAPYLIEHNN KOPbl HAZINMOYEYHNKOB. BbipaxeHHble (Knaccuyeckue) opMbl 3TOro
CMHAPOMA BCTPEYaloTCs Y HOBOPOXAEHHLIX B LLIBeummn ¢ yactoton 1:10000, a B cTpaHax
ceBepHoM EBPOMbI YacToTa BbIABNEHWS NMPY NPOBEAEHNM FOPMOHA/IbHbIX MCCNEA0BAHUM
coctasnser oT 1:500 go 1:1000. YTo KacaeTcs B3pOCNOW U HEKMACCMUYECKON (POPMbI 3TOTO
CMHAPOMA, TO YacTOTa 3TOW NATOMOrMM BCTPEYAETCS Y EBPEEB- -AllkeHasn — 1:27; B cnaHum —
1:53: B FOrocnasmm — 1: 63; B tanun — 1:333 1 B reTeporeHHon nonynsauum Hblo- WNopka — 1:100.

Takum 06pa3oM, HeAOCTaTOYHOCTb 21-rMapoKCcMnasbl, C YHETOM HeKaccnyeckon ee opmel,
AB/IAETCA O[JHNM U3 CaMblX YaCTO BCTPEYAIOLIMXCSA HAC/IeCTBEHHbIX 3aboneBaHuit. FeH P450c21
NOKANM3yeTcs Ha KOPOTKOM Myieye 6-1 XpoMocoMmbl (6p) 1 NpeacTaB/ieH B BUAE aKTUBHOIO reHa
(CYP21) nnu B BMAe HeaktuBHOro ncesgoreHa (CYP21P), Bbnusum nokyca HLA, koavpytowlero 4-n
KOMMNOHeHT koMmnsieMeHTa (C4A 1 C4B). B 601blUIMHCTBE ClyYaeB HEAOCTAaTOYHOCTH 21-
rMApPOKCKIa3bl BbisiBNeHbl MyTauum CYP21, koTopble BO3HMKAIOT B CBSA3U C €ro B3auMOAENCTBUEM
¢ CYP21P, 4TO NpMBOANT K Pas/inyHbIM ,u,eneu,MﬂM reHa, Ha oMo KOTopbIX npuxoauTtca Ao 95%
Bcex MyTauun CYP21.

Mpn HeQoOCTaTOMHOCTU 21-rnapokcnnasbl 6N1OKMpPYeTCs KOHBEPCUS 17-rmapoKCMnporectTepoHa B
11-0€0KCMKOPTU30/1, NPMBOAS K CHMXEHUIO 06pa30BaHMs KOPTU30/1a N HAKOMIEHUIO
npeaLwecTBeHHMKOB KOPTM30/a, T.e. 17-rmapokcnnporectepoHa, nperHeHosioHa, 17-
rMAPOKCUNPErHEHOIOHa W NPOrecTepoHa, KOTOpbIE B CETYATOM C/10€ KOpbl HaAMO4Ye4YHNKOB B
NOBbILLEHHBLIX KONIMYECTBaX KOHBEPTUPYIOTCS B HAAMNOYEYHUKOBbIE aHAPOreHbl —
AernapoanuaHapocTepoH, d4-aHapOoCTEHANOH U TECTOCTEPOH.

KnnHnyeckn HegoCcTtaTouHOCTb 21- -T'MAPOKCMa3bl NMPOTEKAET B BUAE ABYX d)opM BUPWUJIbHOTI O,
conbTEPAOLWLEro U HeKTaCCU4EeCKon CI)OprI 3TOro CMHApPOMa.



BupwunbHas dopMa cMHApOMa CBSi3aHa C YaCTUYHOW HEAOCTAaTOYHOCTbIO 21-
rMApoKcunasbl. Kak npasusio, npu 3ToM HabnogaeTcs KoMneHcaumst QGyHKLMN KOpbl
HaAMO4Ye4YHUKOB B pe3ynbTaTe nosblweHnsa cekpeunn AKTI, T.e. ypoBEeHb KOPTU30/a
B KPOBW CHVM)KEH HE3HAYUTENIbHO MM ONPEAENSIETCA Ha HUXXHEN FPaHMLE HOPMBbI.
MNoBblweHHas cekpeunst AKTI, oaHaKo, NpMBOANT K 3HAYUTENbHOMY 06pa30BaHMIO
AHAPOreHoB, NporecTepoHa 1 17-rmapoKcMnporectepoHa, KOTopble YrHeTaroT
CONb3aZleP>XXMBAIOLLYIO aKTUBHOCTb a/ibA0CTEPOHA Ha YPOBHE KaHasIbLIEB MOYeEK.
[NoBbILEHME YPOBHA PEHWHA B Ma3Me NpMBOAUT K KOMMEHCATOPHOMY YCUIEHUIO
cekpeumn anbaocTepoHa.

Taknm obpa3oM, KoMNeHcaTopHble MexaHn3Mbl (ycuneHne cekpeunn AKTI),
NOCPeACTBOM KOTOPbIX OCYLLECTBNSIETCA HOPMann3aums CeKpeLmm Koptrusona u
anb0CTEPOHA, NPMBOAAT K n36bITOYHOMY 06pa3oBaHMIO aHAPOCTEHANOHA (CM.
“'oOpMOHbI Hagno4veyHuka").

Coaep>xaHue aHAPOCTEHAMOHA B KPOBM 3HAUMTEIbHO MOBLILLEHO U XOTSA 3TOT CTEPOUL
obnagaet He3HauMTENbHOM BMONOrMYEcKOn aKTUBHOCTbLIO, OAHAKO Ha nepudepun oH
KOHBEPTMPYETCS B TECTOCTEPOH, KOTOPLIN U OTBETCTBEH 3@ pa3BUTUE BUPUIN3ALNN.
OTMe4vaeTcs NOoBbILEHNE SKCKPELUM aHAPOreHOB, UMEIOLLMX KUC/IOPO B NMONOXEHUN
C11.Ecnu y 300pOBbIX NNL, COOTHOLLEHME BblaeneHns ¢ Moyon 11-pne3okcu-17-
KeTocTeponaos 1 11-okcn-17-keTocTteponaoB coctaBnseT 4:1, To y 60/bHbIX
BUPWSIbHOM (DOPMON CMHAPOMA 3TO COOTHOLLEHNE 1:1. XapakTepHO Takxke ans
HeAOCTaTOUHOCTN 21-rapokcnnasbl 36bITOYHOE BblAeNeHNe nperHaHTpuoAa-u ero
mMeTabonuta 17-rmapokcmnporectepoHa.



KnnHmnyeckaa KapTuHa.

= BupunbHas ¢opma cnHapoMa obycnosrneHa
NOBbILUEHHOW CEKPELIMEN aHAPOreHoB, 1 Y Moaa
XXEHCKOro nona m3bbITOK NPUBOAUT K MacKyMHU3aL MK
Hapy>XHbIX MOMOBLIX OPraHoB (yBeNMYeHue KInTopa,
N3MEHEHME MOoNoBbIX ry6 BMNAOTb A0 3aKpbITUS BXOAA BO
BRaranuuie).

= Hapy)XHble reHuTanmMm B 3TUX ciydasx npuobpeTatoT BUA
MY>XCKMX MOJSIOBbIX OPraHoB: MOLUOHKA 6€3 anyek u
rmnocnaaus. BHyTpeHHne nonoBbie OpraHbl OCTalTCS
XXEHCKMMU: AUYHNKM, MaTKa C NPUAATKaMM.

= Y NN0AO0B MYXCKOro rnosia HegocTtaTo4HOCTb 21-
rMapoKcunasbl NPUBOAUT K HEOONLLUMM N3MEHEHUSIM:
He3HauuTeNnbHoe yBenmyeHmne Hapy>XHbIX NOJIOBbIX
OpPraHoB, MOJIOBOro YjaeHa 1 NUrMeHTaumMs MOLLOHKM!.



= B nocTtHaTanbHOM nepuoae npoao/»KatoLasics
n36bITOYHAs CEKpeuns aHapPOreHOB YCUTMBAET SIBJIEHUS
BMpUIn3aumn. MNossnaoTcs npexxaeBpeMeHHoe
OBOJIOCEHME Ha NobKe, B NoAMbILIEYHbIX BNaanuHax, Ha
niue, TYNoBULLE, akHe. Y HEKOTOPbIX Masib4ynKOB
3HAUYUTENBHO YBETMYNBAETCS NOSIOBOWN YMEH U
BO3HMKAIOT apeKuum. OTMevaeTcs ycKkopeHue pocTa U
OKOCTEHEHUS KOCTEN CKENETa, Pa3BUTUS MbILLIEYHOM
cucTeMbl. BHadane 60sbHble 06roHSIT B pOCTE CBOUX
CBEPCTHUKOB, a B AaNbHEULLEM B CBSA3U C
npexaeBpeMeHHbIM 3aKpbITUEM 30H POCTa OTCTaloT. Y
[IEBOYEK TaKXe NPorpeccupyoT SIBfIeHNS BUPUN3aLInK,
TENOC/IOXKEHNE — MO MY>KCKOMY TUNYy .



= B nybeptaTtHbIN Nepnoa MEHCTpyaLUM HE HACTYyNatoT,
TaK KakK NOBbILLEHHOE KOIMYECTBO aHAPOreHos,
CEKPETUPYEMbIX HAAMOYEYHUKAMU MO NPUHLIUMNY
“obpaTHOM cBA3K", TOPMO3UT 0Bpa30BaHUE U BblAENEHMNE
rOHaJOTPONMNHOB, KOTOPOE B HOPMalbHbIX YCIOBUSIX B
3TOT NEPUOA YBENNYNBAETCA. Y MaSIbUMKOB MO 3TOU Xe
NPpUYNHE YrHETAETCS pa3BUTUE SSMYEK, N OHU OCTaloTCS
ManeHbkKMMN. OAHAKO B HEKOTOPbLIX C/IydasiX BUPUIbHOIO
CMHAPOMA YAaCTUYHO COXPaHSIETCH DYHKLMS MOSTOBbIX
Xenes, Uy AeBoOYeK MOryT HabntoaaTbCa MeHCTpyaLun,
KaK NpaBW0, CKYAHble U HEPErYsSpHbIE, @ Y Ma/bYNKOB
— SIB/IEHUS CriepMaToreHesa.



= [narHoctuka BUPWIIbHON POPMbI CUHAPOMA HEOCTAaTOYHOCTM 21~
rMAPOKCK/Ia3bl OCHOBbLIBAETCS Ha AaHHbIX KNMHUYECKON KapTUHbI,
onpeaeneHns akckpeumm ¢ Moyon 17-KC (cyMMapHbIX M NO
dpakumsiM) U NperHaHTpuosa, YPoBHS aHApPOreHoB n:17-
rMAPOKCUINporecTepoHa B nna3me. JlabopaTtopHble nccieaoBaHus
NO3BOMAIOT BbIABUTb MNOBbILLEHUE 3KCKpeuun 11-okcu-17-
KETOCTEPOMA0B, a TaKXXe aHAPOCTEPOHA, 3TUOXOIAHOJIOH],
YBENNYEHNE COAEPXKAHNS B KPOBM aHAPOCTEHAMOHA M CHMKEHME
YPOBHS TECTOCTEPOHA. DKCKPELIMS NPErHAHTPUOA C MOYOU PE3KO
NnoBbilleHa. KoHUeHTpauua 1/-rmapokcMnporectepoHa B njiasme
KPOBU TaKXe yYBeNMyeHa, Toraa Kak coaep)xaHue Koptusona B
KpoBU U akckpeuun 17-OKC — Ha HMXXHMX rpaHuUaxX HOpMbl. B oTBeT
Ha ctumynsaumio AKTT (CMHaKTEeH nnu KOPTPOCUMH) OTMEYaeTCs
pe3koe yBenn4yeHme ypoBHd 1/- -TMAPOKCMMPOrecTepoHa. 3T0T TecT
NCMONb3YeTCsl KaK CKPUHUHI-TECT AN BbISIBNEHUS ~CTepThIX”,
HeK/1accnyecknx opM cuHapoMa. YpoBeHb peHnHa B nnasme
CKOPOCTb CeKpeLun anbaoCTepoHa NMOBbILLEHLI.



= JleyeHue. [1o npMeHEHNS KOPTUKOCTEPONAOB 6OMbHbIE,
KaK NpaBwWI1o, NMpy pe3Ko BblPaXXeHHOU (popMe
3ab0neBaHNA yMUpanu B NepBbie FoAbl XU3HW Npu
ABIEHUSX HAAMOYEYHMKOBOWN HEe4OCTAaTOYHOCTU. CHMHTES
KOPTUKOCTEPOUAOB U UX NPUMEHEHMNE U3MEHUNU CYyabOY
3TUX OOSIbHbIX.

=« OCHOBHbIM BNOOM NIe4YEHUS ABASETCS NMPUEM KOPTU30/a
WIN ero aHanoros (KOPTU30H, NPeaHN30J10H).
HauanbHble A03bl KOPTUKOCTEPOUAOB AO/TKHbI ObITh B 2
pa3a Bbllle (PM3MONOrMYECKUX, N NOC/Ie HOpMaIn3aLum
nabopatopHbix nokasatenen (17-KC n nperHaHTpuon)
[103bl NOCTENEHHO CHMXAIOT A0 MUHUMASIbHBIX, MPU
KOTOPbIX YKa3aHHbIE Bbllle MoKa3aTesn OCTatoTCs B
npeaenax HopMbl.



= HOBOpOXAEHHbIE C OCTPbIM HAAMNOYEYHMKOBBIM KPU30OM
TPebyIoT HEMEANIEHHOWN OBWIMbHON MMAPAaTaLIMK C
KOppeKL1en ypoBHS 3/1EKTPOAUTOB B KPOBU U
BBEZIEHVEM MAPOKOPTMU30HA HAaTPUM CYKLMHATa Mu
HaTpun cocdata B Ao3e 1,5-2 Mr/Kr BHYTPUBEHHO, @
3aTeM U 4yepes poT. Ang neTem B BO3pacTe A0 2 netr
HayanbHble A03bl cocTasnsaoT 30 Mr kopTtmsona (7,5 mr
NpeaHn30/10Ha), B BO3pacTe 2 1 6 /IeT — COOTBETCTBEHHO
50 n 100 Mmr, ansg B3pocnbix — 100 Mr KOpTU30/1a B CYTKU
(20 Mr npeAHU30/10HA).

=« HekoTopble aBTOpbl pEKOMEHAYIOT HAUYNHATD SleueHne C
HebONbLLUNX 403 KOPTUKOCTEPOWUIOB, MOCTENEHHO
yBennumBas ux, nobusasicb HopManm3aumn BblaeNeHnS
17-KC n nperHaHTpuona.



= 4YeM paHblle HayaTa Tepanug
rMIIOKOKOPTUKOMAAMU, TEM Jiydlle pe3ynbTaThl
nevyeHud. CHmxeHue cekpeuunn AKTI noa
BJINAHWUEM NpMeMa rOKOKOPTUKOMUAO0B
NpUBOAUT K YMEeHbLUEHNIO 06pa30BaHMS
aHAPOreHoB, HOpManu3auun nx CeKpeunmn u
npeKpaLleHnio BUpunm3aumm opraHmsma. lpu
PA3/INYHbIX CTPECCOBLIX CUTYaumsax (MHPeKUKUs,
ornepauus, TpaBMbl 1 Ap.) A03Y
FMTIOKOKOPTMKONA0B He06X0AMMO YBETNYNBaTb.



« ConbTepsiowas popma cuHapoma. bonee rnybokoe HapyleHue, npu
KOTOPOM UMEETCS HMU3Kas CEKpeLnst KopTn3osna U anbaocTepoHa, HeCMOTpPS
Ha n36bITouHOEe obpa3oBaHne AKTT.

= Takmm 06pa3om, ecnm npu BUpUIbHOW DOPME BINSHMUE Ha NOTEPIO HATPUS
OpraHM3MoM M36bITOUHO obpasyrowmxcs npeaecTBeHHNMKOB KOpTN30a
(nporectepoHa v 17- rmapoKCMporecTepoHa) KOMMNEHCMPYETCS CeKpeLnen
anbJ0CTEPOHA, TO NMpu conbTepsitoLLlen opMe BcneacTane 6onee rinybokoro
HapyLLeHnS necbeKTa 21-rmapokcnnasbl CHUXKEHO 0bpa3oBaHue
a/bJOCTEPOHA N PE3Y/IbTAaTOM TaKoro KOMOGMHNMPOBAHHOMO NENCTBUS
SIBNIIETCA Pa3BUTUE KITMHNYECKOW KapTWHbI, MPOTEKAIOLLEN MO TUMY OCTPOU
HeAO0CTaTOYHOCTN HaAMNO4YEeYHMKOB. YpOBEHb PEHMHA B CbIBOPOTKE KPOBMU
NOBbLILLIEH; OTMEYaeTca rmnepTpodus KOKCTarIOMepyAsSpHOro annaparta
MOYKM.

= [loBblWaeTCcs coAep)XaHne N aHrMOTEH3MHA B KPOBW, KOTOPbIN TaKXKe
CNocobCTBYeT NoTepe HaTpusa vepe3 No4vku. Hapaay ¢ atuMm bonee pesko
BbIpaXX€Hbl CUMMNTOMbI BUPUIM3aLIMKN, OCOOEHHO Y NJI0J0B XKEHCKOro Mnosia
(nonHoe 3apalleHne NosI0BOM LLENN U NOSBNIEHUE MOLLOHOYHOMOA06HOro
obpa3oBaHusa — rncesgorepMad@poanTU3M).



KnnHmnyeckaa KapTuHa.

Y HOBOPOXAEHHbBIX NPU POXAEHUU BbIABNAIOTCA YKa3aHHbIE Bbille
N3MEeHEeHNs Hapy>XHbIX MOMOBbLIX OPraHOB, MUrMEHTALUA KOXWU,
CHW)XAEeTCa Macca Tesia BCneacTBue N36bITOYHOM noTepu HaTpua u
AernapaTtaumn opraHnsmMa. YpoBeHb Kajiusi B KPOBU MOBBILLEH,
HaTpus 1 XTIOPUAOB — CHMXKEH. Ha 5-10-1 aeHb nocne poXxaeHus
Pa3BMBAETCA KapTMHA OCTPOM HEAOCTAaTOYHOCTM HaANOYEYHNKOB:
pPBOTa, Anapesi, 6onb B XXMUBOTE, anaTus, N 4acTo 3TO COCTOSIHUE
PaCLEHMBAETCS KakK MUIOPOCTEHO3, AJ1s1 KOTOPOro XapaKTepeH
rMNoKanMeMNYECKON asnikasnos. B oTcyTcTBME NaToOreHETUYECKOM
Tepanuu pasB1BaIOTCA ABMIEHWS CEPAEYHO-COCYANCTOM
HEeJ0CTaTOYHOCTU U CMEPTb HACTYMNAaeT OT BHE3ANMHOM OCTAHOBKMU
cepaua BCneacTeme rmnepkaimeMmu.

[MarHocTnka OCHOBbIBAETCS Ha onpeaeneHnn YpoBHS 3N1IEKTPOSINTOB
B KPOBW, @ TaKXXe MOBbILLEHHOM coaepXXaHuu 17-
rMAPOKCMMPOrecTepPoHa B NJIasMe KPoBW U 3HAUUTESIbHOWN SKCKPeLInu
C Moyon nperHaHTpuona n 17-KC. lNpu Bupnnunsaunmn Heobxoammo
onpeneneHne Kapnmotuna u nNosioBoro XpoMaTuHa.



JleyeHne.

BoNbHbIE HY>KAQIOTCS B MNOBbILIEHHOM KO/IMYECTBE XMAKOCTM U X/lopuaa
HaTpus. [Ins 3TOM LenM pekoMeHAyeTCs BHYTPUBEHHOE BBEAEHME
pacTBopa, coaepxawlero 0,9% xnopuaa HaTpua n 5% rnwKo3bl U3 pacyeTa
40-60 M1 Ha 1 KI Macchl Tena.

B HEKOTOPLIX CyYasx KOJIMYECTBO XMAKOCTY yBenmumBaeTca Ao 100 mn/kr.
Mpwn 0CTPON HEAOCTATOYHOCTM HAAMOYEYHNKOB HapsAy C 3TUM Ha3HAYaloT
KOPTM30/1 B CyTOYHOW Ao3e 50-75 mr. B nepunoa Takomn Tepanuu
HeobxoanMOo onacaTbCa Pa3BUTUSA OTEKA NErKuX, cepae4yHON
He4OCTAaTOYHOCTU U TMNEepPHATPUEMUN. Ll,ononHMTeanoe BBeAEHMe Kanug
He noka3aHo. Kak n npu noboM BMae HaaNOYEUYHNKOBOM HEOCTAaTOYHOCTH,
NPOTMBOMNOKa3aHbl 0be3bonmBatolme BellecTsa (MOphUH 1 ap.) n
6apbuTtypaThl.

Mpn BbIBOAE 60NBHOIO N3 COCTOSAHMSA OCTPOWN HEAOCTATOYHOCTU
HaANOYEYHMKOB MPOAO0/IKAOT 3aMECTUTENBHYIO TePanuio, BKITOYAIOLLYIO
Hapsiay C NpUeEMOM IIIOKOKOPTUKonAoB (kopTusona 20-25 Mr B cyTKu,
npeaHnU30/10Ha 5-7 Mr B CyTKKN) n MnHepanokoptukonabl (JOKA, 3-
MeTunaueTaT Ae30KCMKOPTUKOCTEPOHA, (PTOPrMaAPOKOPTU30H — KOpTUHED
nnun dnopuHed — 0,05-0,1-0,2 Mr B cyTKM) ANEeKBaTHOCTb 3aMeCTUTENbHON
Tepanuu onpep,enﬂeTCH Mo 3KCerL|,l/IVI 17-KC » nperHaHTpuona u
HOopManu3auun cekpeuun AKTI.



Heknaccuyeckaa opma HEeJl0CTaTO4HOCTY 21 -rmapokcunasbl. MIHoraa ato
HapyLleHne npmobpeTeHHon nnm “B3pocsion” hdopMbl HEAOCTAaTOUYHOCTU 21-
rmapokcunassbl. Mpun poXxaeHnn HOBOPOXAEHHbIE XXEHCKOrO Mosia UMET
HOpMasibHble reHTanun. B noapocTkoBoM n nybepTaTHOM Bo3pacTe
Pa3BMBAETCH MMPCYTMU3M, aKHe, HEpPErynsipHble MEHCTPYaUnn 1 aaxe
6ecnnoane. ONncaHo AOCTaTOYHOE KOMMYECTBO XXEHLWH, Y KOTOPbIX MOC/e
3aMY>KECTBaA MNPy HANUYMUK HEPEryNspHbIX MECSYHbIX HacTynana
6epeMeHHOCTb 1 poAbl, @ B MOC/EAYIOLWLEM HACTyNana aMeHopes,
6ecnnoave u npu obcneaoBaHMn 0bHapy>XMBanMCb NOSIMKUCTO3HbIE
SANYHUKMN.

O6cnenoBaHMe TakMX XKEHLUMH A0/HKHO BKOYaTb onpeaeneHme
6a3anbHOro ypoBHS 17-rmapoKcurnporectepoHa B KPOBU M MOBTOPHOE
nccnegosaHune nocne ctumyngauum AKTI. B HopMe coaepkaHue 17-
rMapokcunporectepoHa Yepes 60 MuHyT nocne seeaeHns AKTI He
npeBbiwaeT 300-330 Hr/100 mMn. Y 60nbHbIX C HEeK/1acCuYeckon unm
no3gHen opMon CMHAPOMa ero ypoBeHb noBbiaeTcs Ao 1500 Hr/100mn.
['eHeTnYecKkne nccneaoBaHus BoISBASIOT Npu 3TOM reH HLA B14 wnm B4/ B
coyeTtaHum ¢ CYP21B. JleuyeHne Heknaccmyeckon gopmMbl HEAOCTAaTOYHOCTU
21-rnapokcmnnasbl Takoe Xe, 04HaKO A03bl ITIOKOKOPTUKONAOB 06bI4HO
HUXe, YeM npu KITACCUYECKMX (popMax CMHApOMa.



HepoctaTouHoCTb 11b-ruapokcunasel. HapyleHne 6MOCMHTE3a KOPTUKOCTEPOUAOB, CBA3AHHOE C
HeaoCTaToOYHOCTBLIO 11b-ruapokcunassbl, BcTpedaetcsa 1:100 000 B 06Lien kaBkazonaHOM nonynsumm
(M. Zachmann u coasT., 1983), a B U3panne sTa natonorus eoisienserca y 1:5000 go 1:7000
HOBOpPOXAEeHHbIX (A. Rosler 1992). HepoctarouHocTb 11b-rapokcnnasbl COCTaBAsSET Okono 5% oT
obLuero konnyecTea 60/bHBIX C BPOXXAEHHOWN rvnepniasnen Kopbl Haano4ye4yHmkoB. 11b-
rMApOKCHIasa Heobxoanma Ans HOpManbHOro CMHTE3a MOKOKOPTUKONAO0B U
MWHepanoKopTUKoMAoB. MiMeeTcsa ABe n3ogopMbl 3TOro (hepMeHTa, KOTOpble KOANPYIOTCS ABYMS
Pa3NNYHbLIMX FEHaMK, NIOKANIM30BaHHbLIMK Ha 8q21-g22 (M.J. Wagner 1 coaBT., 1991). OCHOBHbIM
cunTaetcsi reH CYP11B1 (nnn P450XIB1), KOTOpbIMA 3KCNpEeccUpyeTcs B HOpMaJ'IbeIX
HaANOYeYHNKax, N ero TpaHckpunums perynupyetcs AKTIT nocpeacTBoM ero BTOPUYHOMO
MecceHaKepa uAMCD Btopown reH CYP11B2 Takxe 3KCnpeccupyeTcs B HaAno4Ye4yHuKax, Ho ero
TPaHCKPUMUMS OCYLLECTBSETCA HA OYeHb HU3KOM.ypoBHe. NocneaHss nogopma CIJepMeHTa
Ha3biBaeTcs Takxke P450XIB2 (1nm P450aldo) n ocyllecTBnseT ruapokcMnmpoBaHne B 11-m
NonoXxeHnu, nepesoasa 11- aesokcmkopTukoctepoH (DOC) B KOPTUKOCTEPOH M 11-A€0KCMKOPTH30/ B
KOPTU30J1. B pe3ynbTaTe 3Tou peakunn (rmapoKCMnnMpoBaHns B 18-M nonoxeHun) yepes ctaamio 18-
rMAPOKCUKOPTUKOCTEPOHA 0bpasyeTcst anbaocTepoH. benok reHa CYP11B1 (unm P450XIB1)
OCYLLECTBNSAET B OCHOBHOM rMAPOKCUAINPOBaHME B 11-M MOMOXEHUU, XOTH U HE3HAUUTENLHO, HO
rMAPOKCUNMpPYET yrnepoa 1 18-m nonoxxeHun. CYUMTaEeTCH, YTo P450XIB1 JIOKAsIM3yeTCs B NY4YKOBOW
30HE, /i€ KOHTPONIMPYET CUHTE3 KOpTK30/a, a P450XIB2 — B kny60ukoBOW 30HE, rae ocyllecTsrisieT
CUHTE3 anbAocTepoHa. MNokasaHo, YTo MyTaums reHa, yHKLUNOHUPYIOLLEro B My4YKOBOWN 30HE,
NPUBOANUT K HapyLLUEHUIO CMHTE3a KOpTU30/a U HaKOMNEHMIO AE30KCMKOPTUKOCTEPOHA U ero
NpeALEeCTBEHHNKOB, Bbi3bIBAOLLMX M’MNEPTEH3UIO. B cliyyae MyTauuu reHa, hyHKLUMOHUPYIOLLETO B
KIy6OUKOBOW 30HE, MPOUCXOAMT HapyLieHne CUHTEe3a albJoCTEPOHA, YTO conposo>|<,qaeTC9|
KIIMHUYECKOW KapTUHOW CONbTEPSIOLLErO CMHAPOMA. Y 6O/bLINHCTBA BOMbHBIX HeAOCTaTOYHOCTb
11b-ruapokcunasbl NPUBOANUT K MOBbILEHHOMY 06pa30BaHMio 11-1€30KCMKOPTUKOCTEPOHA, KOTOPbIN,
KaK M3BECTHO, OKa3blBAaET MUHEPaNOKOPTUKOUAHOE AENCTBME, CNOCOBCTBYS 3a/iepXKKe HaTpus B
OpraHu3Me 1 pasBUTMIO apTEPUAIbHON MMMEPTEH3NUM. anepTeH3m;| MOXET ObITb HE3HAYUTENBHOM
Wn Aaxe OTCYyTCTBOBAaTL Y neTen paHHero so3pacta. HepgoctatouHoe obpasoBaHne KopTn3osa
NPUBOAMT NO NpUHLUMNY “obpaTHon cBsa3n” K runepcekpeunn AKTT, runepnnasMm Haano4Ye4YHNKOB, U
Hapaay C NoBbllLEHMEM 06Pa30BaHMSA AE30KCUKOPTUKOCTEPOHA Ha6mop,aeTc;| yBe/IM4yeHue cekpeuunm
aHAPOreHOB, CMOCOOCTBYHIOLLMX Pa3BUTUIO Pa3/IMYHON CTEMEHU BUPUM3aLMN. [MNepTeH3ns, kak
NpaBWIO, HE KOPPENNPYET C HaIMUYMEM U CTEMNEHBIO BbIPAXXEHHOCTU TMMOKASIMEMUN UK CO CO
CTeneHb0 BbIPAXXEHHOCTU BUpUAu3aumn. Mpu 3Ton Natonornm OTCyTCTBYET runepnnasus
IOKCTarnoMepynsapHoro annaparta Nnovyku 1 yYpoBeHb peHuHa B.fnJ1a3Me KPOBU He MOBbILLUEH.



[MoMMMO Knaccuyeckon popMbl HEAOCTAaTOYHOCTU 11b-rnapokcunasbl, ONMcaHbl ee
Hekaccndeckme popmel. Tak, M.D. Birnbaum u L.I. Rose (1984) yctaHoBUnun, 4TO
HEA0CTaTOYHOCTb 11b-rnapokcmnasbl B 3pe/ioM BO3pacTe COYETAETCSA C HapyLUEHNAMU
MEHCTPYasibHON (PyHKLMMN.

AnarHocTruka HeaoCTaTouYHOCTM 11b-rnapokcmnasbl OCHOBLIBAETCS Ha KIIMHUYECKOW
KapTuHe (apTepuarnbHas runepTeHsns u Bupununsauus). Ecnm y 60nbHbIX C
HeAOCTaTOYHOCTbIO 21-rMapoKcuiasbl U3-3a HEAOCTAaTOYHOCTM aNbAoCTEPOHA
HapYLLUAeTCs CNOCOOHOCTb K COXPAHEHWUIO HAaTPUS B OpraHu3Me, To Y 60MbHbIX C
HeAOoCTaTOYHOCTbIO 11b-rnapokcmnasbl BcneacTene m3bbiTka 4E30KCMKOPTUKOCTEPOHA
n apyrux aroHnctos [JOKCa nMetoT MecTo 3aAepXXka HaTpusi B OpraHusme,
yBe/inyeHne o6beMa LIMPKYINPYIOLLEN XNAKOCTU, TMNOKaNNeMMs, CHUKEHNE
PEHMHOBOMW aKTMBHOCTW B NNa3Me u runeptensus. MNpu na6opaTopH0M nccneaoBaHus
BbISIBMSAIOTCA YBe/INYeHME YPOBHA 11-04€0KCMKOPTU30/1a U AE30KCUMKOPTUKOCTEPOHA B
CbIBOPOTKE KPOBW U MOBbILLEHNE 3KCKPELNN UX TETParnaponpon3BOaHbIX
(nosblweHne akckpeumn 17-KC, nperHaHTpuona, TeTparngpokopTnsona n ero
Npou3BOAHbIX). OTMEYAETCA PE3KOE CHUXKEHME UK OTCYTCTBME 11-OKMCNEHHbIX C19
n C21 creponaos B KpoBu u Moye. MNpu npobe co ctumynaumen AKTI nmeeT Mecto
XapakTepHoe ysenuyeHne 11-geokcukopTtrsona n JOKa. MNpoba ¢ pekcameTasoHOM
NPUBOAMUT K CHMXEHUIO BblaeneHusa 17-KC n 17-ruapoKCMKopTUKOCTEpOna0B
(nepwBatbl TETPArMApPOKOPTU3OHA).

3aMecTuTesNibHaa Tepanus rMIOKOKOPTUKONMAAMU NPUBOANT K HopManusaumn AKTT,
AE30KCUKOPTUKOCTEPOHA M aHAPOreHOB, YTO KJIMHUYECKM NPOSIBNSIETCS
HOpManM3aLUMen apTepuanbHOro AaB/IEHUS N YMEHbLIEHWMEM UM UCYE3HOBEHMEM
CMMMNTOMOB BUpPUIM3aALUN.



HenoctaTouHocTb 3b-ruapokcucrepovaHon aermaporeHasbl. CpaBHUTENBHO peakas hopMa BPOXAEHHOM
FMMNEPIasnn Kopbl HAAMNOYEYHNKOB, KOTopas bbinia onucaHa B 1962 r. A.M. Bongiovanni kak afipeHoreH1TanbHblif
CMHAPOM, CBSI3aHHbIA C HEAOCTATOYHOCTbIO 3b-rMAPOKCUCTEPONAHOM AernaporeHasbl. TOT epMeHT Heobxoamm
AN CMHTE3a BMoNornyeckn akTMBHbIX d4-HaanoOYeYHNKOBBLIX CTEPOMAOB U MOMOBbIX FOPMOHOB (d4-3-0KCo/KeTo/-
CTepouabl) U3 OTHOCUTENBbHO BMONOrMYeckn HEAKTUBHbLIX NpeaLecTBeHHKoB — d5-cteponaos (3 b- rM.quKCM—dS—
CTeponaoB). HeAoCTaTOUHOCTb TPEX b-rmapoKcMcTeponaHsIX AernaporeHas/d5-d4-usomepas (wam 3b-
MMAPOKCUCTEPONIHOM AErMApPOreHasbl) ABSETCS, TakKMM 06pa3oM, 0aHOM M3 hOpPM BPOXAEHHOMW rvnepniasum
HaANoO4Ye4YHMKOB.

YCTaQHOB/IEHO, UYTO Y YE€/I0BEKA KOHTPO/Nb CUHTE3A (PEPMEHTA OCYLLIECTB/IAETCA ABYMSA F€HaMWU, OTBETCTBEHHbLIMM 33
CUHTE3: reH 3b- MMAPOKCUCTEPONAHOM AernaporeHesbl I TMna, KOTOpbIN CreumMduyeckn aKCNpeccnpyeTcs B
MNaUeHTe M pasnnyHbIX NepUMEPUYECKUX TKAHAX (KOXa, MOMIOYHAs Xenesa, NeYeHb) U reH 3b-
rmapokcucTeponaHas aermaporeHasa Il Tuna, KOTOpbI NPeUMyLIECTBEHHO SKCMNPECCUMPYETCA B HAANOYEUYHMKAX 1
MOJSIOBbIX Xene3ax. HegoctaTouHOCTb 3b-rmapokcnucTeponaHon aermaporeHasbl CBsi3aHa C MyTaumen
COOTBETCTBYIOLLEro reHa. R. Sanchez u coasT. (1989,1991,1994) oxapakTepu3oBanu knoHbl KAHK, koampytowme
3b-ruapokcucteponaHyto aernaporeHasy I v II Tvna. 3aTeM 6bI10 rokasaHo, 4To 0ba reHa cocTosT U3 4 3K30HOB
n 3 MHTPOHOB. JIoKyC 3b-rmapokcMcTeponaHom AernaporeHasbl IOKANM3yeTcs Ha 1-1 xpomocome (1p13)

MoKa3aHo, YTO HeAOCTATOUYHOCTb 3b-TUAPOKCMCTEPOUAHON AErnaporeHasbl 0bycioBfieHa MyTaumen reHa 3b-
rmapokcucTeponaHon aernaporeHassl I tuna (M. Zerah u coast., 1994). 3b-I'mapokcmcTeponaHas
AEernaporeHasa siBnsieTca HeobxoamMmMon anst BUoCMHTE3a BCex KIIACCOB CTeponaoB: NPOrecTuHsb,
MUHEPANOKOPTUKOUAbI, MIOKOKOPTUKOMAbI, aHAPOreHbl U 3CTPOreHbl. [103TOMY HEAOCTATOYHOCTb 3TOro (hepMeHTa
NPOSIBNAETCA HapyLIeHWEM 06pa30BaHWs KOPTU30/a, aNnbAOCTEPOHA, @ TaKXKE CHUXKEHUEM KOHBEPCUU
AErnApO3NMaHAPOCTEPOHA B @aHAPOCTEHANOH U NOCNEAHErO B TECTOCTEPOH. B 3TON CBSI3M B CbIBOPOTKE KPOBU
Takux 60MbHbIX N36bITOYHO onBe,qenﬂeTcg NperHeHosnoH, 17a-ruapoKcunperHeHoN0H 1
LAEernapoanManapocTeHamoH. 3b-MmapokcucteponaHas aermaporeHasa Heobxoanma Takxke ans obpasosaHus
MOJSIOBbIX FOPMOHOB B MOHAaZax, YTo BeAEeT K HeJOCTaTOYHOMY 06pa30BaHMIO aHAPOCTEHANOHA M TECTOCTEPOHA.



Y HOBOPOXAEHHbIX 060MX MOJIOB NpY HEAOCTATOYHOCTU 3b-
rMAPOKCUCTEPOMIHOWN AErNAPOreHasbl BbIABIAETCA KIMHUYECKAs KapTHA
CONbTEPSIOLLIEro CUHAPOMA Pa3/IMYHON CTEMNEHU THXKECTN. Y
HOBOPOXXIEHHbIX MY>XCKOrO MoJia 3T HapyLLIeHNS COYETaKTCS C
ncesgorepMadpoaMTU3IMOM, TOraa Kak y HOBOPOXAEHHbIX XXEHCKOro rnosa
NMeeTCcsl HopManbHas A depeHUMpPoBKa HapY>XXHbIX MOSI0OBbIX OPraHoB U
yMepeHHas BUpUIn3aumna BCIEACTBME TOMO, YTO AErAPO3NNaHAPOCTEPOH
OKa3bIBaeT cnaboe aHApOreHHoe AencTBue. Ecnm npu TSHKENON CTeneHu
COMbTEpPSAOLLEro cMHapoMa 6one3Hb He AMarHOCTUPYETCS B NepBble AHN, TO
NPOrHo3 3abos1ieBaHNs MOXKET OKa3aTbCs CEPbE3HbIM.

MpeanonoXxuTb NpaBUbHbIA ANArHO3 y ManbynMKOB MO3BOMSET
HEONpeAeNeHHOCTb HApY>XHbIX MOIOBbIX OPraHoB 1 runocnaaus. OaHako
NPy HEMOMHON HEAOCTAaTOYHOCTU (PEPMEHTA, AAKE NPU HANNYNH
HapyLWeHUN Pa3BUTUSA HAPY>KHbIX MOOBbLIX OPraHOB Y MasibyMKOB,
NpaBWIbHbIA ANArHO3 B HEKOTOPbLIX C/Ty4asiX YCTaHaB/IMBAETCS TOMbKO B
nybeptaTHOM nepuoge. AnddepeHunpoBka Hapy>XHbIX MONOBbIX OPraHoOB Yy
[IeBOYEK B HOPME U/ MOXKET UMETb MECTO TOJIbKO YMepeHHas
KnuTopomeranus. Mo3ToMy 4yacTo AMarHo3 yCTaHaB/IMBAETCS TOIbKO Mpw
HaCTynsIeHnn agpeHapxe.



[MoMMMO Knaccuyeckon popMbl HEAOCTAaTOYHOCTU 3b-rMapoKcMcTeEpPONaHOM
AEernaporeHassbl, Yalle BCTPEYAETCSA HeKlaccuyeckas opMa 3aboneBaHus,
Npy KOTOPOW BUPWUIM3ALMS Pa3BMBAETCS NOC/E aApeHapxe nnm
HacTynneHus nybeprata. 3TO ayTOCOMHO-PELIECCMBHOE HapyLUeHne
6MOCMHTE3a KOPTUKOCTEPOMAOB, KOTOPOE MO AaHHbIM HEKOTOPbIX aBTOPOB
BCTPEYaeTCs Aaxe Yalle, YeM Heklaccuyeckasi opMa HegoCTaTOYHOCTH
21-rmapokcunassl. P. Schram u coas. (1992) yka3bIBaloT, YTO 3Ta popma
3a601eBaHNS YaCTO pacLEHNBAETCS KaK CeACTBME U3ObITOYHON CEKpELnK
aHAPOreHoB (rMnepaHaporeHns) ¢ Noc/IeayoLiMM rmpcyTMsMoM, akHe U
6ecnnoanem. XapakTepHbIM Ans1 AaHHOW NaToNorMm SBNsieTcs
HN3KOPOC/IOCTb, MPUYEM YacTo Y AEBOYEK POCT Ha 5-10 CM HMXe, YeM
MOXXHO MpeanosnaraTb UCX0As U3 pocTa ux poantenen. B 50% cnyqaeB
BbISIBNIAOTCSA NPY 3TOM NOMIMKUCTO3HbIE ANYHUKW. TN UCCNEAOBATENN
YKa3bIBaloT, YTO 13 700 XEHLIMH NPpU HAaNNYNUN B KIMHNYECKOW KapTUHE
Npv3HaKoB 136biTka aHAporeHoB y 16% npu obcnenoaHum bbina
BbISIB/IEHA Hekaccnyeckas dopma 3b-rmapokcmcTeponaHomn
HeAOCTaTOYHOCTU. Y Manb4YMKOB BUPUNN3aLMS MPOSIBISIETCS B BUAE
YCKOPEHHOr0 pocTa 1 YBEIMUYEHUSI HApPY>KHbIX MOSI0BbIX OPraHoB, TorAa Kak
Y AEBOYEK OTMEYAETCH YMEPEHHAsH BUPWM3aLMs BCIEACTBUE TOrO,-4TO
NErMAPO3NNUAHAPOCTEPOH OKa3blBaeT Claboe aHAPOreHHOe AeNCTBUE.



[pn ropMoHanbHOM 06CnefoBaHNN BbISIBASIETCS YBEIMYEHME COAEPIKAHUS
aHApPOreHoB B CbIBOpOTKE KpoBU. poba ¢ AKTI nokasbiBaeT, 4To Yyepe3 60 MuH
nocne BBeAeHns YpoBeHb NpPerHeHosI0Ha B CbIBOPOTKE KPOBKM nosbiwaeTca Ao 1600
Hr/100Mn unu BbllWe; cogep)xaHne aernapoanuangpocrepoHa — Ao 1800 Hr/Mn m
BbllLie; OTHOLLEHME NPErHeHoNoHa K 17-rmapokcmnporectepoHy 60 mnu Bollwe, a
OTHOLUEHME KOHLEeHTPauun nperHeHosioHa K koptuiona 50 unu Beiwe (T. Eldar-Geva
n coasT., 1990).

JledeHne NpoBOANTCA KOPTM30/I0OM MU NPEeaHU30/I0HOM, MPUEM KOTOPbIX NPUBOAUT K
CHWXeHuto cekpeunn AKTI n HopManusaumn cekpeunm KopTMKocteponaos. Haule
BCEro NpoBoAnTCs Tepanus gekcameTta3oHoM o 0,25 mnu 0,5 Mr Ha Houb.
KnuHnuecknn apdekT oueHnBaeTca yepes 3-4 Mecsua neyeHms. B HeEKOTopbIX
cnyyasix TpebyeTcs Ha3HavyeHMe MUHEpPaNoKopTukomaos (prToprnapokopTu3oHa). Mpu
3HAYUTENBHOM MMPCYTU3ME AOMNOSTHUTENBHO PEKOMEHAYETCH CMMPOHOMAKTOH UK
KOMOMHAUNS 3CTPOreHOB C MPOreCTePOHOM B HU3KMX A03aX. Y HEKOTOPbIX KEHLUNH C
BUPWIN3MOM M MYCKY/TMHU3ALMEN NONOXUTENbHbIM 3MMEKT NOMyYeEH OT
MCMNO/Ib30BaHMA HECTEPONAHOIO aHTMaHAPOoreHa — paTaMmaa. Y KEHLNH npu
Hekaccmyeckon hopMe CMHAPOMA C HAIMYMEM MOSIMKMCTO3HBIX ASMYHMKOB
HOpManu3aumsa akTMBHOCTU 3b-rmapoKCcucTeponaHon AermaporeHassl Habntoganack
yepe3 3 Mecsua NevyeHns aroHUCTaMu roHagonnbepuHa.



HepoctaTouHoCTb 17a-ruapokcunasel (P450ca). LinToxpom P450cl7 aBnseTcs
bepMeHTOM, KOTOPbIN 06NnaAaeT akTUBHOCTbIO Kak 17a-rmapokcunasbl, Tak n 17,20-
Nnasbl. YCTAHOB/EHO, YTO 3TO COEAMHEHNE KOAMPYETCS FEHOM, KOTOpPbIN
3KCMPECCUPYETCA Kak B HaZNoYeyHUKax, Tak U B MOMOBbIX Xenesax. ['eH,
Ha3biBaeMbI Takke CYP17, nokanu3yetcs Ha 10-1 xpomocome (q 24- 25) M COCTOMUT
M3 8 3K30HOB. He,CI.OCTaTOl-IHOCTb 17a-rmapokcnnasbl NPUBOAUT K YaCTUYHOWN U
nonHon 6nokaae 0bpa3oBaHUsl KOPTM30/1a, TOrAa Kak CEKpeLMst KOPTUKOCTEPOHA U
[AE€30KCMKOPTMKOCTEPOHA HE HapyLLaeTcs.

HemocTaTok cekpeumn KOpTU30na ABISETCA NMPUYNHON NoBbIlleHns cekpeumn AKTT ¢
nocneayowen rmnepnnasmen Kopbl HAANOYEYHUKOB, FAE CTEPONAOreHE3 CABUraeTCs
B CTOPOHY M36bITOYHOro 06pa3oBaHMsA AE30KCUKOPTUKOCTEPOHA, YPOBEHb KOTOPOIro B
nna3Me KpoBM 3HAaYMTENBbHO MNOBbILWEH. o BAnsHneM n3bbiTka
AE30KCMKOPTUKOCTEPOHA OTMEYAIOTCA 3a4epXXKa HaTpus B OpraHu3Me u
apTepuvarnbHas runepTeHsus. Habnoaatolascs npy 3ToM rMNepBOSIEMUS Bbi3bIBAET
CHM)KEHNE aKTUBHOCTU PEHUH-AHMMOTEH3NHHOW CUCTEMBI.

CekpeLms anbAoCTEPOHA TakXXe 3HaYNTENbHO NOHWXEHa. 17-ImapokcunmpoBaHme
ABNSeTCa HeobXoaAMMbIM 3TarnoM B 06pa3oBaHMM aHAPOreHOB, NO3TOMY OHO TaKXe
YMEHbLUAeTCa N, eCTECCTBEHHO, NPUBOAUT K CHUXKEHUIO O6pa3OBaHVIFI 3CTPOreHos. B
nyb6epTaTHOM nepwop,e BTOPUYHbIE MOJI0BbIE MPU3HAKU Y AEBOYEK BblpaXkeHbl
HeJOCTAaTOYHO U/IN OTCYTCTBYIOT U MMEET MeCTO NnepBuyHas ameHopes.



B cBA3K C TEM, UTO KOPTUKOCTEPOH 06/1aAaET MMIOKOKOKOPTUKOMAHOWM
aKTUBHOCTbIO, HEAOCTAaTOYHOCTb IIOKOKOKOPTUKOWUIOB HE NPOABASAETCH TaK
pe3Ko, kaK Npu gedekTe apyrmx epMeHTOB CTeponaoreHesa.

OAHaKo MOBbILLEHNE KOPTUKOCTEPOHA ¥ IE30KCUKOPTUKOCTEPOHA
CMOCOBCTBYET Pa3BUTUIO MMNEPTOHUN N TUMOKANIMEMUMN.

HenocTaTok aHAPOreHoB NPUBOAUT K HapyLUEHUIO (hOpMUPOBAHNS
HaPY>XHbIX NMOJIOBbLIX OPraHOB Y Masilb4MKOB C SIBNIEHUSMU
nceBaorepMacpoanTM3Ma, a B NybepTaTHOM BO3pacTe — K pa3BUTUIO
reHeKOMacTuUM.

OTcyTCcTBME (PYHKLMOHANbHOMO OTBETA AAMUEK HA AENCTBME FOHAAOTPOMHbIX
rOPMOHOB CBUAETENLCTBYET 06 MH(PAHTUNN3ME Y TAKMUX MANTbUYUNKOB U
[NEBOYEK B NybepTaTHOM Nepuoae.

[lpMeHeHne TeCTOCTEepPOHa B 3TOT Nepuoa NpUBOAUT K MAacKy/TMHU3aUNM.
[Ans AMarHoCTMKN HeQOCTaTOYHOCTU 17a-rMapoKcunasbl Hapaay C HasMdneM
Y Manb4MUKOB ncesaorepMacpoanT3Ma HeobXoanMo onpeaeneHme
NMOJIOBOr0 XpOMaTMHa M KapuoTuna, KOTOPbI CMOCOOCTBYET MY>XCKOMY MOy
— XY. B KpoBu onpeaenseTca nosbileHne coaepxaHunsa AKTT,
KOPTUKOCTEPOHA U AE30KCUKOPTUKOCTEPOHA MPU CHUXXEHUN ypOBHFI
KOpTU30/1a N anbAOCTEPOHa.



Y neBoYEK ANArHOCTMKA 3TOr0 HAPYLUEHWUS 3aTPyAHEHA, TaK KakK HapyXXHble
MoJiIoBble OpraHbl Pa3BUTbl HOPManbHO W NWLLIb B MEPUOZ NOSIOBOMO
CO3PEBAHNS BbISIBNAETCA HEAOCTAaTOYHOCTb DYHKUMU ANYHUKOB. Hannuune
rMNEPTOHUN U TUMOKANIMEMUM MO3BONAET 3aMo03pUTb 3TO 3abonieBaHne U
MPOBECTU COOTBETCTBYIOLLEE ONpeae/ieHNe YPOBHS FOPMOHOB B KpoBW. s
HEeAOCTaTOYHOCTM 17-a-rMApOKCMNasbl YCTaHOB/IEH ayTOCOMHO-
PELIECCUBHbI TUM HAC/EN0BAHWS.

3aMecTuTenbHasa Tepanua rMIOKOKOPTUKONAAMU NMPUBOAUT K CHUXKEHUIO
cekpeunn AKTT, yMeHbLLeHNIO 06pa3oBaHNs KOPTUKOCTEPOHA U
LlGBOKCVIKOpTVIKOCTepOHa N HOpManu3auun apTepuanbHOro gaefieHud. B
npenybepTaTHbIN NEPUOA, NMOKa3aHO Ha3HAYeHME NOSIOBbIX FOPMOHOB.

B cnyyae 3aaepxku andek B 6proLLIHOM NONOCTU U Pa3BUTUSI HaPYXKHbIX
MOMOBbIX OPraHOB Y Mafb4MKOB MO XXEHCKOMY TUIMY HEKOTOPbIE YYEHbIE
PDEKOMEHAYIOT yAaneHne Takmx SMyeK 1M3-3a BO3MOXXHOCTU UX
3/10Ka4YeCTBEHHOIr0 NepepoXXAeHUs; NOC/E 3TOr0 NPOBOAUTCS
3aMeCcTUTENbHAs Tepanus XXEHCKMMU MOSTOBLIMW FTOPMOHAMM.



HeaocTaTouyHOCTb KOPTUKOCTEPOH MeTunokcmaasel II Tuna. lNpossnsaercd
CHMXeHMeM 06pa30BaHUA afbAOCTEPOHA, TOrAa Kak bMocnHTes
npeaLwecTBeEHHUKOB aslbA0CTEPOHA U AE30KCMKOPTUKOCTEPOHA OCTAETCH
HeHapyLLUeHHbIM. KITMHNYeCKN HegoCTaTOYHOCTb KOPTUKOCTEPOH
MeTunokcnaasbl II TMNa npoTekaeT B BUAE COMbTEPAIOLLEro CMHAPOMA.

BuocrHTe3 ApyrMx KOPTUKOCTEPOMAOB (KOPTM30/1a U Ap.) HE HapyLUEeH U
cekpeuns AKTI y Takux 60/bHbIX B HOPME, MO3TOMY OTCYTCTBYIOT NMPU3HAKW
BUPUAN3aLMN U MUTMEHTALMK, XapaKTEPHbIE ANs 3TUX (POPM BPOXKAEHHOM
rmnepnaasum Hagno4yeyHKOoB.

B 60/bLIMHCTBE C/ly4aeB HEIOCTaTOYHOCTb KOPTUKOCTEPOH METUOKCMAA3bI
II TMNa NpoTekaeT B KOMMNEHCMPOBAHHOU hOpMe; KOPTUKOCTEPOH U
[E30KCMKOPTUKOCTEPOH OKa3biBalOT HE3HAUYUTENIbHOE
MWUHEPANOKOPTUKONAHOE AENCTBUE M, KaK NPaBuUo, [OMOMHUTENbHOIO
npuema xnopuaa HaTpus C NULLEN LI,OCTaTO‘-IHO ONS noaaep)XaHnsi obMeHa
3/1IEKTPOJZIUTOB Ha HOPMasIbHOM YpPOBHE. JInlb B HEKOTOPLIX CiiyYasax ongd
3TOro TpebyeTrcs Ha3HayeHne PTOPKOPTMU30HA NN APYrUX
MnHepanokoptukonaos (JOKCA n ap.).



JinnongHasa runepnnasusa HaanovyeyHMkKoB. Hanbonee Tskenoe HapylleHme
OMOoCMHTE3a KOPTUKOCTEPOMIOB, NPY KOTOPOM UMEETCS HEAOCTAaTOYHOCTb 1ECMONA3bl
gZO ,22-AecMonasbl Um P4505cc), OCYLLECTBNSIOLIEN Hanbonee paHHWUA 3Tan

MOCKHTE3a, @ UMEHHO 06pa3oBaHNe NperHeHOsIoHa U3 XonecTepuHa. l'eH,
koaupytowmn aecmonasy (CYP11A), nokanusyetcs Ha 15- xpoMocoMe. I'Ipm
HeAOCTaTOYHOCTM 3TOro hepMeHTa 6710KMPYETCH CMHTE3 a/lbA0CTEPOHA, KOPTU30/a,
aHAPOreHoB, W Takas NaToslorMsi HECOBMeCTMMaA C XWU3Hbto. HOBOPOXAEHHbIE
YMUPAIOT B NepBblE AHWN XXU3HW.

Ha BCKpbITUM 0B6HaPY>XMBAIOTCS YBENMUYEHHbIE B pa3Mepax HaAnoYe4YHUKM C BbICOKUM
coZiep)XaHWEM NMNNAOB, B OCHOBHOM XONECTEPUHA, YTO U MOCITYXXN/I0 OCHOBaHUEM
ANS HA3BaHUS 3TOr0 HapYLUEHUS-NUMOWAHAsA rMnepniasns Haano4YeyHUKOB.
HapyLueHne 6uocnHTe3a cTeponoB HaboJaeTcs HE TONbKO B HAAMOYEYHMKAX, HO U
B MOJIOBbIX Xene3ax, 1 Y NI0A0B MY>XCKOro nosia B OTCYTCTBME aHAPOreHOB pa3BuUTHE
HaPY>XHbIX MOMOBbIX OPraHOB MPOUCXOAMUT MO XXEHCKOMY TUMNY.

MpaBubHOE YCTAHOB/IEHME NMOMA B 3TUX CITy4asX BO3MOXHO /1Lb NPU ONpeaeneHnu
NoMoBoro kapnotuna. MNpu paHHeN AnarHOCTUKe HeobxoamMMa HeMeaIeHHas!
3aMeCTUTENbHAA Tepanus, BKIOYaIoLWas KOPTU30/1, MUHEPANOKOPTUKOUALI, @ TaKKe
AOMONHUTENBHBIN NPUEM xnopuaa HaTpust. [1porHo3 HebNaronpUSATHBIN.



BnunsiHne katexonaMMHOB Ha K/IETOYHOM YPOBHE OMNOCpeayeTcs Yepes agpeHeprnyeckmne
PELIENTOPbI, KOTOPbIE MOXXHO NPEACTaBUTb KaK TpaHCMEMOpaHHbIe Benku, nmetomne 7
TpaHCMeMGpaHHbIX (PparMeHTOB, a TaKXXe BHEK/IETOYHbIN (aMVIHOTepMMHaJ'IbeIM) 7
BHYTPUKIETOYHbIN (Kap60KCMTepMMHaJ'IbeIM) KOHUbI. TN 061acTu agpeHopeuenTopa
OTBETCTBEHHbI 3@ KOMIM/IEKCMPOBAHME C KaTeXoNlaMiuHaMM 1 XOTS UMEIOT QUeHb 6M3Kyto
NoCneaoBaTeNbHOCTb @MUHOKMUC/IOT, HO OHM 06NaaaloT onpeaeneHHOW CENEKTUBHON
YYBCTBUTESIbHOCTLIO K Pa3/INYHbIM [l,OCbaMVIHOBbIM aroHMCTaMm, YTo ornpeaensieTcss HeKoTopbIMK
Pa3iMyMaMn B NMATOM U CEbMOM CErMeHTe, KOTOpble OTBETCTBEHHbI 3a CBSA3blBaHME rOpMOHa C G-
6enkamu. Bbllwe oTMe4vanoch, 4To G- B6E/KN COCTOSIT M3 a-, b- n g-cybvegnHuul.
KomnnekcnpoBaHue ropMoHa € COOTBETCTBYHOLWMUM peuenTopOM COMpPOBOXAAETCS ANCCOLMaLmen
a-cybbeanHuubl oT b- n g-cybbeauHuubl. Mocne atoro NM® 3amewwaet AP Ha a-cybbeanHuue u
BbI3blBaET Anccoumaumio b- n g-cybveanHuy. Komnnekc a-cybveannnuy-I' O aktusmnpyet
MOCTPELIENTOPHbIE MEXaHW3MbI, NPUBOASALLME K BronornyeckoMy adcekTy ropmoHa. B pesynbrtaTe
TAKOro B3aMMOAENCTBUS MHULIMMPYIOTCS BHYTPUKIETOYHbIE NPOLIECCHI, NPUBOASLLME K
dusnonornyeckomy addekTy. Paznnyatot a- u b-agpeHepruyeckme peuenTopsbl, Kaxabini n3
KOTOPbIX B CBOK o4vepeb noapa3gensercs Ha 2 noATvna. al-agpeHeprnyeckme peuenTopsl
ONoCpeaytoT cocyancTble 3pdeKkTbl U COKPALLEHNS MaAaKMX MbIWL, YTO NPOSIBASETCS CY)KEHNEM
nepudepruyecKmx CocyaoB, pacluMpeHneM 3payka 1 yBennyeHMeM rnoTooTaeneHus, Torga Kak a2-
ajpeHeprnyeckme peLenTopbl B C/lydae UX akTMBUPOBAHUS MHIMOUPYIOT BbiICBObOXAEHME
HOpaZpeHannHa.



ccnegoBaHusiMmM NocneAHuX NeT nokasaHo, YTo al B CBOKO oyepeab
noapasgenstotca Ha alA, alB, alC u alD, Toraa Kak a2-peuentopbl — Ha a2A, a2B,
a2C.

®eHnnapuH, METOKCAMUH, LMPa30SInH ABASKOTCS aroHNMCTOM bl-peuenTtopa, Toraa
KaK NPa303uH — CEeIEKTUBHbLIM aHTAroHUCTOM al-peuenTtopa. KNnoHMAWH Xe
OTHOCUTCS K aroHncTam b2-peuenTtopa, a MOrMMOMH 1 payBoOSIbCUNH — K CENIEKTUBHBIM
aHTaroHMCTaM a2-peuenTopa.

dDeHTOoMaMMH N PeHOKCMBEH3aMMNH AENCTBYIOT NOA06HbIM 06pa3oM Ha 0ba Tuna
peuenTopoB. b-AapeHepruyeckme peuenTopbl Noapa3aenstoTcs Ha bl,
onocpeayoLme npsiMoe CTUMYNUPYHOLLEE BIUSHUE Ha cepale, n b2, KoTopsblie
OCYLLECTBMAIOT penakcaumio rmaakmx Mblll, MaTkn, 6pOHXOB 1 COCya0B, ONMOCpeayroT
FNIMKOreHONN3 B NEYEHM.

AroHuncTom ans b-peuenTopoB SBNSIETCA n3onpotepeHon, ans bl-peuentopoB —
pobytamunH, ans b2-peuentopos — npokaTepon u TepbytanuH n ansa b3-peuentopos
BRL37344. AapeHannH n HopagpeHanuH SBNATCA PaBHO3HAYHbIMM aroHUCTaMKU Ans
bl-peuenTopoB, Toraa Kak HopaapeHanuH SBnseTcs clabbiM aroHUCToM ans b2-
peLenTopoB.

AHTaroHMcToM Ans b-peuenTopoB SIBASIETCA nponpaHonon, ansa bl-peuetopos —
6eTakconon, ansa b2-peuentoposB — byTOKCaMnH. b3-AapeHeprnyeckme peuenTopsl
NOKANN3YIOTCS B XXMPOBOW TKAHW M OMOCPEAYIOT NMNON3 XNpa.



a-AfpeHeprnyeckme peuenTopbl, Kak yKa3biBasloCh Bbillie, TaKXe
noAapasaenstoTca Ha 2 Buaa: al- n a2-peuentopsbl. B
NOCTCMHANTUYECKNX OKOHYAHUAX JTIOKANIU3YIOTCA NMPenMyLLEeCTBEHHO
al-peuenTopsbl, TOrda Kak a2-peLenTopbl PacrnosioXXeHbl B
NPECMHANTUYECKNX OKOHYAHUSX, FAE OHWU KOHTPOSIMPYIOT
BbICBOOOXXAEHME KaTeEX0/TaMNUHOB M3 OKOHYAHUM CUMMNATUYECKNX
HEepBOB.

Heobxoanmo nogyepKHyTb, YTO, HECMOTPS Ha pa3/IM4Hoe
buonormyeckoe BAUsiHNE CTUMYNSUMK a-, 1 b-peuenTopos Ha
OpraHbl U TKaHW, CTUMYNALMA DYHKLUNIN XKENYAOHHO-KULLIEYHOIO
TpaKTa 1 cepaua 6e3ycnoBHO ABNSETCA pe3ybTaTOM aKTUBaLMKN Kak
a-, Tak 1 b-peuenTopos.

KaTexonaMuHbl MpUHUMALOT ydacTue B perynsumm cekpeumm
FOPMOHOB: Yepe3 b-peLenTopHbIN MEXAHU3M CTUMYJIUPYIOT
BbICBOOOXKAEHME rNioKaroHa, peHMHa, racTpyvHa, NapaTropMoHa,
KanbLUWUTOHWHA, NHCYNIUHA U TUPOUAHbIX FOPMOHOB, OAHAKO Yepes a-
PELIENTOPHbIA MEXAHU3M YIrHETAOT CEKPELINIO MHCYSINHA.



B nocneaHue roabl 06Hapy>XeHo Hanuyme TPeTbero Tuna agpeHeprnyecknx
peuenTopoB — AodaMMHEPrUYecKmX, T.€. PeLenTopoB, OTBeYaLWmx Ha AodhaMnH
(D1, D2, D4, D5 noaTtvnbl 3TUX peLenTopoB), HO HE Ha ApYyrue KatexonammnHbl. OHK
BbISIBNEHb! B LIHC (runoTanamyc u apyrvue obnactu), B cocyaax noyek. [mnoranamyc
MoAyNMpPYeT YHKLUWIO NeEpeaHen 40NN runodusa NocpeacTBOM HE TONTbKO
rMnoTasiaMMUYeCcKnx rOPMOHOB, HO U KaTexonaMUHOB. bbllo 0bHapy»keHo, YTo Ans
cTumynsiunm BeliceoboxaeHnss ®CIF n JII n yrHeTeHnst BblICBOOOXAEHUS MPOsiakTUHA U
CTT TpebytoTcs OTHOCUTENBHO BbICOKME A03bl HOpaapeHanuHa u aapeHanuHa (5-100
MKI) MO CpaBHeHuo ¢ godaMuHOM (1MKr).

[Mpon3BOAHbIE NN3EPrMHOBON KUC/IOTbI BPOMOKPUNTUH U NEProTPUN YrHETAOT
CEeKpeLUIo NMponakTuHa B pe3ynbraTe TOro, YTo ABMAI0TCA arOHUCTaMu
n0daMUHOBBIX, a npaBubHee D2-pelenTopos,Toraa Kak eHongona — arOHUCToOM
D1-peuentopoB. AHTaroHucTtom D5 gBngetca kno3anuH. D2- aroHUCThI
(6pOMOKPUNTUH M Ap.) YCrEewHO NPUMEHSIOTCS B Tepanuu akpoMeranuu,
runepnponakTuHemuu, 6onesHun NueHko- KYLIJVIHFa

Ha ocHOBaHMM NpOBEAEHHbIX UCCNIEN0BAHUM YCTAHOB/IEHO, YTO a- M b-peLenTopbl —
MMMYHOOrMYeCKN 6nm3kme CTpykTypbl. MNog BANSHUEM pa3nnyHbIX YCI0BUM
BO3MO)XHa TpaHhopMaLus a- B b-peuenTopbl. 3TO NO3BOSIUO BbICKa3aTb
NpeanosioxXeHne, YTo a- 1 b-pelienTopbl NPeACTaBNAoT cO60M annocrepuyeckme
KOHCbOpMaLl,VIVI OZIHOWM N TOW e CTPYKTYpblI.

AQpeHepruyeckoe BANSIHUE ONocpeayeTcsl Yepes CTUMYSLUMIO
MeM PaHOCBA3aHHOIo bepMeHTa ageHunaTumknasel, yeenmyeHme uAM®-3aBNCUMBIX
NPOTENHKMHA3, ochopunmpoBanmne cneumcbmqecmx 6enkos.



Ctnmynauma a2-aapeHeprmyeckoro peLenTtopa ConpoBOXAaeTcs
NHMIMOUPOBAHNEM NYaHWUH-HYK/IEOTUAHOIO perynsaTopHoro benka,
YTO B CBOIO OYEPEAb NPUBOANUT K CHMXKEHWUIO aKTUBHOCTM
KaTaMTUYeckon cybbeanHuLbl aaeHNNaTUnKIasbl N YMEHbLLEHWUIO
obpazoBaHus LAMO.

al-AapeHepruyeckoe BIMSIHWE OMOCPEAYETCS KasbLnn-
I'IOJ'IVIC|DOC(2)OVIHO3VILI,HOVI cuctemou (CM. Bbllle). KomnnekcmpoBaHme
FOPMOHa (KaTeXosIaMMHOB) C 3TUM PeLienTOpPOM NPUBOAUT K
aKTMBM3aLUMN JAHHOWN CUCTEMbI: 06pa30BaHNIO ABYX MECCEHIKEPOB
— anauunrnuuepuHa n nHosmton-tpugocdarta (NO3).

[MocneaHur cnocobCTBYET MOBLILLEHUIO BHYTPUKIETOYHOIO KanbLmS,
a AMauMIrIMUepuH akTUBUpYeT cneuudunyeckme NpoTeNHKMHA3HI,
pochopunmpytolime onpeaeneHHble gepMeHTbl, YTO U NPOosIBNSIETCS
pPasnNyHbIM Bnonornyecknm 3p@eKTom.



« KaTexonamuHbl BAUSIOT Ha 0OMeH BeLwlecTB NoCcpeCTBOM
YBEIMYEHNS CKOPOCTU YTUNN3aLNK SHEPTUU U
NOBbILLEHNS MODBUNU3ALINM SHEPreETUYECKMX 3arnacoB A4
NCMOb30BaHUSA MX B TKaHAX. CTUMyNaumMst 0OOMeHHbIX
NPOLIECCOB CONPOBOXAAETCA NOBbILLEHNEM 06pa30BaHUS
Tenna (TepMoreHes) n Npu 3TOM YBEMYNBAETCS
noTpebneHne Kncnopoaa.

= Hanuume [OCTaTOYHOroO KOMMYECTBA UCTOYHMKOB
SHEpPrum obecnevymBaeTcs CTUMYNSALNEN TNMNKOreHosIn3a
1 NUNonun3a.

= [1ONONHUTENBHO K NPSAMOMY AEUCTBUIO KAaTEXONIAMUHDbI
OKa3bIBalOT 60bLLOE BIUSAHUE HA 0OMeH BeLlecTB U
yepes MoMKENyA0UHYIO Xene3y: Yyepes a- peLenTopHbIN
MEXAHWN3M CHUXXAETCA CEKPELIMS MHCYNIMHA U Yepes-b-
DELIENTOPHbIM MEXAHMU3M CTUMYTUPYETCH
BbICBOOOXAEHMEe ITHoKaroHa.



[1py NOMHOLIEHHOM NULLEBOM paLMOHE B NMeYeHn YyesioBeka
copepxuntcs 100 r (1720 kA, nnu 400 KKan) u B CKENETHbIX
Mbilbax okosio 300 r (5160 kx, nnn 1200 Kkan) rnvkoreHa.
BrinsiHMe KatexonaMmMHOB Ha CTUMYASILMIO MIMKOreHoAn3a
OCYLLIeCTBNAETCA KaK yepe3 akTMBauuo ageHunaTtumknassl 1 ULAMO
(b-peuenTopsbl), Tak U MEXAHU3MOM, CBSI3aHHbIM C U3MEHEHWEM
BxoxkaeHuns Ca++ B knetky (a-peuentopsbl). CTUMynsums Kak a, Tak
N b-aapeHepruyeckux peuenTopoB NMPUBOAUT K YBETUYEHUIO
BbIXOAa /1I0KO3bl U3 rneYyeHn. MexaHuU3M rMUKOreHonmsa,
NHAYLUMPOBAHHOIO KaTexoslaMMHaMUM B APYruX TKaHSX, MEHee SCEH,
HO OT/INYAETCH OT TOro, YTO, ONMUCAHO AJ1S NEYEHMN.

XunpoBsble aeno y yenoBeka B cpeaHeM coctasngoT 15 kr, unun 570
500 k/[x (135 000 kkan). KatexonamMuHbl YCUINBAKOT NMOSIN3
yepes aKTUBALUIO 1MNasbl TPUMMLEPUAOB, YTO ONOCpeayeTcs
yepes b3-agpeHepruyeckme peuenTopsl C nocneayrowmm
aKTUBMPOBAHMEM afeHunaTumknassl n UAMO. UmetoTcsa coobuieHns,
UYTO CTUMYNALUUA a-aApeHEprnyeckux peLenTopoB YMEHbLLIAET
CKOPOCTb Sinnonun3sa.



= benok B opraHmM3mMe npeactaB/ieH B OCHOBHOM B MbILLEYHOW TKaHW,
re ero KkonnyectBo coctasnseT 6 Kr (103 200 k/x, nnun 24 000
Kkan). lNoa BAnsSHMEM KaTexo/naMMHOB HabMoaaeTcsl NpoTeonuns,
XOTS YBENUUYNBAETCH CUHTE3 MHOIMMX cneunduyecknx benkos. B
OCHOBHOM AJ191 pacxofa SHeprum MobunmnsyoTcsl 3anachl XXUpoB U
YrneBoAoB, a 6esiku Ncnonb3yTcsl B TOM C/lyyae, ecriv 3Tu
NCTOYHUKN SHEPTrNUU U3PacxoA0BaHbl.

= [loa BNMSAHMEM KaTeX0MaMUHOB CTUMYNPYHOTCS NPOLIECCH
rNIOKOHEOreHe3a B NeyeHu, rae ans 06pa3oBaHUS MHOKO3b
MCMONb3YIOTCA NTAKTaT, MMULEPUH U anaHuH. TU NPOLIECCHI
OMOCPEeAyTCS Yepe3 aKTUBALIMIO a-afpeEHEPrMYecKnX peLienTopoB.

= TakmM obpa3oM, bruonornyeckoe 3Ha4yeHne KaTexonaMmMHOB B
OpraHu3Me Bennko. Hapsay ¢ HenocpeacTBEHHbIM BANSHUEM Ha
0bMeH BeLlecTB KaTexonaMmHbl OKa3biBalOT OMOCPeAOBaHHOE
OEenCTBMe Yepe3 cekpeunio apyrnx ropmoHoB (CTT, MHCYNWH,
[NIFOKaroH, peHMH-aHrIMOTEH3NHHAs CUcTeMa u ap.)



Bupunusunpyrowme onyxonu Kopbl
Hagno4ye4yHUKOB

BupunuaupytoLmne onyxonn Kopbl HaanoyYe4yHMKOB, UK
aHpOCTEPOMbI, BCTPEYAOTCA CPaBHUTEIbHO PeAKOo. DTN ONyXosu
CEKPETUPYIOT aHAPOreHbl, N3ObITKOM KOTOPbIX 00YCNOB/IMBAETCS
KIIMHWYecKast KapTuHa 3aboneBaHust. AHApPOCTEPOMbI B 2 pa3a 4allle
Hab1I0AAI0TCA Y XKEHLLUMH, YEM Y MY>KUMH, N NPOSBNSIOTCS
KIIMHUYECKON KapTUHOW CMHAPOMA BPOXAEHHOW rMnepniasnm
HaZNOYeYHMKOB. AHAPOCTEPOMbI HEPEAKO BCTPEUAIOTCS Ha NEPBOM
roay »usHu. Ecnu npu BpoXaeHHOW rMnepnnasnm Kopbl
HAANOYEYHNKOB SIBNIEHUS BUPUIN3ALMN BCNEACTBUE BPOXAEHHOMO
HapyLLUEeHUS BUOCMHTE3A KOPTUKOCTEPOUOB PA3BMBAIOTCS YXKE B
Nepnoa BHYTPUYTPOOHOro pa3BUTUSA U BbISBSIIOTCS MPU POXAEHWM,
TO NMPY BUPUIN3UPYIOLLMX OMYXONSIX KOPbl HAAMOYeYHNKOB — TOJIbKO
B MOCTHATa/IbHOM NMepUOAE B 3aBUCUMOCTU OT BPEMEHMU
BO3HMKHOBEHMS OrMyX0/n. 3TO pas/imune HeobxoanMMo UMETb B BUAY
npu amddepeHLnanbHOM ANarHoCTUKE BPOXAEHHOW rMnepniasnm
HaANOYE€YHNKOB.



=« MaKpocKonMyeckn aHApOCTEPOMbI — TBEpPAbIE,
3aK/1Il0YEHHbIE B COEAUMHUTENBHYIO Kancyy onyxonu, u
6e3 rmcronorM4eckoro nccnegoBaHns TpyaHo onpeaennTb
X 0O6pPOKAYECTBEHHOCTb U/IN 3N10KAYECTBEHHOCTb.
[1paBAa, 3/10Ka4YeCcTBEeHHbIE ONYyX0/M BCeraa no pasmMepam
6onblue, 4eM fO6poKavecTBeHHbIE, N UMetoT bosee
PA3BUTYIO COCYAUCTYIO CETb. B HEKOTOPLIX Crly4dasx
Onyxo/b NPopacTaeT CoeANHUTENbHOTKaHHYO Kancyny u
PACnpoCTPaHAETCHa Ha TKaHb MOYKknU. Bo3MOXHO
METaCcTasnMpoBaHWE B JIETKNE, NEYEHb U APYTre OpraHbl.
Ha pa3pe3e onyxonb MOXeT BbITh reTeporeHHom C
y4yacTKaMu KanbUmdurKaLum, KPOBOU3TUAHUM N HEKPO3a.
[ UICTONOrMYECKN XapaKTePHbI MOSIMMOPMU3M KNETOK,
Ha/IM4mMe MHOrOSAEPHBIX MTMraHTCKUX KNETOK,
MH(PUNBTPUPYIOLLNK POCT KOTOPbIX BbIABNSETCSA U B
OPYIrnX 3510Ka4YeCTBEHHbIX OMyX0osisiX.



KnnHn4yeckaa KapTuHa

Mpy HaNMuMM aHAPOCTEPOMbBI Y IEBOYEK Pa3BMBAIOTCS CUMMNTOMbI BUPUAM3ALIMN: POCT
BOJIOC Ha /I06Ke, yBENMUYeHMe KnuTopa B NybepTaTHbIA Nepuoa, OTCYTCTBUE
YBENMYEHNS POCTa MOMOYHbIX XKENE3, MEHCTPYALMW HE HacTynatoT. [pu 3ToM
XapaKTEPHbI YCKOPEHHBIN POCT OpraHv3Ma, YCUIEHUE Pa3BUTUS MYCKYNATYpbl,
NpeXXAEeBPEMEHHOE 3aKpbITUE 30H poCTa.

Y Manb4MKoB NpU HaIMYUKM aHAPOCTEPOMbI HAbNOAAOTCA NPU3HAKK
NpeXxaeBpeMeHHOro NosI0BOro CO3peBaHMs: 0BOSIOCEHME Ha N10bKe, yBenuyeHune
HAPY>XHbIX MOJIOBbIX OPraHOB, TOrAa Kak SsIM4YKM OCTalTCA MasieHbKUMWN,
HEeI0Pa3BUTLIMU. MbIlLIEYHAs CUCTEMA Pa3BUTa XOPOLLIO, OTMEYAIOTCS YCKOPEHHbIN
POCT 1 NMpeXxaeBpeMEHHOE CO3pEBaAHNE KOCTEN ckeneTa. HecMoTps Ha yCKOpeHHoe
(p13nyeckoe 1 NosI0BOE CO3peBaHMNE, NCUXNYECKoe pa3BUTUE He COOTBETCTBYET
BO3pacTy.

Y XEHLUMH aHAPOCTEPOMbI BCTpeYatoTcs B Bo3pacTte 30-40 neT v npossistoTcs
orpybneHvem ronoca, rmpcyTu3MoM, NpeKpalleHneM MEHCTPYaLniA, YMEHbLLEHNEM
MOJIOYHBIX )KEMe3, YBENIMUYEHNEM K/IUTOPaA, aTpoduren MaTKu, nepepacrnpeaeneHnem
MOZIKOXXHOWN XXMPOBOM KJIETYATKKN MO MY)KCKOMY TUMY, MHoraa obnbiceHneM. B
60NbLINMHCTBE Cy4YaeB OTMEYaEeTCs MoBbIeHME MMbuao.

Y My>XUYMH CUMOTOMBI BUPWIN3aLMX NMPOTEKAOT HE3AMETHO N aHAPOCTEPOMa MOXET
6bITb BbisIB/IEHA cnyanHo



JTabopaTopHast anarHocTuka.

Okckpeuns 17-KC ¢ Moyoun pe3ko noBbilleHa, nHoraa Ao 200-600 mr
B CYTKW, B OCHOBHOM 3a CYeT AernapoanMaHapoCcTepoHa.
YBenMunBaeTCca B HECKO/IbKO pa3 KOHUEHTpaUKusa ero B nna3me
KpoBW. [pnemM gekcaMeTa3oHa He U3MEHSET CKOPOCTb U KOMMNMYECTBO
CEKpeTUpyeMbiX aHAPOreHoOB. 3TO CBMAETENLCTBYET O TOM, YTO
ONyXoJib KOpPbl HAAMOYEYHNKOB He HaxoauTca nop KoHTponem AKTT.
Jkckpeunsa 17-OKC u coageprkaHue KopTU30/1a B KpOBU, KaK
npaBuio, B HOpMe.

[narHo3 OCHOBbIBAETCS Ha AaHHbIX KIMTMHNUYECKOW KapTWHbI,
NoBbILLEHNM 3KCKpeumn 17-KC, nernaposannaHapocTepoHa u
oTpuuaTenbHou npobe ¢ neKcaMeTa30H0M [na BbIABNEHUS ONyXosn
HaANo4Ye4YHMKa paHee NPUMEHSNCS PETPONMHEBMONEPUTOHEYM B
COYETaHMM C HUCXOoASLWEN nuenorpadmen, a Takke CKaHNPOBaHME
Haano4Ye4yHMKOB. B HaTo4Llee BpeMs WKMPoKo ucnonbsyetca Y3U, KT
nnn MP-toMorpadwus.



AnddepeHumanbHas gMarHoCTUKa NPOBOANTCS C ONYyXONsIMU SIMYHUKA
(appeHobnacTtoma 1 Ap.), KOTopble NPOTEKAIOT C SIBNEHUSMU BUPUIU3ALINM.
BoliaeneHne 17-KC B 3TUX cny4yasx yMepeHHO NoBbIweHO. Heobxoanmo TwartensHoe
rMHeKosiornyeckoe obcnegoBaHue.

Y Manb4vKoB OMNyxosib AnYKa, PasBUBAKOLLANACS M3 KNIETOK Jlenaura, byaer npoTekatb
C ONNCAHHOW KIIMHUYECKOWN KapTMHOW. BbigeneHne 17-KC Takke NOBbILWEHO, HO
(pu3mnkanbHoe o0bcrnenoBaHMe NO3BONSET 0OHAPYXXUTb pe3koe YBeNnYeHne 04HOro
AnYKa.

CMHAPOM NpexaeBpeMEHHOOrO MOIOBOrO CO3PEBAHNSA Y MaNbUYMKOB XapaKTepusyeTcs
TaKoW e KINMHUYECKOM KapTMHOM M CBA3aH C paHHMM CO3PEBAHMEM FMMOTaNaMo-
runodusapHon cuctembl. CexpeLnsi FoHa0TPOMMHOB B 3TUX Clly4asx COOTBETCTBYET
YPOBHIO, HabntoaaeMoMy Y toHoLlel B MybepTaTHOM nepuoje, Toraa Kak npu
aHAPOCTEPOME KOHLIEHTPALIMSA FOHAA0TPOMNNHOB B KPOBWU CHUDKEHA.

HeobxoanMo MMETb B BUZY, YTO HEKOTOPbIE rENaTOMbl, Kak NpaBuso,
3/T0KaYEeCTBEHHbIE, MOIYT CEKPETUPOBATb MOHAAOTPOMUHBI U BCIEACTBUE STOMO
NPMBOAMTD K PasBUTUIO NPU3HAKOB MPEXAEBPEMEHHOrO NOSIOBOrO CO3PEBAHUS W
BUpUNM3aLun. Hanmume yBennyeHHou B pa3Mepax neyeHn noMoraeT npaBuIbHON
AVArHOCTUKE.

JleueHne. Xupypruyeckoe. B cnyyae MeTacTa3oB onepaumnsi COMETAETCS C PEHTIEHO- U
XnuMmnoTtepanuen (xnoautaH, ammrialotTamug v ap.)



PeMUHU3UPYOLLME ONMYXOSIU KOPb
Hagno4ye4yHUKOB

Onyxonun Haano4e4HMKoB, BbipabaTbiBatoLLME SCTPOreHb,
BCTpeYaloTcsa peako, valle y aeren. OaHako 40-50% o6mero
KO/IM4ecCTBa (beMVIHM3MpWOLIJ,MX OMnyXxoJien BCTPEYAIOTCS Y B3POC/IbIX
MY>XUMH, TOrAa KaK Y XEHLIMH Takne onyXxonn He onucaHsbl, YTo,
BMAMMO, CBSA3@HO C TPYAHOCTbIO ANArHOCTMKM MOBbILLEHHOW
cbeMMHM3awa| opraHm3ma.

KnnHnyeckas kaptuHa. Hanbonee 4yactbiM cMMNTOMOM 3abosieBaHUs
ABNSETCS rmHekoMacTus, Habnogaemas B 98% cny4yaes.
[MHEKOMACTNS BCTPEYAETCS KaK Y MaslbiMKOB, TaK U Y MY>XXUKH.
KpoMe Toro, pa3smBaeTcs aTpodusa anyek, CHUXatTca nmbnao m
NOTEHLMS, YMEHbLLAETCA pOCT 60poAb! 1 YCOB, OAHAKO pa3Mepbl
MOMIOBOro YJeHa M NpeacTaTeslbHOW Xene3bl He U3MEHSIIOTCS. YacTo
HabnogaeTcs onurocrnepMms. Y HEKOTopbIX 60NbHbIX NOSIBNSETCS
NMrMEeHTaUMs apeon MOMOYHbIX Xene3 N AaXKe CEeKPELNS U3 HUX Mpu
HaZaBnMBaHUM Ha 06/1acTb CocKa. Peako, HO MOXET BCTpeyaTbCs
apTepvanbHaga runeptensus (A.M.PackuH, 1977).

Y Masnb4nKoB €UHCTBEHHBLIM MPU3HAKOM SBASIOTCSA MMHEKOMACTUS U
NpeXxAeBPEMEHHOE CO3PEBAHNE KOCTHOM TKaHW. Pa3Mep nonesoro
YsieHa U GMUYEeK COOTBETCTBYET BO3PACTY.



= ®eMUHU3MPYIOLLAs OMyXOJSib KOPbl HAZIMOYEYHNKOB Y IEBOYEK
COMPOBOXKAAETCA KITMHUYECKON KapTUHOW MpeXAEBPEMEHHOMO
MOJSIOBOr0 CO3PEBAHUSA: YBENMNYEHMNE MOJIOUYHbIX XENME3 U HAPY>XXHbIX
NoJIoBbIX OPraHoB, OBOJIOCEHME Ha NTOBKe, yCKOpeHMe pocTa
OpraHu3Ma, NpexaeBpeMEHHOE CO3PEBAHME KOCTEN CKENETA,
BMlara/LLHblE KPOBOTEYEHMS.

= [varHos v anddepeHUmanbHas AnarHocTmka. SKCKpeLus]
3CTPOreHOB C MO4YOM NOBbILLIEHA Y BCeEX 60/bHbIX MU COOTHOLLEHUNE
3CTPOHA, 3CTpaauona 1 aCTpMosia Takoe Xe, KaK y 340PO0BbIX
B3pOC/bIX XXeHLWWH. Coaep)kaHne I'OHaLI,OTpOI'IVIHOB B KPOBU U
BblAENEHME NX C MOYOUN CHUXKEHBI. Y HEKOTOPbIX BOMbHbLIX MOXET
6bITb NOBbLILLEHO BblaeneHne 17-KC 1 pernaposannaHapoCcTepoHa.
[pn Nnpobe ¢ aekcameTasoHOM M3MeHeHUs Kckpeumn 17-KC He
HabntogaeTcs.



AnddepeHumanbHas AMarHocTka npoBoanTCS C CUHAPOMOM
KnanHdenTepa, Ans KOTOpOro TakXXe XapakTepHa M’MHEKOMACTUS.
Hannume nonoBoro XxpoMaTuHa B 60MbLUMHCTBE K1ETOK CIIU3UCTOM
060/104KM MOOCTM pPTa, NATONOrMYEcKoro kapuotuna-(0bbIuHO 47
XXY), BbICOKOE CcoAep)XaHue roHaJoTpOMNMHOB B KPOBU U
MOBbILLEHHASA 3KCKPELINS UX C MOYOW SBNSOTCS r1aBHbIMU
KpUTEPUSMU, NO3BOSISOLLNMM MPaBUIbHO NOCTaBUTb AMArHO3
cuHApoMa KnaMchenTepa

[MHEKOMaCTusl BCTPEYaETCH Npu TUPEOTOKCMKO3€e U 3abosieBaHnsAX
NneyeHun, B C/ly4ae rnpueMa HEKOTOPbIX NEKAPCTBEHHbIX MNpernapaTos
(pe3epnMH HanepcTsaHKa, Menpobamar).

YMepeHHas npexoasiilas rMHEKOMAacTUsl BCTPEYaEeTCS B
nybepTaTHOM NepUoae, He TPEBYET NEYEHNS U NPOXOAUT
CMOHTaHHo.

[pn NnpexxaeBpeEMEHHOM NONONATUYECKOM MOJIOBOM CO3PEBAHUN Y
feBoyek BblaeneHme 17-KC ¢ Mo4on B HOPME, a coaepXKaHne
FOHAAOTPOMNMMHOB N BblAENEHNE UX C MOYOW MOBbILLEHO.



JleyeHne.

=« XUpypruyeckoe. B nocneonepauMoHHOM nepuoae
YMEHbLUAeTCqd rMHEKOMacTns, BOCCTaHaB/IMBAETCH
nmbuao n cnepmaToreHes.

= [N npodunnakTUKN BO3MOXHOW OCTPOM
HeAOCTAaTOYHOCTM HaAMOYEeYHMKOB yaaleHune
HEMUHN3NPYIOLLINX OMYXOSEN, KaK 1 aHApPOCTEPOM,
NpoOBOANTCS Ha POHE IMIOKOKOPTUKONAHON TEpanuu.

= Y B3pOC/bIX MY>XUMH YAan€eHHbIE ONMYX0Nu, Kak NpaBuio,
3/10KQYeCTBEHHbIE, YTO 00YCIOBIMBAET BO3MOXHOCTb
NOSIB/IEHUS METACTA30B B Pa3/INYHbIE CPOKU MOC/E
ornepaLuu.



[opMOHanbHO-HEAKTUBHbIE OMYXOJU
Hagnoye4vyHUKa

= [OpMOHaNbHO-HEaKTUBHbLIE OMYXOJIN KOPbI
HaANo4eYHNKa Ha3blBaIOTCA Takke “KJIMHNYECKU
HEMbIMM" OMyXOoIsIMX KOPbl HaAMOYeYHNKa, a B
nocneaHne rogbl — UHCUAEHTaIOMaMM. FopMOHaano-
HEAKTMBHbIE OMyXOJ/ ONUCHIBANIUCL KaK ClTy4anHble
HaXoAKM Mpu NPoBeAEHNM ayToncun (MNOCMEPTHbIX
BCKPbITUIW) MO Pa3NnyHbiM npuymHaM. OgHaKo Nocne
BHeApeHNS B KIMHMYecCKyto npaktuky Y3U, KT u MP-
TOoMorpadum nosiBUIOCb 60nblLOe KONYECTBO
nybnmkaumn, ykasbisatowmx, 4to y 0,5 10 5% 60sbHbIX,
HE UMEILNX KIIMHUYECKON CUMMTOMATUKN HapyLUEHUS
(DYHKLMM HaAMOYEYHNKOB, NPU NPOBEAEHUMN Y HUX
YKa3aHHbIX UCCieqoBaHNN BbISBASAIOTCSA pa3finyHble
onyxonesble 06pa3oBaHUS KOPbl HAAMOYEYHNKOB.



Cpeav ropMoHanbHO-HEAKTUBHBIX OMyXOsIeN HaANoOYeYHNKa Yalle
BCTpeYatoTcs AobpokayecTBeHHble 06pa3oBaHus. Tak, No AaHHbIM
M.S. Gross n B.Shapiro (1993), nobpokayecTBeHHble aAeHOMb!
pa3MepoM bonee 6 cM BCTpeyatoTcs € YactoToro 1:4000, a
3/10Ka4yecTBeHHble — MeHblle 4yeM 1:250 000.

KpoMe nepBnYHOrO paka HaamnoveyHuKka, BbisSBMISIOTCS METAcTasbl
3/10Ka4€CTBEHHbIX OMyXONen Apyron fiokannsaumm (pak nerkux, paxk
MOJIOYHOM Xene3bl, IMMdOoMa, NenKemMnsa n ap.).

[0 AaHHbLIM 3TUX XXe aBTOPOB, CNy4anHO OBHapYy>XEeHHbIE OMyXONu B
Kope Haano4Ye4YHMKOB MOryT NpeacTaBnsiTb COO0 ageHoMy,
Y3€NKOBYIO MMNepniasunio Wan pak Hafino4yeyHuka, a B MO3roBoMm
crioe — (he0XpPOMOLIUTOMY, FaHTTIMOHENPUHOMY MK
raHrNMoHenpobnacTomy.

U3 apyrux 6onee peakux onyxosien B HaAMOYEUYHNKAX BbISBIAIOTCS
Henpodmnbpoma, MMeNnoannoma, raMapTpoma, TepaToMma,
KCAaHTOMAaTOo3, aMWUI0MA03, rpaHy/IoLUMTO3, reMapTpoMa U KUCTHI.



[[OpMOHaIbHO-HEaKTMBHbIE OMyXO/N KOPbl HaAMoO4Ye4YHUKOB,
BbisiB/IgeMble Ha ayToncusax B 1,3-8% cnyyaes, 04AMHAKOBO 4acTo
BCTPEYaloTCA KaK Y MY>KUMH, TaK U Yy XeHLWuH B Bo3pacTte Ao 30 neT
Npu Takmx 3ab60neBaHUNAX, KaK OXXUPEHNE, TMNEPTEH3US, CaXapHbIN
anabet. Ux yactoTa B 6onee CTapLUMX BO3PACTHbIX rpynnax
yBennumsaetcs. Kak npaBuio, Cly4anHo BbISIB/IEHHbIE OMyXO/u
KOpbl HagMNo4YyeYyHMUKa ropMoHasibHO HeakTUBHbI. OAHAKO HEKOTOpPLIE
N3 HUX CEKPETUPYIOT FOPMOHbI B HE3HAUUTENbHbIX KOIMYeCcTBax,
KOTOpble HeAOoCTaTOYHbI AN Pa3BUTUSA SBHbIX KITMHUYECKUX
CMHAPOMOB. B cnyuae BbisiBnieHus Ha KT, MP unn Y3M obpasosaHui
B 06/1aCTN KOpPbl HAAMOYEYHNKOB Heo6xo,u,MM 0653aTeNbHbIN
MUHUMYM FOPMOHasbHbIX UCCNEAO0BAHNN AN YTOYHEHNS CEKpEeLnK
FMHOKOKOPTUKOMAO0B, MUHEPANIOKOPTUKOMAOB, aHAPOreHoB,
3CTPOreHoB M KaTexonaMmMHoB. CneayeT NOMHNUTbL, YTO
NnepeyncrieHHble METOAbI BU3Yyann3aLlmnmn onyxosnen He MoryT AaTtb
HUKAKUX A@HHbIX O BO3MOXXHOW rOPMOHASIbHOW aKTUBHOCTY
0BbHapy>KEHHbIX OMYyXOJIEN.



OnpeaeneHve He ToNbKO 6a3asibHOro YpPOBHSI FOPMOHOB, HO N NX
coaep>XaHus B OTBET Ha CTUMY/IMPYIOLLNE TECTbl NMO3BOJISIET YCTAHOBUTD,
yto 10-12% Takmx “ropMoHanNbHO-HEAKTUBHbIX OMyX0/en” CEKPETUPYIOT
rrtoKokopTukonael, 3-11% saenatotca peoxpoMoumToMamu n 3-6% —
anboCTEPOMaMM. YCTaHOBIIEHO, YTO Hosiee NonoBUHbI BCEX
3/10KQYECTBEHHbIX OMyX0/en KOpr HaANOYEYHMKOB SABJIAIOTCA TaKKe
rOPMOHANbHOAKTUBHBIMU. [TOMMMO rOPMOHANbHbIX UCCNEAOBAHNI
HeobxoAMMO ornpeaeneHne YpoBHS Kanus B CbIBOPOTKE KPOBM.
[Mnokanuemms (UNn runoKannueMmusi, Bbi3BaHHas NMPUEMOM ANYPETUKOB)
CBUAETENbCTBYET O HEOH6XOANMOCTU NpoBeaeHUs yrinybneHHoro
0o6crnenoBaHMs Ha BO3MOXKHOCTb HanMuns runepanbiocTepoHmn3ma.
[ernapoanmaHapocTepoH Cynb@aT SBMASEeTCa MapKepoM HaAnMo4Ye4YHMKOBbIX
aHAPOreHoB M U3bbITOYHO CEKPETUPYETCH Mpu afieHOMax U pake Kopbl
HaANOYeYHUKOB.

B peakux criyyasix BbisiBNIEHHbIE “OMyXO/IEBUAHbIE MACChl KOpbI
HaANoOYeYHNKOB”, 0COBEHHO B AETCKOM BO3pacTe, SBASAIOTCA BPOXAEHHOM
rMnepniasmel HaanoYEYHNKOB, MPOTEKAIOLLEN B CyOKIMHUYECKOM
BapuaHTe.



EcTecTBEHHO, YTO NEPBbLIM BOMPOCOM MNPW BbISIBNIEHNM FOPMOHa/IbHO-
HEaAKTMBHOMW OMyX0/M HaANOYeYHMKA SBASETCS €€ NPOUCXOXKAEHMNE
— nobpoKavecTBEHHOE MM 3/10KaYecTBeHHOe. Pa3Mep onyxosim He
MOXET CNYXWUTb cneumpuyecknum kputepmem. H.F. Herrera n coasrT.
(1991) yka3bIBalOT, UTO AaXKe Npw BbISIBMISIEMbIX B TaKMUX CITydasiX
OMyXO0J1IX pa3MepoM CBbllle 4 CM OTHOLWEHME A0OpPOKaYECTBEHHbIX K
3/TOKQYECTBEHHBIM OMNyX0NsAM cocTaBnseT 8:1. Y 36 60/bHbIX,
ornepupoBaHHbIX J. Siren 1 coasT. (1993) no nosoay cny4anHo
BbISIB/IEHHbIX OMYXO0NEeN HaAMoYeyYHnKa AMaMeTpoM 5 cM n bonee, Hu
B O4HOM CNny4ae He 6bls10 NPU3HAKOB 3/10KaYeCTBEHHOIo
nepepoxxaeHus. [ns paka Hagno4vye4yHuka 6onee xapakTepHbIM
ABNsieTcsl pa3mep onyxonun 6onee 6 cM. OAHAKO UMEIOTCS YKa3aHus,
4YTO ONyX0/sn HebOoNbLLUMX pa3MepoB, MeHee 4yeM 2,5 cM, MoryT ObITb
TaKXe 3110KkavyecTBeHHbIMU (Gross un coasT., 1995). HecMoTps Ha
3TO, HEKOTOPbIe aBTOPbl CYMUTAIOT, UTO BCE BbiSIBJIEHHbIE OMYXOU
KOpbl HAAMNO4YeYHUKOB pa3MepoM 3-3,5 CM noanexat onepaTtuBHOMY
NIeYEHMUIO.



[ns pelueHns Bornpoca o CTeneHn PyHKLMOHAIbHOW aKTUBHOCTY
CNy4aNHO BbISIBNIEHHbIX OMYXONeN HaAaMoYeyYHNKa B HaCTosLLEeE
BPEMS MPUMEHSIETCHA CUMHTUIPAdUS C UCMOSIb30BaHUEM Pa3NIUYHbIX
n3otonoBs: npenapaT NP59 (1311-6b-nnometun-HopxonectepuH);
1311-19-noaxonectepuH; npenapat cUunHTaapeH (75Se nnu
ceneHOMeTmnHopxoneCTepmH)

B nocnegHee BpeMsa NpenMyLLEeCTBEHHO NPUMEHAETCA npenapar
NP59 u cunHTagpeH. Ha ckaHorpaMmax, noslyd4eHHbIX npu
NPUMEHEHMN YKa3aHHbIX NPEMNapaToB, KUCTbl MM KPOBOU3NNAHNSA B
KOPKOBbIM CNOW HAAMOYEYHNKA XapaKTepU3YIOTCS NMPaKTUYECKH
NO/IHbIM OTCYTCTBUEM BKJTIOYEHNSA U30TOMA B ONyXOseBUAHOE
obpa3zoBaHue.

B cnyyae ropMoHonpoAyumMpyOLWnX adeHoOM HaanoyevyHuKa
crieundunyHocTb MeToaa coctaBnseT noutn 100%,
4yBCTBUTESIbHOCTb 0K0M0 70-75% W TOYHOCTb 0K0NO 90%. 310
NIENCTBUTE/IbHO BbICOKOUMH(OPMATUBHbIE METO/bI UCCIEAOBAHMS,
0COBEHHO B COYETAHWUM C AEKCAMETA30HOBOW M AKTT -
CTUMYIMpPYIOLLEN NPOOON.



= [Na pelweHuns Bonpoca 0 TakKTUKE nNpu Bbibope MeToaa
NEYEHNS CNYYaNHO BbISIBNIEHHbIX OMyXOnen
Haano4Ye4YyHnKa NPUMEHSIETCS TaK)Ke TOHKOUMO/bHaS
acnupaumoHHas buoncms HaanoyeyHnka. HecMoTps Ha
BbICOKYIO ANArHOCTUYECKYIO LIEHHOCTb TakKoro
nccneaoBaHns, OHa NPUMEHSIETCS B UCKTHOYUTENBbHbBIX
CNny4yasiX U3-3a BO3MOXXHOCTU TaKUX OC/IOXXHEHWUU, KaK
NMHEBMOTOPAKC, rEMOTOPAKC, KPOBOTEYEHME, NMOYEYHAS]
WM NeYEeHoYHasa remaToma, reMatypus, NaHKpeaTuT,
nHdekuns n ap. NpucoeamHeHne NoOCNeaHNX yxyalwaeT
nNporHo3 3abonieBaHns, BNIOTb A0 NETaNbHOro.



