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B nocnedHue 20061 3Ha4yumenbHo 803poc

UHMepec K u3yyeHulo 8030eticmeus aHopo2eHo8

Y XeHWuH. Bo MHo2oM 3mo c83aHo ¢ pocmom
yucna 3a6osnesanuti, conposoXAarUUXCA
2unepandpozerueli (IA), cnoco6cmeyroujeli
HApywieHuo 08yNAYUU, NPUBLIYHOMY
HesbIHAWUBAHUI 6epemeHHOcMU usu Gecnioduro.
Takum 06pasom, noA8UNUCs NPUHYUNUA/BHO
Hoable N00X0dbl K duazHoCcmuKe Ha0N0Ye4HUK08Ol
I'A u pewenuto sonpoca o yenecoo6pasHocmu
UCNosIb308aHUA KOPMUKOCMepPOUOHbIX
npenapamos 8 pas/iuyHbIX KNUHUYeCKux

cumyayusx.

HIOPOreHbl UrPAT BaXKHYHO
ponb B >KU3HepesATenbHO-
CTW »KEHCKOro oOpraHusma.
TepmyH «aHfgporeH» B LEOM MNpu-
MeHuM K Knaccy C19 cTteponpos,
KoTopble 06pa3ylTca B roHagax u
HaZnoyeyHvKax y nuy oboero nona
n BKnovawT TectoctepoH (T), pe-
rugposnuaHgpoctepoH (Ar3A), pe-
rmapo3nMaHapPOCTEPOH cynbdar
(Or3A-C), aHgpocteHamoH (A) n 5
a-aurngpotectoctepoH (ArT) (cm. pu-
cyHoK) (1).

Y XeHWMH penpodyKTNBHOIoO BO3-
pacTta nprubnnM3nTenbHO paBHOE KO-

nuyectBo T (25%) u A (50%) obpa3sy-
eTcA B ANYHUKAX U HafMnoYeyHnKax,
a oCTanbHasA YacTb — Ha nepudepun,
B OCHOBHOM B »KMPOBOW TKaHW. Y10
KacaeTcA TakK Ha3blBaeMblx A-aHApo-
reHoB (genbta-aHgporeHos), — AMNA
n OIr3A-C, 1o okono 70-80% oT ux
obLlero KonuyecTsa npoayUnpyeTcs
B HagmnoyeyHuKax, 3aTéeM OCHOBHas
YyacTb Ha nepudepuyt MNyTeM KOH-
Bepcum npespawaetrca B A, T, AT n
acTporeHbl. Cekpeuma aHQPOreHoB
AVNYHMKAMM M HagnoyeyHukamu, B
JOMOMNHeHMe K JIOKaJIbHbIM BHYTPU-
»KenesncTblM MexaHu3mam, CTUMYu-
pyetca JII n AKTI. Mo cpaBHeHuio
OPYrUMU aHAPOTEHHbIMKU CTepounga-
mu T n AT obnapaoT camoi moul-
HOW OGMONOrNMYECKON aKTMBHOCTbIO.
Y Monofbix 300POBbIX XEHLUH exe-
OHeBHaa npogykuma T B opraHm3sme
coctaBnsaet npumepHo 300 pr (npwu-
MepHO 5% OT TaKOBOW y MYXUUH),
npv 3Tom 0Kono 98% 3Toro ropMoHa
HaxoAWTCA B CBA3AHHOM C 6Genkamu
COCTOSIHUU, B OCHOBHOM C rnobynu-
HOM, CBA3bIBAOWMUM MONOBble CTe-
pougabl (FCMC), n Tonbko 2% - B CBO-
60HOM COCTOAHUMN.

MpopyKuma aHOPOreHOB ANYHMKA-
MV 1 HagmnoyeyHMKamu Bapbupyet
B TeUYeHVe MEHCTPYyaslbHOro LUuKna,

OCHOBHOW Lie/ibi0 Ha3HAYeHNA 3aMeCcTMTEeNIbHOIN Tepanuv FI0KOo-
KopTukongamu (MeTunpep® Tabnerkm 4 Mr) y naLueHToOK € Knaccu-
yeckon ¢opmon BrKH sBnseTca BocnosiHeHNe HepocTaTka KopTu-
30/1a M aNbAOCTEPOHA, n3beras nepefo3MpoBKI, HanpaBJ/ieHHOe Ha

CHMKeHNe YPOBHA HafNOYeYHNKOBbIX aHAPOreHOB, YMeHbLUeHne
BUpunn3auum, obecneyeHne HOpmMasibHOro pocta u penpogyKTMB-
HoW pyHKUMN.
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MaKCUMasbHbIA MWK OTMeYaeTcs B
cepepuvHe yukna (2).

M3BecTHO, 4TO nNepBUYHBIMU TO-
NOBbIMM FOPMOHaMU, KOTOpble CUH-
Te3MPYIOTCA B XKEHCKOM OpraHumsme,
ABNAIOTCA aHOPOreHbl, M3 KOTOPbIX
B rMpoLecce apomaTtuM3aumm B rpa-
Hyne3HbIX KJeTKax AWYHWKOB 06-
pasylTca 3cTporeHbl. ApomartasHas
AaKTMBHOCTb, OTBETCTBEHHAA 3a npe-
BpalLeHNe aHAPOreHOB B 3CTPOreHbl,
aKTMBM3MpyeTca yxe K 20-i1 Hepene
6epemMeHHOCTU, 1 C 3TOrO BpemeHu
KOHLeHTpaLMA 3CTPOreHOB y NIog0B
XKEHCKOro nona u fanee B MOCTHa-
TaNbHbI Neprof Yy AeBOYeK Bblille,
YyeMm y ManbumkoB. B Bo3pacTe 6-7 neT
y OeBOYeK MPOUCXOAUT yBenmyeHune
cekpeuun OMA, Ar3-C n A B Hagno-
yeyHuKax. JTa ¢asza MosoBoro pas-
BMTNA Ha3blBaeTCA afjpeHapxe, 3aTem
B TeyeHue nybepTaTHOro nepuopa
YPOBEHb STVX TOPMOHOB NMPOJOKaeT
HapacTaTb. [lonaratoT, 4To aHAPOreHbI
HaAMOYEYHKOBOIO MPOUCXOXKAEHNA
NPUHNMAIOT yyacTre B akTMBaLWK My-
6epTaTHOro PocTa 1 Co3peBaHnA cKe-
neta, UrpalT onpefeneHHylo ponb
B Pa3BUTUM MOJIOBOrO OBOJIOCEHUS,
yyacTByloT B nonoson anddepeHuy-
pPOBKe MO3ra, KOHTPONIMPYIOT LINKIU-
YecKylo perynaumio cekpeuumn roHa-
gonmbepriHa U NONoBOe MOBefEHME.
MakcnmanbHaa KoHUeHTpauua agpe-
HaNoBbIX aHAPOreHOB AOCTUraeTca B
3-M 10-NeTn XKN3HN XKEHLIUHDI.

BriocnHTe3 NONOBbLIX TOPMOHOB 06e-
cneurBaeTcA aKTMBHOCTbIO 6 dep-
MEHTHBIX CUCTEM, 3 13 KOTOPbIX ABNA-
I0TCA OOLUMMU 151 HAYAJIbHbIX 3TaroB
CTepouporeHesa B HaAMnoYeYHMKax n
B ANYHUKaxX: 21-rugpokcnnasa, 11-ru-
Apokcmnasa, 3p-on-gervpporeHasa,




18-17-rupgpokcunasbl, 20-22-gecmo-
nasbl (3).

Mocne puccoumaumm aHAPOreHoB
n 6enka-HocuTena cBOGOAHbIE rop-
MOHbI MPOHUKAIOT B KJETKY U CBA-
3bIBalOTCA CO cneunduyecknm 6en-
KOM — aHOpOreHHbIM pPeLenTopoM,
Nnpoun3BoaA reHOMHbI 3pdeKT. bro-
JIOrMYecKoe BO3JENCTBME aHApore-
HOB OCYLIECTB/IAETCA MPAKTUYECKU
Ha BCe TKaHW, NP1 3TOM OCHOBHbIMU
OpraHamMu-MULLEHAMY ABNAIOTCA BCe
rOpPMOHasbHO-3aBNCMMbIE CTPYKTYpPbI
penpoayKTNBHOW cucTembl (4). Momu-
MO BHYTPUIOHagHOrO AeNCTBUA (yya-
CTie B BblbOpe AOMMHAHTHOro ¢don-
JIMKY”Na), B HOPMe aHAPOreHbl OKa3bl-
BAlOT B/VAHME HA LEHTPasbHYlO pe-
rynaumio penpoayKTMBHOWN CUCTEMbI,
NnoAaBnAs Ny/bCUMPYIOLLYIO CEKPeLto
roHagonMMOeprHOB 1 FOHAZOTPONK-
HoB (I'T) mo npuHUMny obpaTHOW OT-
puuaTtenbHon cBsA3n. B mpotusono-
JIOXHOCTb 3TOMY [A OKa3biBaeT MHO-
KeCTBEHHOe HeraTyBHOE BIUsHUE,
nposBnsiolleecs B NoAaseHnn po-
CTa, co3peBaHus GONMKYNIOB U 06-
pa30oBaHWs XENToro Tena; yrHeTeHun
nponudepaumn SHAOMETPUSA U pas-
BUTUU B HEM aTpodryecKrx npowec-
COB; B CMa3me KanwisipHbIX COCYAOB
MUOMETPVA, HAPYLLUEHUN KPOBOObpa-
WeHna ¢ nocseaytowein runonnasu-
e/l MaTKu; B 3aflepXKKe OpOroBeHUs
BJIarajIMWHOro 3nuTenus; atpodun
XKenesncTom TKaHW MOJTOYHBIX XeJe3
1 NoAaBeHny nakTauum.

STUONATOIEHE3
N KJINHUKA

KnioueByio ponb B perynayuu ro-
HagHol anddepeHUNpPOBKY, pa3Bu-
T HAAMOYEYHUKOB U B MpoLeccax
cTepoujoreHesa Urpaet CTepouaHbIN
¢daktop 1 (SF-1). B mocTHaTanbHbIN
nepuop SF-1 npopomnxaer skcnpec-
CUpPOBATbCA B TECTUKyNax U B AWY-
HMKax, perynupys B HUX MpPOLEeCcChl
cTepouporeHesa. leHe3 BpOXKAEHHOM
HaZNnoYeYHKOBOW HeJOCTaTOUYHOCTU
MOXeT OblTb CBfi3aH C MyTauuen B
3TOM reHe.

BpoxxgeHHas runepnnasua  Kopbl
HagnoueyHukoB (BFKH) - Hacnep-
CTBEHHOE HapyLIeHNe, BbI3BaHHOE
bepmMeHTaTBHbIMY nedektamu
(yawe 21-rmpgpokcunasbl, pexe -
11B-rmapokcmnasbl),  Xapaktepusy-

AKTT )
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PIIICYHOK. 06pa303a|-me AHAPOreHoOB Yy XXeHLUVH B penpoayKTuBHOM nepuioge

eTCA CHVPKEHMEM CUHTe3a KOpTu30-
na. 3a pa3BuTMEe HEeJOCTaTOYHOCTY
21-rmgpoKcunasbl OTBEYAET TONbKO
oauH reH — CYP 21A2. Kak crnepcTBue
geduunTa KOpTM30/a, MOBbILAETCA
cekpeuna AKTI, HakannusawTca ero
npeLwWwecTBeHHNKY, 0bpa3syowuecs
HernocpeacTBEHHO nepel depmeHTa-
TUBHbIM «BGJIOKOM», KOTOPbIE, B CBOIO
ovepenb, npespawatorca B AMBA n
AQHAPOCTEHAMOH, a 3aTemM MyTeM ne-
prdepryeckon KoHBepcum — B Te-
CTOCTEPOH, YTO BbI3bIBAET NOABNEHNE
CUMMTOMOB rMMepaHApPOreHnm.

B cnyuae knaccnueckom Taxenomn
dopmbl BIKH (nonHbiin «61nok» — me-
Hee 1% akTMBHOCTW 21-rmagpoKcuna-
3bl) OTMEYAEeTCA BblpaKeHHas MacKy-
NINHVLALUA XKEHCKUX TeHUTanun, un
[MarHo3 JIErko CTaBUTCA NPU POXKAe-
HUW AeBoYKM. YacToTa Knaccmyeckon
¢dopmbl BIKH B Mupe coctaBnseT 1
cnyya Ha 14 500 XMBOPOXKAEHUN.
B cnyvae Heknaccuueckon ¢opmbl
(H®) BFKH oTmeuaeTcss HemnosnHbIn
«6nok» - 20-50% depmeHTaTUBHOM
AKTUBHOCTY 21-rMApPOKCUIIa3sbl.

Cumntomamn HO® BIKH asnstotca:
nosgHee MeHapxe, rMpCcyTM3M 1 apy-

Anenoruriodus <«

ScTpaauon
AIA-C
ATDA

v{%

AHIPOCTEHANOH
4_

TecTrocTepon ‘@
JuruaporecrocTepoH

rme npwusHaku [A, noasnawowmeca
06bIYHO MOC/Ie OKOHYaHKA NybepTaT-
HOro nepvofga U gaxe B Bo3pacrte
20-30 nert, Hanpumep, HeperynAapHbI
MEHCTPYanbHbIA Uukn. B 60% cnyua-
eB 3Ta ¢popma 3aboneBaHUs NPOsiB-
NAETCA Y B3POC/IbIX XEHLWWMH TONbKO
C rupcyTnsmom, B 10% — couetaHmem
rMpCcyT3ma C HapyLLeHNEM MEeHCTPY-
anbHoro uyukna n B 10% — TONbKO Ha-
pyLleHNEM MEHCTPYasibHOro LMKna.
YactoTa 6ecnnogua 6e3 neveHuns go-
cturaet 50%. HO BIKH BbisBnaetca y
1-3% »eHLWuH c npu3Hakamu A (5).
HepocTtaTouHOCTb 21-rngpokcu-
nasbl HacnegyetcA MO ayTOCOMHO-
peueccmsHomy Tuny. fen CYP 21A2
pacnonoXeH Ha pPacCTOAHUN Npu-
MepHo 30000 nap HykneoTupgos OT
bYHKLUMOHANbHO HEeaKTVMBHOMO MCeB-
poreHa CYP 21A2P, Ha kopoTkoM nne-
Ye 6-11 Xxpomocombl (6 p 21.3), pagom
C reHamu, kogupytownmmu HLA (6).
bnarogapsa Bbicokoln romonorum no-
cnepoBaTenbHocTen reHoB CYP 21A2
n CYP 21A2P npu pekombuHauuu
BO3HMKAOT 2 TWMa MyTauui: nep-
Bbli HEpPaBHOMEPHbIN KPOCCUHTO-
BEp BO Bpems Melo3a, NpuBoAsaLnii
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Ta6nuua. MonekynapHo-reHeTu4YecKne nccrefoBaHus, NpuMeHsiemMble
ANA ANarHoCTUKN HeAOCTaTOMHOCTY 21-rnapoKcunasol

BbisaBnieHue nasectHbix | A/C659G (MyTauums BO 2-M VHTPOHE, MPMBOAALLAA K HAPYLLEHWIo CancuHra), feneumm, ~ 80-90%
MyTaLui C MoMOLblo || BKITouas nosHyto geneuuto reHa CYP 21A2 v geneunio 8 HyKNeoTUAHbIX Map B 3-M 3K30He,
MLP-meTona P30L, 1172N, rpynna myTauui B wectom 3k3oHe: V281L, F306 + t, Q318X, R356W, P453S *

K geneuun unu yagsoeHuo reHa CYP
21A2; 3ameHa (KOHBepcuA) Mexay
CYP 21A2 n CYP 21A2P c nepeHocom
nHakTMBupytowen mytaumm ¢ CYP
21A2P Ha CYP 21A. BonbwuHCTBO
6OMNbHbIX C HEAOCTAaTOUYHOCTbIO 21-TU-
APOKCUNasbl  ABNAIOTCA  CJIOXKHbIMUN
reTepo3nroTHbIMM Hocutenamm. Pac-
npegeneHne  TUMUYHbIX  MyTauui
npw TSXKENbIX KIaccnyecknx Gopmax
BI'KH n npu ymepeHHbIx (Heknaccu-
yecknx) popmax BO B3aMMOCBA3MN C
YPOBHEM PpepMeHTaTUBHON aKTVBHO-
CTn 21-rnpgpoKcmnasbl NpecTaBieHbl
B Tabnuue.

B HacToALee Bpema foKa3aHo, YTo
npw TSKENbIX Kaccnyecknx Gopmax
BI'KH npu notepe meHee 1% pepmeH-
TaTMBHOW aKTMBHOCTU 21-rmppok-
cunasbl Hambornee YacTo BCTpeyaeT-
ca myTtauma A/C659G; npu notepe
2-11% - mytauua 1172N; npu yme-
PEeHHbIX (Heknaccnyeckmx) dopmax
BI'KH 1 notepe ~ 20-50% akTMBHOCTA
21-rmgpokcunasbl — myTtauum P30L,
V281L, P453S.

Y roMO3WroTHbIX HOCUTenen MmyTa-
umm CYP 21A2 pa3BuBaeTcs COJlb-
TepAwwan dopma BPOXKAEHHOW ru-
nepniasny Kopbl HaAMNOYEYHUKOB.
Ha pono nonHon geneunn reHa CYP
21A2 v peneunn 8 Nap HyKNeoTngoB
B 3-M 3K30He npuxoautca ewe 20%
6OJIbHbIX C ConbTepsioLen Gopmoi.
[nAa BbliABNEHMA 3TUX MyTauumn unC-
nonb3yeTcsa MmeTop 6noTTMHra no Cay-
3epHy (meToa rmbpramsauyun JHK Ha
TBEpAon nognoxke) (7).

BonblunHCTBO poguTteneit — retepo-
3UrOThbl U «HECYT» OAVMH HOPMaJIbHbIN
W OQVH MYTaHTHbIN annenb. MNpnbnu-
3UTenbHO B 1% cjlyyaeB MyTaLum BO3-
HKKaloT de novo, B 3TOM CJlyyae rete-
PO3UTOTHBIM HOCUTENIEM MOXET ObITb
TOSNIbKO OAVH U3 poauTenen.

WHorga y opHoro u3 pogawutenen,
KoTopbll cumTan cebs 340pOBbIM,
anarHoctnpytoT HO BIKH. letepo3su-
rOTHbl€ HOCWTENU MyTaLMmn 340POBbI,
Yy HUX TOJIbKO HECKOJIbKO MOBbILWEH
ypoBeHb 17-rngpokcunporectepoHa
npwu npoeefeHnn Npobbl ¢ AKTT.

Ecnu oba pogwuTens sBns0TCA rete-
PO3VTOTHBIMM HOCUTENIAMYU  KaKOro-
nnbo BapuaHTa myTtauuu B reHe CYP
21A2, 70 B 25% y HWUX poxpaeTca
rOMO3UIOTHbIV PebeHOK Mo aedekTy
3TOro reHa, B 50% — retepo3unroTHbIN
HocuTeNb 1 B 25% - 300pOBbIN pebe-
HOK.

Ecnu y 6pata nnu cectpbl 6011bHOrO
pebeHka HeT npur3HakoB 3abonesa-
HWA, TO B 2/3 c/lyyaeB OH fABnseTCA
Hocutenem. Ecnv oavH 13 pogutenei
6oneH, a BTOPON fABNSETCA HOCUTe-
JIeM, TO C BEPOATHOCTbIO 50% pebe-
HOK HeceT 2 MyTaHTHbIX annens u
6yneT 6oneH, a B 50% — 6yneT Tonbko
HocuTenem.

Ecnny nonoson napel, ABnatoLlenca
HocuTenamyn myTtauum reHa CYP 21,
poxpaeTca aeBouka ¢ BIKH, 1o Bepo-
ATHOCTb POXKAEHNA BTOPOro 60sibHO-
ro pebeHka coctaensert 1:8. B cnyuyae
ec/in OAWH U3 MapTHEPOB CTpajaet
Knaccuyeckon ¢opmoit BIKH, a reHe-

MeTunpepn® TabneTkm Mcnosnb3ylTCca B Ao3e 5-10 mr B 2 npuema.
9P PeKTNBHOCTD JlIeHEeHNA KOHTPONNPYIOT NO YPOBHIO 17-rnpgpoKcn-
nporecrepoHa, aHAPOCTEeHAVIOHA N TeCTOCTEPOHa B paHHMe yTpeH-
HUe yacbl, oanNH pa3 B 3-6 mecsaueB. Tepanua nauMeHToOK C Knaccu-

yeckonn ¢popmonn BrKH saknouyaetrcds B NOCTOAHHOM HasHaYeHUn
KOPTUKOCTEPOMAOB AN KynupoBaHVA MPU3HaKOB rmnepaHgpore-
HVIVN 1 BOCCTAaHOB/IEHUS PErynsipHoro MeHCTpyanabHOro ynkna.

TUYECKU CTaTyC BTOPOro napTHepa
B oTHoweHun CYP 21 He n3BecTeH,
TO PUCK POXAEHVSA [EBOYKYM C BPOXK-
fAeHHon ¢opmon AlC coctaBnset
0,4% nnu 1:250. Y matepu ¢ HO BIKH
PUCK pOXKAEHNA [EBOYKH C Knaccuue-
ckoln popmoii BIKH coctasnset 0,1%
(1:1000) (8).

ANATHOCTUKA

Mmetowmeca K HacToAwemy Bpe-
MEHV  MOJIeKYyNAPHO-TeHETUYECK e
TexHonoruu B 95% cnyyaes no3Bonsa-
I0T BbISIBUTb Hambonee yacTo BCTpe-
vatowmeca mytaumm reHa CYP 21A2,
M 3T WUCCNefOBaHUs HeobXxoanMmo
06A3aTeNbHO BKOYAThb B 06CieoBa-
Hue 60MbHbIX ¢ TA. 1nA NauneHToK co
cteptonn HO BIKH xapaktepeH Hop-
MasibHbI 6a3asnbHbI ypoBeHb 17-ru-
ApoKcHnporectepoHa, cnabo Bbipa-
YKEeHHble MPr3HaKM rmpcyT1M3ma u ot-
HOCKTENIbHO HEBbICOKOE MOBbILLEHME
ypOBHA  17-rupoKcmnporectepoHa
Ha ¢oHe npobbl ¢ aHanoramu AKTT.
Mpwn ypoBHe 17-rugpokcmunporecTe-
POHa, N3MEPEHHOM B YTPEHHME Yachbl
1 paBHom 8 Hr/mn, gnarHo3 HO BIKH
He Bbl3blBa€T COMHEHUIA.

YXe B TeueHne HeCcKoNnbKux OecAT-
KOB NleT Npu BbICOKOM pUICKe poXKAae-
HUA pebeHKa C HefgoCTaTOYHOCTbLIO
21-rmgpoKcunasbl NPoBOAAT NpeHa-
TanbHYK AMArHOCTMKY, a € 1984 r. n
neyeHvie 3Toro 3abonesaHuA. Ecnu
y nnofa NoAo3peBaloT Heknaccmye-
ckyto dopmy 3aboneBaHus, To npe-
HaTanbHOe fleyeHre He NnokasaHo. Ha
CMeHy orpefeneHunio yposHa 17-ru-
LPOKCMNporecTepoHa B OKOJIOMNJI0A-
HbIX BOfax M TunuposaHuiw HLA ¢
nocnegyowmnm aHann3om cuenieHmns
NPULLIO MONEKYNIAPHO-TeHeTNYeCcKoe
nccneposaHue reHa CYP 21A2. Paspa-
60TaH MexaHV3M NpeHaTasbHON Ana-
FTHOCTUKMN W JleYeHUA KNacCMYecKkom
¢dopmbl BIKH. Llenb npeHaTanbHoro
NeYeHNas — YMeHblUUTb BUPUIN3a-
LU0 y NSIOAOB XKEHCKOro nona u Tem




RION

MeTunpen

METUJINPEOHWM3OJIOH

®opma Bbinycka Tabnetku 4 mr N2 30 Bo pnakoHe
NMopuNN3NPOBaHHDIN NOPOLLOK ANA UHbEeKUUI

250 mr + pacTBopuTenb 4 mn

(DapmaKonornyeckoe aencrsmne

CUHTETNYECKINI FNIOKOKOPTUKOMAHbIV Npenapar.

OkKa3sblBaeT NPOTNBOBOCMANNTENbHOE, IMMYHOAEMNPECCUBHOE 1
NPOTMBOANNIEPrMyeckoe AerCTBUE; BO3AENCTBYET Ha YrNIeBOAHDIN,
6eKOBbIN, IMNNLHbIN 0OMEH.

(DapMaKoKNHeTMKa

BcacbiBaHve: npu nprueme BHYTPb METUNNPEAHV30/I0H XOPOLLIO
abcopbupyetca n3 KKT.

BbiBeaeHMe: BbIBOAWTCA B BUAE METaOONNTOB, BOCHOBHOM C MOYO.
T 1/2 coctaBnsAeT oKoso 2 u.

MokasaHma

KoJinareHo3sbl (B T.4. CUCTEMHAA KpacHasBoIYaHKa, PeBMaTOUAHbIN
aApTPUT, CEPOHEraTUBHBIN CNOHAWIoAp TpUT, 6onesHb LlerpeHa,
[epMaTo NoIMMUO3NT);

annepruyeckme peakunv, aHagpunakTMUYeckni LWoK;
6POHXMANbHAA aCTMa TAXKENOro TEYEHNs;

A3BEHHbIN KONUT;

rnomepynoHeppuT;

BUPYCHbIV renaTuT;

3K3ema 1 HeMpoaepMUT, TpebytoLme NeveHns FIoKOKOPTUKOUAAMY;
nerikemusa, TMmdoma, MMeNnoma, pak JIerkoro

(B KOMOUHALMN C LIUTOCTAaTUKAMN);

KynvpoBaHWe TOLHOTbI U PBOTbI, BO3HUKAOLWMX Ha pOHe
LUTOCTaTMYECKON Tepanuu.

Pexvum pfosmposaHusa
YcraHaBnuBaoT NHANBMAYanbHO B COOTBETCTBUN

CO CTEeMNEeHbIO TAXKECTH 3a60M1eBaHNA.

NPOBEPEHHLI BPEMEHEM
BbICOKO3()(EKTMBHbIN U
Hanbonee 6e30nacHbIN
FMIOKOKOPTUKOWA A1 OPanbHOro
N NapeHTepanbHOro NPUMeHeHUA

BHyTpb B3pocnbiM Ha3HavaloT B NogAepKmBatoLLen gose 4-12 mr/cyT.
HauanbHas go3a yacto 6biBaeT 3HauNTENbHO Bbiwe (16-96 Mr/cyT).

Mpy Heo6Xx0AMMOCTU ANUTENBHOIO NIEYEHNA NOAAEPKMBAIOLLYO
Tepanuio NPOBOAAT NPenapaTom B MUHMAabHOV 3GbEKTNBHON fo3e.
lpenapaTt peKoMeHAYT NPYHMUMaTb YTPOM Yepe3 AieHb.

B/m nnu B/B B Ha3HaualoT npenapat B go3e 100-500 mr. Npu woke 1 npn
peaKkL1mn OTTOPXKEHWA TPaHCMIaHTaTa f03bl MOXXHO YBENNYMBATL A0

30 Mr/Kr B TeYeHne KOpoTKoro nepuoga. Mpwv B/B BNMBaHMAX Npenapara
B BbICOKVX [j03aX AJINTENb HOCTb B/IVIBAHWSA JOJIXKHA COCTaBATb

He meHee 35-40 MUH.

[ina peTen no3y Metunpeaa cnepyet yMeHb LaTb, HO MPU 3TOM OHa
[OJKHa COCTaBNATb He MeHee 25 Mr/cyT.

Mo6ouHoe gencrene

Co CTOpPOHbI SHAOKPVHHOW, M1LLEBaPUTENIbHOM, CEPAEYHO-COCYANCTOM
cuctem, LIHC, nmmyHHoro ctatyca, o6meHa BelecTs (6onee nogpobHo
CM. MHCTPYKLMIO MO NPYMEHeHWIo Npenapara).

MpoTuBonokasaHus

TybepKynes;

OCTpble U XPOHUYeCKre 6aKTepuanbHble Y BUPYCHbIE MHPEKLMK
(6€3 LOMKHOM XMMNOTEPaNEeBTUYECKOW 3aLUTbI).

YcnoBua oTnycKa U3 antek
lMpenapat oTNycKaeTCcA Mo peLenTy.

MNMpoussoautenn: OpuioH KopnopeniwH, ®uHnaHanA
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CambiM U36exaTb WU YMeHbLINTb
HEeo6XoAUMOCTb NpoBeaeHnsa demu-
HU3UPYIOWeN MNNAaCTUKA  Hapy>KHbIX
NosiIoBbIX OpraHoB (9).

ANOOEPEHLUNAJIbHAA
ANATHOCTUKA
H® BrkH C CNKA

H® BIKH uyacto xapaktepusyetca
HapyLLeHMeM MeHCTPYanbHOro LUMKnia
1 aHOBYNALMMNEN, MeXaHU3M KOTOPOW
cxopeH ¢ TakoBbiM npu CMKA. MoBbl-
LIEHHbIN YPOBEHb aHOPOreHoB Cro-
cobcTByeT cHkeHuto [CMNC u, Takum
06pa3om, HEKOTOPOMY MOBbILLEHNIO
YPOBHAA  OMONIOTMYECKU  aKTUBHbIX
3cTporeHoB. [loBblweHne 3cTpore-
HOB CTUMYNUPYET TOHNYecKoe obpa-
3oBaHue JII, BbIpaboOTKy aHApPOreHoB
ANYHMKAMM U JIOKaNIbHO noJasnaA-
eT pocT GONNNKYNOB U OBYNALUMIO.
MosToMy KnuMHMYecKad KapTvHa Yy
»eHwmH ¢ HO BIKH moxeT Hanomu-
HaTb TakoByto npu CMNKA n Bknoyaet
nocTny6epTaTHoe nosiBNeHne rmpcy-
TU3Ma, OJIMFOMEHOPEI WU aMeHOo-
peto n ap. Ho B otnuume ot CIMKA y
»eHwnH ¢ HO BIKH B aHamHe3e oT-
MeyvaeTca npenybepTaTHOe akuene-
paTHOe NoBbIWEHKE POCTa (Mexay 6
1 8 rogamu) C nocneayoLWwmm 3ames-
NIEHWEeM POCTa, U B KOHEYHOM cueTe
POCT OKa3blBaeTCA HEBbICOKMNM. Takas
XapaKkTepucTmka AUHAMUKN POCTa,
CemMelHbIli aHaMHe3 nocTnybepTat-
HOrO MPOABMEHNA TMPCYTMU3Ma, Bbl-
ABNEHNE YMEPEHHbIX NPU3HAKOB BU-
punnsaumnm ABAATCA MHANKATOPaMu
HaanouyevHukoBom lA.

OnddepeHumnanbHbIi anarHos
mexgy HO BrKH n CrKA skniouaet
nsmepeHne 6asanbHOrO YpoBHA (B
yTpeHHue yacbl) 17-rugpokcunpore-
CTepoHa B CbIBOPOTKe. Kak yxe oTme-

Yasnocb, ecnn ero nokasartenu Bbllle
8 HI/MN, MOXHO CTaBUTb AnarHos HO
BIKH. Ecnn ero ypoBeHb Bbille HOp-
Mbl (OT 2,5 0o 3,3 HI/Mm1), HO HUXe 8
Hr/Mn, HeOoBXOAMMO NMPOBECTU TEeCT C
AKTT. ins aToro nsmepsetca 6asasnb-
HbI ypoBeHb 17-rmapokcunporecTe-
poHa u BBogutca 0,25 Mr cuHTeTUYe-
ckoro aHanora AKTI B eguHon gose.
Yepe3 1 yac ewe pas onpegenstor
ypoBeHb 17-rmpapoKcunporectepoHa,
ecniv OH Bblwe 10 Hr/mn - ycTaHaB-
nuBaetca gnarHo3s HO BIKH. OpgHako
Hanbonee 0ObEKTMBHbLIM TECTOM fAB-
nseTcA 06HAPYKEHME MyTaLUn B reHe
CYP 21A2 (7).

JIEYEHUE

JleyeHne BIHK rntokokopTuMKocTe-
pougamu BnepBble 6blIO MNpeaso-
»eHo Wikins B Hauane 50-x rogos
npownoro Beka. Hapsagy ¢ 3amectu-
TeNbHbIM FTOPMOHAJbHbIM 3bdEKTOM
TIIOKOKOPTUKOCTEPOMADBI — MOLLHbIE
NPOTUBOBOCMANMTESIbHbIe CPeACTBa,
LIMPOKO MCMOMb3yeMmble NMpu OCTPbIX
N XpoHuyecknx B3OMT. O6nagas
UMMYHOCYMNPECCUBHBIM  [1eCTBMEM,
rIIIOKOKOPTUKOCTEPOMADI HaLwm
LWINPOKOe MpUMEeHeHre npu npu-
BbIYHOM HEBbIHALLMBaHUN HGepemeH-
HocTU. MoneKkynsipHble MexaHW3Mbl
OeCTBMA TNIOKOKOPTMKOCTEPONIOB
peanusyloTcs nyTeM peryasyumn cy-
npeccun paga reHoB Ha TPaHCKpWI-
LUMOHHOM 1 MOCTTPaHCKPUMLMOH-
HOM YPOBHSIX, @ TaKXXe B HEreHOMHbIX
3ddeKTax, KOTopble BO3HMKAIOT Npu
MCMOMNb30BaHUN BbICOKUX [03 npe-
napatoB. B HU3KUX KOHLUeEHTpaumsax
(> 10-12 mMmonb/n) rNIOKOKOPTUKO-
CcTepoufibl peanunsytoT CBoe AeCTBNE
TOJIbKO 3@ CYET TaK Ha3blBAaeMbIX re-
HOMHbIX 3GbEKTOB, ANA Pa3BUTUS
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KoTopbix TpebyeTcsa 30 MUH. 1 6onee.
[MoKOKOPTUKOCTEPOVAbI NOAABASAIOT
cuHTe3 n cekpeumo AKTT runodu-
30M 1 BTOPUYHO — TJIIOKOKOPTMKO-
CTepongoB HagnoyeuyHukamu. Oka-
3bIBAlOT  MPOTUBOBOCMANINTENIBHOE,
NpOoTNBOANNIEPrnyeckoe, [OeceHCu-
6unusupyollee, MPOTVBOLIOKOBOE,
VMMYHOAENPECCUBHOE  [elCTBUE.
OCHOBHOWM LENbl Ha3HayeHus 3a-
MEeCTUTENIbHOWN Tepanuun roKOKop-
Tukongamn (MeTunpen® TabneTku
4 Mr) y naunMeHToK C Knaccuyeckom
¢dopmoin BIKH aBnsieTcss BocnonHe-
HVe HepocTaTKa KopTu3ona U alb-
[lOCTepPOHa, n3beras nepeno3npoB-
KW, HampaBleHHOE Ha CHIXKeHue
YPOBHSI HaAMOYEUYHUKOBbLIX AHAPO-
reHOB, YMEHbLUEHVe BUPWUIN3aLny,
obecrneyeHne HOPMaNIbHOIO pocTa
1 penpopykTuBHol ¢yHKuuu. Me-
TMnNpen® Tabnetkn UCMONb3ylTCA B
fo3e 5-10 mr B 2 npriema. dPheKTrB-
HOCTb JlIeYeHUsi KOHTPONUPYIOT MO
YPOBHIO 17-rmapoKcnnporecTepoHa,
AHAPOCTEHAMOHA N TECTOCTEPOHA B
paHHUe yTpeHHUe Yachl, OAVH pa3 B
3-6 mecAueB. Tepanua MayMeHTOK C
Knaccuyeckon popmoit BIKH 3aknio-
YaeTcs B MOCTOSAHHOM Ha3HauyeHuu
KOPTMKOCTEPOVAOB IS KynupoBa-
HWA NPY3HAKOB rnepaHaporeHnn n
BOCCTAHOBJIEHUSI PETYSIPHOIO MEH-
cTpyanbHoro umkna. OgHako 605b-
Hble C HeKnaccuyeckomn bopmor He-
JOCTaTOUYHOCTM  2T1-rmapoKcmnassl
He Bcerga Hy>KaaloTca B MeuKaMeH-
TO3HOM JleYeHUN unu um TpebytoTca
MeHbLure ao3bl (MeTnnpen® no 4 mr
B 2 npuema). NokasaHvem gnsa Ha-
Yana Tepanuu SBNAETCS YCKOpeHue
KOCTHOrO BO3pacTa, rmpcyTr3Mm, Ha-
pylleHne MEHCTPYanbHOrO UKMKNa,
yBenuuyeHne ANYHKoB 1 ap. (10).

BEAEHUE
BEPEMEHHOCTU

Bo Bpemsa 6epemeHHOCTI ANA NpoduNakTNKN ANcTpecc-cuHapoma
W3 YMCcNa MIOKOKOPTNKOCTEepOUAHbIX NpenapaToB Hanbonee npea-
noututeneH MeTtunpen®. 3ToT npenapart, 6bICTPO Npoxoasa Yepes
nnaueHTy B 6monornyeckn akTuBHbix ¢popmax, ob6napaer cna6om
MMMYHOCYNPECCUBHOW aKTUBHOCTbIO, /IVLIEH MWHEpPanoKOpPTNKO-

B cnyyae HacTtynneHua GepemeH-
HOCTW Y eHwWuH ¢ TA ntoboro reHesa
CYLeCTBEHHO YBENNUYMBAETCA PUCK
HapyLIeHVA UMIMIaHTaLuN NIOAHOro
AlLa, HapyLWweHUa KpoBoobpalleHna
B MaTKe, CKJIepO31pOBaHMA COCYAOB
MUOMETPYUA 1 XOPUOHA, pa3pblBa CO-
CynoB, obpa3oBaHuA peTpoxopuanb-
HbIX remaToM, OTCMOWKM XOPUOH3,
pasBUTMA  MCTMUKO-LIePBUKaJIbHON
HejoCTaTOYHOCTK,  KpOMe  TOro,

MOHOW aKTUBHOCTMN N oGNagaeT 6osiee NpoAOMKUTENIbHbIM Nepuno-
AOM AeiCTBUA, YeM KOpTn3os. BnogocTynHoCTb HeCMHTEeTNYeCKNX
rNIOKOKOPTUKOCTEPONAOB NoAY BTOPVUYHO CHIKAeTCA BCeacTBNe
mMeTabonnsma B NnaleHTe.
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CO3[0a0TCA MPEANOCbUTKA AN BHY-
TPUYTPOOHOW BUpWUAM3aUUM Noaa
XeHckoro nona. C gpyrow CTOPOHbI,
recTalMOHHbIV Neprof MOXeT ABUTb-
CA MPOBOLMPYOWNM CTPECCOPHbBIM
bakTOpOM, CNOCOBCTBYIOLWM NPOSB-
JIEHVIO CKPbITON HEMONHOLEHHOCTY
bepMeHTHbIX CMCTEM CTeporaoreHe-
3a, B pe3y/ibTaTe Yero MOXeT pa3BuTb-
cA HO BIKH. B cBA3u ¢ 3TUm Hepegko
BO3HMKaeT HeobxoanmmocTb obcne-
[OBaHUA GEepeMEHHbIX >KEHLMH Ha
Hanuuun TA ¢ uenblo nocnegytoLen
KOppeKUnr NMEIOLIMXCA rOPMOHarnb-
HbIX U MeTaboNNUYECKNX HapYLUEHWI
1 NpodUNAKTUKNA HapyLIEHWIA CO CTO-
poHbI noAa.

CnepyeT yuuTbiBaTb, 4TO BbIGOP
nabopaTtopHbIx MapkepoB A y 6epe-
MEHHbIX JOIKeH NMPOBOAUTLCA C yue-
TOM OCOGEHHOCTEN TOPMOHANbHOM
cekpeuun B nepuog rectauuu. B op-
raHmsme 6GepemMeHHOl MeTabonnsm
Or2A-C nmeet pag ocobeHHoCTeN B
CBA3U C Hanuuvem ¢eTonnaueHTap-
HOrO KOMIMJIeKCa, CUHTE3UpYIOLLEero
3cTporeHbl. [MOMMMO  MaTEPUHCKIMX
aHAporeHoB, ¢eTanbHas 30Ha KOpbl
HaZNoYeuyHNKOB Miofa CekpeTnpyeT
OMSA-C B KonmyectBe, Ha MOpAQOK
MpeBbllIAOWEM €ero Cekpeuuio BO
B3POC/IOM OpraHu3Me, UCMosb3yio-
WMIACA NnaueHTon ans obpa3oBaHus
3cTpurona.

OTcyTCTBME KOPPENALNOHHON CBA-
31 MexAay MOBbIEHVEM YPOBHEN
OM3A-C v 17-rmgpokcunporectepoHa
He MOo3BOJMIAET UCMONb30BaTb YpPO-
BeHb [IMDA-C B KauecTBe eAUHCTBEH-
HOro AMarHOCTUYECKOTO KpuTepus
BIKH y 6epemMeHHbIX, TaK Kak OH npe-
BbllWaeT slabopaTopHble MokKasaTenu
onsa 6epemMeHHbIX BO BCeX TpuMe-
cTpax 6epemeHHOCTU. [pU CKPUHUH-
roBomM 006cC/efloBaHNN GepeMeHHbIX
XKEHLMH OTMeuyaeTcA MOBbILEHNE
ypoBHs AINA-C oTHocuTenbHO nabo-
pPaTOPHOM HOPMbI, YCTaHOBJIEHHOM

ans 6epemMeHHbIX »KeHLUVH: YPOBEHb
Or3A obpaTHO KOppenupyer co cpo-
KOM recTauuu, COCTaBnsAs B CpefHeM
B | TpumecTpe 4,3 mkr/mn, Bo Il - 3,2
MKr/mn, a K lll TpumecTpy oTmevaeTca
€ro CHUKeHue NPUMepHO B 2 pasa oT
MNCXOAHOTrO YPOBHA 10 2,5 npu cpes-
Hel Hopme 1,3 mKkr/mn. CogepkaHue
obuero T B CbIBOPOTKE KPOBU Gepe-
MEHHbBIX >KEHLUMH B HECKONbKO pa3
npeBblllaeT ero nokasartenn BHe ne-
propga rectaumn: B | Tpumectpe - 3,7
HMonb/n, Bo Il — 4,6 Hmonb/n n B Il -
6,35 HMonb/n.

Bo Bpema 6GepemMeHHOCTU [JIHOKO-
KOPTUKOCTEPOUAbl MOKa3aHbl Mpu
BAPUNN3MPYIOLLEN 1 CONbTepAIOLLEN
Knaccmnyeckon ¢opme BIKH u pana
npobunakTMku BUpWUIM3aLmMm y nio-
[IOB OT reTepO3nNroTHbIX MaTepeN C He-
Knaccuyeckomn dopmoit AuchyHKLUN.

B cnyyae nogteepxxpeHma HO BIkH
npy NpPOBefleHNN FeHOTUMMPOBaHUSA
1 BblABNIeHNA myTauum B reHe CYP 21
1 KeHCKOM roJie nyiioaa CpefHss Ao3a
npenapata Metunpen® cocTaBnseT
1 Mr B CyTKU 1O KOHLIa 6epeMeHHOCTL.
Mpv noaTBEpPXKAEHMM MYXCKOTO rnona
nnoaa c nomolibio Y3 nnu 6ruoncun
BOPCUH XOpuoHa B 9-11 Hegenb nnn
C NMOMOLUbl0 amHMoLeHTe3a B 15-18
Hepenb npuem MeTunpega AOMKeH
6bITb HeMe[JIeHHO MPEKpPALLEH C Lie-
Nbl0 MVHUMM3aUMM NMOTEHUMANbHbIX
PUICKOB CO CTOPOHbI MaTepu 1 niofa.
Mopjo6Has TaKTuKa BefeHus bGepe-
MEHHOCTW, MO AaHHbIM NTepPaTypbl,
onpaspgaHa B 7 u3 8 cnyuaes y bepe-
MEHHbIX C nogo3peHnem Ha HO BIKH.
B HacTosLlee Bpema paccmaTpuBatoT-
C BO3MOXHble PUCKM HeorpaBAaH-
HOrO Ha3HaYeHVs KOPTMKOCTepou-
[IOB KaK MO OTHOLUEHUIO K niody, TaK
1 K MaTepu. Prcku no oTHoweHMo K
nnofy: pAf BPOXAEHHbIX YPOACTB —
runeptpodurs MexcepaeuyHon nepe-
ropoaku, rugpouedanus, CMHAPOM
3aflepXKK/ Pa3BUTWA Mofa, HeoOb-

a

KTWNBHA

Al

Bnaiig

B akKywepcree W ruHekosnorum

AcHUMaA rmbenb nnoga (oo 2%).
B nocnencteumn y 3TMx getein Habnio-
JaeTcsA 3afep)KKa YMCTBEHHOrO pas-
BUTWS, HU3KOPOCJIOCTb, BblpaXKeHHas
nabunbHocte Afl. Co CTOpPOHbI Ma-
Tepu: pasBuTre cuHapoma MueHko-
KylimnHra, runeprteHsus, runornvke-
MUs, MOSIBIIEHVE OTEYHOTO CMHAPOMA
1 Npr3HaKoB ATporeHHon M'A. YacToTa
pasBUTAA STUX OCIOXKHEHUA MOXKET
pocturatb 10%.

MaccoBble o06cnefoBaHuNA  HOBO-
POXIOEHHbIX Ha HEeAOCTaTOYHOCTb
21-rmpgpoKcunasbl  MO3BOMAIT  Bbl-
ABUTb OOJIbHBIX C  KJACCUYECKUMM
dopmamum 3aboneBaHus, yrpoxae-
MbIX MO Pa3BUTKIO CMHAPOMA MOTEPU
CONU, Y YTOYHUTb AMArHo3 y feBoyek
C HeMpaBWIbHbIM CTPOEHVEM HaPYX-
HbIX reHuTanuin. 3To obcnegoBaHue
B OONbLIMHCTBE CJ/lyyaeB MO3BOAET
BbiABMTb H® BIKH. B pApge wratos
CWA npoBogAatca ob6sA3aTenbHble
MaccoBble 06CneJOBaHUS HOBOPOX-
JEHHbIX Ha HeJOCTaTOYHOCTb 21-ru-
ApOKCWMasbl MnyTeM onpeaeneHus
ypOBHA 17-rmppokcurnporectepoHa.
K coxxaneHuio, B nepBble CyTKM KU3HU
BO3MOXHbI  JIOXKHOMOJIOXKUTESIbHbIE
pe3ynbTaTbl, 0COOEHHO Y MaNOBECHbIX
1 He[IOHOLLEHHBIX ieTel, YTO HeobXo-
VMO YUUTbIBATb.

Bo Bpemsi bepeMeHHOCTM Ansi Npo-
buUnakTrkn AnucTpecc-cMHgpoma 13
yncna  MKOKOPTMKOCTEPOUAHBIX
npenapaToB Haubosnee npeanoyTy-
TeneH MeTtunpen®. ITOT npenapar,
ObICTPO MPOXOAsA uYepes MMaLeHTy B
OUONIOTMYECKN aKTUBHbIX dopmax,
obnagaet cnabo UMMyHoCynpec-
CUBHOW aKTUBHOCTbIO, JINLLEH MUHE-
panoKOPTUKOVAHON aKTUBHOCTA WU
ob6nagaet 6onee NPOAOKNUTENbHBIM
nepuoaomM LelCTBYA, YeM KOPTU3OJI.
BropgocTynHOCTb  HECUHTETUYECKUX
TIIIOKOKOPTUKOCTEPOVAOB Nogy BTO-
PUYHO CHIKAeTCA BC/efCTBME MeTa-
60nm13ma B nnaLeHTe.
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