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Onpenenenne

Bpoxnennas aucgyHKuus KOpbl HOYEUHUKOB (CHHOHUMBI: BPOKJICHHAS THIIEPILIA3Hs KOPbI
HA/INOYEYHMKOB M BPOXK/ICHHbII a[peHOreHHTANbHbII CHHAPOM) — 9TO [PYIINa HACEACTBCHHBIX
Gone3Helt ¢ ayTOCOMHO-PELIECCHBHBIM TUIIOM HAC/ICA0BAHHS, 00YCTOBICHHBIX TCHETHICCKHM neekToM
(DepPMEHTATHBHBIX CHCTEM, KOTOPHIE YYaCTBYIOT B CHHTE3¢ KOPTHKOCTEPOH/IOB, B CIE/ICTBHC 4ero

BO3HHKAIOT 3a60JICBAHMS COMPOBOXK/IAIOLMECS THIIEPAHAPOreHHeH 1 aHOMATTHAMH [10JIOBOTO Pa3BHTHA.

InuaeMHOJIOrHs
PacipocTpaHeRHOCTh KilaccHIeckuX Gpopm euumta 21-rupoKCHIIa3hl COCTABIIAET OT 1:14000 o
1:18000 >KMBbIX HOBOPOXK/IEHHBIX B MUpe. I10 JaHHbIM HEOHATAILHOIO ckpunutra B PO
PacrpoCTPAHEHHOCTH 3a607IeBaHHS B OTAC/BHBIX pErvoHax CoCTaBJIseT OT 1:5000 o 1:12000, B neaom
10 crpane — 1:9638 xuBbIX HOBOPOXK/ICHHBIX.
Heknaccuueckast popma BJIKH Berpeuaetcs amie —oT 1:500 mo 1:1000 cpemu obmei MOMyJIANHH, a B
HEKOTOPBIX H30JIHPOBAHHBIX ITHHYECKHMX IPYIIaX, XapaKTepU3YIOLUXCS BHICOKHM IPOLEHTOM
OIM3KOPOACTBEHHBIX 6pakon pPacIpoCTPaHEHHOCTh MOXKET IOXO/MTH 110 1:50 o 1:100.
Ha BTOpOM MeCTe HaXOAMTCs THIEPTOHHYICCKAs dopma BJIKH (I'® BAKH) — nepuuut 11p-
IMAPOKCHIIA3bl, KOTOPas BCTPEdaeTcs M0 IAHHBIM JIATEpaTypEl npumepHo y 1 Ha 100000
HOBOPOXK/IeHHBIX. B Poccuy pacnpoCTpaHEHHOCTL I'®d BJIKH e usyyena.
OcTansHble (POPMBI ONACAHBI JTHIIb B BHJIE OTAETBHEIX KIHHHEECKHX HabJI0/ICHAH H HE

o JIeXKaT cucTeMaTU3aluu s Bblpa60TKH KJIMHHYECKHX pexomeﬂuauuﬁ.

Knaccupuxauus

B nacrosmee Bpems onucato 7 dopm BIKH:

1. JMIIOWAHAS THIIEpPIUIa3Hs KOpbl HAAMOYECYHHKOB (ne¢uumt StAR-npoTepHHa);

2. nepuuut 20,22-1€cMoasbl;

3. nedwmr 17a-ruapokcusassy/1 7,20-nnazel;

4. neduuut 3P-rHAPOKCHCTEPOHUICTHAPOTCHABI;

5. nmedunuT 21-ruIpoKCHIIa3bl;

6. nepuumt 11B-ruapoKcHIasbl;

7. neuLUT OKCHIOPERYKTa3bl.
HauGosee yactas popma BJIKH, Berpedatomascs Gonee ueM B 90% ciryyaes, 00yCIIOB/IEHA IEPHLHTOM
depmenTa 21-rHIpoKcuiassl. B cBoIo 04epens, BJIKH Bcrenctaue nedumnuta 21-ruipoKCHIa3El

N0/IPa3/IeNSETCs HA HEKJIACCHYECKYIO H KIIAaCCHYECKHE (BupHIIBHAS M CObTEpsIONIas) GopMbI.




Kiaunuyeckasi KapTHHA
Kinnueckast kaptina feduimra 21-2udpokcunassi CKIajbiBacTes H3 IBYX OCHOBHBIX COCTABJIAIOIITAX:
e  HAIOYCYHHKOBOM HEIOCTATOYHOCTH, BO3HUKAIOIIEH BCIIEACTBHE nedunTa CHHTE32 KOPTH30/IA
M QJIbJ0CTEPOHA,
*  THICPAH/IPOrCHNH, BOHUKAIOLIEH H3-3a H3GHITOUHO NPOYKIMH He3a0I0KHPOBAHHBIX
TIOJIOBBIX CTEPOUJIOB.
B 3aBHCHMOCTH OT CTENEHU COXPAHHOCTH AKTMBHOCTH (hepMeHTa 2 1-rHIPOKCHIIa3bl BhIACIAIOT 1BE
Kiaccuyeckue Gpopmbr BJIKH:
®  CoJbTEpAOLIas,

®  BHPHJIbHAS.

[Ipu conpTepsiomei hopme umeeTcst JePUIAT Kak MHHEPAIOKOPTHKOHMIOB, TaK H TTIOKOKOPTHKOH/IOB.
IIprdem aeduumT nocneHuX, Npu OTCYTCTBHHM KOMIEHCAIMH, IPHBOMT K PA3BUTHIO CMEPTE/bHO-
OTaCHOTO COCTOSHHS — CONBTEPAIOMIEr0 KPH3a, 00YCIIOBIEHHOTO CHIKEHHEM peabcopOLMH HATpHs B
KaHaJIbllaX MOYEK, CHIKEHHEM 00beM LIUPKYJIHPYIOLIEH KPOBH, apTEPHATBHOTO IABJIEHHS, PA3BHTHEM
BBIpOXXEHHOro 00e3BoxxuBanust. Hanbonee Tskeno conpTepsAiouue KPU3bl IPOTEKAIOT B IETCKOM
BO3pAcCTe, C BO3PACTOM MX YaCTOTA CHHXKAETCS, OJJHAKO B CTPECCOBBIX CHTYalUsX, HANIPUMED, NIPH
OTlepalHsX, TPaBMaxX, HHTEPKYPPEHTHBIX 3a00JIEBaHHSX, OHH MOTYT OCJIOXKHHTh Te4eHHE 3a00IeBaHHUs
U Y B3pOCIIBIX.

[Ipu 6upurvnot popMe 0TMEYAETCs TONBKO ASGHIMT KOPTH30J1A, YTO TIPH OTCYTCTBHH JIEYEHHS
MPOSIBJIAETCS MBILIEYHOMN CIAGOCTBIO, yTOMJISEMOCTBIO, TOTEMHEHHEM KOXKHBIX IIOKPOBOB Ha (oHe
CHMIITOMOB THIIEpaHJAPOT€HUH.

B KJIHHHYECKO# MPAKTHKE B 3aBHCHMOCTH OT cTenenu feduuuta C21-ruApoKCHIIa3hl H COOTBETCTBEHHO
CTETIeHH THIIEpaH/IPOTeHHH BBIIENSIOT KJIACCHYECKYIO (hOpMY BPOXIEHHOTO a/IpeHOTCHHTAILHOTO
CHHZpOMa H Jierkue GOopMbl, Ha3bIBACMbIE TAKKE HEKIACCHUeCKMMH (MyGepraThas u noctnyGeprarThas
(hopmer).

Knaccnueckast popMa BPOXKIEHHOI0 aPEHOreHUTAILHOr0 CHHAPOMA:

TMIepnpoIyKIHs aHPOreHOB HAYMHACTCA BHYTPHYTPOGHO C HAYaIoM FOPMOHAIBHOM (yHKIHH
HA/IMOYEYHHKOB - 9-10-51 Hejiens BHYTPHYTPoOHO# sku3nH. [loa BausHUEM H30bITKA aHAPOTCHOB
HapyIaeTcst noyioBas Au(depeHmpoBKa II0ja XeHCKOro XpOMOCOMHOTO TioJia. B 10T nepuoz
BHYTPUYTPOOHO# JKU3HH FOHA/IBI YIKE UMEIOT YETKYIO I0JIOBYIO MPHHA/UIEKHOCTD, BHYTPEHHHE
T0JIOBBIE OPraHbl TAKXKE UMEIOT PHCYINEe KEHCKOMY T0Jy CTPOCHHE, @ HApY KHBIE TOJIOBBIC OpraHb!
HaxoaTCs B craguu popmuposanus. Jenckuii Gpenornn Gopmupyercs u3 Tak Ha3bIBAEMOTO
HejiTpabHOro THna. [1oj BiMsHHEM H30bITKA TECTOCTEPOHA IPOHCXO/IUT BUPUJIU3ALNS HAPYIKHBIX

MOJIOBBIX OPraHoOB IJI0Ja XKEHCKOro 110J1a; TIOJIOBOM 6yrop0K YBEJIHYHBACTCsl, NPEBpALIAsICh B




HGHHCOOGPMHHH KITATOP, CIIMBAIOTCS na6HocaKpa.an,1e CKJIQJIKH, npnoﬁpeT as BUJI MOIIOHKH, ypore-

HUTAIbHBIA CUHYC HE PA3/ENSeTCs Ha YPETPY U BIArajiuile, a IepCuCcTUpyeT U OTKPhIBACTCA IO/ IICHA-
co00pasHBM KinuTopoM. Takast BUPHIN3ALKSA IPUBOUT K HEMPaBUILHOMY ONPE/IC/ICHHIO T0J1a IpH
pokeHun pedenka. ITockonbKy ToHa/Ibl MMEIOT XKEHCKOE CTPOCHHE (SHYHHKH), 9Ta NATOIOTHA

TIONTYUHJIa ElIe OJTHO Ha3BAHKE - JIOYKHBIH KEHCKHIT repMapoMTH3M. [Hnepnpo/IyKIHs aHApOreHoB BO
BHYTPHYTPOOHOM IEPHO/IC BbI3BIBACT THIEPILIA3HIO HANOYEUHHKOB; ITY dopMy azpeHOreHUTATIbHOTO

CUHJIpOMaA HA3LIBAIOT KJIaCCHYECKOH (bOpMOﬁ BpO)KIICHHOﬁ runepriasiu HaJAI0YEYHHUKOB.

Ily6epraTnas ¢opma aapeHOreHHTANLHOr0 CHHAPOMA:

[1pu 910# hopMe afpeHOTEHUTAIBHOrO CHHAPOMA BPOXKIAEHHBIH AeQULHAT C21-ruapoKCcHIIashl

NIPOSIBIIAETCA B Ty6epTATHBIH IIEPHOJL, B NEPHO/ PUIHONOrHYECKOrO yCHICHHA ropMOHa/IbHOH (QyHKLHH

KOPHI HaIMOYEUHUKOB, B TAK Ha3bIBAEMBIii NIEPHOJL aZIpeHapXe, 10 BPEMEHH Ha 2-3 rojia OTepexXaroImnH

MEHapXxe. DuU3KM0I0rUYECKOe YBEIMYCHUE ceKpely auIpor¢HoB B 3TOM BO3pacTe obecneynBaeT

TyGepTaTHBIH «CKa40K POCTa» M TOSBIICHHE TOJIOBOTO OBOIOCEHH.

KinHMuecKas KapTUHA XapaKTepU3yeTcs NO3IHMM MEHAPXE, 1-1 MeHCTpyauus NpUXOJIHT B 15-16 ner,
TOrJIa KaK B TOMy Ay - B 12-13 jteT. MeHCTpyalIbHbIH LUK UMEET HEYCTOHIHBBIA HITH
Hepery/IApHbIA XapakTep ¢ TeH/CHLMEH K 0TMTOMEHOpEe. VHTepBan MeX/y MECSYHBIMH - 34-45 HEH.
TMpCyTH3M HOCHT BBIPAKEHHEIH XapaKkTep: POCT CTEPXKHEBBIX BOJIOC OTMEHAETCS 1O Genoii THHHH
JUBOTA, HA BepXHeii ry6e, OKONOCOCKOBBIX NOJIAX, BHY TPEHHEH MOBEPXHOCTH 6enep. OT™evaoTcs
MHOYKECTBEHHDIE aKHE B BH/E HATHOMBIIMXCS BOJIOCSHBIX (DOJLTHKYJIOB H CAIBHBIX XKEJIE3; KOXKa JIHIA
XUpHas, IOpHCTas.

JeBYIIKH XapaKTepH3YIOTCS BHICOKHM POCTOM, TEJIOCTIONEHHEM C HEPE3KO BEIPKEHHBIMH MYKCKAMH
WM MHTEPCEKCYaIbHBIMM YEPTaMU: LIMPOKUE TUIeYH, y3KHii Ta3. MosIOUHbIE JKeJe3bl THIOMIACTH HbL.

OCHOBHBIMH Xa100aMH, TIPUBOJIALIMMY TALIMEHTOK K Bpady, ABJISAIOTCSA THPCYTH3M, aKHE H
HEYCTONYMBBI MEHCTPYANIbHBLH LKL

HOCTﬂyﬁepTaTHaﬂ q»opma A/IPEHOTeHHTAJBLHOI0 CHH/IpOMA

Kiinnuueckue nposiBieHUs MaHH(bCCTprlOT B KOHLIE BTOPOro AE€CATHICTHS XH3HH, 4acTO - NOCJIE
CaMOITPOM3BOJILHOIO BBEIKM/IBIIIA Ha PAHHEM CpOKE GCPCMCHHOCTH, Hepaaamalouleﬁcn 6epeMeHHocm

WIH MEIMLUMHCKOro abopra.

YKeHIMHBI 0TMEYAIOT HapyLIEHHe MEHCTPYIBHOTO LIUKJIA 110 THITY Y UIHHEHHS MEKMEHCTPYaTbHOTO
NPOMESKYTKA, TEHICHIMIO K 3aePXKKaM H OCKYIHEHHIO MEHCTPYallHii.

ITockoJbKY THIIEpaH/IPOreHnst Pa3BHBAETCS TIO3/THO H HMEET «MATKHIT) XapaKTep, THPCYTH3M BBIPOKEH
HE3HAYUTENIBHO: CKY/IHOE 0BOJIOCEHHE Oeoi TMHUM KHBOTA, OKOJIOCOCKOBBIX I10JICH, Ha/l BEPXHEH
ry6oii, Ha rosieHsx. MoJIoUHBIe XKeNe3bl Pa3BUTHI COOTBETCTBEHHO BO3PACTY, TEJIOCIOKEHHE - YHCTO

JKEHCKOro Tuna. ¥ naiueHToK ¢ aZIp€HOr€HUTANIbHBIM CHHAPOMOM HE BbISABJIACTCA MeTaboIMYecKuX

Hapyme}mﬁ, XapaKTEPHBIX JUIL CHHAPOMA IOJIMKUCTO3HBIX SUYHUKOB.

e o RN S RRENS )



ITHOJIOTHS H NTATOTeHe3
["nasnoe 3peno narorenesa seex gopm BJIKH - Hapymienue cHHTE3a KOPTH3071a. [TocTostHHbI# fedmy,
KOPTH30J1a 110 IPHHIMITY 0OPaTHOH CBS3H CTHMYJTHPYET CEKPELHIO apCHOKOPTHKOTPOITHOTO rOpMOHa,
9TO ¥ CITYKHT NPHYMHOI THIIEPILIA3HH KOPBI HajmoyeqHukoB. [Tpn JTAHHOM TaTOJIOTHH 3HAYHTELHO
YCHJIMBAETCS CEKPEIHS HAMOYEYHHKOBBIX aHPOTEHOB, YTO IIPUBOJMT K BHPHJIM3ALHH H
AHJIPOTeHH3alHUH OOJNBHBIX.
ITpu BJIKH B pesysbrare eficTBHS PELleCCHBHONO reHa opakaeTcs OMH U3 (pepMEHTOB. Bauay
HACJIeJICTBEHHOTO XapakTepa 3a00JIeBaHUs HapyIIeHHe mporecca 6HOCHHTE3a KOPTHKOCTEPOHIOB
HAYMHACTCA B NIEPHOJ BHY TPUYTPOGHOTO Pa3BUTHS, M KIHHHYECKas KapTHHA opMHpyeTCs B
3aBUCHMOCTH OT I€HETHYECKOTO JedpekTa GepMEHTHON CHCTEMBL.
[pn nedexre 20,22-0ecmonassr napymaercs cuHTE3 CTEPOMIHBIX FOPMOHOB H3 XOJIECTEPHHA B
AKTHBHBIC CTEPOM/IBI (QTBAOCTEPOH, KOPTH30JI ¥ aHAPOTeHEI He 00pa3yIoTcs), 4TO PHBOJMT K
CHHIPOMY MOTEPH COJIH, IIIOKOKOPTHKOUTHOM HEJOCTATOYHOCTH H HEJOCTATOYHOMY TOJIOBOMY
MacCKyJIHHHU3HPYIOLIEMY Pa3BUTHIO IIOZIOB MYXCKOTo moJia. Eciii GobHEIE )XEHCKOTO0 110J1a HMEIOT
HOpMaJIbHOE CTPOCHHE BHY TPEHHHX U HAPYXXHBIX TEHHTANIMIH, TO Y MAIBYHKOB MPH POXKIECHHH HMEIOTCS
(emMunHEIE HAPY)XHBIE TeHHTAINH, OTMEYAIOTCS ABNEHMS TIceBIOrepMadpouTH3Ma. PasBuBaeTcs Tak
Ha3bIBaeMas BpOXK/IEHHas JIMIIOU/IHAS THIIEPILIa3Hks KOPbI HAIMOYEYHHKOB. BosibHbIE MOrHGAIOT B
paHHEM JIETCTBE.
Hebuunr 3p-zudpoxcucmepouddezudpozenass criocodCTByeT HapyUICHAIO CHHTE3a KOPTH30J1a H
aJIbJI0CTEPOHA Ha PaHHUX CTAJUAX UX 00pa3oBaHus. Y OONBHBIX pa3BUBACTCS KIMHHYECKAsA KapTHHA
CHHJIpOMa IIOTEPH COJH. 3a CHET YacTHYHOro obpasoBanus JITDA BHpHIM3ALUs OpraHH3Ma y IEBOYEK
BbIp@KeHa c1ab0. Y MaJIbuMKOB H3-3a HAPyUIEHHs CHHTE3a AKTUBHBIX aH/IPOreHOB HA0/IO1AeTCs
HEMOJIHAs MACKYJIMHU3ALMs HapyXKHBIX TEHHTaH (YEpThI HapyXHOro repmadpoauTu3Ma). Yaue Beero
Y HOBOPO’KAEHHBIX MATIbYHKOB HAOIIONAIOTCA THIOCTIA/HS M KPUITOPXH3M, YTO CBHACTE/ILCTBYET O
liapyuxemm (epMEHTOB He TOJIbKO B HA/INOYEHHHKAX, HO H B TECTHKYJ1aX. YpoBeHb B Moue 17-KC
GBIBAET MIOBBILEHHLIM B OCHOBHOM 3a cueT JI'DA. 3aboieBaHue NPOTEKAET TAKEIIO, OTMEYACTCS
BbICOKAs CMEPTHOCTD OOJIBHBIX B PaHHEM JIETCTBE.
Jleuuur 17-a-2udpoKcunassi BpI3bIBaeT HAPYLICHHE CHHTE3A IOJIOBBIX FOPMOHOB (aHApOreHoB H
CTPOr€HOB) M KOPTH30J1a, 4TO MPUBO/UT K M10JIOBOMY HEI0PA3BHTHIO, THIICPTCH3HH,
[HIIOKATHEMHUYECKOMY aIKao3y. [Tpy 9Toi IaToNori: CeKpeTHPYeTCsi G0IbLIOE KONHUECTBO

KOPTHKOCTEPOHa M 11-€30KCHKOPTHKOCTEPOHA, YTO 00YCJIOBIHBAET THIIEPTOHHUIO H

FUIIOKAJIMEMHYECKHH anKailos.

Ymepennoiii depuyum pepmenma 21-2udpokcunass

Hapy1ienue CHHTE3a KOPTH30I1a BC/IE/ICTBHE HEI0CTATOIHOCTH depmenTa 21-ruIpOKCHIA3bl BEJIET K

aHH3MY OTpULATEIbHOH 0GPAaTHOH CBA3H u36prok AKTT cTHMYJTHPYET KOPKOBBIi

TOMY, YTO I10 MEX g
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CJIOW HAMOYEYHUKOB, UTO BEI3BIBAET €€ TMIICPIIIA3HIO. Hp" 9TOM H3-3a CYIIECTBYIOIIETO

q)epmemamaﬂoro 0110Ka Ha IIyTH CTCPOU/IOrCHE3A HaKalJIMBaloTCsA I]pC}IlIleCTBCHHHKH KOpTH30/1a U

AHJIPOTEHOB, Ty TH 06pa30BaHMs KOTOPHIX He 3a0/I0KHPOBAHBI. Knauuecky 51a (popMa MposBIAETCS

BUPHJIbHBIM CHHAPOMOM (TaK HasblBaeMas BUPHIIbHA, HIH HeoCI0KHenHas, popma 3a601eBaHu).

nOCKOHbe TUNepIUIa3upoOBaHHAS Kopa HaJIIOYECYHHKOB criocoOHa CHHTE3UpOBATh aJICKBaTHOE

KOJIMUECTBO allbI0CTEPOHA U KOPTH30J1a, 1I0TEPs COJIH ITHM npenynpemaerca, 4 HaIOYEYHHKOBBIC

KpHU3BI HE Ppa3BUBAIOTCA. [loBeIeHHas POy KIHA aHJIpOreHOB M3 pCTl/le."lﬂpHOﬁ mnepnnasnponaﬂﬂou

30HbI KOPbI HaJMO4YEeYHUKOB IPUBOJUT K Ppa3BUTHIO MaCKy.IIHHPBaHHPI y XKCHIIHH U MaKpor €HUTOCOMHH

Y MYXYHH HE3aBHCUMO OT HATTMYHUSA WIH OTCYTCTBHSA conmepsnomeﬁ d)OprI 3a0oneBaHuA.

Buprmzaiys y 60IbHBIX KEHIIMH GBIBAET OUEHb BbIPAKEHHOM.

Tlpyu noanom 610Ke pepmerma 21-2udpoxcunassl Hapiny ¢ BHpHJIH3AlIMEH Opranu3mMa pa3BUBacTCA

CUHJIpOM MOTEPH COJIU: pe3Kas noTeps HaTpus 1 XJIOpHIOB € MOYOH. Couepx(auue Kaus B CBIBOPOTKE

KpOBH OOBIYHO MOBBIIACTCH. ConbTepsIONIHi CHHPOM Yallle BCEro MPOSBIACTCA Yke B TIEpBBIE

Mecslbl XXU3HU pe6em<a Hu npqupe‘raer Beayliee 3HAYCHHUE B KJIMHHYECKOH KapTHHE 3a00/1€BaHHS. B

TSHKEINBIX CyqasX pa3BUBACTCA ocTpas HaANO4YeYHHUKOBAs HEeZ0CTaTOYHOCTh. PBoTta u auapes MPUBOAAT

K JerujpaTaiuu. Be3 neuenus Takue JICTH, KaK IIpaBHJIO, IO ubaloT B paHHEM JETCTBE.

Jledext 11-p-2udpoKcunassl. [1pu nauHo# (opMe NaToreHe3 aHAIOrHICH ne¢uuuTy 21-rHApOKCHIA3BL.

[ iaBHbIM OTJIHYMEM SBISETCA HApYLIEHHE KOHBCPCHH nesoxcuxoptuxkoctepona (J10K), obJaatoLero
BBICOKOM MHHEPAJIOKOPTHK!

OWIHOH aKTHBHOCTBIO, B KOPTHKOCTEOH. IMeHHO mosrTok JIOK cunraercs

OCHOBHO} IPUYMHON MOBBILICHHS APTEPHATLHOTO NABIICHHA, Hapsity ¢ Buprmsaneii npu BJIKH.

3MOXKHast polib 18- ruapoKCcH- H 19-oxcomerabomrto JIOK, KoTOpbIe TOXE
06/1AIAI0T MUHEPATOKOPTHKOM/IHBIMH CBOHCTBAMH. IIpu s10ii Hop

Taroke 00CyXkaeTcs BO

Me 3a00J1eBaHUs 3HAYHTEIBHO

yBeanuBaeTcu BBIJICJICHHE C Mouoii 11-1e30KCHKOpTH30J1a. 3a11ep)|<1<a COJIH TIpH 9TOM TaKas Ke, Kak

NpH HapyleHnu 17-a-THAPOKCHIUPOBAHHS.

Tlpu nedexte pepmenta 18-oxcudasl, KOTOPBIi HEOOXOJIHM TOJIBKO JUIsi CHHTE3a ATb/l0CTEPOHA,

Pa3BUBACTCS COJBTEPAIOLIMH CHHAPOM. [ToCKOJIbKY CHHTE3 KOPTH30J1a HE HAPYLIECH, HET CTHMYJIA H JULA
yBEJTHYEHHs IPOYKLMH NPOTeCTepOHa. [pn 5ToM He Ha6/0aeTCA THIIEPILIA3HHA PETHKYJIAPHOMH 30HBI
KOPb! HA/INOYEUHUKOB M OBBILLIEHHS IPOJYKLHH a/IPEHANOBBIX AHAPOTCHOB. Taxum obpa3om,
oTcyTCTBHE 18-0KCHIa3hl MOJKET TIPHBECTH TOBKO K JIEQHIMTY alb0CTEPOHA. Kiuangecku 910

MPOABIACTCSA THKEIIbIM CONBTEPAIOLIUM CHHIPOMOM, IIpH KOTOpOM OoJbHbIE YMUPAIOT B paHHEM
JICTCTBE.

Onucans! eiie HeCKoIbKO GopM BPOXKAECHHOM AUCHYHKIMK KOPBI HAANOYEHHHKOB (BJAKH), xoTopsie
BCTPEUAIOTCS PeKO: (JopMa C MPUCTYTIaMH THITOTIMKEMHH H C TIEPHO/IMYECKHMA

3THOXO0JIAHOJIOHOBBIMH JIMXOPA/IKaMH.




}Inarnocmka aupenorenmanbuoro CHHApOMA

QDusuxanvhoe obcaedosanue

OmsnkabHoe 06c/Ie0BaHKE TAHEHTOB PEKOMEH/I0BAHO IPOBONT M0 CTAHAAPTHBIM MPHHLHIAM
nporneeBTHKH. HeoGX0IMMOo IPOBECTH OLEHKY aHTPOTIOMETPHUECKHX MapaMETpOB, CTEIEHH
THPCYTH3Ma Y JKEHLIHH, OLIEHHTh HAJTMYHME KIIMHHYECKHX NPH3HAKOB HaAMOYEYHHKOBOH
HEJI0CTaTOYHOCTH. [IpH3HaKu TUTepaHPOTe N Y KEHIIHH C KIACCHYECKHMH ¢opmamu nedumnta 21-
THIPOKCHIIa3bl 0OBIYHO APKO BHIPAKEHBI M IPH OTCYTCTBUHU JICYEHHS NPOSIBIAIOTCA BHpPHJIH3ALHEH
HapYXHBIX IT0JIOBBIX OPraHOB, AMEHOPEEH, BHIPKCHHOMN aloNeNuei H THPCY TH3MOM. B
HeiMarHoctTupoBaHHbIX cnydasXx BJIKH naiueHTky ¢ )KeHCKUM KapHOTHIIOM HMEIOT MYKCKOH
denoTHN. Y My’KUMH IPU3HAKH HAJOYEYHHKOBOH THIICPAHPOTEHHH TIPOABISIOTCA B MEHBIICH
CTEIICHH, YeM B IETCKOM BO3pacTe, K HIM MOXKHO OTHECTH aKHe U Oecruioaue.

Hepenko y manueHToB 0TMeYaeTcsl HU3KHH KOHEUHBIH POCT, 9YTO MOXKET ABJIATHCA CIIEACTBHEM KaK
HEJI0CTATOYHOrO (M3-32 M30BITKA aHAPOTEHOB), TAK U H30BITOYHOTO (M3-32 H30BITKA
TIIOKOKOPTUKOHOB) JIEYEHHS B JIETCTBE.

Hexnaccuyeckas popma BIIKH e conpoBoxpaercs npu3HakaMi HaJIMOYEYHHKOBOH HEOCTATOYHOCTH
1 NIPOSIBIISETCS JOBOJIBHO MO3/THO — 0OBIYHO MOCIE MyOepTaTHOro Bo3pacTa. Y My>KYHH 3TO
3ab0JieBaHKE NPAKTHYECKU HUKOT/A HE IMarHOCTHPYETCS U HE TPEOYET JIEYEHHs! B CBA3H C OTCYTCTBHEM
XapaKTepHbIX [PU3HAKOB. Y XEHIIMH OTMEYAIOTCS PU3HAKH YMEPEHHOIH THNEPaH/IPOTeHHH: aKHe,
THPCYTH3M, AJIONEIHS; YacTo HabJI0/IAeTCS Hapy LEHHE MEHCTPYATbHOTO LIMKJIA, OeCIionne H
HeBbIHALIMBaHHE 6€PEMEHHOCTH.

Y nauuentos ¢ aepuuutoM 11B-rugpokcuassl, Kak 1 PH BUPHIbHOH (opme 21-rHapoKcHaskl,
Pa3BHBAIOTCS KIMHUYECKHE IPH3HAKH, CBA3AHHbIE C /ICHCTBUEM H30BITKA aHPOTCHOB U Ae(HIHTA
Kkopru3ona. [103TOMy B AETCKOM BO3pACcTe HEPEJKO MALMEHTaM OLIMOOYHO YCTAHAB/IMBACTCS AHArHO3
neduuura 21-rupoxcnnassl, Tem Gonee uto ypoens 17-OHnporecrepona (170HP) y nix 06srano
MOBBILICH, KAK ¥ IIPH BUPHIBHOM (popme. 3ar0/103puTh THNEPTOHHYECKYIO POPMY MOXKHO B ClyHasX
[OBBILIEHHS APTEPHATILHOTO JABJICHHS Y MALMEHTOB HA NIIOKOKOPTHKOU/IHOI TepaIiH B OTCY TCTBHE
NPU3HAKOB TePeA03UPOBKH Tepaniu. AL, koTopas BeTpedaeTes y 2/3 NalHeHToB ¢ nepuumurom 116-
IHAPOKCHIIA3hl, HAYUHACT NIPOSABJIATHCS B PA3HOM BO3DACTE, YAl B ICTCTBE, MOKET HOCHTH KaK
yMEpCHHBIiA, TaK ¥ BBIPAKEHHbIH XapakTep ¢ PasBHTHEM OCTIOXKHCHHI: THIIEPTPO(HS IeBOro

JKeJIy104Ka, PETHHONATHS, MAKPOBACKYJIAPHBIC OCTIOKHEHHS.

Topmonansusie ucciedosanus

[ToMuMO aHaMHECTHYECKUX U (beHOTHIIH'-lCCKHX JIAHHBIX (TCJIOCJ'IO)KCHHC, 0BOJIOCEHHE, COCTOSIHHE

KOKH, pa3BUTHE MOJIOYHBIX )KCJIC3), MpH MOCTAHOBKE JIHArHo3a peuaroumee 3HA4YCHHE UMCIOT

TOPMOHAJIbHBIC UCCJIC/IOBAHUA.




brarojaps Tomy, uto BJIKH sBnseTcs reneTnyeckuM, NoTeHIHATEHO JIETATBHBIM B HMEIOIIAM YETKHH
/MArHOCTHYECKUI Mapkep 3a0oneBanueM, onTUManbHbIM MeTo/ioM BhiaBienus BJIKH Bo Bcem mupe B

11ACTOSIIIIEE BPEMS CUMTAETCS NIPOBE/ICHHE HEOHATATEHOTO CKPUHHATA ¢ HeceoBanueM yposHs 170HP

B kpoBH. [103TOMy marHocTuKa Kiaccuyeckux Gopm Bo B3POCIOM BO3pacte 00BIYHO yiKe HE

Tpebyercsi. OHAKO WHOT/A 3a60/eBaRNE He IMATHOCTHPYETCS BOBPEMS, H yCTAHOB/ICHHE IHArHO3a

Tpe6yeTcx B CTApLIEM BO3pacCTe. O0p1yHO 3Ta CUTYyalus BOZHUKACT Y B3pOCIIbIX IIDH COYETaHUH

HECOOTBETCTBHUS TACTIOPTHOTO M FEHETHYECKOT0 M0JIa W MPH JUTHTEILHO CyIEeCTBYIOIIEH TOKEIOH
BUPMIA3ALMH.

Wccnenoranne PEKOMEHI0BAHO IIPOU3BOIUTD B paHHHE yTpEHHUE YaChL. HpH KJIaCCHYECKHX (I)opMaX

€ro ypoBeHb 00BIYHO 3HAYUTENBHO NpeBbieH — 6onee 30 umons/1 wik Gosee 10 Hr/mn. Kpome Toro,
OTMeUaeTCs 3HAYMTENBHOE TIOBBIEHHE YPOBHE TECTOCTEPOHA, aHAPOCTEHAHOHA H IPYTHX

NPEJIICCTBEHHUKOB MIOJIOBBIX CTCpOUJ0B. leri TaKMX M0Ka3aTegX AMario3 He BBI3bIBAET COMHCHHlH,

JIOTIOHUTETBHOTO TIOATBEPIK/IEHHs He Tpebyercs. [[peanouTHTe b b nabopaTopHBIH METOX

ONpe/IeNieHust FOPMOHAIBHBIX TOKa3aTeseil — XUAKOCTHAA TAHACMHAs maccnexrpomerpus, Meton UOA

JacT 0O0JIBILIEE YHCITO JIOKHOMOJIOKHUTENBHBIX pe3yJIbTaTOB.

J{MarHOCTHKY HeKJIaccH4ecKoii popmbl 21-rupoKCUIaskl PEKOMEH Ty eTCs POBOIUTD Y HKCHILHH €
TIpU3HAKaMK THPCY TH3MA, AIONCIIMH, aKHE, Hapy CHHAMH MEHCTpYaIbHOr0 LKA, GeCTIoeM A/ui
NPUBBIYHBIM HEBbIHALIMBAHUEM OEPEMEHHOCTH. JIMarHoCTHKa HEKIACCHYECKOH (HOPMBI BJIKH
gBIseTCs GoTee YacTo 3ajaueil M pYTUHHO BCTPEYAeTCs B IPAKTHKE SH0KPHHOIIOrOB H aKyIIEpOB-
[MHEKOJIOrOB, TAK KAK N0 KIMHMYECKHM NPOSIBIEHUSM 9TO 3a00/IEBAHHE CXOXKE C CHHAPOMOM
[OJMKHCTO3HBIX SMYHAKOB. VIMEHHO ¢ 9THM 3a00/ieBaHHEM 1 POBOJUTCS Yalle BCETO :
nuddeperuanbHas AMarHoCTHKa uBJIKH. Tna auarnoctuku HBJIKH pexomenayeTcs Hecnen0BaTh
yposenb 170HP B kpoBH Y JKEHIIWH B PAHHIO0 dommkynspuyio pasy B yTpenHue qacl. Jlis
JIMArHOCTHKYU HEKJIACCHUECKOH (opMbl 3a00p KPOBH Ha 170HP npoBoasaT paHo yTpoM B

dommkynspHyio pasy mukia (He nossmee 5-7 nus), Ipu aMeHopee — B 000} JIeHb, CTPOro BHE
epemennocTH. HOpMO¥ CYMTAIOTCS IOKA3ATENM MEHEE 6 HMOJIB/J WJIM MEHee 2 HI/MJI, HHXKE STHX

yposueit HBJIKH npakriyecku ne Berpedaetcs. Crie/lyeT NOMHHTE, 4TO pedepeHCHBIE 3HAUEHH S,

KOTOPBIC NPUBOAATCA Pa3IMIHbIMH HaGO})aTOpHXMH, 00BIYHO OTJIHYAIOTCS U MOryT OBITh 3HAYUTEIILHO

HIDKe YKa3aHHBIX «OTPE3HBIX TOUEK» JUIs IMarHoCTHKH Hekaccndeckoit BJIKH. B ciryuae 3Ha4YeHHH
6azanpnoro 170HP Gonee 30 umons/n unu 10 ur/mi, auarno3 BJIKH cunraercs noaATBEpKICHHBIM, H
JOTIOJTHUTENBHOM JMarHocTHKH He TpeGyercs. [Tpn norpannanbix 3navennsx 170HP (6-30 avos/a
win 2-10 HI/MJI — TaK Ha3bIBaEMas «cepasi 30Hay), BBIABJICHHBIX MUHHUMYM IIPU JIBY KPATHOM
OTIpE/IE/IEHUH, B MMPE PEKOMEH/LY €TCsl IPOBOJMTE JOMOTHHTENBHBIH CTHMY IHPYIOLIHIA TECT C

npenapatamu 13 ATX-rpynnst AKTT, uto siBisiercst 3010TbiM cTanapToM auarsoctukd BJIKH. [pu




A

COMHHTEIbHBIX pe3y bTatax onpezenerusa 170HP, a Takke B nessiX FeHETHIECKOTO KOHcynbmpoBank

Jlaiee PEKOMEH/LyeTCs IPOBOMTH MTEHETHYECKOE HCCI/ICI0BAHHE ICHA CYP21A2,

Jluarnocruka geguuura 11p-ruapoxcuiaspl

V nauuentos ¢ nerunuunpiM Teyernem BJIKH uim passutem Al” peKOMEHy€TCsl MPOBOJHTE
nuarsoctuky ['® BJIKH myTeM KOMIUIEKCHOTO OIpe/ie/IeHHe KOHUEHTPALMH CTEPOH/IHBIX TOPMOHOB
METOJIOM TaHIEMHO# Macc-CIIeKTPOMETPHHU C HCCIIe0BAHHEM ypOBHS 11-1€30KCHKOPTH30712 B KDOBH
— OCHOBHOTO Npe/IIECTBEHHHMKA KOPTH30/1a, HAXOAALIErocs Hajl (hepMEeHTaTHBHBIM 0710KOM, KOTOPBIii
NPH KJIaCCHYECKOM BapHAHTe 3a60J1eBaHKs MpeBbIaeT HopMy Gosee uem B 5-10 pa3. Ozrako B
PYTUHHOM IIPAKTUKE 3TO BO3MOXKHO CAeNaTh TOJIBKO B X0/ NPOBEACHHUS My IbTHCTEPOHIHOTO aHATIH3A.
ITostomy npu nogospenuu na I'® BJIKH, Hanpumep, npu HH3KOM YPOBHE Kallus H aKTHBHOCTH PEHHHA
1iasmsl (APIT) BHe npuema Munepanoxoptukouanbii npenaparos (MK) uiu nepeo3upoBKku
riokokoptkouaHbIMU (I'K), mpu NoBBILIEHHH apTePHATIBHOTO AaBIEHHUs Y MALMEHTOB C paHee
BBLBJICHHO! BUPHIIbHON (opMOii 3a60eBaHus, @ TAKKE NIPH OTCYTCTBUU THIHYHBIX TATOTE€HHBIX
BapHaHToB B reHe CYP21-ruapokcuiassl, naineHTa He06X0AMMO HANPAaBHTh B CHIELHATH3HPOBAHHbIE
LEHTPBI VI yTOYHEHH AMarHosa 1 noadopa repanuu. OnucaHpl peaKHe Clydan HeK1acCHYeCcKoH
Gopmsr neduumta 11B-ruapokcunassl. B k1uHHYECKOH KapTHHE TOMUHHPYIOT NPH3HAKH
TUNICPaH/POreHUH M HapyLIEHHs MEHCTPYaIbHOTO LHKJIA Y XKEHIIUH, pH 5ToM Al nipH 3T0#t hopme
3a00J1eBaHHA HET, INOO OHAa HOCHT HE3HAYNTENbHbIH XapakTep. JIHarHOCTHPOBATh HEKIACCHYECKYIO
(opmy 11BruapokcHassl MOXKHO Ha OCHOBAHHH IOBBIIIEHHS | 1-1€30KCHKOPTH301a IPH IPOBE/IEHHH
TaHJIEMHOHM Macc-CIIEKTPOMETPHH.

JlnarHocTHYECKOE 3HaYCHHE UMEET TakKe U3MepeHue 0a3allbHOl TeMIeparypsl, JUIs KOTOpOil
XapakTepHBI pacTAHyTas 1-s (ha3a HKIA U YKOPOUEHHast 2-51 (HEOCTATOYHOCTb XKEJNTOTO TeJIa).
PenTrenoaencuromerpus

TIpoBOMTCS BCEM MALMEHTaM BHE 3aBHCHMOCTH OT CTeNeHH Komnencauuu. [pu nepsuunom
ofpallleHHH NaIUEeHTa IPOBOIATCA HHCTPYMEHTAIbHAA OLEHKA COCTOSHHS MHHEPATbHOMH II0THOCTH
KOCTHO# TKaHH (MHHHMYM 2 OT/EJIOB — NOSCHUYHOTO OT/Ie/a I03BOHOYHHKA H POKCHMAIIBHOTO OT/IENa
OeIpeHHON KOCTH).

V3U/MCKT wiau MPT Haano4e4HHKOB NPH 3MH30/aX JUIHTENbHOI komneHcauuH, Y3H opranos
MOIOHKH BceM Myxkuunam, ¥Y3U masoro Taza BceM skeHuunam (npu nogosperun Ha OAPT —
pononuutenbHo nposenenne MPT Manoro Tasa. [TockoibKy NpH aApeHOreHHTAILHOM CHHAPOME HMECT
MECTO aHOBYJIALIHS, IXOCKOMMYECKH OTMEYAIOT HATHUKE (POJLIHKYJIOB Pa3HOH CTENEHH 3PEOCTH, He
Aocmra}oumx NPEOBYIATOPHBIX Pa3MEPOB (TAK HA3bIBAEMbIC MYJIBTH(OIITHKY IAPHBIE AHHHKH,
pasMepbl SMYHUKOB MOTYT GBITh HECKO/ILKO GOJIbIIIE HOPMEI). OHAKO B OT/IMYHE OT SHYHHKOB NIPH
CHHJIPOME TIOJIHKHCTO3HBIX SHYHHKOB B HHX HE yBETH'CH 00beM CTPOMBI M HET THIIHYHOTO JUIA 9TOH

MaTOJIOTMH PacIoJIOKCHUA MEJIKHX (bOIIIIHKleOB B BHJIC «0XKEPEIbA» MO Kancynoﬁ SIMYHHKA.




KpuTepnu ycranoB/ieHus JHArH03a HeK/1aCCHYECKO ¢dopmsl gedpuuuTa 21- ruapokcHIazpI:
JlMarto3 ycranap/IMBaeTCs Ha OCHOBAHHM AHAMHECTHYECKHMX JIAHHBIX: TIAIMCHTKH NPeABABIAIOT
JKaI00bl Ha HapyIIEHHs MEHCTPYaNbHOTO LHKIIA, NPUBBIYHOE HEBBIHAILIMBAHUE WM OECILIOAHE,
M30BITOYHBIH POCT BOJIOC B aHPOTEH3aBUCHMBIX 30HAX; JAHHBIX (PH3HKATLHOTO 0OC/IEN0BAHUS: ¥
JKCHUIUH BbIABIIAIOTCS NPU3HAKU THPCYTH3MA, aKHE; 1a00paTOPHOI0 U FeHETHYECKOro 00C/Ie/I0BAHHI:
noBeleHus yposHs 170HP, BeisiBnenue MyTanuit B rene CYP21A2. ¥V MyX4uH npHLe/IbHAsA
JMarHOoCTUKA 3a0071eBaHKs HE IIPOBOJMTCS, BCIEACTBUE OTCYTCTBHS KIMHHYECKHX IPOSB/ICHHH.
Uckmouenue cocTapisioT nanueHTsl ¢ 6ecrutoaneM, TART, onyxoasiMu HaAMOYEYHHKOB H €
pe3yJibTaTaMU FeHETHYECKOro 00CIeJOBaHUS, KOTOPbIE ABJIAIOTCSA IPOMEIKYTOUHBIMHU MEXKY
KJIaCCUYECKMMH U HEKJIaCCHYECKHUMH (peHOTHIIaMH.

Kpurepuu ycTanoBjieHus quaruo3a runepronndeckoii popmoi BAKH Benencrsue aeduunra 11B-
THAPOKCHJIA3bI:

Jluarso3 yCTaHaBJIMBAETCA C POXKJEHHS Ha OCHOBAHUM onpeJieeHus 11-1e30KCHKOPTH3011a,
reHeTHYeCKOro obcienoBanus: uceieaoBanue Mytauuii B rene CYP11B1. Kak npaBuito, npH 3ToH
(opme 3a6oneBanus onpeaensercs noppienue 170HP, nostomy mo pesyinbraTaMm HeOHATAILHOIO
CKPHHVHTI2 H TIOCJIEAYIOUIEro 1abopaTopHOro obcIeI0BaHHs NTallEHTaM yCTaHaBIIHBAETCSA
I1epBOHAYAJILHO AUArHo3 BUPHIbHOH (opmbl nepuiuta 21 rupoKcHIIaspl, OJHAKO B MOC/IEAYIOIEM,
YUUTHIBas KJIMHHYECKYIO KapTHHY 3a00J1eBaHMs: BHIABJICHHS apTepHAIbHOMN THIIEPTEH3HH Y MallMeHTOB,
HM3KOM YPOBHE Kalusi U akTUBHOCTH peHHHa 11a3Mbl (APII) BHe npueMa MHHEPAIOKOPTHKOHIHBIH
npenaparos (MK) wim nepeno3nposku rimokokoptukonnsiMu (I'K), mpoomutes Gonee yriryGnennoe
obcieioBaHKe C OIpe/ie/IieHUeM BhIIIECYKa3aHHbIX JabOpaTOPHBIX 1apaMEeTPOB H YCTAHABIHBACTCSI

JMarHo3 runepronmdeckoi Gpopmsr BJIKH.

Jleuenue

OcHoBHas cioxHocTs JieyeHus: BJIKH 3akimouaercs B ToMm, uTO B HacTosiIIee BpeMst He pa3paboTaHsl
Tnpenaparsbl, OJHOCTbIO MMHTHPYIOIHE COOCTBEHHYIO CEKPELHIO KOPTH30JIa H CIIOCOOHBIE B
(GH3HOJIOrMYECKHX J103aX ITOJTHOCTBIO MOAABUTh H30OBITOYHBIH CHHTE3 HA/[ITIOYEUHHKOBBIX aHIPOTEHOB,
T109TOMY BEJICHHE MALMEHTOB CBOJMTCS K 0aJJaHCHPOBAHHIO MEX/LY NPH3HAKAMH MHIIEPKOPTHIH3MA H
runepaniporenun. [pu knaccnyecknx Gpopmax BJIKH pekomennyercs neuenne 2udpokopmuzonom
unu onumensro oeicmeyrouwiumu I'K, munepanokopmurxoudamu (npu conomeparwoueii gopme).

B omyue ot aeTckoro Bo3pacra, Korja peKOMEH/LYeTCsl BECTH MALIHEHTOB TOJIBKO Ha
IJIIOKOKOPTUKOM/IHBIX IpenapaTaXx KOPOTKOro JACHCTBHS, y B3pOCIIBIX MTALHEHTOB BO3MOKHO

HCITOJIB30BAHUE KaK IpErapaToB KOPOTKOTO (I‘HJ.IpOKOpTH’}OH), TaK U JUIMTEJIBHOTO JEHCTBUS




(IIpe/tHH30I0H, ICKCAMETA30H, METHIIPE/AHH30JI0H). ITO B Ps/Ie CIlyYacB IPHBOIUT K 1y dilieryy,
KOMITJJACHTHOCTH MALMEHTOB.
Haubonee yacto uenonp3yercs cieyomas cxema nepeBoja ¢ 0HOr0 rIKOKOPTHKOHIHOTO
Tnpernapara Ha Apyroi:

* 20 Mr ruApOKOPTH30HA = 5 MI IIPEIHM30/0HA = 4 MI' METHIINPEAHN3010Ha = 0,375-0,5 mr

JIeKcaMeTa3oHa

Bpems Ha3HaueHus IIOKOKOPTHKOMAHBIX npenaparos npu BJIKH octaetcs B Mupe IUCKyTHpYeMbim
BONPOCOoM. ECTb CTOpoHHHMKH HasHaueHus GOMIBIIKX 7103 YTPOM, KOTOPBIE CYMTAIOT TaKoif pexkum Gosee
(busHONOrMYHEIM, TAK Kak OH NTyulle HMHTHDYET LMPKAAHAHHBI PATM BBIPAGOTKH KOPTH30/1a. Jpyrue
K€ OTMEYAIOT I0CTIKEHHE JyYlieH KOMIEHCAIMH 1P IPUMEHEHHH O0JIbLIMX 03 Ha HOYb 3a CYeT
nojassietus HouHoro BeiGpoca AKTT. B Poccun yae npuMeHseTcs BTOPOii BapHaHT, OHAKO CTPOTHX
PEKOMEH/IALHH 110 JAHHOMY BOIIPOCY HET, M PELIEHHE MOYKET OCTAThCA 3 JIYAIIUM BPAUyOM.
Ilpu conbrepsirommeit popme neduumura 21-ruipokcuIasbl peKOMEH/yeTcs 10noHuTeNbHO K ['K
NIPAMEHATH MHHEPAIOKOPTHKOHBI ((I1y APOKOPTU30H).

Cpe/iHue IO3UPOBKH M CXEMBI IPHMEHEHHS IPENapaToB JUIS JIeueHns KiaccrHueckux ¢opm BAKH:

I'uppokopruson: 15-25 mr/cyT (Makcumatbho 10 40 Mr/cyT) pasaenuts Ha 2-3 npuema
Ipenuusonon: 5-7,5 mr/cyt (MakcumansHo 1o 10 Mr/cyT) Ha 2 nprueMa
Hexcamerason: 0,25-0,5 Mr/cyT (MakcumanbHO 0 1 MI/cyT) Ha HOUB
Merunnpenuusonon: 4-6 Mr/cyT Ha HOYb Wi B 2 MpHeMa

@y apoxoptH3oH: 50-200 MKr/cyT.

06 5 hekTHBHOCTH TepaIiH CBUAETENBCTBYIOT HOPMATH3AIHSA MEHCTPYATBHOTO LHKIIA, OSBIEHHE
OBYJIATOPHBIX L{UKJIOB, YTO MIOATBEP)KAAETCA U3MEPEHHEM Oa3aIbHOM TeMIeparypbl, JaHHbIMH Y3U
SHJIOMETPHS H AMIHHUKOB B CEPE/IMHE [HKIIA, HACTYILIEHHeM GepeMeHHOCTH. B mocnennem ciyuae
Tepanus INIIOKOKOPTHKOMIaMH NPoRoIbKaeTcs 110 13- Henenu Bo H3bexxaHne npepblBaHus
GepemennoctH. HecmoTps Ha To, uTo y 68% xenmun ¢ Heknaccuueckoi BJIKH camonponssosuble
GepeMEHHOCTH MOTYT HaCTYNUTh H 0€3 NPUMEHEHHS [VIIOKOKOPTHKOM/IOB, CIOHTAHHbIE BBIKH/BILIH HA
paHHMX CPOKaX IPH OTCYTCTBHH JICYEHHS BCTPEYAIOTCS JOCTATOYHO YacTo. HeoOGXommmMo oTMeTHTS, 4To
B CJlyuae, Korja peuaercs Bonpoc B nob3y I'K repanuu ouenb BaXHO HAYMHATH €€ C FTana
ILTaHMPOBaHKs GEPEMEHHOCTH, @ He KOT/ia 6epeMEHHOCTD YoKe HACTyIHIa, TaK Kak HMEHHO STall
yimiutanTanuy Ha gone 'K Hanboee BaxeH JUis yJIy4IlICHHs IPOTHO30B BbIHAIIMBAHKL.

Bepemennpie skentnbl ¢ BJIKH fomknbl HabmosaTbest BpadoM-3HI0KPHHOIOTOM, HMEIOUHM OTIBIT
BeJIeHHs IALMEHTOB C JAHHBIM 3a00JIEBAHUEM, H HA3HAYEHHE [TIIOKOKOPTHKOH/IOB JOJDKHO
MPOBOUTECA TIOCIIE OLEHKH BEPOSTHOTO TOJNOXKHTEIBHOT0 d(pdekTa npenapara B CpaBHEHAN C
[OTEHIMATLHBIM PHCKOM, ¢ HH(OPMHPOBAHHOTO 10GPOBOIILHOrO cornacus nauseHTky. Jleuenue

MOXET MPOBOAUTELCS C IOMOIIBIO nroboro TJIIOKOKOPTHKOWIHOIO TIperapara, 3a HCKJIIOYEHHEM




JICKCaMETa30Ha. }l03bl TpenapaToB ¢ HACTYIIJICHUEM 6Cp€MeHHOCTH 00BIYHO HE MEHAIOTCH,

JIeYEHHE IPOBOAUTCS JIMOO B [IEPBOM-BTOPOM TPHMECTPAX C 0CIEYyIOLIei OTMEHO, 1160 10
POJIOB B 3aBHCHMOCTH OT TeYeHHs OepeMEHHOCTH.

B neueHH HEBbIHANMBAKSA TIPH 3/PEHOTEHUTATLHOM cHApoMe B I-II TpumecTpax OepeMeHHOCTH
5 )eKTHBEH aHANOT IPUPOTHOTO TpoTeCcTepoHa - AodacToH - 1o 20-40-60 Mr B EHb. O He 1aeT
aHJPOreHHOro 3deKTa B OTIHUHE OT NPOreCTarcHOB HOPCTEPOUHOTO P, UTO MPOABIACTCA

TIpU3HAKaM¥ BUPWIM3AIMK Y MaTepH U MaCcKyJIHHH3AHH y mioja )€HCKOro 1oJia. KpOMe TOro,

npuMeHenne Mo(acTona dhheKTUBHO B NedeHHH ByHKUHOHATBHOH MCTMHKO-1LIEPBUKATbHOM

HEJI0CTATOYHOCTH, YaCTO COMYTCTBYIOIEH aApeHOreHHTATbHOMY CHHAPOMY .
B ciiyuae 0TCyTCTBUS GepeMeHHOCTH (OBYIALMH KM HEJOCTATOYHOCTH XKE/TOrO Te/a,
DETHCTPHPYEMBIX TI0 JIAHHBIM 0a3aitbHOM TeMTIEpaTyphi) PEKOMERAYETCs Ha (one Te

paniu

[JIIOKOKOPTUKOMIAMU NIPOBOJAUTD CTUMYJILMIO OBYJIALUH KJIOMHq)CHOM no 061HCHpHHﬂT0ﬂ cxeMe: ¢ 5-

I'0 110 9-i WK ¢ 3-To 1o 7-it Aennb muka mo 50-100 mr.

Eciu JKeHIMHA B GepeMEHHOCTH HE 3aMHTEPECOBaHA, a OCHOBHbIMA sKa100aMH ABISIIOTCA H30BITOYHOE

OBOJIOCECHHE, THOWHHWYKOBBIE BHICBITAHUSA HA KOXKE HITH HEperyJIApHbIC MEHCTpYyalHH, PEKOMEHIYET cA

TEpanusa npenapaTram, coJiepxaluMu JCTPOre€HbI H AHTHAH/IPOrCHbI. MosxeT ObITh HCII0JIB30BAH

npenapat [nane-35. [lpi rupcyTH3Me Ha done [lnare-35 nenecoobpasHo Ha3HAYATH B MIEPBLIC 10-12
JHeil ero npueMa IMIPOTEpOHa aleTaT B 03¢ 25-50 mr (npenapat anapokyp). [lpuem 3THX npenapaTos
B Tevenue 3-6 Mec JiaeT BEIpaKeHHbIH a(dekt. K coxanennio, o OKOHIAHHH HX NPHEMA CHMITTOMBI
TUIIepaH/IPOTEHHH IOABIIAIOTCS BHOB, OCKOJIbKY NPHHHHY NATOIOMHH 512 Tepanus He yc1pa1-v1e’r.'

B ciTyuae MCTIONB30BaHMs TOPMOHATBHBIX KOHTPALCTITHBOB PSIIOHTEHHE OTAAIOT

HU3KO/103UPOBAHHBIM MOHO(A3HBIM (TAKMM, KaK MEpCHIIOH) H TpeX(a3HbIM C reCTareHHbIM
KOMITOHEHTOM (I€30TeCTpel, TeCTOJIeH, HOPTeCTHMAT), KOTOPBIE HE JAIOT aHIPOTCHHOI0 s¢pdexra.
JlMTeIbHOE NPUMEHEH e 01HO(A3HBIX FOPMOHAIbHBIX KOHTPAUCNTHBOB, CONCPKALIHX 30 MKr
YTHHIICTpaUoNa (MapBenoH, GemozeH) (>1 roza 6e3 nepepbiBa), MOXKET BBI3BATh Ype3MEpHOE

TOPMOXKEHHE q)yHKLlPll/l SAMYHUKOB U aMECHOPEIO, 06yCJl0BJ'l€HHy10 TUIIOrOHAIOTPOIIHBIMH HAPYICHHAMH,
a HE FHHCpﬁHIIpOl‘CHHCﬁ.

Jleyenne I'® BAKH

Jleuenne I'd BJIKH pekomeHTyeTcst IPOBOJUTE 110 TEM K€ IIPHHIUIAM, UTO 1 JICHCHHE BHPHIIbHOH
dopmbl, 00yc10BICHHOM AeuuuTOM 21-rHAPOKCHIIA3bI. B tepanuu mMoryT npumensthes 'K
TIpenapaThl KOPOTKOTO ¥ JUIHTENBHOTO JeicTBHS. HeoOX0MMOoCTH B HasHAEHHH MK y Takux
[IALMEHTOB HET, TaK KAK HEJOCTATOYHOCTh AlbJI0CTEPOHa ¢ H30bITKOB Bosmewaercs JIOK.

Ecim Ha one Monotepamiu I'K He ynaercs ckoppernposarh AT, MOXHO JIOTIOJTHUTETEHO

HCII0J1b30BaTh AaHTUTHIIEPTEH3MBHBIC IIpENIapaThl, U3 KOTOPBIX NPEANOYTUTE/IbHBIMHU SABJIIOTCS




KaimiicOeperaiomme MypeTHKH M JIMTHAPOIMPH/IMHOBBIE IIPOM3BO/IHBIC CETCKTHBHBIX 6:10katopop

KaJIbIIMEBBIX KAHAIOB (HU(EAUTTHH).

Xupypruueckoe Jjieuenue
Pexomennyercst npooauTs nepsbIit y1an deMuHU3MpYIOWMEi MIACTHH Hapy)KHBIX I10JIOBBIX OPraHOB B
MIEPBLIC FO/IbI JKM3HHK PEOCHKA U 3ABEPIIATH BCE STAIIbl XHPYPrHYECKOTO JIEYCHHS Y MALUEHTOK ¢ BJIKH
B nybepraTtHoM Bo3pacte.
Ha ceroansmunii nens ne nposeeno PaHIOMHU3HPOBAHHBIX KOHTPOJIHPYEMBIX HCCIIEI0BAHMIA,
TO3BOJAIOLIMX CTaH/IAPTU3HPOBATH TOJXO/IbI K XUPYPIHUECKOMY JICYEHHIO NAIHEHTOK C BJIKH. Droii
npobieme N0KHO GbITh YeeHO 0c060e BHUMAHHE: CBOEBPEMEHHOCTH IPOBEACHHA
temunmsupyIOUeil MTacTHKY HapyKHbIX TCHUTAJINH, OLEHKE COCTOATEILHOCTH OIIEPaTHBHOIO
BMCLUATE/ILCTBA M OTCYTCTBUS Pa3BUTHS OCTONEPALMOHHBIX OCIOKHEHHIA.
Bupuimsauus rennranuit nabmonaercs y nauuentox poxnenus. IIpu Beicokoii cTenenu
BHPHJIN3ALMK (PeMUHM3MPYIOLIAs MIaCTHKA IPOBOANTCS B JIBA TAlA:
1. nepsslii 31an, BMoYaomuii KJIHTOPOIIACTHKY H PACCEYEHHE YPOreHHTATLHOIO CHHYCA,
TNPOBOJIMTCS B NEPBbIE FO/bI XH3HU pebeHKa,
2. BTOPOf 5TaN — HHTPOHTOILTACTHKY — PEeKOMEH/TyeTCst TNPOBOJKTS [0CJIE HACTYILICHHS MEHApXe U
JOCTHXCHHS JOCTATOYHOH ICTPOTEHU3AIMH FeHUTANIHA.
B npakrike yacto BeTpeuaioTes ciyuau, Koraa BTopoii 9Tan IIacTHKH He IPOBOJIUTCS BILIOTh 10
B3pOCII0ro Bo3pacta. Takux jkeHLIMH HEOGXOUMO HANIPaBIIATL B (heaepatbHbe CIELHATH3HPOBAHHbIE
LCHTPbI THHEKOJIOrHYECKOr0 MPOHIIS, I7le MMEETCA OMBIT TaKUX ONEPALHi, a TaKKe KOMaHIa

JKCIIEPTOB B 3TOi 0bnacTH: XHPYPru, aHECTE3HOJIOTH, IICUXOJIOTH U SHAOKPHHOJIOTH.

Huoe neyenne

HAsycmoponnan adpenanskmomus.

B pejkux ciyyasx y MauueHToB ¢ HEKOHTPONHPYEMOH rHIepanporeH el npu YCIIOBHH JI0CTATOYHOI
TNIPUBEPXKEHHOCTH K JICYEHHIO MOXKET ObITh PEKOMEH/IOBAHO NPOBE/ICHHE IBY CTOPOHHE
anpeHandKToMun. HeGobLIOA NPOLEHT NaMenToB ¢ Tskenoi consrepsiomeii hopmoii BJIKH ¢
IPAKTHYECKH IOJIHBIM OTCYTCTBHEM aKTHBHOCTH 21-rHIPOKCHIA3bI He no/yiaoTes tevenuo I'K: nake
TIPH HCIOJIb30BAaHMH BHICOKHX /103 PENAPATOB HE CHHIKAETCS BBIPAGOTKA AHJAPOreHOB H OCTAIOTCS
npyu3Haky BUpUIM3auu. OCo6EHHO 9TO aKTyalIbHO [PH PELICHHH BONPOCA O BOCCTAHOBJICHHS
(eprunbrocTH. O1HAKO ITOT METOJL JICYEHHS BBI3BIBACT MHOTO BONpPocoB. C 0/1HO# CTOPOHBI, e
IIpOBE/ICHHE YMEHBLIAET BUPHJIM3ALHIO H NO3BOJISIET PUMEHsTh Merbiune 10361 ['K. C npyroii —
MMEIOTCA MHTPAOIEPALIHOHHBIE PUCKH, PHCK /IPEHAJIOBLIX KPH30B ITOCTONEPALIHOHHO.

Hpomsonoxazauo IPOBOJAUTDL ABYCTOPOHHIOIO aAPECHAJIDKTOMHIO HCKOMIUIAEHTHBIM IallMHEHTaM, T.K. B
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MOC/ICONEPANMOHHOM MIEPHOJIE HEPETYIAPHBIN NPUEM MpenapaToB 3aMecTHTeNbHOM Tepamiu ['K Moxer
0Ka3aThCs CMEPTENbHBIM. VIMeHHO nosToMy pelenue o npoBeieHHH CTO/b PAMKATLHOTO JIEYEHHs He
JOIDKHO TIPOBOJIUTHCS PYTHHHO B 001mel aMOy1aTopHOil mpakTHKe.

I1pu BO3HMKHOBEHMH NOOOHBIX CUTYAlHI, KOI/IA IALMEHTHI HE JOCTHTAI0T KOMIIEHCAIMH AXe NPH
TIpUMeHeHnH cynpadusnonornyeckux 103 'K u pa3sBuTum ATPOreHHOro runepkopTHIN3Ma, OHA

JIOJDKHBI ObITh HANpaBieHbl B eaepatbHblil IEHTP 9HA0KPHHOJIOTHYECKOr0 NPOGHMII /U1 PELICHHS
BOTIPOca 00 ONTHMATEHOM METOJIE JICYSHHS.

IIporno3 u npoduaakTuka

T1pOrHo3 npH CBOEBPEMEHHOM 00OHAPY)KEHNH aJIPEHOTEHUTAIBHOTO CHHPOMA H /ICKBAaTHO
110100paHHo# Tepanuu OnaronpuATHbIA. Jlaxe y NauueHToK co 3HAYUTE/IBHOM BUPHIH3ALUEH

TeHUTATHIA TI0CTIE TUIACTHYECKOH OTepalui BOSMOXKHA HOpMaTbHast T10710Bast JKH3Hb M €CTECTBECHHBIC
pOnBL.

3aMecTHTeNbHAs TOPMOHOTepanus pH mo6oit popme AI'C ciocobeTyeT GBICTPOH (beMHHH3ALHA. —

Pa3BUTHIO IPY/HBIX JKENE3, NOSABICHHIO MEHCTPY LMY, HOPMAIU3aliK OBAPUATILHOTO LIMKIIA,
BOCCTAHOBJICHHIO T€HEPATUBHOK (yHKIIHH.

Tpodunakrika 3a601eBaHKs OCYLIECTBIAETCSA Ha dTale UIAHMPOBAHHS OEPEMEHHOCTH.

Ecnu B pojty HabITIOAAHCH CITyYan MOJ0OHOM MAaTOJIOTHH, TOKa3aHa KOHCY/IbTAllHs MFeHETHKA.
JlurepaTtypa

K TMHAYeCKHe peKoMeHIaui «BpokeHHas IchYHKIMA KOPbl HAAOYEYHHKOB (aApEHOreHHTATbHEIH
cunapom)» 2021r.

https://cyberleninka.rw/article/n/vrozhdennyy-adrenogenitalnyy-sindrom

https://cyberleninka.ru/article/n/adrenogenitalnyy-sindrom-obschaya-problema-endokrinologov-i-
pediatrov
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