BpoxpaeHHas AUCHYHKLUMA KOPbl HAaANOYEUYHUKOB

Oco6eHHOCTH BefeHNs B3POC/IOTo MalyieHTa

C BPOXX/IEHHO TUCPYHKLIVEN KOPbI

HAAIIOYEYHVKOB: KIVMHNYECKUN CIy4an

M.O.I'annesa, H.M.ITnatonosa, E.A. Tpommna, E.H.Auppeesa, [I.A Jlepkay, H.IL.oruapos
OI'BY SHmoKpMHOIOTMYeCKNIT HayIHbI IeHTp MuH3apasa Poccni, Mocksa

pPOXacHHAA l[I/IC(pyHKL[I/IH KOPbI HAAIMMOYCYHHKOB

(BOKH) — 2TO HAaC/IEICTBEHHBIE CUH/IPOMBI, BBI3BAH-

HbIE HEJOCTATOYHOCTBIO OMOCUHTE3A KOPTUKOCTE-
POMJIOB B CBA3U C (DEPMEHTATUBHBIM JIE(DEKTOM HAAIIOYEY-
HHKOBOI'O CTEPOHAOTEHESA.

PacnpoCTpaHEHHOCTD 3200I€BAHUS COCTABIIAET B CPEJI-
HeMm 1:4000-5000, a TeTepO3UroTHOE HOCHUTEIBCTBO —
1:35-40 genoBek, pu 3ToM 10 90—95% cocrasisieT aedu-
uut P450c21 [1], uTo coorBercTByeT 1:16000 yenosex [2].
ITo MOC/ICAHUM JAHHBIM HAITUOHAJIbHOI'O CKPUHHHIA OT
2007 1. 9aCcTOTAa BCTPEYAEMOCTH AcpurinTa 2 1-THIpOoKCHUIa-
3bI B 06111eH nTonysisruu B Poccuu cocrasiser 1:11400 [3].

Knnnuueckue popMbl 3a00JIEBAHUA — KJIACCUYECKHE
(IpocCTas BUPUIbHAS, COJIBTEPAIONIAA) U HEKIACCUYCCKAs
3aBUCAT OT CTENEHHU HAPYIIEHNUA CUHTESA IVIIOKO- U MUHE-
PAIOKOPTUKONIOB U YPOBHA MyTauuu B rene CYP21, ko-
aupyiomeM PepMENT 2 1-rUIPOKCUIA3Y, U IPOABIAIOTCA
MIPEXAEBPEMEHHBIM IIOJIOBBIM PA3BUTHEM Y MAJIbBYMKOB 1
Pa3HOU CTENEHDIO BUPWIN3AIIUHU ¥ JIeBOUYEK. [0 BHEpE-
HuA B Poccurickon degepany HEOHATAIbHOTO CKPUHHUH-
ra gepunnra 2 1-rufpOKCUIA3EI JUATHOCTUKA 326071€Ba-
HHs OCHOBBIBAIACH TOJIBKO HAa KJIMHUYECKOM OCMOTPE U, K
MIPHUMEDY, IPU BBIPAKEHHOW BUPHUIU3ALMNA HAPYKHBIX I10-
JOBBIX OpraHoB (Prader IV, V) pe6eHKy NPUCBANBAJICS
MY>KCKOH I10JI. B CEMBAX C YCTAHOBJIEHHBIM /IE(PEKTOM I'€HA
21-rugpOKCHUIA3bl Y OJHOIO PEOGEHKA NPEIIATAINCH CXe-
MBI IPOBEJIEHNA IPEHATAIBHON JUATHOCTUKH JAHHOM I1a-
TOJIOTUM U IIPEHATAIBHOI TEPANIUH JJEKCAMETA30HOM C 11e-
JIBIO CHWDKEHHSA CTENIEHU BHYTPHUYTPOOHON BUPWIN3ALUA
IUIO/IOB JKEHCKOI'O T10JI4, YTO ITO3BOJIMIO BIIOCIENCTBUN
n36€XKaThb XUPYPIUYECKUX BMEMATENLCTB. HO 1anHas me-
TOAMUKA TPEOYET TEXHUYECKUX U (PUHAHCOBBIX BO3MOKHO-
CTEH JUISl YCTAHOBJIEHUS HA PAHHUX CPOKAX OE€PEMEHHO-
CTH NOJIOBOH MPUHAIEKHOCTH IIJIOJIA U HAJIMYUA MyTa-
LMW, B CBA3U C 3TUM B PAJE C/IYYA€B ITOCTAHOBKA JUATHO34
NIPUXOANIACH HA IIEPUO, PA3BUTHA CONBTEPAIONMNX KPH-
30B WIM Ha IIepuoy mydeprara. CBOEBPEMEHHAS IIOCTAHOB-
Ka AMATrHO34 U aI€KBATHOCTDb NPOBOAUMON TEPAIIUH B-
JIAIOTCS BAKHEMIIUMU 3JIEMEHTAMU B PA3BUTUU JAHHOM
I'PYIIIBI HAIIMECHTOB.

B HacToAmEM KIMHUYECKOM CIy4d€ Mbl XOTHUM IIPOJE-
MOHCTPHUPOBATDH CJIOKHOCTb COLMAIbHON 4JaNITAIIUH 114~
IIUEHTA KaK PE3Y/IBTAT MO3/IHETO ONPEEAEHUS 10JOBOMH
NPUHAIIEKHOCTH U HEMOTUBUPOBAHHOCTH IIPOBEIEHUA
IMATOT€HETUYECKON TEPATIAM.

OnucaHune cnyyas

ManmenT B., 26 ser, OCTYIHI B OT/IC/ICHUE TEPATHUU
OTBY BHII B Mapte 2012 1. ¢ )xa106aM1 Ha HENIPABUWIbHOE
CTPOEHME HAPYKHBIX ITOJIOBBIX OPIaHOB, BBIIIAJEHUE BO-
JIOC HA T'OJIOBE, U30BITOYHYIO MACCY TEJA, C1A00CTb.

H3BECTHO, YTO POAWICA OT YETBEPTOM HOPMAJIBHO IIPO-
TEKABIIEN OEPEMEHHOCTH, POJBI B CPOK, Macca Tes1a 4700 T,
pocT 54 cM. IMeeT CTapLIMX CECTPY U 6paTa; y OOOHX yCTa-
HOBJIEH JuarHo3 BJIKH, BupuibHas popma (YPOBEHD My-
TALIMH HE U3BECTEH), HAXOIATCA HA TEPAIIUM IPEAHU30JIO-
HOM.

Cpasy Ipu poXx/IEHUH OTMEUYEHO HENIPABUILHOE CTPOE-
HHE HAPY’KHBIX IOJIOBBIX OPIAaHOB, OAHAKO JONOJIHUTEb-

HOTro OOCJIEJOBAHUS HE IPOBOJWUIOCH, U TALIUEHT OBLI 3a-
PETUCTPUPOBAH B MY’KCKOM T10JI€. B ITOC/I€yIOMEM BOCIIU-
TBIBAJICA ¥ BOCIIPMHMMAJICS POAUTENAMU KAK MAJIbYUK.

B Bo3pacre 5 Mec n1pu epeBojiec peOEHKA Ha IPUKOPM
HA4YAJIMCh OOWIIBHBIE, YACTBIE PBOTHI C IIPOIPECCUPYIOIIEH
IoTepert Macchl Tena. Ha OCHOBAaHMM KIMHMKY U AHAIN34
POLOCIIOBHON BBICTABJIEH JUarno3 «BIKH, consrepsiomas
dopma». ITo MECTY XKUTENBCTBA Obl/IA HAYATa TEPAIINA IJIIO-
kokoptukocrepongamu (I'KC), Takke B palluOH BBEJICH
COJIEBOU pACTBOP. B JanpHeNmeM JMHAMUYECKOTO HAOIO-
JE€HUA AETCKUX 9HJOKPHHOJIOIOB HE MOJIyYaJl, IIPUA 3MIH30-
JUYECKMX OCMOTPAX POJUTENAM HEOJHOKPATHO PA3b-
SICHSUIACh UICTUHHAS [10JI0BAsI IPUHA/ITICKHOCTD pEO6EHKA,
HEOOXOIUMOCTb CBOEBPEMEHHON XUPYPIUUIECKOU KOP-
PEKIIMN HAPY/KHBIX ITOJIOBbIX OPIaHOB.

B 4 roya nposeeHa peMUHNU3NPYIONAS IIJIACTUKA HA-
PY’KHBIX ITOJIOBBIX OPI'AdHOB — KIMTOPIKTOMMA C YACTUY-
HBIM PACCEYEHHUEM YPOTEHUTAIBHOIO CUHYyCca. Torga ke
MPOBEJEHA CMEHA ITACIIOPTHOT'O I10JIA HA XKEHCKUI. Boia-
HO HOBOE CBHUJETEIBCTBO O POXKAECHUM.

ITpu paccrpoce — MOMHUT cebst ¢ 5—06 JIET, HUKOI/IA HE
JIIOOMJI UTPATh B KYKJIbL, IPEATIOYNATA UI'PBI C MAITMHKAMU
U1 pOOOTAMH, JIA3WI 1O AEPEBBAM, UTPAJI B (PyTOOJL. ITpU BBI-
60pe OZEK/Ibl KATETOPUYECKHU OTKA3bIBAJICS HA/IEBATD 100-
KU U IUIAThA, IPCAITOYNTAI MHPOKHUEC CBUTCPA, MITAHDI,
KPOCCOBKH. Bcerja mo3uiuoHUpOBa Ce0d MAJIbYUKOM.
Cpeny CBEPCTHUKOB JPYKHJI C MAJIbYUKAMM, 3aHUMAJICS
CWIOBBIMH BU/1aMH CrIOPTA. I10 OKOHYaHUHU 9 KJIACCOB IO-
CTYIIWJI B JTAIEX KOMIIBIOTEPHBIX TEXHOJIOI'MH. IT0 OKOHYA-
HUH JIMLIES Ha PA6OTY YCTPOUTBCS HE MOT' B CBA3H C IUCCO-
HAHCOM MCKIY MY>XCKHUM (pCHOTI/IHOM 1 JKEHCKHM HMEC-
HeM. C 2004 1. CTa1 BCTPEYATHCA C AEBYIIKAMU, UMEBIINIMHA
IE€TEPOCEKCYATIbHYIO OPUEHTALNIO, B OTHOMEHUAX UT'PAJT
MY>KCKYIO POJIb.

C IETCKUX JIET HAOMIOAAICA Y 9HJOKPHUHOJIOTA AIU30/1U-
YECKH, HE OOCTIEOBAJICS, TEPAIIHIO MTOY4al HEPETYJIIPHO,
MPEIHAMEPEHHO IIPOITYCKAJI IIPUEM IIPENAPATOB.

B 17 ner Haxoawics Ha 0OCAENOBAHUHN B IHCTUTYTE fIET-
CKOM 3HAOKpUHOMOrnU ODHII B CBA3M C BIIEPBBIE OTKPBITO
BO3ZHUKIIIMM IIPOTUBOIOCTABAECHUEM (PEHOTHIIA U CAMO-
OILIYMEHUA C HACIOPTHBIM NOJOM. I[IpH KapHOTUIIHPOBA-
HUH YCTAHOBJICH KCHCKUH KapuoTui 46XX. [Tpy MOJIEKy-
JIIPHO-TEHETUYECKOM HUCCneaoBaHnm rena CYP21 BoIaBie-
HA FOMO3HUTOTHAsI MyTaLyst [2spl/R356W, XxapakrepHast Juis
MIPOCTOM BUPWIBHOM U consrepsomeit popm BIKH. ITa-
LUEHTY HA3HAYEHA TEPAIHA IIPEJHUZ0IOHOM 7,5 MI'/CYT B
IIOCTOAHHOM pexuMe. IIpenapatbl MUHEPAIOKOPTUKOH-
JIOB HE HA3HAYE€HbBI BBU/Iy LIEJIEBBIX ITOKA3ATE/IEH PEHUHA
ia3mel — 1,42 Hr/mi B yac (HopMa 0,3—1,9) u oTcyrcTBrsd
KJIMHHUYECKUX NIPOABIEHUI. [101 OCTaB/IeH )KeHCKUM. Ofi-
HAKO B CBA3U C HECOITIACUEM ITAIIMEHTA C PEKOMEHAAIINE
aZIanTalMU B )KEHCKOM (PEHOTHUIIE, OTCYTCTBUU MOTUBALIMH
Ha JIEYEHHE OT IIPUEMA IPENAPATOB OH OTKAZAJICA.

B 25 neT B CBA3M C OIIYIMIEHUEM HEPEATU30BAHHOCTH,
KATETOPUYECKUM BOCIIPHUATUEM CEOs1 MYXYHMHOI IIO MECTY
JKMTEJIbCTBA OOPATUIICA B JI€EYEOHO-PEAOUIUTAIIMOHHBIA
LIEHTP, TE IPOBEJEHA OLIEHKA IICUXOJIOIMYECKOTO CTATY-
ca. [TanimenTy 6bUIa PEKOMEH/IOBAHA IOPU/INYECKA 1 XU-
pyprudeckas CEKCTpaHCchOpMaIysa, PeabWINTALIA B MyX-
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Puc. 1. ®eHoTun naumneHTa.

CKOM TI0JI€. B cyAeOHOM NOPSAKE IPOBEAECHA CMEHA TPAXK-
JAHCKOTO I10JIA € KEHCKOI'O Ha MY>KCKOI.

OO6BbEKTUBHO NPH MOCTYIVIEHUH: pOCT 154 cM, Macca Te-
712 90 KI, MHIEKC MACChL Tena 37,95 Kr/M?, apTepUaIbHOE
naasnenue 110/70 MM PT. CT., 9aCTOTA CEPAEYHBIX COKPA-
meHui 74 yi,/mMuH. PeHOTUIT My>KCKOU (pHc. 1).

ITpu aKTUBHOM PACCIIPOCE BBIABIEHO, yTO npueM I'KC B
TEUYEHHE JJINTEIBHOI'O BDEMEHU HEPETYIIIPHBIN, SITU301-
yeckui. ITo JaHHBIM J1a60PATOPHOTO O6CIEOBAHUS BbI-
SIBJIEHA IEKOMITEHCALIUA 3200JIEBAHUA: 3HAYUTEIBHOE I10-
BBIIIEHHE YPOBHA 17-rugpokcunporecrepona — 17-OIT
(258,0 mMonb/n1 npu HopMe 9-30), TecrocrepoHa
(31,5 aMOJIB/N IPU HOpMeE i )keHmuH 0,1-2,7), neruj-
poanmanapocTepoH-cyabdara — JIDA-C (2,27 MKMOJIb/I
pu HOpMe 2,68—9,23), aKTUBHOCTh PEHHHA TU1a3Mbl — APTT
(cups 6,4 Hr/mna B yac npu HopMe 0,5—1,9). TToayueHHbIE
PE3YIBIaThl CBUAECTENBCTBYIOT O HEQIEKBATHOCTH IPOBOM-
MoI1 Tepanuu. [ToKkasaTenn 3J1eKTPOIUTOB, YIJIEBOJHOIO U
JINTIUJTHOTO OOMEHA B IPEAEIAX PEPEPEHCHBIX 3HAYECHUI.

Puc. 2. MPT opraHoB manoro Tasa v 3a6pIoLLNHHOro
NPOCTpaHCTBa.

I'MHEKONIOINYECKNIT OCMOTP: COCTOSHME MTOCTIE KIMTO-
P3IKTOMMH, PACCEYEHUS YPOTEHUTAIBHOI'O CUHYCA, [10JIO-
BOM WIEH OTCYTCTBYET, MaJIbI€ IIOJIOBLIE I'yObI HE OIIpeie-
JIAIOTCS, BXO/T BO BJIATAJININE BOPOHKOOOPA3HBIN, CYKEH-
HBIHM, MATKa — HEOOJIBIIAS, IPUIATKU HE NAJIBITUPYIOTCS.
MeHCTpyalui HUKOIJA HE ObUIO.

ITO IaHHBIM BU3YAIM3UPYIOIMIMX METOMOB UCCIIEJOBAHIS
(YIBIPA3BYKOBOE UCCIIENOBAHUE — Y3, MATHUTHO-PE3O-
HaHCHas ToMorpadusa — MPT) OpraHoB Majoro Ta3a 1 3a-
OPIOIIMHHOTO MPOCTPAHCTBA BbIABJIEHDL: TMITOIIA3UPOBAH-
Hadg MATKa, IIPU3HAKH ITOJIMKMCTO3HBIX ANYHUKOB, B oooux
HaAIIOYEYHUKAX OOBEMHBIE OOPA30BAHMA HENPABUIbHONU
dopmbl pazmMepamu 5,5x5,5 cM cripasa, 6,0x3,6 cM ciIeBa
(puc. 2, 2). KH13y OT MOYEBOT'O ITy3bIPs, BAOJIb YPETPLI OIIpE-
JIEJISIETCS TKAHb NPECTATEIBHON XKemne3bl 2,4x3,4x2,2 cMm,
HEOJHOPOJHOM CTPYKTYPBIL, IIEHTPAIbHAA 0/ YMEHBIIEHA,
OOKOBBIE /I0JI ACUMMETPHUYHBI (PUC. 2, 6).

)11 yTOYHEHUA TOPMOHAILHONU aKTUBHOCTU O6PA30Ba-
HUI HA/IIOYEYHUKOB IpoBeJeHa 48-yacosas npobda C
16 Mr IeKCAMETA30HA — JAHHBIX 32 (PYHKIIMOHATBHYIO aB-
TOHOMHMIO HE ITOJIYYEHO, OTMEYAETCA nnogasneHue 17-OTIT
J10 9,3 HMOIb/N, TECTOCTEPOHA — A0 1,0 HMOJIB/H,
OOTI'A-C — 0,32 MKMOJIB /1. BBUY TOJIOKUTENBHO ITPOOHL,
a TAKKE OTCYTCTBHA KOMIIPDECCMOHHOI'O CUHJPOMA, OT
ONEPATHUBHOIO JIEYEHUSA — [JBYCTOPOHHAA AZJPEHATIIKTO-
MHs — OBUIO PEMIEHO BO3/IEPKATHCS, PEKOMEH/IOBAHO [JIU-
HAMHYECKOE HAOJIIOACHUE.

B cBA3M ¢ jekoMIieHcaluer 3a001eBaHNI Ha3HavYeHa Te-
panusa NpegjHU30J0HOM 5 MI' 2 pa3a B ICHD C ITOCIEAYIO-
er KOPPEKIUET JO3bI IpenapaTa (IPeAHU30I0H 5 MT Y-

www.con-med.ru | CONSILIUM MEDICUM | 2014 | TOM 16 | Ne 4 | 69



BpoxpaeHHas AUCHYHKLUMA KOPbl HAaANOYEUYHUKOB

poM u ekcameTasoH 0.5 Mr BedepoM). C MaltueHTOM IIPO-
BEJICHA Pa3bsACHUTE/IbHAS 6€Cela O HEOOXOIUMOCTU PETy-
JIAPHOI'O MpUEMa NPENApaToB. B aibHenemM peKOMeH-
JOBAHO NPOBEJEHUE 'UCTEPIKTOMMHU U (PAJUIOIIIACTUKHI
UL TIOJIHOM aJialTallii B MY>KCKOM IIOJI€.

Yepes 6 MEC TePAUH B IIOCTOSTHHOM PEKUME JIOCTHUTHY-
Ta KJIMHHUKO-/1A60PATOPHAsA KOMIIEHCALMA 32a00JI€BAHUA:
17-OII' 9,1 mmonb/n (mopma 9-30), TECTOCTEPOH
5,8 HMoOsb/1 (HOpMa pud xeHmuH 0,1-277), JIDA-C
0,42 MkMOJIb/11 (HOpMa 2,63—9,23), APII siexxa 7,2 HI'/MJI B
4gac (mopma 0,5-1,9). Ilo pesynsraTam aHanm3os 103y I'KC
B IIPEJJONEPALIMOHHOM IIEPUOJIE PEMIEHO OCTABUTD O€3 U3-
MEHEHUH, K Tepanuu HazHadeH Koprtunedd 0,1 Mr no
1/2 TabreTKn yrpom.

I'lo paHHBIM IPOBEAEHHOIO Y3UW OPraHoB MajIoro Ta3a 1
3a0PIONIMHHOIO IPOCTPAHCTBA OTMEYAIACH NOJIOKUTED-
Hasi IMHAMHUKA B pa3dMepe O6bEMHBIX O0Pa30BAHUH HA/IIIO-
YEYHUKOB: pa3Mep crpasa 3,5x4,2x5,0 cM, cjieBa —
4,8%3,5x5,4 CM; MaTKa NIPEXKHEN BETMUNHBI, KHCTO3HOE H3-
MEHEHHE JIEBOTO SINYHUKA.

B okta6pe 2012 . pOBEJIEH NIEPBLIN ITANl XUPyprude-
CKOI1 CEKCTPAHC(HOPMALIUU — TUCTEPIKTOMUSA C IPHUIATKA-
MU. Pe3yJIBraTsl THCTOJIOTHMYECKOIO HCCIEA0OBAHMSL: B IIPE-
JleJIaX UCCIIElyEMOIO MaTepUaa TKaHb MaTKH C IPOCMAT-
PHUBAEMBIMHU CJIOSMH, HO C JOCTATOYHO BBIPAKEHHOU I'-
MOIUIA3UEN U MEKYTOYHBIM CKJIEPO30M; TKAHb IMYHUKOB
NPECTABIEHA YYACTKAMU COEIMHUTEIbHOTKAHHBIX TSDKEH
I10 THITy SMOPUOHAIBHOI ME3EHXUMbI; MATOYHBIE TPYOBI —
MIPOCBET COXPAHEH, C HUIMYHUEM CKJIEPOTUYECKUX U3MeE-
HEHUWI, 3NUTENNAIbHASA BBICTUIKA [IPE/ICTABIEHA HE3PE-
JIBIM SIIATEIUEM.

B nocneonepanlMOHHOM NEPUOJE HA3HAUEHA TEPATIUS
MpenapaTaMm TecCTocTepoHa — OMHaapeH 250 mr (1 M)
1 pa3 B 28 nHel, ymensbiieHa go3a 'KC — npegHu30/10H
5 Mr 1o 1 TabneTke 2 pasa B CyTKA 1 MUHEPAJIOKOPTHKOM-
JoB — Koprunedd 1/4 TabieTku yrpom.

B HacTos1mee BpeMst 06CyK/1a€TCSI BOIIPOC NPOBECHUS
(paJIOIIIACTUKUA MBIIIEYHBIM JIOCKYTOM.

OO6cyxpeHue

B ocnose BIKH neXuUT HACAEACTBEHHO OOYC/IOBIEHHBIN
nedexT (PepMEHTATUBHBIX CUCTEM, OOECIEYUBAIONIUX
MPOLIECC OUOCUHTE3A CTEPOUAHBIX TOPMOHOB B KOPE HaJl-
IIOYEYHUKOB. HapymeHnne CMHTE32 KOPTUKOCTEPOUA OB
HA4YMHAETCA €IIE BO BHYTPUYTPOOHOM nepuosie. Camas Ja-
CTasl IPUYMHA HAJIIOYECYHUKOBOU HEJJOCTATOYHOCTH Y Jie-
TENU NEPBOTO MecsA1a xKku3Hu — BIKH Bcieacreue neduriy-
Ta 21-TUAPOKCHIIA3BL. BBIIEASAIOT 3 KIMHUYECKHE (DOPMBI
gedunnTta 21-ruJpOKCHIA3BL: CONBIEPSIONast (OpMa, BU-
priIbHAA (POPMA, HEKJIACCUYECKAA (popMa. Pa3HUIIA B KJIU-
HHYECKUX MPOABJIECHUAX 3260JIEBAHUS ONPENEIAETCA CTE-
IIEHBIO CHIDKECHUS AKTUBHOCTH 2 1-TUAPOKCUIA3EL

IIpu consrepaomel 1 BUPUIbHONU (POPMaX ACPUIINTA
21-rUAPOKCUIIA3BI IIOBBIIIEHHOE KOJIHUYECTBO HAJIIOYEY-
HUKOBBIX aH/IPOT€HOB BHYTPHUYTPOOHO IPUBOJUT K AKTHB-
HOWM BHUPWIN3AIIMU HAPYKHBIX I'€HUTATIHUU. K MOMEHTY
POKAEHUS HAPYKHBIE TEHUTAINU JIEBOYKU UMEIOT OHCEK-
CyaJIbBHOE CTPOEHHE: KIIUTOP TUNIEPTPOPHUPOBAH, OTMEYA-
€TCSI PA3HOM CTETIEHU BBIPAXKEHHOCTH CPAIEHUE CKPOTO-
JIAGUAITBHOTO (MOIIOHOYHOT'O) IIBA. B HEKOTOPHBIX CIy-
4agX BHYTPUYTPOOHAA aHAPOT€HU3ALIMA HACTOIBKO BBIPA-
JKEH4, YTO HAPYKHBIE TEHUTAINHN IPAKTUYECKHA COOTBET-
CTBYIOT MY>KCKUM, U JIEBOYKA OMMOOYHO PETUCTPUPYETCS
U BOCHIUTBIBAECTCSI KAK MAJIbYUK, KAK U IPOU3OIILIO B Ha-
IIEM KIMHHUYECKOM CJIy4ae.

V MaJIbYMKA IPU POXKIAECHUN HAPYKHbBIE TEHUTAIUN CO-
OTBETCTBYIOT IOJIy pEO6EHKA, MOXKET OTMEYATBCS HEOOJIb-
IIO€ YBEJIMYEHUE MTOJIOBOTO WiIeHA. AHAOOINYECKUI (-
(PEKT aHPOTr€HOB IPUBOJUT K YCKOPEHHUIO TEMIIOB (PH3U-
YECKOI'O PA3BUTHA U IIPOTIPECCUPOBAHUIO TEMIIOB KOCTHO-
I'O CO3PEBAHMSL

ITpu consrepsomeit popme BAKH y HOBOPOXKIEHHBIX
TAKKE HMEIOTCS CUMIITOMBI BHYTPUYTPOOHOI THIEP-

AHAPOTEHU3ALNUH, OJHAKO MEHEE BBIPAKEHHDIE, YEM IIPH
BUPWIBHON (pOpMe. BBUy HAPYIIEHNUSA CHHTE3a HE TOIBKO
I'KC, HO 1 MUHEPAJIOKOPTUKONUOB HA IIEPBBIN IUIAH BbI-
CTYNAIOT KJIMHUYECKUE IPOABICHUA HAPYIIEHUH OOMEHA
JIEKTPOJINTOB — YCUJIIEHHOE BBIBEAEHNE HATPHA U XJIOPU-
JIOB M THIIEPKAIMEMUA. YaCTO C NEPBBIX IHEN )KU3HU, PEXE
Ha 4—5-1 Hegene 'y pe6eHKa BO3HUKAET IOBTOPHAsA PBOTA,
HE BCETAA CBA3AHHAA C IPUEMOM ITUINK. B HEKOTOPBIX CIIy-
4asax 3a400J/IEBAHUE NIPOSBIAETCA TOJBKO OCTAHOBKOH B
MIPHUPOCTE MACCHI TE€JIA WIN IOBTOPHBIMH CPBITMBAHHUAMHU.
IIpy OTCYTCTBUH TEPATIUNA MOXKET HACTYIIUTHh CMEPTD Pe-
OEHKa B PE3Y/IBraTe KOJUIANCA U KAPJIMOT€HHOT'O IIOKA.

TOpMOHAJIBHBIM MapKEPOM Jedunura 2 1-ruipoKcUnIa-
3Bl ABJIAETCA NOBbIIEHUE YPOoBH: 17-OI1IL Onpenenenne
myTauui B rene CYP21 11o3BOJIAET HE TOJBKO IOATBEP-
JUTDb JUATHO3 Ae(UIMTA 21-THIPOKCHUIA3BI, HO U IPOT'HO-
3UPOBATH (POPMY 3a00JICBAHUSA, 4 3HAYUT, U JICUCHUE Y
KOHKPETHOTI'O 60JIBHOTO.

JIumb ¢ 1990-X rofgoB CTAJI ITOSIBAITHCSI Y HAKATUIMBATHCSI
OIIBIT IO BECHUIO B3POC/BIX MAMEHTOB ¢ BIKH. OTO CBA-
3aHO ¢ nogABjaeHueM npenapatos I'KC u BHeJpeHUEM C
1960-x rogoB B crpanax EBporsr u CIIA HEOHATATBHOTO
CKPMHHHTIA ¥, TAKUM OOPA30M, JOCTHKEHUEM B3POCIIOTO
BO3pacTa.

B 2007 r. B CBA3U C BBICOKOH PACPOCTPAHEHHOCTBIO 34-
OONEBAHUS M HEOOXOIMMOCTBIO PAHHEI'O HA3HAYEHUS Te-
panuu B PO BBeZicH CKPUHMHI HOBOPOXKAEHHBIX HAa B/IKH,
OCHOBAaHHBIA Ha onpejeneHuu yposusa 17-OI1I, B uncie
JPYTUX HACJIEACTBEHHBIX 3260JIEBAHUN — (DEHUJIKETOHY-
puys, MyKOBUCLIU/I03, BDOXKAECHHDBIN I'MIIOTUPEO3, [AJIAKTO-
3eMus [4]. BBejeHME CKPUHUHTA TO3BOJINUT OBBICUTD Ya-
CTOTY BBIABIAEMOCTU 3a00JI€BAHMA HA PAHHUX CPOKAX
Pa3BUTHSA, IPEJOTBPATUTh PA3BUTHUE OCTPBIX )KU3HEYTPO-
JKAIONIUX CUTYALIMHY, 4 TAKKE MO3BOJIMT YJIyUIIUTD a1alTa-
IMIO MAMEHTOB B cCOuMyMe. Bece getn ¢ HenpaBUIbHBIM
CTPOEHHEM HAPYKHBIX IIOJIOBBIX OPIaHOB JJOJDKHBI OBITh
ob6cnenoBanbl Ha BIKH, npoBeIeHO KAPUOTHUITHPOBAHUE
Ha ompezeNeHue GMOJIOIMIECKOro nojaa pebenka. Ilpn
YCTAHOBJICHHUU PEOGEHKA B )KEHCKOM IIOJIE TPEOYeTCs IIPo-
BEJIEHHE PEKOHCTPYKTUBHBIX ONEPALIMI HA HAPYKHBIX I10-
JIOBBIX OpraHax. IIpyu OnjeHKe IMCUXOJOTHIECKOTO CTATyCa
JIETEN OOJIBIIMHCTBO aBTOPOB NPUXOJAT K BBIBOAY, YTO
CTAHOBJIEHHE ITOJIOBOM MAEHTU(PUKALIUN IPOUCXOJUT B
NEPBBIE 3 TOA XKU3HU PEOEHKA U K 2,5 rOJja OJIOBAsI POJIb
yKe 4EeTKO NpUHUMAETCA [5]. OnpeeneHbl ONTUMAIbHbBIE
CPOKHM IIPOBEJEHUA (DEMHUHHU3UPYIOMEN TUIACTUKH JIETAM.
ITo JaHHBIM PA3HBIX ABTOPOB, IIEPBBI ITAI — PE3CKIIMSI
runepTpoUPOBAHHOIO KJIUTOPA U PACCEYEHUE YPOTI€HHU-
TAJILHOT'O CUHYCA — JOJDKEH OBITb BBIITOJHEH ONITUMAJIBHO
B TEUYCHHUE IIEPBOTO /i JKU3HU PebEHKA, yepe3 3—6 mec
ot Havasia Tepanuu TKC [6], HO 10 2-JIETHErO BO3PACTa, T.C.
JIO IICUXOJIOTUYECKOT'O CAMOOIIPEJEIEHUS IIOJIOBOM TIPU-
H/IJIEKHOCTH pebeHKa [7]. Taxke HEOH6XOIMMO ITOMHUTD O
panueM Havane 3aMmecturenbHon Tepanuu I'KC s
YMEHBUIEHNA KIMHUYECKUX NPHU3HAKOB aHJPOTI€HU3AIUN
U npuodpeTennsa PeMUHHOTO (PEHOTHIA U1 OOJIETYEHHSA
COITMAJIBHOM 4/IaNITAIMU U MTOJIOBOM ayTOUJEHTUDUKA-
LU

B nacroamee Bpems HE CyIECTBYET €EAUHBIX KIMHHUYE-
CKUX PEKOMEH/IAIINH JIA60PATOPHON OIEHKU 3P (PEKTUB-
HOCTH NPOBOJAMMOM TEPANNUHN Y B3POC/BIX NAIIUEHTOB C
BJAKH. Llenpio Tepanuy JAHHOM I'PYIIILI HAITMEHTOB SAB-
JIAETCA UCIIOb30BaHUE HUBKUX /103 'KC, KOTOpbIE a71eKBAT-
HO HIOJABJIAIOT CUHTE3 aHIPOI'€HOB HAAIIOYEYHHUKAMHU U
MOAJEPIKMBAIOT HOPMAJIBHBIE POCT M MacCy Tena [8]. [pn
aedyeHuu nanueHToB ¢ BKH OCHOBHBIMU ITOKA3aATE/ISIMU
3(PPEKTUBHOCTH TPOBOAUMOI! TEPANTHUU ABNAIOTCA 17-OI1I,
TECTOCTEPOH M AHAPOCTEHANOH. 10 JAHHBIM OJHUX aBTO-
pos [9], 17-OIlI' He JOKEH ObITh HU3KUM HUJIM HOPMaJIb-
HBIM, 4 TECTOCTEPOH M aHJPOCTEHJHUOH JJO/LKHBI PACCMAT-
PHBATHCSI COBMECTHO C YYETOM KIMHHUYECKOW KAPTHHBDI,
JIDYTH€ aBTOPBI MIPEIAraloT HEKOTOPBIN peePEHCHBIN
nnrepsan — 17-OIIT' 100-1000 ur/an (3—30 HMOIIB/1T), 4
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TECTOCTEPOH U AaHJPOCTEHINOH JJOJDKHBI HAXOAUTHCS B pe-
(PEPEHCHOM AMAMTA30HE IS JAHHOTO MOIA U Bo3pacTa [10].
Ilo pesynpraraM HUCCIELOBAHUsA, IPOBEAECHHOIO B OI'BY
SHILI, oNTUMAIbHBIMUA KPUTEPHUAMHU OLIEHKU Tepanuu I'KC
Y MyKYHH SIBJISIIOTCA 3Ha4YeHus1 17-OI1T 12—36 HMOb/11, ¥
JKEHIUH — 6—16 HMOJIb/JI B COYETAHUU C HOPMAJIbHBIMHU
YPOBHSIMH aH/IPOTE€HOB JIJIS1 JAHHOTO I0JIA ¥ BO3PACTA U OT-
CYTCTBUEM KIMHWUYECKUX IIPU3HAKOB JICKOMITEHCAIINY WIN
THIIEPKOPTUIIN3MA; HAUOOJIEE TOYHBIM ITOKA3aTEIIEM KOM-
IIEHCALIUU BOJHO-COJIEBOIO OOMEHA SIBIIIETCS ypOBEHDb APIT
B quanagzone 0,5—13 Hr/mi B 4ac [11].

[IpencTaBIeHHbIN KIMHUYECKUNA CIIydal IO3BOJIAET
OLIEHUTDh BAXKHOCTbh CBOEBPEMEHHOCTH HE TOJIBKO ITOCTA-
HOBKHU JJUATHO32 U ONIPEJICJICHUA TT0J1a PE6EHKA, HO U IIPO-
BECHUA XUPYPIrUIECKOU KOPPEKINH, 4 TAKKE HEOOXOIU-
MOCTBb MH(POPMHUPOBAHHOCTU HE TOJIBKO POAUTENEH, HO U
pebeHKa O BONPOCAM NPOBOAUMON Tepanuu. JJaHHble
MEPOIPHATUS TO3BOJIAT U30EXKATh B JAJIBHEHIIIEM TPY/IHO-
CTEN IICUXOCOIIUAIbHON aZialTalliyi U ITIOJIOBOT'O BOCIIATA-
HUSL.
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