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CIMCOK COKpallleHH i

AJl — aprepuanbHOE AaBJICHUE

AKTIT — aapeHOKOPTHKOTPOMHBINA TOPMOH

BJIJI — Oponxosjerounas JucCIiazus

BI'KH — BpoxaeHHas runepruiazusi KOpbl HAAMOYEYHUKOB
BJIKH — BpoxaeHHas nucGyHKIHS KOPbI HAAIOYCUHHKOB
BXK— BHYTpukenygo4koBO€ KPOBOU3IUIHUE

ITH-ocb — runoranamo-runopu3apHo-HaAINOYECUHUKOBAs OCh
JIBC — nucceMMHUPOBAHHOE BHYTPHUCOCYAMCTOE CBEPTHIBAHUE
KOC — KucioTHO-0CHOBHOE COCTOSIHUE

KPI' — KOpPTUKOTPONMH-PUIN3UHT-TOPMOH

MPT — wmarHuTHO-pe30HaHCHAast ToMorpadus

OHMT — oueHb HU3KaAs Macca Tela

OPUTH — oraeneHue peaHMMalMi U UHTEHCUBHOM T€panuu HOBOPOXKICHHBIX
CJIP — cuHzapoMm abIXaTelbHBIX pacCTPOMCTB

TTI' — THUpPEOTPONHBIIA TOPMOH

®HO  — daxTop HEeKpO3a OMyXOJIu

OKI' — »anektpokapauorpamma

OHMT — »skcTpemMallbHO HU3Kas Macca Tena



MeToaosiorus

MeToabl, HCII0JIb30BAHHBIE ISl COOPa/cesIeKIMU 10KA3aTeNbCTB: MOUCK B 3JIEKTPOHHBIX
0a3ax JaHHBIX.

Onucanye METOJOB, HCIIONB30BAHHBIX JUIsI  COOpa/CeNeKIINN  JTOKA3aTelIbhCTB:
JOKa3aTeIbHOW  0a30i  JIsi  pPEeKOMEHJANWK  SIBISIIOTCS  MyOJHMKAlluM,  BOIIEIINE
B KokpelinoBckyto Oubnmoreky, 6a3pl manHbix MEDLINE u EMBASE. I'my6una noucka
cocrasisuia 15-60 ner.

MeToabl, HCI0JIL30BAHHBIE VIS OLEHKH Ka4ecTBA H CHJIbI I0KA3aTeIbCTB:
* KoHceHcyc akcnepTos.
e OreHKa 3HAYMMOCTH B COOTBETCTBHH C PEHTHHIOBO# cxemoii (Tabi. 1-2).

PeiituHroBas cxema Juisi OLIEHKU YPOBHEMN JOKA3aTEIbHOCTH PEKOMEHIALNM MIPEACTaBICHA
B Tabmure 1.

Tabauya 1

PeiiTuHroBasi cxeMa /JJisi OEHKH YPOBHeEH 10KA3aTeJbCTB

MeraaHnanu3bl BEICOKOTO KauecTBa, cucteMatudyeckue 003opsl PKU*, nnmu PKU

1++
C O4Y€Hb HU3KUM PUCKOM CUCTEMATHYECKUX OIIHUOOK
1+ KadecTBeHHO npoBeIcHHBIC METaaHAIU3BI, cucTeMaTuueckue 0030psl PKU
C HU3KHM PHCKOM CHCTEMHBIX OIIMOOK
1 Mertaananu3bl, cucreMaTuaeckue 0630psl PKU ¢ BRICOKMM PUCKOM CHCTEMHBIX

[0)1155(310) 4

BricokokadecTBEHHBIE CHCTEMATHYECKHE 0030PhI UCCIIEIOBAHUN CITydaii-kOHTPOITh
WJTU KOTOPTHBIX UCCIIEN0BaHMM. BrICOKOKaueCTBEHHBIE 0030PhI NCCIEI0OBAHUI

2++ CIIy4ai-KOHTPOJIb UM KOTOPTHBIX UCCIIEIOBAHUM C 04YEHb HU3KUM PUCKOM

3¢ PeKTOB CMENTMBAaHUSI I CHCTEMAaTHUUECKUX OMIMOOK U CpeaHE BEPOSITHOCTHIO
IIPUYMHHON B3aUMOCBS3U

XopoI110 MPOBEACHHBIE UCCIET0BAHNUS CITYy4aii-KOHTPOJIb UM KOTOPTHBIE
2+ HCCIIEIOBAHMSI CO CPETHUM PUCKOM 3(PPEKTOB CMEIINBAHUS WM CUCTEMAaTHYECKIX
OIMOOK U CPEAHEH BEPOATHOCTHIO MPUUYNHHON B3aMMOCBSI3H

I/ICCHG,Z[OBaHI/I}I CJIy‘-IElﬁ-KOHTpOJIB HJIN KOTOPTHBIC UCCIICAOBAHUA C BLICOKUM
2— puckoM 3(pPEeKTOB CMEITUBAHMS WJIM CHCTEMAaTHUECKUX OMIMOOK U CpeaHeit
BEPOSITHOCTBIO IPUYMHHON B3aUMOCBSA3U

Heananntrnyeckue uccinen0BaHns, HaIPUMEpP ONUCAHUS OTICIBHBIX KIIMHUYECKUX
CJIy4aeB, CEPUU CIIy4acB

4 MHeHnue skcnepra

* PKU — panoMHU3UpOBaHHBIE KOHTPOJIUPYEMbIE HCCIIeIOBAHMUS

MeTtoabl, HCNIOJIL30BaHHbIE AJIA AHAJIN3A J0KA3aTEeIbLCTB:
*  0030pHI OIMYOJIMKOBAHHBIX METaaHAIN30B;
* cHCcTeMaTH4ecKue 0030phI ¢ TAOIUIIAMU JOKA3aTEIbCTB.

Onucanue METOA0B, HCITOJIb30BAHHBIX IJIfl AaHAJIN3Aa J0Ka3aTECJIbCTB




[Ipu oT60pe nmydauKanuii, Kak MOTEHIIMAIBHBIX HICTOYHUKOB JI0Ka3aTEJIbCTB,
MCTIOJIb30BAaHHAS B KAXKJIOM UCCIICIOBAHUH METOIOJIOTHS U3Y9aeTCs ISl TOTO, YTOOBI YOS TUTHCS
B €€ BAIUJHOCTU. Pe3ynbTar n3ydyeHus BIUsSET Ha yPOBEHb 10KA3aTeIbCTB, IPUCBANBAEMBIi
myOJIMKaIUK, YTO, B CBOIO OYEPE/Ib, BIUSIET HA CHITY BHITEKAIOIIUX U3 HEE PEKOMEHIaIUH.

MeTtoomornyeckoe u3ydeHne 0a3upyercss Ha HECKOJIBKHUX KITFOYEBBIX BOIIPOCAX,
KOTOpBIE C(hOKYCHPOBAHBI HA TEX OCOOCHHOCTSX MU3aliHa UCCIIEOBAHUS, KOTOPhIE OKa3bIBAIOT
CYILIECTBEHHOE BIIUSIHUE HA BAIMIHOCTh PE3YJIHTATOB U BHIBOJIOB. DTU KIIFOUEBBIE BOIIPOCHI
MOTYT BapbUPOBATH B 3aBUCUMOCTH OT THIIOB UCCJIEIOBAaHUI U MPUMEHIEMBIX BOIIPOCHUKOB,
UCIIOJIb3YEMBIX JIJISl CTAaHIapTU3AIMH [TPOLIECCa OLIEHKH MyOIUKalUi.

Ha nporiecce orieHKH, HECOMHEHHO, MOKET CKa3bIBAThCS M CYObeKTHBHBIN (hakTop. s
MUHUMU3ALMN TOTEHIUANbHBIX OMIMOOK Ka)J10€ HCCle0BaHNEe OLIEHUBAIOCh HE3aBUCUMO, T. €.
110 MEHbILIEH Mepe IBYMsI HE3aBUCUMBIMH WieHaMH paboueil rpynmsl. Kakue-mi6o paznudus
B OIIEHKaX 0OCYXIAJINCh YKE€ BCEH TPYIIION B TOJIHOM cocTaBe. [Ipr HEeBO3MOXKHOCTH
JOCTHKEHUS] KOHCEHCYCa, IPUBJIEKAJICS HE3aBUCUMBII 3KCIEpT.

Tabnuie! [0oKa3aTENbCTB 3aMOIHUIMCH WIEHAMH padoyeil rpyIibl.

MeTo/1b1, UCIIONIB30BAaHHBIE I (POPMYITHPOBAHUS PEKOMEH AN KOHCEHCYC
JKCIIEPTOB.

PeliTuHroBas cxema OIICHKH CTETIEHH 000CHOBAHHOCTH («CHJIbI») PEKOMEH NN
mpecTaBiIeHa B Tabmuie 2.

Tabauya 2

PeiiTiHroBasi cxeMa OleHKH CHJIbI PeKOMeH Al Uil

A He menee ogHOro Meraanaimsa, cuctemMaTuieckoro o63opa miu PKH, orenenHoro kax
1++ 1 HenmocpeICTBEHHO MPUMEHUMOTO K 1I€JIEBOU MOMYJIALNH; WIH JI0Ka3aTeIbHas
0a3a, cocTosIas MPEUMYIIIECTBEHHO U3 UCCIEAOBaHMH, OIIEHEHHBIX KakK 1+,
HEIOCPEICTBEHHO IPUMEHHUMBIX K L[E€JI€BOM MOIYJISALIUU U JEMOHCTPUPYIOIIUX
OJIMHAKOBBIE PE3yJIbTaThI

B Jloxa3arenbHas 0a3za, BKIIIOYAIOIIAs MCCIIEIOBAaHUs, OLICHCHHBIC KakK 2+,
HEMOCPEICTBEHHO TPUMEHUMBIE K IIEJIEBON MONYJISIIANA U IEMOHCTPUPYIOIIUE
OJIMHAKOBBIE PE3YJIbTAThI; UM SKCTPANIOJIUPOBAHHBIE TAHHBIE UCCIIEA0BAHHUIM,
OII€HEHHBIX KaK 1++ umm 1+

C Jloka3arenbHas 0a3za, BKIIFOYAIOIAs MCCIICAOBAHMS, OLICHEHHBIC KakK 2+,
HEIMOCPEICTBEHHO MPUMEHHUMBIC K 1I€JIEBOM MOMY/ISIUHA U JEMOHCTPHUPYIOITHE
OJNHAKOBBIC pe3yanaTbl; nJn BKCTpaHO.HI/IpOBaHHBIe JaHHBIC HCCH@I[OBaHHﬁ,
OIICHEHHBIX KaK 2++

D YpoBeHb J0Ka3aTEILHOCTU 3 WK 4; WU SKCTPANOIMPOBAHHBIC TAHHBIE UCCIIEI0BAHUM,
OILICHEHHBIX KaK 2+

HNuauxaTops 1o0pokavecTBeHHoi nmpakTukn Good Practice Points — GPPs):
pekoMeHayeMast JoOOpOKaueCTBEHHAs IPAKTUKA Oa3UpyeTcsl Ha KIMHUYECKOM OIbITe pabodei
IPYMIIBI [0 pa3paboTKe PEKOMEHIAIHI.

DKOHOMHUYECKHH aHAIH3

ITpyu HaM4YMK OTEYECTBEHHBIX JAHHBIX MO 3(P(PEKTUBHOCTH 3aTpaT HAa aHATU3UPYEMBbIE
BMEIIATENILCTBA B PEKOMEH/IOBAaHHBIX ISl CeJIeKLMu/cOopa qoKa3aTeabCTB 0a3ax MaHHBIX, OHU
YYUTBHIBAJINCh TP TNPUHATUU PEIICHHS O BO3MOXKHOCTH PEKOMEHIOBAaTh HMX HCIIOJIB30BAHUE
B KJIMHUYECKOU IPAKTHKE.




AHanu3 CTOMMOCTH HE€ NPOBOAWJICA U MyOnMKanmuu 1o (apMaKOdKOHOMUKE HeE
AHATM3UPOBAIHCH

MeToabl BAJIUAM3ALUN PEKOMEHIAIHIi:

. BHEILIHSS SKCIIEPTHAs OLICHKA;

J BHYTPEHHSISA SKCIIEPTHASI OLICHKA.
Onucanue MeToIa BAJUAN3AIUN PEeKOMeH AU

Hacrosimue pexoMeHIanMy B MPEABAPUTEIBHON BEepCHMM OBUIM  PELEH3UPOBAHbI
HE3aBUCUMBIMHU DJKCIEPTAMH, KOTOPBIX IIOINPOCHIN IPOKOMMEHTHPOBATh, IPEXKIE BCETO, TO,
HACKOJIBKO MHTEPIpPETaLns [0Ka3aTeNIbCTB, JIEKAIIUX B OCHOBE PEKOMEHJALUN, JOCTyIIHA IS
[IOHUMAaHUSI.

[TonydeHbl KOMMEHTapuuh CO CTOPOHBI Bpaueil MEPBUYHOTO 3BE€HA M YYACTKOBBIX
TEpaneBTOB M3 HECKOJIbKUX pernoHoB PD (rr. MockBa, Cankr-IlerepOypr, PoctoB, Kpacuoxap,
Hanpunk, MockoBckass o6macth, JIenuarpaackas o6iacts, CraBpomnonb, SpocnaBnb, SAkyTck,
Xabaporck, Kazanb, UensiOWHCK u JIp.) B OTHOIICHUH JTIOXOAYNBOCTH H3JIOKCHUS PEKOMEH AT
U OLICHKH BKHOCTH PEKOMEHJIAINH, KaKk pabodero MHCTPyMEHTA MOBCEAHEBHON MTPAKTHKH.

[IpenBaputensHas Bepcust Oblla Tak)Ke HaNpaBlieHa PELEH3EHTY, HE HMEIOIIEMY
MEIUIUHCKOrO0 00pa30BaHMs, A IOJy4eHHs] KOMMEHTapHUEB, C TOUKM 3PEHUS IEPCIEKTUB
MalHUEHTOB.

KOMMGHTapI/II/I, IMOJIYYCHHBIC OT OKCICPTOB, TIIATCIBHO CHUCTCMATU3UPOBAINCH
1 00CYXIaIMCh TIpelcenareieM U wieHaMu padoued rpymnmbl. Kaknapiii myHKT oOcyxmaics,
U BHOCHUMBIC B PC3YJIbTATC 3TOr0 M3MCHCHHA B PCKOMCHAAIWH PETHCTPUPOBAIUCSH. Ecmu xe
N3MCHCHUA HC BHOCUJIUCH, TO PCTUCTPUPOBAIINCH ITPUYIHUHEBI OTKa3a OT BHCCCHUA W3MCEHEHHUH.

KOHchIbTaIII/Iﬂ H IKCIIEPTHAA OLCHKA

[IpenBapuTensHble BepcuH OBLUIM pa3MEIICHBI Ul 00CYXIeHHs B ceTh MHTepHeT ams
TOTO, 4YTOObI IIUPOKUH KpYr JMII HMMEI BO3MOXKHOCTb IPHUHATH YydacTUe B 00CYXKICHHH
U COBEPUICHCTBOBAHUU peKoMeHaanuil. Jlononnenus yrBepxaeHsl Ha 3aceqanuu [IpopunbHoii
KOMHUCCHH.

[TpoexT pexoMmeHOauui OBUT PELEH3UPOBAH TaKXKE HE3aBUCUMBIMHU JKCIIEpTaMH,
KOTOPBIX IIONPOCUIM IPOKOMMEHTUPOBATh, IPEKIAE BCEro, JIOXOIYUBOCTH U TOYHOCTH
UHTEpIpETaLNH J0Ka3aTeNbHON 0a3bl, IeKaIleld B OCHOBE PEKOMEHIAIIHIA.

Pabouas rpynmna

JInsi OKOHYATEIbHOM peNakiUi U KOHTPOJIA KauecTBa PEKOMEHJIAIMH ObUIM MOBTOPHO
IPOAHAIM3UPOBAHbl YJICHAMU paboueil Tpynmbl, KOTOPbIE NPUIIM K 3aKIIOUEHHIO, YTO BCE
3aMeYaHusl 1 KOMMEHTapUH SKCIEPTOB NMPUHITHI BO BHUMAHUE, PUCK CUCTEMAaTHYECKUX OIMINOOK
npu pa3paboTKe peKOMEHIANNN CBeJIeH K MUHUMYMY.

OcHOBHbBIE peKOMEHAAIU T

Cunbl pekomenmanuii (A-D), ypoBuu gokaszarensctB (1++, 1+, 1-, 2++, 2+, 2— 3, 4)
U MHIUKATOPbl JTOOpPOKAaueCTBEHHON mpakTuk — good practice points (GPPs) mpuBogstcs
B X0/1€ U3JI0KEHUS TEKCTA PEKOMEH JAIIHA.



Hapymemm PAa3BUTUA HAANMOYECIYHHUKOB Y IIJIOAd

[Inox ™MokeT mnoaBeprarbCs BO3ACHCTBUIO H30bITKA KOPTH30JIa IACCUBHO, H3-3a
MOBBIIIEHHOTO MOCTYIUICHUS MAaTEPUHCKOIO0 KOpPTH30Jia 4epe3 IUIAlleHTY WM aKTHUBHO H3-3a
yYBEJIMYEHUSI COOCTBEHHOTO CHHTE3a KOPTHU30Ja. OTH JBa Pa3IWYHBIX MEXaHHW3Ma MOTYT
OKa3bIBaTh pa3HOE BO3JACHCTBUE HA OPraHU3M JIOHOLLIEHHBIX U HEJIOHOIIEHHBIX HOBOPOKICHHBIX.

[TaccuBHOE yBenmuyeHHE BO3JCHCTBHUS KOPTH30Jia MPOUCXOIUT JHOO M3-3a BO3pPACTAHUS
YPOBHSI HUPKYJIUPYIOIIETO KOPTU30Ja Y MaTe€pH, YacTh U3 KOTOPOTO MOCTYIAET Yepe3 IIaleHTy
K IJIOAY, WIM B CBA3M C T€M, YTO B IUIAIlEHTE CHU3MJIACh aKTUBHOCTH (hepmeHta 11-Oera-
TUAPOKCUCTEPOUACTUIPOTEHA3Bl 2, YTO  MOXET  YBEIMYUTh  KOJUYECTBO  KOPTHU30Ja
MaTEPUHCKOI0 MPOUCXOKACHUS, MOMAIAIOIIET0 K III0Y.

[Ipy HEKOTOpPBIX KIMHUYECKUX CHUTYalUsX T[OBBIIIEHUE KOPTUKOTPONUH-PUIIU3HHT-
ropmona (KPI') umeer mporHoctudeckoe 3HaYCHUE ISl Pa3BUTUS OTICIbHBIX (OPM MMATOJIOTUU
y IJ10/1a ¥ HOBOPOXKAEHHOr0. OJJHUM U3 BO3MOXHBIX CTUMYJIOB JJISl YBEIMYECHUS MPOU3BOJICTBA
KOpPTU30Ja TIJI0JIOM MOXeT ObiTh yBenuuenwe mianeHtapHoro KPI'. Konmnentpamus KPIT B
IUIa3Me KpPOBH MaTepu Bo3pacTaeT K KoHIy OepemenHoctu. IlpexneBpemennbiii poct KPIT
NPEABEIIACT HACTYIUICHUE MPEeXACBPEMEHHBIX pOAOB. MeXaHu3M yBEIMYEHHS ILIOJ0M
BBIPA0OTKHM KOPTH30JIa B PE3YJIbTaTe CHCTEMHOTO BOCHMAIUTEIHLHOTO OTBETA Y IJI0JIa, HAPUMED
IIPU XOPHMOAMHHOHHUTE, XOPOLIO u3ydeH. [Ipu 3TOM cHMHTE3 MmI0A0M KOPTU30J1a CTUMYIUPYETCS,
CKOpEee BCEro, IOCPEACTBOM BO3ACHCTBUS MPOBOCHATUTEIbHBIX IIUTOKMHOB, TaKUX Kak
WHTEpJICHKNH-1-0eTa, naTepaekuH-6 1 ®HO. DTH UTOKWHBI CTUMYJIUPYIOT BCE KOMIOHEHTHI
I'TH-ocu miona, a Takke MOTYyT BHOCHTb HEIOCPEACTBEHHBIM BKJIAJ B «CO3PEBAHUE JIETKUX).
B rpynne wmutageHneB, poOAMBIIMXCS OT MaTepei, HMEIIUX IPU3HAKKM XOPUOAMHUOHMTA,
HEIOHOIIIEHHBIE, 3a00JIeBIINE BIIOCIEICTBUU OpoHXonerouHnoi aucriaszueir bJIJ umenu Gonee
HU3KHH ypoBeHb Koprtu3ona B orBeT Ha AKTI, B cpaBHenun c¢ aerbmu 6e3 BJIJI [1-5].
VYKa3aHHBIA MATOTEHETHUYECKUA MEXAHU3M IOBPEXKIEHUs JIETKUX M MO3ra MpeICTaBICH Ha

pucyHke 1.
XOPMOAMHWNOHKUT
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Puc. 1. Bo3amoxHnslit marorenes pazsutus bJI [6]

[locaeacTBuA NpexaeBpeMEHHbIX POAOB

Kak 0p1710 yKa3aHo panee, mpu (pU3NOJIOTHIECKOM T€UEHUH OepeMeHHOCTH 11oa 10 30—
32 Henenb HE TMOJBEPraeTcs BO3ACHCTBHIO BBICOKMX KOHLEHTPAIMH TIIOKOKOPTHUKOUIOB,
notomy uto I'TH-och mimoma monaBisieTcsi MacCMBHOW mepenadeil HeOOJIBIIOro KOJIMYECTBA
KOpPTH30Jla  MATePUHCKOTO  MpOMCXOXkIeHus. [locime  poXAeHHWsT 3TOT  HEIOCTATOK
[JIIOKOKOPTUKOUJHOTO BO3JCHCTBUS Yy HEJAOHOIICHHBIX JETe MOXKET pealn30BbIBAThCS B



HEJIOCTaTOYHOW BBIpabOTKE »HHAOTeHHOro cypdaktanta ¢ pasButueM CJIP (6one3nu
THAIMHOBBIX MeMOpaH). YCTaHOBJIGHO, YTO HEJOHOIICHHBIE JETH, TpeOyrollue BBEICHUs
cypbakranta ansa jedenuss C/IP, umeror Oosnee HU3KME KOHILIEHTpAalMM KOPTH30Jla B TEUEHUE
paHHEro HeoHaTaIbHOTO Tepuoa [7-9].

Opnoit u3 nepBbiXx nonbITOK Tepanuu CJIP y HemoHOMIEHHBIX AeTel, ObUIO0 Ha3HAYCHHUE
BBICOKUX /03 TUJIPOKOPTHU30HA B TEUEHHUE MEPBBIX 2 JHEH MOCIE POXKIEHHUA. JTa Tepamnus He
Obl1a yCHENIHOM, 4TO BHOJHE 00BACHUMO. Bpems, HeoOXxoaumoe ISl aKTHBAIlMM CHUHTE3a
MOBEPXHOCTHO-aKTHBHBIX BEIIECTB, B TOM 4HCIE cypdakTaHa B aiabBeoJiaX JETKHX, MpH
MIPUMEHEHUHU SK30T€HHBIX CTEPOUIOB cocTaBigeT oT 48 o 72 wacoB. C npyroil CTOpPOHHI,
IIpEHATaIbHOE BBEIEHUE DSK30T€HHBIX TIJIIOKOKOPTHUKOHMIOB MaTepu CTall0 OOILENpUHATON
TaKTUKON MpenoTBpamieHuss pa3Butus Tsxenblx CIAP u, Kak cieicTBUe, pa3BUTHUSL TAKEIBIX
ocnoxHenui, Hanmpumep BXKK. HespenocTs Kopbl HaAIMOYEUHUKOB Y TIIYOOKO HEJOHOIIEHHBIX
neteit — Qaxrtop pucka pa3sutus bJIJ] (CHIKeHHE CTOCOOHOCTH IPOU3BOIUTH KOPTU30T MOXKET
INPUBOANTH K 3HAUUTEIIBHOMY YCHUJICHUIO BOCIAIIUTENILHOM PEAKLIMH, B TOM YUCIIE ACENTHYECKOM,
B JIETKHX) [7-9], HA 9TO MBI yKe oOpaliaivi BHUIMaHUE BBIIIIE.

«He3penocte» KOpel HAANOYEYHUKOB TAKKE MOXKET IPUBECTH K «OTHOCUTEIBHOMN
HAAMOYCUYHUKOBON HEIOCTATOYHOCTHY» y HEAOHOIICHHBIX, 0coOeHHO pomuBmuxcs ¢ OHMT u
OHMT, nposBiasAmoOmIecs THUNOTCH3WEH W  HEIOCTAaTOYHOM TKaHeBOW mepdys3uend. VY
HEJIOHOIICHHBIX JieTel ypoBeHb A/l HampsMyro KoOppenupyeT ¢ BbIpaOOTKOW KOPTH307Ia.
Tepanusi TUAPOKOPTU30HOM B JAHHOM KIMHMYECKOW CUTyallMd TPUBOAUT K IOBBIIIEHUIO
JABJICHUSA Yy MJIQJICHIIEB, HWMEIONIMX THUIOTOHUI0O W HHM3KHE 3HAaueHus KopTtuzona. Jlerw,
pomuBmrecss ¢ DHMT, umeror Xyamwuii mporHo3 Mpyu HU3KHX KOHIIEHTpAlUsSIX KOPTHU30JIa U
cumxkenHot peakuuu Ha AKTI. OtHocuTenbHass HaANOYEYHHKOBAS HEJOCTATOYHOCTH Y
MJIQJICHIIEB C KCTPEMAIBHO HU3KOW MACCOM TeJla MPU POKIECHUH MOYKET BHECTH CYILIECTBEHHBIN
BKJIaJ] B 3200J1€Ba€MOCTh M CMEPTHOCTb JAHHOUW TPYIIIHI IETEH.

OnHako He M3BECTHO, KaKOW YpOBEHb KOPTH30J1a y HEJOHOLIEHHBIX HOBOPOXKIECHHBIX
SIBJISIETCS AMArHOCTUYECKM U TMPOTHOCTUYECKH 3HAUYUMBIM [JISl PAa3BUTUSA «OTHOCUTEIBHON»
HaJIIOY€YHUKOBOM HEAOCTaTOYHOCTU. COOTBETCTBEHHO, HEM3BECTHBI KOHIIEHTPALIMN KOPTU30J1a,
TpeOytoiire koppekiuu [7-10].

CuuTaror, 4YTO HU3KME KOHIEHTPALMM KOPTU30JIa Y MiaieHleB, poauBimmxcs ¢ DOHMT,
omnpenensemble B 12—-48 yacoB u Ha 5—7-i 1eHb XKHU3HU HE MOTYT IIOMOYb UJACHTU(UIIUPOBATDH
HOBOPOXKIEHHBIX C BBICOKMM PHCKOM HEOJIAaroNmpHUsTHBIX HCXOJOB. ['MIOTOHUS Kak MpHU3HAK
OTHOCHUTEJIBHON HaJIOYEYHUKOBON HENOCTATOYHOCTH Yy MiafieHueB, poauBmmxca ¢ DOHMT, B
OoJbIICH CTENEeHM CBSA3aHA C IECTAllMOHHBIM BO3pPacTOM, YeM C KOHIEHTpalued KOpTHU30JIa.
Hekoropeie riy0OKO HEIOHOIIEHHBIE HOBOPOXKIEHHBIC, UMEIONINE HEOIArompusTHBIC
pe3yabpTaThl, MOI'YT UMETh HHU3KHE KOHLEHTpPALUU KOPTH30J1a, OJAHAKO 3TOT KPUTEPHUM caM IO
cebe He JOoCTaTO4YeH I TPOTHO3UPOBAHHS PA3BUTHUS y HUX HEOJArOMpPUATHBIX HCXOOB,
Harpumep BJIJ[ [7-10]. HeoOxoauMo OTMETHUTH, YTO BBIIMICIPUBEICHHBIC JAaHHBIC OTPAXKAIOT
o0IIre 3aKOHOMEPHOCTH, BBISBIISIEMbIE y TITyOOKOHEIOHOIICHHBIX AeTed. B cBoe Bpems mpu
BBIJICJICHUY BapUaHTOB CEIICHCA y HOBOPOXKJIEHHBIX JETEH, Mbl CTOJKHYJIUCh C TEM, 4YTO
rIyOOKass HEIOHOIICHHOCTh HHUBEIUPYET BCE pa3Huus, W MPEKIE BCEero IabopaTopHEIE,
XapakTEepHBIE JI1 TOTO WM MHOTO BapuaHTa [11].

HamnpoTuB, BbICOKME KOHIIEHTPALIMM KOPTU30Ja Yy JIaHHOTO KOHTHHIE€HTA CBSI3aHBI C
pasButueM Tsok€npix BXKK, a upe3BplyaitHO BbICOKHME — C OoJbliell 3a00J€Ba€MOCTHIO |
CMEPTHOCTHIO. TO €CTh MOBBILIEHHBIN YPOBEHb KOPTU30J1a TOXKE MOXKET CIIYKUTh MapKEpOM st
BBISIBJICHUS MJIaneHieB, poauBmmxcs ¢ OHMT, nHaumbonee ysA3BUMBIX TIO Pa3BUTHIO
HeOJIaroNpHUsTHBIX KCXO/I0B, U B KAKOW-TO CTEIICHH CITY)KUTh «MapKepoM mporuosa» [7-10].

[lo Hamiemy MHEHUIO, HEOOXOAMMBI JallbHEWIINE WCCIEAOBAHUS MJIsi ONpPEEICHUS
ONTUMATFHOTO BPEMEHH KOHTPOJIS KOHIEHTPALUHA KOPTU30JIa y TTTyOOKOHEIOHOIIICHHBIX JETEH,
a TAaK)K€ BIIMSIHUS U3MEHEHUS! YPOBHEW HA YaCTOTY Pa3BUTHUA U MMATOIEHE3 TAKEIBIX OCIOKHEHUN
u, pexze Beero, pazsutue BXKK.



Oco6eHHOCTH QYHKIMI HAANNOYEYHUKOB Y HeJOHOLLIEHHbIX
HOBOPOKAEHHBIX €X utero

AxtuBanus ['TH-ocum umeer pemaroriee 3HaYC€HHWE I MOAJACP)KAHUS TOMEOCTasa M
pearupoBaHMs Ha CTPECC y HOBOPOXIEHHOro pebenka. [locrme poxkaeHuss OTMeuaeTrcs Tak
Ha3bIBAGMBId «KAaTE€XOJIAMHUHOBBIA BCIUIECK». XOpOIIo u3BecTHhIN ¢akt. KoHueHTpanus
KaTe€XO0JaAMUHOB B ITyIIOBUHHOW KPOBH HOBOPOXKJICHHBIX B 2—3 pa3a BhIIIE, YeM B KPOBU MaTEpH.
[ToBblllIEHHBIE KOHIIEHTPAIMU COXPAHSIIOTCS B TE€UYEHHWE NEpBbIX 12 4yacoB ku3HU. Beicokmii
YPOBEHb KAaTE€XOJAMUHOB B IEPBHIE Yachl CBS3BIBAIOT C POJOBBIM CTPECCOM, IEpernaiaMu
BHEIIHEH U BHYTPUMATOYHOM TeMmepaTyp, runokceMueit, runorivkemuei [9, 12—15]. Koneuno,
KaK U BCE «IIEPEXOJHbIE COCTOSHHS» MEPUO/a HOBOPOXKIECHHOCTH THUIEPKATEXOJIaMUHEMUS
Cpa3y ke mocie poxjaeHus Heooxoauma. OHa Hy)XHA JJIsl MPUCIOCOOJIEHUSI K M3MEHUBIIUMCS
YCIIOBHSIM JKU3HU. B 4acTHOCTH, Il BCachlBaHUS >KMJIKOCTH, KOTOPOH 3aIlOJIHEHBI JIETKHE
ioja, a Takxke g obecrieyeHus: 3pGEeKTUBHOTO JIMMOIN3a U TIMKOTEHOJIN3a cpa3y Ke IMoclie
POXJIEHUS U T. 1.

Jlnst  oOecrieueHuss BBDKMBAHUS HEIOHONIICHHBIX JeTel, poauBmuxcsi ¢ OHMT,
HEOOXOIUMBI BBICOKHE KOHIICHTpAIlMH COOCTBEHHOTO KOPTHU30J1a, HAMHOTO BHINIE YPOBHS,
UMEIOUIErocsi BHYTPUYTPOOHO. OAHAKO YCTOHYMBO BBICOKME KOHILIEHTPAllMM KOPTHU30Jla Y
HEJIOHOIICHHBIX JieTel, poxkaeHHbXx ¢ DHMT nu OHMT, Moryt cnocoOGCTBOBaTh HAPYIICHUIO
AJTBBEOJISIPHOTO PA3BUTHS, YTO SIBIACTCS OTIMYUTEIBHOW uepTor «HOBOW BJIJI» (kamHWMYeckn
JIETKHE WIN CpeIHETsDKeNble HadanbHble npossieHus CIAP ¢ nocaenyromum passutueMm BJIJT).
BepositHo, »TOT 3dderT o00ycmoBiIeH HEKOTOPHIMH JS(d@eKkTaMu TIIOKOKOPTHKOHUIOB,
00yCJIOBJICHHBIMH TIOJJABIEHUEM KJIETOYHOro pocTta, mnponudepaunu u auddepeHunanim
KJIETOK. YCTOWYMBO BBICOKHM YPOBEHb KOPTH30JIa MOXXET OBITh OJHHUM W3 (PaKTOPOB pHCKA
CHIDKEHHMsSI 00beMa MOo3ra y HEJOHOIIEHHBIX JeTel, poauBmmxcs ¢ DHMT, B mocnemyromem
[16].

BaxHO TOIYEepKHYTh, YTO XOTSI KOHIICHTPAIMU KOPTHU30Ja, HAOIIOJaBIINECS y JeTel ¢
JKCTpeMallbHO HU3KOM Maccoi Topas3o BhIIIe, YeM Y IUIOZa B TOM e CpOKe OepeMEeHHOCTH, OHU
BCE XK€ HAMHOTO HHW)XE YpPOBHEH, XapaKTEpHBIX ISl TSDKEIOOONBHBIX JETed W B3POCIBIX.
HeanexBaTHBI «BBIOPOC» KOPTH30Ja B OTBET HAa CHJIBHBIM CTPECC y B3POCIBIX M JIETEH
NPUBOAUT K «OTHOCUTEIHHOM HAANMOYEUHHKOBON HEAOCTATOYHOCTHU» M MPOSBISIETCS B BUJIE
TUIOTEH3UU U CEPJICYHO-COCYIUCTON «HECTaOMILHOCTHY C MOBBIIIEHHBIM PUCKOM HACTYIICHUS
cMepTenbHoro ucxoxa [17].

OpauH U3 BO3MOXKHBIX MOJIXO0/I0B K CHUKEHHUIO TOJOOHBIX PUCKOB y J€TEH, pOIUBIINXCS C
OHMT, — ymeHblIeHue BO3IEUCTBUN cTpecca ((hU3nUecKux, TeMIepaTypHbIX, OONEBBIX U T. II.
¢dakTopoB) B OTAEICHUM MHTEHCUBHOM Tepanuu. CoOrjiacHO JaHHBIM TMPOBEACHHOTO
PaHIOMU3UPOBAHHOIO MCCIIEIOBAHUS, UCIIOJIb30BAHUE CXEM ONTHUMHU3ALUUA OKPYXKAIOLIEH CpeJibl
U CHUXEHMSI BO3JCUCTBUSI CTPECCOBBIX (DaKTOPOB MOXKET YIYUIIUTh PE3yNIbTaThl BBDKUBAHUS
IyOOKOHEIOHOIIEHHBIX AeTel [ 18], uTo B 001eM-To SBISETCS XOPOIIO U3BECTHBIM (PaKTOM, HO,
K COKaJICHHI0, yuuThiBaeMbIM He BO Bcex OPUTH B Hamel crpane.

HopMmaJ/ibHbI YPOBEHb KOPTHU30J1a Y HOBOPOXKAEHHBIX JeTeu

KoHmeHTpanusi CbIBOpPOTOYHOTO KOPTHU30J1a MOXKET BapbHPOBATh B MIMPOKHUX Tpeesiax B
TEYEHUE Mepuoga HOBOPOKIAEHHOCTH. CyIIECTBEHHOE BIHMSHUE HA YPOBEHb LUPKYJIUPYIOLIETO
KOPTHU30J1a OKa3bIBaIOT:

® CTEMeHb 3PEJIOCTH HOBOPOXKICHHOTO;

¢  (GUBHONOTHYECKUN CIIa]] KOHIIEHTPAIUU KOPTH30JIa B CHIBOPOTKE KPOBU B PAaHHEM
HEOHATAIBLHOM MEPUO/IE;

® BIHSHHE JOPOJOBOTO BBEICHHUS KOPTUKOCTEPOUIOB (cTemeHb momaBieHust [T H-
OCH TIPSIMO TPOMOPIMOHATFHA CYMMapHOM /03¢ BBEJIECHHOTO aHTECHATAJIbHO
JeKcaMeTa30Ha U 00paTHO MPOTNOPIIMOHATFHA BPEMEHH MEX]y TTOCIEAHEH H030i
KOPTHUKOCTEPOHJIOB U POJIAMH);

® COOBITHS, CBS3aHHBIE CO CTPECCOM BO BPEMSI POJIOB;

® HU3KHE OLEHKH M0 IIKaje Anrap;



® pECHUPATOPHBIN IUCTPECC-CUHAPOM;
® HEOOXOIUMOCTh IPOBEACHHS UCKYCCTBEHHOM BEHTUJISIIUU JIETKHUX;
® TUIOTTUKEMUS, UHPEKUIUH U T. [I.

Takum o00pa3oM, MpU HUHTEPIPETALUU «HOPMAJIBHOTO» WM «aJeKBaTHOIO» OTBETa
KOPTHU30J1a, CJIeAyeT NMPUHUMATh BO BHHMaHHE KIMHMYECKHE OOCTOATENbCTBA, HAIMYUE WIH
OTCYTCTBHE NPU3HAKOB, YKa3bIBAIOIINE HA HETOCTATOYHOCTh KOPBI HAIITOYEYHHUKOB.

Jletu ¢ pedpakTepHON TUNOTEH3UEW U MOJIMHHOW HEIOCTATOYHOCTHIO HAIIOYECYHUKOB
UMEIOT HU3KHE KOHIEHTPALUU CHIBOPOTOYHOrO KopTu3onia. Haubosnblie TpyAHOCTH UMEIOTCS
IpU ONpPEIEeNCHUH «HOPMAJIBbHOTOY» JAUana30Ha KOPTH30J1a y HEJOHOIICHHBIX JIeTei, 0COOCHHO B
paHHeM HeoHaTaabHOM Tepuoje (Tadi. 1). CHIBHO BapbUPYIOT Kak Oa3ajibHasl, TaK M MHUKOBHIE
CBIBOPOTOYHBIE KOHIEHTpPALMU KOPTH30Jla B IEpBbIE 2 HeAenu Ku3HU. KpoMe Toro, «3TajmoH»
OJIHOIl BpEMEHHOW TOYKM HE MOXKET OBbITh NPUMEHUM K JPYrOMy MOMEHTY BpPEMEHHU.
ChIBOpOTOYHAsE KOHIIGHTpalMs KOPTU30Jla HE MOXKET OBITh XOpPOIIUM OHOMapKepoM IJis
NPOTHO3UPOBAHUS  YCIOBUM, CBSI3aHHBIX C TPAH3UTOPHOM HEIOCTATOYHOCTBIO  KOPBI
HaAno4yeuHukoB (Hanpumep, npu bJIJ[). Huskue koHuIEHTpanuu CHIBOPOTOYHOIO KOPTH30JI1a
MOTYT O3HauaTh HEJOCTATOYHOCTh KOPbI HAAMOYEUYHUKOB Y TSAKEIOOOIBHBIX HEIOHOIIEHHBIX
JeTei, HO, C IPYrOi CTOPOHBI, CBUJETEILCTBOBATH O OJATOMOIYYUN Y OTHOCHTEIBHO 3I0POBBIX
MalEHTOB (coxpanenue BBICOKHX CBIBOPOTOYHBIX KOHLIEHTpaluu KOpTHU30J1a,
NPE/INOI0KHUTENBHO, «3HAK OTBETA Ha cTpeccy) [19-22].

Tabnuya 1
YpoBuu kopruzoga, 11-gesokcuxoprusona (11-J0OK), anbaocrepona, 17-ruipokcunporecrepona,
akTHBHOCTH peHnHa miaa3mbl (APII) u AKTI B kpoBu* (cBoAHbIE TUTepaTypPHbIE TaHHbIE)
Bospact Koptuzon, AKTT, 11-J10K, AJBIOCTEPOH, APII, | 17-ruxpoKcUIpoOrecTepoH,
o3pac HMOJIB/T IIMOJIB/T HMOITB/J HMOITB/J HI/MII/9 HMOITB/JT
):[OHOHIGHHLIC HOBOPOX/ICHHbBIC
[TynoBuHHas 220 + 130 49,8 + 3,2 9-16 2,1+0,8** 4,0- 102,4 £ 3,2
KpOBb (138-469) (11-125) (1,11-5,54) 32,0%* (27,3-151,5)
0-12 4 200 £ 90 - - 2206 - -
13,127 1,75+0,6
12-24 100 + 80 - - -
! (2,2-41) (0,14-4,85)
3-5 nneit 120 £ 80 11,1+3,0 - 1,3+0,6 91+1,0 -
1-7 nueit 55-304 5,7-13,6 0,4-4 - 2,0-35,0 -
1-2 uen. 80 £ 20 7,714 - 1,3+0/4 - 2,8-6,2
3-4 uen. - - - 2,0-35,0 - 2,1-6,1
1-6 mec. - - - - - 0,4-4,2
3,6+1,2
130+ 30 42+0,7
6-12 mec. ’ ' <0,3-45 - (2,4- -
80-630 5,7-13,6
(80-630) | (57-136) 27.0)
1-2 rona - - - - 1,7-11,2 05-14
2-10 mer 83-580 0-9,2 0,6-4,5 - 1,0-6,5 0,1-2,7
HenonomeHHble HOBOPOXKIEHHbIE
[lynoBunnas
- - - - 3,3+3,4 56,2+ 6,6
KPOBb
9,2-9,8,*** 1,6 +
— % - - - +
5-7 nuent MK/ 0,01 13,5+0,7




* — V nereii crapuie 3—4-HeqenbHOTO BO3pacTa MakcuMaibHbie ypoBHH koptuzona u AKTI onpenenstorces B 7-8 u,
MuHuManbHble — B 1820 u. B Beuepuue wacsl yposuu kopti3oia 1 AKTI He nomkus! npessimats 50 % 0T yTpeHHHX

MoKa3arejen.

** — APII u anpJoCTepOH HCCIEAYIOT B MPOOAX KPOBH, B3SATHIX HATOLIAK [IPU TOPU3OHTAIBHOM MOJI0KEHHH Tejla U Ha (OoHE

JAUETHI C HOpMaJIbHBIM COACPKAHUEM HATPUA.

*** — daxTop KoHBepcHuu 1 Hr/Mi = 2,76 HMOJIB/MIT

Heo06xoauMo OTMETHUTh, YTO BbIIIEYKa3aHHbIE 3aKOHOMEPHOCTH HMEIT M Jpyrue
(GyHKUIMOHATIBHBIE CUCTEMBL. M B 3TOM, 1O HalleMy MHEHMIO, KpPOUTCS OoJiblnas 3arajka.
[ToscHum, 4TO MBI MMeeM B BHIy. Bo3pMeMm JqocTaToyHO OaHaIbHBIA MpPUMEP: IOBBIIICHHE
KOJINYECTBA JICUKOILUTOB MPH PA3BUTUU WHPEKITMOHHOTO TMpoLecca. XopoIo 3To wid mioxo? C
OJIHOW CTOPOHBI, 3TO CBUJETEILCTBO TOTO, YTO OPraHU3M «OTBEYAET» HAa MH(EKIIMOHHBII areHT.
C npyroii, He Bcerja «KOJHYECTBO» CBHJETEILCTBYET O «KauecTBe». VI MOXXET BO3HUKHYTH
CUTyallMs, KorjJa JICMKOUUTBl MpH Pa3BUTUM HHQPEKIUOHHOTO Ipolecca  SBISIOTCA
«()YHKIIMOHAIBHO HEMOJHOIIGHHBIMU», W TOTJa OpraHu3M BBIPAOOTKOM HX OOJBIIOTO
KOJINYECTBA CTAPAETCs 3aMECTHTh «HeJOCTarollee KauecTBoy». Ellle ofnMH acmekT, Kacarouuics
7a00paTOpHOl NIHMArHOCTUKU. XoTenoch Okl oOparuTh BHUMaHue Ha Hero. CyTb ero B
CIICAYIOIIEM: «OJHOKPAaTHO B3STHIA aHaiM3, 3a MCKIIOYCHHEM OCOOBIX CIydaeB, SIBISETCS
HenH(opMatuBHbIM». [IpuBenem npumep. OmnpeneneHue KoHUEHTpauun ¢uOpuHoreHa. Kak
IPaBUJIO, €TO0 OTHOCUTENIBHO BHICOKUN MIJIM HOPMAJIbHBIN YPOBEHb MTO3BOJISICT CYMTAThH Bpady, YTO
y O6ompHOrO oTcyrctByer JBC-cunmpom. Ho Tak nm s10o? Hampumep, mpu cenTHYeCKOM
nporecce. Ilo3Bomum cebe cka3aTb, UYTO «ero OJHOKpPaTHOE OIpeENelIeHue B JaHHOU
KJIMHUYECKONH CHUTYallud CBHETEIBCTBYET TOJBKO OO0 OJHOM — B MOMEHT OIpEACICHUS
KOHIIEHTpauusi (uOpuHOreHa ObUla Takas-ToO, MPENNONOKUM, B Tpenenax HOPMaJIbHBIX
BEITMYMHY». 3aMeTuM, ObLTa HOPMAaJLHOH, Jake He CMOTps Ha pa3BuBaromtuiicsa JIBC-cunmpom.
[Touemy? IloTomMy uTO, TpakTys TMOJy4YEHHBI aHaaM3, HEOOXOAMMO BCIIOMHHMTH, YTO
bubpuHOreH sBIsSeTCS MOMUGYHKIMOHATBEHEIM OenkoM. Kpome Toro, uto oH I dakrop
CBEPTBHIBAHUSL KPOBH, OH €Ille U «OCTpoda3oBbiii O6emok». To ecTh ero KoHIeHTpauus Oyaer
YBEJIMYMBATBCS TpU JIIOOOM BOCHaJleHMU. A Temepp NpeAcTaBUM cebe, 4YTO y JaHHOTO
KOHKPETHOT'O OOJIBHOTO €ro MPOAYKIHUA MpeBbiaeT cuure3. Yro Oyner? [Ipu akTUBHO TeKyIieM
JABC-cunapome ¢ motpebienneM (GUOpPUHOTEHA, €ro KOHIIGHTpalus OyAeT JOJTO OCTaBaThCS
HOpMalibHOU. [103TOMY OJHOKpPATHO B3ATHIM aHANU3, KaK MpaBuio, MajgouHpopmatuBeH. s
IOJTHOLICHHOH TPaKTOBKHM HEO0XOAMMa TMHAMMKA, B TOM UHUCIIE U Ja0OpaTOPHBIX JaHHBIX.

OTHOCHUTe/IbHAA HEAOCTATOYHOCTh HA/AII0YEYHUKOB
Y HOBOPOXK/AEHHBIX JeTeu

AxTuBanus runoragamo-runoduzapHo-uaanoyeunukoBor (I'TH) ocu wm  BBIOpOC
KOpPTU30Ja HMMEIOT peIlIalolllee 3HAUYeHHE B IMOJJICPKAHUKM TOMEOCTa3a B OTBET Ha CTpeccC.
OTtHocuTeNbHAs] HEIOCTATOYHOCTh HAIMTOYEYHUKOB OIMPENEAeTCs KaK KOHLEHTPALHs KOPTH30J1a
Ype3MEepHO HH3Kas JIsi OOeCIeueHUs] peakWh Ha CTPECC B COYETAaHWU C KIMHUYECKHUMHU
MpU3HAKaMU HAAMOYEYHUKOBONW HEIOCTATOYHOCTH (CHIKeHue AJl, merabonuveckuil arumos,
MOBBIIICHUE MTOTPEOHOCTH B KUAKOCTH U HApyIIeHUEe (PYHKIIMH JIEBOTO Kelynouka). BaxHocTh
pojiM KOpTH30jJa BHJHA HA MPUMEPE CENTHUYECKOro MIOKa, MPH KOTOPOM CHCTEMHas
BOCTIAJIUTENIbHASI PEAKIIHSI C BHICBOOOXKICHUEM MEIMATOPOB BOCIAJICHUS MOXKET OTPHIIATEIHHO
MOBJIMATh HAa COKPATHUMOCTh CEpAlla, a TaKXKe SHIOTEIHAIbHYIO LIEJOCTHOCTh U MPUBECTU K
Pa3BUTHIO CHUHAPOMA KAMWULIPHOM  yTeuku. BwIOpoc KOpTH30ia WIH  BBEICHHE
[IIIOKOKOPTUKOUIOB MOKET OCTIa0OUTh 3Ty PEaKIUIO U, TAKUM 00pa3oM, MpeJoTBPaTUTh pa3BUTHE
cepaeuHo-cocyaucToro komarnca [17, 23, 24].

OTBeThl Ha BOMNPOC O KOHIEHTPAMU KOPTH30Jla, MPHU KOTOPOM MOXKET pPa3BUTHCS
HAAMOYCUYHUKOBAs HEJOCTaTOYHOCTh, HEOJHO3HAYHBI. Y B3POCIBIX OOIBHBIX, HAXOSAIINXCS B
KPUTHYECKOM COCTOSIHUM, «CIIy4ailHOe» OIpe/AeiieHue KOHUEHTpPaluid ChIBOPOTOYHOIO
KopTu3ona, cocrapistomee < 15 mkr Ha 100 M (414 HMONIB/TT) — SIBHOE CBHJIETEIHCTBO



HallM4uus HAANOYEYHHKOM HemocTtaroyHOcTH. Kouuentpamuu ot 15 mo 34 Mxr Ha 100 mn
SIBIISTFOTCSL  HEOTpeJeeHHbBIMHU. JIOMKeH OBITh BBIMONHEH TecT co crumymsimuern AKTT.
[ToBbilieHHEe KOpTHU30Jia B CHIBOPOTKE KpoBH <9 Mkr Ha 100 ma mocne AKTI-ctumynsuun
CUMTACTCS TPOSIBJICHUEM OTHOCUTEIBHON HAIOYCUHUKOBON HeocTaTouHoCTH [ 17, 25-27].

Kak yxe ymomuHanoch, y TJIyOOKO HEIOHONIICHHBIX aAeTedl momasienue [T H-ocu
KOPTH30JIOM  MAaTEpUHCKOTO  TMPOUMCXOXKICHHS, BEPOSATHO, CIOCOOCTBYET  Pa3BUTHIO
OTHOCHUTEIIbHOH  HEIOCTATOYHOCTH  HAJMOYCYHHKOB C  KIMHUYECKOW  MaHHdecTanuen
TUNIOTEH3UH, OJINTYPUHU U TUNepKaauemuu [8, 17, 28, 29].

CymiecTByeT Majlo JOCTOBEPHOHM W OJIHO3HAYHOM HWHGOpPMAIMU  KacarolIencs
JUArHOCTHUYECKUX KPUTEPUEB OTHOCUTENIbHOM  HAJMOYEYHHUKOBOM HEAOCTATOYHOCTU Y
HEJOHOILIEHHBIX U JIOHOIIEHHBIX HOBOPOXKJIEHHBIX. XOTs Pe3yIbTaThl HEKOTOPHIX MPOBEIECHHBIX
UCCJIEIOBAaHUM JIEMOHCTPUPYIOT BBICOKYIO YacTOTy CHHKEHHMS KOHIIGHTpalMil KOopTH30Jia B
CBIBOPOTKE KpOBH y OOJBHBIX JOHOIICHHBIX HOBOPOXICHHBIX, HET OOIICIPUHSITOTO
ofpezieNieHus] OTHOCUTEIbHOM HAANOYEYHUKON HEIOCTAaTOYHOCTH Y MJIQJICHIIEB, MEPEHECHINX
TSDKENYI0 IEpUHATAIbHYIO 11aTOJIOTHIO [ 8].

[IpenmonaratoT, 4To CyOONTHMAaJIbHBIH OTBET CEKPELUWU KOPTH30Jia y JIOHOUICHHBIX
HOBOPOXJACHHBIX Pa3BUBAETCS MO TEM K€ MEXaHU3MaM, KOTOPBIE BBI3BIBAIOT OTHOCHUTEIbHYIO
HEJ0CTAaTOYHOCTh HAJIOYEYHUKOB Yy B3pociblX. HoBOpoXkieHHbIe 0ojiee CKIOHHBI K Pa3BUTHUIO
HAJIIOYEYHUKOBOW HEJOCTATOYHOCTU M3-3a HAIMYUS «II€PEXOJIHBIX COCTOSIHUIT», B TOM YHUCIIE U
SHJIOKPUHHOM TIEPECTPOMKH BO BpEeMs Iepexojia K BHEYTPOOHOH XW3HH. B MOMEHT pojaoB
camwkaercs npoxykuuss KPI' mnanenroit. Cunre3 KPI' runoranamycom MoxeT OBITH BPEMEHHO
MOABJICH W/WIM TUNO(PHU3 MOXKET ObITh B TEUCHHME HECKONBbKUX 1HEH pedpakrtepHbiM k KPT
rurnoTagamyca. Y 370pOBBIX TOHOIIEHHBIX JETeH 3TOT «KpaTKuil pedpaxTepHBId NepHox
XOpOILIO TEPEHOCUTCS», OJIHAKO €clii pPeOEHOK Ccephe3HO OO0JIeH, pPa3BUBACTCS COCTOSHUE
OTHOCHUTEJIbHOM HAAMOYEYHUKOBOM HemocTtarouHocTu [30, 31].

CorymacHO pe3yibTaTaM TMPOBEJACHHBIX HCCICIOBAaHUM, Yy 6 U3 7 TOKEI000IbHBIX
JIOHOIIICHHBIX HOBOPOXXICHHBIX C pepakTepHONW THUIOTEH3WEH YPOBEHb KOPTH30Ja ObLI
<15 wmxkr Ha 100 My, y 5 mereit u3 Hux — < 10 Mxr Ha 100 mu. HoBOpOXII€HHBIE, UMEIOIIIUE
HU3KHE KOHIICHTPAIMU KOPTH30Jla, OTBETHJIM Ha BBEACHHE TIIOKOPTHKOWIOB CTAaOWMIM3aIein
nokazarteneid remomuHaMukd. Y 11 w3 30 JOHOIIEHHBIX HOBOPOXKICHHBIX, 3a00JICBIIMX
HEOHATAJIbHBIM CEINCHCOM, 0a3albHBI YpOBeHb KOpTH30ja cocTtaBmi < 15 mxr Ha 100 mi [32,
33].

Y 74% nOHOLIEHHBIX M OTHOCUTENIBHO 3pPEJbIX HEJOHOUIEHHBIX HOBOPOKICHHBIX,
TpeOyIOIMX MPOBEIEHUS BEHTWISLIMOHHOM M WHOTPOMHOW MOAJEPKKH, PErUCTPUPOBAICS
0a3anbHBIN ypoBeHBb KopTH30Ja < 15 Mkr Ha 100 Mt (25-i — 75-i npouentuins — 3,0-16,2 Mkr
Ha 100 mu1). KoHmeHTpanusi KOpTU30/1a HE Bo3pacTajia Mo Mepe HapacTaHUs CTENCHU TSHKECTH
3a0oneBanud. OpHako peakiuss Ha Hk3oreHHeld AKTI Obuta HOpManbHOM, JOKa3bIBas
OTCYTCTBHE TeEpBUYHOW AuCHyHKIMHU HaanmodyedyHUKoB. AKTI-ctumynupoBaHHBI ypOBEHB
KOPTHU30JIa Y TaKKX JeTelt qocturan B cpearem 41 mxr va 100 mu (30,3-51,8) [34, 35].

B mHacrosimee BpeMs HET JOCTaTOYHBIX JOKa3aTeNbCTB B MOIICPKKY PYTHHHOTO
UCIIOJI30BAHUS TJIIOKOKOPTUKOUJOB Y HOBOPOXKJIEHHBIX C BO3MOXHBIMH MPOSBICHUSIMU
OTHOCHUTEIJIbHOIM HaAMOYeYHUKOBOM HelnoCTaTOYHOCTH. Koppekius runoTeH3Huu, Mpexie BCero,
COCTOUT B CHUMIITOMAaTHYECKOM HCIOJb30BAaHUU BOJUTIOMOKOPPEKTOPOB U  Ba30IMPECCOPOB.
OnHako 1Mpu  HAIMYAKA  BO3MOJKHBIX IPOSIBICHUN  OTHOCHUTEIBHOM  HAAIOYEYHUKOBOMU
HEJOCTATOYHOCTH (Ba30IMPECCOP-PE3UCTEHTHAS] THUIOTEH3Us1) MPUMEHEHHUE THUJIPOKOPTU30HA
ompenenseTcss KOHKPETHBIMU o0cTosATensCcTBaMu [8, 22, 24, 30, 36, 37]:

A.Tlppu  Hammuuu  pedpakTEepHOH  TUNOTEH3MH Yy  TIIyOOKOHETOHOIICHHBIX
HOBOPOXKJCHHBIX O Hayaja 3aMECTUTEIbHOW TOpPMOHAIBHON Tepanmuu HEeoOXOIUMO MOJIYYHUTh
oOpaser; KpoBU Ui HCCIEIOBAaHUS YpOBHS KopTusona. /o monydeHws: pe3yiabTara, MOXKHO
WCIIOJIB30BaTh MPOOHYIO0 103y ruapokoptuzoHa 1 mr/kr. Ecnmm mokaszarenu AJ] Bo3pactaroT B
TedeHue 2—6 yacoB Ha (poHEe MPOBOAMMOrO JICYCHHS, MOXKHO Nepeitu Ha BBereHue 0,5 Mr/kr
ruapokoptu3zoHa 1 pa3 B 12 gacoB (8-10 mr Ha M2 B aeHb). HTEepBalbl MKy BBEIACHUSIMHU
MOTyT OBITH O0JIee UTUTENBHBI H3-3a 0O0Jiee NTUTENLHOTO NIEPUOa MOTYBEIBEACHHS Tperapara y
He3penbIX MiaaeHueB. IlomoOHas crparterusi AO3MpPOBaHHS TMPUBOAUT K  IOBBIIICHUIO
CBIBOPOTOYHBIX KOHIIEHTpaLMi KOopTHU30ja B cpeaHeM Ha 5 Mkr Ha 100 mu. Ecnu xkoHueHTpanus



KOPTHU30J1a, OTpe/eieHHas mepBoHavanbHO, coctaBisuia > 15-20 mxr Ha 100 M1 1 y GOJIBHOTO
OTMEYAIOTCS CTAOMIIbHBIE TeMOIMHAMHUYECKUE TIOKA3aTeNH, Bpay MOXKET PacCCMOTPETh BOIPOC 00
OTMEHE BBEJCHHUA mpemnapara (0COOEHHO y OOJbHBIX, UMEIOUIMX PUCK Pa3BUTHS CIIOHTAaHHOMN
KUIIeYHOU nepoparvy, BO3PACTAIONINI PH BEICOKUX YPOBHSIX CHIBOPOTOUYHOTO KOPTHU30JIA).

b. ¥V 10oHOIIEHHBIX HOBOPOXXKIEHHBIX, UMEIOIMUX pe(paKkTepHyI0 THIOTEH3HIO, MOCIe
nojy4deHuss oOpas3la KpOBH BBOIUTCS MpoOHas jgo3a TuapokopTusoHa= 1 mr/kr. Ecim
nokazatenu AJl yBenumumBaroTcs B TeueHue 2—6 yacoB, ganpHeimme 10361 0,5 MI/Kr BBOASTCS €
UHTEpBaJIaMH B 6—8-yacoB (0Oojiee KOPOTKMH MEpUOJ Moiypacraia JUisl TUAPOKOPTH30HA Y
JIOHOIIEHHBIX MJIa/ICHLIEB).

B.Kak y JOHOIIEHHBIX, TaK M Yy HEJOHOIICHHBIX HOBOPOXKICHHBIX HJI€AIbHAS
JUITENILHOCTh TEepaluu HE HM3BECTHA. Y JIOHOMICHHBIX JIeTei, y KOTOPBIX OTHOCHUTEIbHAS
HEJOCTAaTOYHOCTh HAAMOYEUHUKOB MOXKET OBITh TPaH3UTOPHOW, BBEJEHUE Mperapara JOJIKHO
OBITHh OTHOCUTENBHO KpaTKuM. [ MIpOKOPTH30H OTMeHseTcs mocie 48—72 yacoB BBEJCHHS Ha
¢doHe cTaOUIBHBIX TOKa3aTelell TeMOAWHAMUKH. Y OSKCTpPEMalbHO HEIOHOLIEHHBIX JeTel
HA/MOYEYHUKOBAsT  HENOCTaTOYHOCTh  MOXeT  ObITh  Oojee  jummTenbHOM.  OmgHaKo
MPOJOHKUTEILHOCTD TEPANUK MIPU 3TOM JOJKHA OBITh MUHHUMAaJIbHOU (BO3MOXKHO 3-5 aHeil Ha
¢dboHe MOHUTOPHUHTA (DYHKITUH CEpICUHO-COCYTUCTOU CUCTEMBI).

OcTpast HeA0CTATOYHOCTb KOPbI HAANIOYEYHUKOB
(cunapom Yotepxayca-®puaepukceHa)

Cpenu pereit B Bo3pacte A0 2 JIET C MPOSBICHUSAMH TSDKENON HAAMOYEUHUKOBOM
HEJIOCTaTOYHOCTH CMepTHOCTH B 10 pa3 Beime, uyem B nomyiasiuud. CuMOTOMaTuKa
HAAMOYCUYHUKOBON HEJOCTATOYHOCTH Y HOBOPOXKIIEHHBIX MOXKET pa3BUBAThCS KatacTpoduuecku
OBICTPO B TEpBbIe HECKOJIBKO JHEH Mociie poXKAeHHs (IIOK, THIOTVIMKEMHMsI, arHod) WU
TOCTETIEHHO B TE€YEHUE HECKOJIbKUX Henemb [17].

[IpuumnHEl OCTPOIl HEAOCTATOYHOCTH HAANOYEYHUKOB B HEOHATAJIBHOM MIEPUOJIE YKa3aHbI
B Tabimmmax 2 u 3.

Tabruya 2
Kuaccudukanusi npuyYuH 0CTPOii HEAOCTATOYHOCTH HAANMOYEYHHMKOB Y HOBOPO:KIeHHBIX [38, 39]
N HepBH‘{HaS{ HCOO0CTAaTOYHOCTh BTOpI/I‘{HaSI HCIOCTAaTOYHOCTh
WYHHa
P HaAIIO4YCYHUKOB HaAIIO4YCYHUKOB
BI'KH, BpoxIeHHas TUIOIUIa3Us HAATIOYEYHUKOB, H30JIMPOBAHHBII I'unonuryurapusm,
BpO)KZ[eHHaSI IIe(i)I/IHI/IT TJIIOKOKOPTHUKOU 0B, HEOHATAJIbHAA aIIpeHOHefIKOZ[HCTpO(i)HH, H3OIIPIpOBaHHLII71 Z[e(i)I/IHI/IT

THUINOAJIBIOCTEPOHU3M, IICEBIOTUII0ATbIO0CTEPOHU3M AKTI

[IpumeHeHune 3K30reHHbIX
[Ipuobperennas | KpoBousnusHus B HAANOYSUHUKU
TIIIOKOKOPTUKOMIOB

Tabnuuya 10.3
XapakTtepucTuka npUYnH runodyHKLMUU KOpbl HAANOYEYHUKOB Y HOBOPOXAEHHbIX [22, 30, 40-42 ¢
M3MEHEeHUAMU U AOMNOJNIHEHUSIMU]

[Ipuunnsl XapakTepucTuka

[peobnanaromas:
® BPOXK/ICHHAs
THUIEpPIIIa3us KOPHI .
CM. cnenyromumii pasaen
HA/AIIOYEYHUKOB
(azmpeHOreHUTaNIbH

BI CHHIIPOM)

Bounee penkue, HO He HEOOBIYHEIC

e ATPOTEHHbIE IMproGperennast mepBUYHAs HAAIIOYSYHUKOBASI HEAOCTATOYHOCTH Y HOBOPOXKICHHBIX
(mocne Tepanuu BcTpedaeTcs peaxo. OJHAKO NP IPUMEHEHHN KOPTUKOCTEPOHIOB Ha (hOHE MOJABICHHS (HYHKIUH
TJIIOKOKOPTHKOMA | TUIO(H3a BO3MOXKHO Pa3BUTHE HAIIOYEYHUKOBON HEAOCTaTOUHOCTH. PeOeHOK, KOTOPBIH MmoTydan
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MH)

BBICOKHE J03bI TTIIOKOKOPTHKOUAOB Gojiee 10—14 nuell, 1oymkeH ObITh PACCMOTPEH C TOYKHU 3PEHHS
BO3MOXHOCTH Pa3BUTHUS HaJIIOYCYHUKOBOH HEAOCTATOYHOCTH ¥ HEOOXOJUMOCTH OBICTPOTrO
BBEICHUS TUPOKOPTH30HA IPH HEOOBSICHUMBIX THITOTEH3UH, THIOTJIMKEMAH WM P ITOATOTOBKE
K OTIepaIuH.

Kpowme Toro, cienyeT yquThIBaTh (hakT HCIOIb30BAHHS IIPENAPATOB, YCKOPSIOUIUX MeTab0In3M
KopTtu3zoia (peHnTouH, 6apOUTypaThl U puGaMIHLKH) U JIEKAPCTB, HHTMOUPYIOMINX OHOCHHTE3
KopTu3oia (kerokoHaszon) [17].

¢ KPOBOU3BJIUSAHUSA
B HAAITOYCYHUKH

OOBIYHO Pa3BUBAIOTCS B PE3yJIbTaTe POAOBOM TPaBMBI, aCHUKCHH, IIPH TEMOPPArHIECKOH
60J1e3HH HOBOPOJKJICHHBIX, TSDKENBIX ITOBPEKACHUAX MO3ra, caxapHoM auadere y marepu. MHorna
OCJIOXKHSIOT TEYEHNE OCTPBIX MH(EKIMOHHBIX 3a00JIeBaHNi — CeIcHca, Yallle MeHMHIOKOKKOBOM W
CTPENTOKOKKOBOH ITHOJIOTHH, THEBMOHUH, TePIIETHIECKON NH(EKIUN, TPHIIIA, BPOXKIEHHOTO
cudumca.

B GonbmMHCTBE ClTydacB KPOBOU3IUSHUS B HAAMOUEUHHKH, JJaXKe IBYXCTOPOHHHE, SIBIISIOTCS
6eccuMNTOMHBIMU. MIHOT1a OHU MPOSBIIAIOTCS PE3KMMHU U3MEHEHHSIMHU YPOBHS TJIIOKO3BI, HATPHS,
Kajus, IPUBOJAT K LIOKY.

Ipy KpOBOM3NMUSHUAX B HAANIOYESYHUKH IT0Ka3aHa cTuMy isinuoHHas poba ¢ AKTI [21, 40, 41].

e BPOJKJCHHAS
TUIOILIA3HsI KOPBI
HaAIIOYE€YHUKOB

310 penxast hopMa HEZOCTATOUHOCTH HANIOYEUHHKOB, KOTOPAs BCTPEYACTCs B BUAE CIIOPaINYECKOH,
AYTOCOMHO-PELIECCUBHOI 1 X-CBA3aHHOH (OPM U IIPOSBIAETCS Y HOBOPOXKACHHBIX B BUJIE CHHPOMA
MIOTEPU COJIH.

Onucano coueTaHye BpPOXKICHHOM IUMOILIA3UY HAANIOUYCYHUKOB C TUIIOTOHAJ0TPOIIHBIM
THIOTOHAAN3MOM. X-CBsi3aHHast (hopMa BPOXKAESHHOMN THITOIUIA3HU HAAMOYEeUHUKOB 4acTO COUYETAeTCs
¢ MbIIIeYHO# auctpodueit liomieHa 1 HeAOCTATOYHOCTHIO TIIUIEPUHKUHA3L. | eHeTH4ecKue
HCCIIEI0BAaHMS TI0Ka3alIH, 9YTO B TAKHUX CIIyJasiX HaOIIoqaeTcs Ieenust XpoMocoMel Xp21.

B ocHoBe narorenesa BpoKACHHOHI MMIIONIA3UU KOPBI HAAIIOUCUHUKOB JIKUT HApYLICHUE
CHHTE3a BCEX TPYI KOPTUKOCTEPOHJOB — IIIOKOKOPTHKOUI0B, MUHEPATIOKOPTHKOUIOB,
aHaporeHoB. Manudecraiys 3a001€BaHNSA 3aBUCUT OT CTEHEHU CHIKEHUS (YHKIUH KOPbI
HAaJ[IIOYeYHHKOB. [HOT]a CHMIITOMBI HaJIIOYeYHNKOBON HEOCTATOYHOCTH TIOSIBIIAIOTCS B IICPBBIE
9achl U THY JKU3HU. PeOeHOK (Jale ManbuuK) poskAaeTcsi ¢ HOPMAJIBHOW Maccoi Tena.

VY 6onbIINHCTBA OONBHBIX YK€ MPU POXKACHUN UMEETCs] TUTMEHTAIMsl COCKOB, OOl TMHUMU KHUBOTA,
0011aCTH HapyKHBIX TEHUTAIINI; C BO3PACTOM OHA YCHIIMBAETCSI U CTAHOBUTCS Oonee
pacrpocTpaHeHHOH. XapaKTepHbl IPOTPECCUPYIOIEe CHIMKEHUE MACCh TeJa, CHU)KCHHE alllleTUTa,
B3/yTHE XHMBOTA, CPHITUBAHMS, PBOTA, JUapest, aquHaMust, monunypus. Ha gore nporpeccupyromiero
9KCHKO3a CHIKaeTca A/l, mosiBisieTcst Taxukapaus (peaxko — OpanuKkapans), 4acThlil cnadblil mysbe,
TIIyXOCTh TOHOB CEP/IA, IMAHO3, THIIOCTA3bl HA KOXKeE, aHypHs, IOTePs] CO3HAHUSI, CyI0POTH,
THIOTEPMUSL, XOJIOAHBIA IOT, HAPYIICHNS JbIXaHUs. YKa3aHHBIE CHMITOMBI IIPOIPECCHPYIOT B
TEYEHHUE HECKOJIBKUX CYTOK, IIPUBOJS K JIETAIbHOMY HUCXOAY IIPU OTCYTCTBUH 3aMECTUTEIBHOM
Tepanuu.

IMpu Gonee nerkoit popme KIMHUYECKHE CHMITOMEI IOSBIISIFOTCS B BO3pacTe crapiie 1 roga:
3aIepXKKa pOCTa, CHIDKEHHE IPUOABOK MACCHI Tela, THIePIINT MEHTAIVS, THUITOJHAMUSL.
IMepuonuyecku, 0COOEHHO MOCIE IPUBUBOK, HA POHE MHTEPKYPPEHTHBIX 3a00JICBaHUH M CTPECCOBBIX
CHUTyaluii, Ipope3bIBaHust 3y00B, MOSABISAIOTCSA 001U B )KHUBOTE, PBOTA, AaHOPEKCHUS, KUAKUIH CTyII,
anuHamMus, cHIKeHHe AJl, 0OMOpOKH, STIN30/1bI THIIOTTIHKEMUH.

JlnarHo3 OCHOBBIBACTCS HAa aHAJIM3€ aHAMHECTHUECKHUX, KIMHUIECKUX U TeHEAIOTUIECKIX
naHHbIX. [Ipy ropMoHanbsHOM 00cIen0BaHuM BbIABISIOT noBbinieHrne ypoBHs AKTI u akTuBHOCTH
pEHMHA 1a3MBbl, CHI)KEHHE COJIep:KaHusl KOPTHU30J1a, albJOCTEPOHA, aHAPOTeHOB HAANIOUYEUHUKOB B
kpoBu. CHIKeHa Takxe 3kckpenus 17-oxcukoprurocreponnos (17-OKC) n 17-keTocTeponios
(17-KC) ¢ mouoii. ITpu ocTpoM KpH3e HaAIOYEYHHKOBOI HEJOCTATOYHOCTH, KakK MPaBHJIO,
BBIABISIIOT THIIEPKATHEMHIO, TUTIOHATPUEMHUIO, TUIIOXJIOpEMHIO, runepkanuiiructuio Ha OKI,
MeTaboNnn4ecKuil alu103, THIOTTUKEMUIO, TOBBIIIEHHE TeMaTOKPUTHOTO MOKa3aTes.

JlucdepeHImanbHbIN THarHo3 IPOBOST C APYTHMH (JOPMaMU HEOCTATOYHOCTH KOPEI
HAaJ[IIOYEYHNKOB, Y MAJIbYNKOB — C aJpCHOTCHUTAIBLHEIM CHHPOMOM, C KAIICYHBIMU HH(EKIHIMH,
MIUJIOPOCTEHO30M, cercucoMm [21, 22, 41].
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® BPOXKJECHHBIN
TUTIONUTYUTAPU3M

ITaHrUNnONUTYUTApU3M — 3TO TEPMHH, HCIIOIb3YEMbIH 1JIst ONUCcaHus feduimTa ropMoHa
pocra, ronagotponunoB, AKTT, tupeorponnoro ropmona (TTI') u ¢ HenoBpexaeHHON QyHKIHEH
3agHelt nomu runodusa. ['umonutynrapusm — 310 peaxoe cocrosiuue (4,2 cirydas Ha 100
000 genoBek). BpoxxaeHHbIC U HACIEACTBEHHBIE CHHAPOMBI, COIIPOBOKIAEMbIE
MaHTUIONHUTYUTAPU3MOM, MOT'YT OBITh 00YCIIOBJICHBI HACJIEACTBEHHBIM JIeUIIMTOM FOPMOHA pOCTa
U psZla TPONIHBIX TOPMOHOB (MyTauus reHa ropMoHa pocta, reHoB PITI u PROPI); nedpexramu
Pa3BUTHS THIOTAIAMO-THIIO(HU3apHON CHCTEMBI (TOJIONPO3dHIE(ATHS, CENITO-XHa3MaTbHAs
JIUCIIIA3HsI, areHe3MsI MO30JIHCTOrO TeJa, areHe3ns IPO3pavyHoi IeperopoIKu, BPOXKICHHAS
aruia3us ¥ TMIOIUIasKs runodusa u ap.); HIUMONATHIeCKUM Ae(DUIUTOM TOPMOHA POCTa U TPOIHBIX
ropMOHOB runodusa. J[pyrue acconuariy BKIIOYAIOT YePETHO-JINIEBbIE TTOPOKH CPEIHEN THHUH,
THITOIIIa3HIO 3PUTEIFHOTO HEPBa, aHO(TAIBEMUIO, TPABMbI IEHTPAIbHON HEPBHON CHCTEMBI,
nHpexnnu. MilafeHen, IMEIOIUH Ja)ke He3HAUNTEIbHBIC IIOPOKH PA3BUTHS YEPEITHO-JIUIIEBOH
cpelHel TMHNH, TaKhe KaK «3asdbs I'y0a) WM OIUH BEPXHEUENIOCTHOH pe3el], UMeeT Ooiee
BBICOKHI PUCK U1 pa3BuTHs runopusapuoit auchynkunu. Oxono 50 % nereid, MMEIOIUX CENTO-
XHa3MaJIbHYIO IUCIIIA3HI0, HOPOKH CPpeJHElN JIMHUU TOJIOBHOTO MO3Ta C Y9aCTHEM ONTHYECKUX
TPaKTOB, TAKXKE OOHAPYKUBAIOT TIPH TIIATEIHLHOM 00CIICIOBAHNY THITONTUTYHTAPH3M.

ITpu3Haky runonuTyUTapU3Ma HeCIeUpUIHbI:

e  JMCTpECC IUI0/A; YePEITHO-THIEBBIC IIOPOKH CPENHEH IMHUH WIIH TIOPOKH CPpeIHEeH JIMHAN
TOJIOBHOTO MO3Ta; HUCTArM, TUIOIUIA3Us 3pUTEIBHOTO HEPBA, a TAKXKE JPYrHe TIa3Hble
HapyLICHUs;

e  THIOMJIA3Hs MOJOBBIX OPTAaHOB Y MATbUUKOB (JUTMHA MOJIOBOTO WIEHA MEHbIIE 2,5 cM);

e  HEoOBsSCHHMAs TMITOTEH3US;

e  HapymeHue nepudepuyeckoit nepdysun (IpU3HAKU BO3MOKHOTO CENITUYECKOT0 Mpoliecca
IIPY OTPULATENEHBIX Pe3yIbTaTaX MHKPOOHOJIIOTHYECKOTO HCCIICAOBAHNUS H OTCYTCTBUI
peaxknuy Ha aHTHOAKTepHATIbHYIO TEPAIHIO);

e  HEOOBSCHHMBIC T30/l TUIIOTIIMKEMHH;

e  THIOTEPMHUS, IUIOXOH aNIeTUT, BATOCTD;

e  JUIMTEJbHAs TUIEepOMINpYyOMHEMUS 3a CUET KOHBIOIMPOBAHHOTO OMIMPYOHHa,
MOBBIIICHNE TIEYEHOYHBIX TPaHCAMUHA3;

e  IOJUYypHS,;

e  CTPYKTYpHBIC H3MEHEHUS TUMOTaIaMO-TUIOo(U3apHOi obsnacTu mo naHHsM MPT.

Tspxenast THIOHATPUEMHUS/THIIEPKAINEMHsT MOXKET HE OTMEYaThCsl M3-32 COXPAHHON CEKpelnu
anppocTtepona. Tak kak COMaTOTPOIHBII TOPMOH He SIBISIETCS HEOOXOAMMBIM JUTS POCTa IUI0JA B
JUTHHY, 3aJIepKKa BHYTPHYTPOOHOTO pOCTa INI0/Ia CHMIITOMOM AE(HUINTAa COMAaTOTPOITHOTO
TOPMOHA He SBIAeTC. | MIOTINKEMHUS SABISETCSl TATOTHOMUYHBIM CHMIITOMOM. | HIIOMUTYHUTapH3M
clieJlyeT I0103peBaTh y JI000ro pebeHkKa ¢ NepCUCTUPYIOLIeH THIIOTIIHKEMHEH! OCIIe epBhIX 4—
5 nHe# XKU3HU.

JlaGopaTopHble TaHHbBIE:

e HH3KHE YPOBHH COMAaTOTPOITHOTO FOpPMOHA (MeHee 5 Hr/mi);

e HHU3KHE YPOBHH KOPTH30JIa IpU CHIKeHHOM ypoBHe AKTT;

e HH3KHE YPOBHH CBOOOIHOTO THPOKCHHA MPU HU3KHX MM HOPMAJIbHBIX MOKA3aTeIsIX
THPEOTPOIHOT0 TopMoHa (M3onupoBanHblil nepunut TTI BcTpedaeTcs o4eHb penKo, Tak
YTO €CJIM ANArHOCTHPOBAH BTOPHYHBII I'MIIOTHPEO3, JODKHEI OBITH UCCIEOBAHBI IPYTUE
MIPOSIBJICHHS] THIIOMUTYHTapU3Ma).

JleTu ¢ yCTaHOBJIEHHBIM IHArHO30M BCIO JKH3Hb HAXOIATCA MO/ HAOTIOAEHUEM SHIOKPHHOJIOTA.
IpoBoauTcs 3amMecTUTENbHAS TEPATINS C LENBIO KOPPEKIUH MPOSIBICHHI THIOKOPTHIM3MA, TUIIOTHPEON3a,
HHOT/A TpeOyeTcs BBEICHHE TOPMOHA POCTA, SK30T€HHBIX ITOJIOBBIX CTEPOUJIOB ¥ TOHAJOTPOITUHOB.
CBoeBpeMeHHas ANArHOCTHKA U 3aMECTUTENbHAs TOPMOHATIbHAS TEPAHS HOCAT HEOTJIOKHBI XapakTep.
I'nnoToHust u HapymIeHne nepdy3un 0ObIMHO KYIUPYIOTCS B OTBET HAa BBEJCHNE T'HIPOKOPTHU30HA U
MH(QY3UOHHYIO TEPANHIO B KpaTdaiire cpoku. OIHAKO HOPMAIBHOE Pa3BUTHE MO3Ta B PEIAFOIIEH

CTEMEeHH 3aBHCHUT OT aJICKBaTHOTO ypoBHS T4 M rimoko3sl [21, 22, 38, 39, 41].

Penxue

e TICEBIOTUIIOAIBIOC
TEPOHU3M

ITceBnornnoanbsIo0CcTepOHU3M — I'eHETUYECKH 00YCIIOBIEHHOE ayTOCOMHO-PELIECCUBHOE HIIH
JIOMHMHAHTHOE 3a00JIeBaHNE, IPU KOTOPOM IOYCHHbIE KAHAJIBLIBI HE CIOCOOHBI YBEIMUMBATh SKCKPELIUIO
HOHOB KaJusi U peabcopOLIHIo HOHOB HATPHS M XJIOPHA IO/ BIIMSHUEM aJIbJOCTEPOHA BCIICACTBUE HU3KOI
4yBCTBHTEJIFHOCTH PELIENITOPOB KAHAIBIICBOTO AMTEIHS K AlIbJAOCTEPOHY. BMecTe ¢ HaTpreM opraHu3m




[Ipuunne

XapaxkTepucTuKa

TepsieT 3HAUUTENBHBIN 00BEM JKHAKOCTH (TTOTUMYPHsT), Pa3BUBAIOTCS JETUPATALIHs, CONEBOE HUCTOILEHHE,
muctpodust. Cozeprkanue HaTPusI B TU1a3Me KpoBu Beeraa Hinke 130 Mmosis/n. ['unonarpuemus u
TUIIOBOJIEMHUS] CTHMYJIUPYIOT M30BITOUHYIO CEKPELHIO aTbI0CTEPOHA, OIHAKO, HECMOTpSI Ha
TiepeHanpsHKeHNe MIHEPATOKOPTUKOUAHON (DYHKIMH KOPBI HAAIIOYETHHKOB, peabcopOmus HaTpust B
MoYKax ocTaéres cHkeHHOH. B ormune ot BI'KH 1 Haanmoue4HNKOBOH HEOCTATOUHOCTH ITPU
TICEBIOTUIOAIIEAOCTEPOHU3ME PE3KO MOBBILIEH YPOBEHb PEHHHA U allbAocTepoHa. [lepBuunbe
TyOyJIOIIaTUH, TIPOSIBIIIOIINECS COCTOSIHUEM IICEBIOTUIIOATIBA0CTEPOHH3MA, Halle 00OHApyKUBAIOTCS y
JIeTel B Iepro/ie HOBOPOXKACHHOCTH M TPY/IHOM Bo3pacTe. Y JeTei CTapIIero Bo3pacra MOYeHHBIH
COJICBO# JabeT pa3BUBACTCS Yallle KaK BTOPUUHBIN B CBSI3H ¢ nuenonedpurom [21, 40, 41].

® TUIMIOAJIBAOCTEPOH
HU3M

l'unoanbaocTepOHI3M — COCTOSHHE, PU KOTOPOM KOpa HaNOYEYHUKOB CEKPETUPYET MEHBILE
aJIBI0CTEPOHA, YeM TpeOyeTcsi B HOpMe.

MoskeT OBbITh IIEPBUYHBIM M BTOPUYHBIM. JlehunuT anprocrepoHa, CBI3aHHbBIH ¢ THIO(YHKINEH
HaJI04YeYHUKOB, HaOMo1aeTcs npu curapome Yorepxaysa—DpuieprkceHa i BpOXKACHHOI
HEI0CTaTOYHOCTH (PEPMEHTOB, YUaCTBYIOIIUX B OMOCHHTE3€ CTEPONI0B. BropuuHblIit
THIOAIBI0CTEPOHN3M MOXKET OBITH CIEACTBIEM YrHETEHHS CHCTEMbI PeHUH-aHTHOTEH3HH, Jedunura
AKTT, 3nmoynoTpebiaeHns: MUHEPaJIOKOPTHKOUTHEIMHE TIpeapaTaMu.

Ipu HemocTaTKe aMbJOCTEPOHA OPraHNU3M HEMPEPHIBHO TEPSAET HATPHUM, B CBA3U C €M yMEHbIIIAETCS
00BEM BHEKJIETOYHOM ’KUIKOCTH, a 3TO IPUBOAUT THIIOTOHUHU U TaxuKapauu. OIHOBpeMEHHas 3a/IepiKKa
K" 1 H* BbI3bIBAET IUIIEPKATMEMHIO U ALIU/I03, TIPOSIBIISIIONINECS B BUJIE CEPCYHOI apUTMUU U
MBIIIEYHBIX CIIa3MOB, THIIEPBEHTIISIIINY M HApYIICHIEM CO3HAHUS.

W3onmpoBaHHbI THIIOANBA0CTEPOHN3M — 3TO CEJIEKTUBHAS HEIOCTATOYHOCTh CEKPEIUU
aNpI0CTEPOHA NIPU MHTAKTHOM OMOCHHTE3€e KopTH30a. HenocTaTouHOCTh CeKperuu anpa0cTepoHa
HabIroaercst Ipu nedunute GepMeHTOB, OTBETCTBEHHBIX 3 €r0 CHHTE3 (HEeOCTaTOYHOCTD
KOPTHKOCTEPOH METHJIOKCHIA3HI | THITA M HEIOCTaTOYHOCTH 18-THAPOKCHIIA3bl; HEAOCTATOYHOCTD
KOPTUKOCTEPOH METHIOKCH a3kl 11 THIa MM anb0CTEpOHCHHTA3bI), CHIDKEHUH (QYHKIIMU
KIIyOO4KOBOM 30HBI (TIOCIIE JUTUTENBHOTO IPUMEHEHHUS TeapiHa B OOJIBLINX 033X ) WM HapyLIICHUH
(GYHKIUY PeHHH-aHTHOTEH3UHHOM CHCTEMBI (TIPH HIMONIaTHIECKOM TUIIOPCHUHEMUIECKOM
THITOAJIbIOCTEPOHU3ME).

I'unoasnbA0CTEpPOHI3M, CBA3aHHBII C HEOCTATOYHOCTHIO (PEPMEHTOB, IPOTEKALT C KIMHUKOW
COJIBTEPSIIONIEr0 CHHAPOMA, 33aAEPKKOH pocTa; IPH 3TOM XapaKTEPHO BBICOKOE cojeprkanue 18-
THIPOKCHKOPTHKOCTEPOHA. 3a00JIeBaHHE HOCUT CEMEHHbIH Xapakrep. Teparist 9K30r€HHBIMH
MHHEPaJIOKOPTUKOUIAMH BOCCTAHABINBAET CKOPOCTH POCTA M OAJIaHC HATPHS B OPTaHU3ME Y
OOJIBHBIX.

l'uneppennHeMuYecKnii TUIOANBA0CTEPOHN3M BCTPEYaETCsl Y OONBHBIX, HAXOIAIIUXCS B
KPUTHUYECKIX COCTOSIHUSX (CEICHC, OOMIbIIasi KpOBOMOTEPS, IOK, TsDKeNast TpaBMa U 1p.). CMenraHHas
THIIOKCHS YTHETaeT CHHTE3 U aKTUBHOCTD aJIbJJOCTEPOHCHHTA3bI, 3 COOTBETCTBEHHO, CKOPOCTh
oOpazoBaHus anbJocTepoHa. Kpome Toro, runeppeHHHEMHUYECKHUI THIIOANBI0CTEPOHU3M MOXKET ObITh
CJICJICTBUEM BBICBOOOXK/ICHHS TAKUX IUTOKHHOB, Kak (akTop Hekpo3a omyxoiuei, NJI-1, cHmkaromux
crumyaupyoiee BiusHue anruorensuna II, AKTI na cunres anspocrepona. Ilokazano taxke, 4To
MpeacepIHbIA HATPUIMYPETUUECKHHM TOPMOH TaK)Ke YTHETAET CEKPELUIO aJIbJOCTEPOHA.

OCHOBHBIE JICUeOHBIE MEPONPHATHS P TUIOATIBIOCTEPOHU3ME — IIPUEM
MuHepanokoptukoumos [21, 22, 30, 40, 41, 43].

® M30JIMPOBAHHBIN
JeUIHT TIII0KO-
KOPTHUKOUJIOB

Ecnu HaOnonaeTcss M30IMPOBaHHBIN Ie(UIMT IITIOKOKOPTHKOU/IOB, TO 3200JI€BaHUE HA3BIBAIOT
ATUNUYHON HEJOCTATOYHOCTHIO KOPBI HANIOYEYHNKOB. B 3TOM citydae nuarHocruka Gosee ClI0XkHa,
TaK Kak OTCYTCTBYIOT HapyIICHUS JIEKTPOIUTHOTO OajaHca.

W3ommposannas pesncreHTHOCTH K AKTIT (ceMeltHBIH IeHIUT IIIIOKOKOPTUKONIOB, BPOKICHHAS
pesuctenTHocTh K AKTI). DTOT cCHApOM BCTpedaeTcst peaKo, Hacle yeTcsl ayTOCOMHO-PELIECCHBHO U, KaK
NPaBHIIO, 00YCIIOBJIEH HHAKTUBUPYIONMMH MyTarusiMu reHa perentopa AKTI. Kimandeckast kapTuHa:
TUIIEPITUTMEHTAIWS, IPH3HAKY TTIIOKOKOPTUKOUTHOHN HEIOCTaTOYHOCTH, rHnoriankemust. [Ipn 6noncun
HA/NI0YEYHHUKOB BbIABIIICTCS TUNOILIA3KS WIIH aIlla3usl IIy4YKOBOM U CeT4aTO! 30HbI KOPbI HAALIOUCYHUKOB.
Vposens AKTI B m1a3me 3Ha4UTENBHO MOBBIIIEH, @ YPOBEHb KOPTU30J1a CHIDKEH U HE MOBBIIIACTCS IPU
BBEJICHUH TeTpako3akTua (cunrernyeckoro anagora AKTI). Yposens anbpaoctepona y O0IbIIMHCTBA
OOJIEHBIX HOPMAJIGHBIHA.

Cunapom AnIrposa HacieLyeTcs ayTOCOMHO-PELeCCUBHO 1, kpoMe pe3uctentHocTd K AKTT, BKitouaer
axanasHio KapIuu ¥ HapyILIeHHe CIe300T/eNeH s, J[pyrie KOMIOHEHTb CHHAPOMA: THIIEPIUT MEHTAIIH,
TPH3HAKY TIIIOKOKOPTUKOMAHON HE0CTATOYHOCTH, TSKENbIE IPHCTYIIBI THIOTTTHKEMHH B IETCKOM BO3PacTe




[Ipuunne XapakTepucTuka

(MHOT A CO CMEPTENbHBIM HCXO0/I0M), HEBPOJIOTHIECKHE HAPYIIEHHS, YMCTBEHHAS OTCTAIOCTh, THIIEPKEPATO3
najoneid u nogows [17, 21, 22, 30, 40, 41, 43].

JledexT okucIeHns JIMHHOIEIOYEYHBIX KUPHBIX KucioT. Hacinemyercs cuerienHo ¢ X-
xpomocoMoil. HeocTaTouHOCTh Hafino4euyHUKOB codeTaercs ¢ nopaxenueM L{THC: runepnurmenranus
KOXH, TUTIOTOHAIU3M, HApaCTaIOLINE H3MEHEHHUs MBIIIEYHOT0 TOHYCa, aTaKCHsI, CyZIOpOTH,
HapacTaroIas 3a7epKKa ICHXOMOTOPHOT0 Pa3BUTHsI, OTCYTCTBHE PEAKLIUM Ha OKPYXKarolIee,

e HEOHaTalbHAas reraToMerays U KOHBIOTHPOBaHHAs THIIEpOMINpYOUHEMIs, THIIOTPO(Hs, OTCTaBaHUE POCTa,
anpenonerixoauct | n3meHenns Ha OOI u KT/MPT ronoBHOro Mo3ra, peTHHOIIATHS WIIH KaTapakTa, HeHpoceHcopHast
podus TIIyXO0Ta, TIOBBIIIEHUE COAEPKAaHUS ITMHHOIETIOYEUHBIX KUPHBIX KHCIIOT B M1a3Me KpoBu. OmucaHb

M3MOP(HUYECKHE YEPTHI JIULA: BBICOKUH JI00, THIIEPTEIOPU3M, MEJIKHE OPOUTBI, TUIIOILIA3HS

HaJIOPOBHBIX JYT, 3allaBIIasi, IIHPOKasi HEPEHOCHIIA, YBEIMYEHHE IEPEIHEro 1 3aJHETO POTHUYKOB.

HekoTopsie 60IbHBIE CIIOCOOHBI XOIHUTH U Ia’Ke TOBOPUTH HECKOJIBKO ¢JIoB 10 10-12 mec. CMepTs B

mobom Bo3pacrte [17, 21, 22, 30, 40, 41, 43].

HckmounrensHo
penkue
Ormmmicans! cirydan n3ompoBanHoro neunura AKTI. ledumur AKTT y HOBOpoKIEeHHBIX
TPOSBIISIETCS TUIIOTTIMKEMHUEH, THIIOHATpUeMHel 0e3 runepKaIieMun, THepOInpyonHeMuei 3a cuer
KOHBIOTHPOBAaHHOTO OMIMPYOHHA. 3aIepKKy POCTa HENb3sI OTHECTH K OCHOBHBIM IPOSIBIIEHUSIM 3TOTO
cuaapoma. Hecmotps Ha To, 9to nipu nedurure AKTI ypoBeHb KOPTH30I1a CHIDKEH, €70 JOCTATOYHO JUIS
HOpMaJIbHOTO pocTa Kitetok. Hampotus, m36srrox AKTI (pu runomzaprom cunapome Kymmara)
00yCIIOBIMBAET MOBBIIIEHHYIO CEKPELIUMIO KOPTH30I1a, YTO MPUBOUT K 3aIEPiKKE POCTa.
® U30JIUPOBAHHBII Tak Kak BTOpUYHAs HEAOCTATOYHOCTh HAIIIOYEYHUKOB Pa3BUBACTCS M3-3a ACPUIINTA HX
nepunur AKTI crumyisinuu AKTI, To HapymaeTcst TOJIbKO KOHTPOJIUPYEMBII UM CUHTE3 CTEPOUIHBIX TOPMOHOB

(xopTu3oia u anaporeHoB). CeKkperysi MUHEPAIOKOPTHKOUIOB, H3HAYAIBHO PEryIHpyeMas peHHHOM
Y QaHTHOTCH3HHOM, COXPAHSETCSI HEN3MCHHOM, XOTSI HHOTAA MOYXET ObITh HECKOIBKO HIKE HOPMBI.
Tspenslit fehUIUT KOPTH30J1a MOYKET BBI3BIBATH MMIIOTTIMKEMHUIO ¥ THIIOHATPUEMHUIO; THICPKATHEMUST
pa3BUBAETCS IIPU COUYCTAHHOM JeUIUTE AITbJOCTEPOHA.

B oTinMume OT NepBUYHOM HAAMOYSYHHUKOBON HEJOCTATOYHOCTH KOKa OOJIBHBIX C BTOPUYHOM
HEJI0CTaTOYHOCTRIO He TurepnurMenTrposana [17, 21, 22, 30, 40, 41, 43].

KaunHuveckas kapmuHa

HauvanpHble cUMOTOMBI OCTPOM HAANOYEYHUKOBOM HEAOCTATOYHOCTH — aJMHAMUS,
MBbILIEYHAsl TUIOTOHMS, YTHETEHUE pediaekcoB, OJIEAHOCTb, aHOpEKCHs, CHUkeHue All,
taxukapaus  (penko —  Opaaumkapausi), osurypus  (pepment  denunmdTaHOmaMHUH-N-
MeTUITpaHc(epasa, KOTOpBI BBICTYNAET IOCPEAHUKOM IIpU TIOCIEIHEM JTale CHHTE3a
aJipeHaJIMHa — Tpeo0pa3oBaHMsl HOpAJpeHaTuHa B AAPCHAINH, WHAYLHUPYETCS BBICOKMMU
KOHIIEHTPALUsAMH KOPTHU30J1a M MIPU HEJOCTATKE KOPTH30J1a CUHTE3 aJpeHaMHa YMEHBIIAETC).
be3 neuenust OBICTpPO MpOrpeccUpyeT THIOTOHUS, pPa3BUBAIOTCS MPU3HAKH HAPYLICHHS
MUKPOLMPKYJIIIMM B BHJE aKPOLIMAHO3a, «MPAaMOPHOCTH» KOXHBIX IMOKPOBOB. TOHBI cepaua
[JIyXue, IyJIbC HUTEBUAHBIA. llOSBIAIOTCA pPBOTA, 4YaCTBIM JKMAKUN CTYJ, IPUBOASAIIME K
JKCHKO3Y, aHYPHH, KOME.

Tedenne oCTpOM HAAIIOYEYHUKOBOW HENOCTATOYHOCTH TSKEIOE, 4aCTO MOJIHHEHOCHOE,
CMEpPTh BO3MOKHA B TEUEHHUE IEPBBIX 4acoB 3aboseBaHusA. OCTpbI MMIOKOPTHLIM3M Ha (hoHe
UH(EKIIMOHHOTO 3a00JI€BaHUS COIIPOBOXKIACTCS MOBBIIIEHUEM TEMIIEPATyPhl, PE3KUM ITHAHO30M,
OJBIIIKOM, CyJOPOTaMH, HHOI'1a IETEXNAIBbHOM CBIIIBIO HA KOXKE.

Kak npaBuio, BpeMeHH Ha MCCIEI0BaHUE COJIEP/KAHUS INIFOKOKOPTUKOUIOB B KPOBU U MX
METa0OJIUTOB B MOYE HET, MOITOMY IPHUBEIEM HayalbHble O3Tallbl JUATHOCTHUKU OCTPOU
HAJII0Y€YHUKOBOU HEJOCTATOYHOCTH:

e AHaIM3 KIMHUYECKUX U AHAMHECTUYECKUX JaHHbIX.

e OmpeneneHue KOHTPONUPYEMBIX KOPOM  HAJMOYEUHUKOB OMOXMMHUYECKHX
napametrpoB. Ilpu 1abopaTOpHOM HCCIIEOBAaHUHM, KaK IPAaBUIIO, BBISBISIOT
TUIEPKAIMEMHUIO, TUIOHATPUEMHMIO, THIIOIVIMKEMHIO, PE3KHN JIEMKOLUTO3 CO



CIABUTOM BIIEBO, 303MHOGWINIO. BBIABIAIOT MpHU3HAKU THUIEPKATUNTUCTUU Ha
OKT'.

JlanmpHelmas 1uarHoCTHKA:

e liccnenoBanue Oa3alnbHBIX YpPOBHEW TOPMOHOB KOpBl HAAMOYCUYHUKOB U
IKCKpEIMu MX METaboNMTOB ¢ MOYoi (HabpaTh KpOBb JUISl MCCIEAOBaHUS IO
Havyaja TOPMOHAIbHOW Tepamuu!). B KpoBM CHMKEHO COACp)KaHWE KOPTH30JIa,
17-oxcuxoptukocreponioB U nosbiieH ypoBeHb AKTI, nmoHmkeHa 3KCKpenus
17-0KCUKOPTUKOCTEPOUIOB C MOUOHA.

o IlpoBeaecHrne (YHKIMOHATBHBIX TECTOB (M1 IUArHOCTUKA XPOHHYECKUX W
CTepPTHIX (POPM MATOJIOTUHU HANITOYCUHUKOB).

[Tonyuennass BBICOKas KOHIIGHTpAIlMs KOPTH30Jla B «CIy4alHOW MpoOe» SBISIETCS
UHPOPMATUBHOW U, 3a UCKIIOUeHUeM Jeduuurta 21-Tuapokcuiiasbl, (HaKTUYECKH HCKIIOYaeT
HEJIOCTaTOYHOCTh TIIOKOKOPTUKOUMAOB W AKTI. TemM He MeHee y HOBOPOXKICHHBIX YacTO
BBISIBJISIFOTCS] 3HAUCHUS TUATHOCTUYECKH HEMH(POPMATHBHBIC JTa)Ke TIPU HATUYUH THITOTIIUKEMUN
nin runoteHsun. [lostomy Hu3zkoe (<10 mkr/mn [275,9 HMonb/n]) ciaydailHOE 3HauYeHUE
KOpPTH30Jla HE BCErJa JOKa3blBaeT HAIWYHE TEPBUYHOrO 3a00JeBaHUS HAAMOYCUYHUKOB.
[TpoBonsarcst ctumyssitinorHsie poosl ¢ AKTI. KonnenTparus KopTru3oia J0JbKHA TPEBBIIATh
15-20 mxr/mn (413,8-551,8 umonb/) yepe3 1 yac mocie BHYTPUBEHHOTO BBEIEHUS Iperapara
AKTT (cuHakTeH-zIemo, TeTpako3akThaa, KocuurpomnuHa) 100 MKI/M°.

JlnarHo3  NEpBUYHOM  HAAMOYEYHUKOBOM  HEAOCTATOYHOCTH  IOATBEPKIACTCS
obHapyxeHuem nosbieHHOTo YpoBHs AKTI B mmazme kposu (> 100 nr/mut [22,02 mmounb/in]) u
HU3KOTO  YPOBHSA  CHIBOPOTOYHOrO  KopTu3ona (<10 mkr/mm). JlmarHo3  BTOpUYHOMN
HAAMOYEUHUKOBON HEJIOCTATOYHOCTH JOKa3bIBAa€TCS HHU3KUM YPOBHEM KOpPTH30JIa KPOBU U
Hu3kuM ypoBHeM AKTI. MuHepaqoKOPTUKOMIHBIA AePUIUT MOATBEPKAACTCS HUZKUM
YPOBHEM aJIbJIOCTEPOHA C WM 0€3 TUIIOHATPUEMUHN W/UITK THTepKanuemMuu [17].

HenocratouHOCTh HAAMOYEYHUKOB MNpPH MOJO3PEHHUHU HA MOBPEKIECHHUE THUIIOTAIAMO-
runoduzapHoit obmactu — nposeaenre KT u MPT ronoBHOro mo3sra.

JuddepeHnnanpHblid TUarHO3 MPOBOAAT C THKEIBIMU WH()EKIMSIMH, THTOKCUKAIHSIMH,
KOMOM pazinuyHoro rexesa [17, 22, 40].

JleueHue ocmpoil HedocMamo4YHOCMu Kopbsl Hadno4evyHukos [17, 22, 40]

Tepanus oCcTpoll HAANOYEUHUKOBOW HENOCTATOYHOCTH HE 3aBUCUT OT €€ NPUYUHBI U
BKJIIOYAET 3aMECTUTEIHHYIO TOPMOHAIBHYIO U MH(PY3HOHHYIO TEPAIUIO.

[Tpy HanMU4MM TUMOTEH3UU AJI1 OBICTPOTO BOCCTAHOBJICHHSI BHYTPHCOCYIUCTOTO 00beMa
WCIIONIB3YEeTCSl M30TOHUYECKUU pPacTBOp XJjopuaa HaTtpus. Jiud mnopaep:kaHusi CUCTEMHOM
nep@y3un U ypOBHS TIIFOKO3BI KPOBU BHYTPUBEHHO BBOJATCS (U3MOJOTMUYECKUN PACTBOp U
10%-# pacTBOp TIOKO3bI (IEKCTPO3bl). [Ipn HOpMAIBHOM YPOBHE HATPHS CHIBOPOTKH WIJIH €O
HOpMaJIM3aIiH B MPOLIECCE JICUEHHs MPOJI0JKAIOT BBEJCHNUE PACTBOPA TIIFOKO3bI, HEOOXOIUMOTO
JUist  JiedeHust runoriaukeMud. OObeM BBOAMMOM KHAKOCTH PACCUMTHIBAIOT, HCXOIS U3
¢uznonoruueckoit motTpedHocTr. [10 BO3SMOKHOCTH YacTh CYTOYHOTO 00BbeMa KUAKOCTH BBOJSAT
BHYTpb. JJIl KOppeKUMH anua03a UCHOIb3YIOT 2%-i pacTBOp HATpus THApPOKapOOHATa TOJIBKO
nox koHTposieM nokaszareneil KOC u HaTpus B KpoBU. Eciu ecTh cONyTCTBYIOLIUE MPOSBICHUS
OCTpPOH MOYEYHOW HEJAOCTATOYHOCTH, YTO JeJIaeT HEBO3MOXKHBIM OBICTPYIO pEruapaTaluio,
MOKET OBITh HEOOXOAMMOM O0Jiee arpecCUBHAs Teparvs THIIEPKATUEMIH.

OpHOBpeMEHHO ¢ HayaloM UWH(QY3MOHHOW TEepamuu BBOJATCA  CTpecc-I03bl
TIIIOKOKOPTUKOWAOB. IIpm TOTanpHOW HAANOYEYHHKOBOW HENOCTATOYHOCTH B  JICUCHHH
UCIIONB3YIOT ~ MpernapaThl  €CTECTBEHHBIX  TIJIIOKOKOPTUKOWIOB,  OONajaroumx  ciaboi
MHUHEPATIOKOPTHUKOUHON aKTUBHOCTBIO (THIPOKOPTU30HA TeMUucykuuHat (solu-cortef) sisisiercs
npenapaToM BbeIOOpa). PekoMenaanuy B OTHOLLIEHUH CTPECC-/103 SMIUPUUYECKUE, HE OCHOBaHHbBIE
Ha THIATEJIbHO KOHTPOJUPYEMbIX KIMHUYECKUX UCTBITAHUSIX:

® THUPOKOPTU30H B CyTOYHOM /03€ 10—15 MI/KT Macchl Tella BHYyTPUBEHHO KameabHO
[22];

® THJPOKODTHSOH B Hawane Tepanuu 50~75 mr/m® BHYTpHBEHHO, a 3aTeM — 50—
75 Mr/M“ B CyTKM BHYTPUBEHHO, pa3aenuB Ha 4 BeeneHus [17].



['uIpOoKOPTH30H MOKET BBOAMTHCS BHYTPUMBILIEYHO MPH OTCYTCTBHUHM BHYTPHUBEHHOTO
JOCTyTa, HO TPU HAPYIICHUU Tepudeprudeckoi nepdy3ui BHYTPUMBIIIICYHOE BBEACHHE MOXKET
OBITh HEI(PDEKTHUBHBIM.

Ha 2-3-u cyTKu 103y IITIOKOKOPTUKOUAOB cHIDKAIOT Ha 30-50 %, cokpalmaroT KpaTHOCTb
BBeICHHS (Kaxaple 4—6 1) U Janee MOCTEICHHO MEPeBOIAT OOJIBHOTO Ha TOJJIECPKHBAIOIIYIO
Tepanuio. KoppekTupoBKy 036l B JAbHEHIIIEM MPOBOJST HA WHIANBUAYAIBHONH OCHOBE, YTOOBI
MPEeIOTBPATUTh CUMITOMBI HAAMOYEUYHUKOBON HEIOCTATOYHOCTH U B TO K€ BpeMsl H30exaThb
3aMeJUICHHS POCTa M PasBUTHs CHHApoMa KymruHra (IMIpOKOPTH30H opambHO 9-12 mr/m’ B
JeHb). bonplime 103bl THAPOKOPTHU30HA 00JIaJal0T MUHEPATIOKOPTUKOUIHON aKTUBHOCTHIO, HO
€CJI COXPAaHAIOTCS TUIEPKaIHUEeMHUs] WIM TUIIOHATPUEMUs, TO IPU HEOOXOAUMOCTH JOOABISIOT
MHUHEPaIIOKOPTHKOUIBI (KopTuHEDd, pryapokopTH3oH). B TeueHue nepBoro roja Ku3HU, JETH
C TIEPBUYHOMN HAJMOYEUYHUKOBOM HEAOCTATOYHOCTHIO, KaK MPaBUJIO, TPEeOYIOT moOaBieHHs 1—
2 TpaMM XJIOPUCTOTO HATPHs B CYTKU JJIsl 00EeCTIeUeHUs aIeKBaTHOTO MOTPEOICHUS HATPHSL.

Ha ¢one mHTEHCHBHOW TOPMOHAJIBHOW TEpamuu, OCOOCHHO B COYETAaHHH C BBEICHHEM
pacTBOpOB, COJAEPXKALUX HATPUM, BO3MOYKHO pa3BUTHUE OTEKAa MO3Tra, JIETKUX, apTepUaIbHOMN
TUIEPTEH3UU, PUBOJALICH K BHYTPUUYEPEITHBIM KPOBOU3IUSHUAM, META00IMUECKOro aluao3a.
[TosTomMy JeyeHHMEe HAJMOYEUHMKOBOM HEJOCTATOYHOCTH MPOBOJSAT TMpPU  TIIATEILHOM
KJIMHUYECKOM U JIabOpaTOPHOM KOHTPOJE€ U CBOEBPEMEHHO KOPPUTHUPYIOT HH(Y3UOHHYIO
Tepanuio, J03bl W YaCTOTy BBEACHUS TOPMOHOB. JKenaTelbHO MO BO3MOXKHOCTU pAaHbIIIE
NEPEXOIUTh Ha OPaAJIbHYIO peruapaTaluio u noadupaTb MUHUMaJIbHbIE J03bI IPENapaToB.

Ecnmu nuarHo3 BpOXKIEHHOTO 3a00JeBaHMS HAAMOYCUYHUKOB ITIOCTABJICH pAaHBIIE, YeM
pa3BUIaCh HAJITOYEYHHKOBAsT HEJOCTATOUYHOCTb, JICUCHHE HAYMHAIOT C MOJJICPKUBAIOLIUX 03
[JIIOKO- U1 MUHEPAJIIOKOPTUKOUOB BHYTPb.

Bo3MoxHO sMmEpryeckoe MCTOIb30BaHUE 3aMECTUTEIHFHOM TOPMOHAIBHON Tepanuu (B
OXXMJIAaHMM OKOHYATENbHOIO JuarHo3a). Mcronb3oBaHME 3K30TE€HHBIX TIIIOKOKOPTUKOHUIOB
MOJKET CKPBITh AMArHO3, MOATOMY 00pa3iibl KPOBH HYKHO MOJYYUTH J0 Haydaja SMIHMPUYECKON
Tepanuu (ypOBEHb KOPTH30Ja, 3JIEKTPOJIUTOB, Tioko3bl, ypoBeHb AKTI, ambaocrepona,
aKTHBHOCTH peHHMHA 11a3mbl) [17, 22, 40].

B Tabmuue 4 npeacraBieH alropuTM HEOTIOXKHOW TMOMOLIM MpPU HaJIINOYSUHUKOBOU
HEJI0CTaTOYHOCTH coryiacHo pekomenaarusm H. I1. [IlaGanosa.

Tabnuya 10.4
HeoTJ10:kHas Tepanus HAANOYEYHUKOBOH HegocTaTouHOoCTH [40]

I'opmonoTepanus
CyTku Ut Kontpons
I Bapuant II Bapuant
THApoKopTH3OHa Tpeamsonon 2,5 @Ous. p-p + 10 % rmokoza, | AJl — kaxnasie 1-2 Jaca,
7 sr/kr/ ' BOJUTIOMOKODPPEKTOPHI IIPH | Macca Tena — 3—4 pasa/cyr,
CYKLIMHAT MI/KT/CYT
| (cyo;lyKopTe ) 10- B/ Kam +y1<opmHe B 180— BBIPAKEHHBIX HAPYIIEHUAX | KAJIWH, HATPUN — Kax/able
, 4-6 , KOC, OKT,

15 mr/kr/cyTB/B Kam 300 Mkr/M 2 sHTEpaNBHO MIKPOHPIIIIH, COAa Hacon

npu pH Huxe 7,2 KETOHYPHS

KpHTepI/IPI AAE€KBATHOCTHU A03bl — MCYE3HOBEHUEC KIIMHUYCCKUX ITPU3HAKOB OCTPOI\/'I HaAOYEIYHUKOBOM HEIO0CTAaTOYHOCTH,
YIyUlII€CHUE U HOpMaJin3alust OMOXMMHYECKHX TTOKa3zaTeei

[lepeBos Ha B/M BBEJICHHE KaXIbIC OpanbHas AJl u macca — exeJHeBHO, Kalui, HaTpUi —
2-3 gyaca peruapaTanus Kaxkaele 2—3 mHs

Cumxkenne 10361 Ha 30-50 %, B/M
Hi-1v - To xe
BBEJICHHE KakJiple 3—4 vaca

CHIKEHHE 103bI Ha
30-50 %, B/M CHMKEHHE 103bI
BBejenue kaxaeie |Ha 30-50 %, B/M
V-VII A ° - To e
6 4, + KopTHHED BBEZICHHUE

180-300 mxr/m? Kaxaple 6 4

OHTEPAJIbHO




[MocreneHHsIil IEpeBO HA . .

VI-Xu AJl u Mmacca — eXeJIHEeBHO, Kalluil, HaTpu —
9HTEpaJbHBIC IPENapaThl B - .

naee kaxabie 7-10 qHei

9KBHUBAJCHTHBIX 033X

BpoxxaeHHasa AUCcPYHKIUSA KOPbI HAANIOYEYHUKOB

Onpeaeﬂenue, muosiocus U namoeeHes

Bpoxnennas auchynkums kopbl HaanmouedyHukoB (BI'KH, anpenorenuranbHbIi
cugapom, konq MKB10— E25)— rpynna ayTOCOMHO-PELIECCHBHBIX HACJIEICTBEHHBIX
OoJie3Hel, 00yCIIOBICHHBIX TEHETHUYECKUMHU NedekTamMu (PEepMEHTOB M TPAHCIOPTHBIX OEITKOB
crepousiorenesa [17, 22, 40, 41, 44, 45].

I'maBHOE 3BeHO MmaToreHe3a Bcex (popM BpOKACHHON TUCHYHKIIUU KOPbI HAJAIOYECYHUKOB
(BAKH) — napymenue cunTe3a Koptuzona. Jleguuur kopTuzosna mo NpuHIMILY OTpULATETbHON
obpatHo#t cBs3u ctumynupyeT cekpenno AKTI, 9To Cy>)kKHT NMpUYMHON THUNEPIUIa3UU KOPBI
HaamodeuHukoB. M30b1Tok AKTI nmpuBoAMT K yCUIIEHUIO cTepouoreHe3a. Bo3pacraer ypoBeHb
HE TOJBKO Te€X CTEpOMAOB, KOTOpble O00pa3yloTcs Ha JTanax, MpeaIecTBYIOIINX
3a0JIOKHPOBAaHHOMY, HO M Te€X, MyThb CHHTE3a KOTOPBIX MUHYET 3a0J0KHpOoBaHHBIN sTam. [lpu
muorux (popmax BI'KH ycunmBaeTcst cexkperiuss HailOYeUHUKOBBIX aHIPOTE€HOB, YTO TTPUBOIUT
K BHUPHJIM3aIMK OOJBbHBIX >XKeHCcKoro moja. [lostomy panee BI'KH HaspiBanm BpOXKACHHBIM
aJIpEeHOTeHUTAIIbHBIM CUHAPOMOM [17, 22, 40, 41, 44, 45].

OtnonorunueckuMm  ¢akrtopom Bcex ¢opm BJIKH sBnsercs maronoruss TeHOB,
KOAUPYIOIIMX (EPMEHTHl CTEPOUAOTeHEe3a WM TPAHCIOPTHBIE OEJIKM TOPMOHOB KOPBI
HaJIIOYE€YHUKOB.

denoTUN 3a00JIEBaHUS 3aBUCHT OT CTEMCHH HJIM TUMA JACNEIUN WIA MYTAallMH I'eHa U B
pesyapTate nedurnmuTa (HEpPMEHTOB CTepoujoreHe3a (HEAOCTAaTOYHOCTH KOPTH30JIa W/WIIHN
neduIuTa anbI0CTePOHa).

Yacmoma namoso2uu

B cepenune XX Beka B CIIA BnepBbie Oblia oreHeHa pacrnpoctpaneHHOcTh B/IKH kak
1 cnyuait Ha 67 000 sxuBOpOXACHHBIX. [Ipym 3TOM mojaBistomiee OONBIIMHCTBO TMAIMEHTOB
UMeNI0 BUPWIBHYIO WM HEKJaccudeckylo (opmy aedunmra 21-ruapokcunassl (6e3 JedeHus
MaIUEHTHI C COMbTEpstoNel (OpMO yMUpaIH 10 TOCTAHOBKHU JUarxosa) [45].

B HacTosmiee BpeMs 4acToTa BCTPEYaeMOCTH TOJIBKO Kiaccudyeckux ¢opm aedunura 21-
THJIPOKCUIIA3bl, pacCUMTaHHAs Ha OCHOBAHUHU JIaHHBIX HEOHATAJbHOTO CKPUHMHIA B MMpE,
cocraBiser | cioywaii  Ha 14 199 xuBopoxaenneix  (or  lwa 10000 m0 1 Ha
18 000 HOBOpOXKIEHHBIX). B OTAENBbHBIX CTpaHax 4yacToTa 3a00JeBaeMOCTH Kosebnercs oT 1 Ha
5000 o 1ma 20000 >KUBOPOKACHHBIX, HO B H30JMPOBAHHBIX COOOIIECTBAX MOXKET OBITh
HaMHOTO Bbilre, Harpumep 1 : 300 y unynroB Assicku [45-48].

Tak xak Bce popmbr BI'KH sBnsitoTcss ayTOCOMHO-pEIieCCUBHBIMU 3a00JI€BaHUAMH, 00a
roJjia CTpajaroT ¢ OJJMHAKOBOM yacToTol [45, 49].

JuazHocmuka

Kiaunnyeckue nposiBjieHust
Merabonuueckne HapymieHuss W kKiauHudeckue mposisiaeHuss BJIKH wmHorooOpasHbL.
Knunnueckuit penorun BI'KH 3aBucut ot xapakrepa u Tsxectu aeguuura pepMeHTa, oT TOro,
KaKhe MMEHHO KOPTHKOCTEPOHIbI MPUCYTCTBYIOT B OpPraHW3Me B HEIOCTATKE WM B H30BITKE.
Knunnueckue mposiBIEHUS TaKKe OMPEIENSIOTCS MOJIOM OOJBHOTO, BHAOM OJI0OKa B CHHTE3E
TOPMOHOB,  TSDKECThIO  T€HETHYECKMX  Je()EeKTOB, HaJlMYyMeM T'OMO3UTOTHOTO  WJIH
TeTePO3UTOTHOIO COCTOSIHUS (Tabi. 5).
Tabnuya 10.5

Kiannuyeckue nposisienus BJIKH [17, 22, 30, 40, 41, 45, 49-55]
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MIPOSIBIICHUI
[Mpn3naky HapymeHus moyoBoi nquddepeHpoBKy IPH POXKICHUN Tspxenast popMa runepIasuu
13-3a U30BITKA IIPOM3BO/ICTBA AHPOTCHOB HAAIIOUYSUYHNKOB B IIEPHUOJ] | KOPHI HAANIOYEIHUKOB B CBSI3H C
BHYTPHUYTPOOHOTO pa3BuTHs (Kiaccudeckas BupuibHas ¢popma). [Ipu | HemoctaTkom 2 1-THAPOKCHIIA3HI,
9TOM Pa3BUTHE MAaTKU M MAaTOYHBIX TPYO U3 MIOJUIEPOBBIX IPOTOKOB 11-6era-ruapoxcunasbl Uin 3-
MIPOMCXOANT HOPMaIbHO. DAaKTOp perpeccHy MIOJUIEPOBBIX IPOTOKOB | Oera-
He cekperupyercs. OOpa3oBaHHe IPON3BOIHBIX BOIb(OBBIX THIPOKCHCTEPOUAETUAPOT EHA3HI
IIPOTOKOB HE MPOUCXOANT, TaK KaK OTCYTCTBYIOT SIMUKH.
[To3zxe, B 1€TCKOM BO3pacTe — IPEXKIAECBPEMEHHBINA POCT BOJIOC HA Jlerkue dopmsr nedunura 21-
Kinunueckue | no6xe, kauTOpOMeranus, 4acTo COnPOBOXKIAEMbIC YCKOPEHUEM POCTA | THAPOKCHIIA3EI
IIpOsABJICHUA U CO3PEBAHMS CKENeTa H3-3a M30BITOYHOTO MIOCTHATAIBEHOTO

y IMaIMuCHTOB C
46,XX

BO3IEHCTBHS aHJPOTCHOB HAAIIOYEUYHHKOB (TIPOCTasi BUPHIbHAS
dopma)

B nmoapocTkoBOM MM B3pOCIIOM BO3pacTe OJIMTOMEHOpPES, THPCYTU3M
n/mim Gecronne (HeKIaccudeckas popma)

Jlerkue dopmsr nedunura 21-
THIPOKCHIA3hl WiH 3-0eTa-
THAPOKCUCTEPOUJICTHIPOT €HA3bI

DEHOTHITHYECKUE )KCHIINHBI IPH POXKACHUHU C OTCYTCTBHEM
MEHCTPYalLi 1 POCTa MOJIOYHBIX JKeJe3 B OJAPOCTKOBOM BO3PACTE
U3-3a HEJJOCTATOYHOrO IPOU3BOACTBA 3cTpaguoia. OHH MOTYT UMETh
THIEPTOHUIO

Jedurnur 17-ruaporcuniasbr

Knnanueckne
MIPOSIBIICHUS

y TaIUEHTOB C
46,XY

KnuHudeckue TpOSBICHUs HE PACMO3HAIOTCS B HEOHATAIbHOM
neprojie, MOTOMY YTO TEHHTAJIHU SBISIOTCS HOpMalbHBIMU. Ecim
nedexT HOCHT cephe3HBI XapakTep M HMPUBOAUT K Pa3BHTHIO KpH3a
MOTEPH COJIH, 3TH MAJbYMKU B Bo3pacTe 1—4 Helenb UMEIOT 3aIePKKY
Habopa Macchl 00e3BOXKUBAHHME,

Tena, MEePHOJUYECKYI0 PBOTY,

TUIIOTCH3UIO, THUIIOHATPUEMHUIO, THUINCPKATIMEMHIO, pPa3BUTHUEC IIIOKa
(xmaccudeckast coibTepsoniast (opma). DIIEKTPOJIUTHBIE HapyIICHUS
MOSIBIISIFOTCS. B BO3pacTe OT HECKOJIBKUX JHEH A0 3 Helemb XKHU3HHU, TaK
Kak IUTAleHTa IUI0/1a 00eCcTieunBaeT NOAICPIKKY YPOBHS JJIEKTPOIUTOB
B nepuong BHyTpI/IyTpO6HOFO pa3BuUTHA. MJ'IaIIeHIIaM MY?KCKOT'O I10JI1a
MOXKET 6I)ITB OHII/I60‘IHO NOCTaBJICH AHWArHo3 TacTPOSHTEpUTA HIIN
D10

KaTtacTpoU4eCKue IOCIACACTBUS B CBA3H C 33JICPXKKOIl JIeYeHHs

CTCHO3a IpUBpAaTHUKA. MOXKET HUMCTh NOTCHIIUAJIBHO

TIIFOKOKOPTUKOHUIAMH.
¢dopmer  BJIKH,
MHTEPKYPPEHTHBIM 3200JI€BaHHEM

HpI/I JICTKUX IIPOSABJICHUAX coanep;{}omeﬁ

KIIMHUYECKHEC TMIPOABJICHUSA IPOBOLUPYIOTCS

Hedunur 21-ruapoxcuniasbl

Knuanueckne
MIPOSIBICHUS

y TAallUEHTOB C
46, XY

[To3zxe, B 1€TCKOM BO3pacTe — IPEXKIAEBPEMEHHBINA POCT BOJIOC HA
700Ke 1 TOJI0BOTO YJIeHa, YCKOPEHHBIN JIMHEHHBIN POCT U CO3pEeBaHMe
ckenera (mpocras BupuisHas popma BJII'H)

Jlerkwmii nedumumr 21-
THIPOKCHIIA3bI

[IpusHaku HapylIeHUs MoJa0BOH 1 HepeHUUPOBKY, HATHYHE
KEHCKUX TeHUTAIMH U3-3a HEJOCTATOYHOH BBIPAOOTKH TECTOCTEPOHA
B IIEPBOM TPUMECTPE BHYTPHYTPOOHOH KU3HHU.

Hedunur StAR, nepuuut 3-6era-
THIPOKCUCTEPOUATETUIPO-
reHassl, ge¢punut 17-
THPOKCHIA3HI

Knuanueckne
MPOSIBJICHUS Y
MYKYHH

W JKCHIIMH

FI/IHOHanI/ICMI/ISI, TUNEpKaINCMUsL W/WITH THIIOTJIMKEMUS

B03MOXKHOCTE HAATTIOYCIHUKOBOK
HEJIOCTAaTOYHOCTH

I'mnorimkeMus ¥ TUIIOTOHUSI MOTYT OBITH CBSI3aHHBIMU C
HapyIIeHHEeM CHHTe3a aJpeHallHa B MO3TOBOM CJIOC HAAIIOYESUHHUKOB,
00yCIOBIIEHHOT'O Je(UIUTOM KOPTHU30JIa

Kopruson crumynupyer
¢dermmTanonamuH N-
MeTmTpaHchepasy, HOCTeHIN
(bepMeHT, y4acTBYIOIIHIA B CHHTE3€
anpenamuna. [Tpu nedummre
KOPTH30J1a yMCHBIIIACTCS] CHHTE3
aJIpEeHAIMHA, 1 MOXKET Pa3BUTBCA
KaTeX0JIAMHH-PE3HCTEHTHAS
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TUTIOTEH3HS
Pannuii poct Bosioc Ha 100Ke, paHHUIT POCT MOJOBOTO YJCHA U Jletu ¢ npocToil BUPUIIBHOM
YCKOpEHHE JTHHEIHOro pocTa, yCKOPEHUE CO3PEBaHUS CKeIeTa ¢dopmoit nedurura 21-
THJIPOKCHIA36] HIIH Ae(hUITUTOM
11-ruapoxcunasbl
I'mnepronus, 3axepskka HaTpuUsi, 00yCIOBICHHBIE HAKOIICHHEM JIBe opMBI runepmIasuy KOpst
cynpadu3HoNoru4ecKiux KOHIEHTPaUuii 1e30KCHKOPTHKOCTEpOHA HaJIOYeYHHUKOB: Aeduuur 11-
TUAPOKcHIa3sl U aepuur 17-
THPOKCHIA3HI
Hapymenue nonoBoro pa3Butus B yTpode MaTepu, OTCYyTCTBHE Jedumr 17-ruapokcunassl y
Pa3BUTHS BTOPUYHBIX MTOJIOBBIX IPU3HAKOB, apTepHATbHASL JIEBOYEK PENIKO BBIIBIISIETCS NP
THIIEPTEH3HS posknennd. [Tozxe y HEX
Pa3BHUBAETCS TUTIEPTEH3MUS], W
OTCYTCTBYET Pa3BUTHE BTOPHUHBIX
TIOJIOBBIX NIPH3HAKOB B TIEPHOJ
TIOJIOBOTO CO3peBaHus (M3-3a
HECTIOCOOHOCTH CHHTE3UPOBAaTh
3CTPOreHsl). Manpuuky ¢ 3TUM
paccTpoiicTBOM UMEIOT
«HEOIHO3HAYHbIC» WIIH
chOpMHPOBAHHBIE 110 YKEHCKOMY
THITY TIOJIOBBIE OPTaHbI IPU
PO’KIICHHH, MOT'YT BOCITHTHIBAThCS
KaK JIEBOYKH M 00paIaloTcs K
Bpady B Ooree Mo3JHEM BO3pacTe
13-3a TUIIEPTEH3UH WU OTCYTCTBHUS
Pa3BHUTHUSI MOJIOYHBIX JKEJIE3
O0e3B0XHUBaHUE, TUIIOHATPUEMHUSL, THIIEPKATHEMus (0COOCHHO Ha Heduur anpaocrepona 1000
dboHe cTpecca, CBA3aHHOTO ¢ 00JIE3HbIO) STHOJIOTUH
Kpus norepu cosu Ha BTOpOil UM TpeTbell Henene KU3HH. [TaniMeHTBI MyXCKOTO MU
Ho no3»e y 9THX MaIlMeHTOB pa3BUBAIOTCS THIIEPTEH3NS, JKEHCKOTO MoJja ¢ repunurtom 11-
THITOKATMIEMUYECKUH aJIkano3. DTOT Hapafiokc 0ObICHIETCS THJPOKCHIA3HI
YCTOWYHMBOCTBIO K MMHEPAIOKOPTUKOUAAM B MJIaJJEHYECTBE U
Knnnunueckue
HECHOCOOHOCTBIO K MOBBIIICHHHIO YPOBHS JIC30KCUKOPTHKOCTEPOHA,
MIPOSIBIICHUS Y
9YTOOBI 3aMECTUTH HEIOCTAIOIIHE CHIBOPOTOYHEIE KOHIICHTPAINH
MY aNbJ0CTepPOHa B TPYAHOM BO3pacTte
U SKEHIIUH
[Tpr3Haky HaAIOYEUHNKOBOH HEJOCTATOYHOCTH (Hampumep, mwioxoit | Jdedumur StAR
anmeTHT, PBOTa, 00€3BOKUBAHNE, TUIIOTEH3HsI, THITOHATPHEMUS,
runepkanueMus). Manpuuku c 3o popmoit BIKH umeror
c(hOopMHPOBaHHBIE T10 )KCHCKOMY THUILY HJIH «HEOJHO3HAUHBIC
TeHUTAINH. J[eBOYKH NMEIOT HOpMaJIbHbIE )KEHCKHE TeHUTATHN
(nmunouanas popma BIAKH)
I'mnepnurmenTanus (BO3MOXKHA THIIEPIIUTMEHTAIHS TOJIBKO Jedurur akTuBHOCTH
TeHUTAJIHNH U apeot) (epMEeHTOB, yUacTBYIOIINX B
CHHTE3€ KOPTU30J1a, U B
OTtnenpHbIE
pe3yiIbTaTe — IOBHIIICHNE
CUTYyalUH
KOHIIEHTPAIlN! KOPTUKOTPOIIMHA
(aapeHOKOPTHKOTPOITHOTO
ropmona, AKTI)
o JIeBOUKM UMEIOT «HEOJAHO3HAYHBIE)» TeHUTAINHU TIPH POXKJICHUHU, ITpu BUpUIBHBIX opmax
C;:;;;:;Ie CTPOCHUE KOTOPBIX BapbUPYeT (MOJIHOE CIMSHHUE JaOMOCKPOTAIBHBIX | (Hanpumep, nedummr 21-

CKJIaa0K, @aﬂnnqecxnﬁ MO‘{CHCHyCKaTeHLHLIﬁ KaHall,

THAPOKCHIIA3kL, Aeduimt 11-Oera-
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KIINTOPOMETANINS WM YaCTHYHOE CIHMSHUE JTa0HOCKPOTAIBHBIX TUJIPOKCHITA3bI, HEAOCTATOYHOCTD 3-

CKIIQJIOK). Oera-

[Ipu popmax cpenHeit TSHKECTH TEHUTAINU MOTYT ObITh TAIPOKCUCTEPONIIET UPOreHA3bI)

HOPMaJIbHBIMU NIPH POXKJECHUH, HO B IETCTBE PAHO HAYWHAETCS POCT BUPHWITH3AIHSA SBISIETCS

BOJIOC Ha JJOOKe U pa3BUBAETCS KIIMTOPOMETaNNS (4acTo pe3yabTaToM AeiicTBHS

COTIPOBOXK/IAETCSI BEICOKUM POCTOM). AQHOMAJIbHO BBICOKHX

ITpu nerkux Gpopmax umeeTcss U3OBITOK POCTa BOJIOC Ha JIMIIE U Teje KOHIIEHTPALUH CTEPOUTOTEHHBIX
MIPEKyPCOPOB, KOTOPbIE
peoOpas3yroTcss B MOIIHBIE
AHJIPOTECHBI, TECTOCTEPOH H
JUTHIPOTECTOCTEPOH.
JIMruipoTecTOCTEPOH SABISIETCS
CaMbIM MOIIHBIM ()aKTOpOM
MaCKyJINHHU3aIUHN HapyKHBIX
MOJIOBBIX OopraHoB. OH
CHHTE3UPYETCs] U3 TECTOCTEPOHA
5-anba-penykrazoi,
(epMEeHTOM, KOTOPBIH HAXOJUTCS
B KOXX€ IOJIOBBIX TKAHEH.
HenasHo ObLIO MOKA3aHO, YTO
CTepOUIOTEHHBIE TKAaH! YeIOBeKa
HMEIOT BO3MOKHOCTb
MIPEBPALICHUS
MPEIIECTBEHHUKOB,
nporecrepoHa u 17-
THJPOKCHIIPOTECTEPOHA, B
JUTHIPOTECTOCTEPOH Oe3 dTana
TECTOCTEPOHA

Mautbuuku ¢ geuuurom 2 1 -ruapoKcuiia3bl 1 HOpMaIbHBIMU TTOJIOBBIMH Hedunur 21-ruapoxcunasbl

OpraHamMy MOTYT UMETb IIPU3HAKU 00€3BOXKHUBAHUS B Bo3pacTe 1—4 Henelnb.

Y HUX B ICTCTBE MOXKET Pa3BUTHCSI KPU3 TIOTEPH COMM Ha (hoHe GoIe3HI

(x1accudeckast conpTepstroniast popma BJIKH). ITpu menee BeIpakeHHOM

(bopme 3a0011eBaHUS B ICTCKOM BO3PACTe MMEETCs IIPEXKACBPEMEHHbII pOCT

BOJIOC Ha JIOOKeE, POCT MOJIOBOTO WIeHa  YCKOPEHHE JIMHEHHOTO POCTa U

co3peBaHus cKeleTa (poctast BupwibHast (hopma BIKH).

«HeonHo3HaYHbBIE» TEHUTAIMH WU KEHCKUE TTOJIOBBIE OPTaHBI Y Henocratounocts 3-6era-

MAIIEHTOB MY>KCKOT'O TI0JIa THIPOKCHCTEPOUI-
JeruaporeHassl, aepuuur 17-
THIPOKCHIIA3bl, HEIOCTATOUHOCTh
StAR

Bricokoe A/l, a HOT1a U TUIIOKATUEMUS Bonpuble ¢ gepunurom 11-6era-
THIPOKCHIA3Hl U AepunuroM 17-
THIPOKCHIIA36l (HAKOIUICHHE
MHHEPAJIOKOPTHKOUAA
JIe30KCUKOPTUKOCTEPOHA)

denoTtuI MOXET BapbUpPOBaTh oT KIMHHUYCCKHU 0eCCUMIITOMHOM Oone3Hu

(reTepo3uroTsl), JIerkoi (hopMbl O0IE3HH, KOTOPAs MPOSBISIETCS B TIOJPOCTKOBOM MJIH B3POCIOM
BO3pacTe (HEKJIacCHMYeCKoW (OpMBI) A0 TSDKEIOro TEUeHHUs 3a00JIeBaHMS, MPHUBOJISIIETO K
Pa3BUTHIO HAJMOYEYHHKOBON HEIOCTATOYHOCTH B IEPHUOJAEC HOBOPOXKICHHOCTH (¢ miu 6e3
BUPWINM3ALMKA U KpU3aMH TOTEPH COJK). TsKecTh KIMHUYECKHUX MPOSIBICHUN M OMperensercs
MeHee OBPeKICHHbIMU aiuiensimu [17, 22, 30, 40, 41, 45, 49-55].

Knunuyeckue u ropMoHaIbHbIE JaHHbBIE TOJDKHBI OBITH OCHOBOM JHMAarHosa.




JlabGopaTropHble HcC/IeI0BAHUSA

OcHOBHOW METOJ| JTa0OpaTOPHOW AMATHOCTUKH — OMPECIICHHEe KOPTUKOCTEPOUIOB B
ceiBopoTke KpoBu. Jlmarnoz BJIKH mnoarBepxkmaercsa HapylleHHEM MNPOAYKIMUA KOPTH30Ja,
IBIOCTEPOHA, AHJIPOTEHOB W  HAIUYMEM HAKOIUICHUS  M3OBITOYHBIX  KOHIIEHTpAlUi
MIPEAIIeCTBEHHUKOB TOPMOHOB (Tab. 6) [S1].

Tabauya 6
Hapymenus cuHTe3a kopTuxkoctepounaos npu BJIAKH [51]
3aboneBanue T'moxokopTukouab MuHepanoKopTUKOU AL AHJpOreHsl
Jedext 21-ruapoxcunassl - __* 4+
Hedexr 11-0eta-ruapoxcuinassl - ++ ++++

Jedexr 17-anbda-runpokcunassy/17,20-1ma3st - - ++ --

Jedekr 3-6eTa-rHapOKCHCTEPOUIAECT HPOTCHA3HI -—- -—- --

Hedexr StAR-nporenna/20,22-aecMmonasbl - - -

Hedexr 18-ruapoxcunassl, 18-okcumassl - -

* — B 3aBUCUMOCTH OT MIpOoHEHTa CHUIKCHUSA (1)epMeHTHOI71 AKTHUBHOCTH.

YToObl TOYHO YCTAaHOBUTbH, KAKOW 3Tall CTEpOMIOTeHEe3a OJIOKUPOBAH, BBISICHSIOT, KaKHe
KOPTHKOCTEPOUIBl HAXOJSITCS B HEAOCTaTKe WM B U30bITKe. KOHIIEHTpamwu TOPMOHOB,
oOpasyromuxcs aucTainbHee 010ka (TOPMOHOB-TIPOAYKTOB), MOTYT OBITh TTOBBIIICHBI BCIIEICTBUE
nepudeprudecKoro MpeBpalleHrus TOPMOHOB, 00pa3YIOIIUXCS MPOKCUMaIbHEE 0J10Ka (TOPMOHOB-
MpeAmecTBeHHUKOB). UToObl n30ekaTh OImMMOOK, CBS3aHHBIX C IMOBBIIMICHHBIM YPOBHEM
TOPMOHOB-TIPOAYKTOB, OIMPEACISIOT OTHOILICHHE MPEANIeCTBEHHUK/MIPOAYKT. [Ipu TskKembix
dopmax BI'KH 06a3zanpHblli ypOBEHb TOPMOHOB-TIPEIIICCTBEHHUKOB OOBIYHO TIOBBIIIEH
HACTOJIBKO, 4YTO JHAarHOo3 HE BBI3BIBACT 3arTpyqHeHUil. OmnpenerneHne KOPTHKOCTEPOUIIOB B
MOY€ — BCIIOMOTaTENbHBINA METO/ (MCIONb3YeTCs AJISl MOATBEPKACHUS AUArHO3a U 7Sl OLEHKU
appexTuBHOCTH JeueHust) [22, 30, 40, 41, 45, 51, 53-55].

Hampumep, ornuuutenbHOl dYepTtod aedunurta 21-THAPOKCHIIA3BI SBISETCS BBICOKAS
KOHIIGHTpalusi B ChIBOPOTKE |7-ruapoxcumnporectepora (06br4no > 1000 HI/m1) 1 MOYEeBOTO
nperHanerpuona (Merabonura 17-TUIPOKCHUIIPOTECTEPOHA) TMPU HAIMYMHM  KIMHUYECKHX
npu3HakoB 3aboneBanus. Ha nepummr 11-O6era-ruppokcuiia3zbl  yKas3bIBaeT —IOBBIIICHHUE
KoHIleHTpanuu 11-ae3okcukoprusona u 11-ae3okcukoprukoctepona. O6e ¢hopMbl TUIIEPITIA3UN
KOpBl HAJIIOYEYHUKOB COIMPOBOXAAIOTCS TIOBBIIIICHHBIM YpOBHEM B CYTOYHOM Moue 17-
KETOCTEPOHUI0B (MOUYEBBIX META0OJUTOB aHAPOTCHOB HananodeyHukoB). Ha medummr 3-Oerta-
TUAPOKCUCTEPOUIIETHIPOTCHA3bl YKA3bIBACT HAPYIICHHUE COOTHOIICHUS |7-OKCHUIIpETHEHOIOHA
u 17-ruapoKkcunporecTepoHa, ATuIPO3NMUAHIPOCTEpOHa U aHapocTeHanoHa. [Ipu atoit Gopme
3a00yieBaHUs  JCBOYKM C BUPWIM3ANMEW HE UMEIOT TMOBBIMIEHHBIX ypoBHeW 17-
TUAPOKCUIPOTeCTEPOHA IIPU MPOBEIEHUN CKPUHUHTAa HOBOPOXKAEHHBIX. ComnbTepstomas ¢hopma
BI'KH COIPOBOXKAAETCS HU3KOU CBIBOPOTOYHOU KOHIIEHTpalHueun aJbIOCTEPOHA,
TUIOHATPUEMUEH, TUINEepKalueMue, TMOBBIIIEHHOW AaKTUBHOCTbIO pEHHHA IUIa3Mbl, 4YTO
CBUJCTENLCTBYET O TUMoOBoJieMUd. OYeHb BAXKHO NPOKOHTPOJIUPOBATH, YTO KOHIEHTPAIUS
KaJiusl HMCCIEAYyeTCsl B HEreMOJIM3UPOBAHHOM KpOBH, YTOObBI MHHUMH3HPOBATH BEPOSTHOCTH
3aBblIeHUs] ypoBHsA. [ umepronnueckas ¢opma BI'KH (mampumep, nedumnur 11-6era-
TUAPOKCIIIAa3kl U aehunut 17-anbda-TuaAPOKCHIa3bl) TPOSBISIIOTCA TUMOKaimemuei. [lpu
agerkux u ymepeHHbIX ¢opmax BI'KH nans BbisicHeHHs nokanu3auuu JedeKkTa HepeaKo
tpedytoTcs mpoosl ¢ AKTT. Ecnu y 46,XX-pebeHka ¢ BUPMIM3AKUEH MOA03PEBAIOT HATHMYHE
BJIKH, a ypoBeHb |7-ruIpoKcUIporecTepoHa SIBISETCS COMHMTENbHBIM (ypoBHH 17-
TUAPOKCUIIPOTECTEPOHA Y 3I0POBBIX U T€TEPO3UTOTHBIX HOCUTENEH MOTYT MEPEKPBIBATHCA), IS
BBISIBIICHUS JedekTa (GEepPMEHTOB HAAMOYCYHUKOB MOXKET OBITh HEOOXOTUMTECT CTUMYISIIUU

AKTT [22, 30, 40, 41, 45, 51, 53-55].



Tect crumymsauuun AKTI BeimonmHsercs s ONeHKH (QYHKIMKA HAIIMOYEUYHHUKOB M
TuQdepeHIanuy pa3InyHbIX MOTeHIUAIBHBIX (pepMeHTaTuBHBIX nedekToB. Bexenue 0,25 mr
cunretndeckoro AKTI' yBennuuBaeT ceKpenyio TOPMOHOB M MX MPEAIIECTBEHHUKOB. [1omHBIN
npoduiIs TOPMOHOB HAIIOYEYHHUKOB, B TOM 4YHCIE |7-TUIPOKCUIIPOTECTEPOH, KOPTHU3OII,
JIE30KCUKOPTUKOCTEPOH, 1 1-a€30KCuKOpTH30I1, 17-0KCUIIPErHEHOIOH, AETHAPOINUAHAPOCTEPOH
U aHJPOCTEHJUOH, JOJDKHBI OBITh MOJYYEHBI HEMOCPEACTBEHHO N0 U yepe3 60 MHUHYT mocie
BeeneHnss AKTI. Ecnu B3sitTue HeoOxoaumoro o0beMa KpoBU Y peOCHKA HE MPEICTaBISETCS
BO3MOXXHBIM, HauOoliee IIEHHBIM sIBIsieTCs oOpasen, B3AThIi Ha 60-if MuHYyTE MOCIe
cTUMYJSIIUU.  J[7s  OleHKHW BO3MOXHOTO nedummra 21-ruapokcunasel  ucciaeaytr 17-
TUJPOKCUIIPOTECTEPOH, KOPTU30JI, aHIPOCTEHIUOH [S3].

KoHcyJabTauuu Apyrux cnemuajancToB
e  DHJIOKPUHOJIOT.
e Jlerckuii XUpypr.
e [IeHermk.

Buzyanusupyromme uccjie10BaHUs

VaerpasBykoBoe u KT-uccienoBaHus HaAllOUEUHUKOB MOTYT OBITh MOJE3HBIMHU IS
UCKJIIOYEHHS] JBYCTOPOHHETO KPOBOU3JIMSHUS B HAANOYEUYHUKH Y MALMEHTOB, HMEIOIINX
IPU3HAKM OCTPOHM HAIMMOYEYHMKOBOM HEIOCTAaTOYHOCTH Oe3 HapylleHus (HOpMHUPOBAHUS
reHuTanuil uim apyrux npossienuit BIKH. YiapTpa3BykoBoe ucciieJoBaHHE Ta30BbIX OPraHOB
JIOJDKHO OBITH BBIMIOJHEHO JIETSAM C HAPYIICHUEM MOJOBOUN MU PEpEHIIMPOBKH, IS TOTO YTOOBI
BU3YaJIM3UPOBAaTh MATKy WM IIOYEYHbIE AHOMAJIWHU, KOTOpbIE HMHOIZA BCTPEYAIOTCA IpHU
NaTOJIOTUHU, MPUBOASLICH K HapylmleHHI0 (GOPMHUPOBAHMSA T€HUTAIMHM (HampuMep, CMeLIaHHas
nucreHesust ronaa, cuHiapom Denys-Drash). Yporenutorpadus mosesna ans onpeneiacHHs
AHATOMHUH BHYTPEHHHX IIOJIOBBIX Opra”oB. OIpenencHue KOCTHOIO BO3pacTa IPOBOAAT Y
peOeHka, KOTOpPbIf MMEeT TMpHU3HAKM TNPEKIEBPEMEHHOIO pOCTa BOJOC Ha JIOOKe,
KJIIMTOPOMETAaJINIO, YCKOpEeHHBIH poct [40, 45, 51, 56].

JApyrue Tectbl

HccnenoBanue kapuoTuna MMEET 3HAYCHUE JJISI YCTAHOBJIIEHUS XPOMOCOMHOIO I0JIa Y
MJIaJICHIIA C HapyIIeHueM (OPMHUPOBAHUS TEHUTATUH.

'eHernyeckoe TECTHPOBAHUE pPEAKO OBbIBaeT HEOOXOAMMBIM I JAUArHOCTUKH
KJIacCCHYeCKHX (opM THMEpIUIa3ui KOpbl HAAMOYEYHHWKOB, HO MMEET BA)XXHOE 3HAYCHHUE IS
TeHETUYECKOr0 KOHCYJIbTHPOBAHUS U peHaTanbHOi auarnoctuku BJIKH, a Taxke y G0IbHBIX C
COMHHUTEJIBHBIM THarHo30M. MOJEKYIIpHO-TEHETUYECKUI aHANIN3 MOJIE3€H I TOATBEPHKIACHUS
auarHosa W nans KoHtpois BeneHus gereit ¢ BJIKH, nns monydeHuss mporHoCTHYECKOM
uHpopManuu O CTEMEHW  TsDKECTH  3a00JeBaHMs, a Takke JUIl  HCKIIOUYCHUS
JIO’KHOIOJIOKUTENBHBIX cinyuaes [40, 45, 51, 56, 57].

I'mcrosiornyeckue uccae0BaHUsA

I'ucronornueckne npusHakn BJIKH BkiItouaroT rumnepruiasuio KOpbl HAAMOYEYHUKOB,
HEOPTraHW30BaHHYIO AapXUTEKTYpy Kak KOpbl HAAMOYEYHUKOB, TaK M MO3TOBOTO CIJOA.
JlunougHele JEMO3UTHI B KIETKAaX KOPbl HAANOYEYHUKOB XapaKTEPU3YIOT JIMIIOUIHYIO
runepriasuio  Boienactsue  Aedummura  StAR/20,22-mecmonaspl.  JIMMOWAHBIE  BKIFOYCHUS
MPEJCTaBISIIOT COOOM  ClIOXKHBIE 3(UPBl  XOJNEeCTepHHA, HAKOMMBIIMECS B pe3yibTare
HECTIOCOOHOCTH KJIETKH K TPAHCIOPTHUPOBKE XOJIECTEpUHA B MUTOXOHIpuHU. [Ipu compTepsromeit
dbopMe TpouCXoAUT THUNEPTPO(UsS IOKCTArIIOMEPYJISIPHOTO —ammapaTa T[OYeK 3a Cuer
CTUMYJIMPYIOLIETO MOBBIIIEHNS aKTUBHOCTH peHUHa Ipu rurnoBosiemuu [40, 45, 51, 56].

IIpumep Ilpoecpamma obcredosanus pebeHka c no003peHuem Ha Haauyue corbmepauel
¢opmur BIKH (coenacno npukazy MO3 Vipaunvt Ne 254 om 27.04.2006 «IIpo 3ameepoicenns
NPOMOKONI8  HAOAHHSA ~ MeOuuHoi  donomoeu  Oimsam  3a  cneyianvHicmio  «/umsua
E€HOOKPUHONO02IAY)!

A. Obs13aTesIbHBIE



1. OcmMmoTp:
OlLIeHKa (PU3NYECKOT0 pa3BUTHS (POCT, Macca Tena);
CTPOEHHE TENA;
OCMOTp HapYXHBIX MOJIOBBIX OPTaHOB, ONPE/ICICHNE CTEIICHH BUPHIIN3AINH;
OLIEHKA CTa1H MTOJIOBOTO PAa3BUTHS;
nccnegosanue AJl.
DNEKTPOIUTHI KPOBHU (Kajuil, HATPUi, XJI0D).
YpoBeHb TIIIOKO3bI KPOBH.
pH xposu.
Pentrenorpadus («koCTHBII» BO3pacT).
I'eneTnueckoe uCCIeAOBaHUE [UIA ONpejaeieHuss moja peOeHka (TMOJIOBOH
XPOMAaTHH, KAPUOTHII).
KoHcynpTamms runekonora uist 1eBOYCK.
8. VY3U opranoB Majnoro ta3a (MMOMCK MAaTKH M SHYHUKOB M OIEHKA WX COCTOSHUS Y
JIMII ¢ MYXCKHM (DeHOTHUTIOM U KapuoTumnom 46,XX).
0. V3U HaanmouyevyHUKOB (OIIEHKA UX Pa3MEPOB, UCKITFOUCHUE OITYXOJIH ).
10. ['opMmoHasbHBIE UCCIENOBAHMUS:
e B xposu (B 6.00-8.00) ypoBeHb KOPTH30J1a, WU IKCKPEIUS C MOYOH CBOOOIHOTO
KOPTH3071a;
e 17/-ruapoKcUIIpOrecTepoH;
e Tecrocrepon;
e 17-keTocTepou bl B CYTOYHOM MOYe;
b. lonoaiHuTEIbLHbIE:
e VYposens B kposu AKTT.
e AKTHUBHOCTH PEHUHA IJIA3MBI.

SATRAP el

~

Kaaccugpukayus BJKH

ITo Hanuuuio pepmenTHOro aedexra
B nHacrosiiiiee Bpemsi IpUHSITO BBIICIATH 5 OCHOBHBIX BapUaHTOB (DEPMEHTHBIX Je(PEKTOB
BJIKH:
nedext StAR-nporenna/20,22-gecMonassr;
nedexT 3-0eTa-TupOKCUCTEPOUIET UPOTeHAa3bL;
nedext 17-anbda-ruapoxcunassl/17,20-mm1assl
nedexT 21-TuapoKcuIiassel,
nedext 11-6era-ruapoKkcuiassl.
Kpowme toro, BeIAEIAIOT:
e nedekt nutoxpom P450-okcumopenykrassr;
e edeKT anbaoCTepOH-CHHTETA3HI.

B 3aBucumoctH 0T (PepMeHTHOro aedeKTa M KIMHUYECKUX MPOSIBJICHUNl B
KJIaccu(PUKAIUM MPEACTABIEHbI:
1. Tlpocras BupunsHas popma
® BpOXJACHHAs KJaccHMueckas (AaKTUBHOCTh (pepmeHTa 21-THAPOKCHIIA3bl MEHee
5%);
® TO3MHAS IMyOepTaTHAas WJIM HeKiIaccuueckas (akTUBHOCTH (Qepmenra 21-
ruapokcuiassl MmeHee 20-30 %).

2. Conbrepsromas (knaccuueckas) popma: akTHBHOCTH (pepMeHTa 2 1 -TuApOKCHIIa3hl MeHee
1%, nedumur 3-0eTa-THAPOKCUCTEPOUA-AETHAPO-TEHA3bl (C MPU3HAKAMHU JIOKHOTO
MYKCKOTO TepMadpOIUTH3MA Yy JIUIl C MYXXCKAM T€HOTHIIOM M 0€3 BUPHIM3AIUA — Y
JIUI C )KEHCKUM TEeHOTHUIIOM), nedunut O6enka StAR/20,22-mecMonassl (0O4eHb TsDKETas
dbopMa c rumepnurMeHTaIue, Bce OOJbHBIE MUMEIOT JKCHCKHH (EeHOTHN), AeUIHT
aJIbJIOCTEPOH-CUHTETA3HI.

3. T'uneprensuBHas ¢popma



e BpoXaeHHas (kiaccuueckas): nedumut 11-0era-ruapokcuiiassl (C BUPUITU3AMMCH
JUIL ¢ )KEHCKUM (heHotumom), nedunut 17-anbda-rugpokcunassl/17,20-mua3sl (¢
MpU3HAKAMU JIOKHOTO MYKCKOro TepMadpoauTu3Ma y JHUI C MYKCKUM
TEHOTUIIOM U 0€3 BUPHIIN3ALUN — Y JIUI] C dKEHCKUM T'€HOTHUIIOM, 3aJIep’KKa pocTa
U CIIOHTAHHOW IyOepTaiun);

e mo3mHAS (HEeKIaccuueckas): neduiut 11-0eta-ruapokrcuiaspl (C BHPUIU3ANMCH
JUIL ¢ )KEHCKUM (heHotumom), nedunut 17-anbda-ruapokcunassl/17,20-mua3sl (¢
MpU3HAKAMU JIOKHOTO MYKCKOro TepMadpoauTu3Ma y JHUI C MYKCKUM
TEHOTUIIOM U 0€3 BUPHIIN3ALNN — Y JIUI] C dKEHCKUM T'€HOTHUIIOM, 3aJIep’KKa pocTa
U CIIOHTAHHOW IyOepTarun).

Knaccuueckue ¢popmbl BAKH, kak npaBuio, pacro3HarOTCsl MOCHE POXKIACHUS WIH B
paHHEM JETCTBE W3-3a HapyIleHUs (OPMUPOBAHUS TEHUTAIHMNA, CHHIPOMA IMOTEPU COIH WIIH
nposiienuit Buprimsanuu [22, 30, 40, 41, 45, 51, 54, 55].

Hexnaccnueckue (popmbl BJIKH (HEIOCTaTOYHOCTH 3-Oera-
TUAPOKCUCTEPOUACTUIporeHaspl, 21-ruapokcunassl U 11-Geta-runpokcunasbl, 17-anbda-
rupokcmiassl/17,20-11a3p1) TPOSIBIAIOTCS BO BpeMs WM TOCJHE TIOJIOBOTO CO3PEBAHMSL.
XapakTepHble TpHU3HAKU: U30BITOK aHAPOTEHOB, paHHEe JOOKOBOE U  MOJMBIIIEYHOE
OBOJIOCEHHE, BBICOKOPOCIOCTh, KOCTHBIM BO3PACT OMNEPEkKACT MACIOPTHBIN, yTPH, TUPCYTU3M,
00JIbICEHUE BUCKOB, aMEHOpest, OecTuIoue.

[TockonbKy y HOBOPOXKICHHBIX M JETEH MIIAJIIET0 BO3pacTa MPU3HAKH 3a00JIeBaHUS
OTCYTCTBYIOT, Heksaccuueckue ¢opmel BI'KH panbiie HaspiBain TO37HO HaYMHAIOMICHCS
(OTCpOYEHHOM), WM TPUOOPETECHHON TUMepIUia3uell KOpbl HAANMOYeUYHUKOB. Hekmaccudeckue
(G opMBI yallle BCTPEUaroTCs y KEHIIUH, HO BBISBISIOTCA U 'y MY)KUUH.

Hexnaccuueckue ¢popmsl BJIKH (neknaccuueckast popma aedunmra 2 1-rupokcumnassl u
HEKJIaCCUYeCKasl HEJIOCTAaTOYHOCTh 3-0eTa-THAPOKCUCTEPOUIANCTHAPOTeHA3bl) YacTO TPeOyIOT
NPOBEJCHUS TECTa CTHUMYJSIIUM CHUHTETHYECKHUM KOPTHUKOTPOIIMHOM, 4YTOOBI BBHISIBUTH
aHOMAaJIbHOE HAKOIICHHE TPEIIECTBEHHUKOB cTepouioB [22, 30, 40, 41, 45, 51, 54, 55, 58].

Hempocrarounocts StAR/20,22-n1ecMoi1a3bl (BPOXKAEeHHAS] JUNOUIHAS TUNEPIIA3Hs
KOpbI HaamoueuynnkoB) [22, 30, 39-41, 45, 51, 54, 55, 58]

Henocrarounocts STAR/20,22-necmona3el — penkasi, Hambonee Tspkenas (opma
BJIKH. Hapymaercss mpeBpalieHHe XOJECTEpUHA B IPETHEHOJIOH — IPEIIECTBEHHUK BCEX
CTEpOMIHBIX TOPMOHOB. M3-3a HecrmocoOHOCTH K MeTaboIM3My XOJECTepUHa HaAMOYEeYHUKU
Oonpime, HamonHEeHHble Junuaamu. 20,22-mecMonasa  MPUCYTCTBYeT Kak B KOpe
HA/MOYEUHUKOB, TaK M B TMOJIOBBIX ejle3aX, MOITOMY HEIOCTaTOYHOCTh 3TOro (epMeHTa
OPHUBOJUT K ACPHUIIUTY BCEX CTEPOUTHBIX TOPMOHOB.

bonesnp OOBIUHO TPOSBIAECTCS Y HOBOPOXKICHHBIX TSDKEIIONH HAAMOYECYHUKOBON
HEJOCTATOYHOCTHIO (BO3MOXHO pa3BUTUE MPU3HAKOB HEAOCTATOYHOCTU HAJMOYEUHUKOB O
6 mecsmeB). [Ipumepro tpets rpyanbix aereit ¢ BIKH BeokuBaer. Tak kak crepoumoreHes B
MOJIOBBIX JKeJie3aX HApYIIEH, JETH C TeHETHMUYECKUM KaK MY>KCKHUM, TaK M JKEHCKUM IOJIOM
UMEIOT JKCHCKUH (DeHOTHII.

OTmedeHO, 4YTO JEBOYKM C OTUM 3a00JeBaHWEM, BBEDKHMBINKE Onarojaps paHHeEH
3aMECTUTENIbHON TepamnuM TJIOKOKOPTHUKOMIAMU M MHUHEPAJOKOPTHUKOMIAMHU, HMEIH POCT
MOJIOYHBIX JK€JI€3 U CIIOHTAHHbIE aHOBYJATOPHBIE MEHCTpyalldd B TEPHUOJ IMOJOBOIO
CO3PEBAHMUSI, YTO MPEIOIAraeT COXpaHEHUE CTEPOUIOTeHE3a SIMUHUKOB.

Huarnoctuueckue kpurepuu. KinHuueckue (THUNEPIUTMEHTALUS KOXHU, TsKenas
HAAMOYCUYHUKOBAs HEOCTATOYHOCTh) M JIabopaTopHbIe (YPOBHU BCEX CTEPOHIHBIX TOPMOHOB
camwkenbl, peakuss Ha AKTI ocnmabnena, mosbimed ypoBeHb AKTI um akTMBHOCTH peHHMHA
J1a3Mbl ), PU3HAKU TSHKEIOW HEIOCTATOUYHOCTH TIIFOKO- U MUHEPATOKOPTUKOUIOB.

Henocratounocts 3-0era-ruapoxcucrepoupaeruaporenassl [22, 30, 40, 41, 45, 51,
54, 55, 58]

Henocrarounocts 3-0eTa-THIPOKCUCTEPOUICTHIPOT€HA3bl MPUBOAUT K CHUKECHUIO
CHHTE3a KOPTH30J1a, allbJOCTEPOHA, a TaK)Ke IMOJIOBBIX TOPMOHOB, 00pa3yloIUXcs JUCTAIbHES
JETUPOITHAHIPOCTEPOHA.



VY OOnBIIMHCTBA JETEH C HEIOCTATOYHOCTHIO 3-0eTa-THAPOKCHUCTEPOHIIECTHAPOTeHA3bI
HaOJI0AaeTCsl CUHIPOM IMOTEPH COJIM (IKCHKO3, OBICTPOE Pa3BUTHE HAPYLICHHHA LEHTPAIbHOU
reMOJUHAMUKHN). Y HEKOTOPBIX OOJIbHBIX AKCKpEIUs allbJJOCTEPOHA MOKET ObITh HE HapylIeHa.
VY OONBHBIX MaJbUUKOB HMEIOTCS HapyIICHUS IOJOBOW AU(PPEpEeHIUPOBKH: OT MYMKCKOTO
deHoTuna c runocmaauel — A0 TOYTH HOPMAJIBHOTO 3>KEHCKOro ¢eHoruna. BropuuHbie
IIOJIOBbIE TPU3HAKW MOTYT Pa3BUBATHCS HOPMAIBHO, HO OOBIYHO OTMEYAEeTCs THHEKOMACTHS.
Bupunuzamuss HapyKHBIX TIOJIOBBIX oOpraHoB (rumeptpodust kimropa 6e3 dopmupoBaHus
YPOTECHUTAIBHOTO CHHYCA) Y HOBOPOXICHHBIX JI€BOUEK OOYCIIOBJIEHA MOBBIIICHHON CeKperuei
JIETUIpO’TUaHIPOCTEPOHA HAATIOYEYHUKAMU BO BHYTPUYTPOOHOM MEPUOJE.

JluarHoctuyeckue KpUTEpUU — THUIHYHAS KIMHUYECKas KapTUHa M J1abopaTOpHBIE
npusHaku. [lpu Kimaccuueckoil (cosprepsromieil ¢opme) TUArHOCTUPYIOTCS THUIEPKATUEMHUS,
runoHaTpuemusi, runorinukemus. YpoBenb AKTI, domuTponuua, moTponuHa, aKTHBHOCTH
peHuHa IJ1a3MBl, JIeNIbTa-5-CTEPONI0B (IperHeHonoH, 1 7-TuapOKCUIIPETHEHOIIOH,
JNETUIPOINUAHAPOCTEPOH) B KpPOBU 3HAUMTEIHHO MOBBIIICHBI. YPOBHHM Iporecrepona, 17-
THUAPOKCUIIPOTECTEPOHA, KOPTU30J1a, albJOCTEPOHA, TECTOCTEpPOHA CHIKEHbl. (CyTouHas
SKCKpenus 17-keTocTeponioB U 17-0KCHKOPTUKOCTEPOHUIOB 3HAYMTEIBHO CHIDKEHA. [TpoOsI ¢
AKTT mpoBoasITCs TOJIBKO TOCIE HOpMAIHM3AIUH COCTOsIHUS peOeHka. [Ipu ymbTpa3ByKkoBOM
UCCJIEOBAHUM  BBISBIIACTCS JABYCTOPOHHSS TUIEpIUIa3us HAANOYEYHUKOB, BHYTPEHHUE
TE€HUTAINH TUTIOIJIA3UPOBAHBI.

VY HEKOTOPHIX MAIMEHTOB MOXKET HaOJI01aThCsl HEKIaccuieckas (opma 3aboseBaHus, 0O
YeM CBHUJICTEIBCTBYIOT CHMIOTOMBI W TPU3HAKKA BHUPUIIM3AIMHM, TaKUE KaK THUPCYTHU3M,
onuroMeHopess u Oecronue. JlabopaTropHble HCCIEAOBaHHUS MOTYT BBIIBUTH CJIETKa
NOBBILIEHHBI ~ YPOBEHb  IPEKYpCOpOB  (HampuMep, YBEIWYEHHE  COOTHoweHus 17-
OKCHIIPETHEHOJIOHA K 17-TMAPOKCUIPOreCTEpOHY M JAETUAPOSNHUAHIPOCTEPOHA K
AQHAPOCTEHIMOHY). DTH NAILMEHTHl HE NUMEIOT MyTalMil WK JIeJelUi B T€HE, KOTOPbIM KOAUPYET
HAAMOYEUHUKOBYIO 3-0€Ta-THAPOKCUCTEPOUIIETUAPOreHa3y. MoseKyIspHble OCHOBBI JIJIsl 3TOTO
3a00JIeBaHNs OCTAIOTCS HEONPEACICHHBIMUA. Y HEKOTOPBIX MAllMEHTOB UMEETCS YIIyUIIeHUE MPH
MO/ABJICHUH HAAINIOYEYHUKOBOTO CTEPOUIOTEHE3A IEKCAMETAa30HOM.

[Ipu mo3nHe#l (HekiaccHueckoil) GopMe yMEpPEHHO MOBBIIICHB AKTUBHOCTh PEHHHA
I1a3Mbl, KOHIIEHTpAIMK (OJIUTPOIIMHA, JIOTPOINHA, CHUKEHBl YPOBHU IOJIOBBIX CTEPOUIOB B
kpoBH. [Ipob6a ¢ AKTI' — nonoxxutenbHa.

HenocraTtounocts 17-anbda-ruapoxcunasni/17,20-mua3nr [22, 30, 40, 41, 45, 49, 51,
54, 55, 58, 60]

OnyOnukoBana wHpopMalus npuMepHo 0 150 OONBHBIX, UMEIOIMUX HEAOCTATOYHOCTH
17-anbda-rugpokcunaspl. Myranmmun B reHe CYPL7 mpuBomsT K HEBO3MOXKHOCTH CHHTE3a
KOpTu30Jia (aKTUBHOCTH 17-anmbga-ruapoKcuiasbl), aHAPOTCHOB HAINOYEYHHKOB (aKTHMBHOCTD
17,20-nmm1a3el) ¥ CTEPOUJIOB TTOJIOBBIX JKEJIE3.

Takum obpazom, B oiimuue oT aedunura 21- u 11-ruppokcunassl, nedunur 17-anbda-
TUAPOKCUIIAa3hl MPUBOAUT K HEAOCTATOYHOCTH HAJMOYEYHHKOB M TOJOBBIX Kene3. B aTux
xKene3ax o0pasyercsi €MMHCTBEHHBI (EePMEHT, 00JIaaroiii OJTHOBPEMEHHO CIIOCOOHOCTBIO K
17-runpoxcunupoBanuio u 17,20-11Ma3H0N aKTUBHOCTHIO.

VYTpaTa oTpHLATENbHONW OOPAaTHOM CBS3U MPUBOJIUT K YBEIUYCHUIO CEKPEIIUN CTEPOUIOB
pOKCUMajbHee OJIOKaIbl U YCUJICHHIO CHHTE3a MHUHEPaJIOKOPTUKOUAOB (Tpexnae Bcero, 11-
NE30KCUKOPTHKOCTEPOHA), YTO MPUBOAUT K PA3BUTHIO apTEPUATBHON TUIIEPTEH3UH (TP HU3KOM
YpOBHE pPEHMHA I1a3Mbl) U TUITOKAIHEMUU.

ITpu nedpurure CYP17 (17 anbda-ruapoxcunaza/l7,20-11a3a) He 3aTparuBarOTCs 3TAIbI
OuocuHTe3a, HEOOXOAMMBbIE ISl CHHTE3a anbJocTepoHa. [Ipu JaHHOM COCTOSSHUM YPOBEHBb
aIBIOCTEPOHA B Ipe/iesaX HOPMbI MM YMEPEHHO CHIDKEH (TOCIeIHee CBS3BIBAIOT C M30BITKOM
MUHEPATOKOPTUKONIOB U, KaK CJEICTBUE, MOAABICHUEM PEHUH-aHTMOTEH3WHOBOW CHCTEMBI),
TOTJ]a KaK KIIMHUYECKH OTMEYAI0TCS MPOSIBICHUS THIIEPAIbIOCTEPOHHU3MA.

VY GOJBHBIX MYKCKOTO TI0JIa OTMEYAeTCS MYXKCKOW TceBaorepMadpoauTi3M (BHEUTHHE
TEeHUTATUU CHOPMHUPOBAHBI MO KEHCKOMY THITY, MUKW TUIOIIA3UPOBaHbI). Y OONBHBIX Kak
KEHCKOT0, TaK M MYXKXCKOTO IoJia HaOIIoJaeTcsl 3a/iepskKKa IOJIOBOTO pa3BUTHS (TIEPBUYHBIM
THUTIOTOHAN3M).



Moryr Bctpewathesi gedextet TeHa CYP17, mnpuBomsmme K  HW30JHMPOBAHHON
HenoctaToyHocTH 17,20-nmuaszbl ¢ MUHUMaNbHBIM JedunutoMm 17-anbga-rugpokcuiassl. ITo
IPOSIBIISETCS. JIO)KHBIM MY’KCKUM TepMa(pOIUTHU3MOM, THUIIOTOHAAM3MOM 0€3 MpOsIBICHHUH
TUIEPaIbA0CTEPOHU3MA.

Ecnu 3abosneBaHne He ObUIO BBIBICHO B HEOHATAIBHOM IEPUOJE, NETH, HUMEIOIIHE
TeHETUYECKU MYKCKOH 10JI, 0OBIYHO BOCHHUTHIBAIOTCS KaK JI€BOUKH, TOCKOJBKY Y HUX UMEIOTCS
(eHOTHUIHYECKH HOPMaJIbHbIE HAapyKHbIE )KEHCKHE TI0JI0BbIE OPIaHbl U CJIEINO 3aKaHYMBAIOIIEECs
BJarajuie, a SUYKA OCTAIOTCA B OPIONIHOM IOJIOCTH WJIM B MaxoOBBIX KaHamax. OIHAKO y
HOBOPOXKJICHHBIX C N€HETUYECKH MY)KCKMM II0JIOM MOTYT OBITb HapyXHbI€ IOJIOBBIE OPIaHbI
IIPOMEXYTOYHOTO THUIIA, YTO IIO3BOJISIET BOCHUTBIBATE MX KAaK MAJIbYUKOB. Y HEKOTOPBIX
HOBOPOXKJICHHBIX OBICTPO Pa3BUBACTCS apTepUalIbHAS TUIIEPTOHHUS.

B nyGepratHoM mnepuoae y OONBHBIX PAa3BUBAIOTCA apTepHalbHas THIIEPTEH3US,
TUIIOKaJIMEMUsl W TUNOroHaausM. Kak pe3yapTraT NpOMCXOAMT IOABEM JIIOTPONMHA H
dbomurponmHa. Ilanmmentkn (XX) UMEIOT TNEPBUYHYID aMEHOPEID C OTCYTCTBHEM IOJOBBIX
NPU3HAKOB, TOTJa Kak y manueHToB (46XY) OTMEUaroT MOJHBIN TceBaorepMadpoIuTH3M
(pa3BUTHI HApYyKHBIE )KEHCKHUE MOJIOBBIE OPTraHbl, OTCYTCTBYIOT MAaTKa U MaTOUHBIE TPYOBI).

JIMarHOCTHYECKUE KPUTEPUH — THUIWYHAS KIMHAYECKas KapTHMHA M J1abopaTopHBIE
npu3Haku. Ilpu kiaccudeckodt ¢Gopme — THIIOKaIMEMUs,, TUIEPHATPUEMHUs, IIOBBIIICHHE
KOHLIEHTpAllUu ajJbJ0CTEPOHA B IlIa3Me. YPOBEHb KOPTH30Jla KPOBU 3HAUUTEIBHO CHHUXKEH,
YPOBHHM TECTOCTEPOHA U JETUAPOIUAHIPOCTEPOH-CYNb(aTa CHUXKEHBI, aKTUBHOCTb PEHUHA
wia3mbl  cHmwkeHa, AKTI mosbiuen, 17-anbda-ruapokcunporectepoH B Hopme. CyTouHas
SKCKpenusi  17-keTocTeponioB MW 17-OKCHUKOPTHKOCTEPOUIOB  3HAUUTEIIBHO  CHM)KEHA.
HabmiogaroTcss MOBBILICHHBIE YPOBHH IPETHEHOJIOHA, IPOreCTEpOHa, KOPTUKOCTEepoHa, 11-
J€30KCUKOPTUKOCTepOHA. Ha3HaueHue IIIOKOKOPTUKOUAOB HOPMAIN3YeT YPOBEHb T'OPMOHOB,
00pa3ylonmxcsi B M30bITKE, YCTPAaHSAET TUIEPBOJIEMHUIO M IOCTEIIEHHO MOBBIIIACT AKTUBHOCTD
pEHUHA IUIa3Mbl M YPOBEHB aJIbJOCTEPOHA.

[Tpu mo3aHel (HeknaccMuecko (Gopme) yMEpPEeHHO MOBBIINIEH YPOBEHb albJOCTEPOHA,
HE3HAYUTEIIBHO BBIPAYKEHBI TMIIOKAJIMEMUS, TUIIOHATPUEMHUS, BEICOKOE COJEPKAHUE JIIOTPOIINHA
¥ (OIUTPONUHA, CHHKEHBI KOHLIEHTPAIMK MOJIOBbIX cTepouioB. [Ipoda ¢ AKTI nmonoxuresnbHa.

HenocraTtounocts 21-ruapoxcuiaassel [40, 30, 22, 41, 45, 49, 51, 54, 55, 58, 59]

Henocratounocts 21-ruapokcunasel — camasi yactas npuuuHa BI'KH (6omee 90 %
cinydaeB). Hapymenue cunresa 11-ge3oxkcukoprusona u3 17-rugpoKkcuporecTepoHa NpuBOIUT
K AeduIUTy KOpTH30ja, ToBbimeHnio ypoBHs AKTI, rumeprniazuu KOpbl HAMOYCUHUKOB U
YCUJICHHUIO CEKpELMU HaJIMOYCUYHUKOBBIX aHIPOTreHOB. M30bITOYHAS MPOAYKIUS aHIPOTEHOB,
0COOCHHO aHAPOCTEHIMOHA, BBI3BIBACT BUPHUIIM3ALINIO, SBIISIONIYIOCS XapaKT€PHBIM MPU3HAKOM
3Toi  Qopmbl. B 3aBHCHMOCTH OT TSDKECTM HEJIOCTATOUYHOCTH (PepMEHTa BBIACISIOT
KJIACCUYECKYIO (TsDKenyto (hopMy) WM HEKJIACCHYECKYIo (Jerkyto ¢popmy). Hapymenne cuaTesa
11-1e30KCUKOPTUKOCTEPOHA U3 MIPOTeCTEPOHA MPUBOIUT K JSPHUIUTY adbJA0CTEPOHA, TIOATOMY Y
75 % HoBOpOXIEHHBIX € Kiaccuueckoi ¢opmoit BI'KH nabniomaercs cuuapom moTtepu coiu
(mozxpaszieneHne Ha MPOCTYI0 BUPWIM3HPYIONIIYIO U COJBTEPSIOmyo (popmbr). OueBUAHO, YTO
9TO HE TUCKPETHBIC (DOPMBI 3a00JI€BaHNUsI, & BAPUAHTHI ()EHOTHUIIOB.

YcranoBiieHa Koppensius Mexnay ¢enorunom u resotunom npu BJIKH, BbzBanHOMN
nedunuToM 21-ruapokcunassl. Jlenenuu U OoJblIre TeHHbIE KOHBEPCUH MPUBOIAT K PA3BUTHUIO
conbrepstomei popmbl. Touednble MyTaruy TPOSBISAIOTCS BUPMIBHOM (opMoii 3a00seBaHMS.
Knuanueckn ¢GeHOTHUIT KOpPpEeIUpyeT ¢ MEHee TSDKEIOW MyTallued |, Kak CIEJCTBHE, C
OCTaTOYHOM aKTUBHOCTBIO 2 1 -TUIPOKCUIIA3HI.

Bmecre ¢ Tem MokeT HaOMIOJAThCSl PACXOXKIEHUE MEXAY T€HOTHUIIOM U (EHOTHUIIOM.
AHanu3 akTHBHOCTH 2 1-THIpOKCHIIa3Hl iN Vitro MO3BOJISIET OLEHHUTH TSDKECTh 3a00JI€BaHMsI, XOTS
HEKOTOphle (DEeHOTHUNMHUECKHE Bapualuu (Hampumep, Kpu3 MOTEPHU COJIM, BO3pACT IMAllMEeHTa B
Hauasie 3a00JIeBaHUs) HAXOIATCS B OOJIBIIEH 3aBUCUMOCTH OT B3aUMOJICHCTBHS APYTHX I€HOB U
polLecca Co3peBaHusl.

Conprepsitomast popma, IpocTas BUPHIM3ALM M MO3AHEE MposiBieHue nepurnura 21-
THPOKCHUIIAa3bl Pa3BUBAIOTCS B PE3y/lbTaTe YaCTHMYHBIX T'OMO3UTOTHBIX MyTaluid B reHe 21-
ruapokcunassl (CYP21A2). ¥V HocuTene reTepo3uroTHOTO COCTOSIHUS MYTallUU MOJIBEPraeTcs



TOJIBKO OJIUH ajuienb. KinHuueckoe 3HaueHue reTepo3uroTHOr0 COCTOSTHUSI HEU3BECTHO, OHO HE
HAaHOCUT Bpela PENpOAYKTHBHOH  CIIOCOOHOCTH, HO MOET BBI3bIBaTh  IPU3HAKH
TUIEePaHPOreHU3Ma Y B3POCIBIX SKSHIIUH.

OOHnapyxeHa cBs3b omnpeneneHubix amuteneir HLA ¢ onpenenennsiMu ¢popmamu BI'KH.
Takum o6pazom, ananus reHotuna HLA mo3Bomsier paccuutats puck BI'KH y unenoB cemeii, B
KOTOPBIX MPOSIBIIAETCS 3TO 3a00JIeBaHNUE.

Ilpocmas eupunvnas (knaccuueckas) ¢opma TPENCTaBI€HA TOJBKO BUPHIN3ALMEH.
Bupunuzanuss y JeBOYeK Ha4yMHAETCS €IIle BO BHYTpHYTpoOHOM mepuone. CremneHb
BUPWIN3ALMHA MOXET ObITh Pa3HOM: OT rUnepTpoPuH KIUTOPA C YACTUYHBIM CpallleHueM ryoHo-
MOILIOHOYHBIX ~ CKJIQJOK — JI0 [OJIHOTO CpalleHusi TIyOHO-MOIIOHOYHBIX CKJIaJOK U
(dbopMHpOBaHHUST YPETpPbI, OTKPBIBAIOWICIHCS B TEJIO MOJOBOrO WieHa (MPH 3TOM OTCYTCTBYIOT
SUYKA U BBIABISAIOTCS HOPMalibHblE MaTka M sSU4HMUKH). [Ipu Tsxenoil kimaccuueckoil dopme
BUPWINM3aLMsI TeHUTAINN MPUCYTCTBYET y BCEX MIIAJEHIIEB KEHCKOro noja. HemocrarouHocTs
21-tunpokcuinaspl Oblla TpW3HAHA B KadecTBe HawOoJee YacTOM NpPHYMHBI BUPHU3HU3AIUU
TEHUTAIUN Y TEHETUYECKUX I1JI0JI0B KEHCKOI'0 110J1a.

[Tocne poxkaeHust MprU3HAKK U30BITKA aHIPOTCHOB BBISBIISIIOTCS KaK y MalbUMKOB, TaK U
y JAEBOYEK: HaOJIOJAI0TCA yBEJIHMUYEHHE MOJIOBOTO WIEHA W KJIWTOpa, YCKOPEHHBIH pOCT, YIpH,
paHHee OBOJIOCEHUE JI0OKa. BpicOKHe KOHLIEHTPALUK aHIPOT€HOB BHI3bIBAIOT YCKOPEHHE POCTa B
panHem gaerctBe. Poct kocreit oT 3 mo 10 met o0br4HO yckopeH; K 9-11 romam mpoucXoauT
3aKpbITHE AMU(U3APHBIX 30H POCTa, M IOATOMY HEJICUEHHBIE JIETH OCTAIOTCS HU3KOPOCIBIMHU.

Manp4uky K MOMEHTY POXJIEHHUS (EHOTHUIIMYECKH HOPMAJbHbIE, €CTh JIaXKe PUCK TOrO,
YTO COCTOSSHUE HE OyIeT AMarHOCTUPOBAaHO. B Takux ciydasx KIMHUYECKUE MPOSBICHUS
NeCI0TUPYIOT B paHHEM JETCTBE, XapaKTepHbl MPU3HAKU PAHHETO ICEBOIyOepTaTa, HalpuMep,
paHHee IIOJIOBOE pa3BUTHE, OBOJIOCEHHWE B 00JacTH JoOKa W/WIM YCKOPEHHE pocTa H3-3a
IPEXIEBPEMEHHOT0 N30BITKA aHIPOTEHOB.

[Ipn Hammuum cospTepsromen (Kiaccuyeckoi) ¢opMbl 3a00JIeBaHUS BCIICICTBHE
neduuuTa anba0CTepoHa HaOMI0NAI0TCs KpU3bl MoTepu. OOBIYHO OHU MPOUCXOMAST B NIEPBbIC THU
U HEJEeNH XU3HU, HO MOTYT BO3HHMKATh M MO37HEE (B TaKUX CIIydasxX KpH3 MPOBOLIUPYETCS
COITYTCTBYIOIIMMHU 3a00JIEBAaHUSIMH).

TunuuHple CUMOTOMBI OCTPOrO HAANOYEYHHMKOBOTO KpH3a: BHAdajge OTMEYaloTCs
IPU3HAKNA TUIEpPKAIMEMUM (HapyILIEHHMs CEpPAECYHOrO pUTMA), 4Yepe3 HECKOJIbKO JHEH
pa3BUBAIOTCS MPHU3HAKW THUIOHATPUEMHMHM M TUNEPHATPUIYpUH (CPBITMBaHUS, pPBOTa, OOJb B
KHUBOTE, nuapes). B manbHelimem mnporpeccupyeT 00€3BOKMBAHUE, PA3BUBACTCS TSDKEIbIN
9KCUKO3 (CYXOCTh CIHM3UCTBIX OOOJIOYEK, TOTEps Beca, BSIIOCTH/YTHETCHHE, 3aTPyIHCHHE
KOpPMJICHUI/BsAJIOE cocaHue). B HavampHOW cTagum 3a0oieBaHUS JE€TH TPEOYIOT YacThIX
KOpPMJIEHUH HM3-32 00€3BOXKMBAHUS WJIM THMIIOHATPUEMHUH, OTKa3 OT €/bl — IMPHU3HAK TSHKEIOro
HaJIIOYCYHUKOBOU Kpu3a. HapacTaroT cMMITOMBI OCTPOM HAAIIOYEUYHUKOBOM HENOCTATOYHOCTHU
(rurmoTepMus, TUIOTJIMKEMHUS, META0OMWYeCKHH anmumo3, CcHwxkeHue AJl, mnpusHaKu
runonepdys3un, aguHaMus, mok). Ha ¢oHe cuMOTOMOB HaANOYEYHHMKOBOM HEIOCTATOYHOCTH
oOpamaioT Ha ce0s BHUMaHWE MPU3HAKA BUPWIM3ALMA Yy JEBOYEK, y MAaJIbYUKOB —
MakporeHutocomus. Yacto HaOMONAETCS TUNEPIUTMEHTAIMSA KOXHU. [ WIeprnurMeHTanus
KOXKHBIX CKJIAZIOK U TOJIOBBIX OPraHOB MOXET OBITh PAHHUM MIPHU3HAKOM HAIIOYECYHUKOBOMN
HEI0CTaTOYHOCTH, OJJTHAKO Y HOBOPOXKIEHHBIX NpHu Tsokenblx (popmax BI'KH moryTt ormeuarbes
JIUIIb HE3HAYUTENIbHbIE U3MEHEHUSI KOKU — TUMEePIUTMEHTAIHs HAPYKHBIX MOJOBBIX OPTaHOB.

IIpu mno3mneit (myOepTaTHOW, HEKJIACCHUECKOW (opMe) MOHOCHMOTOMBI MOTYT
MOSIBJISITHCS B JOITYOEPTATHOM WIIM ITyOepTaTHOM HEpUOIE.

B 3aBucuMocTH OT CpoKOB MaHHU(ecTauu 00JE3HH BBIACISAIOT JIBA BapHaHTa MO3IHEH
dopmel. [Ipu mepBom BapuaHTe IpU POXKIACHUM HApYXKHBIE MOJIOBBIE OpraHbl C(HOPMUPOBAHBI
NpaBWIbHO, HO B JajbHEWIEM HAaYMHAETCS YCKOpeHHOe (u3MdecKkoe pa3BUTHE (YCKOpEHHE
JUHEMHOrO pocTa W poOCTa MYCKYyJIaTyphl), MPEXKIEBPEMEHHOE TOJ0BOE pa3BuTHE (MO
U30CEKCYaJIbHOMY THITy Y Majb4MKOB, Y JE€BOYEK — THIEPTPO(US KIUTOPA, MYKCKOW THII
CTpOEHHS Tejla, CHIKEHHE TeMOpa rosoca, yrpH, OTCYTCTBHE Pa3BUTHS MOJIOYHBIX IKele3,
MaTKH, SIMYHUKOB), TUpcyTu3M. [Ipu Hexiaccuueckoil ¢opmMe KOHEUHBIH POCT jaeTeil oTBevaer
TeHETUYECKU 0KHUAEMOMY.



[Ipu BTOpOM BapuaHTe MPU3HAKU THIIEPAHIPOreHUN MOSBISIOTCS TOJBKO B mydepraTe. Y
JIEBOYEK TOSIBISIOTCS THUPCYTHU3M, VYIPU U TMOBBIIIEHHAs CAJbHOCTh KOXHU, HAPYIICHUS
MEHCTPYaJIbHOTO LKKJIA (TMIIOMEHCTPYaJlbHbII CUHAPOM WIM BTOpHYHas ameHopes). Mmerorcs
TUIOIUIA3Usl MaTKHU, MOJIOYHBIX KE€Je3, HOpMalbHble pa3Mephl SHUYHUKOB C MpPU3HAKAMH
BTOPUYHOTO  CKJIEPOMOJIMKHCTO3a, B JajbHEilllleM — HEBbIHAIIMBaHUE OEpPEeMEHHOCTH,
HEIOCTaTOYHOCTh HAJAMOYEYHUKOB MpH pojax, Oecruiogue. Y IOHOLIEH — yrpeBas ChlIllb,
CAJIbHOCTh KOKHU, AJIONEIHs], CHUKEHHE MOTEHIIMH U (ePTUIILHOCTH.

Huaenocmuxa. BaxHble NaHHBIE Ui MEPBOHAYATIHHONH OIEHKH COCTOSIHHSI peOEHKa C
MOJ03PEHUEM Ha HAANOYECYHUKOBBIN KPU3 MPU HEAOCTATOYHOCTH 2 1-TUAPOKCHIIA3bl — YPOBEHb
rII0K03bl,  AnekTpoiauToB, KOC, koprtuzona, 17-THAPOKCUNIPOTECTEPOHA, YIbTPAa3BYKOBOE
WCCJICIOBAHNE TA30BBIX OPraHOB (BHU3yalH3alusl HAJITOYCYHHKOB, MATKH, SMYHUKOB, SHYCK),
kapuotunuposanue. Jlepuut 2 1-rugpokcuiaszsl cieayeT 3arnoA03pUTh Y BCEX HOBOPOKIEHHBIX
C HAPYLICHUEM CTPOECHUS HAPYXKHBIX T'€HUTAINM, @ TAKXKE B CIydae IPOSBIICHUM ITIOTEPU COJIEH,
TUIIOTEH3WUN WJIU TUIIOTJINKEMUU.

ITpu xnaccuyeckoil BUPMIIbHOM (hopMe KOHIEHTPAIMU AJIEKTPOJIIUTOB U TIIOKO3bI KPOBU
B HOpME, YpPOBEHb KopTu3ojia cHrkeH, ypoBHH AKTI, nermmposmuanmpoctepoH-Cyibdara,
TECTOCTEPOHA, AaKTMBHOCTh pPEHHMHA IUIa3Mbl MOBBIMIEHBI, |7-THIPOKCUIIpOrecTEpOHA —
3HAUUTENbHO TIOBBIMICH (Oosee, yem B 10 pa3). CyrouHas skckpemnus 17-KeTOCTEpOHIOB
3HAUUTENIBHO IIOBBIIIEHA, a |7-OKCHKOPTUKOCTEPOMUJIOB — CHIDKEHA. [Ipu ynbpTpa3ByKOBOM
UCCIEOBAHUM  BBIABIIAIOT  TUIEPIUIA3UI0  HAANOYEYHUKOB, BHYTPEHHHE  T'€HUTAIUU
COOTBETCTBYIOT I'€HOTHILY.

I[Ipu  combrepsitomieit  ¢opme  1abOpaTOPHO  BBIABIAIOTCS ~ THIOHATPUEMMS,
runepkanuemusi, runornumkemus. YpoBHu ~AKTI, agermaposnuangpoctepoH-cyibdara,
TECTOCTEPOHA IOBBIIIEHBI, a 17-THIPOKCUIIPOTEeCTEPOHa M AKTUBHOCTH PEHHHA IUIa3Mbl —
3HAUUTENBHO NMOBBIEHBI. CyTOuHas AKCKpelus 17-KeToCTEpOUI0B 3HAUUTENBHO MOBBILICHA, a
17-0KCHKOPTUKOCTEPOUIOB — CHIDKEHA. [Ipu ynbTpa3ByKOBOM HCCIIEIOBAaHUM  BBISIBIISIIOT
TUIEPIIIa3UI0 HAANOYEUHUKOB, BHYTPEHHUE T€HUTAJINN COOTBETCTBYIOT F€HOTHITY.

Jlnarao3 3aboneBaHus BepUGUIUPYIOT TMPH BBISIBJICHUU TOBBIIIICHHOTO YpOBHS 17-
THJIPOKCUIIPOTECTEpOHA B KpOBH — BbIlIe 15 HMonb/1. KpoMe TOro, XapakTepHO HOBBIIICHHE
ypoBHst AKTT (Berme 15,0 HMONB/M) M aKTUBHOCTH peHHMHA TutazMbl (Oosee 10 HMOIB/11/9),
skckpennu 17-KC ¢ mouoit (6onee 1 mr/cyrt). Y HEKOTOPBIX OOJBHBIX CHUXKEHBI COJIEpKAHHE
KopTtu3ona B kpoBH (Hmwke 100 amMob/m) u akckpenus 17-OKC ¢ mouoii (menee 0,2 mr/cyr) [22].

Kak mpu nerkom, Tak ¥ NpuU KIMHUYECKH MPOSBIAIONIEMCS CUHIPOME IMOTEPH COIU
OTHOIICHHE aKTHUBHOCTh PEHUHA TJIa3Mbl/aIbJI0CTEPOH MOBBIIIEHO, U €0 CIIEAYET NepUoANYECKU
MPOBEPSTh [JIsl OLEHKH BOCIIOJIHEHHS HATpus. JleueHue TIIOKOKOPTUKOUIAMHU BbBI3BIBAET
OBICTpOE CHIKEHUE YPOBHEHN KOPTUKOCTEPOUIOB.

HeonaranbHslii CKpUHUHT peayCMaTpUBacT ompeacieHue YPOBHS 17-
TUAPOKCUIPOrECTEPOHA B KPOBHU.

IIpu mo3mHelt (HekjIaccuyeckod) QopMe yMEpeHHO TMOBBIIIEHBI YPOBHH 17-
TUAPOKCUIIPOTECTEPOHA,  JIETHIPOSIUAHAPOCTEPOH-CyIb(daTa, TECTOCTEpOHA,  IOBBIIIEHA
cyTouHast 3Kckpenus 17-ketoctepousioB. Pa3zpaboTanbl KIMHUYECKH IMOJIE3HBIE HOMOTPAMMBI, B
KOTOPBIX CPAaBHUBAIOT KOHIIEHTpauuo B KpoBu 17-OH-niporecrepona no u yepe3 60 MmuH nocie
BBeneHus Hk3oreHHoro AKTI [49]. Otu Meroasl MO3BONSIOT OTIMYUTH MAIMEHTOB C
KJIACCHYECKOW W Hekiaccuueckord (opmoit medumura 21-TUapoKcHiIa3zbl OT TETEPO3UTOTHBIX
HOCHUTEJIEW U 3J0pPOBBIX JIFOAEH, TaK KaK €CTh JAHHBIE O YACTUYHOM COBNAJACHUU 3HAYEHUU Yy
FeTEPO3UTrOTHBIX HOCUTEIEH W 370pOBbIX Jrojed. W3mepstor koHueHtpauutwo 17-OH-
nporectepoHa no0 u depe3 60 mun mnocne BBeneHus AKTI. 3Hadenuss mocie CTUMYJSLIUUA
3HAYUTEJIBHO IOBBIIICHBl Yy NAlMEHTOB C KJIACCUYECKMMHM M HEKJIACCUYECKHMMM BapHaHTaMU
(> 35 umonw/n, nim 11 MKr/im). ¥ reTepo3uroTHhIX HOCUTENeH 3a001eBaHUs OOBIYHO OTMEYAIOT
MPOMEKyTOuUHbIe 3HaueHus KoHreHTpamuu — 10-30 amons/i (3,3—10 mkr/m).

Ipumep. [uacnocmuueckue kpumepuu conrbmepsiowei popmul (coenacro npuxasy MO3
Yipauner Ne 254 27.04.2006 «IIpo 3ameepodicents NpomoKonié HA0AHHs MeOUUHOi 00nomMocu
oimsam 3a cneyianvHicmio «umsaua enOOKpUHON02IsY):

1.  Knunuueckue:



KJIMHUYECKHe NMposiBieHus ¢ 7—30-ro IHA mociie poxKIeHUs;
BbIpaXXCHHAsI BSUIOCTh;
MOBTOpHAs pBOTA, MHOTIa (POHTAHOM, HE CBS3aHHAS C IPUEMOM IHILIH;
MOJKET OBITh KUJIKUN CTYII;
9KCHUKO3, KOTOPBII MOCTENIEHHO HapacTaeT;
y HEKOTOPBIX JIeTeil OCHOBHBIM MPOSIBJICHHEM OOJIE3HNU MOTYT OBITh CPHITUBAHUS,
OTCYTCTBHE MPHUOABKU MACCHI TETa;
KO’a 3eMJINCTO-Cepasi C MPaMOPHBIM OTTEHKOM, COCKH MMUTMEHTHPOBAHBL;
® BBIpaKCHHAsI THIIOTOHUS;
® HOBOPOXJCHHBIE JI€BOYKM MMEIOT MPHU3HAKU BHYTPUYTPOOHON BUpHIM3aUuu (TI0
[Ipagepy 1-5-ficT.), y MaJIBUUKOB MOXKET OBITb MaKpPOTCHHTOCOMHUSI,
MUTMEHTAINS HAPYKHBIX ITOJOBBIX OPTaHOB.
2.  IlapaknuHuueckue:
® B KPOBH IMOBBINICHUE YPOBHS Kallvsl, CHIDKCHUE HATPUS;
® TIOBBIIICHHE |7-THAPOKCUIPOTECTEPOHA B KPOBU, HamOojee BBIPAKCHHOE MpH
nepunure 21-ruapokcunasel  (BMECTE C TEeM, OTCYTCTBHE TIIOBBINICHUS HE
WCKJIFOYAET INarHo3);
META0OINYECKNH allUI03;
pU JeKOMIEHCAlUU — MPU3HAKK T€MOKOHIICHTPAIUH;
OKI -npu3HaKky TUNEPKATUHTHCTHN — 3a0CTPEHHBIE 3YOIThI T}
TUIOTJIMKEMHUS;
CHI)KEHHE aJIbJIOCTEpOHA KPOBU;
YBEJIMUYEHUE aKTUBHOCTU PEHHUHA IIa3MBl.

Henocratounoctsb 11-6era-ruapoxkcuinassl [22, 30, 40, 41, 45, 49, 51, 54, 58]

3aboneBaHne BO3HUKACT M3-3a OJIOKABI TIpeBpamieHus 11-1e0KCuKopTH30i1a B KOPTHU3OIL.
[Ipu sTOoM reHoTun cinabo Koppenupyer ¢ (EHOTHUIIOM, COOOLIAIOT O HEKOTOPBIX CIIydasx
no3aHero Havdana aedunurta 11-rugpokcrmiasel. Hapyimaercss HOpManbHBIH CHHTE3 KOPTH30J1a,
koHneHntpauuss AKTI yBennuuBaercs Mo MEXaHHU3MYy OTpPUIATEIbHONM OOpaTHOW CBSI3U, UTO
NPUBOAUT K YBEIMYECHHUIO KOJIMYECTBA MPEALIECTBEHHUKOB CTEPOUJIOB HAANOYECYHUKOB
npokcuManbHee Oiokazsl. B pesynabrare pasBuBaercs JeguuMT Koptuzosa. M30bITOK
MHUHEPATOKOPTUKOUTHOTO BO3JCHCTBUS CBSI3aH c Ype3MEPHOI ceKkperuen
NIe30KCUKOPTUKOCTepoHa. [Ipu 3ToM u30BITOYHAs CeKpelus HAAMOYEYHHKOBBIX aHJPOTECHOB
00yCIIOBIMBAET BHYTPUYTPOOHYIO BUPHIIM3AIMIO Y JIEBOUYEK M MMOCTHATAIbHYIO BUPMIH3AIUIO Y
JIEBOYEK U MAJIbUUKOB.

Knuandeckne mpu3Hakv CXOAHBI C TAaKOBBIMU TIPH MPOCTOW BUPHIM3HpYIOMEH (hopme
BI'KH. V neBouek — BHpmiIM3alys, IPOrpecCUpyIolas ¢ BO3pacTOM, HENPABUIBHOE CTPOCHHE
Hapy’KHbIX TEHUTAIMW; Yy MAaJb4MKOB — MPEKICBPEMEHHOE IIOJIOBOE CO3pPEBAHHUE IO
U30CEKCyalIbHOMY THITy; Yy JAeTedl oboux monoB— ¢ 1,5-2 ner mnpu3Hakud YCKOPEHHOTO
(Gu3MYECKOr0 M TOJOBOrO Pa3BUTHS MO MACKYJWHHOMY THIY, 3aKpbITHE POCTOBBIX 30H K 9—
10 rogam. Jlerkoe TeueHue 3a00yieBaHUS TAKXKE MPOSIBIISCTCS MO3HEE — B JIETCKOM WM JIaXKe
MoJIoIoM Bo3pacTe. [IpuHUIMNUANbHBIM OTIMYMEM OT aeduumrta 21-TUapOKCHUIa3bl SBISETCS
apTepuanbHas TUIIEPTEH3Us, KOTOPYIO CUYMTAIOT BTOPHUYHOW Ha (POHE MHUHEPATOKOPTUKOHIHOTO
BO3JICUCTBUS M30BITKA JE30KCUKOPTUKOCTEPOHA, 3aICPKKHU HATpHUsl M Bobl, Bo3pactanus OL[K.
Moer HaOJIOAATHCS THIOKAIMEMHUS C XapaKTepPHbIMU NpPU3HAKaMHU (MBIIIEYHAs CIaboCTh,
HapyIICHUS CEPJIEYHOr0 PHUTMA, MOJUYPHS, MOJHUIUICHUS, aJKajo3), CBUAETEILCTBYIOIIHNE 00
U30BITOYHOM CHHTE3€ MHMHEPAJOKOPTUKOMAO0B. HO aKTMBHOCTH pEeHMHA IUIa3Mbl MOBBIIICHA.
OtmeuaroT cnabyro KOppeNslui0 MEKIy CeKpeluen e30KCHUKOPTHUKOCTEPOHA U MPUCYTCTBUEM
runepren3un. bomee TOoro, B peakux clydasx COOOIIAIOT O pPa3sBUTHH HEOOBSICHUMOTO
COJIBTEPSIOIIETO CUHAPOMA.

[ToBbimienue AJl oTMeuyaeTcs B paHHEM BO3pacTe, MPAKTUYECKHU C IIEPBOT0 T0/1a )KU3HH (Y
50-80 % HOBOPOXKICHHBIX OTMEYAETCS 3aJepyKKa HATPUs, apTepUalIbHAsl TUIIEPTEH3US).

Huaenocmuxa. KnuHuueckass KapTHHAa U TOPMOHAIBHO-METa0OMUYECKUE CIBUTU TIPH
HejocTaToyHOCTH 11-0eTa-ruapoKcuia3bl XapaKTepPU3yIOTCSl 3HAYUTENBHON H3MEHYHUBOCTHIO.



He Bcerna Habmofaercst codeTaHue apTeprualbHON IMIIEPTOHUH, THITOKAIMEMUH U BUPWIIN3ALMH
WIM COYETAaHWE IMOBBIIEHUS YpoBHSA |1-71€30KCHMKOpTH307a WM TOBBINIEHHS YpoBHA 11-
JI€30KCUKOPTUKOCTEPOHA.

IIpu  knaccuyeckoil  GopMe  BBIABISIOTCS ~ THUIEPHATPUEMHS,  TUIOKATUEMHUS,
3HAYUTEIBbHOE TNOBbIIIEHUE YpoBHA |1-me3okcukoptrszona U 11-1€30KCMKOPTUKOCTEPOHA B
celBOpoTKE  KpoBu. ConepkaHue  KOpTU30la  KpoBU  CHMKeHO, ypoBHH  AKTI,
JeTUAPOIUAHIPOCTEPOH-CYNIb(arTa, TECTOCTEPOHA IMOBBIIIEHbl, AKTUBHOCTh PEHUHA ILIA3MBI
cHmkeHa. KonuenTpanus 17-ruipokcunporecTepoHa B KpoBU HopMasibHa. CyTouHas SKCKpenus
17-xeTocTeponI0B 3HAYMUTEIHLHO TOBBINIEHA, a |7-OKCUKOPTUKOCTEPOUIOB — CHIDKEHa. [Ipum
yIABTPa3BYKOBOM MCCJIEIOBAHMM BBIABISAIOT TMIEPIUIA3UI0  HAANOYEYHHKOB, BHYTPEHHHE
TEHUTAJIUU COOTBETCTBYIOT F€HOTUILY.

Jls HEOHATAIbHOIO CKPUHHMHIA HOBOPOXKACHHBIX (J1eTel ¢ OMCEKCyallbHbIM CTPOCHHEM
Hapy)XHbIX IOJOBBIX OPraHOB, MaJbYMKOB C CHUHAPOMOM IIOTEPU COJM, THIEpPKATMEMUEN U
TUIIOHAaTPHUEMHUEH, MAaKpOIr€HUTOCOMMEN) Hanbosnee 3HAYMMBbIM SIBJISIETCS OINPEJCIICHUE YPOBHSI
11-ne3oxcukopTusona u 11-ne30kcukopTUKOCTEPOHA, YpoBHA peHnHa mina3Mel 1 AKTI kposu.

[Ipu mo3nmue# (HekIaccu4eckoi) ¢(opmMe yMEpPeHHO TIOBBIMICHBI ypoBHH 11-
J€30KCUKOPTU30J1a, 11-1€30KCUKOPTUKOCTEPOHA, JeTUAPOIUAHIPOCTEPOH-CYNb(para,
TECTOCTEpOHA KPOBH M HMX MeTaboauThl B Moue. [loBwllieHa cyTodHas JKckperus 17-
KETOCTEpOHIOB. BBISBIISIETCS CHIDKEHHE YPOBHEW JIOTPONMHA, (POIMTPONMHA W TOBBIIICHHE
IIPOTeCTEPOHA B KPOBU.

HenocraTouHnocth ajibaocrepon-cunteTasnl [22, 30, 40, 41, 45, 51, 54, 58]

HapymieHust nesiTeIbHOCTH pa3InYHbIX (EpMEHTOB, B TOM uucie 18-ruapokcunassl, 18-
THJIPOKCUKOPTUKOCTEPOH-JETUAPOreHas3bl, O00yCIIOBIEeHbl JAe()eKToM B  (EepMEHTATUBHOU
NeSITeIbHOCTH OJHOTO (pepMEHTa, Ha3bIBAEMOTO aJbJIOCTEPOH-CUHTETa30i. AJbIOCTEPOH-
CHHTETa3a — KIII04YEeBOH (DEpMEHT CHHTE3a ajabJ0CTEPOHA, HE BIMUSET Ha CHUHTE3 KOPTU30JIA U
HOJIOBBIX cTepounoB. [Ipu neduiuTe ambI0CTEpOH-CUHTETA3bl PAa3BUBAIOTCS THIIOHATPUEMMS,
rUNepKajueMus 1 00€3B0KMBAaHUE BCIIEICTBUE JE(PHUIMTA allbAOCTEPOHA.

Henocratounocts P450-okcumopenykrassi [30, 40, 45, 49]

Onwucanbl MaMeHTbl ¢ OMOXUMHUYECKUMH TpU3HAKaMH codeTaHus aepunura 17-anbda-
rupokcuiazel U 21-ruapokcunassl. [lpyumHa — Myrtauum B TeHe, koaupyromem P450-
OKCHJOPENyKTa3y.

bazanpHas cekpeuuss KOpPTH30Ja MOKET OBITb HOPMalbHOH, HO y OOJBIIMHCTBA
NAIMEeHTOB HENOCTaTOYeH OTBeT KopTuzona Ha crumyssinuio AKTI u, Takum obpasom,
TpeOyeTcs 3aMeCTUTEIbHAsI TePAUsl IITFOKOKOPTUKOUAAMHU.

CHmxenne akTuBHOCTHM 17,20-1Ma3sl NpPUBOAMT K  HENOCTATOYHOCTH  CUHTE3a
aHAPOTEHOB, U MOPAKXCHHBIE MATIBYMKHU YaCTO POKIAKOTCS ¢ HEJOCTATOYHOM MaCKyJINHU3ALMUEH.
HanpotuB, OONBIIMHCTBO TMOPaXEHHBIX JIEBOUYEK POXKAAIOTCA C BUPWUIM3ALMEH IOJIOBBIX
opraHoB. Ilocine poxaeHust BHpWIM3alMs HE IPOrPECCUPYET, KOHILCHTpAalUs aHAPOTCHOB B
KpPOBH B LIEJIOM HU3Kasl.

VY HekoTOopbIX MaTepeil BO BpeMsi OEpEeMEHHOCTH MOPAKEHHBIM IUIOJOM Pa3BUBAIOTCA
NPU3HAKM BUPWIM3AIMM, HCYE3AIOIIME Cpa3y IOCIe pPOJOB, TaKUM 00pa3oM, yKas3blBas Ha
BHYTPUMATOUYHBIN U30BITOK aHIPOT€HOB.

VY mopakeHHBIX JeTel TaKkKe MOTYT ObITh KpaHHO(aIMadbHble Malb(OpMaLUU C
BBIPDOKECHHBIM pa3BUTHEM JIOOHOW KOCTM W CPEIHEIUIIEBOM THIOIUIA3MEeH C IMUPOKOW H
VIUIOIIEHHON TIepeHOoCullel, TpPYIIEBUAHBIM HOCOM U HHU3KO IIOCRKEHHBIMU  YUIHBIMU
pakoBUHaMH, Maidb(opMaIluu KOCTEH, KPaHHUOCHHOCTO3 W CHHOCTO3 JIYYEBOM M ILICYEBOM
KOCTEH, B HEKOTOPBIX CIIy4yasiX aHAJIOTUYHBIM CHHAPOMY BPOXKICHHON MaibhopManuu AHTIN—
buxkcnepa.

Oror Bapuant BJIKH wirocTpupyeT Hanuuue anbTEPHATUBHOIO IIYTH CHHTE3a
aHJIPOT€HOB y YEJIOBEKA, MMEIOUIErocs TOJBKO Yy IUIOAa M OOBSCHAIOLIET0 OYEBHHBIE
IPOTHBOPEYHMBBIC HAXOAKH MPEHATAIBHOTO N30BITKA aHAPOTEHOB U MOCTAHATAIILHOTO Je(UIINTA
AQHJPOTCHOB. YUHUTHIBAsK YHUCIO MAalMEHTOB ¢ aeduiutom P450-okcumopenykrasnl, OMMCaHHBIX



3a KOPOTKHUM MepHoA Mocie NepBOHAYAIBLHOIO OOBSICHEHNS MOJIEKYJISIPHOM NMPUYMHBI 0O0JIE3HH,
3TOT BapHAHT MOXET OBITh BTOPOIi 10 yactote mpuunHoit BJIKH.

AudhhepenyuavHolil duazHo3

JubdepeHnnanbHplii  MarHo3 y JeTed TMEepBBIX MECSAIEeB JKU3HU TPOBOJMUTCS C

3a00JIeBaHUAMHU, UMEIOLIMMU CUMIITOMBI, CXOAHBIE ¢ MposiBIeHUsIMHA pa3HbIX (Gopm BIAKH [17,
22, 30, 40, 41, 45, 49-55]:

e Jlpyrue ¢popmsr BAKH

Heduuut 5-anppa-penyKrassl.

CHuHApPOM HEUYBCTBUTEIBHOCTH K aHAPOTEHAM.

CuHApOMBI HAPYIICHHS TTOJIOBOTO PA3BUTHSI.

['unonuasust HAANMOYEYHUKOB.

HaanovyeunukoBas HEAOCTaTOYHOCTb.

CemeitHbIi 1eHUIUT TITIOKOKOPTUKOHIOB.
benkoBo-3HepreTHUeckast HEIOCTaATOUHOCTD.

MyKoBUCLIHI03.

Bpoxaennsie pepMeHTONaTHH.

Hapymenust BOTHO-3JEKTPOIUTHOTO OOMEHA PYrol STHOJOTHUH, IPUBOSIINE K
9KCHKO3Y, TUIIOHATPUEMUH, TUIIEPKATUEMHH, TUTTOKATUEMUU.
[Tunopocnasm, TUIOPOCTEHO3.

Kuieunas HempoxoauMocCTb.

Cungpom baprepa.

[TepBUYHBIN THIIEPATBAOCTEPOHU3M.

Onyxonu KOpbl HA/IMTOYEYHUKOB.

JleueHHne

Oomue mpunnunsbi [22, 30, 39-41, 45, 48, 53, 55, 61]
Lens Tepammu BJKH — 3amemnienne moTpeOHOCTH B TIIIOKOKOPTHKOMAAX U
MUHEPATOKOPTUKONAAX TMPU HOPMAIbHBIX YCIOBUSX M MpPH CTpecce, AJii TOr0 YTOOBI
MPEAOTBPATUTh PAa3BUTHUE HEIOCTATOUYHOCTH HAJIOYEUHUKOB WU HAKOIUICHUE BCIEICTBUE
ypeamepHoil cexkpeunn AKTI mnpeAmecTBEeHHUKOB TOPMOHOB, KOTOPBIE BbI3BIBAIOT
MacCKYJIUHU3AIHIO.
Hetu ¢ xknaccuueckoit popmoit BJIKH n cumnTomarnueckue mareHThl ¢ HEKJIACCUUECKON
dbopmoii 3ab01eBaHus TPEOYIOT BBEICHUS TIIOKOKOPTHKOU-T0B. beccuMnTtoMHabie O0IhHBIC
C HEKJIAaCCUYECKON (opMOH BPOKICHHOM THUIIEPIUIa3UH HAAMOYEYHUKOB, KaK MPaBUIIO, HE
TpeOYIOT JIeUEeHUSI.
Jletu ¢ mnpu3HaKaMHU HapylleHHs] MOJO0BOM AUQPGEPEHUUPOBKU JOKHBI TIIATEIBHO
HaOIOaThCS B TJIAHE BO3MOXKHOTO Pa3BUTHS CUMITOMOB cojbTepstomen ¢popmbr BJIKH.
DONEKTPOIUTHBIE HAPYIICHUS TPHU CONbTepstomiei Gopme MaHU(DECTUPYIOT B BO3pacTe OT
HECKOJBKHUX JTHEH 710 3 Hefelb (caMoe Mo3iHee B Bo3pacTe 1 Mecsiia) 1 MOTYT HaOIIoAaThCs
U y OOJNBHBIX JAeTell ¢ HeTsbKenol BupmiM3anueil. Ha mpoTsykeHnH nepBhIX HEleb KU3HU
clenyeT TINATeNbHO, 4Yepe3 JeHb, KOHTPOJIHUPOBATH Maccy Tena, OallaHC >KUAKOCTH HU
YPOBEHb 3JIEKTPOJIUTOB KPOBH ISl CBOEBPEMEHHOTO BBISIBIICHUS THUIIOHATPUEMHUU WIH
runiepkanueMun. [Ipu erkux nposiBiaeHusx conpTepsitomieit hopmsl BJIKH, anekTpoauTHbIe
HapyLIEeHUs MOTYT MaHU(eCTUPOBaTh HA (OHE MHTEPKYPPEHTHBIX 3a00JIeBaHUl.
Jetu c¢ perumparainuei, TUMIOHATPUEMHEH, THNEpKaTueMuerd (BO3MOXKHOCTh HAIMYHUS
conprepsronieit popmel BJIKH!), moymKHBI TOTYyYUTh BHYTPUBEHHO M30TOHUYECKUN PacTBOP
HaTpusi xaopuma (20 Ma/kr wiu 450 Mi/M®) B TedeHHE MepBOrO dYaca, IS TOFO YTOOBI
BOCCTAHOBUTh BHYTPHUCOCYAMCTHIH 00beM U AJl. DTa mo3a MoxeT OBITh TOBTOpPEHA, €CIU
AJl octaercst HU3KUM. PacTBOPHI ITIOKO3bI BBOAATCS MPU THMOTJIMKEMUH U BKIIIOYAIOTCS B
IporpaMMy perujipataliid Mociie BBEACHHsI OOJIOCHOH /103bl M30TOHHMYECKOTO pPacTBOpa
HaTpHs XJIOpUJIA.



[Ipu moxo3peHn Ha HaTW4Me HapylieHWUs (YHKIIUHA HAATMOYECYHHKOB, MOcie Habopa mpod

KPOBH ISl U3MEPEHUSI YPOBHSI AJIEKTPOJIIUTOB, TIIIOKO3bI, KOPTHU30Ja, albJoCcTepoHa u 17-

THJIPOKCUIIPOTECTEPOHA, PEOEHKY BBOISATCS TJIIOKOKOPTUKOUABL. JleueHne He IOJIKHO

OTKJIAJIBIBATHCS IO MOJYUYECHHUS MMOATBEPKAAIOIINX TAO0OPATOPHBIX PE3YIbTATOB.

Hetsm ¢ mono3peHueM Ha Ae@uuuT 21-TUApOKCHIIA3bI MOCIe MPOBEACHUS na60paTo§)me

aHATM30B HY)KHO HayaTh BBEJCHHME THMJIPOKOPTH30HAa BHYTPb B 103e 20 Mr/m‘/cyr,

pa3aeneHHoN Ha 3 mpueMa yepes KaxKble 8 4acoB.

O Ilpemapatrom BbIOOpa uIsi JAeTed C OTKPHITBIMH 30HAMH  pOCTa  SIBIISCTCS
Ta0JETUPOBAHHBIA THUIPOKOPTU30H (KOopTed), KOTOPHIA NMPUHUMAETCS TPOEKPAaTHO B
CYTKH B PaBHBIX J03aX M Y€pe3 paBHbIC MPOMEKYTKH BpeMeHU. ViMes KOpOTKUil mepro;
MOJTY’KU3HH, THAPOKOPTU30H OKa3blBa€T MHUHHUMAJIbHOE CYNPECCHUBHOE BO3JEHUCTBHE Ha
nporecchl pocTa peOeHKa 10 CpPaBHEHHIO C JPYTUMH  TIIIOKOKOPTHKOWIHBIMH
npernapatamMu. Y neTedl MmyOepTaTHOro M IOCTIIyOepTaTHOro BO3pacTa BO3MOXKHO
NPUMEHEHHE TPOJIOHTUPOBAHHBIX NPENapaToB — MPETHU30JI0OHA U JIeKcaMeTazoHa [45,
55, 61].

0 Cpennue cyTo4YHBIC O3Bl TUAPOKOPTU30HA cocTaBisioT 10-20 mr/M?. YKa3aHHBIC JO3bI
BhINIE, YeM (DPU3UOJIOTHYECKasi CeKpenusi KopTuzoma: 7-9 mr/m® — Yy HOBOPOXXJICHHBIX 1
ITPYAHBIX Jered u 6-/ Mr/m?  — y Jered crapuero Bospacra. IIpumeHnsemsie
cynpadu3n0IOTHIECKHUE 03Bl TIIOKOKOpTUKONIOB mpu yedueHnun BJIKH neoOxomumbr
JUTSE TIOJIABJICHUS] THIEPCEKPEIM aHAPOTEHOB W TMPEAYNPEKICHUS Pa3BUTHS OCTPOM
HaAMOYCYHUKOBOM HeocTaTouHoCcTH [45, 55, 61].

[Tocne crabunuzanuu coctosinus, aersam ¢ BI'KH npoBoautces murenbHas 3aMecTUTENbHAS

rOpMOHaNbHAs Tepanus (B 3aBUCUMOCTH OT THIIA BBISIBICHHBIX  HAPYIICHUN).

['MIOKOKOPTUKOUIHYIO TepANUI0 HEOOXOJUMO TIIATEIHHO KOHTPOIUPOBATD.

0 IlepBoHauanbHas CyTOUHAs /1032 TUAPOKOPTH30HA Y JIETEH MEpBOro Toja KU3HH MOKET
nocturath 20-25 mr/mM2. OgHako cienyeT u30erath JUIMTETbHOTO TPUMEHEHUS THX /103
y pebenka. B cpeanem y neteii crapiie 1 rona cyrodHas 103a THAPOKOPTU30HA JOJDKHA
coctaBiATh 10-15 mr/m2.

0 KouTpons agekBaTHOCTH Tepanuu aedunuta 21-THIPOKCHIIA3Bl OCHOBAH HAa JAaHHBIX
TOPMOHAJILHOTO 00ciefoBaHus (ompeAeneHue YpoBHS 17 THAPOKCUIIPOrecTepoHa
CBIBOPOTKH KPOBH, a TaKXKe JJOMOJIHUTEIBHO YPOBHS AaHIPOCTEHAMOHA B KPOBH U
9KCKpPELHMIO TMPErHaHTpUONa C MOYOW) M TMOKa3aTensix (PU3UYECKOro pa3BUTHUS
(MOHMTOPUHI poOCTa, Beca, €XEroJHas OLIEHKa KOCTHOI'O BO3pacTa y JAeTed crapiie
2 net). JKemarenbHO TOAJEPKUBATH YPOBEHBb 17-THAPOKCHUIIPOTECTEPOHA HA BEPXHHX
npeenax HOPMbI WIIM HECKOJILKO BBINIE HOPMAJBHBIX IS BO3pacTa 3HAYCHUH (4TOOBI
n30exarh rnepeno3upoBku mpenaparoB). M3mepenne konnentpamun AKTIT B mmaszme
MaJio TIOMOTa€eT B KOPPEKTUPOBKE /103 INIFOKOKOPTUKOUOB [45, 55, 61].

VY pacrymero pebGeHKa IOJATOCPOYHAsl 3aMECTHTENbHAs TIIOKOKOPTUKOMAHAS Tepamus

JOJKHa OBbITh cOallaHCUpOBaHA [UIsl NPEJOTBPAIICHUS CHMITOMOB HAANOYEUYHUKOBOM

HEIOCTaTOYHOCTH, ¥ B TO K€ BpeMs JOJDKHA MO3BOJATH PEOCHKY pacTH ¢ HOPMAaJbHOM

CKOPOCTBIO W HE MPHUBOJUTH K PA3BUTHIO CHMIITOMOB H30bITKAa TJIIOKOKOPTUKOWIOB.

Jlo3upoBKka A0MmKHA OBITH aJanTUPOBaHA K KaXKIOMY MAalMEeHTy. B HacTosiiee BpeMs HET

JOCTYMHBIX TPENnaparoB, CIOCOOHBIX HWMHUTHUPOBATh CYTOUHBIM PUTM (U3NOIOTHYECKOM

CEKpEeLMU KOPTHU30JIa.

Bce manmeHtsl C combTepsitoniel  (GopMON HYXKITAIOTCS B 3aMECTUTEIBHOW Tepanmuu

MuHepajokopTukonaamMu. HyXHO  KOHTponupoBaThb U  KOPPUTHPOBATh  JOTAIUIO

MUHEPATIOKOPTUKOUIOB U HATPHSL.

0 [Ilpenapar ¢ MUHEPATIOKOPTUKOUTHBIMU CBOMCTBaMU — (IIyApOKOPTU30H (KOpTHHED D).
CraproBas no3a cocrasiuser 0,05-0,2 Mr/cyT. Y HOBOPOXXKICHHBIX JeTell MOTPeOHOCTH B
MUHepanokopTukonnax camas Beicokas — 0,1-0,3 mr/cyr. B OonpmmHCTBE CitydaeB
HE00X0uM JBYKpaTHBIN mpueM kopTuHe(dda B yrpernue yacsl (7.00) u B JTHEBHOE WIH
pannee Beuepnee Bpemsa  (15.00-18.00). C  BoszpacToM  TOTpPeOHOCTH B
MUHEPATOKOPTUKOMNIAX CHIKACTCS.



O MuaneHipl ¢ conbTepsronie (GopmMoil HyKIarTCs B AoTanuu Xjopuaa Hatpus (1-
4 r/cyt genarcs Ha 4 mpueMa W JAIOTCS BMECTE CO CMECBIO WIIM BOAOH IS muths). [lpu
no100paHHOMN 7103 MUHEPATIOKOPTUKOUIOB JOTALIMS COJIM MOKET ObITh HE MTOKa3aHa.

0 Koppekuus m03b61 TPOBOAWTCS HA OCHOBAHWW HAIWYUS KIMHHYECKUX CHMIITOMOB
nedunuTa MUHEPATOKOPTUKOMIOB: IUIOXOTO aIMeTHTa, YacThIX CPBITMBaHUl, PBOTHI,
IUIOXOM MpUOaBKHU B BeCe, CHUKEHHOTO Typropa koxu, Hu3koro AJl. O HeoOxoaumocTu
YBEJIMYEHUS JT03bl CBHUJETENBCTBYIOT IOBBIIICHUE YPOBHS Kallis U CHUYKEHUE YPOBHS
HATpPUS B KPOBH, POCT aKTUBHOCTH PEHUHA TJIA3MBI.

O Xota JedeKT CcHHTe3a albJO0CTepOHa KIMHUYECKH TPOSBISETCS TOJIBKO TpHU
coypTepsome hopme, CyOKITMHUYSCKUN JASPUITUT aTbJOCTEPOHA MOXKET UMEThCS MPHU
Bcex ¢opmax nepurura 21-runpokcuiassl. AKTUBHOCTh PEHUHA IUIa3Mbl HEOOXOAMMO
U3MEPATh BCEM NAal[MeHTaM BHE 3aBUCHUMOCTH OT HAJWYMsl CUMITOMOB TOTEPH COJIH.
[TockonbKy TOBBIIICHHE AKTUBHOCTH PEHHMHA MPEIIIECTBYET Pa3BUTHIO KIMHHUYECKHX
CUMIOTOMOB TOTEpU COJHM, Ha3HaueHHe KopTuHedda ManMeHTaM C TMOBBIIICHHOMN
aKTUBHOCTBIO PEHMHA IO3BOJUT NPEIOTBPATUTH cojbTepstomuil kpu3. Kpome Toro,
Ha3HAYeHHE MUHEPATOKOPTUKOUAHBIX IPENapaToB yMEHbIIAET MOTPEOHOCTh B
TIIIOKOKOPTUKOMJIAX, CIIEOBATENLHO, JeaeT BO3MOKHBIM JOCTH)KEHHE MAaKCHMAJIbHOTO
KOHEYHOTI'0 pocCTa.

0 KiuHuveckuMu CUMITOMaMHU NEPEI03UPOBKH MUHEPATOKOPTUKOHIOB SIBIISIOTCS OTEKH,
Taxukapaus, nossiieHne AJl. JlabopaTopHble MpU3HAKK — TEHIAEHIUS K TUIIOKAINEMUN
Y CHW)KEHHBIM ypOBEHb aKTUBHOCTH pEHMHA IIa3Mel [45, 55, 61].

Hannoueunuku pebenka, nmeromiero kinaccuueckyto BI'KH, He moryT obecrneunts cuHTE3

JIOCTAaTOYHOTO KOJIMYECTBA KOPTU30JIa B CTPECCOBOM CHUTyallUd JUI TPEAOTBpPAIICHUS

pa3BUTHSA OCTPOM HAAMOYEUHUKOBOW HeJZOCTAaTOYHOCTU. JleTm TpeOyroT aoTamuu

TUAPOKOPTU30HA TPU TAaKUX CHUTYaAIUsAX, Kak 3a00JIeBaHUS, MPOTEKAMIINE C JTHXOPATKOM

(temmeparypa Tena Oomnee 38,5 °C), racTpodHTEpUT C OOE3BOKMBAHUEM, TpPaBMbl U

oTepanuu 1moja OOIMIMM HapKO30M (HO He TPeOYIOT BO BPEMsl SMOIMOHAILHOTO CTpecca MU

nepex ¢uznyeckor Harpyskoil). Bo Bpems 3a0oieBaHMsS YMEPEHHOM TSKECTH HEOOXOIUMO

YBEJIUYCHUE OOBIYHOM TMOJACPKUBAIONMICH J03bI THAPOKOPTH30HA B 2-3 pa3a Ipu

SHTEpAJILHOM BBEJCHHMU. B ciydyae pBOTHI — mepexo]l Ha mapeHTepaibHoe BBeneHue (50—

75 Mr/m? THAPOKOPTHU30HA BHYTPUMBIIICUYHO WJIM BHYTpHBEHHO). [Ipu cepbe3Hoil onepamuu

(3a 24 vaca ;10 ¥ TIOCJIE OTEepaIK) BBOJUTCS yBeITUUEHHas B 2—3 pa3a J103a TUAPOKOPTU30HA

(75 mr/M° B CyTKH, pazfieieHHbie Ha 3—4 BHYTpUBEHHBIX BBeAeHUs). [Ipu ymydmennn —

YMEHBILIEHUE 03Bl 0 MOAACPKHUBAIOLIEH B TEUEHHWE HECKOJIBKUX JHEH M Iepexoi Ha

SHTEpaJbHOE BBeleHHE. BO3MOXXKHO BBeJEHHE HKBUBAJICHTHOW M03bl METUINPEIHU3OIOHA

WIH IeKCaMeTa30Ha.

[TarueHTsl HE MOMKHBI TOJNOAATh BO BpEMsl OCTPbIX 3a00JieBaHUN, MaJleHbKHE METH

HYXKJAIOTCS B O3TO BpeMsi B JOTAllUd TJIFOKO3bI M DJICKTPOIHUTOB (PUCK Ppa3BUTHA

TUTIOTJIMKEMUH W DJIGKTPOJIUTHOrO aucOanmanca). Ilpm wu30bITOuHOM Macce Tena —

OTpaHHYCHUE KATOPaXKa.

Orpannyenust GpuU3M4ecKOl aKTUBHOCTH HE HYXKHBI, €CIM MPOBOJIUTCS COOTBECTBYIOIIAS

3aMEeCTUTENbHAs Teparnusl.

Hapsny c koHcepBaTMBHOI Tepamueil aeBoukaM ¢ Kiaccuueckumu (opmamu BJIKH

MPOBOAMTCS XHPYpPrHUecKas KOPPEKIHsl HapyXHBIX reHuTammid. @deMuHU3Npyomas

IUTACTHKA HAPYKHBIX T€HUTAJIUN BKIIOYAET PE3EKINI0 KIUTOPA C COXPAaHEHHEM COCYAMCTO-

HEPBHOI'O Iy4YKa, TOJIOBKU U MPEMYIUATBHONH KOXKH, (OPMUPOBAHUE BXOJa BO BIIAralIUIIIe.

[Ipu OoOmbINION CTENEHW BUPUIM3AINMKM TEHUTAJIHMH MOXKET MOTpeOOBaThCS BTOPOM ATal

OTIEpPATUBHOTO JIEYCHUs (BarMHOIUIACTHKA) TIOCJIE IOJOBOTO CO3peBaHMs. Y JEBOYEK C

BBICOKOH cTemneHblo Bupmianzanuu (mo I[lpagepy > 3) xnmTopanbHas ¥ MPOMEKHOCTHAs

PEKOHCTPYKIIUU JOJKHBI TMPOBOJUTHCS B MIIAJCHUECTBE (TPATUIIMOHHBIN MOAXOM) U

BBITMOJHATHCS OMBITHBIM XUpYyprom. Pemienune o0 omepanuu NpUHUMAeTcs KOHCHINYMOM

CTHELHATUCTOB (JETCKU XUPYpr, YpOJIOT, AETCKUN SHIAOKPUHOJIOT, T€HETHK, ICHUXHATP)

nocine oOCyXIeHHs mpoOiieMbl C uileHaMH ceMbd. Her paHIOMH3MPOBAHHBIX

KOHTPOJIMPYEMBIX HCCIIEIOBaHMM, KOTOpbIE Obl PEKOMEHIOBAIM JYYIIWNA BO3PACT HIU

aydiue MeTonbl pemuausupyromux onepanuidi. Ecmm BI'KH conpoBokmaercs nedummrom



MOJIOBBIX TOPMOHOB, JUISI CTUMYJSLUU Pa3BUTUS BTOPUYHBIX IOJOBBIX IPU3HAKOB B
nyOepTaTHOM BO3pacTe MPOBOJAT 3aMECTUTENBHYIO TEpamuio aHAPOreHAMH MU
3CTPOTreHaMHU.

OKCEepUMEHTAILHOE JICUEHHE:

o B HacTosAIIEe BpeMs HCCIenyeTcs KOMOHWHUPOBAaHHOE HCIIOJIb30BAHNE
TTIOKOKOPTUKOUIOB  (mms  momaBieHuss mnpoumsBojactBa AKTIT uw  anaporeHoB
HA/MOYEYHUKOB),  MUHEPATOKOPTUKOUIOB (71  yMEHBIIEHUS  KOHILIECHTPAIUH
anruoren3uHa Il), narnOuTopa apomarasbl (IS 3aMEIJICHUS CO3PEBAHHS CKEleTa) U
¢dyramuga (610KkaTopa aHIAPOTEHOB IS YMEHBIICHUS BUpUIH3aun) [55].

O VY HEKOTOpBIX OOJBHBIX pPa3BUBAETCS MPEXKIEBPEMEHHOE II0JIOBOE CO3PEBAaHUE, YTO
IPUBOJIUT K YMEHBILIEHUIO OKOHYATEJIBbHOIO pocTa. [lomaBieHue monoBoro co3peBaHus
JUINTETIbHBIM ~ IPUMEHEHHWEM  aroHUCTa  TOHAJOTPONUH-PUIU3UHI-TOPMOHA  C
OJIHOBPEMEHHOH CTUMYJISLMEN pOCTa TOPMOHOM POCTa MOXKET YACTUYHO YJIYULIUTh POCT
mamenTa [55, 62].

O CrHopHbIM SBJISETCS  UCIOJIB30BAHME JBYCTOPOHHEN aapeHaidkromuu. [lanHoe
BMEIIATEIBCTBO CHUKAET PUCK MACKYIMHHU3AIUHU Y KEHIIUH U MO3BOJISIET UCIIOJIB30BATh
Oosiee HU3KUE J103bI TOPMOHOB JUIsl JICUCHHSI, OJTHAKO MMEET BBICOKUI XUPYpPrUUYECKHM
PUCK M  BBICOKMH PHUCK BO3MOXXHOCTH Pa3BUTHUS OCTPOM  HAAMOYECUHUKOBOM
HEJ0CTAaTOYHOCTHU IIPU CTPECCOBBIX peakusx [55].

0 IlpoBoastcs wuccnenoBaHUs, KacarolIMecs BO3MOXKHOCTH KOPPEKIUH jAeduiura
aJipeHaJIMHA IIPU CTPECCOBBIX peakuusax y nanueHtoB ¢ BJIKH, ncnons3oBanus AKTI -
AQHTArOHUCTOB, MPUMEHEHUS TEHHOM Tepanuu [S5].

Heotaoxuast momours [22, 30, 40, 41, 45, 51, 55]

[TanmenTam ¢ pe3ko pa3BUBLIEHCS apTepUaIbHON TMIIOTEH3UEN (TMIIOTOHUYECKUM KpPU30M)
BHYTpUBEHHO BBOAAT 0,9%-#1 (M30TOHMYECKHIi) pacTBOp xyuopuaa Hatpus (450 MIT/M? B
20 mu1/kr) B TeueHue mepBoro 4aca. Jlanee ciemxyet HenpepbsiBHAS HH(Y3HUS N30TOHUYECKOTO
pacTBOpa HATPUS XJIOPHA M PACTBOPA TIIOKO3bI JUIs obecieuenns oobema 3200 Mi/m>/cyT
(o1 KOHTPOJIEM TTOKa3aTeJIe BOIHO-3JIEKTPOJIMTHOTO OOMEHA).

[Ipu HaTMYMK TUMTOTIIMKEMUN BHYTPUBEHHO CTPYHHO BBOAUTCS 2—4 MII/KT

10%-ro pacTBOpa TJIOKO3BI ISl JOCTHXKEHHS HOPMOITHUKEMHH, B MOCJIEIYIOIEM —
HenpepbIBHAA HHQY3US TIIFOKO3bI Ul TPEJOTBPAILICHHS THITOTITMKEMHH.

Hetu c comprepstomeit popmoit BJIKH He HyxknatoTcs B 1OTalMy Kajivs, MOCKOJIbKY OHH,
KaK IpaBUIo, UMEIOT runepkaareMuto. OJHaKo ManueHTsl ¢ geguuutoM 11-rugpokcunassl
u 17-anbda-rugpoKcuiia3bl MOTyT UMETh THIIOKATUEMHUIO (KOHTPOJIb YPOBHS Kanus!).

VY nanueHTOoB ¢ NpU3HAKaMHU HaJIOYEUHUKOBON HEIOCTATOYHOCTH UCIOJIB3YETCsl HadaJlbHas
cTpeccoBas no3a ruapokoptuzona (50-100 Mr/M° BHYTpHBEHHO), 3aTeM 50-100 MF/MZ/CYT
BHYTPUBEHHO (CyTOYHasi J03a JAEIMTCA W BBOAMTCS Kaxable 4—6 yacoB). ComocTaBUMBIE
ctpeccoBbie 110361 — 10-20 MI/M? METUJITIPEIHU30JI0OHa U 1-2 MI/M? IeKcaMeTa30Ha
BHYTPUBEHHO WM BHYTPUMBIIIEUHO. ['MIPOKOPTH30H SBISETCA IpernapaTtoM BbIOOpa.
MeTtuianpenHu3ooH U JIeKCaMeTa30H MMEIOT HE3HAYMTEIbHbI MUHEPaTOKOPTUKOMIHBIN
3 eKT, KpoMe TOro JAeKCaMeTa30H UMeeT 0oJiee BhIpaKeHHbIE TOOOYHBIE YPPEKTHI.
Crpecc-103bl THAPOKOPTU30HA UMEIOT )KM3HEHHO BaKHOE 3HAU€HHE, UX CleJyeT Ha3Ha4aTh
KaK MOKHO PaHblI€, OJHOBPEMEHHO C BHYTPUBEHHBIM BBEACHUEM KUAKOCTH.

[Ipu HEOOXOIUMOCTH — HCIIOJIB30BAaHUE Ba30IPECCOPOB, NalbHEUIIAass KOPPEKIHS YPOBHS
TJIFOKO3bI, KOPPEKIUS ONACHOM JUIsl )KU3HU T'MIIEPKAIMEMHUH, KOPPEKIIMS TMITOHATPUEMUH.
st 3aMeneHus MUHEPATOKOPTUKOMAOB HaszHadaroT (mynpokoptuzon 0,05-0,2 mr/cyT
(TIp¥ BO3MOKHOCTH SHTEPAIBHOTO BBEJICHHS).

Ipumep. Heomnoocnaa nomows npu coirvmepsioujell popme 8po#COeHHOU UNepniasull

Haonoyeunuxos (coenacrho npuxaszy MO3 Vipaunvr Ne 254 27.04.2006 «Ilpo 3ameepoicenns
NPOMOKONI8  HAOAHHA — MeOuuHoi  Odonomozu  Oimsam  3a  cneyianrbhicmio  «Qumsaua
E€HOOKPUHONO02ISY)!



e BayrpuBeHHO THApOoKOpTH30H 10—-20 MI/KT (WM TPEAHU30I0H 2—4 MI/KT), B JaJIbHEHIIIEM B
TEUEHHE CYTOK, [JI0 CTAaOMJIM3allud COCTOSIHMS, Kaxable 4 4aca BHYTPUBEHHO
THJIPOKOPTU30H — 10 2—4 MI/KT.

e [Ilocne mpekpallieHuss PBOTHI BBOJSAT MEPOPATBHO TMpernaparbl MUHEPATOKOPTHUKOHIOB —
baynpoxoptuzon (koptunedd) mo 0,1-0,2 mr B cyTKH.

e ( menplo peryapaTanuu HasHaudaroT 5%-i pactBop Ioko3bl B 0,9%-M pacTBOpe HaTpus
xmopuna (1:1)— 50 mi/kr B Teuenwe |-2wyac, 25 mu/kr — B TeueHue 3-4dac. B
JaTbHEHIIIEM, B 3aBUCUMOCTH OT COCTOSTHUSA OonbHOTO, — 20-25 Mir/kr. [Ipu BBIpaskeHHOM
TUMIOTJIMKEMUH UCTIOIBb3YIOT 10%-i pacTBOp IIIOKO3BI.

e [lpu 3HaumTenpbHOM cHWXeHUUW AJ] HazHawaroT nodamuH 8—10 MKI/KT/MHH, TIpU 3TOM
HeoOxoauM KOHTPoab AJl kaxasie 5—10 muH.

e [Ipu HEeykpoTUMOH PBOTE BHYTPUBEHHO ObICTpO BBOAUTCS 10%-it pacTBOp HATpuUs XJIOPHIA.

Ilocne craOunm3anmuu COCTOSHUS OOJNBHOTO, 03y TJIIOKOKOPTHKOWIOB YMEHBIIAIOT

MOCTENIEHHO, OOBIYHO B TEUCHHUE S5 CYTOK, /IO MOJCP>KUBAIOIICH.

[Tpu pH < 7,2 MOXHO BBOAUTH THAPOKAPOOHAT HATPHSI.

[IpoTBONIOKa3aHBI PACTBOPHI, COACPKALNE KATTUN.

KoHTpons mokazareneit HaTpusi, Kaius, XJIopa.

[Ipu runepkanuemun:

O OOBIYHO 3aMECTUTEILHOE BBEJICHUE JKUIKOCTH CHIKACT WU YCTPAHSET THICPKATUEMUIO;

0 eciu Ha OKI moBeimenue 3yona T, ynnmunenue untepana P-R, 1-s crenens cepaednoun
OJIoKazbpl ¢ BBIMAJCHHEM 3yOla P wiM mOsBISIOTCS KETYJOYKOBBIE apUTMHUU, BBOJIST
10%-# xampums rarokonat 0,5 MII/KT B/B TeUeHHE 2—5 MUHYT.

0 7,5%-i1 HaTtpusa 6ukapOOHAT Ha3HAYAIOT B 03¢ 2—3 MII/KT B TedeHue 30-60 MunyT.

IIpumep. Jlonzocpounoe neuenue convmepsroujei Gopmbvl BPOHCOEHHOU SUNEPRAAZUL
Haonoueunuxos (coenacrho npuxazy MO3 Vipaunvr Ne 254 27.04.2006 «Ilpo 3ameepoicenns
NPOMOKONI8  HAOAHHA ~ MeOuuHoi  donomoeu  Oimsam  3a  cneyianvHicmio  «/Jumsaua
E€HOOKPUHONO02ISY)!

A. JlnutesibHOE JIeYeHHe.

1) T IHOKOKOPTHKOU/IBI.

o T'mapokopTnsoH 15-25 Mr/M? Wil IPeHI3070H 3—5 Mr/M” OBEPXHOCTH Tela 3a 3 mpHeMa.

e [IpenmymniecTBEHHOE  MCIIONB30BAaHME  THAPOKOPTU30HA,  MOCKOJIBKY  JJIHUTEIHHO
JeMCTBYIOIIME TIpenapaThl (IeKcaMeTa3oH, MPEeIHN30JI0H) YaCTO BBI3BIBAIOT MEPEI03UPOBKU
U UX JI03Y CJIOKHEE MOI0UPATh.

e Kontponb 3¢hpekTnBHOCTH 103BI:

OTcyTcTBHE MAaTOTHOMOHUYHBIX KaJl00.

OTtcyTcTBHE Iporpecca aHIPOreHU3aluu.

Hopmanusamus TeMnoB pocTa U cO3peBaHuUs «KOCTHOT0» BO3pacTa.
Hopwmansnsiii yposens AKTT.

HopMmanbhslii ypoBeHb 1 7-0KCHIIPOrecTepoHa U IETUIPO3NUaHIPOCTEPOHA.
HopManbHas 3kckpenus ¢ Mouoil 17-KkeTocTeponios.

2) MuHEepaTOKOPTUKOU/IBL:

e  @unyapokoptuszon (koprunedd) mersm mo 1 roma — 0,18-0,3 mr/m2, 1-3 roma — 0,07-
0,1 mr/m 2, 3-14 netr — 0,025-0,05 mr/m 2. Ecnn no3a npesbimaer 0,1 Mr/cyt — pa3nenuTsb
ee Ha 2 nmpueMa (puem He no3aHee 17.00).

e Ha Bpems monbopa 1036l MHUHEPAIOKOPTHUKOWUIOB JOIMOJHUTEIHHO BBOJAAT IMOBAPEHHYIO
coib 110 0,3 r/kr/cyt. [lpu monoOpaHHOM 03¢ MUHEPATIOKOPTUKOUIOB JOMOIHUTEIBHOE €€
NPUMEHEHHE He MOKa3aHo.

e Kontponb 3¢hpekTnBHOCTH 103BI:

OTCYTCTBHE MaTOTHOMOHUYHBIX Kaj00;
HOpMaJbHbIE TOKA3aTeNN Kallusl U HATPHUS B KPOBH;
HopMaibHOe A/l;

HOpPMaJIbHBIA PEHUH I1a3MBl.

O O0OO0OO0O0O0o
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3) Buramun C B Bo3pacTHOU m03e, BuTamuHbl Bl, B2, kokapOokcuiaza B BO3pacTHOM
neyeOHOM 103e.

b. Jleuenue 00JHbHOr0, paHee HAXOAWBIIEIOCHA B COCTOSIHUM KOMIIEHCAIIMH, TPH
HHTEPKYPPEeHTHBIX  3a00JieBaHUAX (mpodunakTuka OCTpoOH HeI0CTATOYHOCTH
HAANMOYEeYHUKOB).

e Ilpu yMmepeHHBIX cTpeccax W JIeTKMX 3aboneBaHusix (0e3 mnmxopanku): Ha 3-5 gHei
YBEJIMYEHHUE J03bI TTIOKOKOPTUKOUOB B 2—3 pa3za OT HpeAblayIiel 6e3 n3MeHEH s pexXnumMa
BBEJICHUS, 3aT€M OBICTPOE CHMKEHHE JJ03bI 10 MOIEPKUBAIOLICH.

e [lpu TsmKensIx 3a007eBaHUAX (C IMXOPAIKON): YBEIUYCHHUE J103bI TNIIOKOKOPTUKOHUIOB B 2—
3 pa3a 1 BBEICHUE MpEnapaToB NapeHTEPaTbHO (BHYTPUMBILIEYHO).

e Ha ¢Qone TsKenbIX TpaBM M ONEPATUBHOIO BMEIIATENbCTBA: YBEJIMYEHHUE 03B
IJIIOKOKOPTUKOMJIOB B 3—5 pa3 U BBEIEHUE UX BHYTPUBEHHO KaIlelIbHO U BHYTPUMBILIEUHO,
T. €. Iepexo/] Ha 6a3MCHO-O0IIOCHBIN PEKUM BBOJA:

ba3ucHo: kanenbHO THAPOKOPTH30H 4 Mr/4ac;

BostocHO: BHYTPUMBIIIEYHO THIPOKOPTH30H 1-2 Mr/kr 2—-3 pa3za B cyTkH (B 6.00, 14.00 u
22.00; i B 6.00 1 18.00).

Kputepun 3¢ (eKTHBHOCTH JICUEHUS:

0 OrtcyTcTBYE KIMHUYECKUX MPOSBICHUN OOJIC3HH.

0 HopmanbHoe Qpu3nuecKoe U MoJIoBOe Pa3BUTHE.

0 Hopwmansasie ypouu K, Na, Cl kpoBu, KOpTH307a B KPOBH YTPOM HIJIH CYTOYHOM
Moue, 17-okcunporecTepoHa.

IIpenamaavHas duazHocmuka [30, 45, 49, 51, 57, 55]

[Ipenaranbnas nuarnoctuka BJIKH npenycmarpuBaer:

e Anamu3z JIHK xierox BopcuH xopuoHa B TpumecTpe, MOJEKYISIPHO-TEHETHYECKHUN
anamu3 JIHK knerox oxonomnonusix Boxa Bo Il Tpumectpe (mpeHarajibHasi AMarHOCTUKA
HEJI0OCTaTOYHOCTH 2 | -TUIPOKCHUIIA3bI).

e OrmpeneneHue KOHLEHTpalUu |7-ruapokcunporecrepoHa (M aHAPOCTEHIAMOHA) AN
JTUAarHOCTHKW  HEJIOCTATOYHOCTH 21-THIpOKCHia3bl B KpOBU OEpeMEHHOM U B
AMHUOTHYECKON XuAkocTu B | TpumecTpe (B mpoOax OKOJOIIIOMHBIX BOJ, MOTYy4aeMBbIX
IIPYU UCCIIEJOBAHUM BOPCUH XopuoHa) U || TpumecTpe (0K0I0IIIOAHBIE BOBI, TIOTYYEHHbIE
Py aMHUOIIEHTe3€). B OKOJOMIOMHBIX BOJAX MOXKHO ONpPEAeNsiTb HE TOJdbKo 17-
THUAPOKCUIIPOTECTEPOH W AHAPOCTEHIMOH, HO M 11-1e30kcuKopTH30s1 (IpeHaTalbHBIN
JMarHo3 HeA0CTaTOYHOCTH 1 1-0eTa-TuIpoKcuIasb).

e buomncuio xopuoHa Ha 5-0-if Hemene recTanmwu Ui ONPENEICHHS II0JIa IUIOJA H
TUIUPOBAHUS T€HOB THCTOCOBMecTUMOCTH HLA.

e B HEkoTOphIX chydasx MJIaHUPOBAaHUS OCPEMEHHOCTH TPHU COXPaHEHHOW (epTHILHOCTU
npoBosaTcs npodsl ¢ AKTI kak y MyxuuH, Tak U y *eHIuH. [lomyyeHHbIe pe3yabTaThl
MOT'YT OATBEPANTh Hannuue Hekiaccuyeckod BJIKH umnu rerepo3urorHoe HOCUTEIbCTBO
3a00JIeBaHUs, a TakXKe BBIIBUTH CTEMEHb pPHUCKA JUIS TUIOAA TMepea HACTYIUICHHEM
OEpEeMEHHOCTH.

[IpeHaTa/IbHOE JIeYeHHUE BPOXK/JE€HHOM runepijia3uyv KOpbl
HaJANO4YeYHHUKOB

[IpenatanbHOE J€UEeHHE TIIIOKOKOPTUKOMJAMHU, B YACTHOCTH JE€KCAMETa30HOM, MaTepeil
moa0B ¢ noxo3penueM Ha BJIKH mMoxkeT yMeHbIIUTH MPOSIBJICHUS] BUPUIIU3ALUKA Y JAEBOYEK C
nedururoMm 2 1-runpokcunassl [45, 55, 61, 63].

B OTJINYHE OT TUJIPOKOPTU30HA, KOTOpPBIN WHAKTUBUPYETCS 11B-
TUAPOKCUCTEPOUACTUIPOTEHA30M TUIALICHThI, Ha3HAYaeMbld MaTepH JEKCAMETa30H MOXKET
INPOHUKATh 4Yepe3 IUIAlEHTy, YrHeTas TMIIOTallaMO-TUINO(PU3apHO-HAAMNOYEYHUKOBYIO OCh Y
wioga. OAuH U3 PEKOMEHAYEMBIX TMOIXOAO0B NPOMUIAKTUKM 3aKII0YAaeTCs B Ha3HAUYCHUU
JNEKCaMETa30HOBOM  Tepaluyd MpH HACTYIUIGHHH OEpEeMEHHOCTH C BBICOKMM PHCKOM
BO3HUKHOBEHUS 3a00JIEBaHUS 10 TE€X IOP, MOKA AUATHO3 HE OYAET MCKIIIOUEH Y TUI0/Ia KEHCKOTO



nosa. JIyist Toro 4to0sl JeueHue Obuto 3¢ (HEKTUBHBIM, BBEJICHNE JEKCaMETa30Ha HYKHO HadaTh
He mo3xke 6-8-i1 Hexmenmu OEPEeMEHHOCTH, MOCKOJIbKY BHPWIHM3AIUS MPOUCXOIUT B TEUCHUE
nepBbIX 12 Henenb rectaunu. bepeMeHHON Ha3HAYaIOT JEKCAMETAa30H B CIy4ae pUCKa POKICHUS
00bHOTO pebeHKa (pPOIUTENN — HOCHUTENM MYTAaHTHOTO TeéHa, Halu4yhe OOJBHOro pebeHKa B
cembe) [45, 53, 63].

CornacHo mnportokony mpeninoxkeHHomy A.D. Carlson et al. (1999), kak Tonbko
JTUarHOCTHPOBAJach OEPEMEHHOCTh, JKEHIIMHE Ha3zHadayics Jaekcamera3oH — 20 MKI/Kr/cyr,
pazngeneHHble Ha 3 mo3bl, Juid  nojaeineHus cexkperuun  AKTIT u  mpenorBparienus
NEepernpou3BOICTBA AHJIPOreHOB II0A0M. IlpeHaranbHyl0 [HAarHOCTUKY U OIpEIeNeHue
TeHEeTUYECKOTO MoJia IJIoJa MO pe3yjbTaTaM HCCIEIOBAHUS BOPCUH XOPHOHA MPOBOIWIM B |
tpumectpe (10-12 venens recranum). [Ipuem nexkcamerazoHa OEpeMEHHOH MpeKpaliaif, eCiu
IUIOJ] OKa3bIBAJICSl MY)KCKOTO TIOJIa WJIM €CIM JIaHHble TEeHETUYECKOro aHaiau3a OblUIn
oTpunaTenbHbl. Ecnm mimom ¢ TeHeTHYecKuM JeEeKTOM OKas3bIBajCs JKEHCKOTO IIO0Ja,
JEKCaMeTa30H MPOJOJKAIM BBOJUTH BIUIOTH 10 ponoB. Eciam mpeHaTanbHas JuarHocTtvka B |
TPUMECTpPE HE yJaiach, MOXHO MPOAODKUTH JICUYCHHE AeKcaMeTa3oHoM, a Bo Il Tpumectpe (B
14-18 nenenb rTecTamyu) MPOBECTH AMHHUOIICHTE3 MJIs NPEHATAIBHOW JHArHOCTUKH ITyTEM
MOJICKYJISIPHO-TEHETHUECKOTO aHAIM3a U ONPEACTCHUS KapHOTUIIA KIETOK OKOJOIJIOTHBIX BOI.
Ecnu mion ¢ reHerndyeckuM AePEKTOM OKa)KeTCsl KEHCKOIO I0Ja, JeUeHUe JAeKCaMEeTa30HOM
MPOJIOJDKAIOT 10 poJoB [45, 53, 63].

B nacrosimiee Bpemsi MMEIOTCS JIMILb OIpaHUYEHHbIE JaHHBIE O Pe3yJbTaTax JICUEHUS
[55]. TlockombKy TOJBKO B OJHOM U3 BOCBMH CIlydaeB IIOJ00HOE JIEYCHHE J1aBajio
MOJIOKUTEIBHBIA PE3yJbTaT, MPUMEHEHHE CTEPOMIAHON Tepaluu CHOpHO. B cBA3M C¢ uyacThiMu
no0oYHBIMH dPQeKTaMu IeKcaMeTa30Ha Ha MaTh (B YaCTHOCTH pa3BUTHE cuHApoMa KyiuHra) u
PUCKOM BPOXJCHHBIX IOPOKOB pAa3BUTHS Yy IUIOJA, JIOPOJOBOE JIEYEHHE OCTaeTcs
9KCIIEpUMEHTANBHBIM [45, 55, 61, 63-65].

CKpUHUH2 HOBOPOXHCOEHHBIX

B Hnactosimee Bpemst BO3 onyOnukoBaHbl HEOOXOAUMBIE YCIOBHSA, KOTOPBIM JOJKHBI
OTBeuaTh MPOrpaMMbl HEOHATAJILHOTO CKPUHUHTA Ha HACJIEJICTBEHHBIE 3a00I€BaHUSI.

Bo-nepBbix, 3a0oieBaHus, BBIBISAEMBbIE B pe3yJabTaTe MPOBEICHHBIX HCCIEIOBaHMIA,
JOJIKHBI BCTpEYAThCs B MOMYJSALUUA C OTHOCHUTEIBHO BBICOKOW 4YacTOTOM M MpPU OTCYTCTBUU
CBOEBPEMEHHOM JMArHOCTUKH U JICUYCHHS IPUBOANUTH K BOSHUKHOBEHHIO TSKEIIBIX ITOCIIEACTBUH.

Bo-BTOpBIX, MJI1 NMAarHOCTUPYEMBIX 3a00JIeBaHUM JOJDKHO CYIIECTBOBAaThH (OBITh
paspabotaHo) 3¢ deKTUBHOE JIeUCHHE, JOCTYITHOE JIJIsl BCEX BBISBICHHBIX OOJIbHBIX.

B-Ttperbux, mnporpamma JoiKHa OBITh 3KOHOMHUYECKH BBITOJHOM I CTpPAaHBI.
[Momuepkuem mocnenHee. Bonpoc cOCTOMT HE B TOM, YTO 370POBbE YEJIOBEKA MPEBPATHIIOCH B
JE€HbIHU, @ B TOM, YTO CBOEBPEMEHHO BBISIBJICHHOE 3a00JIeBaHHE HE MOTPEOYeT B MOCIEAYIONIEM
KOJIOCCAIbHBIX 3aTpaT Ha JICYeHHE, KaK IMpaBHIO, Jake HE camMoro 3alojieBaHMs, a €ro
MIOCJICICTBUM.

B pa3HbIx cTpaHax MUpa CKpUHUHT ITPOBOJUTCS HA PA3IMUYHOE KOJINYECTBO 3a00JICBAaHHIA.
[IpakTHuecku BO BceX TrocyAapcTBaXx Ha (PEHWJIKETOHYPUIO M BPOXKICHHBIH THUIIOTHPEO3, B
HEKOTOPBHIX — Ha 4—6-8 Oonesneir. BoolOmie, cymMMapHO BO BCEM MHPE CYIICCTBYIOT
BO3MOXXHOCTH CKpHHHMHTA TpUMepHO Ha 40 HAaCIEeCTBEHHBIX 3a00JIeBaHUIl.

B mnameit crtpane c cepemmabsl 80-x romoB XX Beka MPOBOAUTCS CKPUHUHT Ha
¢ernnkeronyputo. C cepenunsl 90-X rofoB — Ha BPOXKIEHHBIN Tunorupeos, a ¢ 2006 roxa
KOJIMYECTBO  CKPUHHpPYEMbIX  3a0oiieBaHuMN  ObUTO  yBenu4yeHo o  nsatd.  [lpukas
Munsapasconpazsutusg  Ne 185 ot 22.03.2006 BkimtoyaeT (PEHUIKETOHYPHIO, BpPOKICHHBIN
TUIOTUPEO3, TaJIaKTO3EMHUI0, aJPEHOT€HUTANbHBIN CHHAPOM, MYKOBHCIHI03. B ymomsHyTOM
IprKas3e MoJpPOOHO pacmucaHbl CPOKM 3a00pa KpOBH, MEXaHH3M 3a0opa H T. ., TOATOMY MBI
MO3BOJIUM ce0e Ha ITUX JIeTANIIX MMOoAPOOHO HE OCTaHABIUBAThHCS, 0OpaTHUB BHHMaHUE TOJIKO Ha
KJIIOYEeBbIe MOMEHTBI CKpUHHUHTra. B Hacrosiee BpemMs HHTEHCHBHO OOCYXIAIOTCS BOIPOCH O
pacIIMpPEeHNH CTIHCKAa CKPUHUPYEMBIX HAClIECTBEHHBIX 3a00IeBaHUMA.

KunroueBbie MoMeHThI ckpuHuHTa [39, 45, 48, 53, 55, 57, 66]:



e HeoHatanbHbIM ckpuHuHT BJIKH, BBI3BaHHOW neduiurom 21-THapokcuiasbl, MPOBOIUTCS
BO MHOTHX CTpaHax (IporpaMmbl CKpUHHMHTA B 17 cTpaHaxX U B 13 — MHMIIOTHBIE MTPOEKTHI),
HEOOXOMUMOCTh  €ro  OOyCIIOBJIEHa  YacTOTOM  pachpOCTpaHEHUs  MATOJOTHUH |
BO3MOKHOCTBIO IIOTEHIUATIBHO CMEPTEIBHBIX HCXO/I0B;

e HeoHatanbHbId cKpuHUHT BI'’KH mos3Bosisier cHM3HUTH 3a00J7€BaeMOCTh U CMEPTHOCTb, B
YaCTHOCTH CPEIU MATBUMKOB, OJIaro/iapsi BBISIBICHUIO IETEH C TSKEIBIMH, CONBTEPSIONTUMHI
dbopMamu 10 pa3BUTHUS HAIIOUEUHHUKOBOTO KPU3a,

® [IPOBEJICHHE CKPUHUHTA TO3BOJSET MPEAOTBPATUTH PA3BUTUE KPU30B «IIOTEPU COJIN» Y
MOJIHOCTBIO  «BUPWJIM30BAaHHBIX»  JEBOYEK, KOTOPBIX  CYUTAIOT MallbudKaMu C
KPUIITOPXU3MOM, MMAIIMEHTOB 00OMX IOJIOB ¢ MpocToi Bupuiausupyrorieit BJIKH;

e 00cregoBaHWE HOBOPOXKICHHBIX TaKXKe MOMOTAaeT M30eKaTh HEMPABUIHLHOTO OIPEICTICHHS
M0JIa Y HOBOPOXKJICHHBIX JIEBOUYEK, KOTOPBIE UMEIOT TSKEJIbIEe TPU3HAKN BUPHIM3AIUY;

e HayaJbHOE  TECTUPOBAaHME  OOBIYHO  COCTOMT B  ONpElNelIeHud  ypoBHS  17-
TUAPOKCUIPOreECTEPOHA METOIOM UMMYHOAHAIIN3a;

e ckpuHUHT aedunmra 21-THIPOKCHIA3Bl JOKEH OBITh BKJIIOYEH BO BCE MPOTPAMMBI
CKpUHHMHIAa HOBOPOXKJEHHBIX, IPH ASTOM HPEANOYTUTENbHBIM SBISETCA HCIOJIB30BAHUE
JIBYXYPOBHEBOTO TIPOTOKONAa (TIEPBOHAYANBHBIA aHANW3 C JajJbHEHIIEH  OIEHKOU
MOJIOKUTEIBHBIX TECTOB);

e 3aTpaThl Ha MPOBE/IEHNE HEOHATAIBHOIO CKPUHUHTA (M3 pacyeTa Ha OJIMH COXPaHEHHBIN IO
KM3HM) BapbuUpylOT B mHpokux mnpexenax: ot 200008 no 250 000-300 000$
(mpeamonaraeTcsi, YTO CKPUHMHI KOHKPETHOHW OOJie3HHW ABISETCS HKOHOMUYECKU
appekTUBHBIM Tpu  pacxomax MeHee deM $50000 Ha rox JKU3HH), DKOHOMHYECKAsS
11€JIECO00PA3HOCTH TII00ATBHOTO CKPUHHUHTA €IIIe OTPEIEISIETCS.

Ha nepBoM sTame maccoBOro CKpMHUHIa (a MMEHHO W3MEpPEHUM KOHIeHTpanuu 17-
THJIPOKCUIIPOTECTEPOHA B CYXOH Karjie KPOBHM Ha IOJIOCKE (MIBTPOBAIbHON Oymarum) 3abop
KPOBH TPOBOJUTCS OJHOBPEMEHHO C TECTHMPOBAaHMEM Ha MpEeIMET BBISBICHUS THIIOTHPEO3a,
(EHWIKETOHYPUH. [IpeumyiiecTBeHHO UCCIIEJOBaHNE IIPOBOJUTCS
(GIIOOPOUMMYHOMETPUYECKHM METOJOM C TOMOIIBI0 CTaHAApPTHOrO Habopa (Hampumep,
DELFIA neonatal 17-OHII, Wallac, ®unnsHaus). 3aMeTHOE MOBBIIICHHBIC KOHIICHTPALIUU
cyoctpata 17-ruapokcumnporecTepoHa 00O€CIeunBaeT JAMATHOCTUKY. 3aTeM  MPOBOISTCS
MOATBEPKJIAIOIINE TECThI JJIs MallMEHTOB C IMOJOKUTEIbHBIMU PE3YJIbTaTaMH CKpPUHUHTA [45,
48, 66].

Tect mepBUYHOTO CKpPUHUHTA O0JIAZ]aeT BBHICOKOW YYBCTBUTEIBHOCTBHIO, HO JOCTATOYHO
HU3KOW CHEMU(UIHOCTHIO. BOJIBITUHCTBO HOBOPOXKIEHHBIX C TIOJOKUTEIBHBIM HAYaTbHBIM
pe3yapTaTOM CKPUHUHT-TECTa HE UMEIOT IPOsBIICHHI 3a0oneBanus [30, 44, 45, 48, 52, 55, 66,
67].

[TepBbIil ypOBEHb CKPUHUHTA UMEET OTPAaHUYECHUS:

1. VYpoBHu l7-rugpokcurporecTepoHa y AeTed, Kak NPaBUJIO, BBICOKHE INPU POXKACHUU U
ObICTPO yOBIBAIOT B T€UEHUE NEPBBIX JAHEW KM3HU. TO €cTh JUarHOCTUYecKas TOYHOCTh
UCCJIEIOBAaHUS B TIEpBble JBa JHA JKM3HU HHU3Kas. Eciaum HOBOpOXIAEHHBIE pPAaHO
BBITIUCHIBAIOTCS  JIOMOW, JIOJDKHBI  OBITh  pa3paboTaHbl d(PQPEKTHBHBIE MEXaHU3MBbI
MOCJIETYIOLIEr0 KOHTpoJis [55, 48].

2. HoBopoxneHHble  O€BOYKM  UMEIOT  Oojiee  HH3KHE  cpeaHue  ypoBHM  17-
TUAPOKCUIIPOTECTEPOHA B CPaBHEHUM C HOBOPOXKJICHHBIMU MalbYMKaMH, YTO CHMIKAET
YyBCTBUTEIBbHOCTh HeOHaTaIbHOTO cKpuHUHTa BI'KH y neBouek. OgHako 3TO He sABIsETCA
Cephe3HOi MpoOIeMOl, Tak Kak MOYTH BCE JIEBOYKU C conbTepsiouiein ¢opmoir BJAKH
UMEIOT MPOSBIICHUS BUPWIIN3ALIMU, TO €CTh HEOHATAJbHBIM CKPUHUHT O0jiee He0OX0IUM IS
MaJb4uKoB [48, 55].

3. BonbHble HOBOPOXKICHHBIE U HEIOHOILIEHHBIC JI€TH, KaK MPaBUIIO, UMEIOT Oosiee BBICOKUMN
YpOBEHb 17-THAPOKCUIIPOTECTEPOHA, YEM 3J0POBBIE TOHOUIEHHBbIE. [ToaTOMy y Takux nereit
UMEETCS] BO3MOXKHOCTh OOJBIIONO YHCIA JIOXKHOIOJIOKUTEIBHBIX PE3yNbTaTOB M HHU3Kas
MOJIOKUTEIbHAS POTHOCTUYECKAS IIEHHOCTh ucciienoanus (oxono 1 %).



Tpan3uTopHOE, COXpaHSIONIeeCs B TEYCHHE TPEX—INECTH MECSIEB KH3HH 0e3

KJIMHUYECKHUX, TEHETUYECKUX MPU3HAKOB Jedunura 2 1 -ruipokcuiassl, yBeaudeHue ypoBueit 17-
THAPOKCHUIIPOTECTEPOHA MOKET OBITH O0YCIIOBJIEHO:

® HEJOHOLICHHOCTHIO (0COOEHHO recTallMOHHBIM BO3pacToM MeHee 31 Henenu, XoTs
u 0e3 MpsIMO KOPPENSIMH MEXAy TI'eCTallMOHHBIM BO3PAacTOM MU YpoBHeM 17-
THAPOKCHUITPOTECTEPOHA);

® HH3KOM MacCoU IPHU POXKICHUH;

® HaJMYUEM «CTPECCOBOT'O COCTOSHUS» BCIEICTBUE O0JIE3HU HOBOPOXKIEHHOTO (M3~
3a yBenuueHus yposHs AKTI);

® TUNEPOMINPYOHHEMHEH;

® JleruJIpaTalueil;

® HaJU4YHeM BHYTPUYTPOOHOUH MH(EKIINH;

e achukcueil ¥ MPOSBICHUSIMHU THITOKCHUECKU-UIIEMUYSCKOTO U TEMOPPArHueCKOro
nopaxenwus [[THC (ta6un. 7) [48, 53, 55].

Tabnuya 7

YpoBHH 17-THAPOKCUTIPOTECTEPOHA Y HETOHOIIEHHBIX HOBOPOKIE€HHBIX, poAuBIIuxcH B 29 + 1.5 Henenn

recrauuu [52]

IMocTroHIENTYaNbHBII BO3pacT (Hex.) <30 30 32 34 >36

17-OIIT" (ar/am) ot 10 % mo 90 % 166-1192 | 119-837 | 126-861 | 73-470 | 98-293

Mennana 477 407 285 250 170

Heckonbko KypcoB JTOpPONOBBIX KOPTHKOCTEPOHIOB, KOTOpBIE BBOAATCA OEPEMEHHBIM C
PHCKOM MPEXKACBPEMEHHBIX POJOB, MOT'YT YMEHBIIUTH YPOBEHB |7-TUIPOKCUIIPOTECTEPOHA
W, CIIEJOBaTEIbHO, IOTEHIMAIBHO IIOBBICUTh BEPOATHOCTh JIOKHOOTPULATEIBHBIX
pPE3yNIbTaTOB CKPUHUHTA (HE0OX0IMMO TIOBTOPHOE 00CIeI0BaHUE Yy HEOHOIICHHBIX JACTEH).
IIppu »5>TOM pa3BUTHE pPECHUPATOPHOIO JUCTPECC-CUHAPOMA, BEPOATHO, CBA3AHO C
yBEJIMUYEHUEM YPOBHs 17-runpokcunporecrepona [48, 53].

Hespenocth (epMEeHTaTUBHBIX CHUCTEM HAAMNOYEUYHHUKOB Yy HEKOTOPBIX JOHOUIEHHBIX
HOBOPOXKJICHHBIX TaKXKe MOXKET ObITh MPUYMHON TPAH3UTOPHOTO YBEIWYECHHs YpoBHeH 17-
ruapokcunporecrepona. I[Ipu 3ToM HET CyHIECTBEHHBIX HM3MEHEHHH (YHKIUU KOPbI
HAJIIOYEYHUKOB, Tak Kak mocie crumyiasuuu AKTI oTMeuaroTcs HOpMaiabHbIE YPOBHU
KOPTH30J1a, a TAKKE UMEETCS aJIcKBaTHAs aJanTalus K CTPECCOBBIM yclIoBUsM [48, 53].
HeonaTtanpHplii CKPUHUHT HE MpeaHa3HAueH Uil JUArHOCTHUKU HEKJIACCHYeCKOH (OpMBI
nedunmra 21-TUAPOKCHIA3bl, TOCKOJIBKY 0Oa3ajdbHbIE CHIBOPOTOYHBIC ypOBHH 17-
TUAPOKCUIIPOTECTEPOHA MOTYT HAXOAMTHCS B Mpeaerax HOPMalbHBIX IOKa3aTenell y
MAIMEHTOB ¢ 3Tol (popmoii 3a0oneBannsa. OgHAKO MPOTrpaMMbl CKPUHIHTA MOTYT BBISIBUTH U
HOBOPOXKJICHHBIX C HEKJIaccuueckoil opmoii. IIpu oTCyTCTBUM CUMIITOMOB 3a00JI€BaHUS U
JI0KAa3aTeJIbCTBE YMEHBIICHUS YPOBHEWU |7-THAPOKCUIIPOTECTEPOHA B TEUECHHE TMEPBBIX
MECSIEB JKU3HU HE HYXHBI JalbHEHIHe o0CieIoBaHMUSA, B TOM YHCIE W MOJICKYISIPHO-
reHernyeckue. [Ipu OecCHMNTOMHOM TEUEHHUH, TEpaIus y TaKuX JIeTeil He peKOMEeHIyeTcCs.
Jlis monaTBEpKACHUS HAIWYUsS HekiIaccuueckod Qopmbl nedunura 21-TUAPOKCHIA3ZH Y
pebeHka HEOOXOAMMO JUIUTEbHOE KIMHUYECKOEe HAOMIOJCHUE W, TPH HEOOXOIUMOCTH,
JIOTIOJIHUTEIbHOE oOcnenoBanue [48, 53].

IloporoBblie 3HaYeHUA MoKa3aTeell 17-ruIPOKCUNIPOrecTEPOHA, COTJIACHO PA3JIUYHBIM
pekoMeHAanusAM, MOryT oraudarbess. HopmanbHble 3HauyeHusi mMoKa3saTesei
He00X0IUMO ONpeNeJIUTh IS KaxA0i WHAUBUAYAJIbLHOW PErnoOHAJIbLHOI MPOrpamMmbl,
TAK KaK OHH 3aBHCAT OT cHnenu(UKM PperdoHa W MeTOAUKH HPOBOAUMOIO
JaboparopHoro anaau3sa [55].

Hanuuue Gonbmioro KoiM4ecTBa JIOKHOIOJIOKHUTEIbHBIX PE3yJIbTAaTOB BJEUET 3a CO0Oi

pacxoJibl Ha JOTIOJIHUTENbHBIE BpauyeOHbIE OCMOTpPBI U Ja0OpaTOpHbIE TECThl BTOPOTO YPOBHS,



3HAYUTEIbHBIN TICUXOJIOTHYCCKUN TUCKOM(OPT poaHTENel B CBA3HU C MEPCIEKTHBON HATMYUS Y
uX peOeHKa MOTEHIINAILHO OMACHOTO ISl )KU3HU XPOHHUYECKOTO 3a0oeBaHus [55].

[TonoxkutenbHas MPOTHOCTHYECKAs IIEHHOCTh CKPUHHHIAa MOXKET OBbITh yBEJIWYEHa C
MIOMOIIIBI0 U3MEHEHHS MTOPOTOBOTO YPOBHS |7-THAPOKCHUIIPOTECTEPOHA U y4YeTa TeCTAl[HOHHOTO
BO3pacta MIIaJICHICB (YPOBHHU |7-THAPOKCHUIIPOTECTEPOHA Y HOBOPOXKIACHHBIX JCTEH OOJbIIe
KOPPEJIUPYIOT C T€CTAllMOHHBIM BO3pPAaCTOM, YeM C Maccod mpu poxkaeHuu) [48, 53]. Taxtuka
UCIIOJIb30BAaHUSI OTHOCHUTEIBHO BBICOKMX IOPOTOBBIX 3HAUYECHUN 17-TuApOKCUIIpOrecTepoHa
MOkeT 3 (HEeKTHBHO OOHAPYKUBATH JETEH C TSHKENOW conbTepstomied (Gopmoit 3aboneBaHusd,
TeX, KTO uMeeT camble Bbicokue ypoBHU 17-OHP, Ho moxer npomyctuth Oonee 30 % ciydaeB
NpOCThIX BUPWIBHBIX (opm [48, 59]. HcknroueHue J0KHOMOJIOKHUTEIBHBIX PE3YIhTATOB,
CBSI3aHHBIX C TECTAl[MOHHBIM BO3PACTOM MJIQJICHIIEB, MOXET OBITh OCYIIECTBICHO IBYMS
crnocobaMu: OrpaHUYEHUE TECTAllMOHHOIO BO3pacTa MpH MPOBEICHUH HEOHATaJIbHOIO
CKPUHUHTA U CTpaTUPUKALIKS PE3yTbTATOB CKPUHUHTA C YUYETOM I'eCTallHOHHOTO BO3pacTa.

[TonoxkurenbHasi MPOTHOCTUYECKAs LIEHHOCTh UCCIEOBAHUM Takke MOXET ObITh
yBEJIMUEHAa HA BTOPOM JTale CKPUHUHTA (TIPOBEIACHHE IMOBTOPHOTO B3SATHS U TECTUPOBAHUS
oOpasma KpoBH Ha (PUIBTPOBATHFHOM TECT-OJIAaHKE) HECKOJIBKUMH MYTSAMHU (XOTS 3TH METOJbI HE
MOJTYYHJTH €1IIe IIUPOKOTO MPUMEHEHHUS ):

® aHAIU30M YpOBHS CTEpOUIOB c MTOMOLUIBIO KHUJKOCTHOM
xpoMmarorpadun/ranaemuoi Mmacc-criekrpomerpun (LC-MS/MS);

® JCMOJb30BAaHUEM METOJUK YAaJeHHs] TEPEeKPEeCTHO pearupyromux BEIIEeCTB
(moBeIIeHWE YPOBHS 17-THIPOKCUIIPOTECTEPOHA MOXKET OBITh OOYCIOBIIEHO
MEPEKPECTHON peakiuel ¢ CONPsKEHHBIME CTEPOUTHBIMUA METAaO0THTaMN );

® TPOBEACHHUEM XHUAKOCTHOM XpoMaTorpaduu/TaHIEeMHON Macc-CIIEKTPO-METPUHU U
M3MEpPEHUEM COOTHOIIEHHUS YpPOBHEW CTEpOMJIOB (HAmpuUMep, COOTHOIICHHE
CYMMBbI YpOBHEW |7-ruapokcunporectepoHa M 21-I€0KCUKOPTU30/1a U ypOBHS
KOpPTH30J1a WJIH CYMMbI YpPOBHEW |7-TUIPOKCUIIPOreCTepOHa U aHIPOCTEHIUOHA
10 OTHOILEHUIO K YPOBHIO KOPTH30J1a);

® TPUMEHEHUEM MOJEKYISIPHO-TeHETUYECKOT0 aHalu3a JUIsl OOHApY>KEHUSI MyTalluu
CYP21A28 oOpasnax JIHK, wu3BICYEHHBIX U3 CyXOro IIATHAa KPOBH,
HCIOJIB3YEMOTO JIsl TOPMOHAJIBHOTO CKpUHMHTA [55].

HoBoposxaeHHbIe ¢ TOJ0KUTENbHBIMU PE3yJIbTaTaMH MEPBUYHOTO CKPUHUHTA JOKHBI B
JAIbHEUIIEM HAOJI0IaThCS B COOTBETCTBUU C TPEOOBAaHUSMHU PETHMOHAIBHBIX MPOTOKOJIOB [45,
55]:

[Ipy MHHMMATbHO TOBBIIIEHHBIX YPOBHSIX  |7-TUAPOKCHUIIPOTECTEPOHA  MOXKET
MIPOBOJIUTHCST BTOPOH 3TaI J1a00paTOPHOTO 0OCIICIOBAHUS C MCIIOIB30BAaHUEM TOTO e o0Opasia
KpOBH, TP yMEPEHHO TIOBBIIICHHOM YpOBHE |7-TUAPOKCHUIIPOTECTEPOHA TMPOBOIUTCS
MOBTOPHBIN 3200p KpOBU Ha (PHIIBTPOBATIBHBIN TecT-01aHK. B uaeane nHUIMAIMS 00CIIeI0OBaHUS
pebenka noypKHa ObITh HauaTa He o3AHee 14 qHS ero Ku3H| (IJ1s1 JOHOIIEHHOTO peOCHKA).

e Jleru, umeromire Oosiee BHICOKME 3HAYECHUSI, TPEOYIOT ONMpeeNeHusl Colep KaHus
ANEKTPOIIUTOB U KOHLIEHTPALMH 1 7-THIPOKCUIIPOTeCTEpPOHA B CHIBOPOTKE.

e FEcnu BBIABISETCS MOBBIINICHHOE COJEP)KAaHUE Kalusl U CHUKCHHE KOHIICHTPAIMH
HaTpusi WIKM UMeroTcs kiumHuuyeckue npusHaku BJIKH, to cnemyer cpasy xe,
COBMECTHO C JI€TCKUM DSHIOKPHUHOJIOTOM, 10 TMOJYYEHHs MOATBEPKIAAOIINX
nabopaTOPHBIX JaHHBIX HAYUHATH JICYCHHE.

e FEcnu KIMHUYECKUX MPOSBICHUI HET U HaydajbHbIe 3HAUEHUS JIIEKTPOJIUTOB B
HOpMeE, peOCHOK TpeOyeT THIATEIHbHOTO HAOIIOICHUS 0 TTOJIYYCHHS Pe3yJbTaTOB
TOPMOHAJILHOTO 00CIIEI0OBaAHUS.

e FEcimu KoHUeHTpauuu 17-TUAPOKCUIIPOTECTEPOHA W APYTUX  CTEPOMIHBIX
MPEIIIECTBEHHUKOB BBIXO/ST 32 Mpeelibl HOPMAaTUBHBIX MMOKa3aTelnel, peOeHoK
TpeOyeT MOMOJHUTENBHOIO TECTUPOBAHUS, OOBEM KOTOPOTO OMpPEIENIeTCs
MECTHBIMH BO3MOXHOCTSIMH (mpoba co crumymnsnueir  AKTI/cosyntropin,
TEHETUYECKOE TECTUPOBAHHUE).

0 Cosyntropin (KOCHHTPONHMH) — CHHTETHYECKUN KOPTHUKOTPOMIBIA areHr,
BKJITOUArOMil nepsele 24 aMmuHOKUCIOTHBIX octatka AKTI' uenoseka. [lpu



TECTUPOBAHUU HCTONB3yIoTCs A03b1 0,125-0,25 mr cosyntropin. Cnenyer
3HaTh, 4TO 17-TUAPOKCUIIPOTECTEPOH MOXKET OBITh TOBBIIICH MPH IPYTHX
dbepmMeHTHBIX aedekTax, B dacTHocTH Acedunure 11-Oera-ruapokcuiiassl,
nedurute  3B-rUAPOKCUCTEpOUAETHIpOreHa3sl U aedunure  P450-
okcuaopenykraspl. IloaTomy HEOOXOAMMO MpU CTUMYISILIMM U3MEPSITh
YPOBHM HE TOJbKO |7-TUApOKCHIporecTepoHa, HO M KOPTU30IA,
JIE30KCUKOPTUKOCTEPOHA, 1 1-ne30xcukopTU30a, 17-
THJIPOKCUIIPETHEHOJIOHA, IETUPO3NIHAHIPOCTEPOHA, aHAPOCTEHIHOHA.

e Ecmm mmarno3 BJIHK Bepositen (Bupwim3anus y J[A€BOYCK, 3HAYUTEIHHOE
MOBBILIECHUE YPOBHS 17-TUAPOKCUIIPOreCTEPOHA, IO JaHHBIM HEOHATaJIbHOIO
CKPUHHWHTA, W/WIA W3MEHEHHUE YPOBHS JIIEKTPOJIUTOB Yy JAeTeld 00OMX II0JIOB),
JIeYeHWe HE  JIOJDKHO  OTKJIQAbIBAaThCS /0  TOJYy4YEHUs  pe3ysbTaToB
JIOTIOTHUTEIILHOTO TECTUPOBAHUSI.

e Ecmm y pebeHKa HET KIMHUYECKHX TMPOSBICHUN SJICKTPOIUTHBIX PACCTPOUCTB,
HET W3MEHEHUU YpOBHEW HATpUsl W KaJlIug WIM OHU yMEpEHHBbIe (Hampumep,
CHIBOPOTOUHBIA  ypoBeHb HaTpusi 130-135mmonb/n, a kamus —  5,5-
6,5 MMOJIB/JT), TIEpBOHAYAIBHOE JIEYCHUE JOJDKHO BKIIOYATh THAPOKOPTH3OH
opambHO B 03¢ 20 MI/M?/CYT, pasHeNeHHOH Ha TpH paBHBIE 4YacTH, |
baynpoxoptu3oH B go3e 0,1 mr B cytku. Ecnu B manbHelimem auarHos He Oyaer
MOATBEPIKICH, MPUEM TIPENapaToB MOKET OBITh MPEKPAIIICH.

o [lpu Hanmumm MaHU(PECTHBIX MPOSBICHUN 3a001eBaHUS HEOOXOIUMO HAYATh
BHYTPUBEHHOE BBeJIeHUE XUIKOCTU (cTapToBO 0,9%-1i pacTBOp HATpHUs XJIOpH]IA)
¥ BBEJICHHE BHICOKHX /103 BHYTPHBEHHOTO THAPOKOpTH30Ha (50—100 Mr/m® B 1eHb
B HECKOJBbKO BBEICHHI) C MOCIEAYIOUUM IEPEX0J0M Ha OpaJIbHBIM Npuem
npernapara, Ha3HadeHue Oosee BRICOKUX 103 (uynpokoptuzona (0,1 Mr n1Baxxasl B
JIEHB) ¥ JIOTAIMIO HATpus Xjopuaa (4—8 MMOJIB/KT B CYTKH).

B pa3HbIX cTpaHax mMHpa CyIIECTBYIOT pa3jiu4Hble alrOpUTMbl ckpuHUHra. Kak nmpumep
NpPUBEJEM QJITOPUTM CKPUHUHTA Ha aJpPEHOrCHUTAIbHBIM CHHIPOM M MYKOBHUCIHO3,
CYIIECTBYIOIINI B YKpauHe.

Aneopumm npogedenuss CKpUHUHeA HOBOPOICOEHHBIX 8 YKpaune (6 coomeéemcmeuu c
npukazom MO3 Ykpainu om Ne 221 29.03.2012 «Tumuacosuii nopsooxk npoeedeHHs. CKPUHIH2Y
HA A0peHO2eHIMAaNbHUL CUHOPOM MA MYKOBICYUOO3 | OYIHKU 1020 pe3yIbmamiey)

Basitue 00pa31ioB KpoBU y HOBOPOXACHHBIX JISi CKPUHUHTA OCYILIECTBIISETCS B POJIIOME
WIM B OTIEJICHUAX NATOJIOTMU HOBOPOXAEHHBIX Ha 3-5-e cyTKM mocie poxzacHus. B ciydae
eciu peOeHKa BBIMUCHIBAIOT W3 POJJOMa paHee BTOPBIX CYTOK, B3ATHE oOpas3la KpOBHU B
yKa3aHHBI CpPOK oO0OecreuynBaeTcsl JAETCKOM MOJUKIMHUKOM WM LEHTPOM IEepBUYHOM
MEIUITMHCKON (MEIUKO-CAHUTAPHOW ) TIOMOIIIH 110 MECTY (PaKTUUECKOTO MPOKHUBAHUS PEOCHKA.

B3situe 00pa3noB KpOBH Yy HOBOPOXKICHHBIX MJIi CKPHUHUHTA OCYIIECTBIISIETCS MpU
HAJIMYUU UTHPOPMHUPOBAHHOTO COTJIACUSI OJJTHOTO U3 POJUTENEH.

Hcnonb3yercst  GUIBTPOBANbHBIM  TecT-OnMaHk st 3abopa  0o0pas3slioB  KpPOBHU
HOBOPOXKICHHBIX ¢ 00s3aTeNIbHBIM 3alI0JJTHEHHEM Ha HEM CBEIEHUN 0 peOeHKe.

B3situe kpoBu Ans Mccieq0oBaHUs OT OOJIBHBIX M HEJAOHOUICHHBIX JETeH MPOBOAUTCS Ha
7—8-e CyTKH JKU3HHU.

JIByKkpaTHOE B3siTHE 00pa3iia KpOBH MPOBOIUTCS:

® Yy HEIOHONICHHBIX JIETeH — ITOBTOPHOE WCCIEAOBAHUE TMPU JOCTHIKCHHH
36 Hemenb recTalluOHHOTO BO3PACTa;
L] y 6OJ'II>HI>IX I[eTeﬁ, JJINTCIIBHO HaAXOMIIIMUXCS Ha CTaI_II/IOHapHOM JICYCHUU, — B

Bo3pacTte 1 mecs.
B3situe oOpasnoB KpoBU [UIsi CKPUHHMHTA Yy JETEe, POXKIACHHBIX BHE POAUIHLHOTO
CTalMoHapa, MPOBOAUTCS Ha 3—5-1 JIEHb MOCIIE POXKICHUS.
OuIbTPOBATBHBIN TeCcT-0aHK AJis 3a00pa 00pa3IOB KPOBH HOBOPOXKIEHHBIX JOJIKEH
OBITh OTIPABICH POJIAOMOM, OTACICHHEM IaTOJIOTHH HOBOPOXKICHHBIX WM JETCKON
MOJIMKJIMHUKON WJIM ILEHTPOM TEePBUYHON METUIIMHCKOW (MEIMKO-CAaHUTAPHON) IMOMOIIH IO
MeCcTy (DaKTUYECKOTO TMPOKUBAHUS peOCHKAa B MEAMKO-TCHETHYECKHN IEHTP, KOTOPBIH



OCYILECTBIIIET J1a0OpaTOPHOE MCCIEIOBAaHUE OOpa3lloB KPOBU 3TOrO PErHMOHAa, HE IO3JHEE
48 gacoB mocie 3a00pa KpoBH.

B cnydae BeIMUCKM WM IepeBOJa HOBOPOXKACHHOIO MO MEIUIIMHCKUM IIOKAa3aHUSAM B
Jpyroe Y4pexJIeHHE 3ApaBOOXPAHEHUS B BBIMUCKE U3 KapThl Pa3BUTHS HOBOPOXKICHHOTO
JieNlaeTcs MUCbMEHHOE YBEIOMIICHHE O B3ATUH 00pa3loB KPOBU HA UCCIIEAOBAHKE 10 IPOrpaMme
CKPMHUHTA C YKa3aHUEM IepeyHs 3a00JIeBaHMii, Ha KOTOPBIE POBOAUTCS 00CIIEI0BaHHE.

TpakToBKka pe3ynbTaToB Ja0OPATOPHBIX UCCIEAOBAHUI MPU NMPOBEIEHUN CKPUHUHIA Ha
a/IpCHOT€HUTENbHBIA CHHIPOM Y TOHOIIEHHBIX HOBOPOXKICHHBIX

CKpUHMHI Ha aJpEeHOTCHMTAIbHBIM CHHIPOM OCHOBBIBAETCS Ha ONpPEAEICHUU YPOBHS
1 7a-runpokcunporectepona (17-OHII) B cyxux msaTHaX KPOBH (PIFOOPOMETPHUIECKUM METOJIOM
C TMIOMOUIBIO CTAaHAAPTHOTO TecT-Habopa.

PesynpraT TpakTyercs Kak CKpUHHUHI-TIONIOXKUTENIBHBIA, €CIM IpH  JBYKpPAaTHOM
TEeCTUpOBaHUU o00Opazma ypoBeHb 17-OHII y 1OOHOIIEHHBIX HOBOPOKICHHBIX COCTABIISICT
>20 Hr/MIL

B caydyae mosyueHHs] TOJOXKHUTEIBHOTO pPE3yNibTaTa CKPUHUHIA MEIUKO-TeHETUYECKUN
LIEHTP B TeYeHHE 24 4acOB C MOMEHTA BBISABJIEHUS TAaKOTO pe3ysibTaTa MHPOPMHUPYET 00 3TOM
HeMaTPUIECKYIO CIYKOY M0 MecTy (DaKTHUYECKOTo MPOKMBaHUs peOeHKa.

[Ipu ypoBue 17-OHII > 60 ur/mn 3aBemyromiasi IETCKOW TOJUKIWHUKA B TEUEHHUE
48 yacoB ¢ MOMEHTa TOJYYEHHUS YBEIOMJICHHS O IOJYYCHHM IOJOKUTEIBHOTO pe3yibTaTa
CKPUHMHIa 00eCneuynBaeT HEMEUIEHHOE HalpaBieHUE peOeHKa Ha KOHCYJbTALMIO K JETCKOMY
Bpauyy-3HJIOKPUHOJIOTY WU TOCHUTAIM3AIMIO B OOJIACTHYIO (TOPOACKYIO) NETCKYIO OOJIBHUILY
JUIs yTOUHEHMsI IMarHo3a.

ITpu ypoue 17-OHII ot 20 mo 60 Hr/MJ M OTCYTCTBHHM KIMHUYECKHX IPOSBICHUN
a/IpeHOT€HUTAJILHOTO CHHAPOMA 3aBEYIOLIasi 1eTCKOM MOJIMKINHUKON B JBYX/HEBHBIA CPOK C
MOMEHTA TOJIy4E€HHUSI yBEIOMJICHHS OOECIeUMBaeT B3ATHE y peOeHKa 00pa3loB CyXHX MSTEH
KPOBH M MX HAaIpaBJICHHE B MEIUKO-TEHETUYECKMH LEHTpP s MOBTOPHOIO OO0CIEIOBaHMS
(manee — pe-tect). Ecam g0 3TOro MOMEHTa HOBOPOXAEHHBIH He OBLT BBIMHMCAH MOJ
HaOJIIOZICHUE JETCKON MONMMKINHUKH 1O MECTY (paKTHMUECKOTo MPOKMBaHMs peOEHKa, TO 3a00p
BTOPOT0 00pa3iia OCYIIECTBIISCTCS B CTAllMOHAPE.

O mnosyyeHHOM pe3yibTaTe€ pe-TeCTa MEIUKO-TeHETUYECKUH ILIEeHTp HHPOPMHUpYET
HeIMaTPUIECKYIO CIYKOY M0 MecTy (DaKTHYEeCKOTo MPOKMBaHUs peOeHKa.

PesynpraTel nepBuyHOro oOpasia KpoBU y HOBOPOKIAECHHBIX ONTUMAJIBHO IOJIY4aTh 10
9-10-ro aHa xU3HHU peOeHKa, pe3yabTaThl pe-Tecta — 110 20—21-ro aHs.

IIpoBeneHue pe-TeCTOB M TPAaKTOBKA pE3yiIbTaTOB MpPHU TMPOBEIEHUM CKPUHUHIA
HOBOPOXKJICHHBIX Ha aJJpEHOTCHUTAIBHBIM CHHAPOM

VY JIOHOLIEHHBIX HOBOPOXKIEHHBIX pPE3y/lbTaT pe-TecTa TPAKTyeTCss Kak HOpMa Ipu
ypoBae 17-OHII <20 ur/mn (Ha3HayalOT IUTAHOBOE HAOJIOJEHUWE YYaCTKOBBIM BpavuoOM-
neauaTpoM (BpadyoM OOIIEH MpaKTUKH — CEMEWHOW MEIUIIMHBI) T0 MeCTy (DaKTHYECKOTo
POXKUBaHUS peOCHKA.

[Ipu ypoue 17-OHII >20 ar/mn pebenka B TeueHue 48 4aCOB ¢ MOMEHTA TOJIYYCHHS
YBEIOMJICHHSI HANpPaBJIAIOT Ha KOHCYJIbTALMIO K JETCKOMY Bpady-dHIOKPHUHOJIOTY. YTOUYHEHHE
JIMarHo3a apeHOreHUTAIbHBIA CUHIPOM MPOBOAUTCS HA OCHOBAaHMU KIMHUYECKMX CUMIITOMOB U
onpezeneHus: ypoBHel kanus, Hatpus, 17-OHII B ceiBopoTke KpoBH. B ciyyae nmoarsep:kaeHus
JIMarHo3a Ha3Ha4aroT COOTBETCTBYIOLIEE JIEUCHHE.

[Tpy HAIMYMK KIMHUYECKUX CUMIITOMOB 3a00JIeBaHMsI JIeUCHHE HA3HAYAIOT HEME/JIEHHO.

[Ipu yposue 17-OHII >60 Hr/mMn peGeHKa CPOYHO TOCHTUTAIM3UPYIOT B OTIEICHUE
[aTOJIOTUH HOBOPOXKJICHHBIX MJIHM OT/AEICHUE YHIOKPUHOIOTHH 00JIACTHOM (rOpPOACKON) AeTCKOM
OOJIBHUIIBI C LI€IbI0 YTOYHEHHUS AUArH03a U JAJIbHEHILEro JICUeHUs..

Tpaxmoexka  pe3ynromamog  00c1e008anusi Npu  NPOGeOeHUU  CKPpUHUHed — HA
A0peHO2eHUMANbHBI CUHOPOM Y HEOOHOUEHHBIX HOBOPOHCOEHHBIX
Y HETOHOIIEHHBIX JieTeld Tpu 3a00pe KpOBH Ha 7—8-€ CyTKM TMOCIE POXKIACHUS
CKPUHUHTOBBIN PE3yJbTaT TPAKTYETCSI KaK MOJIOKUTENbHBIN Iipu ypoBHE 17-OHIL:
e B cpoke 23—-32 Henenu rectanuu > 65 HI/MIT;
e B cpoke 33—-36 Henenb recranuu > 40 HI/MIL.



B cnydae momydeHHs] MOJOKUTENBHOIO pe3ysbTaTa CKPUHUHIA MEIUKO-T€HETHUECKH

[EHTP B TeYeHHE 24 4acOB C MOMEHTA IOJIyUYEHHs] TaKOro pe3ysibTara HHPOpMHUpYeT 00 3TOM
MeUATPUYECKYIO CIIYXKOY 10 MECTy (PaKTHUECKOTO MPOKMUBAHUS PEOCHKA.

[Ipr OTCYTCTBUM KIMHHYECKUX NPOSBICHUH 3a00JeBaHUS MEIUIMHCKHE PaOOTHUKU

YUpEXJIEHUS 3APaBOOXPAHEHUS OOECHEeuMBAIOT B JIBYXJIHEBHBIM CPOK C MOMEHTa MOJyueHUs
MOJIOKHUTEIBHOTO Pe3ysbTaTa CKPHHUHTA MMOBTOPHOE B3STHE CYyXHMX ISTEH KPOBU peOCHKA U UX
HaIlpaBJIEHUE B COOTBETCTBYIOLIUN MEAUKO-TEHETUUECKUI LIEHTP JUIS pe-TeCTa.

[Ipy HaATWMYMU KIMHUYECKUX CHMIITOMOB pEOEHKY B YUPEKICHHM 3PAaBOOXPAHECHHUS

OnpeAeNsoT ypoBHU Kanusa, HaTpus, 17-OHII B ceiBopoTke kpoBH. B ciydae moaTBepx aeHuUs
JMarHo3a CPOYHO Ha3HAYAIOT COOTBETCTBYIOIIEE JICUEHHUE.

Mporuos [45, 48, 53, 57, 68, 69]

[Ipu conprepsromeit dopme nedurura 21-rUApoKCcHIa3hl JIETATLHOCTh MIIQJICHIICB B
MONYJISIUUSIX, I/I€ HE UCIIONb3YETCS HEOHATAIbHBIA CKPUHMHT, cocTaBisieT 4—10 %.
Henocratok [103b1 mpenapaToB TIIOKOKOPTUKOWIOB TPU  JICYEHHH MPUBOAUT K
HAJIMOYEYHUKOBOM HEJAOCTATOYHOCTH W JAJIbHEHIIEH BUPUIU3AIMA TP BUPHIBHBIX
dopmax.

KoHTpoJb aIecKBaTHOCTH 103UPOBAHUS TIIFOKOKOPTUKOUIOB U MUHEPATOKOPTUKOUIOB:

0 HepnocraTtounasi n03a TIIOKOKOPTUKOUIOB TPHUBEAET K PAa3BUTHIO CHUMIITOMOB
HAJMOYCYHUKOBOH HEJIOCTATOYHOCTU (aHOpPEKCHs, TOIIHOTa, pPBOTa, OOJbh B
YKUBOTE, aCTCHHS) U TIPOTPECCUPYIONICH BUPHUIIU3AIMKA U YCKOPEHHUIO CO3PEBaHUS
CKeJieTa MPH BUPWIIM3UPYIOIIEH (opme.

O Uznuiiek m03bl TVIFOKOKOPTUKOUIOB MPHUBOJIUT K 3aJEPKKE POCTa, OKHUPECHUIO,
MOSIBJICHUIO CTPHM, apTepuaibHOM TMNEPTEH3UU, THUIEPTIMKEMHUH, OCTEONEHUH,
KatapakTe. M30bITOYHOE BBEIEHHWE MHUHEPATOKOPTUKOUIOB TMPUBOJIUT K
Pa3BUTHUIO TUTIEPTOHUU U TUTIOKATIMEMUHU.

Huskuii  pocT sBISETCSA YACThIM OCIOXKHCHHEM BHUPUIBLHON (HOPMBI  BPOXKICHHOU
TUTIEPIUTa3uX KOPBI HAMOUYCYHUKOB. /[aHHbIC HAOMIOIEHW CBUACTEIBbCTBYIOT O TOM, UTO
nanuenTsl, poausimecs ¢ BJIKH npumepno Ha 10 cM Huke (OKOHYATENbHBIM pocT Ha 1—
2 CTaHJIAPTHBIX OTKJIOHEHHUS HIDKE MPEJI0IaraéMoro reHeTHYeCKOro MOTEHIHaia). DTO
SIBJISIETCSL  PE3yJIbTaTOM  BO3ACHCTBUA  UYPE3MEpPHOM  KOHLIEHTpPAMU  aHJPOTEHOB
HAJIIOYCYHUKOB, BBI3BIBAIOIINX TMPEKIECBPEMEHHOE TIOJIOBOE CO3pPEBaHHE, OBICTPOE
3aKpBITUE AMU(U3APHBIX 30H POCTA U CO3PEBAHHE CKENETa. DKCIEPUMEHTAIBHOE JICUCHUE
TOPMOHOM POCTa M aHAJIOTaMH JIIOTEHHU3HPYIOUIETO PHJIM3UHT-TOPMOHA 0O0ECTICUnBacT
CpeIHUI IPUPOCT BBICOTHI HA 7,3 CM.

Y HEKOTOpBIX OOJBHBIX Pa3BUBACTCS MPEKIACBPEMEHHOE MTOJIOBOE CO3PEBaHUE, BO3MOKHO,
BTOPUYHOE [0 OTHOUIEHHUIO K OMNEPEeXalolleMy pOCTY M CO3PEBAHMIO CKEJeTa IpHU
aHJIPOT€HHOM BO3JIECHCTBHH.

CHKeHHe ypOBHS pOkIaeMOCTH ((PepTUILHOCTH) Y KEHIIUH U MY>KUWH. [I[puauHbI 3TOTO
MHOTO(aKTOpHBI. buosormueckue NPUYUHBI JUIs JKEHIIMH BKIIOYAIOT: HAPYIICHHE
AQHATOMHUHU TIOJIOBBIX OpPraHoB (BarMHAJIbHBIM CTEHO3), HW3MEHEHHOE COJEpKaHUE
aHJIPOTCHOB HAAMOYEYHHKOB, BBICOKYIO PACpOCTPAHEHHOCTh CHUHAPOMA MOJMKHUCTO3HBIX
SIMYHUKOB, HApyIIEHUE Mpolecca HMMIUIAHTAMM W3-3a TOBBIIICHHBIX KOHIEHTpalui
MporecTepoHa. Y MyKYMH — THUIIOTOHAJOTPOIHBIA TMIIOTOHAIU3M H3-3a HEIOCTATOYHOIO
MOIaBICHUS (PYHKIIMH HAIIOUYECTHUKOB.

O MacKkynWHHU3aIMK JEBOYEK, pokaeHHbIX oT Marepeit ¢ BI'KH He coobmraercs, HO 3TO
MMOTSHITUAIHLHO BO3MOXKHO.

Nmetorcss mpoOiieMbl TICHXOJIOTMYECKOW amanTalliii W TEHIEPHON WACHTU(UKAIINH,
CBSI3aHHBIE C AHOMAJIbHBIM CTPOEHUEM IOJIOBBIX OPraHOB.

VY mnamueHToB My)Kckoro mnoja c¢ HenedeHHoM BI'KH B sguukax B mepuoa mosioBoro
CO3pPEBaHUs MOTYT pa3pacTaThCsl OCTATKH TKAHEW HAATOYEYHUKOB (ITOJIOBBIC JKEJE3bl U
HAAMOYCUHUKHU TPOUCXOJSAT U3 OAHOTO AMOPHOIIOTUYECKOTO 3a4arka). ITO MPUBOAUT K
OJINTOCTIEPMHH WJIH a300CTIEPMHUH, a TAK)KE MOXKET OBITh IPUIMHON OIMTMOOYHOTO JHArHO3a
ONYXOJIU SIMYKa.



Kornutusneie ¢ynknuu y nanuentoB ¢ BJIKH, kak mpaBwiio, He u3meHeHbl. OqHAKO y
JKeHIUH ¢ BUpUIbHON ¢dopmoii BJIKH M30BITOK MYyXCKHMX TOPMOHOB MOYET OKa3aTh
BIUSHUE HA Pa3BUTHE TCUXUYECKUX (PYHKIHMA. DTH MAUEHTKH UACHTUDUIUPYIOT ceOst
KAK KCHIIVHBI, 32 HEMHOTHUMH HCKJIIOUEHUAMH. UTO KacaeTcsi CeKCyajJbHOM OpHUEHTALNH,
4acTOTa TOMOCEKCYalIbHOCTH U OuceKkcyallbHOCTH BapbupyeT (oT 5 % 10 37 %). oka3ana
CBSI3b BO3JICMCTBUS aHJAPOTCHOB W T€HAEPHON HUTPOBOM NESITEIBLHOCTH MAJECHBKUX NIETEH.
JleBOouku, mpeHaTaJbHO IMOJABEPKECHHBIE BO3JICUCTBUIO  BBICOKMX  KOHUEHTPALIMI
AHJPOreHOB, Yalle MPEANOYUTAIOT «UTPYIIKH MaTbYHKOBY.
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