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MOTHUBAIIMOHHASA XAPAKTEPUCTHUKA TEMBbBI

Tema 3ansaTusi: «BpoxieHHas AUCPYHKIUS KOPbI HAJMOYEUHUKOB Yy
nereity. Tema paccMmarpuBaeTcst B paMKax 3aHsATUsl «3a00eBaHusl HAIIOYeU-
HUKOBY.

OO0muree Bpems 3aHATHI: 6 4acOB.

Bbynyiiemy Bpauy HEOOXOAUMO 3HATh MPU3HAKHU 3a00JI€BaHUsI, COMPOBO-
AKIAIOMIErOCs] BBIPA)KEHHBIM M3MEHEHHEM (YHKIHUM HAATOYEYHUKOB, TaK Kak
paHHSS TUAarHOCTUKA HHIOKPUHOIIATHHN, TIPOBEACHUE aJeKBATHOTO OMOXUMUYE-
CKOT'O ¥ TOPMOHAJIbHOTO MOHUTOPUHTA B MOBCEHEBHOM KIIMHUYECKOM MPAKTHKE,
COBEpIUICHCTBOBAHHUE CXEM JICUEHHUS MATOJOTUHU CIIOCOOCTBYIOT YCHEIIHON KOp-
PEKLIMM HapYIICHUH CTEpOMIOTeHe3a, YJIydlIaloT POCTOBOM MPOTHO3, oOecte-
YUBAIOT HOPMAJIBHOE MOJIOBOE CO3pEBaHUE U (DEPTHIILHOCTh, TOMOTAIOT JIOCTH-
KEHUIO COLMAJIBbHOMN a/IalTallui U BICOKOTO KAaU€CTBA KU3HU MAI[UEHTOB.

Henab 3aHATHA: HAYYUTHCS JAUATHOCTUPOBATH pasHbie (HOPMBI BpPOXK-
neHHoi nucyHkimu kopsl HaanoueuHukoB (BJIKH), compoBoxparommecs
BBIPOKEHHBIM HM3MEHEHHWEM (YHKIMH, MPOBOAUTH OOCIEAOBaHMS (BKIIIOUYAS
HEOHATAJIbHBIA CKPUHUHT), JICUEHUE, PEAOUTUTAIIUIO TTAIMEHTOB.

3axayu 3aHATHA:

1. U3yuuTs:

— METOJIMKY OLEHKU (DYHKIIMU HAJIMOYEYHUKOB Yy JICTEH;

— ATHOJIOTHIO, MTATOTeHE3, KIIMHUYECKYIO0 KapTUHY 3a00JI€BaHUM, COTPO-
BOXIAIOIIUXCS TUITO(YHKIIMEH HANMTOYEYHUKOB.

2. HayuuTtncs:

— KIaccuUIMpoBaTh BPOKICHHBIC 3a00JI€BaHUSI HANTMIOYSCYHUKOB C Ha-
pYILIEHUEM CTEPOUOTEHE3a B 3aBUCUMOCTH OT CTETIEHH BBIPAKEHHOCTH Jedu-
nura 2 1-ruipokcuiassl;

— OIICHWBATh W WHTEPIPETUPOBATH OMOXMMHUUYECKHE W TOPMOHAJIBLHBIE
u3MeHeHus npu pa3Hbix popmax B/IKH;

— COCTaBJIITh IUJIaH JajbHEWIero oOcleNoBaHUS JeTed C pa3HbIMU
dopmamu BJIKH;

— TpoBOaUTH AUGdepeHnaIbHyI0 IMarHocTUKy pasubix Gpopm BJIKH;

— COCTaBJISITh CXEMY JICYEHUSI ¥ IPOBOJIUTH €T0 KOPPEKIIUIO.

Tpeb6oBaHusA K UCXOAHOMY YPOBHIO 3HAHMU. J[JI1 MOJIHOTO yCBOEHUS
TEeMbI CTYACHTY HEOOXOAMMO TTOBTOPUTH:

— W3 HOPMaJbHOM aHAaTOMMM: AHATOMUIO HAJIMOYECYHUKOB, IOJIOBBIX
KeJe3 U TUIOTaIaMO-TUTIO(U3aPHON CHCTEMBI;

— HOPMaJIbHOW (M3HOJIOTUN: HEUPOTYMOPATbHBI M TOPMOHAIBHBIN
MEXaHU3MBI PETYJSIUN (PYHKIIUU HAAMOYECYHUKOB, (rznoorudeckune dhdek-
Thl TOPMOHOB HAJIIMTOYEYHUKOB;

— OMOJOTUYECKON XMMHUH: OMOCHHTE3 U METa0O0JIM3M TOPMOHOB HAJIIO-
YEYHUKOB,;



— MPONENEBTUKH JETCKUX OO0JIe3HEH: METOMAbl OOIICKINHUYECKOro 00-
CIEAOBaHUsA JICTEH;

— (apmakosoruu: (papMakOKMHETUKY U (PapMaKOJIUMHAMHUKY TOPMOHOB
HAJITOYEYHUKOB.

KoHTposbHBIE BONPOCHI U3 CMEKHBIX IMCHUIINH:

1. B yem 3akiroyaeTcsi SHAOKPUHHBIA KOHTPOJIb (PYHKIIMU HaAIIOYEY-
HUKOB?

2. Kak nporcxoaut OnocuHTe3 M METa00IM3M TOPMOHOB HAATIOUEYHUKOB?

3. B uem mposiBisitoTcst Ononorunyeckue 3PQPexTsl TOPMOHOB HAANIOYEU-
HUKOB?

KoHTposbHBIE BONIPOCHI 110 TeMe 3aHATHS:

1. JlaiiTe onpeneneHne MOHATUIO «BPOXKIACHHAS NUC(YHKIHS KOpPBHI HAJl-
noyeuHukoBy. Kakas popma 3a0osieBaHusi HauboJsee pacnpoCTpaHeHa y IeTei?

2. PackpoiiTe 0CHOBHBIE MOMEHTHI 3THOJIOTHHU U TTaToreneza BJIKH.

3. [lepeuncnure OCHOBHBIE KIMHUYECKHE MPOSBICHUS COJIbTEPSIOLIEH
dbopmbr BJIKH.

4. Ha3oBUTE OCHOBHBIC KJIMHUYECKHE IMPOSIBICHUS BUPUIBHOU (HOPMBI
3a00JIeBaHUs B JJIETCKOM BO3pacTe.

5. YkaxuTte nuarHoctuueckue (J1aboparopusie) kputepun BJIKH.

6. [lepeuncnure TOMOIHUTEIbHBIE HHCTPYMEHTAIBHBIE METO/IbI TUATHO-
ctuku BJIKH.

7. HazoBuTe KIMHUYECKUE U JTAOOPATOPHBIE KPUTEPUN HEKIIACCUUYECKON
¢dopmbl BJIKH.

8. [IpoBenuTe 3aMECTUTENBHYIO TEPANUI0 HOBOPOKIEHHOTO C COJIbTE-
psroeid popmoit BIIKH. Ykaxkure nporao3 3a0osieBaHusl.

9. [lepeuncnutTe OCHOBHBIE IPUHIIUIBI 3aMECTUTEIFHON TOPMOHATBHOM
tepanuu pu BJIKH.

10. HazoBuTe mMpUHIMIBI 3aMECTUTEIFHON TOPMOHATIBHOW TEpamnuu 3a-
00J1eBaHMsI IPU CTPECCOBBIX CUTYALIMSIX.

3apanus 1A caMoCTOATEeNIbHOM padoThl. B nponecce n3ydenus nas-
HOM JUCHUIUIMHBI HEOOXOIMMO O3HAaKOMHUTBHCS C pasleiaoM «3aboJeBaHUs
HAAMOYEUYHUKOB» OCHOBHOT'O PEKOMEHIyeMoro yueOHuka «Jlerckue 601e3Hu»
(H. 1. llabanora, 2000). [Tocne 3TOro crenyer U3y4uTh MaTepual, MpeacTaB-
JICHHBI B JaHHOM y4e€OHO-METOJIMYECKOM MOCOOMH, OTBETUTh Ha KOHTPOJIb-
HbIE€ BOMPOCHI K 3aHATHUIO, PEIIUTh MPE/Iaraloiuecs TeCTOBbIE 3aJaHusl.

OINPEJAEJIEHHUE ITOHATHUA

Bpoostcoennana ouchynkuyus Kopol Ha0no4eyHUKO8 — 3TO TPyNINa rere-
POTEHHBIX 3a00JIEBaHUI C ayTOCOMHO-PEIIECCUBHBIM THUIIOM HACJEJOBaHUS, B
OCHOBE KOTOPBIX JIEKHUT NeHEeKT PEepMEHTOB MM TPAHCIOPTHBHIX OEJIKOB, yda-
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CTBYIOIIIUX B CHHTE3€ KOPTHU30Jia M aJIbIOCTEPOHA. BBIICNAIOT Cleayromme
dbopmer BJIKH:

— JIMMOUJHAS TUIEPIUIa3us KOpbl HAANOYECYHUKOB (MyTallMy T'€Ha, KO-
nupytoiero 6eiaok StAR);

— nedurut 20,22-necmonassl (1 1-a-ruapokcusnassbl);

— nedurut 17-o-ruapokcunasbl/17,20-n11as3sr;

— aedunuT 3-B-TUIPOKCUCTEPOUIIETHIPOTECHA3BL;

— nedunut 21-ruapokcunassl,

— nedurut 11-B-ruapokcunassr;

— nedUIUT OKCUIOPETYKTa3HI.

o 90-95 % Bcex ¢popm BJIKH mpuxomutcs na peduuut 21-rumpo-
kcwiasel (mudp mo MKB-10 E25.0). PacnpoctpanenHocts 3101 hopmbl 3a00-
JICBaHUs, TIO0 JaHHBIM HEOHATAILHOTO CKPUHHWHTA, COCTaBiseT | cimydail Ha
10 000-15 000 >xuBbIx HOBOpOXkEeHHBIX (B bemapycu B 2017 r. Habmioganoch
128 nereit ¢ BAKH, u3 nux Bnepsbie BoisBiIeHO Y 11). PacpocTpaneHHOCTH He-
Kjaccudeckor Gopmel nedunura 2 1-ruapokcuiasel coctasiseT 0,1-0,2 %.

ITUOJIOI'UA U ITATOT'EHE3, KIACCUDPUKALIUA

[Tpuunnoii Bcex popm BJIKH sBastoTcs MyTanuy reHOB, OTBEYAOIINUX
3a CUHTEe3 (PEPMEHTOB WM KOPEPMEHTOB CTEPOMJIOTEHE3a, a TaKKe TI'eHa
STAR, xonupyroriero 0e10k, KOTOpbIi y4acTBYeT B TPAHCIIOPTE XOJIECTEpUHA
BHYTPb MUTOXOHIPUH.

Kak yxxe ynomunanoce, Haubonee yactass dpopma BJIKH cBszana c ne-
dururom 21-ruapokcusniazpl. ITOT PEPMEHT YUaCTBYET B Mpolecce OMOCUHTE-
3a KOpPTHU30Jla M albJ0CTEepOHa, TpaHchopMupys 17-0-TUAPOKCUIIPOreCTEPOH
(17-OHIT) B 11-1€30KCUKOPTH30T M MPOTrecTepoH B 11-1€30KCHKOPTHKOCTE-
poH (puc. 1).

I'en 21-ruapokcumnasbl CyHIECTBYET B ABYX BHICOKOTOMOJIOTHUYHBIX (Op-
Max. OH pacnosioKeH Ha KOPOTKOM Iuiedye 6-ii XpOMOCOMBI B COCTaBE IJIaBHO-
ro komiuiekca rucrocoBmectumoctd HLA (human leucocyte antigen). I'en
CYP21A2, xonupyromuii ¢pepment, u ncepnored CYP21AI1P pacnonoxeHsl
Ha paccTossHuu okojio 30 kO, depeaysch ¢ I'eéHaMH YE€TBEPTOr0 KOMIIOHEHTa
komruiemeHnTa C4B u C4A.

CYP21A1P na 98 % uneatunuen CYP21A2, HO conepKUT psl MyTaIlui,
KOTOpBIE JIETAIOT HEBO3MOXHBIM TIPOIECC CUYUTHIBAaHUS WH(OpMAIIMK HA MaT-
puunyto PHK. PexomOuHaImm Mex 1y akTHBHBIM U HEAKTUBHBIM T€HAMH TIPO-
UCXOIIAT TPU 0Opa30BaHUM TETENh B JUHEHHBIX ydacTkax xpomocom J[HK.
Korma CYP21A2 u CYP21A1P oka3biBatoTCsi paclosioKEHHBIMU APYT HAIIPO-
TUB JIpyra, MEXIy HUMU BO3MOXKEH OOMEH T'€HEeTHUYECKUM MaTepuanioM (KOH-
BepCHUsl) WK MOTEPsl YYaCTKOB I'€HOB Ha OJHOM Xpomocome (jenenus) u ayo-

JIMKallys UX Ha BTOpOﬁ.
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Xomnectepo
17,20-nmaza
v 17-runpokcunasza
[Ipernenomnon » 17-ruapOKCUPErHEHOTOH »  JIDA
J 3-BHSD2 | 3-BHSD2 3-BHSD2
A 4
[Iporectepon » 17-ruapoKCHUIIPOTeCTEPOH AHIPOCTEHINOH
*Zl—rnupoxcnnma DK 21-ruapokcnaaza 17-BHSD
11-1€30KCUKOPTUKOCTEPOH 11-ne30xcukopTu30I TecroctepoH
CHHTC3a 11-Bruapokcunasa v
vy QJIBJ0CTEPOHA
KOpTI/I3OJ'I I[I/IFI/II[pOTCCTOCTepOH
Koprukocrepon
CHHTE3a
y AJIBJOCTEPOHA
Anb0cTEpOH

Puc. 1. Cxema cuHTE3a CTEPOUIHBIX TOPMOHOB B Ha/iMO4YeyHUKax. ['eHeTnueckue Hapylie-
HUs npu gepunure 2 1 -ruipokcunasbl

B Hopme mytanuu renoB B iokyce HLA co3maror MHOrOoOpasue ux ai-
JeTBHBIX (OPM U OMPEACIISIOT MOTUMOP(PU3M aHTUTEHOB IIAaBHOT'O KOMILJIEKCa
ructocoBMeCTUMOCTH. CYP21A2 cTaHOBUTCS MAaCCUBHBIM YYaCTHUKOM HTOTO
rpolecca, Tak Kak pacrnoliokeH paaom ¢ jJokycom HLA. Myranum rena 21-
rupokcuiiasbl BkItouaroT genenuu (10 %), mukpokonsepeuu (75 %) u Makpo-
konBepcud (10%). OHu 00yCIaBIMBAIOT PA3HYIO CTENIEHb HAPYIIICHUS AKTUBHO-
cTU QepMeHTa, KIMHUYECKYIO BBIPAXKEHHOCTh 3a00JI€BaHUs U (PEHOTUITHMYECKUE
oco0eHHOCTH manueHTa. M3pectHo O6osee 50 MyTaruii, BBI3bIBAIOIMINX JICPUITUT
21-runpoxcunasel, ¢ 10 Hanbosee pacpoCTpaHEHHBIMH U3 HUX CBsi3aHbl 95 %
ciiy4aeB 3a00JieBaHUA. B 3aBUCMMOCTH OT CTENEHM BBIpAXEHHOCTH neduinra
21-runpokcunasbl BBIICSIIOT CONbMEPSAIOWYIO0, BUPUTLHYIO U HEKIACCUYECKVIO
dopmer BJIKH. CymectByer uetkas cBsizb (D€HOTUITUYECKUX TIPOSBICHUH C TH-
oM MyTaIuu rexa 2 1 -ruapokcumnassl (Tadi. 1).

Tabnruya 1

B3aumocBs3p Mexkay KIMHHYeCKUMHU popMamu JeGuuuTa 21-rupoKcuiiaspl
1 HanboJiee yacTbivu mytanusimu (1. A. Hughes, 2002)

Tun myrauuu IK30H denorTun
Henenust — Conprepsitonias hopma
Arg 356 Trp 8 Conprepsitonias hopma
Gln 318 stop 8 Conprepstonias hopma
Intron 2 splice 2 Counprepsiomnias popma
lle 172 Asn 4 ITpocras BupmibHas hopma
Gly 110, 8nt 3 Conprepsitonias popma

BeposTHOCTh poxaeHuss 00IHLHOTO peOeHKA B CeMbe, T/Ie 00a POAUTEIS
SIBJISIFOTCA T€TEPO3UTOTHBIMU HOCHUTEISIMU MMATOJIOTUYECKOTO I'eHa, COCTaBIIsI-
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eT 25 %. BoNbIMHCTBO MAIMEHTOB UMEIOT COYETAaHUE JIBYX PA3HBIX MYTaHTHBIX
aimeneil. [Ipumepno B 1 % cimydyaeB MyTanmu Bo3HuKaroT de novo, T. €. y 1 %
npoOaHIOB TOJILKO OJIMH POAMTEINb SIBISETCS HOCUTEIEM Je(EeKTHOTO TreHa.
MonekynspHas auarHocTuka aeduiura 21-rugpokcuiia3bl MO3BOJISET MOJ-
TBepauTh nuarno3 BJIKH npu coMHUTENBHBIX pe3ysibTaTax CKPUHUHTA HOBO-
pOXJIeHHbIX, Tak Kak 17-OHII numeer 3HauuTenbHbIe KOIeOaHUS B 3aBUCUMO-
CTH OT CpOKa T'eCTallui, MacChl Tella, IEPUHATAIbHON ATOJIOTHH.

KIIMHNYECKASA KAPTUHA

Coabrepsiromas popma BJAKH. [Tonnas noreps aktuBHOCTH 2 1-THapO-
KCHUJIa3bl IPUBOJUT K MUHEPATOKOPMUKOUOHOU Hedocmamounocmu. B peynbra-
TE€ CHIDKEHUSI peadCcopOIy MOYKaMU MOHOB HATPUS U YCUJIEHUS] — MOHOB KaJIus
BO3HUKAET BbIpaKEHHAsl TUIIOHATpreMus (YpoBeHb HaTpus Huxke 130 MMoiib/n),
runepkaniemMust (KoHueHTpauus kanus 10 10 MMonb/in), anuao3 (CHM>KEHHE
pH kpoBu 1o 7,1 U HMXKE), YTO KIMHUYECKHU MPOSIBISIETCS TMIOTEH3UEH, II0-
KOM, CEpJIEYHO-COCYAMCTBIM KOJUIAIICOM M MOYET MPUBOJIUTH K JIETAIILHOMY
HCXOJly MIPU OTCYTCTBUU a/IEKBATHOTO JICYEHUS B MEPUOJIE HOBOPOKIEHHOCTH.
VY moaa BOAHO-3JIEKTPOJIUTHBIN OalaHC MOAAEPKUBAETCS C TOMOLIBIO IIJIalleH-
Thl U MAaTEPUHCKUX MOYEK, MIOATOMY COJIFTEPSIIOLINE KPU3bl PA3BUBAIOTCS TOJIb-
KO TOCJIe POXKJIEHUsI, OOBIYHO Ha 2-i1 Henene u3Hu. Jleguuurt kopTusona npo-
ABIISIETCS. OCMPOU HAONOYEUHUKOBOU HeOOCMAmMO4YHOCMbIO, HAPYUleHuem yaie-
800H020 0OMeHa. BO3MOXKHO pa3BUTHE CEPAEUHO-COCYIUCTOrO KoJularca, Mo-
TOMY 4YTO JIEUCTBUE KOPTU30JIa HEOOXOAUMO AJISl Pea3alii Ba3opecCOPHOro
JEeMCTBUSL KaTE€XOJIAMUHOB. JTH KIMHUKO-OMOXMMHUYECKHUE HapylIeHUs] HaOro-
JAKOTCS ITPU MHOTUX COCTOSIHUSIX IEPHOJIa HOBOPOXKIEHHOCTH, 3aTPYIHSIOT JIH-
ArHOCTUYECKHM MOMCK M YacTO MPUBOIAT K OIIMOOYHOMY JUArHO3y y Mallbyu-
KOB ¢ cosbTepsronieit popmoit BJIKH.

[Tpyu4nHBI CONMBTEPSIIONIETO CHHAPOMa Y HOBOpoxkAeHHBIX (o C. L. Ace-
rini, 1. A. Hugnes, 1999):

1. 'acTporHTECTEHAJILHBIE TOTEPHU:

—TaCTPOIHTEPHT;

— MAJIOPOCTEHO3.

2. PenanbHblie motepu:

— HEJIOHOILLIEHHOCTb;

— OCTpbIH TTHETOHePPUT;

— [TOYeYHas JUCILIa3us.

3. IlaTonorus HaAMOYEYHUKOB!

— BPOKJICHHAsI TUITIOIUIA3Us HAIIOYE€YHUKOB;

—BJIKH;

— BPOKJICHHBII THII0AJIbJA0CTEPOHU3M;

— IICCBAOTIUIIOATIbAOCTCPOHU3M.
7



Huskuii ypoBeHb KOPTH30J1a y TUIOa CTUMYIUPYET CEKPEIHI0 KOPTUKO-
TPOTMH-PUIIM3UHT-TOPMOHA U aJipeHOKOpTUKOTporHOTrO ropmona (AKTI). dmu-
TeNbHOE BO3/eiicTBIE TOBBIIIEHHOTO YpoBHS AKTI™ mpuBoauT K runepriiazun
KOpPBI HAJIMOYCYHUKOB M YCHIJICHUIO MPOAYKIIMH CTEPOUIOB, CHHTE3UPYEMBIX
0e3 yuactusi nedektHoro gepmeHTa. B pesynbrare yCcHMIMBaeTCs SKCIPECCHUs
TCHOB CTEPOUANPOAYIUPYIOMHX (hepMeHTOB. lloBbIIIICHHE aKTUBHOCTH (ep-
MEHTOB TIPUBOJUT K HAKOTUICHUIO CTEPOHIOB, CHHTE3 KOTOPHIX HE 3aBUCUT OT
TUAPOKCUIUPOBaHuS B 21-M mosoxkernu (Tadi. 2). O0pa3yromnmecs: JUruapo-
SMUAHAPOCTEPOH M aHAPOCTEHINOH B MeprU()EpUIECKUX TKAHSIX CIIOCOOHBI Me-

TaOOJIU3UPOBATHCS B TECTOCTEPOH U TUTHUAPOTECTOCTEPOH.
Tabauya 2

Kimnuyeckue popmer BAKH Beaencreue nepuunra 21-ruipokcuiiassl
(mo P. C. White, P. W. Speiser, 2002)

Kananueckue Denorun
KpUTEepun CcoJIbTEepAIOLIA NpocTas BUPUJIbLHAsA HeKJIacCcu4ecKas
Maabuuk | JdeBouka | Maabuuk | JleBouka | Majab4yuk ‘ JdeBouka
Boszpact mocra- | 0-6 mec. 0-1 mec. 154r. Omec. —2r. | [TocTHaTanbHEI IIE-
HOBKH JIMarHO3a puox 6e3 BO3pacTHOMH
OUYEpPUEHHOCTH
I'enuranuu Hopmanbs- | bucekcy- | Hopmans- | bucekcy- Hopmaus- | £ 1 knu-
HBIE QJIbHBIE HBIE JIbHBIE HBIE TOp
AnbIOCTEPOH CHmxeH HopManbaslit Hopmanbublit
Penun [ToBbI1IEH + MOBBIIIEH HopMmanbasrit
Koprtuzon CHmxeH CHmxeH Hopwmanbabrit
17-OHI]I, > 600 > 300-600 45-600 (AKTT cTu-
HMOITB/TI MYJTUPOBAHHBIN )
Tecrocrepon [ToBbllIeH IToBbiien | [loBbitien | IloBbiieH + TIOBBI- + TIOBBI-
B 101y 0ep- B fomry0ep- IIICH B IIeH
TaTe TaTe nomy6ep-
TaTe
YacroTa 1:10 000-15 000 1: 50 000-60 000 1:1000
(HeoHaTATBHBII
CKPUHHMHT)
AKTHBHOCTb 1-2 20-50
dbepmenra, %

VY mI1010B MY»CKOTO TIOJIa SUYKH TPOAYIHUPYIOT OOJIBIIOE KOJTHMYECTBO
AHJIPOT€HOB B PAaHHUM W CPENHUN Mepuoabl recranuu. [lon nemncreBueM tecTo-
CTEpOHA W3 TOJIUMIOTEHTHBIX SMOPHOHAIBHBIX CTPYKTYp HieT auddepeHIu-
POBKa CTPOCHUSI HAPYXKHBIX MOJOBBIX OPTraHOB MO MYKCKOMY THITY, TTO3TOMY
JIOTIOJTHUTENbHAS €T0 MPOAYKIIUS HAAMOYCYHHUKAMU HE OKa3bIBAeT 3HAUNTEIb-
HOTO BIUSHUS HA (DEHOTHII.

VY m10/10B )KE€HCKOT0 ToJia TeHuTau tuddepeHnupytorcs 06e3 BIUsSHUS
MOJIOBBIX CTEPOMJIOB, U MOBBLIIICHHOE 00pa30BaHKE aHIPOTEHOB HAIIOYCUHU-
KaMH BbI3bIBAET BUPUIIM3ALIMIO HAPYKHBIX MMOJIOBBIX opraHoB. Ee cTenenp 3Ha-
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YUTENBHO BapbupyeT (puc. 2). BelpakeHHas BUpUIM3aLMs HAPYKHBIX IMOJIO-
BBbIX OPTaHOB 3aTPYyIHSET ONpeAeIeHUE MACIIOPTHOTO Nnoja pedenka. [lpu sTom
J€BOYKH UMEIOT HOPMAJIbHO Pa3BUTHIC SIMUHUKH, MATKY, (DajuionueBbl TPyObl.
OTtcyTcTBUE COHOTpaUUYECKOro ONpPENEICHNUs MAaTKU y HOBOPOXJIECHHOM Jie-
BOUYKH HE SIBJISIETCS JIOCTOBEPHBIM AUATHOCTUYECKUM MPU3HAKOM M MOXKET OT-
MedaTbes MpH 3arube Matku k3aau. CTeneHb BBIPA)KEHHOCTH BUPWIM3ALMU Y
JIEBOYEK CBSI3aHA C THUIIOM MYyTalUH reHa 2 1-TuapoKcuiasbl, MHANBUYAIbHbI-
MU pa3IUuUsIMU aKTUBHOCTU aHJPOTCHOBBIX PEHENTOPOB M OCOOCHHOCTSIMU
MeTaboIM3Ma CTEPOUIOB-TIPEAIIECTBEHHUKOB aHIPOTE€HOB.

KeH. HeauchpepeHunposaHHasn cTaans MyX.
lonpexa MeHMTanbHLI# [onoska
MenwrancHan Gyropor YperpanuHan
Yperpanshas  CN13AKE 7| T renuransuoe fopoxmes
YperpanuHan Goposaka yTONUEHNE
cKnagka - s —-

Crnagka ". Anye MowoHounoe]|,
nonoBo# yTOnueHue '~
MY ¢
Mpenyymanstuie

rybe

Bonbuwme "
nonoesie ryGsl Hopma §

AL () B () -
S NS UG URU URU SN R Ul
1 2 3 4 Hopwa &

Puc. 2. lllxana Bupunmmsaruu [Ipagepa

IIpocrass BupuiabHas ¢popma BJIKH. B HOpME HaammoyeyHuku mnpouay-
mupytoT B 100-1000 pa3 Oosbllie KOpTHU307a, YeM MHUHEPATOKOPTHUKOHUJIOB.
B cBsi3U ¢ 3TUM MeHee BbIPaKEHHbBIE HAPYIIEHUSI aKTUBHOCTH 2 1 -THAPOKCHIIA3bI
HE MPUBOAAT K KIIMHAYECKU 3HAYMMOMY JIe(DUIUTY alibI0CTEPOHA.

JleBoukn ¢ BUpWIBLHON (hopMOil 3a00JIeBaHUS POXKIAIOTCS C OHCEKCY-
anbHbIMU TeHuTanusMu. CONbTEPSIOMIUX KPU30B HE oTMevaeTcs. st HoBo-
POXKICHHBIX MaJIbYMKOB XapAKTEPHO YBEIWYEHUE Pa3MEPOB IMOJOBOTO YJICHA.
YacTo oTMedaeTcsl MUTMEHTAIUsI KOKU HapYKHBIX TOJIOBBIX OPTraHOB U COCKOB
MOJIOYHBIX eJie3 BCJEJCTBHUE TMOBBIIIEHHONW CEKpPEIUd MEJaHOIUTOCTUMYIIH-
PYIOIIEro TOPMOHA.

B mocTtHatanbHOM Tepuoje NMpU HECBOCBPEMEHHOM YCTAHOBJICHUU JIH-
arHo3a U OTCYTCTBHUHM aJI€KBAaTHOTO JICYEHHS] OTMEYAETCsl HapacTaHWE CUMIITO-
MOB aHJIPOT€HU3AlUHUHU. Y JETEH YBEIMYMBAIOTCS pPa3Mepbl KIUTOPA WM TOJI0-
BOro wieHa, ¢ 1,52 5eT mnosBiIgeTCs IOJOBOE OBOJOCEHUE, yrpu (acne
vulgaris), hbopMupyercss MACKYJIMHHOE TEJIOCIOKEHUE. B mepBbie TObI KU3HA
HaA0JII0/IAeTCsl YCKOPEHHUE TEMIOB (PU3HUECKOTO pa3BUTHs, OOJbHBIEC ONepexa-

IOT CBEPCTHUKOB B JJUHEWHOM pocte. Ho B pe3ynbraTe npexaeBpeMEeHHON KO-
9



CTHOU auddepeHIUPOBKY dH(PU3apHbIE 30HBI pocTa 3aKpbiBatoTcs K 9—10 ro-
JlaM, 4TO MPHUBOAMUT K TMOCJIEIYIOUIEH BBIPAXKEHHOW HU3KOPOCIOCTH peOeHKa.
OxkonuarenbHblii pocT nanueHToB ¢ BJIKH HMXe reHeTHYeckux mokasareneu
Ha |2 cTaHIapTHBIX OTKJIOHEHMUS.

Wctunneblil myGepTaT y netedt 0060ero mojia, moaydaroux HeaJeKBaTHOE
JIEYEHNE, HACTYyNaeT MO3JHO. DTO CBSI3aHO C TEM, YTO TECTOCTEPOH HAANOYECU-
HUKOBOT'O TMPOUCXOXKACHUS MO MPHUHIMIYY OTPUIATEIBHOW OOpaTHOW CBSI3U
MO/IABJISIET CEKPELMIO TMIO(HU30M TOHAJIOTPOIHBIX TOPMOHOB. CTEneHb yBe-
JIMYEHUSI MOJIOYHBIX KeJsie3 y ieBouek 2 (o Tanner), orMevaroTcs HapyleHUs
MEHCTPYAJIbHOTO LIMKJIA (OJIMTOMEHOPES], aMEHOPES) BCIEICTBHE U30BITOYHOTO
YPOBHSI aHJPOT€HOB HAJIIOYEYHUKOB WU MOAABJICHUS ILUKINYECKON CEKpEeluu
TOHAJIOTPOIHBIX TOPMOHOB. SIMYHUKK THIOIJIA3UPOBAHBI, ¢ MPU3HAKAMU I0-
JMKUCTO3a. PerynspHbIl MEHCTPyaJbHBIM LIUKJI U HOPMAaJIbHASI PEMPOLYKTHB-
Hasi (PYHKIMS BO3MOKHBI TOJIbKO Ha (hOoHE KOMIEHCAIuu 3a00JeBaHUS TIPU
NPaBUWIHHO MOJIOOPAHHOM JIEYEHUH. Y MalbYMKOB roHagHas (QyHKIus Oosiee
COXpaHHa, MOTYT HaOIIOAAThCS TUTIOTUIA3MUS SMYEK U HapyIlIeHUe criepmaTore-
He3a (omuro/azoocrniepmusi). Beicokue ypoBau AKTI y manbumkoB Moryr
CIIPOBOLMPOBATH POCT 3KTONUPOBAHHBIX YYACTKOB HAJIIOYEYHUKOBOW TKAHU B
TUIEPIIa3UPOBAHHBIX AUYKAX.

IIpn HECBOEBPEMEHHOM Hauaje 3aMECTUTEIBbHOM TOPMOHAIBHOM Tepa-
MUY TIIOKOKOPTUKOUIAMU BO3MOKHO Pa3BUTHUE HCTUHHOTO MPEXIEBPEMEHHO-
ro MOJOBOTO PAa3BUTHA M3-3a HApyILIEHUs OOpaTHOM CBA3M B TUIIOTAIAMO-
rUno(gpu3apHO-rTOHaJHON OCU. B 3THX ciayyasx MOXeT MoTpeOoBaThCA TepanHusl
aHajoraMu rOHaJOTPONUH-PUIN3UHT-TOPMOHA.

Hexnaccunueckas popma BJIKH. [Ipencrasmnsier coOoit «Mmsrkuii» Bapu-
aHT MpOsIBICHUS 21-TUAPOKCUIIA3HOTO Ae(PUIUTA U SBISETCA OJHUM U3 Hau-
0oJjiee pacHpOCTpaHEHHBIX ayTOCOMHO-PELECCUBHBIX HApyIIEHUN B psae 3T-
HUYECKHX TpyIil. Bricokas cTeneHb BCTPEYaeMOCTH MO3HEH (GpopMbl aipeHo-
TeHUTAIBHOTO CHHIPOMA OTMEUEHa y eBpeeB-anikeHasu (1 @ 27); cpeau ucnan-
ckoit (1 : 53), utanbsiackoni (1 : 333) nmonysnsnuii. OcOGeHHOCTHIO MaHU(ECTa-
MY 9TOTO BapuaHTa 3a00JEBaHUS SIBJSETCS MOCTHATAIbHAS aHIPOTCHU3AIINS
pa3HOI CTeNeHM BBIPAXKEHHOCTH 0€3 YeTKON O0YepueHHOCTH BO3PACTHOTO Iie-
puoaa. [{ns nereii o6oero nosa nomyOepTaTHOTO BO3PACTa XapaKTEpPHO HEOOIIb-
I0€ YCKOPEHUE CKOPOCTU POCTa, OMEpPEKEHUE KOCTHOTO BO3pacTa, MpeKIeBpe-
MEHHOE ajjpeHapxe (mydapxe) ¥ akHe. Y JEBOYEK MOKET HAOIOAAThCS THIep-
Tpodus KIUTOPA U BHICOKAS 3a]IHSIS CIaliKa MPOMEKHOCTH, Y MATbYUKOB — POCT
MOJIOBOTO ujieHa 0e3 yBennueHus oObeMa simduek. B mybepraTHOM W mocTity-
OepTaTHOM BO3pacTax aHJIPOreHU3ALMs KIMHUYECKU MPOSBIAETCS TUPCYTHU3-
MOM, HapylmIeHUSIMU (PYHKIIUU PETIPOAYKTUBHOM CUCTEMBI (CUHAPOMOM IOJIH-
KHCTO3HBIX SIMYHUKOB, HEPETYJISIPHBIM MEHCTPYAIbHBIM IUKIJIOM, OECILIOANEM
Y HEBBIHAILIMBAHUEM OEPEMEHHOCTH). Y MHOTHX MalMeHTOB 3a00JeBaHue Mpo-
TeKaeT OECCUMITTOMHO.
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JANATHOCTHKA

JlabopaTtopHble uccienoBanms. JlabopaTtopHoe MOATBEpKICHHUE e-
¢unuTa 21-TupoKcuIa3bl Y HOBOPOKJIEHHBIX OCHOBAHO Ha OIpPEACIICHUH TO-
BBIIIIEHHBIX YPOBHEW MaTON€HETUYECKOro Mapkepa 3adoseanus — 17-OHIL
[Tokazarens 17-OHII (> 300 mmonw/m) mpu kiaccuueckux (opmax BIAKH
npumepHo B 100 pa3 mpeBblliaeT HOpMalbHbIE MOKa3aTenu (< 3 HMOJIb/T) AJs
recTallMOHHOTO BO3pacTa U MacChl Tesa peOeHKa.

VY HEeIOHOILIEHHBIX U JAETEH C POJOBBIMH TPABMAMU WM POXKIEHHBIX C HU3-
KOM Maccoi Tesla NMpy HOPMAJBbHBIX CpOKax recraiuu KoHueHtpauuu 17-OHII
MOTYT OBITh TOBBIIICHHBIMHA TPU OTCYTCTBUM HEIOCTATOYHOCTH 2 1-TUAPOKCH-
nas3pl. B aTHX ciydasx peKOMEHIYETCsl IOBTOPHOE ONPEAEICHUE MOKa3aTeNs C
uHTepBasioM 5—7 nHei. CHmwkenue ypoBHs 17-OHII B nuHamuke mo3BosieT
UCKIIIOUUTh 21-TUIPOKCUIIA3HYI0 HEAOCTAaTOYHOCTh. ['OpMOHaibHas J1aboparo-
pHsl TOJDKHA UMETh COOCTBEHHbIE HOpMaTHBHBIE CTaHAapThl ypoBHs 17-OHII
JUIsI HOBOPOKJIEHHBIX B 3aBUCUMOCTH OT MacChl T€Jla, CPOKA I'€CTAalNHU, YTO I10-
3BOJIIET YMEHBIINTh YUCIIO JIOKHOIOJIOKUTEIBHBIX PE3YJIbTaTOB IPHU AUArHO-
CTUKE 3a00J1€BaHUSI.

Bce HOBOpOXJEHHbIE C (PEHOTUIMMYECKUM MY>KCKUM IOJIOM U HE MaJlb-
MUPYEMBIMU B MOILIOHKE U 110 XOJly MaXOBbIX KaHAJOB SIMYKAMU, JIETU C OMCEK-
CyaJIbHbIM CTPOEHUEM TE€HUTAIUI ISl UCKIIFOUEHHS JIOKHOTO >KEHCKOTO rep-
MadpoauTH3Ma MOAJIEkKAT 00CIEAOBAHUIO C 005A3amMenbHbIM KAPUOMUNUPOBA-
nHuem (puc. 3). HUckmouenue nedunura 21-rugpokcuiasbl 00s3aTeabHO s
BCEX MAJIBYUKOB C CHHIPOMOM IIOTEPH COJIU.

‘rDHB,!J,IuI nanbnuprymmnl‘— NANBMNAYKA MOHALQ 'l'|r0Hilﬂbl He nanbnupymrcn|

. 170 HP
¥3K
manoro Taza
<10 | | 1040 Hmons/n || > 40 umons/n |
[ Marcaecr | [ Mamn wer | Kapworun 46XY |
\ Kapmorwun 46XX
Mex CYP21
[Owcrexeann WeTuHHBIR Nomubiid Myxcron
TECTHKYN  repmadipoguTHaM  repmadipomuTHam il
MyTawum MyTauma o dedauur
Kapuwotun Her ecThb CYP21
Oedvaumr 11,

46XY XX 3p-TCl, apomarazel
XOIXy IiJYI‘I" 46XY

Puc. 3 Anroput™ AMarHOCTHKH pa3inu4HbIX (OopM repMadpoaUTU3Ma Y HOBOPOKICHHOTO
¢ OMCeKCyalbHBIM CTPOCHUEM Hapy X HBIX reHuTannii (B. A. [lerepkosa u mp., 2003)
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Kapuotun 46XX npu repmadpoIUTHBIX HAPYKHBIX TMOJIOBBIX OpTaHaXx,
noBbIlIeHHBIN ypoBeHb 17-OHIT myist cpoka rectaiu 1 Macchl Tesna pedeHKa,
HaJW4Yue MATKU TNPU YJIbTPa3BYKOBOM HCCIENOBaHUU € 95%-HOW BepOSATHO-
CTBIO CBUJIETEIIBCTBYIOT O 2 1-TUAPOKCUIA3HOW HETOCTATOYHOCTH Y IEBOYEK.

VY ManbuuKOB € KJIACCUYECKUM JedUuuuToM 2 1-THIpOKCUiIa3bl OTIpaB-
HbIMU JIMATHOCTHUYECKUMH MPU3HAKAMH SIBIISIIOTCS HAJIMYUE COJIBTEPSIOLIETO
KOMIIOHEHTa U OTCYTCTBHE aJI€KBaTHOIO yBEIMYeHUs Macchl Tena. IIpocras
BUpWIbHasA ¢opMa 3a00JeBaHMsl Y HUX JUArHOCTUPYETCS TOJBKO K 4—5 romam
IIPY MTOSABJICHUM IIPU3HAKOB IIPEKAECBPEMEHHOTO TIOJIOBOTO PA3BUTHSL.

Knaccuueckast conprepsitomias hopma BJIKH He nposiBisieTcst B iepBbIe
IHU KU3HU pebenka. JuddepeHunanbHbplii TMarHo3 ¢ MPOCTOM BUPUIBHON
(dopmoii 3a00J1€BaHNs TPOBOJUTCS HA OCHOBAHUU MOHUTOPUPOBAHUS CHIBOPO-
TOYHBIX WJIM IJIA3MEHHBIX YPOBHEU JJIEKTPOJIUTOB, AaKTUBHOCTU PEHUHA ILIA3-
MBI U PE3YyJIbTaTOB MOJIEKYJISIPHOTO aHAJIA3a.

['opMOHanbHBIE KPUTEPUU NUATHOCTUKU (DEPMEHTATUBHBIX HAPYIICHUMA
npu Hekjaccuueckor ¢opme BIAKH mnpemioxenst M. New ¢ coaBTOopamu
(1983). IuddepennmanbHas JuarHocTKa GopM runepaHporeHnu (HeKI1accu-
yeckasi popma BJIKH u oBapuanbHbie BapuaHThl HCTUHHON TUIIEPAHIPOTCHIHN )
OCHOBaHa Ha BBISIBJIICHWU TMOBBIIIEHHBIX 3HaueHuil 17-OHII npu npoeneHun
npo6sl ¢ AKTT'. IIpo6a BeimonHsIeTCSt B QOILTUKYISIPHYIO (pa3y MEHCTpyallbHO-
ro uukna. g mo3mqHUX HapyLIeHUH HAANOYEYHUKOBOIO CTEPOMIOTEHE3a Xa-
pPaKTEepHO yBeJIMUYEHHUE 0a3aIbHOTO U CTUMYJIMpOBaHHOTO ypoBHe# 17-OHII 60-
JIee 4€M Ha 2 CUTMaJbHbIX OTKJIOHEHUS OT HOpMaJlbHbIX Moka3areneu. [lanu-
€HTBI, Y KOTOPBIX TOJBKO CTUMYyIMpOBaHHbIE ypoBHM 17-OHII mpessimaroT
OoJiee yeM Ha 2 CUI'MbI NOKa3aTejld KOHTPOJs, HO Hibke 3HaueHuid 17-OHIIT
MIPU HEKJIACCUYECKOM BapHaHTe 3a00JIEBaHMS], OTHOCATCS K KaTErOPUHU reTepo-
3UTOTHOI'O HOCHUTEJILCTBA.

HeonaraabHublii cKpuHUHT Aepunura 21-ruapokcuiaassl. B HacTos-
uiee BpeMsi ImporpaMMbl HeOHaTajnbHOro ckpuHuHra Ha BJIKH BHenpeHsl BO
MHorux ctpaHax (CLLHA, ®pannus, I'epmanus, Utanusa, [Beiapus, SAnonus,
[Benust, Uuaus u ap.). [IpeumytiectBa HeoHaTtanbHOro ckpununra Ha B/IKH:

— paHHHI cOOp 00pa3IOB KPOBU y HOBOPOXKIEHHBIX (Ha 2—3-€ CYTKH
KU3HU);

— OBICTpPBIN, HAJIC)KHBIM U OTHOCUTEIBLHO JICHIEBBIM METO OTIPEACIICHUS
17-OHII;

— ONTUMAJIbHBIN BBIOOP KPUTEPUEB JUATHOCTUKH 3a0051€BaHUs (MCKITIO-
YCHHUE JIOKHOOTPUIIATEIIBHBIX MPOO);

— HaJM4YMUE CHUCTEMbI CBOEBPEMEHHOW Mepeaadyd MH(OpMAIUU O MOJIO-
xutenbHbIX cinyvasx BJIKH;

— paHHEe HAYaja0 3aMeCTHTEIbHONH TOPMOHAIBHON Tepamnuu (10 pa3Bu-
THS COJIBTEPSFOIIETO KPH3a).
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O¢ddexTrBHOCTH CKpUHUHTa HOBOpOXAeHHbIX Ha BJIKH 3akmtouaercs B
BO3MOXHOCTH 00Jiee paHHETO BBISBICHUS OOJBHBIX 000€T0 1MoJja, MPaBUIIbHO-
ro BBIOOpa MOJIOBOM TPHUHAMIEKHOCTH U PErUCTPAlldU IMACIOPTHOrO IOoJa,
IPEAOTBPALLICHUS PAa3BUTUS OCTPOTO HAANOYEYHUKOBOTO KpH3a, JIETAIBHOCTH.
CKpUHUHT — 3TO €IUHCTBEHHO BO3MOXKHBIM METOJ JOKJIMHUYECKON OUarHo-
CTUKU BUPUIILHOM (hOpMBI 3a00JI€BaHUSI.

OcHoBa ckpuHHUHra — ucciegoBanue ypoBHsa 17-OHII B kanusuisipHOi
KpPOBH U3 ISITKH HOBOPOXKICHHOTO. BOJBIIMHCTBO CTpaH HCIONB3YIOT (III0O-
pouMMyHOMeTpruueckuii meton onpeaenenus 17-OHII ¢ moMonisio cTanmapt-
HbeIX HaObopoB (Defia Neonatal 17-OHP, Wallac, unnsuamus).

OnHa 13 Mpo0JieM HEOHATAIBHOTO CKPUHMHTA, TPEOYIOoIIast pemeHus, —
BBICOKAsl 4acTOTa JIOKHOMOJIOKUTENIBHBIX PE3YyIbTaTOB, OCOOEHHO y HEIOHO-
LIEHHBIX JETe M JETe C TSKENBIMU COMAaTHYECKHMMH 3a00JIEBaHUSMU. DTO
CBSI3aHO C OCOOEHHOCTSIMU HAIIOYEUHUKOBOI'O CTEPOUIOTEHE3a B COOTBETCTBUU
C TECTAal[MOHHBIM BO3pPacTOM peOeHKa, HE3PENOCThI0 OCH TUIOTaJaMyC — T'H-
o3 — HAATIOUYCUHUKH.

JInst yMEHBLIEHUST KOJIMYECTBA JIOKHOIOJOKHUTEIBHBIX PE3YJIBTATOB B
HEKOTOPBIX CTPaHaxX BKJIOUEH BTOPOW 3Tall CKPUHHUHIA — JIONOJIHUTEIBHOE
UCCJIEIOBAHNE TE€HA 21-THIpOKCUiIa3bl y NALUUEHTOB C IMOJOXKUTEIBHBIM pe-
3yJbTaTOM TOPMOHAJIBHOIO HMCCIEA0BaHUS. BBIABICHHE KOHKPETHBIX MYTaHT-
HBIX ajjieseil moMoraeT MoATBEPAUTh AUAarHo3 u auddepeHunpoBatb Gopmy
3a00JIeBaHUs, PEIIUThH BOMPOC O HEOOXOIUMOCTH Havalia Teparum.

[TpoGnemoii, caep>KMBarOIIE MUPOKOE BHEIPEHUE MOJEKYJISIPHOU /M-
arHOCTUKM 3a00JIeBaHMs, B YACTHOCTU B KA4ECTBE BTOPOIO dTara HEOHATalb-
HOTO CKPUHUHTA, SIBJSETCS OTHOCUTEJIbHAS JJIMTEIBHOCTh MPOBEACHUS I'E€He-
TUYECKOTO aHaJIN3a, €r0 CTOUMOCTh. D(QPEKTUBHOCTD ajlIeNb-CieIuDUIeCKO
HOJMMEPA3HON LIETTHON peakuuu — OBICTPOro MOMCKA YacTO BCTPEUAIOIIMXCS
myTarii — coctaBisieT 90 %. B ocTanpHBIX ciydasx TpeOyeTcsl CEeKBEHHUPO-
BaHHE reHa — JUINTEIbHBIN U JOPOTOCTOSIINI MPOLECC.

W neanbHbIM METOJIOM YTOYHSIOIIEH TUAarHOCTUKY SIBJISIETCS] AHAIU3 CTe-
POUIHOTO CIIEKTPa METOAOM BBICOKOA()()EKTUBHON KHUAKOCTHOM XpomaTorpa-
¢uu ¢ TanaemMHoM Macc-criektpomerpueii. KonnuecrBennas onenka 17-OHII B
COUYETaHHM C KOPTHU30JOM M aHIPOCTEHAMOHOM IO3BOJISIET YeTKO AupQepeH-
UPOBaTh (PEPMEHTATUBHBIN JTe(PEKT.

JIEHEHHUE

[lens 3amectutensHor Tepanuu BJIKH B neTckom Bo3pacrte 3akirovaeT-
Cs HE B UMHUTAIMU (PUBHOJOTHYECKON CEKpEIMH, a B BOCCTAHOBJICHUM Jedu-
IATa KOPTUKOCTEPOUJIOB, YCTPAHCHUM TOBBIIIEHHONW CEKPEIMA KOPTHUKOTPO-
NUH-pWIM3UHT-TOpMOHA U AKTI' ¥ cTUMYNALIMKM UMU HAaANIOYEYHUKOB, OINTH-
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MU3alUM POCTa MalMEHTOB, 00ECIIEYeHUN HOPMAIBHOTO MTOJIOBOTO PA3BUTHS U
depTriibHOCTU. HazHaueHune HeIO0CTaTOYHOM J103bI TIIOKOKOPTUKOUJIOB IMPH-
BOJUT K HU3KOPOCJIOCTU y B3POCIBIX MAIlMEHTOB M3-3a HEaJEKBATHOM CyIpec-
CUU TIPOJYKIMU aHJIPOTE€HOB M YCKOPEHHOT'O 3aKphITUA 30H pocTa. [Ipumene-
HUE U30BITOYHBIX 7103 MOBBIIIAET PUCK Pa3BUTHUS STPOreHHOro cuHjapoma Ky-
[IMHTA, KOTOPBIA KIMHUYECKU TMPOSBISETCS OXUPEHUEM, apTepHATbHON TH-
NepTeH3UEH, OCTEONOPO30M U 3aJIEP>KKOM pocTa.

IIpuMeHeHNe TIHKOKOPTHKOMAOB. B mepuone HOBOPOXKICHHOCTH U
JETCKOM BO3pacTe MpernapaTroM BbIOOpa SBISETCS TUAPOKOPTH30H (Tadi. 3).
bnarogaps mamomy nepuoy MOJTYBBIBEJCHHS OH OKa3bIBa€T MEHbIIE MO00Y-
HBIX 3((EKTOB MO CPABHEHUIO C TIIFOKOKOPTHKOMJIAMHU JJIMTEIBHOTO ACHCT-
Bus. [IpeTHU30JI0H U IeKcaMeTa30H 00Jaal0T POCTHOAABISIOMUM dPhekToM
cooTBeTCTBEHHO B 15 1 70—-80 pa3 0onbIIUM, YEM THIPOKOPTU3OH.

Tabnuya 3
CpaBHHTeIbHASI XapaKTEPUCTHKA OMOJI0THYECKOH AKTHBHOCTH
NpenapaTroB IIIOKOKOPTHKOU/I0B
Bpemsi 6uoJ10- CpaBHuTE/IbHAS AKTUBHOCThH
Tpenapar THYeCKOH aK- | [ goko- Mumnepa- AKTTI - Poct-
TUBHOCTH, 1 KOPTHKO- JIOKOPTH- moaaB- MoaaB-
HaHast KOMIHAsA JIAI0IIast JIAI0IIAs
I'unpokop- 8 1 1 + 1
THU30H
Koptuzona 8 0,8 0,8 + 0,8
arerar
[Mpenuan3o- 18 4 0,5 ++ 5
JIOH
Hexcamera- 36 30 0,05 +++ 80
30H

DHU3HOIOTHYECKAs CeKPELHsl KOPTH30JIa COCTaBisieT 7—9 Mr/m*/cyT (1o
THAPOKOPTH30HY) Y HOBOPOKICHHBIX U 5—6 Mr/M>/cyT y nereii crapme 1 me-
csia. ITpuMenenne 103 Bbinte 20 MIr/MY/CYT y JeTeil MepBOro rojia KH3HH U
Gonee 15-17 Mr/mM°/cyT B TOAPOCTKOBOM BO3PACTE MPHBOIUT K CHIIKCHHUIO
SDS ckopocTH pocTa ¥ YMEHBIIIEHUIO KOHEYHOTO POCTA.

B nmepuone HoBOpokaeHHOCTH Tipu Kiaccuueckux gopmax BJIKH 3naun-
TEJIbHO MOBBIIIEHA MPOAYKIMS aHAporeHoB. (s mojaBieHus ux oOpa3oBaHUs
TpeyroTCst Gonee BHICOKHE CTAPTOBBIC 03Bl THAPOKOPTH30HA (25100 Mr/M*/cyT).
ITocne noctmwxenus ueneBbix ypoBHei 17-OHII u aHaporeHoB HE0OXOAMMO
IIOCTEINIEHHO CHWKaTh 03y T'MAPOKOPTU30HA C MHTEPBAIOM B 5—7 OHEU 10
noyiepskuBaronieit (Taom. 4). IoanepskuBaromias (TepaneBTHUECKas) 103a HO-
GUpaeTCs MHANBHIYAIbHO W cOCTaBiseT 6—15 mr/m*/cyr. Ilpenapar mprHUMa-
eTcst 3 pasa B JIEHb B PaBHBIX J1033X.

14



Tabauya 4
Pexomenayemble CTapTOBBIC H NMOAJCP/KUBAIOIIHE 103bI THIPOKOPTH30HA
npu JiedyeHuu Kiaccuyeckux ¢popm BAKH y nereit

Jlo3a ruIpoKOpPTU30HA,
Bun repanun ITanuenTol /M feyT
CraproBas HoBoposx1eHHbIE 25-100
[TognepxuBaromas | HoBopoxaeHHbIC U JETH 10 2 JIET 10-20
Jetu crapue 2 ner 10-15

IIpy npoBeneHNH TIIOKOKOPTUKOMAHOW TE€panuy YYUTBHIBAIOTCS MOBBI-
IeHHe OMOJOCTYITHOCTH THIPOKOPTU30HA B BEUEPHUE YaChl U 00Jiee BHICOKUE
(¢u3noNIOTHYECKUE CHIBOPOTOUHBIE KOHIIEHTPAlMU KOpTU30ia yrpoMm. Ha Ouo-
JOCTYITHOCTh THAPOKOPTH30HA OKA3bIBAIOT BIUSHUE CTENEHb aOCOpPOLMH, Te-
pHOJI MONYXHU3HH, BO3PACTHBIE M MOJOBBIE W3MEHEHUS, KIUPEHC KOPTU30Ja.
bonee MemIeHHBIN KIMPEHC THUIPOKOPTU30HA U, KAK CIENCTBHE, 00JIee BBICO-
Kasi OMOJIOCTYIMHOCTh IMpernapaTa Mmocjie BEYepHEro npruemMa oOBACHSIOT Helle-
7€CO00Pa3HOCTh YBEJIIMYEHUSI CYyTOYHOM 10361 BEYEPOM.

VY NOApOCTKOB CIIOKHEE JOCTUTHYTh XOPOIIEr0 METa0O0JIMYECKOro KOH-
TpoJis 3a00JIeBaHUS )K€ NPU BBHICOKOM NPUBEP)KEHHOCTH K Tepanuu. B sToMm
BO3pacTe MOBBIIIAECTCS KIIMPEHC KOPTU30J1a, U JIUIS MOJABJICHHS IPOLYKIIUM aH-
JIPOTE€HOB MOXKET MOTPEOOBATHCS YBEIMUYEHHUE 03Bl TIIIOKOKOPTUKOMIOB. [lo-
BBILLICHUE KJIMPEHCAa KOPTU30JIa OOBICHAETCS HECKOJbKUMU MEXaHH3MaMH.
Jlnis myOepTara XapakTepHbl BBICOKHE YPOBHHM COMATOTPONMHA U MHCYJIMHOIIO-
nobHoro ¢akropa pocra 1, koropble mHrHOUPYIOT 11-B-TUapokcucTepouie-
ruaporenasy 1-ro tuma. 3ToT pepMEHT KOHBEPTUPYET HEAKTUBHBIA KOPTH30H
B KOPTH30J. B MoApOCTKOBOM BO3pacTe Takke yBeIUYMBAETCS 00BEM pacipe-
JIEJIeHHs] KOPTU30J1a, BO3PACTAET MOYEUHbI KIMPEHC FOPMOHA 3a CYET pocTa
CKOPOCTU KITyOOUYKOBOM (uubTpauuu. B To e Bpemsi yCTaHOBJIEHa OTpHIIa-
TeJIbHAs CBS3b MEXKIY BEJIMYMHOM 1103 TIIIOKOKOPTUKOUIOB, MPUMEHSEMbIX B
paHHeM myOepTaTe, U KOHEUHbIM pocTtoM y nanueHtoB ¢ BJIKH, uto nukryer
MUHHMHA3ALUIO IPUMEHSEMBIX 103 THAPOKOPTH30HA.

VY nerelt ¢ 30HaMH pocTa, OIM3KUMU K 3aKPBITHIO, BO3MOKHO ITPUMEHE-
HUE TIIOKOKOPTUKOUIOB JITUTEILHOTO AEHCTBUS, XOTS O0Jiee MpenouTUTENb-
HBIM OCTAeTCS THAPOKOPTH30H. J[03a MPEIHH307I0HA COCTABIsACT 2—4 MI/M*/CyT
(*/3 mOo3BI HpHHHMAeTCs YTPOM, /3 — BedepoM), 403a MPEIHU30IOHA —
0,25-0,375 Mr/mM*/cyT, Ha3HAYACTCS OJHOKPATHO B BEUEPHEE BPEMS.

IIpumeHeHre MUHEPAJIOKOPTHKOUAOB. BeceM manyeHTaM ¢ cosbTepsito-
meid popmoit BJIKH HazHawaetrcs MuHepanokopTUKOUA — (DIyIpOKOPTHU30HA
anerar B cyrounoit noze 0,025-0,2 mr Ha 2—-3 npuema. CyTouyHasi mOTpeOHOCTh B
HaTpuu y peOeHKa IpyJHOr0 BO3pacTa COCTABIAECT NPUMEPHO | MMONB/KI —
KOJMYECTBO, KOTOPOE Y 3A0POBBIX JIeTel 00ECIEeYNBAETCS €r0 COICPKAHUEM B
IPYAHOM MOJIOKE MJIM MCKYCCTBEHHBIX cMecsx. [[ns merelt ¢ conpTepsroniei
B/JIKH storo konuuectBa HaTpus MOXET ObITh HemocTaToyHo. Kpome Toro,
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ISl TIEPHOJIA HOBOPOXKJAEHHOCTH XAPAKTEPHA OTHOCUTEINIbHAS PE3UCTEHTHOCTD
K anpaoctepony. [loatomy npu sneuennu B/IKH y HOBOpOXIIEHHBIX U AeTEH
IPYJHOIO BO3pacTa MOKHO PEKOMEHA0BAaTh JOMOJHUTEIBHBIA MPUEM PACTBO-
pa nmoBapeHHou coiu B go3e 0,1-0,2 r/Kr/cyTku.

XoTs1 aOCOMIOTHBIN NePUIUT allbJOCTEepOHA HAOJI0IaeTCs TOJIBKO MPHU
conbrepstomerd BJIKH, cyOknnHuueckass HE0CTaTOUHOCTh MUHEPAIOKOPTH-
KOUJIOB XapakTepHa aJisi Bcex (opm 3aboseBanusg. OHa MOXKET ObITh OLIEHEHA
10 OTHOILIEHUIO YPOBHS AJIbJOCTEPOHA K PEHUHOBOW aKTUBHOCTH ILJIa3Mbl. EB-
POIENCKHE U aMEPUKAHCKUE PYKOBOJICTBA PEKOMEHAYIOT NPUMEHEHHE MUHE-
PATIOKOPTUKOUJIOB MPHU CHUKEHHOM aJbJOCTEPOH-PEHUHOBOM COOTHOILICHUU
BHE 3aBHCHUMOCTH OT (opMbl 3aboneBanus. [logaepkanue amekBaTHOTO Oa-
JIAHCA DJIEKTPOJIUTOB MPUBOJNT K CHHKEHUIO YpoBHEM BazonpeccuHa u AKTT,
YMEHBIIICHUIO MOTPEOHOCTH B TIIOKOKOPTUKOMJIAX U YIYUILIEHUIO POCTOBOTO
IIPOTHO3A.

C BO3pacTOM y MHOTHX MAllMEHTOB CHUKAETCS WA MOJHOCTBIO UCYE3a-
€T MOTPeOHOCTh B MpueMe QIyApOKOPTHU30HA. DTO OOBACHSIOT MOBBIIICHHEM
YyBCTBUTEIIBHOCTA K MUHEPAJIOKOPTUKOUIAM, CO3PEBAHUEM ITIOYEUYHBIX CTPYK-
Typ U yJAy4dlIEeHuEM peadcopOIuu HaTpusi, BO3MOKHOCTHIO BHEHAATIOUCYHUKO-
BOTO THJIPOKCUJIMpOBaHus B 21-m mosnoxkenuu. [loatoMy HE06X01uMo mepuo-
JIMYECKU OLIEHUBATh MOTPEOHOCTh B MUHEPATIOKOPTUKOHUIAX IO YPOBHIO apTe-
PHUAIBHOTO JIABJIEHUS U alIbJOCTEPOH-PEHUHOBOMY COOTHOIIICHUIO.

3aMecTUTEIbHAS TOPMOHAJIbHAS TePanus MPU CTPECCOBBIX COCTOSA-
Husix. Ha ¢oHe cTpeccoBbIX COCTOSHUIN YBEIMYMBACTCS PUCK PA3BUTHS ajpe-
HaJIOBBIX KPH30B, OCOOCHHO Y JeTel muaamie 1 roga. B aTux cutyanusx HeoO-
XOJIMMO TTOBBIIICHUE JTO3bI TIFOKOKOPTUKOUIOB (Tadi1. 5).

Tabnuya 5
PexoMenayemble 103bl THAPOKOPTH30HA MPH CTPECCOBBIX COCTOSIHUSIX
Crenenb Jo3a
TSKECTH IIposouupyromue pakropbl THAPOKOPTH30HA
COCTOSTHMSI
Jlerkas BakuuHanusi, ocTpble peciupaTopHbie OObruHas

nHpeKImn 6e3 TUXOPaIKH UK C CyO-
(beOpupHON TeMIepaTypoi Tena

Cpenneit Wudexnuu ¢ muxopaakoi 6omnee 38,5 °C, | YBemmuenue 10361 B 3—4 paza
TAKECTH pBOTa, TUapesi, HeOOIbIINe XUPyprude- i 50-100 MI“/MZ/CYT

CKHe€ OIlepaIuu, 0)KOrH
Tsxenas Cericuc, OonbIIne XUPYPTUUECKUE OTIe- 100 MF/MZ/CYT

pauuu

Ha ¢one mpemapaToB, yCKOPSIOIIMX META00IM3M TIFOKOKOPTUKOUIOB
(peruronn, Gapobutypatsl, pudaMIUIMH U JIp.), PEKOMEHIYETCS YBEIMUCHHUE
TIOJIICPKUBAIOIIEH 10361 TOPMOHOB. [Ipr yMepeHHBIX cTpeccax (CHOpPTHBHBIC
COPEBHOBAHMS) WJIM JIETKUX (pOpMax HHTEPKYPPEHTHBIX 3a00JIEBaHUM, MPOTE-
KaoImux 0e3 JIMXOPAJKH, CYyTOUYHYIO 103y TIIFOKOKOPTHUKOHIOB CIIEAYET MOBHI-
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math B 23 pasa. [Ipu Tsokensix popmax, COpOBOKIAIOIINXCS BRIPAKEHHON TH-
neprepmueii (> 38,5 °C), kpoMe YBEIUUCHHUS TMOUICPKUBAIOIICH JT03bI TJIFOKO-
KOPTUKOMIOB, HEOOXOAMM IepeBo;] O0JILHOTO peOeHKa Ha MapaHTepaibHbINA TPU-
eM ruipokopTr3oHa. Ha ¢oHe TsHKenbIx TpaBM WM ONIEPaTUBHBIX BMEIIATEIILCTB
UCIIOJIb3yeTCsl 0a3MCHO-00JIIOCHBINA PEKUM BBEJICHUS TUAPOKOPTU30HA U3 pac-
gera 50 mr/m’/cyT BHyTpEMBImeYHO ¥ 100 Mr/mM?/CyT BHYTPHBEHHO CTPYHHO
WM. U1 ieted muamiie 3 et — 25 Mr 6omtocHo 1 25-30 mr/cyT 6a3ucHO; s
nereit 3—12 net — 50 mr 6omocHo U 50—-60 Mr/cyT 6a3uCHO; Jis TOJIPOCTKOB U
B3pocibix — 100 mr 6omrocHO 1 100 mr/cyt 6a3ucHo. 3a 15-30 MuHyT 710 TIpO-
BEJICHUSI MEIUIIMHCKONW MAaHMITYJSIIIUK CJICAYeT BHYTPHMBIIIICYHO BBECTH TH]-
POKOPTU30H M3 pacueTa 1—2 MI/Kr Macchl Teiaa. OMOLMOHABHBIE CTPECCHI, Ta-
KM€ KaK IIKOJIbHBIC 3K3aMEHbI, HE TPEOYIOT YBEIIMUEHUS 103bl TITFOKOKOPTUKOU-
noB. Koppekius 10361 B K&KJIOM CiTydae MPOBOAUTCS UHANBUYAIBHO.

AJekBaTHasi 7032 THIPOKOPTU30HA OOJagaeT OCTATOYHOM MHUHEpao-
KOPTUKOUJAHOW aKTHUBHOCTHIO, TTO3TOMY YBEJIWYEHUE JO3UPOBKHU (IIYIPOKOP-
TU30HA HE TpeOyeTcs. Bo3BpailieHue K moaaepKuBarolei 103€ npemnapara pe-
KOMEH/IyeTCsI cpa3y MOCe CTa0uIN3aliyd COCTOSHHUS.

Tepanusa Hekiaaccmyeckux (opMm. HazHaueHue rimOKOKOPTUKOUIAHON
Tepanuu Mpu Hekinaccuueckux dopmax 21-TUIpoKcuiIazHoro aeduimra mpo-
BOJMTCS TOJILKO MPHU MPOTPECCUU CUMIITOMOB THIIEPAHIPOTEHUH MIpenapaTamMmu
TIIFOKOKOPTUKOMAHOTO psifia. B meTckoM Bo3pacTe Mmoka3zaHWeM K Ha3HAUYEHUIO
TEpanuu SIBISETCS YCKOPEHHE KOCTHOIO BO3pPACTa, YXYAIIAIOMIEr0 POCTOBOM
MPOTHO3. Y JEBYIIEK W MOJIOABIX JKECHIIUH TITIOKOKOPTUKOUIBI TTPUMEHSIIOTCS
MpU OPOTPECCUPYIONIEM TUPCYTHU3ME, HAPYIICHUH MEHCTPYaJbHOTO IIMKJIA,
O0ecruionuu. Jlo3a mpemnapara moaOUpaeTcss WHAWBUAYAIBHO MOJ KOHTPOJIEM
ypoBHen 17-OHII u TectocTepoHna, KOTOpBIE CAEAYET NMOANECPKUBATh HA BEPX-
HEHW TpaHUIle HOPMBI TUarHocThuueckoro Habopa. [lpu ypreHTHbIX U cTpecco-
BBIX COCTOSIHUSIX 71032 TJIFOKOKOPTUKOMJIOB HE YBEIUYUBAETCS. 3aMECTUTENb-
Hasl Tepanusi MUHEPATIOKOPTUKOHUIAMUA HE TPeOyeTCsl.

Mounutopunr repanuu. Monuropusr tepanuu BJIKH y gereir ocHo-
BBIBACTCS Ha JAaHHBIX (PU3UKAIBLHOTO 00CIeIOBaHUS U J1a00PaTOPHBIX TECTOB.
Heobxoaum perynspHbIi KOHTPOJIb POCTa U MACChI TeJla, €KETOHOE Ompee-
JIEHHE KOCTHOTO Bo3pacTta y aeteit crapiie 1 roga. IIpu yckopeHun ckopocTu
pocTa U B MEPHUOJ MOJOBOIO CO3PEBAHUSI PEKOMEHIYETCSI KOHTPOJIb KOCTHOTO
BO3pacTa He pexe | paza B roa.

Koppekiuto 10361 TIIFOKOKOPTUKOUAOB MTPOBOASAT MO KOHTPOJIEM ChIBO-
porounbix KoHueHTpauuid 17-OHIIL. Ero ypoBeHb MMEET LUMPKAAHBIA PUTM,
MOATOMY OINTUMAJIBHBIM BPEMEHEM JJISI MCCJICIOBAHUS SIBJISIETCS paHee yTPo
(mo 8.00) mepen nmpuemMoM ruipoKopTU30HA. [{eneBbIMU 3HAYCHUSIMU KOHIICH-
tparuu 17-OHII siBnsitoTcst 4—12 Hr/mn — nist fomyOepTaTHOTO EpHoja, Me-
Hee 5,9 ’Hr/mi — 11t oApocTKOB. HopMarnbHbIE WM HU3KO-HOPMAJbHBIE (CY-
MIPECCUPOBAHHBIC) MMOKA3aTEIU CBUACTEIBCTBYIOT O MEJAMKAMEHTO3HOM mepe-

17



JIO3UPOBKE TIIOKOKOPTUKOUOB. Y MaJTbUMKOB JIOMyOEpTaTHOTO BO3pacra M
J€BOYEK BCEX BO3PACTOB B KPOBU JOMOJHUTEIBHO OMPEACAIOT KOHIEHTPALINH
TECTOCTEPOHA U aHAPOCTEHAHUOHA. [loka3aTenu aHIPOTEHOB HE TOJKHBI Ipe-
BBIIIATH peepeHCHBIC 3HAUSHUS I 1oJ1a ¥ Bo3pacTta. ['opMoHanbHOE olcIe-
NIOBaHUE MPOBOAUTCS KaXKIble 3 Mecsila y AETel NEPBOroO rojia AKU3HU U KaxkK-
npie 4—12 Mecs1eB B NOCIEAYIOIEM.

JI71s1 OLIEHKH aJIeKBAaTHOCTH J103bI (UIyApOKOPTU30HA MCIOJB3YIOT MOKa-
3aTeN apTEPUAIIBHOTO JABJICHUS, JJIEKTPOJIUTOB KPOBHU, AKTUBHOCTU PEHHUHA
mna3mel. [Ipu nepego3upoBke MUHEPATOKOPTUKOUIOB HAOIIOAAETCS MTOBBIIIE-
HHE CUCTOJMYECKOTO apTEPUAIIBHOTO JIaBJIECHUS, OTEKH, CHUKECHUE AKTUBHOCTH
PEHHUHA IIa3MBl.

Hecrepounnas tepanus BJIKH. Onucanbl equHUYHBIE CloydaW NIpH-
MEHEHHSI XUMHYECKOW aJpPEHAPKTOMUM C UCIOJb30BAaHUEM METOHATa. JTOT
npenapar 00JaaeT aApPEHOIUTUYECKIM JCHCTBUEM U BBI3BIBAET TAKXKE aTpo-
(buI0 SKTONMUYECKON HAAOUYCYHUKOBON TKAHHU.

Nuruéuropsl cuHTe3a aHaporeHoB. [Ipemapatsl, uHrnoupytomme dep-
MEHTBI OMocHHTe3a aHAporeHoB (17-o-rumpokcunasbl/17,20-mua3bl), m01aBIs-
IOT CHUHTE3 I10JIOBBIX TOPMOHOB HE TOJIBKO B HAJINIOYEUYHUKAX, HO U B TOHA/IaX.
[ToaToMy npUMeEHEHHE MpenapaToB 3TOM TPYIIIbI BO3MOXHO TOJIBKO y JETeu
JIOIyOEpPTaTHOTO BO3pAcTa M B3POCIBIX MAIMEHTOB, MOTYYAIOUIUX 3aMECTHU-
TEJIBHYIO TEpaIui0 MOJOBBIMU TOPMOHAMHU M HE 3aUHTEPECOBAHHBIX B (ep-
TWJIBHOCTH.

Eme onnum HanpasnenueM tepanuu BJIKH sBisiercst pazpadoTka npena-
PaTOB-aHTarOHUCTOB PELENTOPA KOPTUKOTPOIUH-PUIIUZUHT-TOPMOHA. OHH yCT-
panstoT noBbIeHHbIN ypoBeHb AKTI 1 cTuMy im0 KOpsl HaAIIOYEYHUKOB.

Xupyprudyeckasi KOppeKIUs HAPYKHbIX F'eHUTAIHMi y AeBoueK. Ore-
parus BBITIOJHSETCS Y JIEBOYEK C MPU3HAKAMU BHYTPUYTPOOHOU BUPUIU3AIIUN
B CICIMAIM3UPOBAHHBIX KIWHUKaX (PecrmyOnukanckuii geTckuil yposjorude-
ckuii 1eHTp). Llenb KOppeKIMu — COOTBETCTBHME HAPYKHBIX T'€HUTAIUM W3-
OpaHHOMYy (KEHCKOMY) TOJY; JIMKBUJAIMS BO3MOXXHBIX aHATOMUYECKUX TIpe-
IISITCTBUM, 3aTPYAHSAIOIIMX OTTOK MOYM; CO3JIaHUE YCIIOBUHM i1 HOPMAJIBHOMN
PENPOTYKTUBHON (DYHKITHH.

OnepaTtuBHOE BMEIIATEIBCTBO — PE3EKIIHS THNEPTPOGUPOBAHHOTO KITH-
TOpa U PacCE€YEHUE YPOTE€HUTAIBHOIO CUHYCa — BBITIOJIHSAETCS B MEPBbIA TOJ
AKU3HU peOeHka. Pesekiust kauTopa A0KHA ObITh OCYIIECTBJIEHA C MPUMEHE-
HAEM MAIAIINX METOIAUK, COXPAHSIONIMX HEUPOBACKYJAPU3ALUIO TOJOBKHU
KJIUTOpa U OKPYKAIOIIUX €Tro MpenylualbHbIX CKIanoK. B myGepTraTHOM BO3-
pacte Ipu HEOOXOIUMOCTH MTPOBOAAT MOBTOPHOE XUPYPTrUUECKOE BMEIIATEb-
CTBO I (JOpMHUPOBAHUS BXOJa BO BiArajidile — WHTPOUTOIUIACTUKY; KOJIb-
MOSIISATALIHIO.

IIpenaTanbHas IMarHocTuka u Tepanus. [Ipomenypa He sBisiercs 00si-
3aTENbHOM, TPOBOAUTCS TOJBKO IO KEJIAHUIO POJUTENIEN B CEMbSIX, UMEIOIIUX
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00JIbHOTO peOeHKa, U TOJBKO MPHU YCIOBUH, YTO POAUTENN OYIyT MpEephIBaTh
O0epeMeHHOCTh OOJIBHBIM IUI0I0M. [IpeHaranbHas Tepamus paccMaTpUBaeTCs
KaK JKCIIEpUMEHTaJIbHAas, BBINOJHSAEMAs B paMKax KIMHUYECKUX HMCCIIEI0Ba-
HUI B CIIEHHAAIM3UPOBAHHBIX LEHTPAX, UMEIOIIMX COOTBETCTBYIOIIUNA IPOTO-
KOJI MCCIIEIOBAHUS U Pa3pelICeHNEe KOMUTETA 110 3THKE.

Jlig poBeieHNsI TIPEHATaIbHON JUArHOCTUKU HEOOXOIUMO 3HATh FE€HO-
TN 00oux poautenel. /luarnoctuka ocymectniserca Ha 9-10-i Henene rec-
Tanmu nyteM nosydenus JJHK u3 BopcnH XOpuoHa m onpeneneHus Haaudus
MyTalluii TeHa, OTBETCTBEHHOTO 3a pa3BuTHe qaHHoU (hopmbl BJIKH.

[IpenaTtanbHass Tepanusi TPOBOAUTCS C LEIbI0 M30€XKATh WIM CHHU3UTh
CTENEHb BUPWIM3ALUU HAPYKHBIX MOJOBBIX OPraHOB y IUIOZA KEHCKOTO MoJia
¢ aedunurom 21-rugpokcuinasbl. s Tepanuu NMPUMEHSIETCS JIeKCaMeTa3OH,
KOTOpBIM HE MHAKTUBHUpYETCA IulalieHTapHou 11-B-ruapokcucrepouaieruapo-
IeHAa30M U NMpPOHMKAeT K mioAy. IIoCKoiabKy Tepamusi JOKHA HAYUHATHCS C
MOMEHTa yCTaHOBJIEHMsI OEPEMEHHOCTH, KOI/Ia YPOBEHb KOPTH30Jla y IJI0JA
OYEHb HU3KHUH, TO B ONPEIEICHHBIE NEPHOJbl YPOBEHb IIFOKOKOPTHKOHMIOB
OyZeT 3HAYMTENbHO MpeBbIATh (Qu3nosorndyeckuil. IlpeHaranbHas Tepanus
HE N03BOJIAET N30eXkaTh B JaJIbHEHUIIEM MOKU3HEHHOM Tepanuy U He SBISETCS
Ipo(UIAKTUKON CONBTEPSIIOIINX COCTOSHUM B MOCIEPOIOBOM mepuoje. Tepa-
OUsl MOKa3aHa TOJIbKO IJI0JAaM KEHCKOro mojia ¢ aeduuurom 21-ruapokcu-
na3el. Jledunur 21-rugpokcunasbl sSBISIETCS ayTOCOMHO-PELIECCUBHBIM 3a00-
JIeBaHUEM, U B CEMbe, UMEIONIEH 00ILHOTO pedeHKa, BEPOSTHOCTh OEPEMEHHO-
CTH 00JBHOU eBOUKOM cocTaBisieT 12,5 %. [lockonbKy npeHaTalibHasl 1UarHo-
CTHKA BO3MOKHA TOJIbkO Ha 10-if Henene OepeMeHHOCTH, TO B 87,5 % ciiydaeB
o OyJIeT HalpacHO MOJIy4aTh BEICOKKE J03bI TTIFOKOKOPTUKOUIOB ¢ 4—6-ii 10
10-if Henenu rectanuu. M3BeCTHBI OTpHUIIATETIbHBIC TIOCIEICTBUS BO3ACHCTBHUS
JeKcaMeTa30Ha Ha MaThb BO BpeMsi OEpEeMEHHOCTH: MATOJOTHYECKH Habop
Macchl Tejla, HapyLIeHUs YIJIEBOAHOIO OOMEHa M PUCK Pa3BUTUS apTepHalib-
HOU runepTeH3uu. He 10 KoHIIa M3y4eHbl BO3MOXKHBIE 2PhEKTh BO3EHCTBUA
BBICOKHX /103 IEKCAMETA30Ha Ha IO/l HA PAaHHUX CPOKAax reCTalH.

Hnsa BJAKH BO3MOXHO mnpoBeleHHE NpPEeAUMILIAHTAMOHHON JIHArHO-
CTUKH TPU NPUMEHEHUH BCIIOMOTaTEIbHBIX PENPOAYKTHUBHBIX TEXHOJIOTHMA
(3KCTpaKOPIOPATBHOIO OIJIOJOTBOPEHMS C MHTPAIUIA3MaTUIECKON NHBEKIIMEN
cnepmato3onsioB). Ha 3-u cyTtku mociie omiogoTBopenus (cragus 6—8 Ona-
CTOMEpPOB) MPOUCXOAUT 3a00p OJHOTO OjlacTomMepa JJisi TeHETHYEeCKOro aHa-
nmu3a. [lo pe3ynbraramM reHeTUYeCKOro TECTUPOBAHUS, KOTOPOE JOJIKHO OBITh
POBEICHO MAaKCUMYM 3a 2 CYTOK, BBIOMPAIOTCS AIMOpPUOHBI, KOTOPbIE PEKO-
MEHJYIOTCS JUJIsl IepeHoca B MaTKy. BO3MOXKHOCTh JUArHOCTUKH €lle 0 Ha-
CTYIUICHUS OEPEMEHHOCTH SIBJSIETCS TJIABHBIM MPEUMYIIECTBOM MPEIUMILIAH-
TAalMOHHOM JUArHOCTUKH, KOTOPAasl IMO3BOJIIET MUHUMHU3UPOBATH PUCK MTPEPBI-
BaHMsI OEPEMEHHOCTM IO IeHETHYECKMM npuuumHaM. Hemocratkamu npeaum-
IUTAHTALIMOHHOW JIMAarHOCTUKU SIBISIFOTCS. HEOOXOIMMOCTh IPOXOXKACHHS Jie-
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YeOHOr0 IHMKJIa SKCTPAKOPIIOPAIIBHOTO OIJIOIOTBOPEHUSI U TOCTATOYHO BBICOKAs
cTouMocTh. YacToTa ommbOoKk auarHoctuku gocturaet 10 %. 9to oOycnoBieHo
MaJIbIM KOJIMYECTBOM T'€HETHUECKOTO MaTepuiia U CKaThIMU CPOKaAMU aHaJIN3a.

CAMOKOHTPOJIb YCBOEHUS TEMbI

1. YkaxknuTe M3MeHEHHMS] KHCJIOTHO-OCHOBHOIO COCTOSIHHSI TPH COJbTe-
psawmeM cunapome B/IKH:

a) METa0OJIMUECKU aln103;

0) MeTabOJIMUECKUI aKaJio3;

B) pECIIUPATOPHBIN aJIKaJI03;

') HE U3MCHEHBI.
2. YKakuTe OMOXMMHUYECKHE TPOSIBJIEHUSA OCTPOil HAANMOYEeYHUKOBOI He-
AOCTATOYHOCTH:

a) TUIIOTJIMKEMHUS,

0) rUNIeprIuKeMHUs;

B) BBICOKHI YPOBEHb KaJus;

') HU3KUI YPOBEHb HATpUS;

1) HU3KUI YPOBEHB KaJIusl.
3. OCHOBHBIMM JJIEKTPOJMTHBIMM HAPYLIEHUSIMH, NOATBEP:KIAIIUMH
MHUHEPAJIOKOPTUKOUAHYI0 HEJOCTATOYHOCTH NMPH CoJbTepsiiomeii (popme
BAKH, siBasirorca:

a) TUTIOHATPUEMHS,;

0) runepHaTpueMus;

B) TUIIEPKATIUEMUS;

') HU3KHI YPOBEHB aJIbJIOCTEPOHA.
4. dusnveckoe pa3BuTHe aerei nonyodepraraoro sospacra npu B/IKH:

a) 3aMeJIAeTCS;

0) yckopsieTcs;

B) HE U3MEHSETCS.
5. Kakue rpynnbl mpenapaToB NPHMMEHSIIOT MPH JieYeHUH BUPWIbHOM
¢popmsl BAKH:

a) TTTIOKOKOPTUKOUIBL;

0) TEeBOTUPOKCUH HATPUS;

B) MUHEPAJIOKOPTUKOU/IBI;

r) uHruouTopsl AI1D.
6. HazoBuTe mpenapar, o0/iajaoniuii HauMeHbIIEH POCTNOAABJSIIONIENH
AKTUBHOCTBIO:

a) TUJIPOKOPTHU3OH;

0) MpeTHU30JIOH,;

B) JICKCAaMETa30H.
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7. Ykaxxurte, Kakue Ja0OpaTopHble NMOKa3aTeJd He00X0AUMO KOHTPOJIM-
POBATh NPH JIeYeHNH MUHEPAJTOKOPTUKONIAMU:

a) KaJaui;

0) HaTpHil;

B) KaJIbLIH;

r) docdop;

J1) aKTUBHOCTb PEHUHA T1JIa3MBl.
8. loaaep:kuBawIas CyTOYHAA 1032 TMJAPOKOPTU30HA Yy jJeTeil 10 2 Jjer
¢ BAKH cocraBasier:

a) 10-20 mr/m’;

0)6-8 MI/M2;

B) 1-2 mMr/™%;

r) 25-50 Mr/™’.
9. Ipoao/kuTEIBLHOCTD JeueHus aereii ¢ BIKH:

a) 6 MecsIIIeB;

0) 12 mecsres;

B) 2 TOJ1a;

I') MOKU3HEHHO.

OrBerbl: 1 — a;2 —a;B, 11,3 —a B 1,4 —0,5—a; 6 — a;
/—a,0,1;8—a;9—r.
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