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MOTHUBAIIMOHHASA XAPAKTEPUCTHUKA TEMBbBI

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

OO0muree Bpems 3aHATHI: 6 4acOB.

byaymemy Bpady HeoOXoauMoO 3HATh NMPHU3HAKH 3a00JICBaHMS, COMPO-
BOXK/TAFOIIETOCS BRIPAKCHHBIM M3MEHEHHEM (DYHKITMU HAMOYCYHUKOB, TaK KaK
paHHSS TUAarHOCTUKA AHIOKPUHOIIATHHN, TIPOBEACHHUE aJeKBATHOTO OMOXUMUYE-
CKOT'O ¥ TOPMOHAJIbHOTO MOHUTOPUHTA B MIOBCEHEBHOM KIIMHUYECKOMN MPAKTHKE,
COBEPIUICHCTBOBAHHUE CXEM JICUEHHUS MATOJOTUU CIIOCOOCTBYIOT YCHEIIHON KOp-
PEKLIMK HapyIICHUH CTEpOMIOreHe3a, YJIydllaloT pOCTOBOM MPOTHO3, oOecte-
YUBAIOT HOPMAJIBHOE MOJIOBOE CO3pEBaHUE U (DEPTHIIBHOCTh, TOMOTAIOT JIOCTH-
KEHUIO COLMAJIBbHOM a/IalTallui U BBICOKOTO KaueCTBA KU3HU MAI[UEHTOB.

Heab 3aHATHA: HAYYUTHCS JAUATHOCTUPOBATH pa3Hbie (HOPMBI BpPOXK-
neHHo nucyHkimu kopsl HaanoueuHukoB (BJIKH), compoBoxparomuecs
BBIPOKEHHBIM HM3MEHEHHWEM (YHKIIMU, MPOBOAUTH OOCIEAOBaHMS (BKIIIOUYAS
HEOHATAJIbHBIA CKPUHUHT), JICUEHUE, PEAOUTUTALIUIO TTAIMEHTOB.

3axayu 3aHATHA:

1. U3yuuTs:

— METOJIMKY OLEHKU (DYHKIIMU HAIMIOYEYHUKOB Yy JICTEH;

— A3THOJIOTHIO, MTATOTeHE3, KIIMHUYECKYIO KapTUHY 3a00JI€BaHUM, COMPO-
BOXIAIOIIUXCS TUITO(YHKIIMEH HANTOYEYHUKOB.

2. HayuuTtncs:

— KJaccu(uIMpoBaTh BPOXKACHHBIC 3a00J7€BaHUS HAMOYEUYHUKOB C
HapyLUICHUEM CTEPOHIOTEHE3a B 3aBUCUMOCTH OT CTETIEHU BBIPAXKEHHOCTH Jie-
¢dbunmTa 2 1-THAPOKCUITa3HI;

— OIICHMBATh U WHTEPIPETUPOBATH OMOXMMHUUYECKHE W TOPMOHAJIbHBIE
u3MeHeHus npu pazHbix popmax B/IKH;

— COCTaBJIITh IIJIaH JajbHEWIero oOcleNoBaHUs JeTeld C pa3HbIMU
dopmamu BJIKH;

— TpoBOAUTH AU(depeHInaIbHyI0 IMarHoCcTUKY pa3Hbix Gpopm BJAKH;

— COCTaBJISITh CXEMY JICYEHUSI ¥ IPOBOJIUTH €r0 KOPPEKIIUIO.

TpeOoBaHus K MCXOHOMY YPOBHIO 3HAHUIA. /(711 TOTHOTO yCBOCHMS
TEeMbI CTYACHTY HEOOXOAMMO TTOBTOPUTH:

— W3 HOPMaJbHOM aHAaTOMMM: AHATOMUIO HAJMOYECYHUKOB, IOJIOBBIX
KeJe3 U TUIMOTaIaMO-TUTIO(U3APHON CHCTEMBI;

— HOPMAaJIbHOW (DM3HOJIOTUN: HEUPOTYyMOPATbHBI M TOPMOHAIHHBIN
MEXaHU3MBI PETYJSIUN (PYHKIIUN HAAMOYECYHUKOB, (rznoorudeckue dhdek-
Thl TOPMOHOB HaJIITOYEYHUKOB;

— OHOJIOTMYECKOM XUMHH: OMOCHMHTE3 M METa00JIM3M TOPMOHOB HAJIIO-
YEYHUKOB;



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

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

KoHTposbHBIE BONPOCHI U3 CMEKHBIX IMCHUIINH:

1. B yeMm 3akiroyaeTcsi SHAOKPUHHBIA KOHTPOJIb (PYHKIIMU HAAIOYEY-
HUKOB?

2. Kak nporcxoaut OnocuHTe3 U METa00IM3M TOPMOHOB HAATIOUEYHHUKOB?

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

KoHTposbHBIE BONIPOCHI 110 TeMe 3aHATHS:

1. JlaiiTe omnpeneneHue MOHITHIO «BPOXKICHHAs HJUCPYHKIUS KOPbI
HajnmouyeuyHukoBy. Kakas gopma 3abosieBanusi Hanbosee pacnpocTpaHeHa y Jie-
Ten?

2. PackpoiiTe 0CHOBHBIE MOMEHTHI 3THOJIOTHH U TTaTorene3a BJIKH.

3. [lepeuncnure OCHOBHBIE KIMHUYECKHE MPOSBICHUS COJIbTEPSIOLICH
dbopmbr BJIKH.

4. Ha3zoBUTE OCHOBHBIC KIMHUYECKHE IMPOSBICHUS BUPUIHLHOU (HOPMBI
3a00JIeBaHUs B JJIETCKOM BO3pacTe.

5. YkaxuTte nuarHoctuueckue (J1aboparopusie) kputepun BJIKH.

6. [lepeuncnure TOMOTHUTETbHBIE HHCTPYMEHTAIBHBIE METOIBI TUATHO-
ctuku BJIKH.

7. HazoBuTe KIMHUYECKUE U JTAOOPATOPHBIE KPUTEPUN HEKIACCUYECKON
¢dopmsl BJIKH.

8. [IpoBenuTe 3aMeCTUTENBHYIO TEPANUI0 HOBOPOXKIEHHOTO C COJIbTE-
psroeid popmoit BIIKH. Ykaxkute nporao3 3a0osieBaHusl.

9. [lepeuncnute OCHOBHbBIE MPUHITUIIBI 3aMECTUTEIHLHON TOPMOHAILHOMN
tepanuu pu BJIKH.

10. HazoBuTE MpUHIMATBI 3aMECTUTEIFHON TOPMOHAIBHOW TEpamnuu 3a-
00J1eBaHMsI IPU CTPECCOBBIX CUTYALIMSIX.

3apanus 1A caMoCTOATeIbHOM padoThl. B npouecce n3ydenus aas-
HOW JUCHMIUIMHBI HEOOXOJUMO O3HAKOMHUTBLCS C pazzienoM «3aboseBaHUs
HAAMOYEUYHUKOB» OCHOBHOT'O PEKOMEHIyeMoro yueOHuka «Jlerckue 0one3Hu»
(H. IT. [ITa6anoBa, 2000). ITocne 3TOro CiaeayeT U3ydnuTh MaTepHall, IpeacTaB-
JICHHBI B JaHHOM y4e€OHO-METOJIMYECKOM MOCOOMH, OTBETUTh Ha KOHTPOJIb-
HbIE€ BOIMPOCHI K 3aHATHUIO, PEIIUThH MPE/Iaralolnecs TeCTOBbIE 3aJaHusl.

OINPEJAEJIEHHUE ITOHATHUA

Bpoostcoennana ouchynkuyus Kopol Ha0no4eyHuKO08 — 3TO TPyNIa rere-
POTEHHBIX 3a00JICBAHUM C ayTOCOMHO-PEIIECCUBHBIM THUIIOM HACJEIOBaHUS, B
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OCHOBE KOTOPBIX JEXKHUT OePeKT (HepMEHTOB WM TPAHCIOPTHBIX OECIIKOB,
YYacCTBYIOIIUX B CHUHTE3€ KOPTU30Ja U allbJIOCTepOHa. BBIIENSIOT crneayroniue
dbopmer BJIKH:

— JIUMOUJHAS TUIEPIIa3us KOpbl HAANOYEYHUKOB (MyTallMd T€Ha, KO-
nupytoiero oeiaok StAR);

— nedurut 20,22-necmonassl (11-a-ruapokcumnassbl);

— nedurut 17-o-ruapokcunasbl/17,20-n11assr;

— nedunut 3-B-THAPOKCUCTEPOUIIETHAPOTCHA3HL

— nedunur 21-ruapokcunassl,

— nedwurut 11-B-ruapokcunassr;

— AedUIUT OKCUIOPETYKTa3HI.

o 90-95 % Bcex ¢popm BJIKH mpuxomutcs na aeduumt 21-rumpo-
kcwiasel (mudp no MKbB-10 E25.0). PacnipoctpanenHocTh 3T0il hopmbl 3a00-
JIeBaHUs, N0 JIaHHBIM HEOHATAJILHOTO CKPUHHUHTA, cocTapisieT 1 ciyuail Ha
10 000-15 000 >xuBbIx HOBOpOXkIEeHHBIX (B bemapycu B 2017 r. Habmoganoch
128 nereit ¢ BAKH, u3 nux Bnepsbie BoisiBieHO Y 11). PacipoctpaneHHOCTH He-
KJaccudeckor Gopmel nedunura 2 1-ruapokcuiassl coctasiseT 0,1-0,2 %.

ITUOJIOI'UA U ITATOT'EHE3, KIACCUDPUKALIUA

[Tpuunnoit Bcex popm BJAKH sBistorcs MyTanuy reHOB, OTBEUYAIOIIUX
3a CUHTEe3 (EPMEHTOB WM KOPEPMEHTOB CTEPOMJIOTEHE3a, a TaKKe TI'eHa
STAR, xonupyroriero 0e10k, KOTOPbIi y9acTBYeT B TPAHCIIOPTE XOJIECTEpUHA
BHYTPb MUTOXOHIPUH.

Kak yxxe ynomunanoce, HauOosee yactass ¢opma BJIKH cBszana c ne-
dururom 21-ruapokcusniazpl. DTOT PEPMEHT Y4acCTBYET B Mpolecce OMOCUHTE-
3a KOPTU30Jla U allbJIOCTEPOHA, TpaHCcPopMupys 17-0-ruapoKCUIpOrecTepoH
(17-OHIT) B 11-1€30KCUKOPTU30T M MPOrecTepoH B 11-1€30KCHKOPTHKOCTE-
poH (puc. 1).

I'en 21-ruapokcumnasbl CyIIECTBYET B ABYX BHICOKOTOMOJIOTHUYHBIX (Op-
Max. OH pacnosioKeH Ha KOPOTKOM Iuiedye 6-ii XpOMOCOMBI B COCTaBE I'JIaBHO-
ro komiuiekca rucrocoBmectumoctd HLA (human leucocyte antigen). I'en
CYP21A2, xonupyromuii ¢pepment, u ncepunored CYP21AI1P pacnonoxeHsl
Ha paccTostHMU okoJio 30 kO, yepedysch C T€HaMU YE€TBEPTOrO0 KOMIIOHEHTa
komruiemeHnTa C4B u C4A.

CYP21A1P na 98 % uneatuuen CYP21A2, HO cCOnepKUT psl MyTaIlui,
KOTOpPBIE JIEAaI0T HEBO3MOXHBIM IMPOLIECC CUUTHIBAHUS MHPOpPMAIIUU HA MaT-
puunyto PHK. PexomOuHammu Mexny akTUBHBIM U HEAKTUBHBIM T'€HAMU TPO-
UCXOIIAT MpU 00pa30BaHUM TETENh B JUHEHHBIX ydacTkax xpomocom JIHK.
Korga CYP21A2 u CYP21A1P oka3bIBatOTCsl pacloIOKEHHBIMU APYT HAMPO-
TUB JIpyra, MEXIy HAMU BO3MOKEH OOMEH T€HEeTHUYECKUM MaTepuanioM (KOH-
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BEpCHsl) WIH MOTEepsl yYaCTKOB T'€HOB HAa OJHOM XpoMOcOoMe (zenenus) u ayo-
JIMKAIMs UX Ha BTOPOH.

Xomnectepo
17,20-nuaza
v 17-runpokcuinasza
[Ipernenomnon » 17-ruapoKCHUpErHEeHOIOH »  JIDA
3-BHSD2 3-BHSD2 3-BHSD2
A 4 A 4 A 4
[Iporecrepon » 17-ruapoKCHUIIPOTeCTEpOH AHIPOCTEHINOH
*Zl—rnupoxcnnma DK 21-ruapokcniasa 17-BHSD
11-1e30KCUKOPTHKOCTEPOH 11-ne3oxcukopTH30I Tecroctepon
CHHTC32 11-Bruppokcuiasa v
vy QIBIOCTEpOHA
Koprtuzon HuruaporecTocTepoH
Koptukocrepon

CHUHTEC3a
y AIbJAOCTCPOHA

Anb0CTEpOH

Puc. 1. Cxema cuHTE3a CTEPOUIHBIX TOPMOHOB B HAANIOYEUHUKAX. [ eHeTHUecKne Hapyliie-
HUS IpH fepunute 2 1 -ruIpoKcuiasbl

B Hopme mytanuu renoB B iokyce HLA co3naror MHOrOOOpasue ux ai-
JENBbHBIX (GOPM U ONPEACIISIIOT NTOJUMOP(PU3M aHTUTEHOB TJIABHOT'O KOMILIEKCA
ructocoBMecTUMOCTH. CYP21A2 cTaHOBUTCS MACCUBHBIM YYaCTHUKOM 3TOTO
rpolecca, Tak Kak pacrnoliokeH panom ¢ jJokycom HLA. Myranum rena 21-
ruApokcuiiasbl BkIrouaroT aenenun (10 %), mukpokonsepeuu (75 %) u Makpo-
konBepcud (10%). OHu 00yCIaBIMBAIOT PA3HYIO CTENIEHb HAPYIIICHUS AKTUBHO-
cTu epMeHTa, KIMHUYECKYIO BBIPAKEHHOCTh 3a00J1€BaHUs U (PEHOTUITHYECKUE
ocoOeHHOoCcTH nauueHTa. M3sectHo Oosiee 50 MyTanuid, BbI3bIBAIOIINX J(DULINAT
21-runpokcunassl, ¢ 10 Hanbonee pacrpocTpaHEHHBIMU U3 HUX CBsI3aHBI 95 %
ciiy4aeB 3a00JieBaHUs. B 3aBUCHMOCTH OT CTETEHM BBIpAXEHHOCTH neduinra
21-runpokcuiasbl BBUICTSIIOT CONbMEPSAIOWYIO, BUPUTLHYIO U HEKIACCUUECKYVIO
dopmer BJIKH. CymectByer uetkas cBsizb (D€HOTUITUYECKUX TIPOSBICHUH C TH-
MOM MyTaIuu rexa 2 1 -ruapokcunassl (Tad. 1).

Tabnruya 1

B3aumocBs3p MexkAy KIMHHYeCKUMHU popMamu JeGuuuTa 21-ruaporcuiia3nl
1 HanboJiee yacTeivu mytanusivu (1. A. Hughes, 2002)

Tun myrauuu IK30H DeHoTHIT
Jenenns — Conbrepsronias popma
Arg 356 Trp 8 Conprepsitonias hopma
Gln 318 stop 8 Conbrepstomias hopma
Intron 2 splice 2 Counprepsiomnias popma
lle 172 Asn 4 ITpocras BupmibHas hopma
Gly 110, 8nt 3 ConpTepsionias hopma




BeposTHOCTh poxaeHus 00IHLHOTO peOeHKA B CeMbE, T/Ie 00a POAUTEIS
SIBJISIFOTCS T€TEPO3UTOTHBIMU HOCHUTEIISIMU MMATOJIOTHYECKOTO I'eHa, COCTaBIIs-
eT 25 %. BoJbIIMHCTBO NMAIMEHTOB UMEIOT COUETaHHUE JBYX Pa3HBIX MyTaHTHBIX
aieneid. [Ipumeprno B 1 % ciayuyaeB MyTarnuu Bo3HuKarT de novo, T. €.y 1 %
poOaHIOB TOJIBKO OJMH POJUTENb SBJSETCS HOCUTENeM AehEeKTHOIO TeHa.
MosnekymnsipHas AuarHoctTuka gedunuta 21-THAPOKCHIA3bl MO3BOISET IOJI-
TBepAuTh auarHo3 BJIKH mpu coMHUTEIBHBIX pe3ysibTaTaXx CKpUHUHTA HOBO-
pokneHHbIX, Tak Kak 17-OHII nMeer 3HaunTenbHBIE KOJICOAHUSI B 3aBHCHUMO-
CTH OT CpOKa T'ecTalluu, MaccChl Teja, IepUHATaILHON MaTOJOTUH.

KIIMHNYECKASA KAPTUHA

Coabrepsiiomas popma BJAKH. [Tonnas noreps aktuBHOCTH 2 1-THapo-
KCWJIa3bl IPUBOAUT K MUHEPATIOKOPMUKOUOHOU Hedocmamounocmu. B pe3ynbra-
TE CHWKEHHsI peadcopOLMK MOYKaMU MOHOB HATPUS U YCUJIEHHSI — MOHOB KaJlus
BO3HUKAET BbIpaXEHHAs THIIOHATprueMus (YpoBeHb HaTpus Huxke 130 MMoiib/n),
runepkanremMust (KoHueHTpauus kanus 10 10 MMonb/in), anuao3 (CHM>KEHHE
pH kpoBu 1o 7,1 U HMXKE), YTO KIMHUYECKHU MPOSIBISETCS TMIOTEH3UEH, 1I0-
KOM, CEpJIEYHO-COCYAMCTBIM KOJUIAIICOM M MOYET MPUBOJIUTH K JIETAIILHOMY
MCXOJly MIPU OTCYTCTBUU aJIEKBATHOT'O JICUEHUS B IIEPUOJIE HOBOPOKIIEHHOCTH.
VY o2 BOAHO-3JEKTPOIUTHBIN OajaHC MOAJEPKUBAETCS C MOMOIIBIO TUIAICH-
Thl 1 MAaTEPUHCKUX NOYEK, [IOATOMY COJIETEPSIIOLINE KPU3bl PA3BUBAOTCS TOJIb-
KO TOCJIe POXKIEHUsI, OOBIYHO Ha 2-i Henene xu3Hu. Jleguuurt kopTusona npo-
ABIISIETCS. OCMPOU HAONOYEUHUKOBOU HeAOCMAmMOYHOCMbIO, HAPYUleHUem yaie-
800H020 0OMeHa. BO3MOXKHO pa3BUTHE CEpACUHO-COCYIUCTOrO KoJularca, Mmo-
TOMY 4YTO JIEUCTBUE KOPTU30JIa HEOOXOAUMO JJISl pean3ali Ba3opeccOpHOro
JEHCTBUS KaT€XOJIaMUHOB. DT KIMHUKO-OMOXMMHUYECKUE HAPYLIEHUsI HAOIO-
JAOTCS TP MHOTUX COCTOSIHUSIX TEPUOJIa HOBOPOXKJIEHHOCTH, 3aTPYIHSIOT JIU-
ArHOCTUYECKHUM MOMCK M YacTO MPUBOIAT K OUIMOOYHOMY JUArHO3y y Mallbyu-
KOB ¢ conbTepsronieit popmoit BJIKH.

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

1. 'acTporHTECTEHAJIbHBIE IOTEPHU:

— FaCTPOIHTEPHT;

— [MAJIOPOCTEHO3.

2. PenanbHble otepu:

— HEJIOHOILEHHOCTb;

— OCTpbIH THETOHEPPUT;

— [IOYeYHas JUCIUIa3us.

3. [laronorust HAANOYEYHUKOB:

— BPOKJICHHAsI TUTIOIUIA3Usl HAJIIOYEYHUKOB;

—BJIKH;



— BPOXKJICHHBIN TUII0ATBIOCTEPOHH3M,

— IICEBAOTUIIOATBJOCTEPOHU3M.

Huskuit ypoBeHb KOPTH30JIa y TUIOAA CTUMYJIHPYET CEKPEIMI0 KOPTH-
KOTPOITMH-PHJIM3UHT-TOPMOHA U a[JpeHOKOPTHKOTpornHOro ropmoHa (AKTL).
JlnutenpHoe Bo3zaericTBre TMoBbIIIeHHOTO ypoBHS AKTI mpuBoauT K rumep-
TIA3UM KOPBI HAAMOYECYHUKOB M YCUJICHUIO MPOIYKIUH CTEPOUIOB, CHHTE3H-
pyembIx 0e3 yuacTus aedekTHoro ¢pepmenta. B pesynprarte ycuinBaercs dKc-
MPECCUsi TEHOB CTEPOUANIPOIYIUPYIOMUX (epMeHTOB. [10BEIIIEHNE aKTHBHO-
cTH ()EPMEHTOB MPUBOJUT K HAKOIICHHIO CTEPOUJIOB, CHHTE3 KOTOPHIX HE 3a-
BUCHUT OT THIPOKCHIMPOBaHUA B 21-M monoxkenuu (tabdmn. 2). O6paszyromuecs
JAUTUAPOITUAHIPOCTEPOH U aHAPOCTECHANOH B MEpU(PEPHUSCKIX TKAHSIX CIIO-

COOHBI METAOOJIU3UPOBATHCS B TECTOCTEPOH U TUTUIPOTECTOCTEPOH.
Tabnuya 2

Kimnuyeckue popmer BJAKH Bcaencreue nepuunura 21-ruipokcuiiassl
(mo P. C. White, P. W. Speiser, 2002)

Kiunnanueckne DeHorun
KpUTEepun CoJIbTEepPAIOLIA NpocTasg BUPWJILHAA HeKJIacCu4yecKas
Maabuuk | JdeBouka | Maabuuk | JleBouka | Majabuyuk ’ JdeBouka
Boszpact mocra- | 0-6 mec. 0-1 mec. 154r. Omec. —2r1. | [TocTHaTaIBHEI IIEe-
HOBKH JJMarHO3a puoz 6e3 Bo3pacTHON
OUYepPUEHHOCTH
I'enuranuu Hopmanbs- | bucekcy- | Hopmans- | bucekcy- Hopmains- | £ 1 knu-
HBIE aJbHbIE HBIE aJbHbIe HBIE TOp
AnbIOCTEPOH CHmxeH Hopmanbhslit Hopwmanbublit
Penun [ToBbI1IEH + MOBBIIIEH Hopmanbasrit
Koprtuzon CHmxeH CHmxeH Hopmanbusrit
17-OHI]I, > 600 > 300-600 45-600 (AKTT cTu-
HMOJIB/TT MYJIHPOBaHHbIH )
Tecrocrepon [ToBbllIeH IloBbiien | [loBbiien | [loBbllieH | + MOBBI- + TIOBBI-
B Jionyoep- B Jionyoep- IICH B HIeH
TaTe TaTe nomy6ep-
TaTe
YacroTa 1:10 000-15 000 1: 50 000-60 000 1:1000
(HeoHaTATBHBIN
CKPUHHMHT)
AKTHBHOCTB 1-2 20-50
depmenra, %

VY MmWI010B MY»XCKOTO MOJia SUYKA MPOAYIUPYIOT OOJBIIOE KOJIHMYECTBO
AHJIPOT€HOB B PaHHUM W CPENHUN Nepuoabl recranuu. [lon nemncresueM tecTo-
CTEpOHA W3 TOJIUMIOTEHTHBIX SMOPHOHAIBHBIX CTPYKTYp HAET nuddepeHIu-
POBKa CTPOCHUSI HAPYKHBIX MOJOBBIX OPTaHOB MO MYKCKOMY THITY, TTIO3TOMY
JIOTIOJTHUTENIbHAS €T0 MPOAYKIIUS HAAMOYCYHHKAMU HE OKA3bIBAeT 3HAUNTEIb-
HOTO BIUSTHUS HA (DEHOTHII.



VY m1070B JKEHCKOT0 1MoJia TeHuTanuu auddepeHnupyrorcss 6e3 BIUSHUSL
MOJIOBBIX CTEPOUIOB, M MOBBIIICHHOE 00pa30BaHKUE aHIPOTCHOB HAIOYCUHU-
KaMU BBI3bIBACT BUPWIIM3AIMIO HAPYKHBIX MOJIOBBIX opraHoB. Ee crenens 3Ha-
YUTEIBHO BapbHpyeT (puc. 2). BblpakeHHas BUPHIM3ALUSA HAPYKHBIX IOJIO-
BBIX OPTraHOB 3aTPYAHSET OINpeIeIeHUe MacopTHOro nojia pedenka. Ilpu atom
JIEBOYKH MUMEIOT HOPMaJbHO Pa3BUTHIC SSMUHUKU, MATKY, (hajsIoNueBbl TPYODI.
OTtcyTcTBUE COHOTpaUUYECKOr0 ONPENEICHNU MAaTKU y HOBOPOXKIECHHOM Jie-
BOYKH HE SIBJISIETCS JJOCTOBEPHBIM TUATHOCTHYECKUM MPU3HAKOM U MOXKET OT-
MedaTbcsl MpH 3arude MaTku k3aau. CTeneHb BHIPAXKEHHOCTH BUPUIU3AIUHN Y
JICBOYEK CBSI3aHA C THUIOM MYTaIH reHa 2 1-Tuapokcuiasbl, HHANBUYaTbHbI-
MU pa3IUuUsIMU aKTUBHOCTU aHJPOTCHOBBIX PEHENTOPOB M OCOOEHHOCTSIMU
MeTa0o0JIu3Ma CTEPOUI0B-TIPEAILIECTBEHHUKOB aHIPOT€HOB.

HKeH. HeaudhdpepeHunposaHHasn cTagus Myx.
Mongexka FeHMTANLHLIA Foncaxa
FenwTanLHan Gyropor YperpansHan
Yperpaniuan  C1AAK T~ T repuransuoe Gopoaaka
YperpanuHan Gopozaxa yTonuweHne
cKnaga -.— bt ———

Crnagka . Anyc Mowonounoe],
nonoBoM YyTONWEHUe '~

\

Bonbwme "
nonoe.ie ryGs Hopma §

Hopma &
Puc. 2. llIxkana supummsaruu [Ipagepa

IIpocras BupuiabHas ¢popma B/AKH. B HOpMe HaanmoyeyHuku npoxy-
mupytoT B 100-1000 pa3 Oosbilie KOpTHU307a, YeM MHUHEPATOKOPTHUKOHUJIOB.
B cBsI31 ¢ 3TUM MeHee BbIpaKeHHbIE HapyIIEHUs] aKTUBHOCTH 2 | -THAPOKCHUIIa3bl
HE MPHUBOJAT K KIMHUYECKU 3HAUUMOMY J1e(DULIUTY alIbJOCTEPOHA.

JleBouku ¢ BUpHUIILHON (hopmoil 3a00JieBaHUS POXKIAIOTCA C OHCEKCY-
aNbHBIMU TeHUTATUAMU. CONBTEPSIIONIMX KPU30B HEe oTMedaercs. s HOBO-
POKJIEHHBIX MaJIBYMKOB XapAaKTEPHO YBEJIMYECHHE Pa3MEPOB MOJOBOTO HJICHA.
Yacto oTMedaeTcs MATMEHTANNS KOXH HapY>KHBIX MOJIOBBIX OPTAaHOB U COCKOB
MOJIOUHBIX JKE€JI€3 BCJIEICTBUE MOBBIMIEHHOW CEKPEIUH METaHOIUTOCTUMYIIH-
PYIOIIETro TOPMOHA.

B noctHaTanbHOM nepuojie npu HECBOEBPEMEHHOM YCTAaHOBIIEHUU /M-
rHO3a M OTCYTCTBHM a/ICKBATHOTO JICYCHHS] OTMEUYAECTCS] HapacTaHUE CHUMIITO-
MOB aHJPOTeHM3AIMH. Y JeTell yBEIMYMBAIOTCA pa3Mephbl KIUTOpa WK MOJI0-

BOro wieHa, ¢ 1,5-2 5er mnosiBiISeTCs IOJOBOE OBOJOCEHUE, yrpu (ache
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vulgaris), hbopMupyercss MACKYJIMHHOE TEJIOCIOKEHUE. B mepBbie TObI KU3HU
HAO0JII0IaeTCsl YCKOPEHUE TEMIOB (PU3NYECKOTro pa3BUTHS, OOJIbHBIE OIEepexa-
I0OT CBEPCTHUKOB B JIMHEHHOM pocte. Ho B pesynbTaTe mpexaeBpeMEHHOM
KoCTHOU nuddepeHupoBKy mudu3apHbie 30HBI pocTa 3akpbiBatoTcs k 9-10
roJilaM, 4YTo MPUBOJUT K MOCIEAYIONIECH BBIPAXKEHHON HU3KOPOCIOCTH PEOCHKA.
OxkonuarenbHblii pocT nanueHToB ¢ BJIKH HMXe reHeTHYeckux mokasareneu
Ha |2 cTaHIapTHBIX OTKJIOHEHMUS.

Wctunnblit myGepTart y nereit 000ero noja, moxy4amiux HeaJleKBaTHOe
JIeYEHUE, HACTyNaeT MO3HO. DTO CBSI3aHO C TEM, YTO TECTOCTEPOH HAAMNOYECU-
HUKOBOTO TIPOUCXOXKICHUS IO TPHUHITUITY OTPHUIATEIHHOM OOpaTHOU CBSI3H
MOJABIISAECT CEKPEIUI0 TUMO(PU30M TOHAJAOTPONHBIX rOpMOHOB. CTEleHb yBe-
JIMYEHUSI MOJIOYHBIX )KeJe3 y JieBouek 2 (mo Tanner), orMedaroTcs HapyleHUs
MEHCTPYaJbHOIO IIUKJIAa (OJIUTOMEHOPEs, aMEHOpEs ) BCIEACTBUE U30BITOYHOTO
YPOBHSI aHJIPOT€HOB HAANOYEYHUKOB W TMOAABICHUS [UKINYECKON CEKpElHH
TOHAJOTPONHBIX TOPMOHOB. SIMYHUKHU THIOIUIA3UPOBAHBI, C MPU3HAKAMH I10-
JMKUCTO3a. PerynsipHblil MEHCTPyaJbHbIM LUK U HOPMaJbHAsl PENPOIYKTHB-
Hasi (PYHKIMS BO3MOKHBI TOJIbKO Ha (hoHE KOMIIEHCAuu 3a00JeBaHUS TPU
NPaBUWIHHO TOJIOOPAHHOM JIeYCHUH. Y MalbYMKOB roHagHas (QyHKIus Oosee
COXpaHHa, MOTYT HaOIIOAAThCS TUTIOTUIA3US SMYEK U HapyIICHHE criepMaTore-
He3a (omuro/azoocriepmusi). Beicokue ypoBau AKTI y manpuMkoB Moryr
CIIPOBOIIMPOBATH POCT SKTOMUPOBAHHBIX YYACTKOB HAIIOYEYHUKOBOM TKAHU B
TUTIEPIIA3UPOBAHHBIX SUUKaX.

[Ipn HECBOEBPEMEHHOM HAaudalle 3aMECTUTEIIbHOW TOPMOHAJIBHOW Tepa-
MMUU TJIFOKOKOPTUKOUAAMU BO3MOKHO PA3BUTUE UCTUHHOTO MPEKICBPEMEHHO-
ro TOJIOBOTO Pa3BUTHS M3-3a HAPYIICHUS OOpaTHON CBSI3M B TUIIOTaIaMO-
runou3apHo-roHaIHON ocu. B 3TuX ciydasix MOXKET MoTpeOOoBaThCs Teparusl
aHaJIOraMH TOHAI0TPONHH-PUIN3UHT-TOPMOHA.

Hexnaccnueckan popma BJIKH. [Ipeacrasnsier coboit «MsATKui» Bapu-
aHT TposiBIeHUs 21-TUAPOKCWIA3HOTO JAehUIIUTa W SABISETCS OJHUM U3
HamOoJiee PacHpOCTPAaHEHHBIX ayTOCOMHO-PEIIECCUBHBIX HApYIICHUN B psjie
STHUYECKUX Tpymi. Bricokasi cTeneHp BCTpeuaeMOCTH MO3AHEN (opMBI anpe-
HOTEHUTAJILHOTO CHHApPOMA OTMEUeHa y eBpeeB-amikenasu (1 : 27); cpeau uc-
nanckoi (1 : 53), uranesuckoit (1 : 333) nomymsiuii. Oco6eHHOCTHIO MaHU(e-
CTallUM PTOr0 BapuaHTa 3a00JICBaHUS SIBJISETCS MOCTHATaJIbHAS aHAPOTeHU3a-
IS pa3HOM CTENEHH BBIPAKEHHOCTU 0€3 YETKOW OYEPUCHHOCTH BO3PACTHOIO
nepuona. Jlns mereit oboero mosia AOMyOEpTATHOrO BO3pAcTa XapakTEpHO He-
00JIBIIIOE YCKOPEHHE CKOPOCTH POCTA, ONEPEKEHNE KOCTHOTO BO3pACTa, MPEx/Ie-
BpeMeHHOE ajJipeHapxe (mybapxe) U akHe. Y JeBOYEeK MOXKET HaOJ0IaThCsl T'U-
nepTpodus KIUTOpa U BBICOKAS 3aJIHSAS CIIalika MPOMEKHOCTH, Y MaJTbUMKOB —
pPOCT TOJIOBOTO WieHa Oe3 yBenuueHus oObema smuek. B myOepraTHOM u
MOCTIMYOepTaTHOM BO3pacTaxX aHAPOTCHHU3AIMS KIMHUYECKU MPOSBISETCS TUP-
CYyTU3MOM, HAPYIICHUSIMU (PYHKIIUU PETMPOAYKTHBHON CHUCTEMBI (CHHAPOMOM
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IMOJIMKUCTO3HBIX SWYHHUKOB, HCPCTYJIAPHBIM MCHCTPYAJIbHBIM IIHKIIOM, Oec-
IIJI10ANCM M HCBBIHAIIIMBAHNCM 6epeM€HHOCTI/I). Y MHOrux IIanMCHTOB 3a00s1e-
BAaHHUC ITPOTCKACT 0eCCUMIITOMHO.

JANATHOCTHKA

JlabopaTtopHble uccienoBanms. JlabopaTopHoe MOATBEPKICHUE e-
¢unuTa 21-TuapoKcuIa3bl y HOBOPOKJIEHHBIX OCHOBAHO Ha OINpPEACIIEHUH TO-
BBIIICHHBIX YPOBHEW MAaTOr€HETUYECKOTO Mapkepa 3abosneBanus — 17-OHIL.
[Tokazarens 17-OHII (> 300 mmonw/m) mpu kiaccuueckux (opmax BIAKH
npumepHo B 100 pa3 mpeBblliaeT HOpMalbHbIE TOKa3aTeNu (< 3 HMOJIb/M) AJs
TeCTAIlMOHHOI'O BO3PacTa U MacChl Tella peOCHKa.

VY HeOHOIIEHHBIX U IETEH C pOJIOBBIMU TPaBMaMH WM POXKICHHBIX C HU3-
KO MAcCOM Tela MpU HOPMAIBbHBIX CPOKax rectanmu KoHueHTpauuu 17-OHII
MOTYT OBITh TMOBBIIIEHHBIMU MPU OTCYTCTBUM HEIOCTATOUYHOCTH 2 1-TUIpOKCH-
na3bl. B 3TUX ciiydasix peKOMEHAYETCsl IOBTOPHOE OIMPEIEIICHUE MMOKA3aTels C
uHTepBasioM 5—7 nHei. CHkenue ypoBHs 17-OHII B nunamuike mo3BossieT
UCKJTIOYUTH 2 1-THIPOKCHIIA3HYIO0 HEIOCTaTOYHOCTh. ['opMoHanbHas abopaTo-
pusi I0JDKHA UMETh COOCTBEHHBbIE HOpMaTHBHBIE cTaHAapThl ypoBHs 17-OHII
JUIsl HOBOPOXKJIEHHBIX B 3aBUCHUMOCTH OT MacChl Tella, CPOKA TeCTalluH, YTO
MO3BOJIIET YMEHBIIUTh YUCJIO JIOKHOIMOJIOKUTEIIBHBIX PE3YJIbTATOB MPU M-
THOCTHKE 3a00JIeBaHMUSI.

Bce HOBOpOXIeHHBIE ¢ (PEHOTUMMYECKUM MYXCKUM IOJIOM U HE Mallb-
MMUPYEMBIMU B MOIIIOHKE U MO XOJAY IMaXOBbIX KaHAJIOB SIMUKaMU, €T ¢ OUCEK-
CyaJIbHBIM CTPOEHUEM TE€HUTAIUN TSI UCKIIOUCHHS JIOKHOTO >KEHCKOTO rep-
MadpoauTH3Ma MoAJIexkaT 00CIEAOBAHUIO C 00A3amMenbHbIM KAPUOMUNUPOBA-
nHuem (puc. 3). Uckmouenue aedunura 21-rugpokcuiasbl 00s3aTeIbHO s
BCEX MaJbYMKOB C CUHAPOMOM MOTEPH COJIH.

‘rDHB.!J,IuI nanbnuprymmnl‘— NANBLNALKA MOHAN "'|r0Hﬂ£lbl He ﬂﬂﬂbﬂHP?IDTCH|

170 HP

¥3u
Manoro Taia

<10 | | 10-40 Hmons/n || > 40 Huons/n |
Marka ecTh Matkn Het \ |

Kapuwotwun 46XX

Mex CYP21
[Oucrexneans McTHHHEIR NowHbIid MyxCKoR
TECTHKYN  repmadipoguTHaM  repmatipomuTHIM il
MyTawwum MyTauma o Hdedauur
KapuoTtun HeT ecThb CYP21
Oedmaumr 11,
46XY XX 3p-rCl, apomaraze

Xomy XXIXY 46XY
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Puc. 3 Anroput™ AMarHOCTHKH pa3iu4HbIX (opM repMadpoaAUTH3IMA Y HOBOPOXKICHHOTO
¢ OMCeKCyabHBIM CTPOCHUEM Hapy X HBIX reHuTannii (B. A. [lerepkosa u mp., 2003)

Kapuotun 46XX npu repmadpoIUTHBIX HAPYKHBIX TOJIOBBIX OpTaHaXx,
noBbIlIeHHbIN ypoBeHb 17-OHIT qyist cpoka rectanuu 1 Macchl Telia peOeHka,
HaJW4Yue MATKU NPU YJIbTPa3BYKOBOM HCCIEAOBaHUU C 95%-HOU BepOSATHO-
CTBIO CBUJIETENIBCTBYIOT O 2 1-TUAPOKCUIA3HOW HETOCTATOYHOCTH Y IEBOYEK.

VY ManbuuKoOB € KJacCUYECKUM JeduuuToM 2 1-THIpOoKCUiIa3bl OTHpaB-
HbIMU JIMATHOCTHUYECKUMH TPU3HAKAMH SIBJISIIOTCS HAJIUYUE COJIBTEPSIOLIETO
KOMIIOHEHTa M OTCYTCTBHE aJ€KBAaTHOIO yBEIMYEHUs Macchl Tena. [Ipocras
BUpWIbHasA ¢opMa 3a00JeBaHMsl Y HUX JUATHOCTUPYETCS TOJIBKO K 4—5 romam
IIPY MTOSIBJICHUM IIPU3HAKOB IIPEKACBPEMEHHOTO TIOJIOBOTO PAa3BUTHAL.

Krnaccuueckas conbrepsitomas hopma BJIKH He nposiBrisiercst B mepBbie
IHU KU3HU peOeHka. JuddepeHmanbHplii AMarHo3 ¢ NPOCTOW BHUPUIBHOM
(dopmoii 3a001€BaHNSI TPOBOJUTCS HA OCHOBAHUU MOHUTOPUPOBAHUS CHIBOPO-
TOYHBIX WM IJIA3MEHHBIX YPOBHEHN 3JIEKTPOJIMTOB, aKTUBHOCTH PEHHUHA IJIA3-
MBI ¥ PE3YIBTATOB MOJIEKYJISIPHOTO aHAJIN3A.

['opMOHanbHBIE KPUTEPUU NUATHOCTUKHA (DEPMEHTATUBHBIX HAPYIICHUM
npu Hekjaccuueckor ¢opme BIAKH mnpemioxenst M. New ¢ coaBTOopamu
(1983). IuddepennmanpHas JuarHocTika GopM runepaHporeHnu (HeKI1accu-
yeckasi popma BJIKH u oBapuanbHbie BapuaHThl HCTUHHON TUTIEPAHIPOTCHIN )
OCHOBaHa Ha BBISIBJICHWU TMOBBIIIEHHBIX 3HaueHuil 17-OHII npu npoeneHun
npo6sl ¢ AKTT'. IIpo6a BeimonHsieTCst B QOUKYISpHYIO (pa3y MEHCTpyalbHO-
ro uukna. i mo3qHUX HapyLIEHUM HAANOYEYHUKOBOIO CTEPOMIOTEHE3a Xa-
PaKTEepHO yBeJIMUYEeHHUE 0a3aIbHOTO U CTUMYJIMpOBaHHOTO ypoBHe# 17-OHII 60-
JIee 4eM Ha 2 CUTMaJbHbIX OTKJIOHEHUS OT HOpMaJlbHbIX MoKa3areneu. [lanu-
€HTBI, ¥ KOTOPBIX TOJBKO CTUMyJMpoBaHHbIE ypoBHM 17-OHII mpessimaroT
OoJiee yeM Ha 2 CUTI'MbI IOKa3aTesd KOHTPOJs, HO Hibke 3HaueHuid 17-OHII
MIPU HEKJIACCUYECKOM BapHaHTE 3a00JIeBaHUs], OTHOCATCS K KaTErOPUU IeTepo-
3UTOTHOI'O HOCHUTEJILCTBA.

HeonaraabHublii cCKpuHUHT Aepunura 21-ruapokcuiaassl. B HacTos-
uiee BpeMsi mporpaMMbl HeOHaTajabHOro ckpuHuHra Ha BJIKH BHenpeHsl BO
mHorux crpaHax (CIIA, ®panmus, ['epmanus, Utamus, [eeinapus, Sdmnonus,
[Berust, MUuaus u ap.). [IpeumyiiectBa HeoHatanbHOro ckpununra Ha B/IKH:

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

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

— ONTUMAaJIbHBIN BHIOOP KPUTEPUEB JUATHOCTUKH 3a001€BaHus (MCKIIIO-
YCHHUE JIOKHOOTPUIIATEIIBHBIX MPOO);

— HaJM4YHUe CHUCTEMbI CBOEBPEMEHHOW Mepeaadyd MH(OpMAIUU O MOJIO-
xutenbHbIX cinyvasx BJIKH;
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— paHHEe HAYaJo0 3aMECTHTEIHHON TOPMOHAJIBHON Tepanuu (10 pa3Bu-
THSI COJBTEPSIFOIIETO KPH3a).

O¢pdexTuBHOCTH CKpUHUHTA HOBOpOKAeHHbIX Ha BJ/IKH 3akmouaercs B
BO3MOKHOCTH 00JIe€ paHHETO BBISABICHUS OOJIBHBIX 000€ro MoJia, MPaBUIIbHO-
ro BbIOOpa MOJIOBOM MPUHAIJIEKHOCTH U PETUCTPALMK NACHOPTHOrO I0JIa,
IPEeIOTBPALCHHS Pa3BUTUSL OCTPOrO HAANOYEUYHUKOBOTO KpH3a, JIETaIbHOCTH.
CKpUHUHT — 3TO €JMHCTBEHHO BO3MOXXHBI METOJ JOKIMHUYECKOH AMarHo-
CTHKHU BUPWIBHOU (pOpMBI 3a007I€BaHUSI.

OcHoBa ckpuHuHra — uccieaoanue ypoHs 17-OHII B kanmuisipHoi
KpPOBH U3 ISITKH HOBOPOXKICHHOTO. BOJBIIMHCTBO CTpaH MCIONB3YIOT (III0O-
pouMMyHOMeTpruueckuii meton onpeaenenus 17-OHII ¢ moMomnisio cTanapt-
HbeIX HabopoB (Defia Neonatal 17-OHP, Wallac, unnsuams).

Onna u3 npoOiieM HEOHATANBHOIO CKPUHMHTA, TPeOyroas pereHus, —
BBICOKAsl 4acTOTa JIOKHOIIOJIOKUTENBHBIX PE3yJIbTATOB, OCOOEHHO Y HEIOHO-
IIEHHBIX JeTel U JIeTe C TSDKEIbIMH COMAaTUYECKMMHU 3a00JIeBaHUSAMH. ITO
CBSI3aHO C OCOOEHHOCTSIMU HAIIOYEUHUKOBOI'O CTEPOUIOTEHE3a B COOTBETCTBUU
C TECTAal[MOHHBIM BO3pPacTOM peOeHKa, HE3PENOCThI0 OCH «TUIOTaJaMyC — T'H-
no(u3 — HaAMOYECUHUKI.

JInst yMEHBLIEHUST KOJIMYECTBA JIOKHOIOJIOKHUTEIBHBIX PE3YJIbTATOB B
HEKOTOPBIX CTPaHaxX BKJIOUEH BTOPOW 3Tall CKPUHHUHIA — JIONOJIHUTEIBHOE
HCCIIEIOBAaHNE T'eHa 21-TuApOoKCUiasbl y IMAIMEHTOB C IOJOKHUTEIBHBIM pe-
3yJbTaTOM TOPMOHAJIBHOIO HMCCIIEOBaHUs. BbIABICHHE KOHKPETHBIX MYTaHT-
HBIX ajjieneil MoMoraeT MoATBEPAUTh JUarHo3 u nuddepeHurpoBats Gopmy
3a00JIeBaHUsl, PEIIUThH BOMIPOC O HEOOXOAUMOCTH Havalla Teparum.

[Tpobniemoii, caep kuBaroIIeit MUPOKOE BHEAPEHUE MOJIEKYJISIPHOMN Ha-
THOCTHUKH 3a00JI€BaHUsl, B YACTHOCTU B KAYECTBE BTOPOr0 ATaria HEOHATAIbHO-
IO CKPUHUHTA, SIBJISIETCS OTHOCUTENBHAS JIMTEIBHOCTD MPOBENCHHS T€HETU-
YECKOTO aHalin3a, €ro CTOMMOCTh. D(M()EKTUBHOCTH allIeb-CHEIUPUIECKON
HOJMMEPA3HON LIETTHON peakuuu — OBICTPOro MOKCKA YacTO BCTPEYAIOIIMXCS
myTanuii — coctaBisieT 90 %. B ocTanpHBIX clydasx TpeOyeTcs CeKBEHHUPO-
BaHHE reHa — JUINTEIbHBIA U JOPOTOCTOSIIMI MPOLIECC.

N neansHbIM METOJOM YTOYHSIOIIEH TUarHOCTUKY SIBJISIETCS] AHAIU3 CTe-
POUTHOTO CIIEKTPa METOAOM BBICOKOA(D()EKTUBHON KHUAKOCTHOM XpomaTorpa-
dbuu ¢ TanaemMHoi Macc-criektpomerpueit. Konnuecrsennas onenka 17-OHII B
COUYETAaHMUU C KOPTU30JIOM M aHAPOCTEHAMOHOM MO3BOJIAET YeTKO AuQdepeH-
UPOBaTh (PEPMEHTATUBHBIN JTe(PEKT.

JIEHEHHUE

[lens 3amectutensHor Tepanuu BJIKH B neTckom Bo3pacrte 3akirovaeT-
Cs HE B UMHUTAIMU (PUBHOJOTHYECKON CEKpEIMH, a B BOCCTAHOBJICHUM Jedu-
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[IUTa KOPTUKOCTEPOUIOB, YCTPAHEHUU MOBBIIICHHOW CEKPEIUU KOPTUKOTPO-
nuH-puin3uHr-ropMmoa 1 AKTT u ctumynsiuy uMu HaJAOYEYHUKOB, ONTH-
MU3AIUH POCTA MAIMEHTOB, 00ECIIEYEHUH HOPMAJILHOTO MOJIOBOTO Pa3BUTHUSA U
depTriibHOCTU. HazHaueHune HeIO0CTaTOYHOM J103bI TIIOKOKOPTUKOUIOB MPU-
BOJUT K HU3KOPOCJIOCTU y B3POCIBIX MAIlMEHTOB M3-3a HEAJEKBATHOM CyIpec-
CUU TIPOJYKIMU aHJIPOTE€HOB M YCKOPEHHOT'O 3aKphITUA 30H pocTa. [Ipumene-
HUE U30BITOYHBIX 7103 TOBBIIIAET PUCK Pa3BUTUS STPOreHHOro cuHjapoma Ky-
[IMHTa, KOTOPBIA KIMHUYECKHU MPOSBISACTCS OXUPEHUEM, apTepUaTIbHOM T'H-
MEPTEH3HUEN, OCTEOIIOPO30M U 3aJIEPKKOU POCTA.

IIpuMeHeHHe TIIOKOKOPTHUKOMIOB. B mepuosie HOBOPOXIECHHOCTU U
JCTCKOM BO3pacTe IMpenaparoM BBIOOpa SBJISCTCS THAPOKOPTH30H (Tadm. 3).
brnaronmapst MamoMy meproy TOJYBBIBEACHUS OH OKa3bIBAET MEHBIE MOO0Y-
HbIX 3(P(EKTOB MO CPABHEHHUIO C TIIOKOKOPTUKOWJIAMHU JUIATEIBHOTO JIEW-
ctBud. [IpeqHU30I0H U JAeKcaMeTa30H 00JIalaloT POCTHOAABISIONNM dhdek-
TOM COOTBETCTBEHHO B 15 u 70—80 pa3 6oybIINM, YeM THAPOKOPTHU3OH.

Tabnuya 3
CpaBHHTe/IbHASI XapaKTEPUCTHKA 0M0JI0THYeCKOH AKTHBHOCTH
MpenapaToB IIIOKOKOPTHKON/I0B
Bpems 6mnoJio- CpaBHUTe/IbHAS AKTHBHOCTh
Mpenapat THYECKOH aK- | [ jyoko- Mumnepa- AKTTI - Poct-
THBHOCTH, 1 | gopTHKO- | JIOKOPTH- nojaBJisi- nojaBJisi-
WaAHas KOHMIHAsI 01as 101as
IM'aapoxop- 8 1 1 + 1
TH30H
Koprtuzona 8 0,8 0,8 + 0,8
arerar
[Ipeanu3zo- 18 4 0,5 ++ 5
JIOH
Hexcamera- 36 30 0,05 +++ 80
30H

DH3HOIOTHYECKAs CEeKPELHsl KOPTH30/Ia COCTaBisieT 7-9 Mr/m*/cyT (1o
THAPOKOPTH30HY) Y HOBOPOXKICHHBIX U 5—6 Mr/M>/cyT y nereii crapme 1 me-
csima. ITpuMenenue 103 Bbiute 20 MI/MY/CYT y JeTeil MepBOro rojia KH3HH U
6onee 15-17 mMr/M°/cyT B TIOAPOCTKOBOM BO3PACTE MPHBOIUT K CHIIKCHHUIO
SDS ckopocTu pocta 1 YMEHBIIEHHUIO KOHEYHOTO POCTa.

B nepuone HoBOpokaeHHOCTH Tipu Kiaccuueckux Gopmax BJIKH 3naum-
TETIbHO TIOBBIIICHA MPOAYKIMS aHaporeHoB. s mogaBieHus ux oOpa3oBaHMs
TpeOyroTCst Gonee BHICOKHE CTAPTOBBIC 03Bl THAPOKOPTH30HA (25100 Mr/M*/cyT).
ITocne goctmxenus ueneBbix ypoBHei 17-OHII u anaporeHoB HE0OXOAMMO
IIOCTENIEHHO CHWXXaTh 03y TMAPOKOPTU30HA C MHTEPBAIOM B 5—7 JHEU 10
noyiepkuBaroteit (tadi. 4). [MognepkuBaromiast (TeparneBTHyecKas) 103a MO-
GupaeTcs MHAMBUIYAIbHO M COCTABIsieT 6—15 mr/m*/cyT. Ilpemapar nmpuHnMa-
eTcs 3 pasza B JIeHb B PaBHBIX J103aX.
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Tabnuya 4
PexoMeHnayeMble cTaAPTOBbIE U NMO//1€P:KUBAIOIINE 103bl THAPOKOPTH30HA
npu jJedyennu kiaaccudeckux ¢popm BJAKH y nereit

Jlo3a ruapoKkopTHU30HA,
Buna repanun ITanueHTHI /M ovE
CraproBas HoBopoxaeHusie 25-100
[TonnepxxuBatomass | HoBopoxieHHbIE U 1€TH 110 2 JIET 10-20
Jetu crapme 2 net 10-15

[Ipy npoBeneHNH TIIOKOKOPTUKOMAHOW TE€panuu YYUTHIBAIOTCS MOBBI-
neHue OMOJOCTYTHOCTH THAPOKOPTHU30HA B BEUEPHUE Yachl U 00Jiee BBICOKHE
(pu3noIOrUYECKrEe CHIBOPOTOUHBIE KOHIIEHTpAMU KopTu3ona yrpoMm. Ha Ouo-
JOCTYIHOCTh TMJIPOKOPTH30HA OKAa3bIBAIOT BIMSIHME CTENEHb abcopOuuu, Ie-
pPHOJ IOIYXKU3HH, BO3PACTHBIE M IOJOBBIE M3MEHEHUS, KIUPEHC KOPTU30JA.
bonee MeneHHbIN KIMPEHC TUAPOKOPTU30HA U, KaK CJeJCTBUE, Ooyiee BBICO-
Kas OMOJIOCTYITHOCTh Ipernapara Mocjie BEUEpPHEro MprueMa OOBSCHSAIOT Helle-
J€CO00pPa3HOCTh YBEIMUEHUS CYTOUHOH J103bI BEUEPOM.

VY NOoApOCTKOB CIIOKHEE JOCTUTHYTH XOPOIIEr0 METa0OIMYECKOro KOH-
TpOJIsi 3200JIEBaHUA J1aXKe MPHU BBICOKOM MPUBEPKEHHOCTU K Tepanud. B aTom
BO3pacTe MOBBIIIAETCS KIUPEHC KOPTU30JIa, U JJIs OJABJICHUS MPOIYyKIUU aH-
JPOr€HOB MOXKET MOTPeOOBATHCS YBEIMUYEHHUE J03bl TNIFOKOKOPTUKOMAOB. Ilo-
BBIILICHUE KJIMPEHCA KOPTU30Ja OOBACHAETCS HECKOJbKHMMH MEXaHU3MaMHu.
Jlia myOepTara XxapakTepHbl BHICOKME YPOBHH COMATOTPOIMHA W UHCYJIMHOIIO-
noOHoro ¢akropa pocra 1, koropsle MHrHOUpYOT 11-B-ruapokcucreponie-
ruziporeHasy 1-ro tuna. 3ToT GepMEHT KOHBEPTUPYET HEAKTUBHBIA KOPTU30H
B KOPTH30Jl. B moIpocTKOBOM BO3pacTe Takke yBeIMYMBaeTcsi 00beM pacnpe-
NEJIEHUs] KOPTU30J1a, BO3PACTACT MOYEUHbI KIMPEHC F'OPMOHA 32 CUET poCTa
CKOPOCTH KJIyOOUKOBOM (pmuibTpanuu. B To ke Bpemsi yCTaHOBJIEHa OTpULa-
TEIbHAs CBS3b MEXKIY BEIMYMHOM 103 TIIIOKOKOPTUKOUIOB, IPUMEHSAEMBIX B
paHHEM ImyOepTaTe, 1 KOHEYHBIM pocToM y nanueHToB ¢ BJIKH, uro aukryer
MUHHMHA3ALUIO IPUMEHSEMBIX 103 THAPOKOPTH30HA.

VY nereii ¢ 30HaMU pocTa, OJIM3KUMH K 3aKPBITHIO, BO3MOXKHO MPUMEHE-
HUE TITIOKOKOPTUKOUAOB JUIMTEIILHOTO IEUCTBUS, XOTA O0Jee MpeAnoYTUTENb-
HBIM OCTA€TCs THAPOKOPTH30H. J[03a MPEIHM30I0Ha COCTABISCT 2—4 MI/M*/CyT
(*/3 mo3Bl TpHHEMAaeTcs YTPOM, /3 — BedepoM), 03a MPEIHH30IOHA —
0,25-0,375 Mr/M%/CyT, Ha3HAYAETCS OJHOKPATHO B BEUCPHEE BPEMSL.

IIpumeHeHre MUHEPAJIOKOPTHKOUAOB. BeceM maieHTaM ¢ cobTepsito-
et popmoit BJIKH nHaznauaeTcst MUHEpaIoKOPTHKOUT, — (PIIyIpOKOPTH30HA
arierar B cyrounoit noze 0,025-0,2 mr Ha 2-3 npuema. CyTouHasi moTpeOHOCTh B
HaTpUM y peOeHKa TPYJHOro BO3pacTa COCTABIISICT NMPUMEPHO 1 MMOJB/KI —
KOJIMYECTBO, KOTOPOE y 3JJ0OPOBBIX JeTel 00ecreunBaeTcsi ero cojepx aHlueM B
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IPYAHOM MOJIOKE WMJIM MCKYCCTBEHHBIX cMecsax. [[ns aereil ¢ cosprepsromen
BJIKH »Toro koimyecTBa HaTpusi MOXKET OBITh HemocTaTouHO. Kpome Toro,
IUIsl IEpUO/Ia HOBOPOKIECHHOCTU XapaKT€pHAa OTHOCUTEIbHASI PE3UCTEHTHOCTD
K anproctepony. [loatomy npu sneuennu B/JIKH y HOBOpOXIIEHHBIX U AeTEH
IPYJHOIO BO3pacTa MOKHO PEKOMEHA0BAaTh JOMOJHHUTEIBHBIN NPHUEM PACTBO-
pa nmoBapeHHou coiu B go3e 0,1-0,2 r/kr/cyTku.

XoTs1 aOCOMIOTHBIN NePUIUT allbJOCTepOHA HAOJI0IaeTCsS TOJNBKO IMpHU
conprepsromerd B/JIKH, cyOknuHudeckas HETOCTaTOUHOCTh MHUHEPAIOKOPTH-
KOUJOB XapakTepHa st Bcex ¢opM 3aboneBanus. OHa MOXKET OBITH OIICHEHA
10 OTHOLIEHUIO YPOBHS AJIBJIOCTEPOHA K PEHMHOBOW aKTUBHOCTHU IUIa3Mbl. EB-
PONIEHCKUE U aMEPUKAHCKUE PYKOBOJCTBA PEKOMEHAYIOT IIPUMEHEHUE MUHE-
PAJOKOPTUKOUIOB IIPU CHUKEHHOM albJOCTEPOH-PEHNHOBOM COOTHOLIEHUHN
BHE 3aBHUCUMOCTH OT (opMbl 3aboneBanus. [lognepikaHue amekBaTHOro Oa-
JIaHCAa AJIEKTPOJIUTOB IPUBOJIUT K CHHKEHUIO ypoBHEH BazonpeccuHa u AKTT,
YMEHBILIEHUIO TIOTPEOHOCTH B TIIOKOKOPTHKOMUJAX U YIIYUIIEHHUIO POCTOBOIO
IIPOTHO3A.

C BO3pacTOM y MHOTMX NAl[MEHTOB CHHUYKAETCSl WIIA NOJHOCTBIO MCUE3a-
€T NOTPeOHOCTh B IpHUeMe (PIIyIPOKOPTHU30HA. DTO OOBACHSAIOT MOBBIIICHUEM
YYBCTBUTEIBHOCTH K MUHEPAIOKOPTUKOUAAM, CO3PEBAHUEM IOYEUHBIX CTPYK-
Typ U yJIydllIEeHUEM peadcopOIK HAaTpusl, BO3MOKHOCTHIO BHEHAJIIOUYEYHUKO-
BOI'O THAPOKCUIUPOBaHUS B 21-M nonoxkeHun. [1oaToMmy HEOOXOIMMO MEPHUO-
JUYECKU OLIEHUBATh MOTPEOHOCTh B MUHEPAIOKOPTUKOUAAX IO YPOBHIO apTe-
PHAIIBHOTO JTaBJIEHUS U aJbJOCTEPOH-PEHUHOBOMY COOTHOLIEHUIO.

3amMecTHTEILHAA TOPMOHAJILHAS TePanMs NPH CTPECCOBBIX COCTOSA-
Husax. Ha ¢oHe cTpeccoBbIX COCTOSIHMI YBETMUMBAETCA PUCK Pa3BUTHUS aJpe-
HaJIOBBIX KpU30B, 0COOEHHO y AeTei muaame 1 rona. B aTux curyanusx HeoO-
XOMMO TOBBIIICHHUE J03bI MIFOKOKOPTUKOUIOB (TadJI. 5).

Tabnuya 5
Pexomenayembie 103bI THAPOKOPTH30HA MPH CTPECCOBBIX COCTOSTHUSIX
Crenenb Jo3a
TSAKECTH IIpoBouupyomue GpakTopbl THAPOKOPTH30HA
COCTOSTHMSI
Jlerkas Bakmunanusi, ocTpeie peciupaTopHbIe OObruHas

UH(peKINN 0e3 TUXOPaJKH U C CyO-
(beOpuiIbHON TEeMIIepaTypoii Tena

Cpenneit Nudexunn ¢ muxopaakoit 6omnee 38,5 °C, | YBenudenue 10361 B 3—4 paza
TAKECTH pBOTa, TUapesi, HeOOIbIINe XUPyprude- i 50-100 MF/MZ/CYT

CKHe€ oTlepaIiu, 0)K0ru
Tsoxemast Cernicuc, 00NbIIIME XUPYPTHUECKHUE OTIe- 100 Mr/MZ/cyT

paruu

Ha ¢one mpenapaToB, yCKOPSIONIMX META0OIU3M TIHOKOKOPTUKOUIOB
(¢peruronn, G6apobutypatsl, pudaMIUIMH U JIp.), PEKOMEHIYETCSl YBEIMUCHHUE
TIOJIICPKUBAIOIIEH 10361 TOPMOHOB. [Ipr yMepeHHBIX cTpeccax (CHOPTHBHBIC
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COPEBHOBAHMS) WJIM JIETKUX (pOpMax HHTEPKYPPEHTHBIX 3a00JIEBaHUM, MPOTE-
Kalomux 0e3 JIMXOpaJKh, CYTOUYHYIO JI03y TJIFOKOKOPTHUKOUJIOB CJIEIYET IMOBBI-
math B 2-3 pasa. [Ipu Tspxensix popmax, COMpOBOXKIAIONIMXCS BEIPAKEHHOMN TH-
neprepmuceii (> 38,5 °C), kpoMe YBEIUUCHHUS TMOJICPKHUBAIOIICH JT03bI TJIFOKO-
KOPTUKOMIOB, HEOOXOAMM IepeBo;] O0JILHOTO peOeHKa Ha MapaHTepaIbHbIN MpU-
eM ruipokopTr3oHa. Ha ¢oHe TsHKenbIx TpaBM WM ONIEPaTUBHBIX BMEIIATEIIHCTB
UCIOJIb3yeTCsl 0a3MCHO-00JIIOCHBIN PEKUM BBEJICHUS TUAPOKOPTU30HA U3 pac-
gera 50 mr/m°/cyT BHyTpEMEImedHO H 100 Mr/M%/CyT BHYTPHBEHHO CTDYIHO
WK s Aeten muaame 3 et — 25 mr 6orocHOo 1 25-30 Mr/cyT 6a3ucHO; A
nereit 3—12 net — 50 mr 6omocHo u 50—-60 mr/cyT 6a3uCHO; Jisi HOJPOCTKOB U
B3pocibix — 100 mr 6omrocHOo 1 100 mr/cyt 6a3ucHo. 3a 15-30 MunHyT 710 MIpO-
BEJICHUSI MEIUIIMHCKONW MAaHMITYJSIIUK CJICAYeT BHYTPHMBIIIICYHO BBECTH TH]-
POKOPTHU30H M3 pacyera |—2 MI/Kr Macchl Tejla. DMOLMOHAIbHBIE CTPECCHI, Ta-
KH€ KaK IIKOJIbHBIE IK3aMEHBI, He TPEOYIOT YBEIMUEHUS 103bI TITFIOKOKOPTUKOU-
noB. Koppekiust 10361 B K&KJIOM CIydae MPOBOIUTCS MHAUBUTYAILHO.

AJekBaTHasi 7032 THIPOKOPTU30HA OOJAaeT OCTATOYHOM MHUHEpao-
KOPTUKOUJIHOW aKTHBHOCTHIO, TTOITOMY YBEIMYCHUE JO3UPOBKHU (PIIyIApOKOP-
TU30Ha He TpeOyercs. Bo3BpalleHnue k noanepkuBaromiell 103e mpemnapara pe-
KOMEHIYETCsI cpa3y Mocje CTadWIN3alui COCTOSHUS.

Tepanusa Hekiaaccmyeckux (opm. HazHaueHue rimrOKOKOPTUKOUIAHON
Tepanuu Mpu HEKJIaccuuecKux (opmax 21-THIpOKCUIa3zHOTo Aeduumra mpo-
BOJIUTCSI TOJIBKO TIPU MPOTPECCUM CUMIITOMOB TUTIEPAHIPOTCHUU TIperapaTaMu
TIIFOKOKOPTUKOMAHOTO psifa. B meTckoM Bo3pacTe moka3zaHWeM K Ha3HAYEHUIO
TEepanuu SIBISETCS YCKOPEHHE KOCTHOTO BO3pPACTa, YXYAILIAIOIMIEr0 POCTOBOM
MPOTHO3. Y JEBYIIEK U MOJIOABIX JKEHIIUH TITIOKOKOPTUKOUJIBI TPUMEHSIIOTCS
MIpU MPOTPECCUPYIOIIEM THPCYTU3ME, HApyLIEHUHM MEHCTPYaJIbHOIO IUKJIA,
o6ecruioguu. Jlo3a mpemapara moaoWpaeTcs WHAUBUAYATIbHO TOJ KOHTPOJIEM
ypoBHe# 17-OHII u tecTocTepoHa, KOTOpbIE CleAyeT MOAIEPKUBATh HA BEPX-
HEHW TpaHUIle HOPMBI TUAarHocTuueckoro Habopa. [lpu ypreHTHeIX U cTpecco-
BBIX COCTOSIHUSIX /1032 TJIFOKOKOPTUKOWJIOB HE YBEITUYMBAETCS. 3aMECTUTEIb-
Hasl Teparusi MUHEPATIOKOPTUKOUIAMUA HE TPEOyeTCsI.

Mounutopunr repanuu. Monuropusr tepanuu BJIKH y gereir ocHo-
BBIBACTCA Ha JAHHBIX (DU3UKAILHOTO 00CIeIOBaHUS U J1a00OPATOPHBIX TECTOB.
HeoOxoaum perysipHblii KOHTPOJIb POCTa U MAcChl TeJla, €XKEroJHOe Onpee-
JIEHUEe KOCTHOTO Bo3pacta y nered crapiie 1 rona. [Ipu yckopeHun ckopocTu
pocTa U B MEPUOJ MOJOBOIO CO3PEBAHUSI PEKOMEHIYETCSI KOHTPOJIb KOCTHOTO
BO3pacTa He pexe 1 pasa B ro.

Koppekuuto 10361 IIIIOKOKOPTUKOUJOB MPOBOJIAT MO KOHTPOJIEM ChIBO-
porounbix KoHueHTpauuid 17-OHIIL. Ero ypoBeHb MMEET LUMPKAAHBIA PUTM,
MMOATOMY ONTHUMAJILHBIM BPEMEHEM JUIsl MCCIICOBAHUS SIBIIICTCS paHee yTpo
(mo 8.00) mepen mpueMoM ruApOKOpTU30HA. LleaeBbIMU 3HAYEHUSIMUA KOHIICH-
tparuu 17-OHII sBnsitoTcst 4—12 Hr/mn — nist fomyOepTaTHOrO Eproa, Me-
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Hee 5,9 ’Hr/min — 1t moApocTKOB. HopMaribHbIE WTH HU3KO-HOPMAJbHBIE (CY-
IIPECCUPOBAHHBIE) MOKAa3aTeIN CBUACTEILCTBYIOT O MEIUKAMEHTO3HOU Mepe-
JIO3UPOBKE TIIIOKOKOPTUKOUOB. Y MalbUMKOB JIOMyOepTaTHOrO BO3pacra H
JEBOYEK BCEX BO3PACTOB B KPOBU JOMOJHUTEIBHO OMPEAECAIOT KOHLIEHTPALINU
TECTOCTEPOHA U aHAPOCTEHAUOHA. [loka3aTenu aHIPOT€HOB HE JTOJHKHBI Ipe-
BBIIIATh peepeHCHbIC 3HAUCHUS /IS 1oJ1a ¥ Bo3pacTta. ['opMoHanbHOE o0cIe-
NIOBaHUE MPOBOAUTCS KaXKIble 3 Mecsila y JETel NEPBOTO rojla KU3HU U KaxkK-
nbie 4—12 MecsileB B OCIEAYIONIEM.

JI71s1 OLEHKH aJIEKBATHOCTH J103bI (UIyAPOKOPTU30HA MCHOJIB3YIOT IOKa-
3aTENM apTEPUATIBHOIO JABIICHHUS, IEKTPOJIUTOB KPOBU, aKTUBHOCTH PEHHMHA
ia3mel. [lpu nepeno3npoBke MUHEPATOKOPTHUKOUIOB HAOII0Aa€TCsl TIOBBIIIIE-
HHE CUCTOJIMYECKOTO apTEPUATIBHOIO TaBJICHUS, OTEKH, CHUKECHUE aKTUBHOCTH
PEHHHA TUIA3MBI.

Hectepounnasa tepanus BJAKH. Onucanbl equHUYHBIE CIy4daW MHpU-
MEHEHHUSI XMMUYECKOW aJApEHAIPKTOMUU C HMCIOJIb30BAHMEM METOHATa. JTOT
npenapar 00JaaeT aApPESHOIUTUYECKIM JCHCTBUEM U BBI3BIBAET TAKXKE aTpo-
(U0 SKTONMUYECKON HAAOUYECYHUKOBON TKAHHU.

Nuruéuropsl cuHTe3a aHaporeHoB. [Ipemapatsl, uHrubupytomme dep-
MEHTBI OMOcHHTe3a aHAporeHoB (17-o-rumpokcunasbl/17,20-mua3kl), m0AaBIs-
IOT CHUHTE3 I10JIOBBIX TOPMOHOB HE TOJILKO B HAJIMOYECUYHUKAX, HO U B TOHA/IaX.
[TosTOMy nmpUMeEHEHME NPENapaToB dTOM PYMIBI BO3MOKHO TOJIBKO Y JIETEU
JOIyOEepTaTHOIO BO3pacTa M B3POCIBIX MAUEHTOB, MOIYYAIOIIUX 3aMECTHU-
TEJIBHYIO TEpaIui0 MOJOBBIMU TOPMOHAMHU M HE 3aUHTEPECOBAHHBIX B (ep-
TWJIBHOCTH.

Eme onuum HanpasnenueM tepanuu BJIKH sBisiercst pazpadoTka npena-
pPaTOB-aHTarOHWCTOB  pPELENTOpPa KOPTUKOTPOIHUH-PUWIA3UHT-TOPMOHA. OHHU
yYCTpaHAIOT MOBbIIEHHBIA ypoBeHb AKTI" 1 cTUMYIISALNIO KOPBI HAIIOYEUHU-
KOB.

Xupyprudeckasi KOppeKIUsl HAPYKHbIX TeHUTAJINH y AeBoYeK. Ore-
parus BBITIOJHSETCS Y IEBOYEK C MPU3HAKAMU BHYTPUYTPOOHOU BUPUIU3AIIUN
B CICIMAIM3UPOBAHHBIX KiIMHUKaX (PecrmyOnukanckuii geTckuil yposjorude-
ckuii 1eHTp). Lleab KOppeKIMU — COOTBETCTBHME HAPYKHBIX T'C€HUTAIUM W3-
OpaHHOMY (KEHCKOMY) TMOJY; JIMKBUJAIMS BO3MOXKHBIX aHATOMUYECKUX IIpe-
NATCTBUM, 3aTPYIHSIONIMX OTTOK MOYHM; CO3JAHUE YCIOBUM NI HOPMAJIBHOU
pPENPOAYKTUBHOU (PYHKIIUH.

OnepaTtnBHOE BMEIIATENBCTBO — PE3EKIMS TUIEPTPOYUPOBAHHOTO KIIH-
TOpa M PACCEYCHUE YPOTE€HUTAIBHOIO CMHYCA — BBINOJIHAETCS B NEPBBIA TOJ
AKU3HU peOeHKa. Pesekiust kuTopa A0JKHA ObITh OCYIIECTBJIEHA C MPUMEHE-
HAEM WAJAIINX METOAUK, COXPAHSIONIMX HEUPOBACKYJIAPU3ALUIO TOJOBKHU
KJIUTOPA U OKPY>KAIOIIHNX €r0 MPemylHalIbHbIX CKIaIoK. B mybepratHoM BO3-
pacTe MmMpu HEOOXOJUMOCTH MTPOBOJISAT MOBTOPHOE XUPYPTUUECKOE BMEIIATEb-
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CTBO 17151 (POPMHUPOBAHUS BXOJla BO BJArajuille — HHTPOUTOILIACTHKY; KOJIb-
NOJSUIATALUIO.

IIpenaranbHas (MardHoctuka u Tepanus. [Ipouenypa He siBisiercs 00si-
3aTeJIbHOM, TPOBOJUTCS TOJIBKO TIO JKEJIAHUIO POAUTENICH B CEMbSIX, UMEIOIINX
00JbHOTO peOeHKa, U TOJIBKO MPU YCIOBUU, YTO POAUTENU OYyAYT MPEPHIBATH
OepeMEeHHOCTh OOJIbHBIM IUIOAOM. [IpeHaranbHas Teparus paccMaTpUBaeTCS
KAaK SKCIEPUMEHTAJIbHAS, BBIMOJHSAEMAsl B paMKaxX KIMHUYECKUX HCCIEN0Ba-
HUW B CIELMAIIM3UPOBAHHBIX LEHTPaX, UMEIOIUX COOTBETCTBYIOMIMI MPOTO-
KOJI MCCJIEIOBAHUS U Pa3pelIeHHEe KOMHUTETA 110 ITHKE.

JInst mpoBeieHM s TpeHATANbHOW TUATHOCTUKA HEOOXOIUMO 3HATh FE€HO-
Tun oboux ponutenei. Iuarnoctuka ocymiectsisiercs Ha 9-10-if Henene re-
craunu myreM nonydenust JJHK u3 BopcuH XoproHa U OnpeeneHns: HAInIus
MyTalliii TeHa, OTBETCTBEHHOTO 3a pa3BuTHe naHHOU (hopmbl BJIKH.

[TpenaranpHas Tepanusi IPOBOAMUTCSA C LENbIO M30€XKATh WM CHU3UThH
CTENEHb BUPWIN3ALUU HAPYKHBIX MOJOBBIX OPraHOB y ILIOAA KEHCKOIO I10JIa
¢ apedpunurom 21-ruapokcunasbl. s Tepanuu NpUMEHSIETCS JEKCaMETa3OH,
KOTOPBII HE MHAKTHBHMpPYETCs IUalieHTapHo# 11-B-ruapokcucreponineruapo-
IeHAa30M U NMpOHMKAeT K mioAy. IIoCKoiabKy Tepamusi TODKHA HAYUHATHCS C
MOMEHTa yCTaHOBJIEHMsI OEpEMEHHOCTH, KOTJIa YPOBEHb KOPTHU30Ja Yy ILIoJa
OYEHb HU3KHUH, TO B ONPEIEICHHBIE NEPHO/bl YPOBEHb IIFOKOKOPTHKOHUIOB
OyJeT 3Ha4YMTENbHO MpEBbINATH (u3nojgorndeckuil. IlpenaranbHas Tepanus
HE IM03BOJISIET U30€KaTh B JaJIbHEHIIEM OKU3HEHHON TEPAUH U HE SBIISAECTCS
MPO(PHUIAKTUKON COJBTEPSIIOUIMX COCTOSIHHM B MOCIEPOAOBOM nepuoje. Tepa-
MUsl TTOKa3aHa TOJIbKO TIJI0JIaM KEHCKOTo Moja ¢ aeduuutoM 21-ruapoxcu-
na3el. Jedunur 21-rugpokcunassl sSBISIETCS ayTOCOMHO-PELIECCUBHBIM 3a00-
JIeBaHUEM, U B CEMbE, UMEIOIIEH 00ILHOTO peOeHKa, BEPOSTHOCTh OEPEMEHHO-
CTH OOJBHOM eBOYKOM cocTaBisieT 12,5 %. [lockonbky npeHaTalibHas 1UarHo-
CTHKa BO3MOJKHA TOJIbKO Ha 10-# Hemene OepemMeHHOCTH, TO B 87,5 % cirydaeB
w1071 OyJEeT HaIlPACHO TOJIy4aTh BICOKHUE J103bl MTIOKOKOPTUKOUAOB ¢ 4—6-i1 10
10-# menenu recranuu. V3BeCTHBI OTpUIIATENIBHBIC TTOCISACTBUS BO3ACHCTBUS
JeKcaMeTa30Ha Ha MaThb BO BpeMsi OEpEeMEHHOCTH: MATOJOTHYECKH Habop
Macchl Tejla, HapyLIeHHs YTJIEBOAHOIO OOMEHa M PUCK Pa3BUTUS apTepUallb-
HOU rumnepTeH3un. He 10 KOHIAa U3y4deHbl BO3MOXKHBIE I(P(HEKThl BO3ECHCTBUS
BBICOKHMX /103 IEKCAMETA30HAa Ha IJIOJl HA PaHHUX CPOKax recTaluu.

Hns BJIKH BO3MOXXHO TpoOBEICHUE MNPEAUMILIAHTAIMOHHON JIHUArHo-
CTUKU TPU OPUMEHEHUH BCIIOMOTaTEIbHBIX PENPOAYKTUBHBIX TEXHOJIOTHM
(3KCTPaKOPIOPATBHOTO OIIOAOTBOPEHHS ¢ MHTPAILIa3MAaTUICCKON HHBEKIIMEH
cnepmato3onsioB). Ha 3-u cytku mociie omiogoTBopenus (cragus 6—8 Ona-
CTOMEpPOB) MPOUCXOAUT 3a00p OJHOTO OjlacTomMepa JJisi TeHETHYEeCKOro aHa-
mu3a. [lo pesynbraTaM reéHeTHYECKOro TECTUPOBAHUSA, KOTOPOE JOJKHO OBIThH
MIPOBEJICHO MAaKCUMYM 3a 2 CYTOK, BBIOMPAIOTCS 3MOPHOHBI, KOTOPBIE PEKO-
MEHIYIOTCS JJI1 IMEepeHoca B MaTKy. BO3MOXHOCTh JMArHOCTHKH €€ [0
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HACTYIUICHHSI OCPEMEHHOCTH SIBJISIETCSl TJIABHBIM TPEUMYIIECTBOM TPEIUM-
IJIAHTAIIMOHHON JIUArHOCTHKHU, KOTOpas IO3BOJIIET MHHUMHU3UPOBATH PHUCK
npepbiBaHus OEPEMEHHOCTH IO T'e€HEeTHMYeCKMM IpuuyuHaMm. Hemocratkamu
IIPEUMIUTAHTAIIMOHHON JTMAarHOCTUKHU SIBJIIIOTCS HEOOXOIMMOCTh MPOXO0XK]Ie-
HUS JI€4eOHOTO ITUKIIA IKCTPAKOPHOPAILHOTO OILIOJAOTBOPEHUS M JIOCTATOYHO
BBICOKasi CTOUMOCTh. YacToTa omuboK quarHocTuku gocturaer 10 %. 3to o0y-
CJIOBJICHO MaJIbIM KOJIMYECTBOM I'€HETHYECKOTO MaTepuiia U CKaThIMA CPOKaAMHU
aHaImM3a.

CAMOKOHTPOJIb YCBOEHUSA TEMbI

1. YkaxknTe M3MeHEHUS KUCJIOTHO-OCHOBHOIO COCTOSIHUSI IIPH COJIbTEps-
wiem cunapome B/JIKH:

a) METa0OJIMUECKUI aln103;

0) MeTabOJIMUECKUI aKaos;

B) peCIUPATOPHBIN aJIKayo3;

') HE U3MEHEHBI.
2. YKaxkuTe OMOXMMHYECKHE MPOSIBJIEHUSA OCTPOil HAANOYEeYHUKOBOI He-
AOCTATOYHOCTH:

a) TUTIOTJIUKEMHUSI;

0) rUNIepPTINKEeMHUSI;

B) BBICOKH YPOBEHb KaJus;

T') HU3KHH YPOBEHb HATPHSI;

1) HU3KUI YPOBEHB KaJTHSI.
3. OCHOBHBIMHM JJIEKTPOJMTHBIMM HAPYIIEHUSIMH, MOATBEPKIAIOIMIUMHU
MHHEPAJTOKOPTHKOU/IHYI0 HeI0CTATOYHOCTh NPH CcoJibTepsiioleil gopme
BJAKH, siBasiorcs:

a) TUTIOHATPUEMHS],

0) runiepHaTpUEMUS,

B) THIIEPKAJIUEMUS;

') HU3KHI YPOBEHB aJIbJIOCTEPOHA.
4. dusuyeckoe pa3ButTHe jaereil nonyoeprarnoro so3pacra npu B/AKH:

a) 3aMeJIseTCs;

0) yckopsieTcs;

B) HE U3MEHSAETCS.
5. Kakue rpynmbl mpenaparoB NPUMEHSIIOT NPH JieYeHHH BHPHJIbHOM
¢popmbr B/IKH:

a) TIIIOKOKOPTUKOUBL;

0) IEeBOTUPOKCUH HATPHSI;

B) MUHEPAIOKOPTUKOUIBI;

r) uHruouTopsl AI1D.
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6. HazoBute npenapart, 00/aaaw0iuii HauMeHbIeil PoOCTNOAABJIAIONIEH
AKTHBHOCTBIO:

a) TUJIPOKOPTHU30H;

0) MpeTHU30JIOH,;

B) JICKCaMETa30H.
7. YkaxkuTe, Kakue J1a0opaTopHble NMOKA3aTeJIM He00X0AMMO KOHTPOJIH-
PoOBATH NPH JIeHeHUH MUHEPATOKOPTUKOUTAMM:

a) Kajaui;

0) HaTpuii;

B) KaJIbLIHA;

r) docdop;

1) aKTUBHOCTb PEHUHA I1JIa3MBl.
8. Moaaep:kuBawIas CyTOYHAN 1032 IMJAPOKOPTU30HA Yy AeTeil 10 2 Jjer
¢ BAKH cocraBiser:

a) 10-20 MI/M?;

6) 6-8 Mr/M;

B) 1-2 MI/M;

r) 25-50 Mr/m°.
9. Ipoao/kuTEIBLHOCTD JeueHus aereii ¢ BAKH:

a) 6 MecsIIeB;

0) 12 mecsries;

B) 2 TOJIa;

I') MOYKU3HEHHO.

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