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CIIUCOK COKPALLIEHUM

AKTI" — agpeHOKOPTUKOTPOIHBIA TOPMOH

I'HPI" — ronapgoTponvH-puiaIn3uHT TOPMOH

3IIP — 3ameprKa MoJa0BOrO pa3BUTHSA

N®P-1 — uncynunonoao0HbIN (pakTop pocra-1
NDOPCB-3 — uncynuHONo100HOTO (haKTOpa pocTa CBA3BIBAIOIIHIMOSAOK: 3
KT — xomnbrotepHast Tomorpadus

JII' — MrIOTEnHU3UPYIOIUKA TOPMOH

MTP — MarauTHO-pe30HaHCHas ToMoTrpadus
TTI" — TUpeoTpOIHbI TOPMOH

CTT" — coMaToTpOnHbIi TOPMOH

XI'H — XOpHMOHMUYECKU TOHAAOTPOIIUH YEI0BEKa
OCI" — GomUKyI0CTUMYTHPYIONTUN TOPMOH

MOTUBALIMOHHASA XAPAKTEPUCTUKA TEMbI

Tema 3ansaTus: «3afepKKa MOJOBOIO, pasBUTHsA». Tema paccMaTpuBaeT-
csl B paMKax 3aHATus «HapyieHus: moaoBoro pagsutus 1 1udGepeHImpoBKU».

O6miee Bpems 3aHsiTus: 6 4.

bynymemy Bpauy He0O0XoauMo 3H&TE OCHOBBI 3a00JI€BaHUM, COMPOBOXK-
JAIOLIMXCSl HAPYUIEHUEM MOJOBOrO CO3pEeBaHusl y JeTeH, ¢ ueiabio nuddepen-
[IUATBHON JMAarHOCTUKU pa3inuHbiXy, QOPM 3aIepKKH IOJOBOTO DPa3BUTHS
(byHKIMOHAILHON 3a/IeP’KKH, TUIEPrOHAJIOTPOITHOTO U THUIIOTOHAIOTPOITHOTO
THIIOTOHAIU3MA), YTO TO3BOJIWT CBOEBPEMCHHO M aJICKBATHO MPOBECTH KOM-
IUIEKC IMarHOCTUYECKUX MEpOIPUSITUI U KOPPEKLIMIO TaHHOW MaTOJOTUH.

MenuuuHckas ¥ coudambHasi 3HAUUMOCTb T€MbI, IIPEACTABIEHHON B JJaH-
HOM HM3/J]aHHH, HE BbI3bIBAGT COMHEHUI, T. K. MPaBUIbHAS U MOJIHAS AUarHOCTH-
Ka, CBOEBPEMEHHOE NMPUMCHEHUME COBPEMEHHBIX CXEM 3aMECTUTENIbHON ropMo-
HAJIbHOM Tepanuu NO3BQJIUT yIy4yIIUTh COLUAIBHYIO aJalTalldi0 U KaueCTBO
KU3HU TAIUCHTOBC"RAITOFOHAIN3MOM, H30€XKaTh AOMOJHUTEIBHBIX (PUHAHCO-
BBIX 3aTpaT MpU BEACHUH JeTell ¢ QYHKIMOHAIBHON 3aJIep>KKOM MOJIOBOTO pas3-
BUTHS, TIOBBICHTS, PCHPOIYKTUBHYIO (DYHKIIHIO y MAllMEHTOB C BTOPHUYHBIM TH-
MOTOHATU3MQM .

Henb,3aHSTUs: HAYYUTHCA AUATHOCTUPOBATH 3a00J€BaHMsI, COMPOBOXK-
JArOIINecs CHHAPOMOM 3aJIeP>KKH IMOJIOBOTO PA3BHUTHSA, IPOBOAUTH 00CiIeI0Ba-
Hueg M PepeHITnaIbHyI0 TMarHOCTUKY, JICUCHHE, MPOPIIAKTUKY U pealduiu-
Tallio HAIIEHTOB.

3agaum 3ansaTHA:

1. YrayOuTs 3HaHUS IO METOUKE OLICHKH IOJIOBOTO Pa3BUTHS Y JACTEH.

2. Hayunthcst kmaccuduipoBaTh 3a00JI€BaHUSL C CHHAPOMOM 3aJCPIKKH
MIOJIOBOTO Pa3BUTHUS COTJIACHO YPOBHIO OPAXKEHUS.

3
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3. 3yunTh 3THOJIOTHIO, MATOTEHE3, KIMHUYECKYI0 KapTHHY 3a0oieBa-
HUH, COMPOBOXKIAIOMINUXCS TUMOQPYHKITUEH TTOJIOBBIX JKEJIe3.

4. TIpuoOpecTr HaBBIKK OIEHKH W UHTEPIIPETAIIMH TOPMOHAIBHBIX U3Me-
HEHUH, BO3HUKAIOMINX MpU (HYHKIUOHATHHON 3a/IepKKEe TIOJIOBOTO CO3PEBAHMS,
TUIIOTOHAJIOTPOITHOM M THIIEPrOHAJOTPOITHOM TUIIOIOHAIU3ME.

5. Hayuuthcsi COCTaBIATH IUIaH AaJIbHEHIIEro oOcieoBaHus PeOeHKa ¢
3aJIEPKKOM MOJIOBOT'O CO3PEBAHUS.

6. [IpoBectn nuddepeHNMaTBbHYI0 IUATHOCTUKY 3a00JIEBaHMi, COTPO-
BOXKJIAIOIIMXCSI CUHAPOMOM 3aJI€P>KKU MOJIOBOTO Pa3BUTHSA.

7. HayuutbCcsi COCTaBIATH CXeMy JedeHus Mpu (yHRIUOHAILHOU 3a-
JIEP>KKE MOJOBOTO Pa3BUTHS, IEPBUYHOM M BTOPUYHOM TUIIOTOHAAW3ME .

TpeOoBaHus1 K MCXOAHOMY YPOBHIO 3HAHMH. J[Jisi TOTHOTO YCBOEHUS
TEMBI CTYJEHTY HEOOXOUMO MOBTOPUTb:

— W3 HOPMaJIbHOM aHATOMHH. aHATOMUIO MOMOBBIX >K€JIe3, TUIOTalIaMO-
runo(u3apHoil CUCTEMBI,

— HOpPMAaJbHOUW (DU3UOJIOTHH: HEHPOTYMOPATbHBIA K TOPMOHATBHBIN Me-
XaHU3MBbI PETYJISIUU MOJOBOrO pa3Buthsi, Gusnoiernyeckue 3pHeKThl 3CTPo-
T€HOB, aHJPOTE€HOB, TOHAJOTPOIHBIX TOPMOHOR;

— OHOJOTMYECKON XHMMHUHU: OMOCUHTE3 W MeTa0O0JM3M TOJOBBIX TOpP-
MOHOB;

— TATOJIOTUYECKON (DU3UOJIOTUL,, MATODU3NOIOTHYECKHE MEXAHU3MBI
(dbopmHpoBaHus MOJa,;

— TIPOMEACBTUKHU JIETCKUX OOJIC3HEH: METOAbl OOIIEKIMHUYECKOTO 00-
cJeIOBaHUs JIETeH, BO3pacTHbIC HOPMBIEIOIOBOTO Pa3BUTH;

— (dapmaxonoruu: hapMakOKUHETUKY U (hapMaKOIUHAMUKY aHIAPOTEHOB
Y 3CTPOTEHOB.

KoHTpo/ibHBbIE BONPOCHI U3 @M EeKHbIX TN CIUIJINH:

1. B dem 3akimrouacTCI"®HIOKPUHHBIN (HEHPOIHIOKPUHHBIN) KOHTPOJIb
(YHKIIUU TTOTOBBIX JKeJe3?

2. Kak npoucx@ntnoCuuTe3 1 MeTaboIM3M MOJIOBBIX TOPMOHOB ?

3. B yem nposBistoTes 6ronorndeckue 3OQPEKThI MOJOBBIX CTEPOUIOB?

4. JlaiiTe ofipeAeNcHIE HOPMATBLHOTO KapUOTHUIIA.

KoHTpoJibHBIE BOTIPOCHI 110 TeMe 3aAHATHSA:

1. Jlaitre ompeneneHue 3aJepKKU IMOJIOBOro pa3BuTusi. Pacckaxure ee
ATUOJIOTUYECKYEO KIaCCU(UKALIHIO.

2. PaCkpouTe OCHOBHBIC MOMCHTHI 3THOJIOTHH M IMaTOreHe3a (yHKIINO-
HaJbHOM 3aCpKKH MOJIOBOTO Pa3BUTHA.

3. VKaXuTe IUarHOCTUYECKHE KPUTEPUH KOHCTUTYIIMOHAJILHON 3a-
JEp>KKM T10JI0BOTO Pa3BUTHA.

4. “BepeuncauTe OCHOBHbIE KIMHUYECKHE MPOSBIICHUSI TUIIOTOHAIU3MA.

5. HazoBute mpuHIUIBI JTaOOPATOPHON U MHCTPYMEHTAIBHOM JHArHO-
CTUKH THIIOTOHAAU3MA.
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6. IlpoBenure nuddepeHnnanTbHy0 TUATHOCTUKY MEPBUYHOTO U BTO-
PUYHOTO TUITOTOHAIN3MA.

7. TlpoBeauTte 3aMECTUTEIbHYIO TEPANUIO JIEBOUKE C MEPBUYHBIM THUIIO-
TOHAJU3MOM. YKaKUTE MPOTHO3 3a00JI€BaHUS.

8. IlpoBeaute 3aMECTUTENIbHYIO TEpaNuIi0 MalbUUKy C CHHAPOMOM
Kanpmana (BTOPUYHBIM TUTIOTOHAIU3MOM). Y KaXKHUTE TIPOTHO3 3a00JICBAHMS .

9. Jlaiitre ompenencuue cunapoma lllepemerckoro—TepHepamtlazopure
0COOCHHOCTH KJIMHUKH, TUATHOCTUKH U JICUCHUS.

10. HazoBuTE OCHOBHBIC JUATHOCTUYECKUE MpHU3HAKU CHHApPOMa, KiaifH-
denrepa. IlepeuncnuTe METOABI AMATHOCTUKH, MPHHIUHBIW3AMECTUTEIHLHOMI
TOPMOHAJIBHOU TEpaIvH.

3aganus VI caMOCTOATEeIbHOM padoThl. 1 yHEyOIeHNs 3HAHUN 1O
BOIPOCAaM 3THUOJIOTUH, TATOTeHe3a, KIMHUYECKON KapfWHbl, THALHOCTUYECKON U
ne4eOHON TakTUkH, IudQepeHInanTbHON AUarHooTHKU' 3a00IeBaHUl, COMPO-
BOXKJIAIOIUXCSA CHUKEHHEM (DYHKLIMU TOJIOBBIX JKe€Je3,€IyACHT J0KEH XOpo-
II0 YCBOUTh TE€MbI U3 Pa3/ejOB HOPMAJbHOM M MATOJOTMYECKOM aHATOMUH,
HOpMaJbHOM M MATOJOTMYecKOl (U3MoNIonkH, ‘PapMaKkoIoruu, KOTOpbIE IMO-
CBSILLICHBI CTPOEHUIO, (PYHKIIMOHUPOBAHUIO, M@XaHM3MaM PEryJisilud JIeATelb-
HOCTH TIOJIOBBIX JKeJie3, HeUPOIHAOKPUHHOMYRKOHTPOIIO UX (PYHKIINH, a TaKKe
dapmakosornyeckuM 3¢hdeKkTam JeKapCTBEHHbIXy, IIperapaToB (IIOJIOBbIE TOp-
MOHBI, XOPHOHHYECKHI TOHAJJOTPOIIHH),

Heo0xoammMo BCIIOMHHTH pa3fell Kypca OMOXMMHHU C HWHTEpIpeTaruen
pe3yJIbTaTOB TOPMOHATBHBIX M3MEHECHU MR PAZBUBAIOIINXCS MTPH HETOCTATOYHON
(GYHKIIMM TIOJIOBBIX JKeJie3, a TakKe WPOMEHEBTUKU JIETCKUX OOoJe3Hel, riae
OCBEIIIEHbI METOIMKH 00CIIeIOBaHM)s, peOCHKA.

B nporecce uzydenus AAHHON TUCHMILTUHBI HEOOXOAUMO O3HAKOMUTHCSA
c pazgenoMm <«3abosieBaHMsk, MOJOBBIX HKEJI€3» OCHOBHOIO PEKOMEHAYEeMOIO
yueOHuka «/lerckue 6onesnw»mon penakiuenr H. I1. [llabanosa. [1ocie storo
CJIEyeT M3YYUTh MaTepUaiyJdaHHOrO Y4eOHO-METOAMYECKOTo MocoOus, OTBe-
TUTh Ha KOHTPOJIbHBIG/BOIPOCH! K 3aHATHUIO, PEIINTh MPUIIATalOIINECcs TECTOBBIE
3aJlaHus.

JIJis TOATOTOBKM K 3aHATHIO PEKOMEHIYETCs Tak)Ke HCIOIh30BaTh cOOp-
HUKd «OO0ydJaIne, TSCTOBBIE 3aJaHUsI» MO pa3neny «IHIOKPUHOIOTHUI» U
«TecTsl 151 CAMOKQHTPOJIST YPOBHS 3HAHUM CTYJACHTOB 5—06 KypCOB» MO TUCIIH-
mnHe «llenuampus».

OIIPEAEJIEHME ITIOHATUA

3ajep:KKa MOJOBOI0 Pa3BUTHSI — OTO OTCYTCTBHUE BTOPHYHBIX ITOJIO-
BBIX TIPU3HAKOB y JIETCH, MOCTHTIIMX BEPXHErO0 BO3PACTHOTO TMpeieiia HOp-
MaJpHOTO TTyOepTara.
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I'J1aBHBIN NPU3HAK 3a/IeP:KKU M0JI0BOI0 Pa3BUTHA Y JIeBOYEK — OT-
cyrcTBHe Tenapxe k 13 romam u/miau MeHapxe k 15 romam. Eciu mosoBoe pas-
BUTHE HAUMHAETCSl CBOEBPEMEHHO, HO B TEUEHHUE 5 JIET HE HACTYNalOT MEHCTPY-
allK, FOBOPST 00 U30JIMPOBAHHOMN 3a/Iep:KKE MEHapXe.

I'J1aBHBIA NPU3HAK 3a4€PKKH MOJOBOI0 Pa3BUTHA Y MAILYUKOB —
OTCYTCTBHUE YBEIMYCHUsSI 00beMa stmdek > 4 M1 (WU JUIMHBL STUYeK >'2,4 cM) K
14 ropam.

[TosiBiieHHE BTOPUYHOTO OBOJIOCCHHs (JIOOKOBOTO M aKCHINIIPHODO) HE
SBIISIETCS TOCTOBEPHBIM KPUTEPUEM TIOJIOBOTO co3peBaHms. OBOIOCCHHEC B ITHX
00J1aCcTAX MOXKET OBITh PE3YJIBTATOM aHIAPOTEHHOW aKTUBHOCTH,HAMNOUYCYHUKOB
¥ HaOJI0JaeTCsl y MAIMEeHTOB IaXKe C BRIpAKEHHBIMH (pOpMaMu THHQIOHAIN3MA.

QIMMUIAEMUOJIOT U

3I1P ormeuaetcsa y 0,6-2,0 % nereii B eBponeiickOi momynsiiuu. boms-
IITUHCTBO TMAIIMEHTOB HMEIOT (DYHKIIMOHAIbHBIE, HAPYIIICHUS, CBSI3aHHBIC C
KOHCTHTYIIHOHATBHBIM (CeMeHHBIM) MO3AHUM. HadamoMm myoeprara. Y 0,1 %
MOJAPOCTKOB B OCHOBE 3aJIEPKKH TOJIOBOTO CO3PEBAHUS JICKUT MATOJIOTHS TH-
oTagaMo-THIMOGU3apHOH CHUCTEMbl (ITMITOTOHAIOTPONHBI THIIOTOHAIU3M)
WM TTOJIOBBIX jkeJie3 (THITeproHa 10 TPOITHbBIMI MITOTOHAIHU3M).

KIIACCHDPNKALIUA

Paznuuaror crnenyromue sanbn3LIP:
1. ®ynkumnonansHas 3HPs
— KOHCTUTYIMOHANbHAS,
— TIpU XPOHUYECKUX CHCTEMHBIX 3a00JIE€BaHUSAX;
— TpU HEINOCIATOYHOM MUTAHWU U HEaJCKBAaTHBIX dHEPro3arparax.
2. 'unoroHafoTpoNEsi (BTOPUYHBIN) THTIOTOHA/IU3M
1) BpoieHHbIC (hOPMBbI:
— M30JUPOBAHHBIN Ne(UIUT TOHAIOTPOIHBIX TOPMOHOB;
— MHOXCCEBEHHBIN AShUIINT TOPMOHOB THIIO(H3A,
— pUnoiMia3vs HaAMOYEYHUKOB W TUIOTOHAJOTPOIHBIM THIIOro-
Ha/W3M y MaTbaiKkoB (MyTarus rena DAX1);
& JgedexT perientopa puian3uHr-axropa JII;
={ MHOXECTBCHHBIC coveTaHHbIe Ac(ekThl pasButus (curmpom [lpa-
nepa—Buwiun, cuaapom Jlopeaca—MyHna—bapne—bunns);
2) proOpEeTEHHBIC (HOPMBI:
= OmyXoJId THIoTalamo-TunoduzapHoii obmactu (kpaHuodapuH-
THOMBI, aJICHOMBI THITO(H3a, CYIPaCceIUISIPHBIC TIIHOMBI);
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— uHbpexiuonnbie nopaxenus [ITHC (MeHuHruT, 3H1IEDATHT);
— obmyuenue ITHC.

3. 'unepronaoTponHblii (IEPBUYUHBIN) THIIOTOHAIN3M

1) BpokieHHBIC (HOPMBI:

— xpomocoMHuble aHoMaiuu (cuHapom IlleperieBckoro—TepHepa,
cunapom Kiatingenrepa);

— aHOpXHU3M;

— nedext peuentopa JII' u XI'Y (BbI3bIBacT CHHIPOM PE3MCTECHTHBIX
SUYHUKOB y JICBOYCK M repMappOAUTH3M WM TUTIOTOHAIN3M, Y MAIbYHAKOB);

— HapyIICHUS CTEpOUIOreHe3a B ronaaax (nedekt pepmeiros P450c17,
StaR-npotenHa, KIMHUYECKass KapTHHA THIIOTOHAIM3Ma Yy AICBOYEK, MEepMadpoiu-
TH3Ma Y MaJIbYHKOB);

2) npuoOpeTeHHbIE (POPMBI:

— uHpeKun (AMUICMUICCKHUIA TAaPOTHT, KPAcHyxa);

— TpaBMa, IEPEKPYT SUYKA WU SUIHUKA;

— o0JydeHue, MPOTHUBOOITYX0JIEBasl TEPAITHS,

— ayTOMMMYHHBIN ITpoLECC.

OYHKINOHAJIBHASA 3AJIEPKKA ITOJIOBOI'O PA3BBUTHUSA

B ocnoBe xoHCTHUTYUHOHATBHOWSIIR, 1ékaT pyHKIMOHAIbHBIE HApYyIIe-
HUsI LHEHTPAIbHBIX MEXAHU3MOB, AKTABUPYHIOIIMX OCHOBHOE 3BEHO Hadajla IIy-
Oeprara y geTei — IUPKaTHBIN PUFMIECKPELIMY TOHAI0IMOepHUHA.

Omna coctasmiseT ot 60 10 80,% Bcex popm 3amepKKH MOJOBOTO CO3pEBa-
Hus. O1oT BapuaHT 3IIP npeoGilagac™™y mManbuuKOB, COOTHOIIEHHE MAJIbUYUKOB
u eBodek cocrapisieT 9 : 1.

dtuosorusi. KonctutymuonaneHass 3PII ygaimie BCcero HOCUT CEeMEWHBIN
xapakrep. B 70 % cnyuyaéB,y'pouTenell nalleHTOB OTMEYAeTCs 3aepikKKa Mo-
jgoBoro cospesanus (B#87 %"= y oboux pomutencii, B8 30 % — y marepu,
B 33 % — y oTma).

OTrsromatomivim, beHoBbIMU (dakTopamu pyHKiHoHansHOM 3I1P sBs-
I0TCSl TIATOJIOTUSl GEPEMEHHOCTH U POJIOB, HU3KUE aHTPONOMETPUUYECKUE MOKa-
3aTe’an peOeHKANIPI "POXKICHUHN, HEOIaronpusaTHas COlMalibHas U ceMeiHas
00CTaHOBKA, QIKOTOMM3M U HAPKOMAHUS Y POIUTENICH.

3aePIKKOMPOCTa U MOJOBOTO CO3PEBAHUS MOTYT CONPOBOXKAATHCA XPO-
HUYECKUE cUCTeMHbIE 3a00eBannsa. K HUM OoTHOCSTCS 00JIe3HH OpraHOB MUIIe-
BapHTCHBHOMWCHCTEMBI C CHHIPOMOM MalibabcopOrmu (emraKusi, XpoHuIe-
CKHify [IAHKPEATUT, TEHATUT), XpPOHWYECKas OOJIe3Hb MOYEK, IMOPOKU CEepila,
XpOHUIEEKHE OPOHXOJIETOYHbIC 3a00JIeBaHUs, SHJOKPUHONATHU (THIIOTHPEO3,
caxapHbIN JUA0ET, THIIEPKOPTULIU3M, BKITFOYAsT ATPOTCHHBIHN, H Jp.).

3IIP ormeuaercs npu aeduUIUTE MAcChl Tela B pe3ysibTare HecOalaHCH-
POBAHHOTO MHTAHUS, HEJOCTATOUYHOM SHEPreTHYeCKOM IEHHOCTH MOTpedise-

7
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MoOM muIy (HepBHAsS aHOPEKCHSI, TUEThI, TOJIOIaHKUE), IPU ATUMEHTAPHOM OXH-
pennu. Hedusuosaornueckoe mpeBbllieHne 3Hepro3arpaT (TMMHACTHKA, OaIeT U
IP.) MOKET COMPOBOXKIATHCS 3aI€PIKKO ITOJIOBOTO CO3PEBAHMUSI.

IMaTorene3. MHOTOYHCIICHHBIE JTHOJOTHYECKHE (AKTOPHI BIUSIOT Ha
OCHOBHO€ 3BEHO HAudaJIa IMpoLEecca MOJIOBOTO CO3PEBaHMS, HAPYILIAs, UMITYJIbC-
HYIO CEKpEIHI0 TUNOTAJIaMUYECKOro roHajgoiubepuHa. PaccMmarpuBaroT He-
CKOJIbKO MexaHu3MoB (hopmupoBanus 3I1P.

OnuuM u3 noteHuabHBIX akTopoB 3IIP y netelt ¢ HapylueHeM TiuTa-
Hus (mpu eUIUTE MacChl Tella, OKHPSHHUM) SIBIIICTCS HEHPOTrOPMOHAILHBIN
MeIUaTop — JieNnTUH. Ero ocHOBHas (DYHKIMS 3aKItO4acTes B,KOHTpOJIC aririe-
TUTA WU TOTpeOJIeHUs NMUIU. B onpeneeHHbIX KOHUECHTPALUIX, WOCTUTAEMBIX
NPy JOCTATOYHOM Pa3BUTHH JKUPOBOW TKAHM, JICNTUH OKA3bIBACT CTUMYIIUPY-
foiee BosnericTBue Ha cekpenuto [HPT'. Jlegurnut maccel T¢ha, €€ HECOOTBET-
CTBHE HEOOXOIUMOW KPUTHUYECKOU, 00eCTeunBarollciid BEICOKYIO KOHIIEHTpA-
LU0 JICTITUHA, NPUBOAUT K 3aJEPKKE IMOJIOBOrO CO3peBaHMs. Tak, y AeTen C
HEPBHOM aHOpEKCHEW YpOBEHb JIEMTHHA PE3KO CHIDKEH, YTO OOYCIIOBIIMBAET
ymenblnieHue konnentpanuit JII' u ®CI'. YV GeNpHMHCTBA MMAlMEHTOB C OKUpE-
HUEM, HECMOTpsI Ha BBICOKHME TOKa3zaTenu JeHTHHA,»Halmonaercs (GpeHoMeH
JENITUHOPEZUCTEHTHOCTH, YTO MOXKET MPOSBIKITHCS ), CHKEHUEM CEKPEIUU TO-
HAJIOTPOITHBIX TOPMOHOB.

B 6onbmmnacTBe ciydaeB 3IIP y_neTeHycouetaeTcsi ¢ 3aJIepKKOU pocTa.
DTO MO3BOJSAET MPEANOJIOKUTH, YTO BIOCHOBE KOHCTUTYIIMOHAIIBHON 3a1€PKKU
IIOJIOBOT'O CO3PEBAHUS JIEKAT MEPBUYHBIE, HAPYIICHUS B CUCTEME «TOPMOH PO-
cta — UDP-1». Henocrarounas c€kpeiusa GIT u pocToBbIX (akTOpOB MPUBO-
IUT K TO3JHEW aKTUBalUUMW UMEYIECHOro BbiOpoca I'HPI'. Huszkas TkaHeBas
npoaykiusi UOP-1 MoxkeT HapyaIaTh IPOLIECCHl CTEPOUIOTEHE3A B SIMYHUKAX U
CEMECHHUKAX.

Eme oganm Bo3MoxubiMydakTopom 3IIP sBisiercss momumopdusm hopm
JII', oOmagarommx W3MEHEHHOH OHOJIOTHYECKON AaKTUBHOCTHIO M BBICOKUM
CPOJICTBOM K KJIETOYHBIM PEICTITOpaM. Y JIeTel C BBISIBICHHBIM MOJIUMOPQU3-
MoM JII' myGepraT HaunHaerCsl B HOpMaIbHBIC CPOKH ISl TAHHOM TIOMYJISIINH,
HO Pa3BUTHE BTOPUYHBIX IOJIOBBIX MPU3HAKOB MPOUCXOIUT Oo0Jiee MEJICHHO.
Hetn ¢ myrantHbiMd dopmamu JII' uMmeroT Oolsiee HU3KYIO CKOPOCTh pOCTa,
yMmeHblIeHHbIE KOReHTpauun MOP-1 u ero cBsa3biBatomero oOenka.

Kinnura. OCHOBHBIM CHMITOMOM 3aJEP/KKU TOJIOBOIO CO3PEBAHUSA Y
MaJIbUHKQB SBISCTCS MoImyOepTaTHBI 00beM simuek (10 4 mii), y AeBOYEK —
OTCYICTBUE/PA3BUTHS MOJIOUHBIX JKEJIE3.

KVmomnonuutensabiM npu3Hakam 3[IP oTHOCATCS OTCYTCTBHE: y JE€BO-
YeK —=PacrpeIesiCHHs KUpa 10 KEHCKOMY THUITY, MEHCTPyaJIbHON (YHKIIUU; Y
MaJbYMKOB — MYTAIlMM T'0JI0Ca, Pa3BUTHS OBOJIOCEHHS Ha Jiniie, popMupoBa-
HUSI MY>KCKOM apXUTEKTOHUKHU Teja, a TAKXKE HEJIOCTATOYHAs] aKTUBHOCTH ITOTO-
BBIX U CaJbHBIX kele3. JIoOKkoBoe M aKCUIUISIPHOE OBOJIOCEHHE CJIa00 BBIpaxKe-
HO BCJIEZCTBUE ITO3/IHEN aKTUBALMA CUHTE3a aHJAPOrE€HOB HAAIIOYEYHUKAMU.
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Baxxubim npusHakoMm ¢yHKnoHansHou 3I1P sBrisercs orctaBanue B po-
cre (Ha MOMEHT oOpaineHus KO3()OUIMEHT CTAaHIAPTHOTO OTKIOHEHHUS pOCTa
MOJKET ObITh MEHbIIE Ha 2—2,5, ueM MMOoKa3aTelu reHeTHIeCKoro pocra). OtMme-
yaeTcs yMEepeHHas 3aJiep’KKa pocTa C MEepBBIX JIET XKU3HU. B nepuoj, npexie-
ctByronuii myoeprataomy (B 910 jer), TeMIbl pocTa HAYMHAIOT MPOTPECCHB-
HO CHIDKAThCS 10 3—4 CM B I'OJI.

XapakTepHO OTCTaBaHME KOCTHOTO BO3pacTa OT MaCIOpTHOTORHE, 2—3 TO-
na. [lokazareian KOCTHOTO U POCTOBOTO Bo3pacta (MpH KOTOPOMRHMEIOIHHIACS
poct coorBercTByeT SO MEpUEHTHIAM) peOCHKA COOTBETCTBYIOTY IPYL JIPYTY.
[Iponopunu tena y neren ¢ KoHCTUTYHIMOHAIBbHOU 3PII He Hapylensl. B Heko-
TOPBIX CIIyYasiX MpU JUTUTEIHHON 3aJepiKKE MOJIOBOTO CO8PEBaHIBRMOTYT (op-
MHUPOBATHCS €BHYXOHIHBIE TPOTIOPIIUU TEIA.

TMIOTOHAJOTPONHBIN (BTOPUYHBIN CUIIOT OHA IN3M

OTCyTCTBHE WJIM CHUXKEHUE CIOCOOHOCTHRCEKPETHUPOBATH TOHAJIO0INOE-
punsbl runotanamycom uiau JII' 1 @CI' runo@u3oM WpUBOAIT K Pa3BUTHIO TH-
[IOrOHAJOTPOIHOTO TUIIOTOHAU3Ma. B ero, OCHeBE JieKaT BPOXKICHHBIC WIIN
npuobperennple aHomasuu [[HC w runotaiamo-runodu3apHbIX CTPYKTYP,
MPUBOASIIIME K HM30JIMPOBAHHOMY MOBPEKHECHUIO TOHAJOTPOIHOM CEKPELHUH,
MHOKECTBEHHOMY BBITIQJICHUIO TPOIHBIX (MyHKIMN runodusa, gedekraM pas-
BUTHS MHOTUX OPTraHOB M CHCTEM, COUGTAIOLUMCSI C TOPMOHAJIbHBIMU HapyIlle-
HUSIMU.

BPOKIFHHBIE ®OPMbI

HN30MpoBaHHbIN TUIIOTOHAJAOTPONHBLIA TrUNOroHaausm. l[loxg stum
Ha3BaHHEM OOBEIUHSAIOT TPYIlTy, 3a001€BaHN, KOTOPbIE XapaKTepU3YIOTCs MO~
HKEHHBIMH CHIBOPOTOYHBIMEA, YpoBHAMU JII' 1 @CI', HOpMaIbHBIMU KOHIIEH-
TpaIysIMU JPYTUX TOPMOHOB ‘@JCHOTUNIOPU3A U TPOSABIISIIOTCS THIIOTOHAN3-
MOM. [IprunHON pa3BUTHSA JIAHHOM MNATOJIOTUH SIBJISETCS MPEUMYIIECTBEHHOE
MOpaKEHUE TUNOTATIaMYCA; pexe aeHorunodusa.

[pu cemeitHbIx hopMax (ayTOCOMHO-PEIIECCUBHBIA THIT HACIIETOBAHHMS) B
20 % ciy4aeBMAPUUMHON CYUTAIOTCSI HHAKTHBUPYIOIINE MYTAIlUU T€HOB PEIeTi-
topa ['HPI" nigena GPR54, koaupyromiero penenTtop, pacrioioKeHHbBIH Ha T0-
BepxHOCTW TP =HeiipoHOB runoTanamyca.

W30ipoBaHHAs HEAOCTATOYHOCTh OJHOTO M3 FOHAJAOTPOIHBIX TOPMOHOB
BCDPCUACTCA "PEIKO, BbI3BaHA OHA MYTAIMSAMHU B T'e€HAX, KOAUPYIOMINX B-CyObh-
enuauapt JII' v OCT. Otmeden nonoBoi numopdusM 3aboneBanus. Myrarmu,
npuBoastiye K nedumury OCT, y )KEHIIUH MPOSBISIOTCS TUMIOTOHAIU3MOM, Y
MY>KYMH — TOJIBKO azoocnepMmuedl u OecruioaueM. Myranuu, NpUBOJSALINE K
nepunuty JII', y My 4UH COMPOBOXKJIAIOTCS BBIPAKEHHBIM TUIIOTOHATU3MOM
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(cunmpom Ilackyanuuu, cuHAPOM (EepTHIBHOTO €BHYXA), Y JKCHIIMH — Oec-
IJIOIUEM.

Cunapom Kanbmana. J[aHHBIN CUHAPOM — CaMblil paclipOCTPAHEHHBIM
BAPUAHT HU30JIMPOBAHHOTO THIOTOHAJOTPOMHOIO THUIIOTOHAIN3Ma C aHOCMHUEH.
On yare BcTpeyaetes y ManbdukoB (1 ciydait Ha 5-10 ThIC. My)KYHH B TOIY-
asuu).  3a0ojieBaHME HWMEET TPH BapHaHTa HACJICIOBaHHS. ayTOCOMHO-
JIOMUHAHTHBIN, ayTOCOMHO-PELIECCUBHBIN U X-CIICTIICHHBIMH.

Cungpom Kanbmana 00yci0OBIIEH MOPOKAMH Pa3BUTHS MEPEIHETO MO3ra,
B YAaCTHOCTH HapyIICHUEM MUTpPAIlMd HEUPOHOB, cekpeTupyromuXglHPl', u
0JIb(PaKTOpHBIX HEWPOHOB. KOHTaKT 0JbPaKTOPHBIX HEUPOHOB € TIEPEIHUMU
OTJIeJIaMU MO3Ta HEOOXOAUM JIJIsl HOPMAJIBHOTO Pa3BUTHA OOOHITEIbHBIX JTYKO-
Bull. I'HPI -cexpeTupyromme HEMPOHBI MUTPUPYIOT, TOCTHALAs IIPEONTUYECKUX
sJiep TunoTanamyca.

IIpu X-cuemieHHOM BapuaHTe NMPUYMHON HAPYIUEHUS\MUTPALIMU CUUTA-
erca myrtauus unu genenusi rena KAL, KOTOpbIi KOJIAPYET CUHTE3 TJIMKOIPO-
TEeWHA aHOCMHUHA-1 — KiIr04eBOro akTopa MULPAIUH.

[Ipu ayTocOMHO-IOMUHAHTHON (HOpMe,Ba00CBaHNS HAXOAT T€TEPO3U-
TOTHBIE WHAKTUBUPYIOIIME MYTAllMd B TEHE4PEIENTopa pOCTOBOro ¢akropa
¢udpodnactoB 1 (FGFRL), koTopblil yuacTByET BUiporieccax Murparmu, aud-
depennupoBke opraHoB W TkaHeH. IIpossreanem nedhexra FGFR1 sBustorces
aHOMaJIUU (POPMUPOBAHMS JIMLIEBOTO CKEACTAM MO3Ta.

Knuanaeckue nposieHus cuagpoMaiKaibmana pa3HoOOpa3Hbl U Bapra-
O€JIbHBI: OT JIETKOM aHOCMHH, BBISBIISIEMOI ¢ TTIOMOILBIO CHIEIUAIBHBIX TECTOB, U
HOPMAJIBHOTO TOJOBOTO PAa3BUTHSAAIO BBIPAXKEHHONW aHOCMHUU M TSHKEJIOrO TUIIO-
rOHaIM3Ma.

[Ipu cungpome Kanpbm@Ha MOTYT BCTpeyaThCs TMPOSIBICHUS J1e(EeKTOB
dopmupoBanus [[THC (cmactuuecKue maparuieru, riiyxoTa, TOPU30HTaIbHBIN
HUCTarM, HapyIICHUs [BETOQIMYIIICHNUS, He3apaleHue Heba U BEpXHEU TyOsl,
3aJIepKKa YMCTBEHHOT'O PASBUTHS) U IMOPOKH PA3BUTHS MOYEIIOIOBON CHCTEMBI
(areHe3us moYek, MOAKOBO@OpA3Has MOYKa, KPUITOPXU3M, MHKPOTICHHUC).

Jletn ¢ cunapomoM KanpMaHa He OTCTalOT B POCTE OT CBEPCTHUKOB JI0
13-14 ner. HecM@Tps #a OTCYTCTBHE IMyOEpPTATHOTO POCTOBOTO CKadyKa, OKOH-
YyaTeNbHbIA POCT MMAUUEHTOB COBNAAAET C F'€HETUYECKUM WJIU TMPEBBIIIAET €ro
U3-3a JTUTEIBHOrO0TKphITHS 30H pocTa (o 20 net). JAuddepeHnrpoBka KocT-
HOTO CKeJeTaio My0epTaTHOro BO3pacTa COOTBETCTBYET (DAKTUUECKOMY BO3-
pacty pe@enka. & 13-14 mer HabmromaeTcs OTCTaBaHHME KOCTHOTO BO3pacTa.
DopMUPYETCS EBHYXOUIHBIC ITPOIIOPIIUHU TEJIa.

MHuosKeCTBeHHbIH Ae(UMUUT TPONHbIX TOPMOHOB rumno¢pusa. Bpox-
JICHHBIA e(DUIIUT TPOIHBIX TOPMOHOB OOYCIIOBIIEH T€HETHYECKUMHU JedeKTa-
MU, TIPUBOMASIIUMU K HapyIIEHUsIM (POpMUPOBaHUS afeHorurnodusa. Y CcTaHOB-
JIEH psAJl MyTallluii TEHOB, CBSI3aHHBIX C JI€(PHUIIMTOM TPOITHBIX TOPMOHOB aJICHO-
runoduza: rena PROPL, ceszannoro ¢ nedururom CTI, TTT, mponaktuna, JII
u OCT’; rera HESX1 — ¢ gedummrom CTI, TTI, JII' u ®CI'. [locneauuii co-
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MIPOBOYKAAETCS CENTHKO-XHa3MaIbHON JucIIa3uel (THUMoIuia3ueil ONTHYSCKUX
HEPBOB U MMOTEPEH 3pCHHS).

I'mnonsiazusi HAAMOYEeYHUKOB ¥ THIIOTOHAIOTPONHBIN TMIOTOHAIU3M
y MajibunkoB (MyTtamusi rena DAX1). Onucana u3oaupoBanHas opma THUITO-
TOHAJIOTPOMHOr0 TUMOTOHAAU3Ma y MAaJIbUMKOB C BPOXKIECHHON THHOILIa3UEH
HAJNOYEYHUKOB. 3alosiieBaHuEe HUMeeT X-CLUEIUICHHBIM THUI HACICHOBAHMS.
B ocnoBe nexar myrauuu rena DAX1, koaupyromiero ophaHoBBMigsAcpHbIN
pelenTop, NpeACTaBICHHbIN B HAAMOYEYHUKAX , TUTIOTajIaMyce W Funoduse.

OCHOBHBIC KIIMHUYECKHUE CUMIITOMBI CBSI3aHbI C BhIPAKEHHBIMUANIPOSIBIIC-
HUSMH TIIFOKOPTUKOUTHON Y MUHEPATIOKOPTUKOUTHON HEJOCTAEOTHOCTH B MOCT-
HaTaJbHOM niepuojie. B mybGepratHOM Bo3pacTe OTMEUMOTCS KHMHUYECKUE U
nabopaTopHble MPU3HAKKA TUIOTOHAJAOTPOIHOrO runoréHaausMa. Ilposectu
muddepeHIuanbHblii TUarHo3 ¢ BPOXKIACHHOW NUCHYHKIMEN WKOphl HaAMOYeY-
HUKOB IOMOTAeT CEMCHHBIN aHamHe3 (Haauune aHaIETHIHBIX CHMIITOMOB Y
OpaTbeB WIM S04 TAIMEHTa, YTO XapaKTEPHO IS X-CUETUICHHOW Hacle-
CTBEHHOH Tepeliauu), MOJCKYISIPHO-TEHETUYECKOe OOCIICOBAaHHE C YCTaHOB-
nenueM mytaiuu rena DAX1.

Cunpgpowm Ilpanepa—Bunamn. K MuHUMaIbHbIMY TUATHOCTUYECKUM TPHU-
3HaKaM 3a00JI€BaHUSI OTHOCSITCS: PE3KO BBHIP@KECHHOE OXUPEHUE C MEPBBIX Me-
CSIIICB YKU3HHU, MBIIICYHAS] TUITOTOHUS, BTOPUIHbIM, TUIIOTOHAIU3M (MOXKET OBbITH
COYCTaHUE C MEPBUYHBIM TOPAKCHUEM LOHAN), YMCTBCHHAsS OTCTAJIOCTh, JHC-
MPOMOPLIMOHATIBHO MaJeHbKUE KHUCTH M CTOIbI, HU3KOPOCIOCTh, HapyllIEeHUE
YIJICBOJIHOTO OOMEHa (caxapHblid THaOCTH2-R0 THIIa).

3aboneBaHue UMEET ayTOCOMHO-AOMUHAHTHBIA THUI HACJIEIOBAHUS, B €TO
OCHOBE JICKUT JENelHs y4acTka WHPOKCUMAILHOTO OTJAeNa JJIMHHOIO Iuieda
XpOMOCOMBI 15 OTHOBCKOro HPEUCXOKIEHUS WM YIBOCHHE XPOMOCOMBI 15,
BO3HMKAIOIIAsl BCIIEJCTBUE FCHEKTa PACXOKIACHUS MATEPUHCKON XPOMOCOMBI.
Hapymenust mosioBoro pa3Buihs, y MajipunkoB ¢ cunapomom Ilpanepa—Buum
BBIABJISIFOTCS. B paHHEM BO3pacre B BHUJE MUKpPOINEHHCA W KpunTopxuszma. Kiu-
HUYECKHUE CUMIITOMBI AUTIOROHAIM3MA Y JIeTel 000ero mojia MaHU(pECTUPYIOT K
myOepTaTHOMY BO3PACTY.

Cunapom Jopenca—Myna—bapae-bumis. K MuUHMManbHbIM JHarHo-
CTUYECKUM TMpU3HAKAM/ 3a00JIEBaHUsI OTHOCSTCS: BBIPAKEHHOE OXHUPEHUE C
MepBOro rojaal *KWSHU, BTOPUYHBIN TUIOTOHAAW3M, YMCTBEHHAas OTCTajJOCTh,
MMUTMEHTHAs JEECHEPAIUs CeTUaTKH, CICNO0Ta, MOIUAaKTHIINS .

ITPUOBPETEHHBIE ®OPMbI

OCHOBHOW MPUYMHON MPUOOPETECHHOTO THUIOTOHAJAOTPOIHOTO THIIOTO-
Ha/M3M@ CUMTAIOTCS OIYyXOJHU THUIOTAIaMO-THITO(PH3apHOW CHUCTeMbI (KpaHHO-
(bapuHTHOMa, CympaceiisipHasl aCTPOIIMTOMA, TIIMOMa 3pUTEIHLHOTO HEPBA, JHC-
repMHHOMA, TePaTOMa, TUCTHOLIMTO3 U IPYTHUe IPaHyIeMaTo3bl).
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Haunbonee yacto BcTpewaercss KpaHHO(apHUHTHOMA, UMEIOIasi BPOXKIIEH-
HBII XapakTep W pa3BUBAOLIASCS U3 dnuUTenus kapmana Patke. OObIYHO OHA JI0-
KaJu3yeTcsi B OOJIACTH TYpPELKOro CeJia, pacHpOCTpPaHsSETCs CYNpacelIsipHoO,
BBI3bIBAsI KOMIIPECCUIO ONTUYECKOM XMAa3Mbl, 3aJJHETO TMIIOTAIAMYCa U TPETHETO
xenynouka. [lomumo cumxenust cekpeuuu JII' u @CI, omyxonb MPUBOAUT K
BBINIQ/ICHUIO IPYTMX TPOMHBIX PyHKUMK runodusa: cHmkenuto cekpeund AKTT,
TTI', a Takke CTI' ¢ pe3kum 3aMeITIEHHEM CKOPOCTH pocTa. [lopaskerue oryxo-
JIBIO 33JTHUX OTZEJIOB rUNo(u3a NposIBISIETCS HECaXapHbIM THa0STOM.

JlyueBasi Tepanusi KpaHHAJIbHON 00JIaCTH, TOTaJbHAsL JIydeBasiyTepanus
IpU 3JI0KAYECTBEHHBIX HOBOOOPA30BaHUAX MO3ra, JEHKEMMM, Tepecaakax
KOCTHOT'O MO3ra MOKET NPHUBECTU K MAaHTMIOMUTYUTAPU3MYy, BKIKQUAs TUIIOIrO-
HAaJIOTPOITHBIN TUIIOIOHA/IA3M.

TUITEPTOHAJIOTPOITHBIHN (HIEPBUYHBIM UTIOT OHA TU3M

[IepBuyHass HEIOCTATOYHOCTH ITOJOBBIX @KEJIE3 COMPOBOXKAAETCS 110
MPUHITUITY OOpaTHOM CBSI3W MOBBIIICHUEM YPOBHS, FQHAJIOTPOITHBIX TOPMOHOB.
BoabmmHCTBO BpOXKIEHHBIX (HOPM THIEPTrOHAIOTPOITHOTO TUIIOTOHAU3MA CBSI-
3aHO C XPOMOCOMHBIMHU U T€HETUUECKUMU aHOMAIUSIMHU.

BPOX/IEHHBIE,®OPMbI

Cungpom Kuaiingenrepa. [TonymsiimonHas wyactota 3a0oJjeBaHUs
(XXVY-cungpom) cocrapimsier 1 :(#500-1000, manpunkoB. [Ipu kiaccudeckom
cuaapome KnaitHdentepa Ham@osice 4yacto BcTpeudaercs kKapuotun 47XXY.
Bo3smoxxubl  BapuanThl: 46XNY/XXY (mozammmsm), 48XXVY, 48XXXY,
49XXXVY, 49X XXXY. Kniandeekne MposiBJICHUS MAaTOJOTHH HAOI0Mar0TCs
y (peHOTUNTMYECKUX MATBUUKOBC KapuoturnoM 46XX B pe3ynabTare TpaHCIOKa-
mu Y (SRY) Ha X-Xpo-M@CoMy. BOJBIIMHCTBO OMHUCAHHBIX CIy4aeB HOCHT
criopaanueckuil xapagfep. K MUHUMaIbHBIM TUarHOCTUYECKUM IPU3HAKAM OT-
HOCSITCSI: TUIIOT€HUTAIIN3M, HEPBUYHBIN TMIIOTOHA/IN3M, aHOMAJIMS KapUOTHUIIA.

[TanuenTs! ¢ cuaapoOMom KnaitHentepa UMEIOT BBICOKHI POCT, €BHYXO-
UIHbIE NponopuumyTend. OTIUYUTEIbHBIM MPU3HAKOM SIBJISETCS THIOIUIA3Us
AMYEK U TOJI@BORE ujieHa. YacTo HaOMIOAAIOTCS TMHEKOMACTHS, OXKUPEHHE,
OBOJIOCEHHE Ha,JIOOKE 1Mo >KeHCKOMY Tuily. [Ipu rucromorudeckoM mccienoBa-
HUU sSIMYeK"OTMEHaeTCs THaIMHO3 U (PrOpo3 CEeMEHHBIX KaHAJbIIEB, YMEHBbIIIE-
HUe KoimgeeTna Jlelinura. XapakTepHbl CHI)KEHUE TTOJIOBOTO BJICUCHHS, UMIIO-
TeHilus, becTioaue.

Woxkazarenmu unaekca 1Q cocrapmsitor 8590, BhIpakeHHass yMCTBEHHAs
OTCTAJIOCHh HAOJI0JaeTCs PelKo (B OCHOBHOM Y MAI[MEHTOB, HMEIOIINX B KapH-
otune Tpu u Oosnee X-XpOMOCOMBI). MOTyT OTMEYaThCsl TPYAHOCTH B 00yde-
HUH, 33J€PKKa PEUEBOTO PA3BUTHA.
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Cungpom IlepemeBckoro—TepHepa. [laHHbIi CUHIpPOM — camasi
yacTas MpUYMHA TIEPBUYHOTO THUIIOTOHAAU3MA Y JieBouek. B ocHoBe 3a0osieBa-
HUS JISKHUT TMOJHOE WM YaCTUYHOE OTCYTCTBHE OJIHOM M3 JBYX IOJIOBBIX X-
xpo-mocoM. [{utorenernueckue Hapymenus B 60 % cinydaeB cBsi3aHbI ¢ MOHO-
comuerr 45X0, oTMeUaroTCs MO3au4yHbI€ BapUAHTBl XPOMOCOMHBIX @HOMAIUNA
(45X 0/46X X, 45X0/46XY u ap.), ”3MEHEHUST CTPYKTYPHI TIOJIOBBIX XPOMOCOM.
Pacnipoctpanennocts 3aboneBanus cocrasiseT 1 @ 1500-2500 “penoTumye-
CKHX HOBOPOJKJICHHBIX JICBOYEK.

TunuyHBIMA TIpU3HAKAMH CHHApPOMA SBISIIOTCS YMEpCHHAMWBHYTPH-
yTpoOHast 3a7epkKa pocTa U Macchl Tena (CpeHue OKa3a S, IPW POXKICHUN:
macca 2800 r u poct 48,3 cM), HopMajIbHasi CKOPOCTh PogTa 10 3WET, Iporpec-
CUpYIOIIee 3aMeJIeHHe CKOpoCcTH pocTta ¢ 3 A0 14 jer, ipuBoAsIIee K mocTe-
MIEHHOMY OTKJIOHEHUIO OT HOPMaJbHOW pPOCTOBOM AieprieHTIsN. OTMmedaercs
MPOJIOHTMpOBaHHas myOepTaTHas ¢asza pocra, XapakKIepi3yroIascs 4acTUIHON
KOMIICHCAIIUEN POCTOBBIX 3HAUEHUU. POCT B3pOCHBIX MAHUEHTOB C CUHIPOMOM
[Iepemepckoro—Tepuepa, He aedeHubx CTI, cocrapnser 142,0-146,8 cMm.

[IpyurHa HU3KOPOCIOCTH TPHU JIaHHEM MATOJIOTMH OKOHYATEIhHO HE
YTOUYHEHA, €€ CBA3BIBAIOT C MyTalueil HemaaBHO |OTKpeiToro reHa SHOX nHa
X-XpoMOcoMe, UMEIOIETO O0JbIIoe BIUSHUEHA MOp(poreHe3 KOCTHOM TKaHHU.

QDEeHOTUIIMYECKUE TPOSBIICHUS CUBApOMay, lllepemeBckoro—Tepuepa y
neteit BapuabeabHbl. OCHOBHBIMU JUALCHOCTHEECKUMU KPUTEPUSMU 3a00JieBa-
HUS SBIISIOTCSA: HU3KOPOCIOCTD, TUCTEHE3MSTOHAl U HaJU4nie CTUTM JTMCMOp-
(dorenesa.

Cunnpowm IllepemeBckoro—FepHEpa HYKHO OTIMYATh OT CMEIIAHHOW JIHC-
TCHE3UH T'OHAJT, YUCTON aucreHe3nmEonan 46X X n 46XV u cunapoma Hynan:

— TpU CMENIaHHOW JHCREHE3WH TOHAJl C OJIHOM CTOPOHBI BBISBIIACTCS
SIMYKO, C IPYTON — TSHKEBUAHAS TOHAA;

— TIPU YUCTOMN TUCTCHE3WH TOHAJ C IBYX CTOPOH BBISBIISIOTCS TSKEBU/I-
HbIe TOHa b1, HO (1) KapuoTHE HOpManbHbIH: 46XX 1 46XY;

— cunapom HyHaHsuameeT denotun cunapoma lllepemesckoro—TepHe-
pa. Het HapyIiieHHs CTPYKTYPhI U YKCIIa TOJOBBIX XPOMOCOM (HOpMaJIbHBIH Ka-
puotun). bonee 80 % WMCHEHMI COCTABIISIIOT TOPOKH MPABbIX OTJEIOB CEpJ-
11a. XapaKTePHBIMINIPUSHAKAMH Y MaJTbYUKOB SIBJITIOTCS KPUIITOPXU3M M MUK-
POTICHHC, Y IGBOTEK — ITO3/IHEE MEHapXe; (PYHKIMSA SMIHUKOB, KaK MPABUIIO, Y
HUX He HapyiteHa. 25-50 % manueHTOB UMEIOT 3aJIeP>KKY YMCTBEHHOTO pa3BH-
Ths. Tum gacienoBaHus — ayTOCOMHO-TOMUHAHTHBIN.

CunapoM TeCTHKYJISAPHOH (eMuHM3anMU (PE3UCTCHTHOCTH K aHAPO-
redam). JlaHHBIH CHHAPOM OTHOCHUTCS K TPYIIIE JIO)KHOT'O MY’)KCKOrO Tepma-
dbpommansma. PacrnpoctpaneHHocTs cuuapoma coctaBisger ot 1:20 000 no
1 : 64 000wHOBOPOKACHHBIX MATHLYHKOB.

K MUHMMaIBHBIM TUAaTHOCTUYECKUM MPU3HAKAM 3a00J1€BaHUs OTHOCSTCS:
ameHopes, 6ecrutonue, kapuotun 46XY, HeJJOpa3BUTOCTh BTOPUYHBIX MOJIOBBIX
MPU3HAKOB. BBIIENSIOT 1Ba OCHOBHBIX BapuaHTa CHUHApPOMA: TMOJIHYIO (popmy,
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IIPU KOTOPOW HAPY>KHBIE IOJIOBBIE OpraHbl UMEIOT HOPMAJIbHOE CTPOEHHUE IO
AKEHCKOMY THITY, U YACTUYHYIO, IIPU KOTOPOW CTPOEHUE HAPYKHBIX T€HUTAIIUNA
OTPaXKAET PA3TUYHYIO CTEIIEHb MACKYJIMHU3AIUH.

B ocHOBe aHIpPOreHOBOW HEUYBCTBUTEIBHOCTH JIEKUT OTCYTCTBHE AKTH-
BallMU T'€Ha pelenTopa aHJIPOTreHa U HapyIIEHUE CBS3bIBAHUS C HHUM,TECTOCTE-
POHA M €r0 aKTUBHOT'O META00JIMTAa — JETHIPOTECTOCTEPOHA, UTO MPOABIISIETCS
(bopMHpOBaHUEM HApPY>KHBIX T€HUTAIHNN MO KeHCKoMY Tuny. HopMasibHas mpo-
OYKIUS aHTUMIOJIJIEPOBOTO (hakTopa SIMUKaMU MPUBOJIUT K pefpeccuu IIpous-
BOJIHBIX MIOJUIEPOBBIX MPOTOKOB (MaTKH, (aJUIONUEBBIX TPYO, BepXHEH yacTh
Biaranuiia). HykHssS 9acTh Biarajdia yKOpOYeHa U CIICTIQ 3aKaHUMBACTCS,
0OJBIIME TOJOBBIE T'yObl HEAOPA3BUTHI.

[Ipon3BoHbBIC BOITB(OBBIX MPOTOKOB (CEMSIBHIHOCSIML MTPOTOK, CEMEHHBIC
My3bIPHKH U MPHIATOK CEMEHHKMKA) B PA3JIMUHOMN CTCNGHN MMIIOMIA3UPOBaHbI, OHU
MOTYT HAXOJUTHCS B OPIOIIHOM MOJIOCTH WIIH MaXOBBIX, Kafaiax, peke B OOJBIINIX
MOJIOBBIX Ty0ax. SIMYKW HOPMAJIbHO Pa3BUBAIOTCS B MPEEyOEPTaTHOM BO3pacTe,
OJTHAKO TUCTOJIOTMYECKH OTMeuaeTcsl runepruiazus kietok Jlehaura. B mybeprare
HaOmonaercss uddy3HOe WIN Y37I0BOE MNEPSPOMACHNE TUIEPILUIA3UPOBAHHBIX
kietok CepTonu ¢ pa3BUTHEM TyOyIsIpHbIX ageHeM | [poriecc cnepmarorenesa 3a-
KaHYMBAETCS HA PAHHEH CTaHH, 10 CO3PEBAHHSE CIICPMATO30MI0B.

[Ipu moyIHON HEYYBCTBUTEIBLHOCTH K AHIPOEEHAM MAIlUEHThI C POXKICHUS
BOCITUTHIBAIOTCS B JKEHCKOM MAcIOpPTHOM, I10%ies B myGeprarHoM Bo3pacte dop-
MUPYETCSI HOPMAJIbHBIN KEHCKUN (PEHOTHUII: XOPOIIO pa3BUThI MOJIOUYHBIE JKejle-
361 ¢ UG HEPEHIIMPOBAHHON KETE3UCTOMTKAHBIO, CJ1a00 BBIPAKEHO WJIU OTCYT-
CTBYET IO0JOBOE OBoOJIocEHUE. OTMEUARTCINBBICOKOPOCIOCTh, YTO, BEPOSITHO,
0OyCIJIOBJIEHO BIUSTHUEM T'€HOB, AKCHPECCUPYIOMINXCS Ha Y -XPOMOCOME.

[Tpu nmaGopatopHOM 00ENEIOBAHNY MAIIMEHTOB C MOJHOU (opMoit 3a00-
neBanust ypoBHU JII' noBeieHHBIEND CI” HOpMasibHbIE. BbIcOKHE 3HAUEHUS Te-
CTOCTEpOHA SIBJSIOTCS PE3YyAbTaIOM MOBBIIIEHHON MO MEXaHW3My OOpaTHOU
cBs3u cekpenuu JII'. KOHBEpCHS TecTOCTEPOHA B JIETUIPOTECTOCTEPOH CHUKE-
Ha. KoHnenTpanuu >¢Tpajgudoiia BbIIE YPOBHEH, XapaKTEPHBIX ISl HOpMallb-
HBIX MY)KUMH, HO HHXXE HOPMATHUBOB JUISI KEHIIUH B (POJUTMKYJIMHOBYIO (hazy
1uKIia. Beicokue MOKA3areiy 3CTPOT€HOB SIBISIIOTCA CIEACTBUEM Iepudepuye-
CKOM apOoMaTU3aLMI,00JIbIIOT0 KOJIMYECTBA TECTOCTEPOHA, UX JOCTATOYHO JJIs
peanuzanuu GpeMHUEM3anMU NalueHToB. B nepuone mybeprara O60iabHBIE 00pa-
HIAI0TCA K Bpa4y, 10 [HIOBOAY OTCYTCTBHSI MEHCTPYalUH.

ITPUOBPETEHHBIE ®OPMbI

[IpuoOpeTeHHbie PoOpMBbI TOHATHON HEAOCTATOYHOCTH MOTYT OBIThH CIIEI-
CTBUEM XUPYPTUUECKOTO WM UH(PEKIIMOHHOTO BO3JICUCTBUS U MAaHU(PECTUPYIOT
TOJIbKO KIMHUYECKUMHU CHMIITOMaMU THIOTOHAAU3Ma. AYyTOUMMYHHBIN Xapak-
TEp MOBPEXKACHUS (PYHKIIUU TOHAJ] MOXKET COUETaThCs C APYTMMH ayTOMMMYH-
HBIMHU HapyIICHUSIMHU SHAOKPUHHOTO W HEIHJOKPHUHHOTO XapakTepa.
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ANOOEPEHIIUAJIBHO-AUAT'HOCTHYECKHUE MEPOIIPUATUA

Ilesu AUATHOCTHYECKOTO MOMCKA, IPOBOIUMOTO y TIAITUEHTOB C OTCYT-
CTBHEM IPU3HAKOB TOJIOBOTO co3peBaHus k 1314 romam, ciemyronye:

— BbIsBIeHUe xapaktepa 3IIP: TpansuTopHas (KOHCTUTYIHOHAJILHAS
3PII) wim oprannueckas (runoroHaansm) Gopmsl;

— ONpeJeICHHE YPOBHS MOpakeHUs (THUIO- WM THICPrOHAAQIPOITHBIN
THITOTOHAJIA3M);

— YCTaHOBJICHUE IPUYHMHBI UMCIOIIUXCS HAPYIICHUN TOHANHOM, WIIH TU-
noTajyiaMo-TunoGu3apHon PyHKIIUH I ONpeIeIeHUS JTeueOHOM TAKTUKH.

Boiensior cneayromye KaTeropud NaueHToB, HYKIal0IuXcs B Jua-
THOCTHYECKOM 00cjIe10BaHuM JJis uckarwdenus 3I1P:

— JIEBOYKH, Y KOTOPBIX OTCYTCTBYET Tenapxe K13 romam n/vuiaum MeHapxe
K 15 rogam; Majab4YMKH, Y KOTOPBIX OTCYTCTBYET {BEIMUCHNE 00ObeMa SIMUCK
> 4 M (uau IMHEL ssuaek > 2,4 cM) K 14 rogam;

— netu He muazame 13 yet (Y HUX TUArHOCTHYECKOE OOCIICIOBAaHHE SIB-
asieTcst HanboJiee pe3yIbTaTUBHBIM);

— TAaIMeHThI B BO3pacTe gomyOepTata, MPH WHATUYHH y HUX CTHUTM
JTUCOIMOpHOTeHe3a W/WIK MPH KIMHHYECKON (€HMITOMATHKE BPOXKJICHHBIX CHH-
apomoB (cunapom Lllepemerckoro—TepHepa, craapom [Ipanepa—Bum u ap.);

— JIETH C HEMPOTPECCUPYIOIINM ITOJOBBIM Pa3BUTHEM IIPH CBOCBPEMEH-
HOM IIOSIBJICHUH Y HUX BTOPHUYHBIX IMOJOBBIX MPHU3HAKOB U OTCYTCTBHH JOCTH-
xeHus B reueHue 3,5-4,5 net 4-5-if cramum 1o Tanuepy.

JIMATHOCTHYECKHU AJITOPUTM

AHaMHe3 BKJIIOYAET CAGAYIONINE CBEACHMUS:

1. Poct poautenel gypacu€ToOM I€HETHUYECKOIO POCTa U POCTOBOTO KO-
pugopa pedeHka.
Poct cubcoB, 0a0OVmIeK, neayIek.
Cpok recraumu,
TeueHnue OEpeMEHHOCTH U POJOB.
PocT u Macca pedeHka npu poXKICHUU.
CxopocThpocta pedeHKa.
Cpoku Hagana myOeprara, pOCTOBOM CKa4OK Y pOAUTEIEH.
. 3a00%ieBaHMs MALIUEHTA B TEUCHUE JKU3HH.
K.]II/IHI/I‘-IECK()e o0cJief0OBaHUE BKIIIOYAET:
Wsmepenue pocra u maccsl manueHra.
N3MepeHne OTHOIIEHUS IJIMH BEPXHEN U HUYKHEW YacTel Tena.
N3mepenre OTHOIIEHUS pa3Maxa pyK K JJIMHE Tella.
Ouenka cturM agucMopdoreHesa.
Onenka nmosoBoro pasputus (o Tanuepy) (mpwt. 1).
OneHka UHTEIUIEKTA.
BrisiBneHne Hanmuaus aHOCMHUH.
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8. Ocmotp okynucTa (Iaa3Hoe JAHO, MOJIS 3PSHU).

9. Hesponoruueckoe o0ciieIoBaHUE.

JlaGopaTopHO-MHCTPYMEHTAJIbHOE 00C/IeJ0BAHUE!

1. OOuuit ananu3 KPOBH, OOIIUI aHAIU3 MOYH.

2. buoxumuueckuii aHamu3 KpoBH (KpEaTHHHH, MOYCBHHA, KaJMiA,
HaTpui, Kanbuuii, pocdop, menounas docdarasza, riroKo3a, neueHOUHbIE Pep-
MEHTBI, OOIIHIA OCJIOK).

3. PentreHorpadus JieBOii KHCTH U 3aISICThsI C OIICHKOW KQEEHOTO BOBpAc-
Ta, PaCYETOM MPOTHOZUPYEMOTO POCTA C UCTIOIH30BAHNEM MHJICKCHBIX TaQJIHII.

4. T'opmoHanbHOe oOcnenoBanue. OnpeaeneHue 6a3albHOTO' yPOBHS Io-
HagotponHelx (JII', ®CI') m MmoNoBBIX TOPMOHOB (TECTOCTEPOHY, ICTPATHON)
MMEeT TUarHOCTHYECKYIO IIEHHOCTH JIIS BBIJCICHUS 3a00JCBaHMI, COTIPOBOXK-
Aaromuxcs runoronaausmMom (puc. 1) (mpui. 2).

5. VIbTpa3ByKOBOE MCCIEIOBAHUE OPraHOB MAJIOT0 Taza MU OPIOIIHOM
MOJIOCTH.

6. YIbTpa3ByKOBOE HCCIEOBAHUE STUUCK.

7. KT romoBHOro Mo3ra u o01acTy THHO(HSa C 00s3aTeIbHBIM KOHTpA-
crupoBanueM win MPT ¢ (6e3) koHTpacTHpOBaHKEM (ONTHMAIBHBIH METOJI BH-
3yaJli3alfy aJIcHOMBI THITO(H3a).

8. LluToreHeTHYECKHUI aHAIIN3.

9. MonekynsapHas TMarHOCTHKA.

10. ITpu HEOOXOAUMOCTH JAapPOCKOMHS C TUCTOJIOTHYECKUM HCCIIE0Ba-
HUEM TOHA].

bazanbhsiit yposens OCI" u JIT

\ 4 v

Huzkui Bricokuii
v v

1. Ouenka KOCTHOTO BO3pacTa 1. BrisBrieHUE CHIBOPOTOUHBIX
2. OOGcrnenoBaHue ITUTOBUIHOM JKEIIE3bI ayTOAHTUTEN MPU ayTOUMMYH-
3. Uckmrouenne xpoHndeckux 3a001eBaHun HBIX 3200JIEBaHUSAX
4. OueHka nuTaHus 2. Ormpenenenue KapuoTUIIA MIPH
5. HccnenoBanue 000HSHUS cunapome Lllepemesckoro—
6. IIposenenue tecta ¢ ['HPT + Tect XT'U Tepuepa, CK, nucreneznn XV,

(MaBYMKH) CHUHJpPOME TECTUKYJIPHOH e-
7. MPT romudusza MHUHHU3AIUU
8. IIpoGHoe sieueHne

Pue, 1."Asiroput™ 00ciie10BaHNS MALMEHTA C 33/IEPKKOH TTOJIOBOTO CO3PEBaHHUS

Ipu nepBUYHON TECTUKYJISIPHOM U OBAapUAIbHOW HEAOCTATOYHOCTH YPO-

BeHb JII w OCI HaunHaet yBenuuuBatbes ¢ 11-12 net u Kk MOMEHTY HCCIIEO-

BaHMSI JOCTOBEPHO MPEBBINIAET HOPMY TUArHOCTUYECKOTo Habopa. Y Manpyu-

KOB ¢ cuHapomMoM KraiiHdentepa B mybepTaTHOM BO3pacTe MOXKET HAOIIOAATh-

cs ToJbKO ToBbIIeHUE YpoBHA PCI', T. K. NEpBOHAYAIBHO CTPATAET TOJIBKO
16
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(GYHKIUS CTIEPMATOTEHHBIX KJIETOK U KJIeTOK CepToiu, CEeKpEeTUPYIOIMUX UHTH-
6un. Hapymenue QyHKIIMOHATBEHON aKTUBHOCTH KJIeTOK Jleiaura u BeipaboTKa
TECTOCTEPOHA, pEryJHupyromero cexkpenuio JII', y manmMeHToB ¢ CHUHIPOMOM
Kaitagenrepa orMmeuaercs mo3aHee. B moctmyOGepTaTHOM BO3pacTe CEKpeIus
TECTOCTEPOHA CHMXKAETCs, a ypoBeHb JII' Bo3pacraer.

Cuamxenne koHueHtpauuu JII', @CI' 1 moJIOBBIX CTEPOUAOB XAPAKTEPHO
st pyaknroHanbHOU 3I1P v THMOTrOHaIOTPOTHOTO TUITOTOHAMM3MAN s Trd-
(dhepeHIManbHON JUArHOCTUKHA ITUX JBYX COCTOSHUN OmpesencHue, 0a3aIbHOTO
YPOBHSI TOHQJIOTPOTIMHOB U ITOJIOBBIX TOPMOHOB HenH(popMmaTuBHOL JuarHocTu-
yeckass WH(HOPMATUBHOCTH JTIOOBIX TOPMOHAIBHBIX TECTOB,T0ETOBEPHA TOJBKO
TOTJIa, KOTJa TUITOTAIaMO-TUIOo(HU3apHas CUCTEMa Y MOAPOCTKOBRC (GYHKIIHO-
HaybHOW 3I1P HaumHaeT aktuBHpoBaThes (He panee 13—14 net). Bee muarHo-
CTUYECKHE TECThI HAIlpaBJICHBbI Ha TO, YTOOBI YJIOBUZH IMEPBbIE, TOPMOHAIHHBIC
CUTHAJIBI 3TOTO «IpoOyxaeHus». OObYHO 3TO mpoucXonnt 3a 1-2 roma 1o
MEPBBIX BUJIUMBIX MPU3HAKOB MOJIOBOTO CO3PEBAHUS.

CranmaptHas npo6a ¢ anamorom I'HPL ¢ 24-yacoBbIM mepuoioM Jei-
crBust (Oycepenun, HadapeauH, TpUNTOpeIHHAIGKAICITHI)) TPUMEHACTCS IS
muddepeHImanbHON JUAarHOCTUKY QYHKIIMOHANLHOUM 311P 1 BropuyHOTrO rurmo-
ronagusmMa. [locie oqHOKpaTHOrO BBEAcHUsfaHallora onpeacnesue yposss JII
u OCI" mpoogutcs vepe3 1 u 4 4. Y 95 Y%\nompocTkoB ¢ (HyHKIIMOHATBHOU
3[IP yposens otBera JII' mocturaer nyOeprataeix 3HaueHuit (> 10 Ex/m).
VY OIPOCTKOB C THITOTOHAIOTPOITHBIM THITOROHAIN3MOM OTBET Ha CTUMYJISIUIO
orcyrcTByeT. Ilpm runorazamMudeckuXn, hopMax rumoroHaausmMa (CHHIPOM
Kanpmana) Moxer HaOmonarbes foabem JI, oHaKo ero ypoBeHb HE MPEBBI-
maeT myoepraTHbeIX 3HaueHuil. Alpeda MHbopMaTUBHA Yy MOAPOCTKOB, JHOCTHUT-
mIMx mybepTaTHOro koctHorogBe3pacta (11 et y meBouek U 12 jeT y MaJlbyu-
koB). [Ipr MeHbIIIeM KOCTHOM Bo3paeTe y aereil ¢ pyukimonansruoi 3I1P orBer
JII" HA CTUMYJISIUIO MOYKET OTCYLCTBOBATD.

[Tpu mogo3peHnr HaAMHOKECTBEHHYIO TUIO(U3apHYIO HEJIOCTATOYHOCTh
HEO0OXOIUMO OIpe/Ie/IeHARRYPOBHEH TUPEOUIHBIX TOPMOHOB, KOPTHU30J1a, MPO-
naktuHa, AKTT, UOP-1; UOPCB-3. O6s3aTenbHO NMPOBEICHUE CTUMYJISITHOH-
HBIX 1po0 11t ougHku cexperniv CTI .

JIEHEHWME 3AIEPKKH ITIOJIOBOT'O PABBUTUA
N I'NMIIOI'OHA/IU3MA

I'OPMOHATIBHA A TEPATIUSI KOHCTUTYIIMOHAJBHOM 3AJIEPKKH ITOJIOBOI'O
PA3ZBUTUA

e ropmMoHaibHOM Tepanuu KOHcTUTyuuoHaabHou 3PII cieny-
FOIIHE:

— CTUMYJISILMS PA3BUTHS BTOPUYHBIX MMOJIOBBIX ITPU3HAKOB;

— CTUMYJISILHS CKOPOCTH POCTA,;
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— aKTHUBAIMs CO3PEBAHUS THIOTAIaAMO-TUTIOPU3APHON CUCTEMBI;

— aKTHUBAIMs TMPOIECCOB MUHEPAIU3AIIUU KOCTHOW TKaHHU.

OcHoBHOE TpeOOBaHHUE, TPEIBABIIEMOE K MEIUKAMEHTO3HON TOpMO-
HaJBHOW Tepamuu, — OTCYTCTBHUE €€ BBIPAKEHHOTO BJIMSHHUS HAa YCKOPEHUE
KOCTHOTO CO3PEBaHUs, YTO MOKET OCTAHOBUTH POCT peOCHKA.

B HacTosmmee BpemMsi METOZ0M BBEIOOpa TOPMOHAIBHON TEPAIUU WPH KOH-
ctutynuoHanbHOW 3IIP sBisIeTCS MpUMEHEHHE KOPOTKUX KypCOBWHpPEHapaToB
TECTOCTEPOHA TPOJOHTUPOBAHHOTO JEUCTBHS. CMECH 3(PHUPOB MECCTOCTEpOHA
KarnpoHaTa, U30KampoHaTa, pormroHaTa  (EeHUIIPOITMOHATA BHYTPAMBIIIICIHO
mo 0,5 mit 1 pa3 B 4 Heaenu B TeueHHe 3—6 MecareB. TaKOEWICTIEeHHE MOMXKHO
Ha3Ha4YaTh MOAPOCTKY, y KOTOPOTO KOCTHBIN BO3pacT AOCIUT 12 €,

[Ipumenenue npenapatoB XI'U MeHee NpeanoOYTUTERLHO U1l KOPPEKLIMU
¢dbynkuuonansHoU 3PI1, T. K. OHM MOTYT IPUBECTHU K GBICTPON M, MACCUBHOMN aH-
JPOTCHU3AIMU, CIOCOOCTBYIOIICH HHTECHCHBHOMY 4YCKOPCHUIO KOCTHOTO BO3-
pacta U yxyamieHuto pocta. OcoOEHHO OMacHO Ha3HAMATh CTUMYIUPYIOIINE
kypcol XI'H moapocTkaM Mpu UX KOCTHOM BO3pPacTe MeHee 12 JieT.

Y moapoCcTKOB ¢ KOCTHBIM BO3pacToM MeHed 22 fieT Jisi CTUMYJISIITUK poCTa
MO>KHO HCIIOJIb30BaTh HEAPOMATU3UPYIOUTHECS @aHA00IHIEeCKUE CTEPOUIbI, KOTO-
pble 00J1a1al0T MUHUMAJIBHOM aHIPOreHOBOM AKTHBHOCTHIO (OKCAHIPOJIOH BHYTPh
0,1 mr/kr macchl Tena, HO He Oosee 2,5 Mr 8 cyrkiy, 1 pa3 B CyTKH B TeueHHe 36
MECSIICB ¢ KOHTPOJIEM KOCTHOTO BO3pacTa depes 3 Mecsiia). Jta rpyIa mnpernapa-
TOB HE OKa3bIBACT BIIMSIHHS HAa TOHAJOTPOIHYEO MPOIYKIINIO, HE BHI3BIBACT pa3BU-
THE BTOPUYHBIX TOJIOBBIX MPU3HAKOB U YEKOPEHIE KOCTHOTO CO3PEBAHMS.

3AMECTUTEJBHASI TOPMOHAJBHAS TEPAITUS ITPU THITIOT OHAJIU3ME
Y MAJIBYUKOB

JUist CTUMYJISIIAN pa3BHTUSI BTOPUYHBIX ITOJIOBBIX MTPU3HAKOB Y MOAPOCT-
KOB C THUIEPTOHA0TPOITHAIM M FHIIOTOHAIOTPOITHBIM TOHAIU3MOM UCTIONB3YIOT
MIPOJIOHTUPOBAHHBIC TMPEIapalhl CIOXKHBIX d(UPOB TecTocTepoHa. [IpenapaTs
BBOJISIT BHYTPUMBIIICHHO €WmHTepBaioM 3—4 Hexenu. [lo3a Ha 1 BBeneHHe co-
craBisieT 25-50 mraa 1-M rony nedenus, 100 mr Ha 2-M, 200250 mr Ha 3-M 1
nainee (MOCTOSIHHAS 3aMECTUTENIbHAS TOPMOHAJIbHAS Teparus) (Tad.).

MeauKaMeHTO3HAS] HHIYKIHS M0JIOBOT0 CO3PEeBAHUS
(mo Y. T. JI. Bpyky, P. C. Bpayn, 2009)

MHpyKunshy MaJbyuKOB 3aMecTHTeIbHAsI TePaNMs Y B3POCIBIX
TecrocrepoHficnQ, (BHYTPUMBIIICYHO) Hoza mns B3pocibix (250 mr kaxkapie 2—4
2550, Kaxapie 4—6 Herenn HEJIEM) WIA TPaHCACPMAJbHBINA IUIACTHIPD
100.mr kaxaple 4 Henenu Ha 00JIaCTH MOILIOHKH
200-250 Mr xaxxaele 4 Henenu

Jledenue creayer HauyuHATh MPH JOCTHKEHUM KOCTHOTO BO3pacTa
13-13,5 ner. IIpu GpopMupoBaHUM €BHYXOHUIHBIX MPOMOPIHI Tela U BBICOKO-
POCIIOCTH JICUEHHE MOKHO HaYMHATh PaHbIIIe, TP KOCTHOM Bo3pacTte 12 JeT.
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[Ipemapatel XI™H MOKHO HCIIOIB30BaTh B MOHOTEPANUHU JJIsI CTUMYJISIIIAA
MIOJIOBOT'O CO3PEBAHUS TOJIBKO Y MAJIbUYMKOB C YACTUYHBIM THIIOTOHAJOTPOITHBIM
TUNOTrOHAaIM3MOM. JlaHHBIE TIperapaThl BBOJST BHYTPUMBIIIEUHO 2 paza B He-
nemo. [leponavansHas no3a cocrapmsier 1000-1500 ME na unabeknuro. [Ipu
HEJI0CTaTOYHOM 3 dekTe uepe3 6 MecsAleB Tepanuu /1032 MOXKET ObITh YBEIH-
yera 10 2000-3000 ME. Tlpu tsoxenpix ¢popmax, COMpOBOKIAOIIMXCANIPAKTH -
YECKHM TOTAJIbHBIM OTCYTCTBHEM TOHAJOTPOIMHOB, Tepanus npenapasaMu X1 Y
MOXET OKazaThbCsid HedI(PDEKTUBHON WU AJISI TOCTUX)eHUs >PpdeKEa MOTyT ITo-
tpeboBaThcs Bhicokue (10 6000 ME Ha mHBeknunio) 10361 X1 U, \4TOyBbI30BET
oOpa3oBanue anturen K X1 u pa3BuTre pe3ucTeHTHOCTH.

[Ipn MHOXXeCTBEHHOU Tunopu3apHOM HEJOCTATOUHOCTH WHAYKIUIO TO-
JIOBOTO CO3PEBaHUsS HAYMHAIOT To3Ke. [lepBoHAYaIHLHORIIPOBOJAT JICUCHHE
npenapaTaMd FOPMOHA POCTa JUIsl MAKCUMAJIbHOW pgann3aiiiii, POCTOBBIX BO3-
MOKHOCTEM.

Manpurikam ¢ cuaapomom Kiaiindentepa Tepalio mpemapaTaMu CIOXkK-
HBIX 9()UPOB TECTOCTEPOHA IO CTAHJAAPTHON CXeMe PEKOMCHIYETCs] HAYMHATh C
13-14 nert. IlpenapaTsl aHAPOTCHOB 3HAYNTEABHO WWIYUIIAIOT aIallTAlUI0 U UH-
TEJUIEKT MOAPOCTKA, TPEAOTBPAIIAIOT PA3BUTUGEBHYXOUAN3MA.

3AMECTUTEJBHASI TOPMOHAJBHAS TEPAIIUS Y TEBOYEK

WMHayKIuio MoJioBOro CO3peBaHusiny, ICBOUEK C TUIIOTOHAAU3MOM IPOBO-
JST TIpenaparaMu ICTpOreHoB. HauuHath JieueHue y NIEBOYEK, HE MMEIOITUX
COITYTCTBYIOIIETO JAepuIuTa pocta, cienyes B 13-14 net npu 1OCTHKEHUH ITy-
OepraTtHoro kocTHoro Bospacta (14-11,5 et

JIisi MHUIMAIMY TOJIOBOFO €@3PEBaHUs Y JIEBOUYEK C THUIOTOHAIU3MOM
HEOOXOIMMO TIPUMEHEHHE TIPEHApaToB MPUPOJHBIX ACTporeHoB: 17B-sctpa-
JMoJIa Wik ero 3¢GupoB (HampuMep, BCTpaaroa Bajiepara) B 03¢ 1 M B CyTKH
BHYTPb. BO3MOXXHO Takike HCMQAB30BAHUE TPAHCICPMATBHBIX 3CTPOTCHOBBIX
npenapatoB B Buje reneid: 0i9-0,75-1 mr 1 pa3 B CyTKH HaHOCST Ha KOXY HIXK-
HEel yacTH mepeaHell £TeHKH, )K1BoTa. [TUTEThHOCTS MOHOTEPAIHH CTPOTEHA-
MU COCTaBJISICT OOBIIHO OKOM0 12 MecsreB. 3aTeM NepexoasiT K MUKIHYCeCKON
3aMECTUTEIbHON FOPMOHATIBHON Tepanuy 3CTPOreHaMu U recrareHamMu. C 3Toi
LEIbI0 MOXKHQy, ITPEMEHATH NEpOopaibHble KOMOMHUPOBAHHBIE ACTPOTEH-
recTareHOBbIg TIpEHapaThl, cojepxkaiiue 17/B-3cTpaanon Wian 3CTpaauoi Baje-
puat. [IpeqnowseHue ciemyeT OTJaBaTh MPOrecTareHaMm, MaKCUMAaJbHO TpH-
OJMKEHHBIM K HATypaJIbHOMY IPOTECTEPOHY (MUKPOHHU3UPOBAHHBIN MpOrecTe-
POH JIAPOFCCTEPOH ).

VY neBouek ¢ MHOKECTBEHHBIM JC(PUIIUTOM TPOIHBIX TOPMOHOB TUTNIO(DU-
3a 3CTPOICHOTEPAINIO CIEAYET HaUYMHATh M03XKe, He paHee 1415 nert, npu no-
CTH KEHHI TTyOEepTaTHOTO KOCTHOTO BO3pacTa IMOCje Hayaja Tepaluu mnpenapa-
TaMU T€HHO-WHKEHEPHOTO0 TOPMOHA POCTA.
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IHPOI'HO3

[IporHo3 1j1st MoJaAPOCTKOB C KOHCTUTYIMOHAIBbHOU 3PII GnaronpusiTHbIH,
B YCJIOBHUSIX aJICKBATHOTO JICUEHHS BOCCTAHABIMBACTCS MOJHOIEHHAs] TOPMO-
HaJIbHAs ¥ PeNPOAYKTUBHAS (PYHKIIUS.

[IporHo3 [j1si MarueHToOB ¢ TUIIOTOHAAU3MOM 3aBUCUT OT (POPMBI 3a00J1e-
BaHUS M COYETAEMBIX TOPMOHAIBHBIX U COMATHYECKUX HAPYILICHMix, 3aMECTH-
TeJIbHAs Teparusl MOJOBBIMU TOPMOHAMU MTPOBOJIUTCS MOKU3HEHHQ. Y MAllKCH-
TOB C THIOrOHAJOTPOIHBIM TUIOroHaan3MoM (cuHapom KanbpMaHa), Teparnus
npenaparaMu TOHAJOTPOIMHOB MOXET OOECIEYHTh BOCCIAHOBNEHME IOJHO-
IIEHHOM PeNpOyKTUBHON (PYHKITHH.

CAMOKOHTPOJIb YCBOEHUSA TEMbI

1. I'naBubIid nuarnocTudecknii npusHak 3I1P y AeBouex:
1) otcyrcTBHe Tenapxe B Bo3pacte 10 neT;
2) OTCYTCTBHE TelapXxe B Bo3pacTe 12 JIET;
3) orcyTcTBHE Tenapxe B Bo3pacte 13 TieT;
4) oTcyTCTBHE MEHapXe B Bo3pacte 19JeT;
5) meperyaspHoe MeHapxe B Bo3pacte 15 Jer.
2. OcHOBHBbIE KJIMHUYeCKHe NPOSTBIIeHNs] KOHCTUTYIHOHANbHOI 3ITP
Y MAJIbYHKOB;
1) orcTaBaHWE KOCTHOTO BO3PACTA OT IACIIOPTHOTO OoJjiee 2 JIeT;
2) pasmep suuek < 4 mu;
3) BbIpaKEHHOE JIOOKOBOC ‘OBOJIOCCHHE;
4) nmpomoapHas Anuda SEueK > 3 CM.
3. JlaGopaTtopHble M0KAa3aTeJH TOHAJAOTPONMHOB TPH NEPBHYHOM
THIOTOHAIN3ME:
1) ®CTI nospmmcH, JI" OBHIIIICH;
2) OCI cuuxes, JII' cHIOKEH;
3) OCI" mossieH, JII' cHKeH;
4) OCT ‘enwwxeH, JII' moBsbIIIeH.
4. JlaboparopHble NoKa3aTeJd TOHAAOTPONMHOB NPH BTOPHYHOM
THIIOTOHA/IN3MeE:
1), DOCR,nosimieH, JII' OBHIIICH;
2) ©OCL camxeH, JII' cHUOKEH;
3).DET" noseirex, JII' cHkeH;
4) ®CT cumxeH, JII" moBbIieH.
54, OcHOBHBIE IHATHOCTHYECKHE KpuTepun cuuHapoma Illepemes-
ckoro—TepHepa:
1) HHU3KOPOCIOCTH;
2) BBICOKOPOCJIOCTD;
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3) MepBUYHBIA FMUIIOTOHAIN3M,;
4) BTOPWUYHBIN THIIOTOHAU3M;
5) cTUrMbI AUCOMOpHOTEHE3A.
6. OcHOBHbBIE TUATHOCTHYECKHE KpuTepuu cuuapoma Knaiindgenrepa:
1) HHU3KOPOCIOCTH;
2) xapuotun 47XXYVY;
3) xapuotun 47XVY;
4) BTOPUYHBIN THIIOTOHATU3M;
5) rumorutasus siMueK.
7. Ilpu cunapome KasbMaHa oTMedaeTcsi:
1) aHocMmus;
2) TyXoTa,
3) mUrMeHTHas JIeTeHepallys CeTUaTKH;
4) BTOPWUYHBIN THIIOTOHATU3M;
5) rUMOroHaJIOTPOITHBIN TUIIOTOHATH3M;
6) TUIEepProHaJ0TPOIHBIA TUIIOTOHAIH3M .
8. 'pynnbl mpenapaToB, NMPUMEHSIEMBIXy,IPH JIeYeHUH CHHIPOMA
Hlepemesckoro—TepHepa:
1) TIFOKOKOPTHKOUJIBI,
2) 3CTPOTCHBI;
3) COMaTOTPOIHBII TOPMOH.
9. JlmarHocTHYecKUe MPU3HAKH CHHAPOMA TeCTHUKYJISPHOH peMUHHU-
3aIUM;
1) xapuorun 46XX;
2) xapuotun 46XV;
3) xapuotun 47XXY;
4) BBICOKOPOCJIOCTh,
5) HH3KOPOCIOCTH,
6) orcyTcTBHUE TEHAPXE;
7) OTCYTCTBHC MeHapXe.

OrBerbl; 1—342—1,2,3—1,4—2.5—1,3,56—2,5 7—
1,45 8—2 3 9=—2/4 7.
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Ipunoocenue 1

OIIEHKA ITOJIOBOT'O PA3BUTHUS JETEN 11O TAHHEPY

Craausa |

Xapakrepucruka

Ilos10BO€ pa3BUTHE Y 1eBOYEK

1-a

MoJo4HbIe JKese3bl T0my0epTaTHbIe, TUAMETP OKOJIOCOCOKOBBIX KPYIKKOB < 2 CM.
Cocku He nanpnupyrorcs. JJoOkoBoe 0BOJIOCEHHE OTCYTCTBYET

2-9

Temapxe: Hayamo pocTa MOJIOYHBIX JKEJE3, YBEIMUYEHUE OKOJOCOEKOBBIX KpYiK-
KOB.

AnpeHapxe: Hayano JOOKOBOTO OBOJIOCEHHsI, B OCHOBHOM, Ha OOJBLINX MOJIOBBIX
ryb0ax (penkue, JUIMHHBIC, MPSIMbIC, CJ1a00 TUTMEHTHPOBAHHBIC BOJIOCHI).
ITyGepraTHOE YCKOpEHHE B POCTE U MPUOABKa B Macce

JlanpHeiiee yBenrnyeHnue U HarpyoaHue MOJIOYHBIX HKEILess
Pacmipoctpanenue oBosioceHus: Ha J000K. [losiBieHME TTOAMBIIIIEUHOTO OBOJIOCE-
HUA

OObpazoBanue BTOPHYHOTO Oyropka COCKOMyHM OKOJIOCOCKOBBIM KPY>KKOM HaJl TO-
BEPXHOCTHIO MOJIOYHOM JKEJIE3HI.

JloGkoBOE OBOJIOCEHME KaK y B3pPOCIBIX, HQ. OHO HE,paCIpPOCTpaHSIETCs Ha IMpOo-
MEKHOCTh M BHYTPEHHIOIO IOBEPXHOCTH Qenep:

[losiBneHue MeHapxe

Perynapubie mencTpyanuu. [IonHoe pa3BUTHE MOJIOYHBIX JKEJIE3.
PacnpocTpanenue 100KOBOIO OBOJIQEEHN ST HA\BHYTPEHHIOIO MIOBEPXHOCTH Oesiep

ITosi0BOE Pa3BUTHC Y MAJTBYUKOB

SIMdKy, MOIIIOHKA, TIOJIOBOM WIEH UMEIOT/TaKUe e pa3Mephbl U MPOMOPIUH, KaK B
paHHEM JIETCTRBE.

Jlo6koBoe oBonoceHue oTcyTerByeT. O0beM simuek < 4 Mil, IpOAOIbHAS JUIMHA
suuek < 2,4 cMm

Mol1i10HKa U AUYKY YBEHMUMUBAIOTCS, KOYKA MOIIIOHKH YTOJINASTCS U MPHOOpeTaeT
KpAacHOBATHIN LIBET.

Penxue, cmabo murMeHTUPOBAHHBIC BOJIOCHI, TIIABHBIM 00pa3oM, y KOPHS MOJIOBO-
ro wieHa. O0beM sidek o 4—8 M1, TpoIoIbHAs JUTHHA SUYeK > 2,4 cM

[TosoBOY WieH FIMHICTCS U HECKOJIBKO YTOJIIASTCS. SIMUKKA U MOIIOHKA YBEIIH-
YUBAIOTCS.

Bostochl Ha@ifoBKe yaOIIIIat0TCs, CTAHOBATCS BBIOIIMMUCS, PACIIPOCTPAHSIOTCS Ha
s1000k. O0BeM sndex 8—10 M

T1010BOM, UIeHwyUIMHAETCA U yTOJIaercs, (OpPMHUPYyeTCss IOJIOBKA MOJIOBOIO
ujleHa) AIMUKE, ¥ MOLIOHKA HNPOJOIKAIOT YBEIUUMBATHLCS, IPOUCXOAUT TMIMEHTA-
oA KOXKHU MOIIIOHKH.

JI60KoBoc 0BOIOCEHNE KAK Y B3POCIBIX, HO OHO HE PaclpOCTPaHAETCS HAa BHYT-
penftoriitosepxHocts 6esep. O6beM suuek 1020 mu

Pa3meps! siuek, [0JI0BOr0 YIEHA, MOILIOHKHU KaK y B3pOCIIBIX.

JloGkoBOE OBOJIOCEHHE KaK y B3pOCIHbIX, B BUJE NEPEBEPHYTOIO TPEYTOJIbHUKA,
OHO PACIPOCTPAHIETCs Ha BHYTPEHHIOIO ITOBEPXHOCTh Oejiep, HO HE pacnpocTpa-
HseTcs o OeJoi IMHUM JKUBOTA.

O0beM ssnyek 20-25 Mt
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AJI'OPUTM JUAT'HOCTHUKU 3AAEPKKHU
HOJIOBOI'O CO3PEBAHUA Y JTEBOYEK

(K. U. [1enos, T. B. Cemuuena, B. A. [lerepkona, 2002)

Bospacr 13 ner,

MOJIOYHEIE Keme3bl 1—2-1 craguii

-

\

JIT', ®CT" BBICOKHE

JII", ®CI” Huskue

v

Kapuorun

A 4

Ipunoocenue 2

/ \

A\ 4
45X 0 unu mo- 16XY 46XX (uucras
3anka (CHH- areHe3us WIn
(amcrast
pom lleperes- CHUHJIpOM pe3Hu-
areHe3us
ckoro—TepHepa CTEHTHBIX AMY-
rOHa)
HUKOB)

| [Ipo6a ¢ I'nPI’ |
N S~
IHoawem JII', ITonvem JIT', ®CT
®CI' < 10 En/n > 10 En/n (koHCcTH-
(rumoronaso- TYIIHOHAJIbHAS 3a-
TPOITHBIA THUTIO- JepKKa mybeprara.
TOHA/IA3M) He uckmogaercs

v

MPT, koHTpOIB

A

Onyxoib Xrua3MaabHO-
CEJUIAIPHON 001acTH

cB. T4, KOpTH30II,
CTT

napIuaibHbIA THITO-
ronaausm. Kpure-
puit — auHamukal)

N3onrpoBaHHbIN
TUIIOTOHAJIU3M

AJITOPUTM INAEFHOCTUKHU 3AJTEPKKHA
MNOJIOBOI'O CO3PEBAHUA Y MAJIBYUKOB
(K. . denos, T. B, LLemuuena, B. A. Ilerepkona, 2002)

Bospact 13-14 ner,
00BeM sauuek < 5 i

-

o

JIT", ®CT" BBICOKHE

JII", ®CI' Huskue

v

Kapunorun

A 4

/ \

A\ 4
47XXY (cvan- 16XY 45X0/46XY
pom Kitaiin- (mucrenesus
(arutasus )
benTepa J— TECTUKYTT

| [Ipo6a ¢ I'nPI’ |
i ™~
Ioawem JIT', I[Moawvem JII', ®CT°
OCI' < 10 En/n > 10 En/n (koHCcTH-
(runoroHao- TyLHOHAIbHAS 3a-
TPOIHBII TUIIO- JiepKKa myoeprara)
TOHAIU3M)

/

AHocMUSI — CUH-
npom Kanbmana

Onyxoib Xrua3MaabHO-
CEJUIIPHON 00J1acTH
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