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Cnucok coxkpanieHuii:

['H-PI' — roHanoTpONMH- pUIM3UHT TOPMOH
3I1P — 3ameprKa NOJIOBOTO Pa3BUTHS

N®P-1 — uncynunonoqo0HsIi akTop pocra -1
N®PCB-3 — nHCcynmHONo100HOTO (paKTOpa POoCcTa CBA3BIBAIOIINKN O€T0K-3
KT - xomnbroTepHast ToMorpadus

JII' — mOTEenHN3UPYOWHI TOPMOH

MTP — MarHUTHO-pe30HAHCHAsI TOMOTpadus
TTI — THpeOTPONHBI TOPMOH

CK - cungpom Knaitndentepa

CTT — comaToTpOnHbBIN TOPMOH

CHIT - cungpowm Ilepemesckoro - Tepuepa

XI'Y — XOpHOHUYECKUI TOHAJOTPOIIUH YEI0BEKa
OCI" — homUKyIOCTUMYTUPYIOIINUI TOPMOH

[MHC — uenTpanpHas HEpBHAs CUCTEMA



Tema 3ansaTus: «3aaepKKa MOJOBOTO Pa3BUTHSI»

Tema paccmaTpuBaercsa B pamkax 3aHATHs «HapyleHns moioBoro pa3BuTHs
U nudpepeHupoBKI».

OO01ee BpeMsi 3aHATHS: 6 yacosn

MoTHBaUMOHHAS XapaKTEePUCTHKA TeMbI:

Bynymemy  Bpaduy  HeoOXOoIMMO  3HAaHME  OCHOB  3a00JIeBaHUM,
CONPOBOKJIAIOIINXCSI HAPYIICHUEM I[IOJOBOTO CO3PEBaHUA Yy JETE€ C IENbI0
npoBeneHus IuPepeHInaIbHON JUArHOCTUKM Pa3IMYHbIX (HOpPM  3aJepiKKU
MoJIOBOro pa3BuTUs ((PYHKIIMOHATBLHON 3aJEpPKKU, TUMEPrOHATOTPOIHOTO U
TUIIOTOHAIOTPOITHOTO TUIOTOHAIN3MAa), YTO MO3BOJIUT CBOEBPEMEHHO U aJIEKBATHO
MPOBOJAUTh KOMIUIEKC JIUATHOCTUYECKUX MEPONPUSTHN M KOPPEKLHIO JTaHHOU
MaTOJIOTHH.

MenuuuHCKas ¥ COLMANIbHAS 3HAYMMOCTh TEMBI, IPEJCTABICHHON B JAHHOM
nocoOuM, HE BBI3BIBAET COMHEHMH, TaK Kak MpaBWIbHAS W IMOJHAS JUATHOCTHKA,
CBOEBPEMEHHOE MTPUMEHEHUE COBPEMEHHBIX CXEM 3aMECTUTEIBLHON TOPMOHAIBHOM
Teparui TO3BOJIUT YJIYYIIUTh COLUUAIBHYIO aJanTaluio W KadeCTBO >KU3HU
MAIMEHTOB C TUMOTOHAAN3MOM, M30€XKaTh JOTIOJHUTEIHHBIX (PMHAHCOBBIX 3aTpaT
Ipu  BEJASHUU JeTed C (PYHKIMOHAIBHOW 3aJCP)KKOM IOJIOBOTO Pa3BUTHS,
MOBBICUTh  PENPOAYKTUBHYIO  (YHKIMIO Yy  TAlUEHTOB C  BTOPUYHBIM
TUIIOTOHA/IU3MOM.

Hean 3aHSATUSA: HAYYUTHCS JTIMarHOCTUPOBATH 3a00J1eBaHMs,
COTIPOBOK/IAFOIIUECS CUHAPOMOM 3aJIePKKHU TI0JIOBOTO Pa3BUTHS, C MPOBEACHUEM
oOcnenoBanus U audepeHnnanbHON TUATHOCTUKY, JICUYEHUS, MPOPUIAKTUKA H
peaduuTaly NalueHTOB.

3anauu 3aHATHA:

1. VYryOuTh 3HaHUS 110 METOIUKE OIICHKH TIOJIOBOTO PA3BUTHS Y JICTEH.

2. Hayuutbes kinaccuduimpoBath 3a00JIeBaHUS ¢ CUHAPOMOM 33JI€PKKU

IMOJIOBOI'O Pa3BUTHA COTJIACHO YPOBHIO ITOPAKCHUS.



3. M3yuyuTp  3THOJIOTHIO,  NATOTEHE3,  KIMHUYECKYID  KapTHUHY
3a00JIeBaHUH, COMTPOBOXKIAIOIINXCS TUTO(PYHKIIUEH TTOJOBBIX JKEJIe3.

4, YMeThb OlEHHMBATh U UHTEPIPETHUPOBATH FOPMOHAIBHBIE W3MEHEHUS,
BO3HUKAWOIIKME TMpH (YHKIMOHATBHOW 3a/J€pKKE IMOJIOBOTO  CO3pPEBaHUA,
TUIOTOHAIOTPOITHOM U TUIIEPTOHAIOTPOITHOM TUIIOTOHAIU3ME.

S. YMeThb COCTaBIIATH IUIAH JAalibHEWIIero oOcienoBaHus peOeHka ¢
3aJIep>KKOI MOJIOBOTO CO3PEBAHUS.

6. [IpoBomute  nuddepeHnraibHyl0  IHUATHOCTUKY  3a00JIeBaHUM,
COMPOBOXK/IAIOIIMXCA CUHIPOMOM 33JIEP>KKU MOJIOBOTO PA3BUTHSI.

7. Hayuutbcst cCOCTaBISITH CXEMy JIeUeHUs MpU  (PYHKIIMOHATBHON
3aJIep>KKE MTOJIOBOTO Pa3BUTHSI, IEPBUYHOM U BTOPUYHOM TMIIOTOHAU3ME.

TpeOoBaHusA K HCXOAHOMY YPOBHIO 3HAHUM

JUJ1 TOJTHOTO YCBOEHUS TEMBI CTYACHTY HEOOXOAMMO OBTOPUTD U3’

- HOPMAJIbHOM aHAaTOMMM: AaHAaTOMMIO IIOJIOBBIX JKEJ€3, aHaTOMMIO
TUNO0TaIaMO-TUIIO(U3APHON CUCTEMBI;

- HOPMAJIbHOW (DU3UOJIOTHH: HEWPOTyMOpaIbHBIM M TOPMOHAIbHBIN
MEXaHU3Mbl PEryJSILIUA TOJIOBOTO  pa3BUTHUs, (¢u3Hoigorundeckue 3P eKTs
ACTPOreHOB, aHIPOT€HOB, TOHAJOTPOIHBIX TOPMOHOB;

- OMONOTUYECKOW XUMHUHU: OWOCHUHTE3 U MeTaboJIM3M  TOJOBBIX
TOPMOHOB;

- NaTOJIOTUYECKON (DU3MOJIOTHH: TMAaTOPU3UOJIOTUYECKUE MEXaHU3MBI
dbopmupoBaHUs 104,

- NPOMENEBTUKU JETCKUX OO0JIe3HEH: MEeTOAbl OOUIEKIMHUYECKOTO
oOcetoBaHus J1eTel, BO3pACTHBIE HOPMBI MTOJIOBOTO Pa3BUTHUS;

- dbapmakonoruu: papMakOKMHETUKA U (apMaKOAMHAMUKA aHAPOT€HOB
Y 3CTPOTE€HOB.

KOHTpOJIbHLIe BOIIPOCHI U3 CMEKHBIX JUCHUILJINH:

1. B ueMm 3aknrouaercs 3HAOKPUHHBIN (HEUPOIHIOKPUHHBIN) KOHTPOJb

(GYHKIIUH TOJOBBIX XKele3?

2. Kak MMPOUCXOOUT OMOCHHTE3 1 METAa0O0IM3M ITOJIOBEIX FOpMOHOB?
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3. B yem nposiBisitoTcst Ononornyeckue 3QpGeKThl MOJTOBBIX CTEPOUI0B?
4, JlaiiTe onpeaeneHne HOpMaaIbHOrO KAPUOTHIIA.

KoHTposbHBIE BONIPOCHI 110 TeMe 3aHATHS:

1. JlaliTe omnpeneneHue 3aep:KKU IOJOBOTO pa3BuTHs. Pacckaxure ee
ATUOJIOTUYECKYIO KJIACCU(PUKALIUIO.

2. PackpoilTe = OCHOBHbIE =~ MOMEHTBI J3THOJIOTUM H  IATOTEHE3a
(GYHKIIMOHATBHON 33JIEP>KKH MOJIOBOTO PA3BUTHSL.

3. VYKaxure  IUarHOCTUYECKUE  KPUTEPUH  KOHCTUTYLHMOHAIBHOU
3aJIEpKKHU TIOJIOBOTO PA3BUTHSL.

4, [lepeunciure OCHOBHBIE KIMHUYECKHE MPOSIBJICHUS TUIOTOHAAU3MA.

5. HazoBuTe mnpuHIMOBI  JTaOOpaTOPHOM M HMHCTPYMEHTAJIBHOM
JMAarHOCTUKH TMIIOrOHAU3MA.

6. [TpoBenute nuddepeHnanbHy0 TUaTHOCTUKY MEXKIY NMEPBUUYHBIM U
BTOPHYHBIM TMIIOTOHAIA3MOM.

7. [IpoBenuTe 3aMECTUTENBHYIO TEpalUi0 JAEBOYKE C TEPBUYHBIM
TMIIOTOHAAU3MOM. Y Ka)KUTE MPOTHO3 3a00JI€BaHUSI.

8. [IpoBenuTe 3aMECTUTENIBHYIO TEPANUIO Malb4YMKy C CHHIPOMOM
KanpmaHna (BTOpUYHBIM FMIIOTOHAIU3MOM). Y KaXHUTE MPOTHO3 3a00IeBaHMSL.

Q. [Haiite onpenenenue cunapoma lllepemesckoro — Tepuepa. Hazosure
O0COOEHHOCTH KJIMHHUKH, TUATHOCTUKU U JICUCHHUS.

10. HaszoBuTe OCHOBHBIE JAMATHOCTUYECKHME TPU3HAKK  CHHAPOMA
Knaiindenbsrepa. [lepeuncnure METO/IbI JTMArHOCTUKH, PUHIIUIIBI

3aMECTUTEIIbHOW TOPMOHAJIBHOM TEpaIvH.

Y4eOHblil MaTepuaJ
OITPEJAEJIEHUE
3amepiKKa MOJI0BOr0 Pa3BUTHUAL - 3TO OTCYTCTBHUE BTOPUYHBIX IMOJIOBBIX
MPU3HAKOB Y JIETE€H, JOCTUTIIMX BEPXHErO0 BO3PACTHOTO Mpejesia HOPMaJIbHOIO

nyoeprara.



I'1aBHble NPU3HAKK 32/I€PKKH  MOJOBOI0 PAa3BUTHA Yy [€BOYEK —
oTCcyTCcTBHE Teiapxe K 13 romam w/mnm meHapxe K 15 rogam. Ecam momnosoe
pa3BUTHE HAYMHAETCS CBOEBPEMEHHO, HO B TEUEHHUE S5 JIeT MEHCTpYyallMH He
HACTYTIAIOT, TOBOPAT 00 M30JIMPOBAHHOM 3aJIep)KKE MEHapXe.

I'1aBHble NMPU3HAKHK 3aJI€EPKKH MOJ0BOI0 Pa3BUTHSA Y MAJIbYMKOB -
OTCYTCTBHUE YBEIMYECHUSI 00bEMa stmduek > 4 MJl (WIIM JUTMHBI simdek > 2,4 cM) k 14
rOJIaM.

[losiBieHHE BTOPUYHOIO OBOJOCEHUS (JOOKOBOTO M aKCHUJUIIPHOTO) HE
ABJIAETCSI JOCTOBEPHBIM KPUTEPHEM MOJIOBOTO co3peBaHMs. OBOJIOCEHUE B 3THX
00JacTsAX MOXKET OBbITh PE3yJIbTATOM aHJIPOTE€HHON aKTUBHOCTH HAANOYEHYHUKOB H
HA0JII0JaeTCsl Y MAllMEeHTOB Aa)Ke C BIPAXKEHHBIMH (POpMaMH THIIOTOHAIU3MA.

SQIIUIAEMUNOJIOI'UA

3[IP ormewaercs y 0,6-2,0% nereiti B €BpOMEHCKON MOMYJISAIMH.
BoNbIIMHCTBO MAallMEHTOB MMEIOT (PYHKIMOHAJIbHBIE HApYIICHHUS, CBSI3aHHBIE C
KOHCTUTYIMOHAJILHBIM (CEMEHHBIM) MO3IHUM HadajioM nybeprara. Y 0,1%
IOJIPOCTKOB B OCHOBE 3aJICPXKKH II0JIOBOTO CO3PEBAHUS JIEXKHUT MaTOJOTHUsA
TUN0TaNaMOo-TUno(u3apHOi CUCTEMBI (TMIOTOHAJAOTPOINHBIA TUIOTOHAAU3M) HIIN
IIOJIOBBIX K€Je3 (TUIIeproHaI0TPOITHbIN THITOTOHAU3M).

KIIACCUOPUKALIUSA

1. ®yukiuonansHas 3I1P:

L KOHCTUTYIUOHAJIbHAA,
L IIpU XPOHUICCKUX CUCTCMHBIX 3360J’ICBaHI/IHX;
L4 IMPpHU HEJOCTATOUYHOM IMUTAHHUHU N HEAJICKBATHLIX DHEPIro3arparax.

2. 'unoroHanoTpONHbIN (BTOPUYHBIN) THIOTOHATU3M.

2.1.Bpoxaéunbie (GOopMBI:

. U30JIMPOBAHHBIN AEPUIUT TOHAJOTPOIHBIX TOPMOHOB ;
o MHO>KECTBEHHBIN 1IeUIIUT TOPMOHOB TUNO(DU3a;
J BpOXAEHHAs TUIOIUIA3Usl HAANOYEYHUKOB M TUIOTOHAJOTOTPOIHBIN,

TUTIOTOHAIN3M y MajbuuKoB (MyTanus reaa DAX1);
o nedexT penenropa puiusuHr-paxtopa JII';
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o MHOXECTBEHHBIE coYeTaHHbIe AcedeKThl pa3BuTus (cuHapom llpamepa -
Buiu, cunapom Jlopenca — Myna — bapae - buaiis).

2.2. [IpnobpetréHnbie (GOPMBI:

o OMYyXOJHM THUIoTajgaMo-TunoduzapHo obnactu (KpaHHO(papUHTHOMBI,
aZIcHOMBI Tunodu3sa, cynpaceuisipHble TJIUOMBI);

o uHpekironubie nopaxenust [{THC (MeHuHTHT, 3HIICDATNT);

o oonyuenue [THC.

3. 'uneproHanoTpOIHbIH (IEPBUYHBIN) THIIOTOHAIU3M.

3.1. BpoxneHubie pOpMBI:

o xpoMocoMmHble aHoMmanuu  (cungapom  IllepemeBckoro -  Tepnepa,
cunapom Knaitndensrepa);

o aHOPXH3M;

° nepext penentopa JII' m XI'U (BbI3BIBA€T CHHIAPOM PE3UCTEHTHBIX
SUYHUKOB Y JIEBOYEK U repMadpoIMTU3M WM TUTIOTOHAAN3M MaJIbYHKOB);

o HapylIeHUs: cTepougorenesa B ronanax (aedekt ¢pepmenton P450c17, StaR-
MPOTEHUHA, KIMHUYECKAas KapTHHA THUIIOTOHAIU3Ma y JEBOYCK, Y MaJIbUHUKOB -
repMagppoaIuTU3IMA).

3.2. [IpnoGperénnbie GopmBbi:

o uH(pEeKIuYU (3MUIEMHYECKUI MapOTUT, KPACHYXa);
o TpaBMa, NEPEKPYT SIUUYKA UIIU TUUHUKA;

o o0y4yeHue, MpOTUBOOITYX0JIeBasl Teparus;

o ayTOMMMYHHBIN IIPOLIECC.

OYHKIHNOHAJIBHASA 3AIEP/KKA ITOJIOBOI'O PA3BUTHUA

B ocnoBe koHcTuTytumonansHoil 3I1P nexart ¢pyHKIIMOHAIbHBIE HAPYIICHUS
HEHTPaJIbHBIX MEXaHU3MOB, aKTUBUPYIOIIMX OCHOBHOE 3BEHO Hauaia mybeprara y
JieTel - HUPKAIHBIA PUTM CEKpELIMH TOHaA0IM0eprHa.

Omna cocrasnsier ot 60 10 80% Bcex (hopM 3aAepKKU MOJIOBOTO CO3PEBAHUS.
Oror BapuaHT 3IIP mnpeoOnanaer y Majapb4MKOB, COOTHOIIEHHWE MAaJlbUUMKOB U
neBouek cocraBirsieT 9:1.

ITHOJIOTUSA



KoncturynmonansHas 3PII B OOJBIIMHCTBE CIlydaeB HOCHUT CEMENHBIN
xapaktep. B 70% cnyuaeB y poauTenedl MalMEHTOB OTMEYAETCS 3aJlepiKKa
1oJj10Boro co3peBanus (B 37% - y oboux poxuteneii, B 30% -y matepu, B 33% - y
OTIIA).

Otsromaromumu GoHOBbIMU PakTopamu GhyHKIHOHATBHOU 3I1P sBnsitoTCs
NaToJIOTusi OEpeMEHHOCTH M POJIOB, HU3KHE aHTPOMOMETPUYECKHE MOKa3aTelu
peOeHKa MpH POKICHUH, HEOIaronpusaTHas COIMaNbHAs U ceMeilHas 0OCTaHOBKa,
aJIKOTOJIN3M U HAPKOMAHUS Y POIUTENEH.

XPpOHUYECKUE CUCTEMHBIE 3a00JIEBAHUSI MOTYT COMPOBOXKAATHCS 3aJIEPHKKON
pocta W ToJIoOBOro co3peBanus. K HHUM OTHOCSTCS OOJIE3HM OpPraHoB
MUIIEBAPUTEIBHOW CHCTEMBl C  CHHAPOMOM  MajbaOcopOIuu  (LenuaKkus,
XPOHUYECKUM MMAHKPEATUT, TemaTUT), XpOHUYECKas OOJEe3Hb MOYEK, MOPOKU
ceplilla, XpOHUYECKHE OpOHXONErouHble  3a0o0JieBaHMS, JHIAOKPUHONATUU
(TUIIOTHPEO3, CaxapHbId THAdeT, TMIECPKOPTUIIM3M, BKJIOUYask ITPOTCHHBIHN U Jp.).

3[IP ormeuvaerca 1mpu  jAepuUUTE Macchl Tela B pe3yJibTare
HECOAJTAHCUPOBAHHOTO TMUTaHUSA, HEJOCTATOYHOM HSHEPreTHUYECKOM IIEHHOCTU
notpedsseMoit nuiy (HepBHAsE aHOPEKCHS, JAMETHI, TOJIOJAHKE); aTUMCHTAPHOM
oxxupenuu. Hedusmonornueckoe mpeBbIllieHUE dHEPro3arpaT (TMMHACTHUKA, OaIeT
U JIp.) MOXET COMPOBOXKAATHCS 3a1€PKKOM MOJIOBOIO CO3PEBAHUS.

IlaTorenes

MHOTOYUCICHHBIE ATHUOJIOTHYECKUE (AaKTOPHI BIMSIIOT HA OCHOBHOE 3BEHO
Hayaja Ipolecca MOJIOBOTO CO3PEBAaHUs, Hapyllas HMIYJbCHYIO CEKPELHIO
TUIOTAJaMUYECKOT0 TOHajoubepruHa. PaccMaTpuBalOT HECKOJIBKO MEXaHU3MOB
dbopmupoBanus 3I1P.

OnnuM W3 TNOTEHHMATbHBIX (pakTopoB-kanauaaToB 3IIP y gereér ¢
HapylieHueM muTanus (mpu JeduimMTe Macchl Tela, OXKUPEHUHU) SBISCTCA
HEHPOTOPMOHATIBLHBIN MeANATOP - JeNTHH. Ero ocHOBHas (DyHKITHS 3aKTIOYAETCS B
KOHTpOJIE amnmneTuTa ¥ norpebsieHuss nuiuu. B onpenenéHHbIX KOHIEHTPALMSIX,
JIOCTUTAEMBIX TIPU JIOCTATOYHOM PA3BUTHUU >KUPOBOM TKAaHU, JIEITUH OKAa3bIBAET

CTUMYyJHpYIOIIee BozneicTBue Ha cekperuto ['H-PI. Jlebuuur maccel Tena,
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HECOOTBETCTBHUE €€ KOJIMYECTBA HEOOXOAMMOU «KPUTHIECKO», 00eCTIeUnBaIOIIeh
BBICOKYIO KOHLEHTPALMIO JIENTHHA, IPUBOAUT K 3aJE€PKKE IOJOBOTO CO3PEBAHUS.
Tak y nereil ¢ HEpBHOW AaHOPEKCUEH YpPOBEHb JIENITHUHA PE3KO CHUXKEH, YTO
IPUBOAUT K yMeHbIIEHUIO KoHLeHTpauuid JII' u @CI'. ¥V 60onpmMrHCTBA MAMEHTOB
C OXXHPEHUEM, HECMOTpS Ha BBICOKME IIOKa3aTeNM JIENTHHA, HaOJI0aeTcs
(dbeHoOMEeH JIENTUHOPE3UCTEHTHOCTH, YTO MOXET MPOSBISATHCA CHUKECHUEM
CEKpELMHU TOHAIOTPOITHBIX TOPMOHOB.

B 6onpmuncTBe ciiydaeB 3I1P y nereit coueraercs ¢ 3aiepxKKoi pocTa. IT0
MIO3BOJIAET TMPEIIONOKNATh, YTO B OCHOBE KOHCTUTYLIMOHAJIBHOM 3aIEPKKU
ITOJIOBOT'O CO3PEBAHMUS JIEKAT NIEPBUYHBIE HAPYILLIECHUS B CHCTEME «TOPMOH POCTa -
N®P-1» Henocratounas cekpeuus CTIT U pocToBBIX (PaKTOPOB MNPUBOIUT K
MO3HEN aKTUBALlMM UMITYJIbCHOTO BhIOpoca ['H-PI'. Hu3kas TkaneBas mpoayKuus
N ®P-1 moxeT HapylaTh IPOLECCH] CTEPOUAOTEHE3A B IMYHUKAX U CEMEHHMKAX.

Eme omnum ¢daxropom-kanauaarom 3IIP sBnsercs nomumopdusm ¢dopm
JII', oOnamarommx W3MEHCHHOM OHMOJIOTHYECKON aKTHBHOCTBIO M BBICOKMM
CPOJICTBOM K KJIETOYHBIM perenTopam. Y AeTell ¢ BBIABICHHBIM HNOIUMOPHU3MOM
JII' myGepTar HauMHAETCS B HOPMaJbHbIE CPOKH /JI1 JaHHOM MOMYJALMH, HO
pa3BUTHE BTOPUYHBIX MOJIOBBIX NMPU3HAKOB MIPOUCXOAUT OoJiee MeyieHHo. [leTH ¢
MyTaHTHBIMH (popmamu JII" umeroT 6ojiee HU3KYIO0 CKOPOCTh POCTa, YMEHbBILIEHHBIE
koHieHTparuu UDOP-1 u ero cBsa3biBaroiero oemixa.

Kaunuka

OCHOBHBIM CHMITOMOM 33JIE€PKKH IOJOBOTO CO3PEBAHUS y MAaJbUYUKOB
ABJISIETCA J0omyOepTaTHbIi 00beM siMdeKk (10 4 M), y JEBOYEK - OTCYTCTBHE
Pa3BUTHS MOJIOYHBIX XKeEJE3.

K nomonnurensHbiM npuszHakam 3IIP oTHOcATCS OTCyTCTBHE: y JIEBOYEK -
pacnpeneneHuss JKHpa IO J>KEHCKOMY THITY, MEHCTPyaJIbHOW (QYHKIUHU; Y
MaJbYMKOB - MYTAallMd TOJIOCA, PA3BUTHS OBOJIOCEHWS Ha jwmile, (GOpMHUPOBAHUS
MYKCKOW apXWTEKTOHUKH Tela, HEAOCTATOUHAs] AKTUBHOCTh MOTOBBIX M CaJbHBIX
xene3. JIoOKOBoe M aKCWUISIpHOE OBOJOCEHHE Ci1ad0 BBIPAKEHO BCIIEICTBHE

HOB,Z[HGI‘/’I aKTHBaHHGﬁ CHUHTE3a aHAPOIrCcHOB HAAIIOYCYHHUKAMMU.
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Baxxupim npusnakoM ¢ynkunonansnoit 3I1P sBnsercs oTcraBanue B pocte
(ma MomeHT oOparmieHust SDS pocTa MOXKET OBITh CHIDKEH JI0 2-2,5 OTHOCHTEIHHO
reHeTruueckoro). OTMedaercss yMepeHHas 3aJep>KKa pocTa ¢ MepBbIX JIeT KU3HU. B
MIEPHO/I, TIPESAMICCTBYIOMUN myoepTaTHOMY (B 9-10 71€T) TeMIbl pocTa HAYMHAIOT
MIPOTPECCUBHO CHUXKATHCA 110 3-4 CM B rof.

XapakTepHO OTCTaBaHME KOCTHOTO BO3pacTa OT MMACHOPTHOro Ha 2-3 rona.
[Toka3aTenn KOCTHOTO U POCTOBOTO BO3pacTta (BO3pacT, MPU KOTOPOM HUMEIOLIUIIC
poct coorBercTBYyeT S50 mnepueHTUIu) peOEHKa COOTBETCTBYIOT JPYr JpPYTY.
[Iponopuvu Tena y pered ¢ koHctutynuoHanbHOM 3PII He Hapymensl. B
HEKOTOPBIX CIy4YasX NPH JJIUTEIBHOM 3aIEp>KKE IOJIOBOTO CO3PEBAHUS MOTYT
(GopMHUPOBATHCS EBHYXOUAHbBIE IPOTIOPIIMH TETIA.

TUIIOTOHAJIOTPOITHBIN (BTOPUYHBIN) THIIOTOHAJIU3M

OTCyTCTBHE WM CHHYKEHUE CIIOCOOHOCTH THUIOTajJaMyca CEKpPEeTHpPOBAaTh
roHagoanoepuns! wim runodusa cexkperuponatsb JII' 1 ®CI' npuBoIAT K pa3BUTHIO
TMIIOTOHAIOTPOTHOTO  TUIIOTOHAIW3Ma. B OCHOBE  T'MIIOTOHAJOTPOITHOTO
TMIIOTOHAAM3Ma JieXaT BpPOXKIEHHbIE Wi mNpuoOperéHHbie aHomanuu [IHC u
TUNOTaNaMO-TUNO(U3APHBIX  CTPYKTYp, MPHUBOJAIIME K  H30JUPOBAHHOMY
IIOBPEXKIECHNUIO TOHAAOTPOIIHOM  CEKPELHUH, MHOXECTBEHHOMY  BBIIIAJICHUIO
TpomHbIX (yHKIMIA TuUnodusa, AepexkraMm pa3BUTUS MHOTHUX OPTaHOB U CHUCTEM,
COYETAIOIIUXCS C TOPMOHAJIIBHBIMA HAPYLIEHUSIMU.

N30/1MpoBaHHBIN MTMIIOTOHAAOTPONHBINA FMIIOTOHAAU3M

[Tog »TuM Ha3BaHWEM OOBEOUHSAIOT TPYyHMIy 3a00JI€eBaHUM, KOTOPHIE
XapaKkTepU3yrTCd MOHWKEHHBIMA CBIBOPOTOYHBIMU ypoBHsiMu JII' u OCT,
HOPMaJbHBIMU  KOHUEHTPALUMSMU JPYrMX TOPMOHOB  aJeHorunodusa u
MPOSIBJISIFOTCSA  THUIIOrOHAAM3MOM. IIpUunMHOM pa3sBUTUSA JAHHOW I1ATOJIOTHUH
SIBJISIETCS IPEUMYILIECTBEHHOE MOPaKEHUE TUIIOTajIaMyca, pexe — afjeHorunodusa.

[Ipu cemeitHbix ¢GopMax (ayTOCOMHO-PEIICCCUBHON THIT HACIEAOBAaHUS) B
20% ciaydaeB NIPUUMHON CUYUTAIOTCS MHAKTUBHUPYIOIINE MyTAallMy F€HOB pELENnTOopa
['u-PI' u rena GPR54, xonupyromiero peuenTop, pacinoioKeHHbIN Ha TOBEPXHOCTH

I'n-PI'-HElpOHOB runorasamyca.



N3ommpoBanHas HENOCTATOYHOCTH OAHOTO W3 TOHAJOTPOIIHBIX I'OPMOHOB
BCTPEYACTCS PEIKO U BBI3BaHA MYTAIMSIMU B Te€HAX, KOJUPYIOMHUX P-CyOheTMHUITBI
JI' umu OCI. Otmeden mnojoBo numopdusMm 3abosieBanus. Myranuu
npuBojsmue kK aedunury OCI, y KEHIIUH MPOSBISIOTCA THUIOTOHAIU3MOM, Y
MY>KUYMH - TOJBKO azoocrnepMuend u OecruioguemM. MyTaruu, MTPUBOASIINUE K
nedunury JII, y MyX4MH COMPOBOXKAAIOTCS BBIPAKEHHBIM THUIIOTOHAU3MOM
(cuampom Ilackyamuuu, cuHAPOM (HEPTUILHOTO €BHYXA), y IKCHIIMH -
OecriogueM.

Cunapom Kanbmana

Cungpom  KanpmMana  —  camplii  pacnpOCTPAaHEHHBIA  BapUaHT
M30JIMPOBAHHOTO THIOTOHAJOTPOIHOTO TUIOTOHAIW3Ma ¢ aHocMuen. Cunapom
Kamemana garie Bctpedaercs y ManbuukoB (1 cimydaii Ha 5000-10 000 myx4uuH B
nonyJsaiuu). 3abojeBaHWe HMMEET TPH BapHaHTa HACJIEIOBaHUS: ayTOCOMHO-
JIOMUHAHTHBIN, ayTOCOMHO-PELECCUBHBIN U X-CLIETIJICHHBIN.

Cunnpom KanbMaHna o0OycliOBI€H MOpPOKaMHU Pa3BUTHs NIEPEIHETO0 MO3ra, B
YAaCTHOCTHM — HApYLIEHWEM MUIpalydd HEUPOHOB, cekperupyromux ['H-PI, wu
oJib(pakTOpHbIX HEUPOHOB. KOHTAKT OJb()AKTOPHBIX HEUPOHOB C MEPEIHUMH
OTJIeJIaMU MO3Tra HEOOXO0IUM ISl HOPMAIBHOTO Pa3BUTHUSL 0OOHSATEIbHBIX JTYKOBHUII.
['H-PI'-cexperupyromme HEUPOHBI MHUIPUPYIOT, JOCTUTasl IPEONTUYECKUX SLIEP
rurnoTanamyca.

[Ipu X-cuenjaeHHOM BapUaHTE MPUUYMHOW HAPYLIEHHUS] MUTPALUA CUUTACTCS
myTanus win aenenus reHa KAL, KOTOpbli KOAUPYET CUHTE3 TJIMKONPOTEHHA
aHocMHHa-1 — K1r04eBOro (akTopa MUTPALIUU.

ITpu ayTOCOMHO-JJOMUHAHTHOM dbopme 3a0oneBaHus HaXOJST
rETEPO3UTOTHBIE HWHAKTUBHPYIOIIME MYTAIlMM B TEHE PELENTOpa POCTOBOIO
dakrtopa ¢pudpodiactoB 1 (FGFR1), koTopslii yuacTByeT B MpOIECCax MUTPALIWH,
muddepennupoBke opranoB u TkaHe. [Ipossinennem nedexkra FGFR1 sBastores
aHoMaJIuK (POPMUPOBAHUS JIMLIEBOTO CKEJIETa U MO3Ta.

Knunnueckne mposineHuss cuHapoma Kambmana pa3HooOpasHbl U

BapI/Ia6CJII>HBI - OT JIETKOHU aHOCMUH, BBISBIISIEMOM C MOMOIIBIO CIICIMaJIbHBIX
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TECTOB U HOPMAJIBHOT'O MOJIOBOTO PA3BUTHS 10 BBHIPAKEHHOW aHOCMHU U TSKEIOTO
TUIIOTOHAIN3Ma.

[Ipu cungpome Kanbmana MOryT BCTpeuaTbCs MPOSBICHUS Je(EKTOB
dopmupoBanus [IHC (cmactudeckne mapariieruu, TIyXO0Ta, TOPH30HTATBHBINA
HUCTarM, HapylleHUs LBETOOIIYIICHUS, He3apallleHue HEOa W BepxHEH TyOsl,
3aJiep’KKa YMCTBEHHOTO Pa3BUTHsI) W MOPOKU PA3BUTHS MOYEHOJIOBOM CHUCTEMBbI
(areHe3us moyek, MOIKOBOOOpA3HAs MMOYKA, KPUITTOPXU3M, MUKPOIICHHUC).

Hetu ¢ cungpomom KanbMmaHa HE OTCTalOT B POCTE OT CBEPCTHUKOB 110 13-
14 gner. Hecmorps Ha OTCYTCTBHE IIyOEpTaTHOTO POCTOBOTO  CKadKa,
OKOHYATEJIbHBIMA POCT MAIMEHTOB COBNAAET C TCHETUYECKUM WIIHM MPEBBIIIAET €r0
u3-3a JUIMTEIBHOTO OTKpbITUS 30H pocta (mo 20 ner). Huddepenuuponka
KOCTHOTO CKeJeTa J10 MyOepTaTHOro BO3pacTa COOTBETCTBYET (haKTUUECKOMY
Bo3pacty pedénka. C 13-14 ner HaOnrogaeTcsi OTCTaBaHME KOCTHOTO BO3pacTa.
DOopMUPYIOTCS €BHYXOUIHBIE ITPOITOPLIUU TENA.

MHoKeCTBEHHbINH BPOKIEHHBIN 1e(UUHUT TPONMHBIX TOPMOHOB Iruno¢pu3a

Bpoxnéunpiii 1eUIUT TPOIHBIX TOPMOHOB OOYCJIOBIIEH T'€HETHYECKUMU
nedekTamu, NPUBOAAIIMMHU K HApyIICHUSM (QOPMUPOBAHUS aJeHOrMNo(u3a.
VYcraHoBIEH psll MyTalMii T€HOB, CBSI3aHHBIX C JEPUIIMTOM TPOIHBIX TOPMOHOB
agenorunodusa: rena PROP 1 - nepunurom CTT, TTT, nponaktuna, JII' u ®CT
reda HESX1 - agedururom CTI, TTT, JII' u ®CI', compoBOKIaeTCs CENTHUKO-
XHa3MaJIbHOM JUCIUIa3uel (TUnoria3uei ONTUYECKUX HEPBOB U MIOTEPEH 3peHUs ).
BpoxknénHass rumorviasusi HaANOYE€YHUMKOB W T'HIIOTOHAJOTPONHBIN
TUIIONOHAAM3M Y MAJBYMKOB (MyTauusi reia DAX1)

Onucana w3onupoBaHHas (opmMa TUMOTOHAIOTPOIHOTO THUIOTOHAJAM3MA Y
MaJIbYUKOB C BPOXKJIEHHOW TMIOIUIA3UEH HAJIIMOYEYHUKOB. 3a00jieBaHUE UMEET X-
CUCIJICHHBI THUN HaclenoBanus. B ocHoBe nexar myrtanuu B reHe DAXI,
KomupytomeM  op}aHOBBIA  SIAEPHBIA  pelenTop,  MNPEACTAaBICHHBIM B
HAJNIOYEYHUKAX, TUIIOTalaMyce U THnoQuse.

OcHOBHBIE ~ KIIMHUYECKUE CUMIITOMBI  CBS3aHBI C  BBIPaKEHHBIMU

IMPOABJICHUAMUA FHIOKOpTHKOPI,Z[HOﬁ )41 MI/IHCpaJIOKOpTI/IKOI/I,HHOﬁ HEAOCTAaTOYHOCTHU
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B MTOCTHATAJIBHOM Tiepuojie. B mybepTaTHOM BO3pacTe OTMEYAIOTCSl KIMHUYECKHUE U
7a00OpaToOpHblE MPU3HAKK THUIIOTOHAJAOTPONHOTO rumnoroHaausma. IIposectu
nudepeHnanbHbIil IMarHo3 ¢ BpOKICHHON JUCHYHKIMEH KOPbl HAATIOYECYHUKOB
MOMOTaeT CEMEHHBIN aHAMHE3: HAJIMYKME aHAJIOTUYHBIX CUMIITOMOB y OpaTheB WUIU
I TAIMEHTa, YTO XapaKTEepHO sl X-CLHEIUICHHOW HACIEACTBEHHOW MEpenayu;
MOJIEKYJIIPHO-TEHETUYECKOE O00CIIeJOBAaHUE C YCTAHOBJICHHUEM MYyTallid B TEHE
DAX1.
BpoxkaéHHble MHOKECTBEHHbIE COYECTAHHBbIE Ae(peKThI Pa3BUTHS
Cunapom Ilpagepa - Buiuiu

MuHuMaJIbHbIE IUATHOCTHYECKHE TNPHU3HAKH: PE3KO BBIPAKEHHOE
O)KUPEHHUE C IIEPBBIX MECALIEB JKU3HW, MBIIICYHAs] THUIIOTOHUS, BTOPUYHBIN
TUIOTOHAIU3M (MOXKET OBITh COYECTaHHWE C IEPBUYHBIM ITOPAKEHHUEM TOHAN),
YMCTBEHHAsl OTCTaJOCTh, IWCIPONOPLMOHAIBHO MAJICHBKUE KUCTH U CTOIIBI,

HU3KOPOCJIOCTh, HAPYIIEHUE YTIIEBOJIHOIO OOMEHA (caxapHblil uadeT 2 TUMa).

AyTOCOMHO-IOMHWHAHTHBIA TUI HACJIENOBAHUS, B OCHOBE JICKHUT JEIEUUs
ydacTKa IMPOKCUMAJIBHOIO OTJAENA JUIMHHOTO IUIeYa XPOMOCOMBI 15 OTIIOBCKOTO
IIPOUCXOKICHHUSI WM YABOCHUE XPOMOCOMBI 15, BO3HHKAIOWIEW BCIEICTBUE
nedekrta pacxoKIEHUS MaTEpUHCKOM Xpomocombl. Hapymenuss mosjoBoro
pa3BUTHA y MaJb4UMKOB C CUHAPOMOM Buum-lIIpazepa BBIABIAIOTCA B paHHEM
BO3pACT€ B BHUJAE MHUKPOIIEHHMCA W KpUNTOpXr3Ma. KIMHWYECKHE CHUMIITOMBI

TUIIOTOHAAU3MA y JIeTel 000ero mojia MaHu(PECTUPYIOT K IyOepTaTHOMY BO3PAcCTYy.

Cunapom Jlopenca — Myna — bapae — bupis
MuHuMAJIbHbIE JUATHOCTHYECKHE MPU3HAKU: BBIPAXKEHHOE OXKHUPECHHE C
MEepPBOrO0 Troja >KU3HU, BTOPUYHBIA THUINOTOHAIW3M, YMCTBEHHAas OTCTaJOCTh,

IMUIrMCHTHAsA ACTCHCPAlA ceT4YaTKu/ CJICTIOTA, IMOJIMAAKTHUIINA.

IIpuoGperénnbie GopMBbI TUNOTOHATOTPOITHOT0 THIIOTOHAU3MA
OcHoBHOI IPUIUHOMN npUOOPETEHHOTO TUIIONOHA0OTPOIIHOIO

TuIoroHaanu3Ma CUYHUTAKOTCA  OITYXOJIHU FI/IHOTaJIaMO-FI/IHO(bHSapHOﬁ CHUCTCMbI



(kpaHuogapuHruOMa, CyrnpacesisipHas acTpOLMTOMA, TIIMOMa 3pUTEIBHOTO HEPBA,
JUCTEePMHHOMA, TEPATOMA, THCTHOLUTO3 U APYTHE IPaHyJIOMaTO3bI).

Hauboinee yacto BcTpeuaercs KpaHHO(hapuHIHOMa, UMEIOIAst BPOKIEHHBIHI
XapakTep W pa3BUBAIOMIAsCAd M3 snurenus kapmaHa Parke. OObIYHO OHa
JIOKAIU3yeTcsl B 00JIaCTU TYPELKOro CeiJia, paclpoCTPaHAETCs CyNpaceiIsipHoO,
BbI3bIBasi KOMIIPECCUIO ONTHYECKON XHMa3Mbl, 3aIHETO TUIIOTalamMyca U TPETHErO
xenynouka. [Tomumo cHmxenus cexkpeuuu JII' u @CIY, omyxosb NPUBOAUT K
BBIMA/ICHUIO JIPYIUX TpomHbIX (QyHKiMM runoduza: CTI ¢ pe3kuM CHUKEHHEM
ckopoctu pocta; AKTI; TTI'; mopaxkeHue OmyxoJiblo 3aIHUX OT/AEJIOB runodusa
MPOSIBIISIETCS] HECAXAPHBIM THA0ETOM.

JlydyeBas Tepamusi KpaHUAJIbHON 00JacTH, TOTajJbHAs JIydeBasl Tepanus npu
3JIOKAYECTBEHHBIX HOBOOOpPA30BaHUSAX MO3ra, JEHKEeMHH, TMpU IepecagKax
KOCTHOIO MO3ra MOXET [PUBOAUTL K IIAHTUIIONUTYUTAPU3MY, BKIOYas
TUIIOTOHAIOTPOIIHBINM TMIIONOHAU3M.

TUNEPTOHAJIOTPOITHBIN (ITEPBUYHBIN) THIIOTOHAJTU3M

IlepBuuHas HEAOCTATOYHOCTH IIOJIOBBIX JKEJIE3 CONPOBOXKIAACTCA IO
NPUHIMIY OOpaTHOM CBSI3M MOBBIIIEHHUEM YPOBHS TOHAJOTPOMHBIX TOPMOHOB.
BonbIMHCTBO  BpPOXAEHHBIX (OPM  THIEProHaJOTPOIHOTO  THIIOrOHAAM3Ma

CBA3aHO C XpPOMOCOMHBIMH U I'CHCTUYICCKUMHU aHOMAJIUAMMU.

Cunapom Kaaiingearepa
[Tonynsunonnas yactora cuaapoma CK (XXVY cunapom) 1 : 500 — 1000

ManpuukoB. [Ipu kimaccnueckom CK - kapuotun 47XXY. Bo3MOXKHBI BApUAHTHL:
46XYV/XXY wmozauumsm;  48XXVY; 48XXXY; 49XXXVY; 49XXXXY.
Knunnueckue nposisnenuss CK HaGmonarorcs y GEHOTUITNYECKUX MAIbYUKOB C
kapuotunom 46 XX B pesynbrare Tpanciaokauuu Y (SRY) nma X xpomocomy.
DONBIIMHCTBO ~ ONMCAaHHBIX  CIIy4aeB  HOCHT  CIOPAAUYECKHM  Xapakrep.
MuHuMaJIbHbIE JMATHOCTHYECKHE NPU3HAKHU: TUIOTCHUTANIN3M, IEPBUYHBIN
TMIIOTOHA/IU3M, aHOMAJINS KapUOTHUIIA.

[Tanuentsl ¢ CK MMEIOT BBICOKMI pPOCT, €BHYXOWJHBIE IPOIMOPLMM TENA.

OTIUYNTENBLHBIM IMIPU3HAKOM ABJIACTCA THIIOILIA3KUA AWYCK KW IIOJIOBOI'O 4YJICHA.
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Yacto HaAOMIOJAIOTCS THHEKOMACTHs, OXUpPEHHE, OBOJIOCEHHE Ha JIOOKe I0
KEHCKOMY TuIly. IIpM THMCTONOrMYECKOM MCCIECIOBAHUM SIMYEK OTMEYacTCs
rHayinHo3 U (uOpo3 CeMEHHBIX KaHAJIbLIEB, YMEHbIIIEHHE KonuuecTBa Jleinura.
XapakTepHbl CHIYKEHHUE TTOJI0BOTO BICUEHUS, UMIIOTEHITHUS, OECIUIOAME.

[Tokazatenu unnekca 1Q cocraBmnsitor 85 — 90, BbIpakeHHasi YMCTBEHHas
OTCTAJIOCTh HAOJIOJAeTCs penKko (B OCHOBHOM Yy TAlMEHTOB, HUMEIOIIUX B
KapuoTurne Tpu U Oomee X XpomMocoMm). MOryT OTMedaTbCsi TPYIHOCTH B
o0yueHuH, 3a/1epKKa peYeBOro pa3BUTH.

Cunapom llepemesckoro - Tepuepa

CIOT — camas yacrtasg npuYrHA NEPBUYHOIO TMIIOTOHAAU3Ma y EBOYEK. B
OCHOBE 3a00JIeBaHMs JISKUT IOJIHOE WM YaCTUYHOE OTCYTCTBHE OJIHOM U3 JIBYX
NoJIOBBIX X-XpoMocoM. [{uTorenetnueckue HapymieHus cBsizanbl B 60% cimydaes ¢
MoHocomuerd 45 XO, OTMEUYaroTCd MO3aWYHbIE BAPUAHTBI XPOMOCOMHBIX
anomaiuii (45 X0/46 XX, 45 XO/46XY u nap.), U3MEHEHUSI CTPYKTYPHI MOJIOBBIX
xpomocoMm. Pacnpoctpanennocts CHIT cocraBmser 1 : 1500 — 1 : 2500
(EeHOTUITNYECKUX HOBOPOKJICHHBIX JIEBOYEK.

TunuuHbIMU NPU3HAKAMU CUHJIPOMA SIBJISIIOTCS YMEPEHHAss BHYTPUYTPOOHAast
3aJiepKKa pocTa U MaccChl Tena (CpeHue moKa3aTeau npu poxaeHuu Macchl 2800 r
u pocta 48,3 cM), HOpMalIbHasE CKOPOCTh pOCTa 10 3-X JIET, IPOTrPeCCUpyIoIee
3aMeUIEHUE CKOpPOCTH pocTta ¢ 3-X no 14 mer, mpuBoIsdIiee K IOCTEINEHHOMY
OTKJIOHEHHWIO  OT  HOPMajJbHOM  pOCTOBOM  mepueHTwiIH.  OTMmedaercs
MPOJIOHTUpPOBaHHasl MmyOepTaTtHast (a3a pocTa, XapaKTepU3YIOLIAsCs YacTHYHON
KOMIIEHCAlue pocToBbIX 3HaueHuil. Poct B3pocnbix Oonbubix CIIT, He
smeyeHHbIX I'P, cocraBnsger 142,0 - 146,8 cm.

[Iprunna nHuszkopocnoctu npu CIIT okoHUarenbHO HE yTOYHEHA, €€
CBA3BIBAlOT MyTauued ¢ HemaBHO OTKpbiToro SHOX rena Ha X-xpomocoMme,
UMEIOIIETO OO0JIBINIOE BIMSHUE HA MOP(OTeHe3 KOCTHOM TKaHHU.

®denorunuueckue npospieHuss CIUT y nereit BapmaGenbHbl. OCHOBHBIMU
JUArHOCTUYECKMMH  KPUTEpPUSIMU  3a00JI€BaHUsI  SBISIOTCS  HU3KOPOCIOCT,

JUCI'CHE3HA I'OHAad U HAJIMYUEC CTUTM ,IIPICMOp(bOFGHCSa.
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CIIT HyXHO OTIMYaTh OT CMEIIAHHOM JUCr€HE3WH TOHaJ, YHUCTOU
nucrene3uu ronan 46 XX u 46 XV u cungpoma Hynan:

o IIPU CMENIAHHOM JUCTE€HE3UU TOHAJ C OJTHOM CTOPOHBI BBIABIISIETCS SIMYKO, C
JIpYroM — TSKEBHUIHAS TOHA/IA,

o MPU YUCTON JUCTCHE3UM TOHAJ[ C JBYX CTOPOH BBISBISIOTCS TSKEBUIHBIC
roHas, Ho (!) kapuotun HopMasbHbIH: 46 XX 1 46 XV,

° cuaapoM Hynan umeer denotun CHIT. Her HapyuieHus CTpyKTypbl H
Yyycia MOJIOBBIX XPOMOCOM (HOpMaibHbIM kapuoTuin). bosee 80% wu3smeHeHui
COCTaBISIIOT MOPOKHA MPaBbIX OTAEJIOB cepaua. XapakTepHbIMHU IPU3HAKAMHU Y
MaJbYUKOB SBJISIOTCSA KPUIITOPXU3M W MHKPOIECHHC, Yy JACBOYEK (DYHKITUS
ANYHUKOB, KAaK MPABUJIO, HE HaApyIlIeHa, Io3aHee MeHapxe. 25-50% mnanueHToB
UMEIOT 33JE€PKKYy YMCTBEHHOTO pa3BUTHS. THUN HAcIeJOBaHUS ayTOCOMHO-
JTOMUHAHTHBIHN.

CuHAPOM TeCTHKYJIAPHOH peMUHH3ALUMN

CuHIIpOM TECTUKYIApHON (eMUHU3AINN (PE3UCTEHTHOCTH K aHJIPOTEHaM)
OTHOCHTCS K rpyIIe JI07KHOTO MY>KCKOTO repMapoIuTU3MA.
PacnpocTtpaneHHocTs cuHapoma cocrtaBiaser ot 1:20 000 mo 1:64 000
HOBOPOJKJICHHBIX MaJIbYUKOB.

MuHuMajibHble JMATHOCTHYECKHE NPU3HAKHU: aMeHopes, Oecruioaue,
kapuotun 46 XY, HEAOPa3BUTOCTh BTOPUYHBIX MOJIOBBIX MPU3HAKOB. BhIaenstoT
JIBa OCHOBHBIX BapHaHTa CUHApPOMA: MoyHas (opma, NpU KOTOPOM HapyKHbIE
MIOJIOBBIE OPraHbl UMEIOT HOPMAJIBHOE CTPOCHUE IO KEHCKOMY THUITY, U YaCTUYHas,
IpU KOTOPOM CTPOEHHUE HAPYKHBIX TEHUTAIMI OTpakaeT Pa3IMYHYI0 CTENEHb
MAaCKyJIMHU3ALUH.

B ocHOBe aHIPOreHOBOM HEUYBCTBUTEIBHOCTH JIEKUT OTCYTCTBHUE
aKTHMBAallUM TI€HA peUenTopa aHApPOreHa W HapyUIEHHWE CBS3bIBAHUSA C HHUM
TECTOCTEpOHA U €ro aKTHUBHOTO MeTadoiuTa - JAETUIPOTECTOCTEPOHA, YTO
nposiBIsieTcs:  (POPMUPOBAHMEM HAPYKHBIX TEHUTAIMA TIO KEHCKOMY THITY.
HopmanibHasi mpoayKius aHTUMIOUIEPOBOTO (akTopa SUYKaMU MPUBOAUT K

perpeccuy MPOM3BOJHBIX MIOJIJIEPOBBIX MPOTOKOB (MaTkH, (hauionmueBbix TpyoO,
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BEpXHEW YaCTH BIIarajuiia), HWKHSS YacTh BJarajuilia yKOpOUYE€HAa U CIIENO
3aKaHYMBAETCs, OOJIBIINE MOJOBBIE T'yObl HEAOPA3BUTHI.

[IpousBoaHbIE BOJB(OBBIX MTPOTOKOB (CEMSBBIHOCAIIUN MPOTOK, CEMEHHBIE
My3bIPbKU W MPUJIATOK CEMEHHUKA) B PA3JIMYHOW CTENEHU TUIOIUIa3UPOBAHbBI U
MOTYT HaxXOJUTbCS B OpPIOIIHOM TMOJIOCTH WJIM TaXOBbIX KaHajaX, pexe — B
OOJBIIMX MOJOBBIX Iy0ax. SIMUKM HOPMalbHO Pa3BUBAIOTCA B IMpemyOepTaTHOM
BO3pACTE, OJTHAKO TMCTOJIOTMYECKH OTMEYAETCS TuIepIuiazus kietok Jlenaura. B
nyOeprate  HaOmogaercs  Auddy3HOE  WIM  y3J0BOE  IMEPEPOKICHUE
TUTIEPIIA3UPOBAHHBIX KJIETOK CepToiu ¢ pa3BUTUEM TYOYJSIPHBIX aJICHOM.
[Ipouecc cnepmaToreHe3a 3aKkaHYMBAaeTCs Ha paHHEH ¢aze, 10 CO3pEeBaHUS
CIIEpMaTO30U/IOB.

[Ipr moOMHOM HEYYBCTBUTEIBHOCTH K aHAPOT€HAM MAlUEHTHI C POKICHUS
BOCITUTBHIBAIOTCS B JKEHCKOM TaclopTHOM Tmojie. B mybepratHoM Bo3pacTe
dbopMupyeTCsT HOPMaJIbHBIA JKEHCKUN (PEHOTHUII: XOpOIIO Pa3BUThl MOJIOYHBIE
xKene3bl ¢ auddepeHIIMpOBaHHON KENE3UCTOM TKaHbIO, TMOJIOBOE OBOJIOCEHHUE
c1a00 BBIPAKEHO WJIM OTCYTCTBYeT. OTMEYaeTCsi BHICOKOPOCIOCTh, YTO BEPOSTHO
00YCJIOBJICHO BIMSIHUEM T'€HOB, KCIIPECCUPYIOLIUXCA HA Y -XPOMOCOME.

[Ipu naGopatopHOoM OOCIEIOBaHMHM TAIMEHTOB C TMOJHOU (opmoii
3aboneBanust ypoBHHu JII' moBeimens, ®CIT — HopManibHBIE. BhICOKHE 3HAUYCHUS
TECTOCTEPOHA SBIIAIOTCS PE3YJIbTATOM TMOBBIIIEHHONW MO MEXaHU3MY OOpaTHOM
cBs3u cexkpeunu JII'. KoHBepcus TectoctepoHa B JETMIPOTECTOCTEPOH CHHUXKEHA.
KonueHtpaiuy scTpaanosna NpeBhIIAIOT YPOBHU XapaAKTEPHBIE ISl HOPMAJIbHBIX
MYXK4YMH, HO HHM3KHE TI0 CpPaBHEHHMIO C HOpPMAaTUBAaMHU ISl JKCHIIUH B
dboukyuHOBYO (ha3y nukia. [loBbIIeHHBIE TTOKA3aTENN SCTPOTEHOB SBIISIFOTCS
cieAcTBUeM — mepudepuyecko  apoMartu3aluu  OOJIBIIOTO  KOJIMYECTBA
TECTOCTEpOHA M JIOCTATOYHBI I peanu3anuu (EeMUHU3AIUU TarueHToB. B
nepuojsie myOepTaTa MAIMEHTHl OOpalIaloTCs K Bpady MO TOBOJIY OTCYTCTBHS
MEHCTpYaIri.

IIpuoGperénnpie ¢(opMbI TOHATHOW HEIOCTATOYHOCTH MOTYT OBITh

CJICACTBUEM XUPYPIrudeCKoro NN I/IH(l)CKIII/IOHHOFO BO3H€ﬁCTBHH )41
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MaHHU(EeCTHpOBaTh  TOJBKO  KIMHUYECKUMH CHMIITOMaM{  THIOTOHAIW3MA.
AyTOMMMYHHBI XapakTep MOBPEXACHUS (PYHKIIMU TOHAJ MOXXET COYETAThCS C
JPYTUMH ayTOMMMYHHBIMH HapyIIEHUSIMH JHAOKPUHHOTO U HEIHJIOKPHUHHOTO
xapakrepa.

JTNOOEPEHIINAJIBHO-IUATHOCTHYECKHUE MEPOIIPUATHUS

JAnarHocTu4eckuii aJJropuTM

e OMArHOCTHYECKOr0 TMOMCKA, TMPOBOAUMOIO Yy TAIUEHTOB C
OTCYTCTBHEM MPU3HAKOB MOJIOBOTO co3peBanus K 13-14 rompam:
° BBISIBJICHUE XapakTepa 3aJep>KKHA IOJOBOTO pa3BUTUSI: TPaH3UTOpPHAS

(xoHcTUTYIMOHANBHAS 3PIT) M opranndeckas (TMIOroHau3M) (hOPMEI;

L OIIPpCACICHUC YPOBHA IIOPAKCHUA (FI/IHO- NI FHHGpI’OH&I{OTpOHHBH?I
FI/IHOFOHaI[I/I?;M);
L YCTAHOBJICHUC  IIPUYHMHBI HUMCIOIIHUXCS HapymeHI/Iﬁ FOH&I[HOIZ nim

TUNOTAJIAMO-TUNIO(DU3apHON (PYHKIIMM JIs1 ONPEEICHUS JIeUeOHON TAKTUKH.
Kateropyum  mnanmeHTOB, HY:KIAKOIIHeCST B JHATHOCTHYECKOM
o0csaenoBanum A uckiaroyenus 311P:
o y JIEBOUYEK OTCYTCTBHE Tenapxe K 13 romam w/unm meHapxe K 15 romam; y
MaJIbYMKOB OTCYTCTBHC YBEIMYCHHUs 00bEéMa simuek > 4 Ml (WU UIMHBI SHYEK >
2,4 cm) x 14 romawm;
o JMArHOCTUYECKOe O0CleIoBaHMEe SIBISIETCS Haubosiee pe3ylbTaTUBHBIM Y
netrer He mutaame 13 Jer;
o MIPU HAJUYUHU CTUTM JUCOMOPHUOTEHE3a U/WIM KJIMHUYECKOW CUMITOMATUKE
BPOXKICHHBIX CHHJIPOMOB TAaIlMEHThl TOJJIeKAT OOCIEIOBaHUI0 B BO3pacTe
nony6eprata (CILT, curapom Ipanepa — Bummm u np.);
o J€TH C HEMPOrPECCUPYIONIUM IOJOBBIM Pa3BUTHEM: IPU CBOECBPEMEHHOM
MOSIBJICHUM BTOPUYHBIX TIOJIOBBIX TPU3HAKOB M OTCYTCTBUHU JIOCTHXKCHHUS B
teuenue 3,5-4,5 net 4 -5 craguu o Tanuepy.
AHaMHe3:
1. PocT poauTeneil ¢ pacueTroM reHeTHYeCKOro pocTa U POCTOBOTO KOpHUAOpa

peOeHKa;



Poct cubcoB, 6abyriek, qeaymiex;
Cpok recranuu;

TedeHnne 6epeMEHHOCTH U POJIOB;
Poct 1 Macca pebeHka npu poxkKJIeHUY;
CkopocTb pocTa peOeHKa;

Cpoxu Hayalsa mybeprara, pOCTOBOM CKaYOK Y POJIUTENEH;

O N o g bk~ DN

3a0oeBaHus nanucHTa B TCUCHHUC )KU3HU.

Kananueckoe o0cjienoBanue:

1. N3mepeHne pocTa U Macchl NALMEHTA,

2. W3mepeHne OTHOLIEHNYS UIMHBI BEPXHEW YaCTH TeJa K JUIMHE HUKHEH YacTH
TENa;

W3mepeHne oTHOLIEHUS pa3Maxa pykK K JUIMHE TENa,

OreHka cTUrM AUCMOpP(OreHesa;

Onenka nonoBoro pazsutus (mo Tanuepy) (mpuioxxenue 1);

O11eHKa UHTEIJICKTA,

Hanuune anocmum;

OcMoTp oKynHcTa (TJIa3HOE THO, TIOJIS 3pEHUS );

© ©o N o 0o~ W

Heppomnoruueckoe obcieioBaHue.

JIabopaTopHO — MHCTPYMEHTAJIbHOE 00C/IeJ0BAHNE:!

1. OO6uuit aHamu3 KpoBH, OOIINIM aHAIN3 MOYH;

2. buoxumudeckuii aHanu3 KpoBU (KpEaTMHWH, MOYEBUHA, Kajluil, HaATpPHil,
Kayblui, ¢ocdop, menounas Qocdaraza, TIHOKO3a, MEYCHOUHbIE (EPMEHTHI,
o0IIHii OCIIOK);

3. PentrenorpaMma j1€BOl KHCTH M 3aISICThsI C OLIEHKOM KOCTHOI'O BO3PacTa,
pacueToM MPOTHO3UPYEMOT0 POCTa C UCTIOIBb30BAHUEM UHIACKCHBIX TAOHII;

4, ['opmonanibHOe  oOcnmenoBanue.  OmpeneneHue  0a3albHOTO  YPOBHS
roHagotponHeix (JII', @CI') U mosIoBBIX TOPMOHOB (TECTOCTEPOHA, 3CTPATUOIIA)
UMeeT  JUarHOCTUYECKYI0  LIEHHOCTh  JUIsl  BbIAENEHus  3a00JeBaHUM,

COIPOBOXTAFOIIUXCS TUTIOTOHAIN3MOM (PUCYHOK) (TIPUJIOKEHHE 2).

20



IIpy nepBUYHOMN TECTUKYJIAPHOW M OBAPUATILHOM HENOCTATOYHOCTH YPOBEHD
JII' 1 ®CTI" HaunHaeTr yBenuuuBathbes ¢ 11-12 €T m Kk MOMEHTY MCCIEIOBaHUA
JIOCTOBEPHO TMPEBBIIIAET HOPMY AUArHOCTUYECKOro Habopa. Y manpunkoB ¢ CK B
myOepTaTHOM BO3pacTe MOKET HaOMIOAaThCS TOJIbKO mMoBbIIeHHE ypoBHS DCT,
TaK KakK MEpPBOHAYAJIBHO CTPAJaeT TOJIBKO (PYHKIMS CIIEPMATOTCHHBIX KIETOK U
kietok Ceproyiu, CEeKpeTUpyrlux HWHruouH. Hapymenue QyHKIMOHAIBHON
aKTUBHOCTH KJeTOK Jlelimura w BhIpabOOTKA TECTOCTEPOHA, PETYIUPYIOIIETO
cexkperuto JII', y mammentoB ¢ CK ormewaercs mozanee. B mocrtmybepratHoM

BO3pacTe CCKpCUMA TCCTOCTCPOHA CHUKACTCA, @ YPOBCHb JII BO3pacTacT.

bazanensiii ypoBenbp OCI u JIT'

Hwuszkui Bricokuit

OTtcraBaHue KOCTHOTO BO3pacTa CbIBOPOTOUYHBIE ayTOAHTUTENA

o KonctutyuuonansHas 311P e AyTOMMMYHHBIE
HccnenoBanne yCTpaHUMBIX COCTOSTHUM 3a00JIeBaHUs

e (OO0OcnenoBaHue NIUTOBUIHON Kapuotun

JKEJIE3bl o CIIT

e XpoHHUYECKHUE 3a00JICBaHUS e CK

e [luranue e XYV nucrenesuu
HccnenoBanrie 0OOHSIHUS e CuHIpom

e Cungpom Kanmbpmana TECTUKYJSIPHOU
Tect ¢ I'HPI" £ Tect XI'Y (Manbuukm) dheMuHM3aIUN
MPT runodusa
[IpoGHOE NTeueHue
Pucynok. CocTosiHUs 3a1€P>KKHU MMOJIOBOTO CO3PEBaHUs, CBSI3AHHBIE C BBICOKOM
Y HU3KOW KOHIIEHTPAIUsMH TOHAJOTPONUHOB (anantupoBano mo Y. I'. JI.
Bbpyxky, P. C. Bpayn, 2009)

Camwxenne konueHtpauuu JII', @CI' 1 monoBbIX CTEPOUAOB XAPAKTEPHO IS
dbyakuuonansHo  3[IP  w  rumoroHamoTpomHOTO — rHUMoOroHaaw3Mma.  J{ms
nuddepeHnanibHOW  TUarHOCTUKU  ATHUX  JBYX COCTOSHMM  OIpeJesieHue

0a3aJIbHOTO YPOBHSI TOHAJOTPONHUHOB M MOJIOBBIX TOPMOHOB HEHWH()OPMATHUBHO.
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Juarnoctuyeckas UHQOPMATUBHOCTH JIOOBIX TOPMOHAIBHBIX TECTOB JOCTOBEPHA
TOJIKO TOTJa, KOrJa THUIoTajamMo-THno(du3apHas CHCTEMa y TOJIPOCTKOB C
dbynkunonansHoM 3P HaumHaeT akTuBHpoBaThes (He panee 13 — 14 ner). Bee
JUArHOCTMYECKWE TECThl HampaBlieHbl Ha TO, YTOOBI YJIOBHUTH TMEPBBIC
TOPMOHAJIbHBIE CUTHAJIBI 3TOTO «IPO0YXaeHUs». OOBIYHO 3TO MPOUCXOAUT 3a 1-2
roJia 10 NEPBbIX BUAUMBIX MPU3HAKOB MIOJIOBOTO CO3PEBAHMS.

CranpapthHas npoba ¢ anaigoroM ['H PI" ¢ 24-yacoBbIM niepuoaoM JIeHCTBUS
(Oycepenun, HadapenuH, TPUNTOPEIUH (ICKANCHTHI)) MpPUMEHSICTCS I
mupdepeHnranbHo  AMarHocTuku  QyHknuoHanbHoM 3IIP . BTOpHYHOTO
runoroHaausMa. Ilocie OAHOKPAaTHOrO BBEJAEHUS AHAJIOTA OINPEIECICHHE YPOBHS
JI' u ®CI' npoBoautcss yepe3 1| m 4 wyacoB. Y 95% mnoapoctkoB c¢
¢ynkunonansHo 3IIP ypoens orBera JII' mocturaer myOepTaTHBIX 3HAUECHHI
(>10En/m). ¥V moapocTKOB € TMIOTOHAJOTPONHBIMH TMIIOTOHAIU3MOM OTBET Ha
CTUMYJISALIMIO OTCYTCTBYeT. llpu rumoTtasiamuueckux QopmMax THUIIOTOHAIU3MA
(cungpom Kanbmana), moxxkeT HaOmogaTbes noabeM JII', oqHaKo ero ypoBeHb HE
npeBbilaeT myOepTaTHhIX 3HaueHuil. [IpoGa wuHbOpMaTHBHA y MOAPOCTKOB,
JOCTUTIMX IMyOepTaTHOro KocTtHoro Bo3pacta (11 ner y nmeBouek u 12 jer y
Majb4uKoB). [Ipu MeHbIIEM KOCTHOM BO3pacte y AeTeil ¢ ¢pyHkimoHanbHou 3I1P
otBeT JII' Ha CTUMYJISALIMIO MOXKET OTCYTCTBOBATb.

[Ipn mopo3peHHH Ha MHOXECTBEHHYIO THNO(PHU3apHYIO HEIO0CTATOYHOCTb
HEOOXOJMMO ONpEIeIeHHEe YypPOBHEH THPEOMIHBIX TOPMOHOB, KOPTHU30I]a,
nposiaktuHa, AKTI, HW®P-1, HNOPCH-3. O06s3arenbHO  NpOBEIACHUE

CTUMYJIILIMOHHBIX P00 11t oueHku cekperuu CTT .

5. YJIBTPA3BYKOBOE MCCIICIOBAHNE OPTaHOB MAJIOTO Ta3a/OpIONIHOM MOJIOCTH;
6. yIIbTPa3ByKOBOE UCCIICIOBAHUE SIMUCK;
1. KT romoBHoro wmo3ra u obmactu Ttunodmza ¢  00sS3aTEIbHBIM

koHTpactupoBanuem/ MPT c¢/6e3 koHTpacTupoBaHus (ONTUMAIBHBIA METOJ
BU3yaJIM3allMK aJIcHOMBI TUrnodusa);
8. IIUTOTCHETUYECKHUI aHAJIN3;

9. MOJICKYJIIpHAsA THAarHOCTHUKA,
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10. npu HeoOXOOUMOCTH JAMAPOCKOINHUsA C THUCTOJIOTUYECKUM HCCIEIOBAHUEM
TOHAaJ.
JIEHEHME 3AIEP’KKH IIOJIOBOT'O PABBUTUA U
I'MIIOI'OHAIU3MA
I'opmoHasbHasi Tepanusi KOHCTUTYHHOHHOM 32/1ePsKKH MOJI0BOT0 Pa3BUTHA

Lean ropMOHAJILHOM Tepanuu KOHCTUTYHHMOHAJbHOU 3PII:

o CTUMYJIALIMS Pa3BUTUSL BTOPHYHBIX MTOJOBBIX PU3HAKOB;
o CTUMYJISALIAS CKOPOCTH POCTA;
o aKTHUBALMS CO3PEBAHUS TMIIOTAIaMO-TOHAJOTPOIIHON CUCTEMBI,
J aKTHUBALMS IPOLECCOB MUHEPAIN3aLUN KOCTHON TKaHHU.
OcHoBHOE  TpeOoBaHuUE, PEABSBISIEMOE K  MEIMKaMEHTO3HOMN

TOPMOHAJIBHOW TEpaIliH, - OTCYTCTBUE €€ BBIPAKEHHOI'O BIMSHHS HA YCKOPEHHE
KOCTHOI'O CO3PEBaHMsI, YTO MOKET OCTAHOBUTH POCT pEOCHKA.

B Hacrosimee Bpemsi METOJIOM BbIOOpa TOPMOHAJIBHOW Tepamuu MpH
KOHCTUTYLIMOHAIbHOU 3IIP siBnsieTcsl mpuMeHeHue KOPOTKUX KypCOB IPENapaToB
TECTOCTEpPOHA MPOJOHTUPOBAHHOIO JACHCTBUA: CMeChb 3(QUPOB TECTOCTEPOHA
KarnpoHaTa, M30KarpoHara, MpONMOHATa U (PEHUINPONUOHATA BHYTPUMBIIIEYHO IO
0,5 Mmn 1 pa3 B 4 Henenu B TeyeHue 3 - 6 MmecsneB. Takoe JIEUEHHE MOKHO
Ha3HA4aTh MOAPOCTKY, YW KOCTHBIM BO3pACT AOCTUT 12 JeT.

IIpumenenue mnpenaparoB XI'H MeHee NPEANIOYTUTENBHO I KOPPEKLIMHU
¢ynkiuonansHor 3PII, T.K. OHM MOryT HpHUBECTH K OBICTPOM M MaCCHUBHOM
aHApPOTeHU3allMH, CIIOCOOCTBYIOIIEH HHTEHCUBHOMY YCKOPEHHUIO KOCTHOTO
BO3pacTa M yXyAlleHH0 pocta. OCOOEHHO OMAacHO Ha3HA4YaTh CTUMYJIUPYIOLIUE
Kypchbl XI'H moapocTkaM Ipu KOCTHOM BO3pacTe MeHee 12 ner.

VY NoApPOCTKOB ¢ KOCTHBIM BO3pacTOM MeHee 12 JeT s CTUMYJISINUA pOoCcTa
MOKHO HCIIOJIb30BaTh HEApOMAaTHU3HpYIOIIHecs aHaOOIMYeCKue CTEpPOUIH,
KOTOpbIE 00JIaJal0T MUHUMAJIBHON aHJPOre€HOBOW aKTUBHOCTHIO (OKCaHIPOJIOH
BHYTph 0,1 MI/Kr maccel Tena, HO He Oonee 2,5 Mr B cyTkd, 1 pa3 B CyTKH, B
TeueHue 3 - 6 MecsIeB, C KOHTPOJEM KOCTHOTO BO3pacTa uepe3 3 mecsia). Jta

rpymnma npemnaparoB HE OKa3bIBACT BJIMAHHUA HAa IOHAJOTPOIHYIO IMPOAYKIHIO, HE
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BBI3BIBACT DPA3BUTHE BTOPUYHBIX IIOJOBBIX TMPU3HAKOB W YCKOPEHHE KOCTHOTO
CO3pEBaHUAI.
3aMecTHTEIbHASI TOPMOHAJILHAS Tepanus NPU TMNOroOHAAU3Me Y MAJIb4UKOB
JIJIsl CTUMYIISITTAY pa3BUTHSI BTOPUYHBIX TIOJIOBBIX TMPU3HAKOB y MOAPOCTKOB
KaK C THUIIEPTOHAIOTPONHBIM W THIIOTOHAJIOTPOITHBIM TOHAIU3MOM HCIIOIB3YIOT
IIPOJIOHTUPOBAHHBIC TIPEHapaThl CIOKHBIX 3(PHUpoB TecTocTepoHa. IIpemapaTsl
BBOJSIT BHYTPUMBIIIEYHO ¢ MHTEpBaioM 3 - 4 Hexenu. Jlo3a mpemapara Ha 1
BBejicHHE cocTaBisieT 25 - 50 mr Ha 1-M roay, 100 mr - Ha 2-M, 200 — 250 mr - Ha
3-M rojy JiedeHHs U Janee (MMOCTOSHHAS 3aMECTHTEIbHAs TOPMOHAIbHAS TEPaITvs)
(Tabau1a).

Tabnuma — MeaukaMeHTO3Hast HHAYKITUS ITOJIOBOTO CO3peBaHus (a1allTUPOBAHO
o Y. I'. /. bpyky, P. C. bpays, 2009)

Masibunku
WNHnykuus 3aMeCTUTEINIbHAS TEPANUs Y B3POCIBIX
TecToctepoH-neno (B/M) Jo3a aid B3pocabix (250 mr kaxable 2
25 — 50 mr kaxpie 4 — 6 HeACTb — 4 "HeAenMn) WK TpaHCIePMaTIbHBIN
100 mr kaxapie 4 HeneIn MJIACTHIPh HA 00JIACTh MOIIIOHKH
200 — 250 mr xaxaele 4 Henenu

Jledenne ciaeayeT HaAYMHATH MPHU JTOCTHKEHUU KOCTHOTO Bo3pacrta 13-13,5
net. Ilpu popMupoBaHMM €BHYXOMIHBIX MPONOPUUNA TeJa U BBICOKOPOCIOCTH,
JIEYEHUE MOYKHO HAUMHATh paHblile, TPU KOCTHOM Bo3pacte 12 jer.

IIpemaparer XI'Y MOXHO KCIONIB30BaTh B MOHOTEPANMM IS CTUMYJISILUN
IIOJIOBOTO CO3PEBAHUS TOJIBKO Y MajJbYMKOB C YaCTHYHBIM T'MIIOTOHAJOTPOITHBIM
runoronaansMoM. IIpemapater XI' BBOOAT BHYTPHUMBIIIEYHO 2 pa3a B HEAEINIO.
ITepBonauanbnass npo3a cocrtaBiasger 1000-1500 ME ©a wunbekmuio. Ilpu
HeJ0CTaTOYHOM 3 dekTe uepe3 6 MecsAleB Tepanuu 1032 MOXET ObITh YBEJIMUEHA
1o 2000-3000 ME. Ilpu tsokénbix (opmax, CONMPOBOXKIAIOIIUXCA MPAKTUYECKU
TOTAJIBHBIM OTCYTCTBHEM TOHAJOTPONMHOB, Tepamnus npenaparamu XU moxer
oka3aThCs HeA((HEKTUBHOM WM 7Sl JOCTHKEHUS dPPeKTa moTpeOyIOTCSI BHICOKHUE
(mo 6000 ME Ha unbeknuio) 1036l XI'U, uTo BBI3BIBAET 00pa30BaHUE AaHTHUTEN K

XI'Y 1 pa3BUTHIO PE3UCTEHTHOCTH.
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[Ipy MHOXECTBEHHOW TUNO(PHU3APHON  HEAOCTATOYHOCTU  HHIYKIHIO
MOJIOBOTO CO3PEBaHUS HAYMHAIOT Mo3xe. [lepBoHa4YaIbHO TPOBOMAST JICUEHUE
mpenapaTaMi TOPMOHA pOCTa I MAaKCHUMalbHOM pealM3aldd POCTOBBIX
BO3MO>KHOCTEMN.

Manpsurkam ¢ CK Tepanuio mpemnapaTtaMu CIOXKHBIX 3(UPOB TECTOCTEPOHA
0o CTaHJAapTHOM cxeMe pekomeHayercsa HauvHath ¢ 13-14 mer. Ilpemapatsi
aHJPOTECHOB 3HAYUTEIBHO YIYUYIIAIOT aJanTallliil0 W MHTEJUICKT MOJPOCTKA,
MpPEAOTBPAIIAlOT PA3BUTHUE EBHYXOUIU3MA.
3aMecTHTEILHAS TOPMOHAJILHAS TEPANKs y 1€BOYEK

NHnaykiuio mojoBOro co3peBaHus y AEBOYEK C TMIIOTOHAIU3MOM MPOBOJISAT
npenapaTamMi 3CTpPOreHoB. HauyuHaTh JiedeHWE Yy JEBOYEK, HE HMEIOIINX
COMYTCTBYIOLIEr0 Jeduuura pocta, cienyer B 13-14 jer npu JOCTHNKEHUU
nmyOepTaTHOro KocTHOro Bo3pacta (11 - 11,5 ner).

JIns MHUIMAUKMHA TOJIOBOTO CO3PEBAHUS Yy JEBOYEK C TUIIOTOHAIU3MOM
HEO0OXOJIMMO MPUMEHEHHE MpernapaToB MPUPOHBIX ICTPOTeHOB: 17B-3cTpaaunona
i ero 3gupoB (Hampumep, ICTpaanoia Bajiepata) B 103€ | MI' B CyTKH BHYTPb.
Bo3MOkHO Takke MpUMEHEHHE TPaHCAEPMAaIbHBIX 3CTPOrEHOBBIX MpenapaToB B
Buje remeidi — 0,5 - 0,75 - 1 mMr Ha"ocaT 1 pa3 B CyTKM Ha KOXKY HWKHEW 4acTu
MEepeIHe CTEHKU XUBOTA. J[JTUTENHHOCTh MOHOTEPANHUH JCTPOTCHAMH OOBIYHO
oK0JI0 12 Mec. 3aremM nepexoasiT K MUKINYECKOW 3aMECTUTEILHON TOPMOHAIBHOU
Tepanuu dCTporeHamMu U recrareHamMu. C 3TOM 1LENbI0 MOXHO MPUMEHSTh
nepopajibHble  KOMOMHUPOBAHHBIE  ACTPOTCH-TIPOTreCTareHOBbIC  Ipernaparhl,
conepxkamue 17 B-scTpanuon wnm 3cTpaauon Bajepuar. lIpennourenue ciemyet
OT/IaBaTh TMPOreCTareHaMm, MaKCHUMaJIbHO TNPUOIMKEHHBIM K HATYpPaIbHOMY
MIPOTeCTePOHY (MUKPOHU3UPOBAHHBIN MTPOTEeCTEPOH, JUAPOTECTEPOH).

VY neBouek ¢ MHOXECTBEHHBIM JIe(DUIIMTOM TPOIHBIX TOPMOHOB TUMOpU3a
ACTPOTrCHOTEpAIUIO CIIEAyeT HayuHaTh IM03ke, He paHee 14 - 15 ner, npu
JOCTH)KEHMHM IMyO€pTaTHOIO KOCTHOTO BO3pacTa IIOCJE€ Hayajga Teparuu

npenapaTaMyi reHHO-UHKEHEPHOr0 TOPMOHA POCTa.
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IMPOTHO3

[IporHo3 st NOAPOCTKOB ¢ KOHCTUTYLMOHAIbHOM 3PII OnaronpusiTHbIN, B
YCJIOBUSIX aJICKBATHOTO JICUCHUSI BOCCTAHABIIMBAETCS MTOJTHOIIEHHAS! TOPMOHAJIbHAS
U PEPOAYKTHBHAS (QYHKITHS.

[IporHo3 s TANMEHTOB C THUIOTOHAJU3MOM 3aBUCHT OT (OPMBI
3a00JIeBaHUSl M COYETAEMbIX TOPMOHAJIBHBIX M COMATUYECKUX HapyIICHUH.
3amecTuTeNlbHAs Teparusi MOJOBbIMU TOPMOHAMH MPOBOAUTCS TMOKU3HEHHO. Y
MalMeHTOB C THUIOTOHAJOTPOIHBIM THUIOroHagu3MoM (cuHapoM KampMana)
Tepanusi mpernapaTamMyd TOHAJOTPONMHOB MOKET OOECIEeUUTh BOCCTaHOBJICHUE
MOJIHOLEHHOM penpoyKTUBHOU (DYHKIIMH.

3AJJAHUS JJISI CAMOCTOSITEJIBHOM PABOThHI

JUiss  yriyOiieHMsT 3HAaHMM 1O  BONpPOCaM  3THOJIOTMH, NATOreHesa,
KJIMHAYECKOW  KapTUHBI, JTIMarHOCTUYECKOU U JIe4eOHOM  TaKTHKH,
nuddepeHnanTbHON JIMAarHOCTUKU 3a00JIeBaHUH, COIPOBOKIAOIINXCS
CHIDKEHHEM (PYHKIIMM TOJOBBIX KEJe3, CTYICHT JOJDKEH XOPOIIO YCBOUTH TE€MBbI
W3 pa3leioB HOPMaJbHOM W MATOJOTMYECKOW AaHATOMHUH, HOPMaJbHOM WU
MaToJoTuYecKo (u3nosioruu, GhapMakoJIOruu, KOTOPbIE MOCBSIIEHBI CTPOCHUIO,
(YHKITMOHUPOBAHUIO, MEXAHU3MaM PETYJSIIUN ACATESILHOCTH IIOJIOBBIX JKEIIe3,
HEUPOIHAOKPUHHOMY KOHTPOJIIO HMX (YHKIMH, a Takke (HapMaKOJIOTHUYESCKUM
s dexTam JIEKapCTBEHHBIX MpenapatoB (MOJIOBbIE TOPMOHBI, XOPUOHUYECKUU
TOHAJI0TPOIIHUH).

HeoOGxonumo BCIIOMHUTH paszfiell Kypca OHOXMMHUU C HHTepHpeTaruei
pe3yJIbTATOB TOPMOHAIBHBIX M3MEHEHWM, Pa3BUBAIOIIMXCSA MHPU HEIOCTATOUHOU
GYHKIIMMA TIOJNIOBBIX JKEJe3, a TaKXKe TPOINEAEBTUKU JETCKUX OoJie3HeH, rie
OCBEIIEHbI METOAUKH 00CIe0BaHNs peOeHKa.

B nporiecce n3ydeHuss maHHOW MUCHUILTAHBI HEOOXOIUMO O3HAKOMHUTBCS C
paznenoM «3ab0eBaHus MOJIOBBIX KEJIEe3» OCHOBHOTO PEKOMEHIYEMOT0 YUYeOHHKA
«Jlerckue 60ne3Hm» s ctyaeHToB noj peaakuueit H. I1. [la6anosa. ITocne yero

W3YYUTh MaTepHall, IPEICTABICHHbIN B TaHHOM y4eOHO-METOIUYECKOM MOCOOUH,
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OTBCTUTH Ha KOHTPOJILHBIC BOIPOCHBI K 3aHATHUIO, PCIINWTL IPHIIArarommrccsa

TCCTOBBIC 3aJaHUA.

]_IJ'ISI IMOATOTOBKH K 3aHATHUIO PCKOMCHAYCTCA TAKIKC HCIIOJIb30BATH C60pHI/IK

«OOy4aronMx TECTOBBIX 3a/laHU» 0 pa3feny « JHIOKpUHOIOTHsS» U 2TecTsl s

CaMOKOHTPOJISI YPOBHS 3HAHUM CTYACHTOB» 5 — 6 KypCOB IO AUCIMILIUHE.

CAMOKOHTPOJIb YCBOEHUSA TEMBbI

1. I'maBHBIH Ill/IaFHOCTI/I‘IeCKI/Iﬁ NMPU3HAK 3a1€P/KKHU IMOJOBOI0 pasBUTHUSA

y 1eBoYeK?

o k w0 Ddp

OrcyrcTBue Tenapxe B Bopacrte 10 mer.
OtcyrtcTBHE TENapxe B Bo3pacrte 12 jer.
OrtcytcTBHE TEnapxe B Bo3pacte 13 mer.
OrtcyrcTBHE MEHApXE B Bo3pacte 15 ner.
HeperynsapHoe MeHapxe B Bo3pacte 15 Jer.

OcHoOBHbIE KJIMHHYECKHE MPOosABJICHUA KOHCTI/ITYIII/IOHaJILHOﬁ

3aICPKKHU MMOJOBOI0 pasBuTHUA y MAJIbYHUKOB.

1. OTtcTaBaHue KOCTHOTO BO3pacTa OT MacrlopTHOTro Oosiee 2 JieT.

2. Pa3mep sinuek < 4 min.

3. BripaxkeHHOE T0OKOBOE OBOJIOCEHUE.

4, [IponosbHas AJIMHA SIMYEK > 3 CM.

3. JlaGopaTtopHble mNOKAa3aTeJId TOHAJOTPONMHOB TMPH MEPBHYHOM
TUNOroHagu3me?

1. @®CI" nossinieH, JII' MOBBIIICH.

2. OCI" camxen, JII' cHUXKEH.

3. @OCI" noseimeH, JII' cHIKEH.

4. ®OCI" camxen, JII' MOBBIIICH.

4. JlabopaTopHble NOKa3aTeJd TOHAJAOTPONUHOB TMPH BTOPUYHOM
TUNOroHagu3me?

1. ©CI nossinieH, JII' mOBBIIIEH.

2. OCI camxen, JII' cHIOKEH.

3. ®OCI nosbimen, JII' cHmxeH.
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4. ®CI" camxen, JII' moBeIeH.
5. OcHOBHBIE IMATHOCTHYeCKUE KpuTepuu cunapoma IllepemeBckoro —
Tepuepa?
1. HuszkopociocTs.
BrICOKOpPOCTOCTSD.
IIepBUYHBIN TMIIOTOHAIU3M.
BTOpr4HBII TMIOTOHAINA3M.
Cturmsl 1ucoMOproOTreHesa.
. OcHOBHBIC JUATHOCTHYECKUE KpuTepun cunapoma Kiaiingeabrepa?
HwuszkopocnocTs.
Kapuotun 47 XXYV.
Kapunornn 47XVY.
BTOpUYHBIN TUIIOTOHAIU3M.
['unomunazus si4ex.
. lIpu cunapome KasbmMaHna ormevaercs:
AHOCMUSL.
['myxora.
[IurmMeHTHast JereHepanus CEeTYaTKu.
BTOpU4HBIN TUIIOTOHAAU3M.

['umoroHagOTPOMHEIN TUITOTOHATU3M.

® R W NP NO R ®NE OO R ®N

['uneproHaioTpONHBINA TUIIOTOHAIU3M.

©

Kakue rpynnbl npenaparoB NPUMEHSIIOT NPHU JIeYEeHUH CHHApPOMA
IlepemeBckoro — Tepuepa?
1. T IIOKOKOPTUKOUIBI.
2.  DCTpOTEHBI.
3. ComaToTpOomHbIN TOPMOH.
Q. JInarHocTuyeckue  NPU3HAKM  CHHAPOMA  TECTUKYJISAPHOU
pemuHU3aLMM.
1. Kapuorum 46 XX.
2. Kapuorum 46 XV.
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Kapuotun 47XXYV.
BricOKOpPOCTOCTS.
HwuzkopociocTs.

OTtcyTcTBHE Tenapxe.

N o g bk~ oo

OTcyTcTBHE MEHapXeE.

OTBETHBI K BOITPOCAM CAMOKOHTPOJIAA

Bomnpoc 1. Otger: 3, 4.

Bomnpoc 2. Otser: 1, 2.

Bomnpoc 3. Otser: 1.

Bomnpoc 4. Otser: 2.

Bompoc 5. Otger: 1, 3, 5.

Bomnpoc 6. Otser: 2, 5.

Bompoc 7. Otser: 1, 4, 5.

Bomnpoc 8. Otser: 2, 3.

Bompoc 9. Otser: 2, 4, 7.
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MPHIIOKEHHE 1
Ouenka nosoBoro pazsurus aereit no Tannepy

IHos10BOE pa3BuTHE Yy 1€BOYCK

1 cragus

MosouHble Kenie3bl JI0IMyOepTaTHbIE, JHAMETP OKOJIOCOCOKOBBIX
KpyKKoB <2 cM. Cocku He nanbnupyroTcsi. JIoOkoBoe OBOJIOCEHHE

OTCYTCTBYET.

2 craausd

Temapxe: Ha4almo pocTa MOJIOYHBIX JKeJe3, OKOJIOCOCKOBBIC KPYKKH
YBEITUYHUBAIOTCS.

AnpeHapxe: Hadalo JIOOKOBOTO OBOJIOCCHHS, B OCHOBHOM, Ha
OOJIBIIUX TIOJIOBBIX Ty0ax (peakue, IJIMHHBIC, NpsAMbIe, Cl1abo
MATMEHTUPOBAHHBIE).

[lybepTraTHOE YCKOpEHHE B POCTE U MPUOABKA B Macce.

3 cragus

JlanbHeilee yBeIMYeHe U HarpyOaHue MOJIOYHBIX JKeJIe3.
OBoJiIOCEHUE pacnpoCTpaHseTCs Ha J000K. [TosiBnenue

IOAMBIIICYHOT'O OBOJIOCCHMS.

4 cragusa

COCOK M OKOJIOCOCKOBBIN KPY>KOK 00pa3yroT BTOPUYHBIN OYTOpOK HaJl
MOBEPXHOCTHIO MOJIOYHOM JKEJIE3bl.

UloOKkoBOE OBOJIOCEHUE KaK y B3POCIIBIX, HO HE PAaCIpOCTPAHSIETCS Ha
MPOMEKHOCTh U BHYTPEHHIOIO IOBEPXHOCTH Oejiep.

[TosiBmeHne MeHapXxe.

5 crtagus

Perymnspaeie MmeHcTpyauu. [1onHOE pa3BUTHE MOJIOYHBIX JKEIIE3.
JloOkOBOE  OBOJIOCEHHME  pacClpOCTPAHAETCS Ha  BHYTPEHHIOK)

[MOBEPXHOCTH OeIep.
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ITos0BOE pa3BUTHEC MAJIBLYUKOB

I cranus SIlnyka, MOILIOHKA, IOJIOBOM WIEH HMMEIT TaKHE K€ pa3Mepbl U
MPOTIOPIIMU, KaK B pAaHHEM JIETCTBE.

UloOkoBoe oBosioceHHE OTCyTCTBYyeT. OOBeM suuek < 4  wu,
MPOJI0JIbHAS ITTUHA sSindeK <2,4 cM.

2 cragus MonioHKka ¥ SIMYKU yBEIUYUBAIOTCA, KOXA MOUIOHKH YTOJIIAETCA U
MpruoOpeTaeT KPaCHOBATHIN IBET.

Penkue, cmabo MUTMEHTUPOBAHHBIE BOJIOCHI, TJIaBHBIM 00pa3oM, Y|
KOpHS 10JIoBOro wieHa. O0beM simuek a0 4 - 8 M, IPOAOJbHAS JJINHA
STU4UeK > 2,4 cM.

3 cranus [TonoBOl 4IeH YHJIMHSETCS W HECKOJBKO YTONIIAETCS. SWYku H
MOIIIOHKA YBEJIUYHUBAIOTCS.

Bonocel Ha  JI00Ke  YTONINAIOTCS, CTAHOBSTCS  BBIOIIMMMCS,
pacrpocTpaHstoTcs Ha 1000k, O0beM stmuek 8 - 10 mit.

4 cragus [lonoBoi 4jieH YJUIMHSETCS M yTOJIaercs, (popMupyercs TOJOBKa
[MOJIOBOTO YJI€HA, SIMYKA M MOUIOHKA IPOJIOJKAIOT YBEJIMYHMBATHCS,
MUTMEHTAIUSI KOKU MOIIIOHKH.

JloOKOBOE OBOJIOCEHHE KaK y B3pPOCIHBIX, HO HE PACIPOCTPAHSIETCS HA
BHYTPEHHIOIO MOBEPXHOCTH Oeaep. O6nem simuek 10 - 20 mo.
5 cranus Pa3Mephl sinuek, MojJoBOTO YjieHa, MOIIIOHKHU KaK y B3POCHBIX.

JloOkoBOe OBOJIOCEHME KaK y B3pOCIbIX, B BHJE IEPEBEPHYTOIO
TPEYrOJIbHUKA, PAcCHpOCTPaHSACTCS Ha BHYTPEHHIOK ITOBEPXHOCTH
Oenep, HO He PaclpoOCTpaHSIETCs M0 OO0 JTMHUM KUBOTA.

00bem snuek 20 - 25 mir.

32



1IPUJIO’KEHUE 2

AJITOPUTM JHATHOCTHKY 33/IEPKKHU M0J0BOT0 co3peBaHus y AeBouek (/lexon
N. N., Cemnuena T. B., [lerepkona B. A., 2002

AJITO pUTM IMATHOCTHKH 3a/1eP’KKHU MMy0epraTa y 1eBo4eK

Bo3pacr 13 et
Moyiounble keJjie3bl 1-2

| JIT', ®CT BbICOKHE | | JIT', ®CT" Hu3zkue |

|
[goin ot |

/
45X0 nau 46XX Hoasém JIT, Tloasém JIT,
@OCT <10 Ea/a ®OCT >10 En/a
Mo3auKa Yucras C En, C En
Co L aremesust I'nnoronasno- Koncruryumnon
WIH CHHIPOM TPONHBIii aJbLHast
46XY Pe3NCTe HTHBIX THIIOTOHA/IN3M 3a/iepiKKa
q AMYHHUKOB l nyoeprarta. He
He s HCKJII0YaeTcst
areHe3must MPT 1
roHaj MaPIUAATbHBIH
KoHTpous n;cnorOHaJ;[EBM.
Onyxoin cB.T,, puTepun —
KOPTH30.J1, JANHAMHUKa!
XMa3MaJlbHO- CTr
ceJLIsIpHOii 06aacTH T~
HN30aupoBaHHBbIH
THNOTOHAU3M

AJITOPUTM JTHATHOCTUKH 33/I€PKKHU MOJ0BOT0 CO3PEBAHUA Y MAJIBLYUKOB
(demos U. U., Cemuuena T. B., IlerepkoBa
B.A.2002)

AJ'll"OpI/ITM AUATrHOCTUKH 3a1CPKKHU nyﬁepTaTa Y MAJIBYHUMKOB

Bospacr 13-14 ner
O0BéM anuek < 5 ma

/ \ JI, ®CI Huzkue ‘

’ JIT', ®CI BBICOKHE ‘ !

’ IIpo6a c JIT'-PT" ‘
Kapuorun

—
— | Momwbém JIT, Moasém JIT,
47 XXV 45X0/46XY @®CT <10 Ea/n OCTI >10 En/a
Cunjgpom
Kaaiingean- I[Tnecgre;;;gﬂ Tunoronamo- Koncrurynumo-
Tepa TPOIHBbI HaJIbHasd
THNOTOHATA3M 32‘291’”‘“3
v nyodeprara
46XY / \ yoep
Arnasust AHOCMMSI — CHHPOM CHMKeHue TEMIIOB
SINIeK KanbMana pocra
Cauxenne T, CTI
/ MPT ronoBbI
Onyxoxr H3o0aupoBaHHBbII
XHa3MaJILHO-CEJISIPHOM 00J1acTH TUIOrOHAAU3M
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