[lonoBbie
ANCPYHKLUN




3afepxKka rnosrfioBoro pa3BmnTUS

* OTCYyTCTBME BTOPUYHbIX MOSIOBbIX
NPU3HAKOB Y AEeTEN, JOCTUMLNX BEPXHETO
BO3paCTHOro npeaesia HopmMmarsibHOro
nybeprara.

* Knaccudpukauus

1. yKUMoHanbHaa 3agepkka nybepraTa
2. TMNOroHaaOTPOMHbIN TMMOroHaAN3M
3. rMneproHagoTPONHbIA TMMNOroHaan3m



e MyXCKMM rmnoroHagmu3mom HasblBaloT KIMHUYECKUA n/mnu
nabopaTopHbIV CUHOPOM, KOTOPbIN ABIIAETCSA pe3yrbTaToM
He4OCTaTOYHON (PYHKUNN ANYEK.

« OpOHako Knaccnyecknm MY>XCKUM rMnoroHagnu3mom NpUHATO
cunTaTb YCTOMYMBYHO HEOOCTATOYHOCTL OH6pa3oBaHUS
TECTOCTepPOHa B KneTkax Jlengmura nnm HegoctaTto4yHOCTb ero
Brnonorn4yeckoro JencTBus ¢ pasBuTuemM cneumndunveckoro
KIMMHWUYECKOro cuHapoma.

Auyku

JABoHHaA (pYHKUMA:
' DK30KPHHHAA (cnepuaroreHes)

' SHOOKPHHHaAA
(ropMoHO00OpazoBaHNne)

OrpouHan p enpoayvKTHBHaA
AKTHBHOCTb
*  10-20 MJyH ramer B AeHb

50% o0beMa — cerMeHHble

SCHERING




Pone mecmocmepoHa 0ns op2aHu3Ma My X4UHbI

Haubonee BaXHbLIN 3HAOreHHBLIN
MONOBOW FOPMOH B MYXXCKOM OpraHusme

CéeruMﬂ BE OCHOBHOM NPOUCXOOUT B
ANHKaX

OencTteyer HenocpeacTBEHHO UJH ¢
MOMOLLLI MEeTaboNMMUTOB

Oy HKUUMK
AHIOPOIEHHLIE
AHabonmwieckue
AHTUIOHaA0TRONHBIE
PenpoayKTUEHLIE
[McuxopU3IoNOrHdecKme
[emonoas

[ oHapoTponHLIe
rOpPMOHbI

SCHERING




[lepBUYHbLIN BPOXAEHHbLIN
rmnoroHagu3m

nepBMYHaA TECTUKYNAPHas
He4OCTaTOYHOCTb

[MpuynHa:

1. BpoxgoeHHasa aHoManusa - aHOPXU3M.




KnuHu4yeckue nposiBrneHus

[1pn poxxgeHuu:

NOSIOBOW YrieH 3HAYUTESNBHO YMEHbLLEH, NnewepuncTble
TEJ1a HEeAOopPa3BNTbI, TOJIOBKAa YMEHbLLEHA

MOLLIOHKA HeJopasBuTa Unu oTcyTCTBYET
ANYKN OTCYTCTBYIOT

B nogpocTtkoBoM nepuoae

doopMUpyeTCca «EBHYXOUOHbIMY» TUM CKEfeTa C
OVHHBbIMU KOHEYHOCTAMMU

OTCYTCTBYET UMM CHMXXEHO OBOSIOCEHMNE MO MY>XXCKOMY
TUny

T’MHEKOMaCTUA - yBeJindeHne MOJTIOYHbIX XKefle3
MacCcCa TerJla MNnoBblLlLEHAa



I[InarHocTukKa

» OTCcyTCTBME ANYeEK Npu nansnauun n Y3u
MOLLIOHKN, N3MEPEHNE YPOBHSA MYXKCKNX
NONOBbLIX TOPMOHOB B KPOBMW,
reHeTn4eckoe nuccrnegosaHun.



JleyeHue

* [TocTOSAHHOE BBEAEHMNE MYXKCKUX MOSTOBbIX
OPMOHOB Ha NPOTAXKEHUN BCEN XKN3HU
naumeHTa Ha4YrMHasi ¢ NoapPOCTKOBOroO
BO3pacTa



[lporHos

* [1Ipy cBOEBPEMEHHOM JTEYEHUN BO3MOXKHO
yBENUYEHNE pa3MepoB MOSIOBOro YrieHa,
pPa3BUTNE BTOPUYHBIX MYXXCKMUX MOSTOBbIX
MPU3HAKOB, YBENMNYEHNE CUMbI MbILLILI.



BTOpU4YHbLIN BPOXAEHHbLIN
rmnoroHagausm

[MPUYNHDLI:

HapyLeHna pyHKLUNN pacnonoXeHHbIX B
ronoBHOM MO3re rmnortanamyca v runodgusa -
PErynATOpOB 3HAOKPMHHOMN NPOAYKLNN:

cuHgpom KannmeHHa (KanbmaHa)
cuHapom [NackyanuHu
KpaHuoapunuHreoma

cuHgpom [pagepa-Bunnu
cuHgpom Maaaoka



Hanbornee pacnpocTpaHeHHblE POPMBbI
rmnoroHagnama v naTtoriorm4yeckme rnpoLecchbl, Npw
KOTOPbIX ANAarHOCTUPYETCH rMnoroHagmn3Mm:

CuHnpgpom KnanHdenTtepa - Hanbonee yactasi BpoxxgeHHast popma
nepBUYHOro rmnoroHagnama, scrtpedaetcda npumepHo y 0,1-0,2%
POAUBLLUXCS XMUBbIMU MITaeHLEB MYXCKOro rorsa.

Cpean My>X4YMH C neperioMoM Kocteu TazobeapeHHoro cyctaBa y 80%
BonbHbIX ObiNa 0OTMEeYeHa HU3Kasi KOHLEHTPaUUsa TECTOCTEPOHaA.
LenctentenbHO, Hanboree Yyacton BTOPMYHOW NPUYNHOU OCTEONOpOo3a Y
MY>XUYMH SBNAETCA rMNoroHagunsm.

Becnnoague - cMMNTOM, OTMEYaeMbIN MPU MY>XCKOM rMroroHagusme,
BcTpeyaetcs y 5-10% 6onbHbIX. Cuntaetcs, 4to ot 40 oo 60% Bcex
criyyaeB My>XcKoro becnrnoansi 00 bACHSETCA rMNOroHaan3mMomMm.

IpeKkTunbHaa AUCPYHKUNSA - QHOOKPUHHbIE HAPYLLUEHUS, B OCHOBHOM
rMnoroHagusm, OTBETCTBEHHbI 3a 5-35% criydyaeB My»XcKoro becnnoaunsi B
BbIOpaHHbIX NONYNAUMAX.



CuHapom KnaunHdentepa

° UNMU OUCreHe3uss cCeMeHHbIX KaHanbueB
(HapyLweHne pa3BUTUA CEMEHHbIX
KaHanbues). B 1942 roay 6bin onucaH
KnanHgensTepom Kak coyetaHue
eBHyxouamama, rMHeKoMacTum,
ManeHbKUX AnYeK, OTCYTCTBUS BblOeNeHns
cnepMbl N YCUITEHHON CEKpeLnn
dooNNNKYNOCTUMYNNPYIOLLETNO TOPMOHa.



« JT0 3aboneBaHNe BbI3BAHO BPOXAEHHOW
aHoManuen NosioBbIX XPOMOCOM, Mpw
KOTOPOW y nauneHTa MMeeTcs ogHa
NULLIHAA X-XpoOMOCOoMa, peXxe NMULLHNX X-
XPpOMOCOM ObIBa€eT HeCKOSbKO. B Hopme
HOpManbHbLIN HAOOP MOSIOBLIX XPOMOCOM Y
MY>X4YMH onucbiBaeTcsa Kak XY.






KnnHuka

PaccTpouncrBa cekcyarnbHOU (PyHKUUMN:

* CHUXEeHne nnbunao

* QpeKTUnbHaga ANCPOYHKLNA

* paccTponcTBa oprasma

* pacCTpOUCTBA 3aKynAaLnmn

* CHMXXeHMe PepTUNbLHOCTU IFKyNATa



Beretococyaucrtblie paccTpoUcTBa:

e BHe3anHas rurnepemMmusd nuua, Weu, BepxHem 4yactu
Tyrnosuuia

* YyBCTBO apa ("npununsbl")

e KonebaHua ypoBHSA apTepuarnbHOro gaBrneHuns

* Kapaunanrum

* FONTOBOKPY>KEHUE

* YYBCTBO HEXBATKM BO34yXa



[lcuxoamoumoHarnbHble pacCTPOUCTBA:
* MOBbILLEHHAs pas3gpaXXnTenbHOCTb
* ObICTPad YyTOMMNSEMOCTb

* ocnabneHns naMaT U BHUMaHUS
* DeccoHHMUa

* AEenpPeccuBHblE COCTOAHUA

* CHMXEHMe o0LLEero camo4yBCcTBUA U
PaboTOCNOCOOHOCTH



ComaTunyeckKkune paccTpouncTBa:

* YMEHbLLIEHNE KOJINHECTBA MbILLEYHOWN MaCChl U
CUIbI

* yBeJrind4eHmne Korint4yecrtBa )I(I/IpOBOI7I TKaHU
* CHWXXEeHWEe NMMOTHOCTU KOCTHOM TKaHU
* TMHEKOMACTU4A

* nodBrieHne Ui HapacCrtaHne BbIPa>XE€HHOCTU
BUCLEPAIIbHOINo OXKNPEHUA

* YMEHbLLUEHME KONUYECTBA BOIOC Ha NMLE U Tene
* UCTOHYEHME N aTPOPUSA KOXKU



IleyeHune

* [lpoBOOAT 3aMeCTUTENBLHYIO TEpanuIo
aHOporeHamm (CycTaHOoH, TeCTIHaT).
BHa4yarne Ha3Ha4vatoTcs bornbLune O03bl,
Npwu OOCTUXKEHUWN MONOXNTENBHOIO
adppeKkTa, 003y CHMKaloT. becnnogue y
Taknx 60nbHbIX HEU3EYNMO.



CuHapom LlepelueBckoro
TepHepa

« XpoMOCOMHas 6ones3Hb, CONPoBOXKaAatoLLasaACs
XapakTepHbIMM aHOManMaMmn domn3nyeckoro
Pa3BUTUSA, HU3KOPOCIIOCTBIO U NOMOBbLIM

MHAPAHTUITN3MOM
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* BriepBble 9Ta O0ONe3Hb Kak HacneacTBeHHasd
bbina onucaHa B 1925 . H. A. LLepelieBcknm,
KOTOPbIU cuuTar, YTo oHa obycnoBsrieHa
HeJopa3BUTMEM MOJSIOBLIX XXene3 N nepegHen
Oonu rmnodusa n codeTaeTcs ¢ BpOXAeHHbIMA
nopoKkamMuy BHYTPEHHEro pa3BuUTUAS.

B 1938 1. TepHep Bblgenun xapakTepHyto ans
9TOro cCMMNTOMOKOMMSIEKca Tpmaay CUMMNTOMOB:
NONOBOWU UHMAHTUMN3M, KOXKHbIE KPblTOBUOHbIE
CKInagkn Ha OOKOBbIX MOBEPXHOCTAX LLUEN U
OedopmMaLmio NOKTEBbLIX CyCTaBOB.

B Poccun aTOT CMHAOPOM NPUHATO Ha3bIiBaTb
cuHapomom LLepelueBckoro — TepHepa.



e [1NA OOHOLLUEHHbLIX HOBOPOXAEHHbLIX XapaKTepHa
Managa gnvHa (42—48 cm) u macca Tena

(2500—2800 r n meHee). XapaKTepHbIMWN NPU3HaKaMu
cuHapoma TepHepa npu poXXaeHUn ABNSTCA N30ObITOK
KOXMW Ha Lee 1 apyrue Nopoku passuTns, 0COOEHHO
KOCTHO-CYCTaBHOW N CepaeYHO-COCYANCTOMN CUCTEM,
«MUo cuHKca», numdocTas (3actom numdbl,
KITMHNYECKN MPOSABAIOLLMNCSA KPYNHBIMU OTEKAMMN).
[1Nns HOBOPOXOEHHOIo XapakTepHbl obLLee
6ecnokomncTBo, HapyLUEHME cocaTeNibHOro pedrekca,

CcpbirMBaHWe OHTAHOM, pBOTA
\J




* B paHHeM Bo3pacTe y
4YacTu OOMbHbIX OTMEYaloT
3a0epKKYy NCUXNYecKkoro u
PEYEBOro pPa3BUTUS, YTO
CBUOETENBLCTBYET O
naToriorMn pasBuTUS
HEPBHOW CUCTEMBI.
Hanboree xapakTtepHbIM
NPU3HaKOM SABIAETCSH
HN3KOpOCNOCTb. PocCT
OOnbHbIX HE MPEBbILLAET
135—145 cm, macca Tena
4acTO N3ObITOYHA.

Pucynoxk 13. BonbHaa 14 ner.

Cunppom lllepemresckoro-TepHe-
pa. KpeinoBuaHsie CKnagku Ha
uree “ronosa chunkca”




[TaTonornyeckne npusHaku no 4YactTote BCTPE4YaeMOoCTu
pacnpenensaiTcd creayrowmm obpasom:

HU3kopocnocTb (98 %),

obuas gMcnnacTMYHOCTb (HENPaBUITbHOE TENOCIIOXE
Hue) (92 %),

bouykoobpasHaga rpyaHast krnetka (75 %),

ykopoudeHue weun (63 %),

HU3KUI POCT BOSIOC Ha wee (57 %),

BbICOKOE «roTnveckoe» HEBO (56 %),

KPbINOBUAHbIE CKITadKU KOXW B obnactu wen (46 %),
nedopmaums yHbIX pakoBuH (46 %),

danaHr (46 %),

nedopmaumsa NokTeBbIx cycTaBoB (36 %),
MHOXECTBEHHbIE NMUIMEHTHbIE POAUHKU (35 %),
numaoctas (24 %),

NOPOKM cepaua N KpynHbiX cocyaoB (22 %),
NoBbILLEeHHOe apTepuanbHoe aasneHue (17 %).



CHUMNTOMBI

Yacrora
BCTpEYaeMocTH, %

Hu3ku# pocr
[lepBuyHas ameHopes

Crepuaniosibyver. com

TMumbarnuekni OTéRKAHE 1 cron npu poxaeHuH |

KpbLIOBHAHBIE CKJIAJKH Ha Liee

[Topoku cepaua

[Topoku pa3BHTHA MOUEK

YMCTBEHHas OTCTANOCTh

Boicokoe Hebo

lllupokasa rpynHas KneTkKa, yacto ¢ pedopMaume
Cubitus valgus

CHuXeHHe cnyxa

97
96
70
40
53
20
40
18
45
40
43
53



MonoBoe Heagopa3BuTUe Npu cuHapome TepHepa
oTNin4yaeTcs onpegerieHHbIM cBoeobpa3mem.

Hepeaknmu npnsHakamm aBns0TCA repoaepmms
(maTonornyeckaga atpodura KOXn, HanoMMHaoLLLas
CTapyecKyto) N MOLLOHKOOBpasHbIN BUA OOMbLLUNX
NonoBbIX ryd

BbICOKasd NMpPpoMexXHOCTb,

Hegopas3BUTME MarbiX NOMOBbIX ry6 , AEBCTBEHHOM
nNneBbl N KNUTOPA,

BOPOHKOOOpAa3sHbIN BXoA, BO BRaranuiie,

MOJIOYHbIE Xerne3bl Y 0onbLUMHCTBA DOMbHbIX HE
Pa3BUTbl, COCKM HU3KO PacCrosfiOXeEHbI,

BTOPMYHOE OBOJSIOCEHNE NOSABNSETCHA CIOHTAHHO U
OblBaeT CKyOgHbIM,

MaTka HeJopasBuTa,

NONOBbIE Xerne3bl He pa3BUTLI N NpeacTaBfeHbl 00bIYHO
coegNHUTENbHOWU TKaAHbIO.



1.

NPUMEHAETCAHA 3aMECTUTESIbHAA Teparing
MY>XCKUMU MNnosioBbiMr rOpMOHaMM.

fie4yeHune

ComartoTponuH (pekomMouHaHTHbIN [P aBnseTcs
METOAOM BbibOpa B Tepanun HU3KOPOCIIOCTU

[MaBHbIM BUOOM Tepanun 00nbHbIX SBMSAETCS
9CTporeHmsaunst (HasHa4YeHne XEHCKMX MOSIoBbIX
rOPMOHOB), KOTOPYIO crieayeT nposoanTb ¢ 14-16 ner.
JleyeHne npuBoaAUT K dEMMHNI3ALIUN TENOCIIOXEHMUS,
PA3BUTUIO XKEHCKNX BTOPUYHbIX MOJSIOBbLIX NPU3HAKOB,
yryyiiaeTt Tpodpumky (MMTaHMe) NONOBbLIX NYTEWN,
YMeHbLUAET NOBbLILLUEHHY aKTUBHOCTb rmMnotanamo-
rmnounsapHon cnctemel. JleyeHne cnegyer
NpPOBOAUTL B TEYEHNE BCEro AETOPOLAHOI0

BO3pacTa OOMbHbIX.

[1pn cnHgpome TepHepa y My>X4KMH




aAnarHocTuka

e [lnarHoCTU4YECKUN NOUCK

» AHaMHeE3 (xapakTep nybepTaTa y poautenen,
cneundgunyeckme cCUMNTOMbI)

* OcMOTp (POCT, BEC, KOCTHbIWN BO3pPacT,
nponopuun Tena, nosioBoe pasBuTue,
rMHEKoMacTus)



aAnarHocTuka

* lccnepoBaHua: (aHTPOMNOMETPUSA,OLIEHKA
NONI0BOro pa3BuUTus Mo wkane Tanner,
KOCTHbIN Bo3pacT(Ro-rpadus neson knctu
N 3ansCTbsl), KapuoTunupoBaHue,
onpeneneHne basansbHoro yposHa JI,
®CI, TecToCcTepPOHa, acTpaanona, npoba c
aHanoromMm roHagoTpPOnNuH- penm3|/|Hr
rOPMOHOM W e X »
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[lonoxeHHe reHa Ha Y-xpouocome MbILWH

"eH SRY KHTpONUpyeT pasBUTUE MO MYXKCKOMY TUNY




anarHocTuka

 [TabopaTtopHble uccrnegoBaHUSA:

onpeneneHne Ho4YHou cekpeuunn JIT,
cyMmmMapHou akckpeuumn JII ¢ mo4vowu,
nccrnegoBaHue TMPeonaHbIX FOPMOHOB,
KOpTWU30sia, NponakTuHa .




aAnarHocTuka

° CDyHKLI,I/IOHaJ'IbeIe TECThbI.

CTUMYIAUUNA CeKpeuunn nposiakTnHa,
CTumMynaund ceKpeunmn comMmaTtoTporinHa,

TECT C XOPNOHNYHECKUM TOHaAJOTPOMNMNHOM Y
MaJ1b4YNKOB.



anarHocTuka

° MHCprMeHTaﬂbele NCCriegoBaHUA.

peHTreHorpadpua Yepena, KT n MPT
rofloBHOro mo3sra, Y3WM opraHoB Manoro tasa,
odoTanbMonorm4eckoe nccnegoBaHue




