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o[lybepTtaTr — dmamonornyeckun dqPEeHOMEH,
onpegenswoWmMn  nepexoq OT  MNOSIOBOW
He3penoCcTu K NONOBOMY CO3peBaHUI0

eCoBpeMeHHasa  KoHuenuus  dowunamornormm

Hayana nybeprtaTa - COBOKYMHOCTb
nepapxmyeckmx reHeTU4YeCKnx
B3anMOLENCTBUM, perynupyroLlmnx

HEVMPOSHAOKPUHHBLIA  KOHTPOSb  MHULMALINK
NMOSIOBOro CO3pEBaAHUA




Cpep,HMe CPOKU HAYalla NoJioBOIro cospeBaHuus

 [leBo4kM — 10,5 net (8-13 neT)
 Manb4umkm — 11,5 net (9-14 ner)

Kputepuin Ha4ana nonoBoro co3peBaHnNs y Manb4nkoB —
roHagapxe

YBenuyeHne obbema aunyka oo 3,5-4 Mo



[TocneaoBaTeribHOCTb U3MEHEeHUN NyoepTaTHbIX
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R.A. Rey et al.
Tanner Age
stage (")
g
1 oCr > Mponudepauyus
10 knetok Cepronu
11 - NIr  — CuHTE3 KNeTKkamm *
2 Jleiigura TecrocrepoHa TVZ2ml = 4ml
12 4 Co3peBaHue
MoBbiweHne uHTpa- g CHwkeHue AMI
13 - TECTUKYNIAPHOro Cepronu YBenuueHue uHr. B
3 TecTocrepoHa Cnepmatorenes > TV 6-8ml
14 4 YBenuueHue yposHs === YBe/IM4eHNe NHTEHCUBHOCTH TV= 10ml
TECTOCTEpOoHa B rJiasme NposiBNIEHUA BTOPUUHDBIX
NoNoBbIX NPU3HAKOB
4 15+
16 -
25 ml
5
17 -
18-




PGFYHFI LA NOJSIOBOIO Co3peBaHUA:

 [eHeTun4ecknn dpakTopsl

* HemponenTtngHaga perynauung
* MeTabonnyeckmm KOHTPOIb

* BnnaHne BHeLLHUX dpaKkTopOoB



* 50-70% npu4uH, onpeaenarmnx BapmadbenbHOCTbL CPOKOB
«3anycka» nybeprara coCTaBnalT reHeTn4eckmne doaktopsbl



OCHOBHbIe reHeTu4YecKkue JTOKYChbI,
ydyacTByrLuiue B peryndaumm ny6epTaTa

Gepey | Protein | Function | Disease
SS1 Kisspeptin LGnRH secretion | NHH
PR54 \ | Kisspeptin receptor | GnRH secretion stimulation | NHH

(KiSSIR)\ | .

GNRHI 73Gonadotropin-releasing ' GnRH synthesis | NHH

| hormone
'GNRHR | GnRH receptor | GnRH signaling | NHH
TAC3 Neurokinin B | Unknown | NHH
TACR3 Neurokinin B receptor TUnknown | NHH
FGFS8 Fibroblast growth factor 8 ? Migration of GnRH neurons | KS/NHH
FGFRI | Receptor for FGF8 protein TrMirgralion of GnRH neurons | KS/NHH
_PROK2__ | Prokineticin | Migration of GnRH neurons | KS/NHH
PROKR2 | Prokineticin receptor | Migration of GnRH neurons | KS/NHH
'CHD7  |Fhromodomain helicase | Development of GnRH | CHARGE
DNA-binding protein 7 neurons syndrome, KS/NHH

NELF Nasal embryonic LHRH ? Migraﬁon of GnRH neurons | KS

|[factor

{Anosmin-1 | Migration of GnRH neurons | KS

Leptin

'; Lepﬁn receptor

Prohormone convertase

Pituitary transcription factor
Pituitary transcription factor

i Pltmlar\ lranscﬁ'p'tion factor

Gn

gonadotropin-releasing hormone,

| GnRH secretion
:GnRH secretion
TCIeavage of POMC
1Pituita'r)if development
Pituitary development
T biiuitary dévélbpmenl

NHH normosmic hypogonadotropic hypogonadism,

| Obesity and HH
: Obesity and HH
| Obesity and HH
Hggqfij tuitarism
‘ Hypopituitarism
ViriHypopiiluﬁaﬁsm

HH hypogonadotropic hypogonadism, KS Kallmann syndrome. POMC pro-opiomelanocortin

Puberty Physiology and Abnormalities 2016 ed.Philip Kumanov



Cxema HemponenTuaHoOuM perynauum nybeprara
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dakTopbl onpeaensoLlme Havyano nybeprara

S. Tabassum and S. Kirmani

-Bo3pacr

-Mon

-Paca
-HacnegcreeHHOCTb
-Muraxune

-Crpecc

-Macca Tena
-Bbipa)eHHOCTb N\ K
KJ1IeTHaTKHN
-Feorpacdpunueckune
chakTopbi
-CrepovHble ropMOHbI
-AanpeHapxe
-NameHeHus LUHC

NoHagb!

17

CrepougHbie ropMoHbI



« XapakTtep dyHKLNOHAaNbHbIX CTPYKTYP, ONpeaenstoLmx
perynswyuto Ha4yana nosioBoro Co3peBaHnsA BKITOYAET He
TONbKO aKTMBALMOHHbIE, HO N MHIMOMPYIOLLME MEXaHU3Mb

* MHIMOMpoBaHue n akTuBauua nybeprarta oCcyLLEeCTBNAETCH
Kak CTepona-3aBUMCMMbIMU, TaK U CTEPOUA-HE3ABUCUMbIMY
MexXaHM3MaMu

* Ha HacToALWMN MOMEHT HET YETKOIO OTBETA, YTO ABMSETCH
HenocpeacTBeEHHOM KOMaHA0M K Havany nybeprtaTa —
NCYE3HOBEHME NHIMDOUPOBAHUSA UMM BO3SHUKHOBEHNE
aKTMBaLUUN HENPOIHAOKPUHHBLIX CUCTEM

T




JTanbl FOPMOHaNbLHOUN perynauum doopmmpoBaHus
MY>XCKOM penpoayKTUBHOU CUCTEMbI

«['OpMOHanbHbIE OKHa»

deTanbHbIN Nepuog 10-20 He, — YPOBEHb TECTOCTEPOHa Mnroaa
COOTBETCTBYET aHaNOrM4HOMY rnokasaTento B3pOCSiIoro My>XUMHbI
(akTnBaTOpLI — NNnaueHTapHbin XI'Y, nanee runodgpusapHein J1IN)

«HeoHaTanbHbIN NybepTaT» CO 2-1 Hed A0 6 MecC
AagpeHapxe (6-9 ner)
[TybepTaT (9-14 ner)



JTanbl FOPMOHaNbLHOUN perynauum doopmmpoBaHus
MY>XCKOM penpoayKTUBHOU CUCTEMbI

BoapacTt c 2-x net go 11-12 nert - “donanonornvyeckum rmnoroHagmam”
[lepuon getcTBa He paBHO3HA4YeH Nepuoay «roHagarbHOro NoKos»

HecMOoTpA Ha HU3KYKO KOHLIEHTpAaLUIO rOHaA4oTPOMHbLIX FTOPMOHOB, akTUBHAas
cekpeuna AMI™ n nHrmbmHa B siBnstoTca mapkepammn yHKLUNK AnYek

N3meHeHne 3HOOKPUHHOW akTUBHOCTU B NepPUOdbl «FOPMOHAaITbHbIX OKOH»
dbopmMUpyeT 3TaNnHOCTb CO3PEBAHNSA MY>KCKOWN PENPOAYKTUBHOW CUCTEMDbI



JTanbl rOpMOHanbHOU perynauum oopmmpoBaHus
MY>KCKOM penpoaAyKTUBHOU CUCTEMbI
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OnpepeneHune 3agepxXKu
NONOBOro pa3BuUTUA

« 3agep>kka nonosoro pa3suntusa (3MP) —
- OTCYTCTBME roHagapxe K 14 rogam

- 3a/1epXkKa NosiBNEeHUs BTOPUYHbIX MOMNOBbIX NPU3HaKoB bonee
yeMm Ha 2 roga



Mpo6Gnembl yCTaHOBKU AMarHo3a

« OTCYTCTBYIOT YETKME KpUTEPUN YCTAHOBKM AnarHosa 3P
« HecBoeBpeMEHHOCTb YCTaHOBKM AnarHosa
« OTCYTCTBME €0MHOIO0 MHEHUS O «NPOMUIBLHOM cneumanmcTe»



Oonsa 3MP B cTpyKTYype
neanaTpu4veckoro npuema

* HYacToTta obpalyeHnun no nosoay 3I1P 0,4-9,8% o1 obuiero yncna
OCMOTPEHHbIX OeTeun (nutepaTtypHble AaHHLbIE)

« HacToTa obpalleHnn Mans4mku-4eBoYyKkmM - 9:1(nutepartypHble
ONaHHbIE)



Pe3ynbraThl CKPUHUMHIOBbIX OCMOTPOB MOCKOBCKUX
LLUKONIbHUKOB
(maTepuansi LUAIMNA, 2004-2008 rr.)

Mpu3Haku runodyHKUMM roHan
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Pe3ynbraTbl BbIABNEHUA NPU3HAKOB runoyHKLNN
ANYeK
npyv nepBMYHOM OCMOTpPeE aHApoora
(maTepuansi HIMUOA 3a nepuoa ¢ 1997 no 2017 rr)

O6uwee kon-

2008-2017 266
BO
OCMOTPEHHbI

x geteun >10
TbIC

OOLuee kon-
BO
OCMOTPEHHbI
X geten >18
ThiC

1997-2007 0.62

0 05 1 15 2 25 3

%% OT OOLLEero YMCNa OCMOTPEHHDIX



Bo3pacTHana oguHaMmuka yBerimn4yeHUs oobema snyeKk B
pa3fninyHble BpeMeHHbIe nepunoabl
(maTepuansi LUAIMNA 3a nepuoa ¢ 1997 no 2017 rr)

15.Mn

|

BozpacT, nev



BospacrT, net TDV, mn cT.0TKN. | MpoueHTunb, MpoueHTUnNb, TSV, mn cpepHee | TSV, mn cT.0TKN. | MpoueHTUnb, MpoueHTUnNb,
- cpeaHee 90% 10% 90%
0,554 0,173 0,370 0,770 0,534 0,187 0,320 0,710
- 0,581 0,184 0,390 0,900 0,579 0,187 0,390 0,850
_ 0,565 0,207 0,340 0,870 0,632 0,226 0,380 0,930
_ 0,640 0,211 0,425 0,995 0,671 0,284 0,435 1,030
- 0,654 0,218 0,420 0,960 0,680 0,206 0,440 0,900
- 0,928 1,655 0,460 1,000 0,724 0,193 0,490 1,060
1,012 1,653 0,430 1,150 0,753 0,268 0,420 1,150
_ 0,791 0,264 0,350 1,200 1,013 1,530 0,380 1,240
- 0,796 0,247 0,520 1,155 0,822 0,270 0,500 1,195
1,073 0,833 0,550 1,600 1,115 0,767 0,500 1,810
1,491 0,875 0,570 3,110 1,431 0,767 0,600 2,540
2,039 1,536 0,710 3,700 2,390 2,149 0,770 4,930
4,748 3,671 1,100 10,800 5,199 4,267 1,210 12,110
6,613 3,249 2,580 11,350 6,787 3,932 2,670 11,650
8,669 3,789 2,320 13,830 7,901 3,673 2,040 13,100
11,189 4,266 4,460 16,300 11,148 4,230 5,400 16,130
12,402 3,282 8,600 14,280 11,279 2,407 7,440 15,000
14,005 5,838 10,500 18,970 11,804 3,855 10,530 14,760



YnbTpa3BYyKOBbIe KpUtepumn gedpuumta oobema sudek
Yy B3pOCHbIX NaLUEeHTOB

=15 cMs — HOpMarnbHbIM 0ObLEM
10-15< cMs — rMnoTpodunda roHan
<10 CMs — KpUTUYECKOE CHMXKEHNE 0DObEMA ANYKa

HepocTtaTo4uHbI 06BbEM roHa npuynHa
doopmMnpoBaHua rmnoroHagn3ma m Kak cneacreue -
nartocnepmmm



JTUONorn4eckasl CTpykrypa
MY>XCKOro 6ecnnogus
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Mavonarnyeckme

bonee NnoNnoBUHbLI 3TUONOrM4YeCKUX PakTOpPOB «POAOM
U3 geTcrteBa»



Bo3MoOXHble NPUYUHDbI
penpoaoyKTUBHOU Oeuenepauumn

« ECTecTBEHHbIE COLMO-OMONOrM4eckne NpoLecchl
* TeXxHOreHHble doaKkTopbl
* [1pobnembl B cucteme onan4eckoro BOCNmMTaHUA JeTen

* AJanTUBHbIE rnpoueccChbl B YCJITOBUAX NSBMEHUBLLUNXCH
counalsibHO-OKOHOMUNYECKUX yCﬂOBMVI

* YBENMYEHNE OONN OeTEN POOAUBLLUUXCSH C
ncnonb3oBaHnem BPT



YnbTpasByKkoBas ouarHocTuka

* OueHka obbema roHaa

* OueHka obbema npeacraTenbHOU
Xenesbl

-MEeTouKa NpocTa B TEXHNYECKOM UCTMONHEHUN
-AOCTYMNHa NpakTU4eCcKN B NloOOM MEeAULIMHCKOM Yy4YpexaeHum
-CYLLECTBYIOT YETKO ONMMCaHHble BO3PaCcTHbIE KpUTepum



Bo3pacTHasi AMHaAMUKa U3MeHeHus1 oobLema

BospacrT, net
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NnNencTaTenLHOU Xenexlhl

MpocTaTta 06LeM, M1, cpeaHee

0,76
0,87
0,95
1,06
1,16
1,16
1,18
1,20
1,35
1,78
1,70
2,60
5,20
8,86
10,79
14,51
16,08

17,32

MpocTtaTta 06bLem, Mn

CT. OTKJIOH.

0,28
0,27
0,26
0,33
0,38
0,46
0,31
0,38
0,46
2,05
0,86
1,81
4,24
5,36
5,70
6,68
5,64

6,77

MpoueHTunb, 10%

0,45
0,51
0,60
0,63
0,76
0,72
0,76
0,75
0,79
0,80
0,70
1,10
1,20
2,06
2,91
6,25
8,80

11,41

MpoueHTUnb, 90%

1,13
1,14
1,23
1,49
1,68
1,66
1,58
1,77
1,93
2,60
3,05
4,71
12,74
15,31
18,95

24,20

22,81

24,82



Bo3pacTHaa AnHaMuKa nameHeHuUs
roHaganbHo-npocTtatu4vyeckoro nipekca (I'MA)



CtaTuctnyeckas Kkoppensuma mexay nokasartesrnem
I'TIN ypoBHeM J1I" n TecTOCTEpOHA
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p<0,05, r=0,65

p<0,05, r=0,5




Pe3ynbraTbl MHOFOMEPHOro CTaTUCTUYECKOrO
aHanusa zasucumocTu nokazartensa I M

M = Spline

-5

Bl <425
Bl <3.25
[ <225
B <1.25
Bl <0.25




* [loka3aTtenb [ T1 no3BongeT agekBaTHO
OLUEeHMBAaTb YPOBEHL Pa3BUTUA PENPOOAYKTUBHOU
CUCTEMbI Marnb4mKa B NIloOoM Bo3pacTe, a He
TOJIbKO B npe- 1 nybeptaTtHOM nepuoae

* icnonb3oBaHue [ T1 no3sBongaeT 4eTko
ondodepeHUnpoBaTh « KOHCTUTYLIMOHABHYIO
3adepXKKy» U TMNoTpogumio roHan



Kputepuun oueHku I'nn

* MeHee «1,5» — rapmoHu4yHoe passutue OPC, npu Hann4um
CHMXeHUA obbema roHa OTHOCUTENBHO BO3PacTHOW HOPMbI —
KOHCTUTYLMOHanNbHasa 3agepxka passutus

* OT «1,5» 0O «2» — Ha4yanbHble NPU3HaKN rMNoTpocunn roHag,
BO3MOKHasA KOHCTUTYLIMOHaNbHas 3agepKka pa3BuUTmS

» bornee «2» — NpU3Haku rMnoTpoun roHag

* bonee «3» — NpuU3HaKkn runonnasnu roHag, Heobxoanmo
NCKII0YEeHMe cuHaOpOManbHbIX COCTOAHUN (CHOpPOM
KannmaHa, lNpagepa-Bunnu, KnanHgenstepa n 1.4.)



* Hann4yne npm3HakoB aCUHXPOHHOIO popMUpoBaHUA
OpraHoB PenpoayKTUBHOU CUCTEMBI
(penpoaykTuBHas AUCCUHXPOHUSA) — TeHAeHUUSA K
3a4epxKe NofioBOro pasBuTUA



Tepanua T3P

* [1lpnHUMNBI TEPaAnnK

- UICMONb30BaHMe TPUITEPHbIX NepPMoaoB (MCNOoMb30BaHNE
eCTECTBEHHbIX NepNoaoB akTMBaLMUM rOpMOHanbHoro dooHa —
agpeHapxe, npenybepTtaTtHasa akTueaumsa runodusa)

- «step by step therapy» (nocnegoBatenbHOE, MHOTOKOMMOHEHTHOE
BO3JENCTBME HA OpraHbl rMnoTanamo-rmnogusapHo-roHaganbHOU
OCW)

- obsazaTenbHbIN AMHaMmnyecknn KoHTponb (Y3 OPC, oueHka
ropMoHanbHoro npodgpuns)



Tepanua T3P

« KOCBEHHbIE CTUMYNMpYIOLME haKkTopsbl
- aflekBaTHas dousmndeckasa Harpyska

- YBENMMYeHmne npoaoskKUTENbHOCTN CBETOBOIO AHA (MHCcoNAunS,
OOMNOJIHUTENbHbIE NCTOYHWUKN CBETA)

- paUnoOHanbHOE NUTaHNE (XONecTepPUH, KOHTPOSb YPOBHSA Na+)



Tepanua T3P

* MegnkameHTO3Haa Tepanus

- UICNONb30BaHMe npenaparoB TecTocTepoHa
- Ucnonb3oBaHue npenapartos XY

- npenaparthbl L-kapHUTUHA (KapHWUTOH, Ornbkap)

- Npenaparbl oKka3biBaroLme Tpodnyeckoe BNmaHMeE Ha opraHbl
penpoaykTnBHou cuctemel (Tokodpepon, KyaecaH, TectanamuH)

- BUTaMUHoTepanud, MUKpoHyTpueHThl (BUT rp.B, But [, NHXXK)



BbiBOAbLI

Oeuenepauua penpoaoyKTMBHON CUCTEMbI MaNb4YUMKOB NOAPOCTKOB —
COBpeMeHHas TeHAeHUus, Tpebylowaa CUCTEMHOro aHanm3a u
AanbHeuwero AMHaMu4YecKoro HabnoaeHus

TeHOeHUMMU K 3aepXKKe NOyIoBOro pa3BUTUA MOryT ObITb BbISABNIEHbI
A0 HacTynneHua nybepraTHOro nepmopa

Co3aaHue KomMnnekca NpPocTbiX CKPUHMHIOBbIX AUArHOCTUYECKUX
MeponpuUATUN NO3BONAET AMAarHOCTUPOBATb HeraTUBHbIE
NposABNeHNa penpoayKTMBHON AUCCUHXPOHUMU U NPOBOAUTbL
Heo6XxoANMYI0 KOPPEKLIUIO COCTOSHUA

CBoeBpeMeHHOe BbisIBfIeHME U HUBeNNpOBaHUe TeHAEeHUNM K
3a[epKKe NoNoBOro pa3BUTUSA y ManbL4YMKOB B NepCneKTuBe
cnocobcTByeT npodunakTuke npoodrnembl 6ecnnogHoro bpaka



CNACbO 3A BHUMAHUE!

@ +7(965)1-777-811
‘@’ androlog.ru
9 mvz@inbox.ru



