FoHaaHble (popMbl

3a/1epP)XKH NnoJIoBOro pa3BUTUS

(rMneproHagoTpoOnNHbIN rTMMNOroHaAnN3M)

npodgeccop E.B. YBapoBa



Jlokajam3anus reHoB, KOAUPYIOUIMX MMOJIOBYIO
AEeTEPMUHAINIO U PYHKIIUIO TOHAT HA Y U X XPOMOCOMAX

: 1CeB0aYTOCOMA/TLHAS
er
p 00J1aCTh

-SRY Honoeas TeHbl, BIHSIOWHE Ha YHKIHIO
ZFY SIHYHHKOB, IPEAYNpEKIAIOUIHE
RPS4Y dem EPMURARUR HH3HH POCT H CTHTMBI IPH
: cunipome Llepewmenckoro-
Tepuepa
3 pemenTop K aHADOTeHaM

-[ICeBHOayTOCOMaNbHasg 061acTh

1 RPS4X
T'eHH, BIMAKIME Ha ClepMaTo- XIST XI

'TeHe8, H-Y-auTurex u mp. C
I'CHbl, BJIHAIOLIHE HA

(YHKIHIO AHYHHKOB

reTepOXpoOMaTHH
(renTHMUeCKHu
HeaKTHBHEN)




CxeMa roHailHOU U reHUTaJZIbHOM
anddepeHLMPOBKU Y M104a AE€BOUYKHU

OTcyTcTBME CUrHana ¢ Y-XpoMOCOMblI, Xr nr
nnaaueHTbl nmjaoAga

oTcytcTrBue reHa SRY,
orcytcrBue SOX,,

NepcucreHumns Wnt,,

yABoeHue reHa DAX,

OTcyTCTBME peuenTopoB:
CeKpeLuunst 3CTPOreHoB MMHUMabHa

(I)OpMMpOBaHVIe AAMYHMKA OTCcyTCTBME TeCToCTepoHa

Perpecc /

BOJ1b(pOBbIX
NPOTOKOB

Pa3sutue MHo1epoBbIX
NPOTOKOB
Tpyb6bl, MaTKa, BarnHa)

Hapy)Hble reHUTasInu No
YKEHCKOMY TUny
(HenTpanbHbIE)

4 8 10 12 16 40
Henenuv sm6puoHanbHOro passutus




OCHOBHbIE MPUYUHBI NEPBUYHOIO
rMNeproHagoTPOMNHOro rmnoroHaau3Ma

BpoxxaeHHble aHOMaJZIum pa3BUTUSA
ANYHUKOB:

- AWUCreHe3svs U areHe3sus roHag

- reHetrunuyeckue anedekrtbl pepMeHTOB
SAIMMHUKOBOIO cTepougoreHesa

NpunobpereHHas AMYHUKOBas
HeAOoCTaTOYHOCTb:

- CUHAPOM pe3UCTeHTHbIX au4yHukoB (CPA)
- CUMHAPOM UCTOLLEHHbIX AnYyHuKoB (CUA)



OCHOBHbIe MPUYNHBbI BTOPUYHOIO
rMNeproHagoTPONHOro rmnoroHaan3Ma

AYTOMMYHHbIN U MH(PEKLMNOHHDbIN 00opUT

ABYXCTOPOHHEe yaaJsieHne roHaa
(AMYHNKOB MM TECTUKYII0B)

HeNledyeHHbIN NepeKpyT SNYHUKOB
NlyyeBoe BO31eUCTBUE
XUMHoTEeparneBTUUECKOe BO3AeNCTBUE

Heo60CHOBaHHOE ANiuTesNibHOE NpMMeHeHue
3aMeCTUTEe/IbHOM rOpMOHAJZIbHOU Tepanuu



«/lucreHe3ns roHag — paHHss OCTaHOBKa
roHa/joreHesa, rpou3oLLeaLLas /o
AndodepeHUnpoBKu rnepBUYHbIX M0J/10BbIX
KJIETOK B OOLNTbI MJTM CIIEPMATOrOHUMN»

(M.Grumbach,1955)



OCHOBHbIE NPUYNHbI FOHAAHbIX AUCTEHE3NN

XpOMOCOMHbI€ aHOMaJInMn
(oTcyTCcTBME, U3OBLITOK UK MOpdonorndyeckme aedekTbl XpOMOCOM)

CeMeMHble UM cnopagnuyeckme ayTocoOMHbIe
abeppauuun, conposoXxaatoLimecs uimn
BbiKJ/1lOYUeHueM reHa aucdpdepeHUMPOBKU roHaa, uimn
npexxaeBpeMeHHbIM CoO3peBaHueM U YCKOPEHHOMU
ane3ueﬁ PONNNKYNOB (Hepenko coueTaHme anCreHesNm ¢
CEHCOPHOW FNYXOTON, MUMOTOHUYECKOW MbILLEYHOW AUCTPOdUEN)

MeTtabonnueckme pacCcTpomucTBa (aeduumt 20,22 unu 17,20-

necmonas, 17a-ruapokcmnasbl, ranakTo3eMmnsi, HeJ0CTaTOYHOCTb PELIENTOPHOro
annaparta roHaz, ayTOMMMYHHbIE MPOLIECCHI)

JKOJIOrMyecKkme Katactpodbl Uin BpeagHOCTH
NH(peKUMOHHbIE U Napa3uTapHbie 6051e3HM
fiTporeHHble aKTopbI



KnnHnyeckmne opmbil
ancreHesnn roHan

TunnyHaga ( CuHapom TepHepa)

= Ccneacrteue noTepu, Mosauumama Uian CTPYKTYPHbIX
aHOMa MM O4HOU N3 X-XpOMOCOM

«YHuctaga»

= C/IeACTBUE MEHHbIX HapyLUEHNA UM
BHYTPUYTPOOHOIO NOBPEXAEHUS FOHa/

«AcuMMeTpuyHaga (CmellaHHasa )»

= CNeACTBUE MO3auumM3Ma U CTPYKTYPHbIX aHOMannn Y-
XPOMOCOMb|



LInToreHeTnyeckme BapuaHThbl
ANCreHesnn roHag

[py TMNKU4YHOU popMeE:

XO, XO/XX, XO/XXX, XO/XX/XXX, XO/XX n Hann4une
neneuumn kopotkoro (pi,p-), annHHoro (qi,g-) nnn obomnx
nne4y X-xpomocombl; XO/XY, XO/XYY, XO/XYYY, XO/XY wn
noTepst KOPOTKOro nneya Y-XpoMocomsl (p-)

[pn «4ncron» dopme:

XX;

XY (CnHapom Ceavepa)

[pn «cMelLuaHHoOM» PopMe:

XY;
XO/XY (BapwaHT cMHapoMa TepHepa?)



YacToTa XpOMOCOMHbIX aHOMaJIUN
npu cuHapomMme LllepelwneBckoro-TepHepa

SRR
B'I—s-!—l-l—a-t—'u—a--.-Ht

n— m-c \-l—*m-l -gg—gg

45— hk
21 22 X

IToanasa mouocomusa 45X0O

Mo3anuuszm

YacTu4yHbIC MOPaAKEHUA

X-XpOMOCOMBI
(n3oxpomocoMa no AIMHHOMY
nneuy,

Aeneumst KopoTkoro nneya

N KosbLieBast X- XpOMOCOMa)



PacueTbi nokasbiBaroT, uto 99%
b6epeMeHHOCTEN n1040M, nMmetoLmm 45, X0O-
KapnoTur, 3akaH4nBaroTcsd aboptom (nuK B
14 Hepenb) v Tonbko 1% - pogamu ¢
pa3BUTHEM y pebeHKka cuHapoMa TepHepa.
BbpkuBaHue risioga 6osbLue, YEM B 0/I0BUHE
C/ly4aeB, CBSI3aHO C MO3auLM3MOM.

Kurt Benirschke, 1998



[laTOoreHes nmf,’reuesuu roHaj
npu cuHapdme TepHepa

e
a
e
B
HepocTtaTok P [eneuus
reHOB 3 NTOKYCOB
DSS n Xp21 n Xp11.1, Xq12-21
d
L]

MIHOrAa K MOMEHTY POXAEHUS COXPaHSAOTCSA OOLIUTOB,
YTO OKa3blBAETCA AOCTATOYHbIM
A1 MOSIBNIEHUS MEHCTPYaLMA U Aaxe 6epeMeHHOCTH




JleBouka 15 Jer.

Cunapom TepHepa.

CnoHTaHHBIN
nyoeprar.




CoMaTtnyecknue BapmaHTHhI
ANCreHe3snn roHaa

U (wndartnuzm) - K (kapnukosocts) - A (aHomanum)
- 1 + K + A (Bblpa)keHHbI cuHApoM TepHepa)

- K + A (kapnuKoBbIli pOCT Y MbILLEYHO-
KOCTHbIE, KOXHbIE, CEPAEUHbIE, MOYEYHbIE, ITIa3Hble U
npoyme aHoManum)

- N + K (uHdaHTMnu3M n mManbiii pocr)

- A (pa3nnyHbie aHOManun y ocoben ¢
HOPMaJibHbIM POCTOM M OTCYTCTBMEM MHMDAHTUNN3MA)

- Wl (oTcyTCTBME NOMOBOrO CO3peBaHUS Y
ocoben HopMasibHOro pocrta 6e3 BpoXXAEHHbIX aHOMaNNK)



Bo3MOX)XHbIE COMAaTU4ECKNE
aHOManMn nNpu TUNNYHOW
AVNCreHE3NN roHaa

CvHnapoM BoHHeBU-YbpUuXa

( "MMdaTUYECKMI OTEK KOHEYHOCTEN M CBOOOAHbIE
CKNAZIKN KOXM Ha Lee HOBOPOXXAEHHbIX)

Kap/IMKOBOCTb (Manbii pocT 1 BEC NPU POXAEHMUM,
3aMeJIEHHbIN POCT, OTCYTCTBME NybepTaTHOro ero
YCKOpEeHUS)

XapakTepHble 4epTbl 1Mya

(pbibun poT, rotnyeckoe He6o n aecbopmaums 3y6os,
MUKPOrHaTMs UM PETPOrHaTUS, KOCornasue,
3MUKaHTYC, NTO3, AedopMauns YLWHbIX PAKOBUH)

LLinToo6pasHas rpyaHas KjeTKa C
paccTtaB/IeHHbIMU COCKaMM HEpPa3BUTbIX
MOJIOUYHbIX )Xene3

KopoTkas wes (c KpblIoBMAHBIMK CKNaakaMn v
HWU3KOW rPaHULIEN pOCTa BOMOC Ha 3aTbl/IKe)

Nepepa3rnbaHue B JIOKTEBbIX U KOJIEHHbIX
cycTtaBax, ansia3us (ananr,
MHO)XeCTBEHHble poAMMbIe NATHa Win
BUTUAUIrO, rmnonsia3us 1Y n Y banaHr n
HOrTeu




NMaToreHes HU3KOPOCNOCTU Y 6ONIbHbIX
C cuHApoMOM LllepewieBckoro-TepHepa

ﬂe:;euu;lH)go)%Z.B OeduumnT
€H 3CTPOreHoB
CHMKeHue
OTcyTcTBMeE ceKkpeuum

NOTEHL NN POCTa P v UMMOP1




Bo3pacTHbIE 3aKOHOMEPHOCTH POCTAa 00JbHBIX
¢ cuaapomgm lllepermneBckoro -TepHepa

Bk M Beca 0TMeYaeTcs yiKe npu
DS pocra: -1,0 (-2,8 +0,6)
SDS Beca: -1,1 (-2,7 +0,4)

BHyTpuyTpOOHBIii pocT

Poct B nepsbie 3 roga
KU3HHU €pHuoOaA OTHOCUTEJIbHO

HOPMBbI OTINYAI0TCH
LJIBHO

Hepuon, CICHHOE CHU/KEHHE TEMIIOB
coorBercTByrouii KB

2-11 jet
SDS pocra: -2,7 (-4,1 ~-1,7)

RDTATHOI0 CKAYKA POCTA.
JocT Ha 20 ¢cM MeHBbIIIE, YeM Y
MH AaHAJOTUYHOM MOMYJISIIIHA

PocT B nepuon
ny0eprara




CpaBHeHMe KpUBbIX POCTa 3A0POBbIX AEBOYEK U
AeBoYek c cmHapomoM LlepelueBckoro-TepHepa

~_
P=
)

~—~
=
2
=

==

- = = 3JopoBble

€BOYKHU
€eBOY4YKu ¢ CMHOPOMOM

LLepeweBckoro-TepHepa

10 12 14 16 18 20




CoMaTnyeckme aHoMasimmn (npogonxexue )
M 0COOEHHOCTUM MOJIOBOrO PasBUTUA
Npu TUNUYHOW AUCTEHE3NM TOHAA

HapylwieHue CTpPOeHMUAI MOoYeK (noakoBoobpasHasi MoYKa,
peTpoKaBanbHOE pPaCMnosioXXEHNE MOYETOYHMKOB, WX YABOEHMUE,
OAHOCTOPOHHSS ansiasust NOYKn)

NMaTosiorna neBbiX OTAENIOB cepALla (KoapKTaumsi, CTEHO3
YCTbsl, MOPOK KJlaraHa aopThl)

Peunameupyrowjme oTUTbl, 4AJ/IbTOHU3M

JHAOKPUHOMNATUM (r1noTupeos, caxapHbiii amaber)

Hapy)XHble reHUTAJIMMN (CTpOEHME XKEHCKOE C PE3KUM
Heaopa3BUTMEM  6OMbLUMX W ManblX MOMOBLIX Y6, CKyAHOE
OBOJIOCEHME N06Ka ¥ NOAMbILLEYHbIX BMIAAWH, MHOTAA C rnepTpoduei
KJ'IMTOpa 1 POCTOM BOJIOC MO MY>KCKOMY Tuy)

éDEHHMe reHUTaJIMM (Bnaranuule, pyaMMeHTapHble MaTka
l/I pr peaKko - pyAMMEHTapHble TSXKW, FOHaAHble TSHXKNM BMECTO
HMHHMKOB

NepBUYHasa rMneproHaAoTponHas aMmeHopes, peako
OJINroMeHopes n HOBEHWMUJ1IbHbIE MATO4YHbIE
KpOoBOTeuYeHUs



OcobeHHOCTM U3NYECKOro 1 NMooBOro
Pa3BUTUSA NPU <YUCTOWN N CMELLAHHOW»
opMax amucreHe3nun roHan

CoMmaTnyeckue aHOMaJIMm OTCYTCTBYIOT

NHTepceKcyasibHOEe UM eBHyXougHoe

TENOoC/I0XXEeHUe (npn HopMasibHOM WX BbICOKOM POCTE)

OTcyTcTBMe nnmu cnaboe pasBuTne MOJIOUHbIX
wenes

Hapy)XHble TreHUTAJZIMMU (CTPOEHUE >KEHCKOE C PEe3KUM
HEANOPA3BUTUEM bonbWwWMX W ManblX MNOJIOBbIX ry6, CKyAHOE
oBOJ10CeHUune Uno6|<a U noaMblLLIEYHbIX BraauH, UHOIrAa C
rMnepTpoduen KInTopa U poCToM BOJIOC MO MY>XXCKOMY TUMY)

BHyTpeHHUEe TreHMUTasZIMMN (Bnaranuviie, pyAUMEeHTapHble
MaTKa ¥ Tpybbl, rOHaAHbIE TAXWU BMECTO SAUYHMKOB [IPU <UYUCTOU» U
AVCreHeTUYHoe SNYKO C OAHOM M TSHX C APYrov CTOPOHbI Mpw
«CMeLLaHHOoM» (hopMe )

NepBuyHas rmMneproHagoTpornHasa ameHopes



NMauueHTka 10 ner.
KapuoTtun 46XY.
«CMelwmaHHas» popMa
AUNCreHe3sumv roHaj

CTPOE€HUE HapPYXHbIX MOJIOBbIX OPraHoB

obwmnn Bug




NMauueHTka 16 ner.
KapuoTtun 46,XY
IAncreHe3sns TeCTUKy




Anropnt™M obcnenoBaHns 60/1bHbIX
C roHagHbIMNU (ODOpMaMn aMeHopeu

AHann3 aHaMHECTUUYECKMX AaHHbIX (KpoBHOE POACTBO,
cflyyan aMEHOPEW, HU3KOPOC/IOCTU, MOPOKOB pPa3BUTUS B CEMbE,
3KOMOTMYeckMe 1 NpodeccuoHasnbHble  BpPeAHOCTH,  MpUEM
SMOPUOTOKCUYECKUX MpPEnapaTtoB W BELeCTB, WHMDEKLUNOHHbIE U

napasutapHble 6onesHn 'y  MaTepu, 0COBeHHOCTM  nepuoaa
HOBOPOXXIEHHOCTN N AETCTBA)

OueHka pAuMHaMUMKKM ((U3MYECKOro M MOJIOBOro
pa3BUTHA, 0CO6eHHOCTEe COMaTUUYeCcKOro cratyca

Ixorpacpma reHuTasivi, WMTOBMAHOU N MOJIOYHbDIX
wenes

OnpepeneHne KOCTHOro Bo3pacra

NMNoacuer noJziIoBOro XpoMaTUHa "
KapuoTunupoBaHue

OnpepeneHune naa3MeHHOoro YPOBHSA OCr,

3cTpaavona y 6onbHbIX A0 5 net n crapuwe 9 net (no
nokasaHuam - CTI, JII, TIPJ1, TTI, TWpOKCMHa, TECTOCTEpPOHa,
kKopTusona, 17-0rM1, LISA, [/TIOKro3bl)

Konbnockonus



BpayebHas TakTuKa
npu 3P an4yHnKoBoOro reHesa

YTOYHEeHMe NonoBou
NPUHAAIEXHOCTM MOC/E
POXXEHNS

OnpepeneHne Heob6xoaMMOCTU U
CPOKOB YyAasieHns1 roHaz

Koppekuunsa pocTta

= NPU KapJIMKOBOCTU

= MPU BbICOKOPOCJ/IOCTHU
MoaenmpoBaHMe MOJTIOYHbIX
xenes

KoppeKLmns conyTCTBYOLLMX
3HAOKPUHOMNATUN U NCUXNYECKOTO
cTaTyca

KoppeKLmnsa COCTOSAHUS MaTKU U
Bflaranuiia

[loaroToBka K AOHALMM
ANLIEKNETKM




OnpeaeneHne nokasaHuu
K YAANEHUO roHaa

O6HapyxeHune Y-XpOMOCOMbI

N ee parMeHTa B KapuoTune,
lNoao3peHue Ha pa3BUTUE ONYXOJIn
B roHagax npun XX nnn XO kapuotune

BbigsBneHne ykasaHHbIX NMPU3HAKOB
aBnseTcs 6eccnopHbiM MNOKa3aHWeM

K yAaJIeHU0 roHa BHE 3aBUCUMOCTU
OT BO3pacTa nauueHTa!




O6ocHOBaHME HEOOHXOAMMOCTUN aeKBATHOIO
JleKapCcTBEHHOro obecneyeHus AeBoYek C
3P roHagHoOro reHesa

JInkBnaaLuma oTCTaBaHUA NapaMeTpoB
(OU3MYeCKoro 1 nNoJsIoBOro pasBuUTUSA OT
BO3paCTHbIX HOPMATUBOB;

[lpodunakTnKa 1 HUBENMPOBaHNE
HapyLeHun, obycnoBneHHbIX AedPULMTOM
CTEPOUIHbIX FOPMOHOB;

YnydlweHne KayecTtBa XXU3HMU.

- NCUXOJIOrMYeCcKoro KoMmopTa
- coumanbHOM aganTaunm

[loroToBKa K peLieHuto NpodiemMbl
ceKcyasibHbIX OTHOLIEHNUN U
BOCIMpPOU3BOACTBA




aTerms ne|<a CTBEHHOM Tepanuu
L|e|< C BPOXXAEHHBMWN aHOMaIUSIMU
penp LI,YKTMBHOM CUCTEMBb

Jonrocpo4Has

KopoTkas
nporpamMmma

nporpamMmma

N



[TpUHUNMBI KPAaTKOCPOYHOW NPOrpamMmmb|
3aMeCTUTeNIbHOU NeKapCTBEHHOM
Tepanun geso4yek ¢ 3M1P

YBenMueHne ANnHbl Tena Y HU3KOPOC/bIX
NEBOYEK, HO YCKOPEHME 3aKpbITUSA 30H pocTa Y
BbICOKOPOC/bIX [JEBOYEK;

MHnumnaumns nybepTata, B TOM YUCTIE:

- (hopMMpPOBaHNE MOMOYHbIX XKENE3 U
OBOJIOCEHMS MO XXEHCKOMY TUMY;

- obecneyeHne perynsapHbIX MEHCTPyaLui;

JInkBmaaumnsa aTtpodryecknx 1 BocnannTebHbIX
N3MEHEHUW Blaraauvila U LWeruKn MaTKu

-
B reuenmne 6 — 24

MCCHAIICB




KoppeKkuus pocTa

¢ Ucxonubin Bo3pacTt

¢ Ucxonubin poct

¢ CooTHOLIEHUE KAJEHIAPHOIO
U KOCTHOI'0 BO3pacra

¢DYHKINOHAJIBHOE COCTOSTHUE
HIMTOBHIHOM KeJIe3bl

¢ YpoOBEHB 3CTPOrCHOB U
TECTOCTEPOHA B IJIa3Me KPOBU




Kopgekuvm POCTa Y AE€BOYEK C
['1P 1 HU3KOPOC/IOCThIO
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- Hecneungmnyeckmne CTuMysTopbl

- aHabosmyveckune crepongbl (OKCaHAPOSIOH)
- P (0,05 mMr nin 0,1 ME Ha 1 kr Maccel T€na

exeqHeBHO, b0 3 paza B HEAEJIO NMOAKOXHO Ha
HO4b)

- MaJibie [03bl L-TUpPOKCHHa

- Hecrnieynguyeckmne CTUMy/IsSITopbl

- Masible 403bl L-TUpOKCHUHa

- npenapartbl, COAEp)Xalyne «HaTypasibHble»
WU/ «KOHBIOrMPOBAHHbBIE» 3CTPOreHbl
Ao nosisnenus MriP,
3areM rocnegosaresibHoe 4obasreHne
recrareHoB B (pMKCMpOBaHHOM pexxnMe

* - yYyuTbiBaETCA
KOCTHbIX BO3pacT 60s1bHOMN




dakTopbl, BAnaowme Ha 3PPeKTUBHOCTb neyeHun NP

Poct ponurenen:
YEM BBIIIE POJIUTEIIN, TEM JYUIIE PE3YIBTATHI

SDS pocrta Ha MOMEHT HavaJjia jeueHus ['P:
yeM BhIIe pocT (SDS) Ha MOMEHT Hadasia JICUCHUS, TEM JTyUIIe

XPOHOJOTUYECKUH BO3PACT HA KOHEL JICUCHUS:
yeM OO0JIbIlIe BO3PACT, TEM JIYUIIIE

JIeueHue ¢/0€3 OKCaHAPOIOHA:
pe3yabTaThl Jy4Ile P KOMOMHUPOBAHHOM JICUCHUHN

OO011ast TpoIOIAKUTEIBLHOCTh Tepanuu ['P:

yeM oHa 0oJblie, TeM d3(PEeKT Jayudliie

Oo6mas cpennsist no3a I'P (En/kr/nen.):
pu OoJibIie 103¢e 3G PeKT aydrie

OO1as cpennsisi yactora uHbeKIui I'P(uncno/uen.):
yeM 00JIbIIIe UHBEKLUM, TEM JTyUllle




KoppeKkuunga pocTa

dopMy/ia OKOHYATESTIbHOr o0 _IPOCTa (OP) g
neBo4yek cpeaHero pocta (Toublanc,1996) :

(y BbicokopocnbiXx OP npeBbilliaeT, a 'y HU3KOPOC/bIX -
He nocturaet 20 cm)

QopMyna oKoOHYaTeNbHOro pocra y AeBo4yek
(TaHHep, 1978):



HomorpamMmsl pocTa y 00JbHBIX ¢ CHHAPOMOM
IHlepemeBckoro-Tepuepa Ha poHe JeueHus I P
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XpoHornoru4yecku Bo3pacT Ha MOMEHT XpPOHONOrM4Yecknin BO3pacT Ha MOMEHT
Ha4ana tepanuu I'P (roabl) OKOHYaHuA Tepanuun NP

(roabl)
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CpaBHUTeNbHaA oLueHKa CKOPOCTU poCTa AeBOYeK
c cuHapomowm LlepelweBckoro-TepHepa
A0 U Ha hoHe revYyeHUss rOpMOHOM POCTa

== =k
©C = N
] | ]
1 I 1

CKOPOCTH pocTa (¢M/T0/)

O H N W & U1 O N OO O
1
I

[o neyeHusn 12 mec



BansHue npueMa 3CTporeHoB Ha NPUpPOCT
coaep>xauus I'P Ha cpoHe knocennHoBOoU NpPo6LI
Y AeBo4yeK ¢ cuHApoMOM LllepewieBckoro-TepHepa

[P, Hi\Mn

18-
16-
14-

121
10 0 po nevyeHuna

] neyeHue
JCTPOreHamMu

o N A O O

AN

0 MakKc



Koppekuuda pocta y aesodek ¢ 3[1P u
BbICOKOPOC/IOCTbIO

« C 9-11 net (KOCTHbIX BO3pAaCT):

- IpenapaTbl, coAep)xaljue
«HaTypaJibHble>» UIN
«KOHBIOrMpoBaHHbIE>» 3CTPOreHbl Ao
nosasneHua MIP, 3ateM
nocnenosartenbHoe aoobaBneHue
nporecrareHoB B pMKCMpOBaHHOM
pexxuume

- OCTeoreHoH, anbganon Ca

(3 Tabn. B geHb exxegHEeBHO nopg
KOHTPOJIEM YPOBHSA MIOHU3UPOBAHHOIO

Ca B kKpoBM)




NMHuymaumsa nybeprara
vy aeBoyek ¢ 3MNP roHagHoOro reHesa

IIpemaparbl 3CTPOreHOB

Muxkpo@osinH popre (ATHHHIICTPAAUO0), Gedeon Richter
50MKT, TaOJIETKH
Jo3a: 0,1-0,3MKr\Kr Beca B CyTKH 6-18 Mecs1ieB

IIpemapun Wyth-Lederle, CIIIA
1,25Mr, CMECh KOHBIOTHUPOBAHHBIX ACTPOIrCHOB
Joza: 625Mkr-1,25Mr B cyTku 6-18 mecsien

dctpodem Novo Nordisk, /lanus
2mr 17Bactpaanona
Jlo3a: 1-2mr B cyTkHu 6-18 MecsieB

JInBureib, Orion Pharma, ®unnanmus
500MkT, 1Mr
Jlo3a: S00Mkr-1Mr B ¢ yTKH 6-18 mecsieB



[l0CTOSAHHaA noaaep>XmBatloLLas
3aMeCcTuTeNnbHaa JiekapCcTBeHHad
Tepanud aesoyek ¢ 3M1P

JleyeHne n npoPunakTuka oCcTeornoposa

JInkBnaaumsa HapyLleHUN YrneBoaHoro,
IMNMUAHOO N MUHEepasibHOro obMeHa

YnyJlleHne BM3yasibHbIX NapaMeTpoB
MOJTOYHbIX XXENe3

[1pQPMNAKTUKa NATONOrMK BRaraauLla u
LLEUKN MaTKWU

[loaAroToBKa K AOHALUMUN ANLIEKIETKU

Bech pennpOAYKTHUBHBIN IIEPUOA
SKU3HH,
skeAaTreAbHO AO 50-51 roaa
(BO3pacra eCTeCTBEHHOM
MEHOIAY3bI)




Noaaep)xuBaroLlan Tepanua y
nesoYyek ¢ 3MNP roHagHoOro reHesa

[TocTossHHAS OcAeaOBaTe/IbHAS (CEKBEHI[AAIbHAS )
3aMECTHUTEIbHAs TOPMOHAIbHAS TepaIus:;

JluBuHa, /IluButpen, IuBucek,Orion Pharma, ®uHinsHans
2 (2-1) Mr acTpaguona Baiepuara, 10 Mr MEApPOKCUIIPOTECTEPOHA alleTara
|1 TabneTka B CyTKH

KiaumMoHoOpM (LHUKJI0-IPOruHoOBa), Scherring, ['epmanus
2 MT 3CTpaauoia Bajepuara, 150 MKT JeBOHOprecTpena
1 TabneTka B CyTKH

®emocTOH, Solvay Pharma, [ epmanus
2 Mr actpaauona, 10Mr guaporectpoHna
|1 TabneTka B CyTKH



XapaKTepucTuka MMHeEpanbHOW NNOTHOCTH
KocTHOM TKaHu (MIMKT) y 60nbHbIX C
BPOXXAEHHbIM MMMNOroHaAn3MOM
0o 18 net v ctapile 18 net

C ocTeonopos
B ocTeoneHus

O MMNKT-HopMa




HacToTa COOTBETCTBUA KOCTHOIO U
6mnosniornyeckoro Bo3pacra y 60JibHbIX C
cMHApoMOM TepHepa Ao 1 Ha poHe 3I'T

16 JeT n
crapiuie

13-15 aer 259

20%

10-12 jer

0% 0%
a4

O po neyeHusa M Ha ¢ oHe nevyeHus



KoppeKkuna MOMOYHbIX Xene3
npu 3IP Ha poHe nepBNYHOIro
neduLmTa 3CTpOreHoB

Hanbonee bbiCTpoe yBennyeHne pa3MepoB 1 yry4dlleHune
CTPYKTYPbl MOJIOYHbIX »ene3 Haboaanock rnocne NoaroToBKY
HaTypanbHbIMKU 3CTPOreHaMn B TeyeHnn 6 MecsiLeB C
nocneayowmm HasHadeHnem KOK, copepxatumn 30 Mkr EE u
rectareH 3-ro NoKosfieHus, B TedeHue 6-12 mMecsaueB u
BO3BpalleHneM K 3 T B cekBeHLUMaIbHOM pexuMe.,

[1pn Ha3HayeHun 3[ T B CeEKBEHUMNANBbHOM pexuMe C
rectareHamn y 60sbHbIX C KOCTHbIM BO3pacToM cTaplue 12 ner
ONs1 AOCTMXKEHUS 3Ha4YMMoro adpdekta TpebyeTcs
ONUTENbHBLIN, Bonee Yyem 2-X NETHUU NMPUEM NPENapPaToB.

[nvTenbHas MOHOTEPanUs CUHTETUYECKMMW SCTPOreHaMu
CNoCcobCTBYET pa3BUTUIO aA€HO3a MOOYHbIX Xene3

[lepepbiB 3CTPOreHHOro Bo3AenCcTB1SA 6onee 4yeM Ha 3 UMKNa
NMPUBOAUT K PEFPECCY Pa3MEPOB MOJIOYHbIX XKEME3 U 3aMEHbI
XKENe3ncTo-CTPOMaibHOrO KOMMOHEHTA XXMPOBOW TKaHbIO



[MHaMunKa
Pa3BUTUSA MOJSTOYHbLIX Xene3 (Ma)
Ha oHe npuema 3T

y B60NbHbIX C AUCreHe3nen roHan
100% -
80% -
60% -
40% -

20% -

0% -
0
HexomHo MuxpodormiH KOK JuenHa Jvrurpen Jymurens u
M TIPOreCTareHBI mroacToH

B MaO @ Mal-2 E Ma2-3



I3MeHeHne 3XOCTPYKTYpPHh!
MOJIOYHbIX XXene3 Ha ¢oHe 3I'T
Yy 60/IbHbIX C AUCreHe3mneun roHaz

JNupirens

Jluurpen

JlBima

Mapsesor

Mupodonm i
TIDOTECTAreHbI

TonmHa TOJ'ILL\I:VIHa
XKEene3ncToro KOMNOHEeHTa >)KMPOBOWU TKaHU

| |

| |
| |
| |
| |

, |




I3MeHeHne CaMOOLEHKN NMUYHOCTU NpU
BpPOXXAEHHOM r'MnoroHagnsme
10 N Ha oHe 3I' T

|

N

/ /

S = N W A U N B \D

L ARTAHHIHHHHIHIHIBIMIMIMSIMIWIW

%
7
%
%
%
%
%
7%

Q

JedyeHuss 4epes 4-5 jer
3IT

A

@ OTKPBITOCTH
CaMOYBEPEHHOCTD

O caMOpPYKOBO JICTBO

O OTPAKCHHOC CaMOOTHOIIICHHUC

B caMOIIEHHOCTh

@ caMoIIpuHITUE

......

@ BHYTPEHHSISI KOHPIUK THOCTh

O oOBUHEHUE



KoppeKuus COCTOAHUA MaTKWU
npu aucreHesnn roHaa

TepaneBTUM4Yeckue ypoBHM 3CTpagMona, Heobxoamumoblie ans
noaaepXaHmsa o6MeHHbIX NpoLLecoB OCHOBHbIX OPraHoOB U
CUCTEeM HaxoanaTca B npeaenax 60-180 nr/mn

He3zaBuCMMO OT BUAa NPUHMMaAEMbIX FOPMOHAJIbHbIX
npenapaTtoB MIIP HacTynaeT, B cpeaHeM, Ha OTMEeHY 3-ro
uukna neyeHusi. C MomeHTa 1-ou MIP ypoBeHb 3CcTpaanona
He goJnkeTt 6bITb HMKe 60 nMonb/n

OnutenbHas MOHOTepanusa 3CTPporeHaMm noBbiLLAeT PUCK
Pa3sBUTUA rMNepriasmm SHAOMETPUA U SHAOMETPUOo3a
reHUTaIMm

3HauMMbin 3pcheKT ceKkBeHLMaNIbHOro npuema
«HaTypaNbHbIX>» U «KOHBIHOMMPOBAHHbIX>» 3CTPOreHOB C
nporecrareHaMm NposiBNISIETCA Ha 2 roay npMeMa npenapartos

NMepepbiB 3CTPOreHHOro Bo3aencrensa 6onee yeMm Ha 3 UMKia
NPUBOAMUT K perpeccy pasmMepoB MaTKu



AVNRdMWVIRd AJIViRbl MdTRU (CM)
Ha oHe npuema 3
CTapTyOLWMMK 60/bHBbIMY
C AUCreHe3neun roHaa

HNUcxomao 3 Mec 6 MecC 1l oo 2 uodonee

- Ha (poHe MmpUeMa JMBUTPEHA roga
- Ha (oHe npuemMa MUKPO(OJJIMHA U MIPOrecTareHa

O = NWAO ONO®O



[JnHaMnKa ANnHbI MaTKKU (CM)
B npouecce 3I'T
Yy 60/1bHbIX C NepBUYHbIM AedPULIUTOM SCTPOreHoB

HCXO/HO Muxpo po/L1un KOK JduBuHA

1 porecrepox

14-20 net 15-24 rona .




Koppekuusa COCTOAHUA Blarajauija
y 60nbHbIX € 3T roHagHOro reHesa

Y 60/1bHbIX C ANCreHe3nen roHaa, HUKoraa He noslyvyaBLUMnX
3IT, arpocdmsa CAM3UCTON BNarajauvila v LLEUKN MaTKU Hepeako
CONMPOBOXXAAETCA PAa3BUTUEM «CYXOro>»KoJ/brnuTta

B 98% cny4aeB y 60/1bHbIX C AUCreHe3neun roHaa
onpeaensitoTcCa MHOXXeCTBEHHbIe NarnuiJIoMbl ByJibBbl,
BJlaraJZivuilja M LLeMKM MaTKu

MNMepepobiB B npueMe 3I'T o6ycnoBnnBaeTr BOSHUKHOBEHMUE
Bblpa)XeHbIX BOCNAINTEJIbHO-ANCTPOdhNUecKkne U3AMeHEHUU U
ancbuosa Bnaranmila € APpKUMM KJIMHUYECKUMU NPOSIBJIEHUMN
«BIAXXHOr0» KONbNUTAa

XapakTepHble U3SMEHEHMS BJlaraJjimia v ByJibBbl YCTPaHAIOTCS
nocneaoBaTesibHbIM NPUMEHEHUEM BaruHaslbHbiX TabneTok
«Tep>XMHaH>» U cBeuyen uamn kpema «OsectmH». OBeCTuH
LenecoobpasHo Ha3HauaTb NepBbie 3 Mecala eXxeAHEBHO
OAHOKpPATHO, a 3aTeM, NP1 HOpMasindaLlum COCTOSIHUSA
B/laranuviya B noaaep)xusatowiemMm pexume ( 2 uwnm 1 pas B
Hepeno)



[loagroToBKa K dbepTuUnm3aumm
nnu nucreHe3snn roHaa

3I'T npenapamamu, cooepircausumu
aCMpaouon 8 mabiemuposanHoU Uil
mpancoepmaibHou popme (OusumpeH,
NPO2UHOBA, Icmpaghem, OuBuU2eb,
Kaumapa, acmpaoepm,) 00
00CMUNCEHUS MOTUUHBL DHOOMEMPUSL,
He menee 8 Mm

Bumamunno—muﬂepaﬂbﬂble u
UMAMUHHO-pACMUmMelbHble
KOMNJlIEKCbl

Jlonayus sauyexkiemxu

Komnnexkc cpedcme u memooos
BCNOMO2AMENILHOU PENnPOOYKUUU



