[lpexxaeBpeMeHHoe
NoryioBoe co3peBaHue

(MMC)

NMpodeccop E.B.YBapoBa



OcnoBHble KpuTepuu IIIC

e [losiBNEHNE BTOPUYHbBIX MOJIOBbIX NPU3HAKOB Y
neBoyek 6enon pacbl B BO3pacTte Ao 7 NeT,
HEerpouaHon pacbl — A0 6 neT

e YCKOpPEHUE NMMHEMHOIO POCTa
(150-155 cm B 8-10 ner)

e YCKOpEHHOE CO3peBaHME KOCTHOW TKaHU
(onepexeHne KOCTHOro Bo3pacta bonee 4yem Ha 2
roaa)



Knaccudukauumsa INMrcC

['T-3aBMCMMOE
(uctuHHoe) MMNC

['T-He3aBucumoe (noxHoe) MMC

WU3ocekcyanbHoe

[eTepocekcyanbHoe

- MONIHOE NepPBUYHOE
Mnc:

— nguonartunyeckoe
— uepebpanbHoe

— cuHapowm Paccena-

CunbBepa

- yactuyHoe MMC:

— npexpaeBpeMeHHoe Tenapxe;
— npexaeBpeMeHHoe nybapxe;
— npexaeBpeMeHHoe Tenapxe u
MeHapxe:

a) npu cuHagpome BaH Buka-
pombaxa;

0) npu cuiapome Mak KotoHa-
On6panta-bpanuesa;

B) Ha (hoHe pa3BUTUSA OMYXONH,
cekpeTupyowen actporeHol, XI
unm

rOHagOTPONUHbI;

- nonHoe BTopuyHoe MMNC

- yactuyHoe MMC:

— NpeXxaeBpeMeHHoe
nybapxe:

a) Ha (hoHe
Hene4vyeHHon BIKH;

0) Ha doHe pa3BuUTHA
OnyXxonu,
ceKkpeTupyrLlen
aHgporeHbl unu AKTI

- NONIHOE BTOPUYHOE
nrc




I'l onHas ¢popma l1l1C — Hanu4yue ecex

nNpU3HakKoe 3pesiocmu penpodyKmueHoll
cucmembl U YCKOPEeHHOe 3aKpbimue 30H pocma
y desoyek mnadwe 7 iem npu coxpaHeHuu
ghu3zuono2u4ecKkoll ckopocmu co3pesaHust
dpyaux op2aHo8 U cucmem ecriedcmeue
npexoespeMeHHOU akmueayuu UMnynbCHOU
ceKkpeyuu 20HadomponuHos

Npun nonHoun opme MIMC BO3MOXKHO
YCKOpPEeHHOe nosiBreHue
(B TeueHue 0,5-1 ropa ot Hayana 3aboneBaHunsn)
BTOPUYHbLIX MOMIOBLIX MPU3HAKOB
B onM3nonornyeckou nocrenoBaTesibHOCTH




Henonnoe (napyuanwvnoe) INIIC -
pazeumue MOJIOYHbBIX Hcene3 npu
omcymcmeuu meHapxe
(npesricoeepemennoe menapxe),
NOAGNEHUE UUKIUYECKUX MAMOUYHbBIX
KpoGomeyeHuu
(npesrtcoespemennoe menapxe)
U/UIU NOJI08020 0BOSIOCEHUA
(npesicoeepemennoe nyoapxe)

0e3 pazeumus Opy2ux noa08bixX
NPU3HAKOB



y 90% OegoYekK rnosiHas

gopma [111C
obycsioesieHa
namousiocueu LJHC,

8 MOM 4ucirsie Ha (hoHe
06BLeMHbIX obpa3oeaHuU

Mo32a (45%)




LleHTpanbHoe [MNC
(ucTUHHOE, NonHasa popma)

LlepebpanbHbIn

BapuaHT NWononaTtuyeckmnum

BapuaHT




WanonaTtuyeckun BapuaHTt - nonHoe MHPI -
3aBucumoe [MNC, Bo3HUKLWee
B OTCYTCTBME IBHOW OpraHny4yecKou
LiepebpanbHON NaToONOrun

Yka3saHusa Ha MNMNC wnu PMNC y 6anmxanumx
POACTBEHHUKOB

TpaH3MTOpHOE yBe/InueHue MaJibiX NoJI0BbIX ryb B
MJlIafileH4YeCKOM Bo3pacTe

Hopmaanaﬂ nocneanoBatTeJ/ibHOCTb nosiBJieHNA
BTOPMYHbLIX MNMNOJ10BbIX NPU3HAKOB

YBenuueHne MOJIOUHbIX xene3 ao Ma, , no

TaHHepy, paHHee NoJsiI0Boe 0BOJIOCEeHME B BO3pacTe
3-5 ner

B 70% cny4yaeB npu MPT rosioBHOoro Mo3ra
yBefimyeHue pasMmepoB runodpusa



UctuHHoe MINC
LuepebpanbHOro reHesa

* [locnepcTBUe NnepeHeceHHbIX paHee
yepernHo-MO3roBbIX TPaBM, NOBbILLEHUS
BHYTPUYEPENHOro AaBneHUs

* [locneacTBuA BHYTPUYTPOOHOU UH(pEKLUM
(repnec, LIMB, Tokconna3mos, Tybepkynes,
capkouaos, cudunuc)

* Onyxonu u gobpokayecTBeHHbIE
obpasoBaHua UHC



Onyxonu n podbpoKayecTBeHHbIE
obpa3oBaHuda LIHC

e Onyxonu Henpornun (rMMoMbl, aCTPOLIMTOMBbI,
Ccy63anMHANMOMBI)
o Onyxonun n BpoXKaEHHble 06bpa3oBaHNS 3aHEro

rMnoTanamyca, CpeanHHOro BO3BbILLEHUS,
ceporo 6yrpa, gHa III xenyaoykaB TOM YUCNE:

- 6€3 ropMOHaIbHON aKTUBHOCTM
(rNnoMbl, aCTPOUMUTOMbI, apaxHounaasibHble KUCThI)

- C FOPMOHaNbHOW aKTUBHOCTbIO
(ramMmapToMbl, FepMUHOMbI)



I nMnombl

Yacto MaHUdeCTUpyIOT TOIbKO CUMMTOMaMu
[MC (npu HebonbLUNX pa3Mepax Onyxosn)

Hepeako co4veTtaHue [NC ¢ HecaxapHbIM
nnabetom, geduumTtom P, npn3Hakamum

NOBbILUEHUA BHYTPUYEpPEnHOro AaB1eHUS
(npu 60MbLIMX pa3Mepax Ornyxosin)

BO3MOXXHbl MHOXECTBEHHbIE 0YaroBble
pa3pacTaHus B sApax rmnoTtanaMyca npu
coYeTaHun € 6one3HbI0 PeKIMHIrXay3eHa
(HempodunbpomaTo3s)

Yactoe codetanue MNIMC ¢ notepen 3peHus
(MHOXeCTBEHHble o4aru FJ‘IVIOMB)




MP — Tomorpamma acTpouuTOMbl
Xuna3marnbHO — CENMNAPHON 06nacTu u aHa 3-ro Xenyaoyka



AanHOMAaH bHblI€ KUCTbI

o OOpMUPYIOTCH B Nepuoae 3MbpuoreHesa, Kak
NaTonornsa pasBUTUS NayTMHHON 060N0UYKK
MO3ra

e ObpasoBaHWe He HaKarn/JMBaAeT KOHTPACT M Mo
NJIOTHOCTN COOTBETCTBYET
LiepebpoCnmnHaNbHON XUAKOCTMW.

o Xopollo andpdpepeHumnpyetcs npu MPT n KT
nccnenoBaHum

e NHnumaums MNrcC obycnosneHa
pa3apaXke€HNEM KIIETOK, CEKPETUPYIOLLINX
nmbepuHsbl (THPI) nnn dakTop,
MHIMOUPYIOLLIMN CEKPELINIO CTATUHOB.



[ MnoTanamunyeckasa ramapTtoma

e DKTOMUYECKOE CKOMJIEHNE HENPOHOB,
cekpetTupyrowmx M'HPI, HO He ynpaBnseMbIX
€CTeCTBEHHbIMU UHIMBUPYIOLWMMHN
MeXaHM3MaMun

e He nMmeeT TeHAEHUUN K POCTY

e Y 74% peBouyexk IMMNC B nonHon dop
nposiBnsgeTcs B Bo3pacte 1,5-3 net

e B KAMHMKe MOryT NpUCyTCTBOBATb
LepebpanbHble HapyLeHUs

(ronosHas 6onb, 0bLwas cnabocTs,
Bbl4ypHas No3a BCeACTBME
neuepedbpaumoHHON pUrMaHOCTY,
HaCUNbCTBEHHbIN CMEX U Np.)

e [lnarHoctmpyetcsa Tonbko B MP-T2
B3BELLUEHHOM pexnme, NMAOTHOCTb
N30UHTEHCMBHA TKAHW MO3ra, HET ycunedus
n3obpakeHnsi Npu BBEAEHUM KOHTpacTa

[Tpn OTCYTCTBMN HEBPOSTOMMHYECKOW CUMMNTOMATUKN
ornepaTMBHOE fNleYeHne He NokasaHo



BURDENKO
P48
SVETOVOI ,N.N.8-MY-8

MP — Tomorpamma runoTtanammyeckon ramapTombl (CECCUMbHBIN TUM)



MP — Tomorpamma runoTtanammyeckon ramapTombl (negyHKyNApHbIA Tvn)

SU/HD/VFL
+20Q MM

+200
WL oo 9
2300 T o023




[leBouka 1,5 ner.
[pexaeBpemMeHHOE NONI0BOE pa3BuUTHe.
[MnoTanammnyeckas ramamapToma.




XI'Y- cekpeTupyrowme onyxonnm

e MoryT ncxoauTb U3 AMYHUKOB, NEYEHU, MOYEK,
KULLIEYHMKA

e MoryT npeacTaBnsTb UHTPaKpaHUanbHble
repMUHATUBHO-KJ/IETOYHBIE OMYXO0JIM, OMyX0Nnu
NMMHeanbHOM 06nacTu

e MaHupecTaums KImMHn4eckux cumntomos Ao 10
NIeTHero Bo3pacTa

e BbiCcOKaa YyacToTa MaJMrHmM3aumMm onyxonu

e BbiCcOKas pagMaunoOHHas YyBCTBUTENIbHOCTD,
THaKOMJIEHMEe KOHTPACTHbIX BewecTs npu MPT

e Mapképbl: anbda petonporenH, XM

e CuHApOM 4yeTBepoxosMbs «Paramaund»:

- HUCTarM

- Mape3 B30pa BBEpPX, aHU30Kapu4

- CAMNTOMbI NOBbILLEHUSI BHYTPUYEPENHOIO AABIEHUS



MP — Tomorpamma XI'Y — cekpetupytowen repMMHOMBI
anndwu3a

ﬁ 5y =

¥

RPN IR YRS Sy ———



NMC Ha doHe uepedpanbLHOU NaTONOrUNn
yHKLUMOHANbHOro xapakrepa

e Hepeako aebioT MNIMNC ymMepeHHO onepexaeT
Havano gu3nonornyeckoro nybeprarta

e CoyetaHue cumnToMoB [IMNC
BEreTaTuBHbIMU HapPYLLUEHUSMU
(rMneprnapo3, akpoLmMaHo3 KOHEYHOCTEN,
cybpunbpmnnuteT, HeCTabnnbHOCTb
apTepuanbHOro AaBneHus) n He pe3Ko-
BblPa>XEHHbIM OXXUPEHNEM

e [1pn3Haku [lNC, kak npaBWUNO, BO3HMKAIOT
Npu OTCYTCTBUN HEBPOIOrMYECKOU
CUMNTOMATUKU



cuHapom Paccena-CunbBepa

e HacneacreeHHoe 3aboneBaHue
e BHYyTpnyTpOo6Has 3aaeprkka pa3BUTUS

e HapyweHune ¢popMupoBaHMs KOCTEH uepena u cKkenerta B
paHHeM AeTcTBe

e YMepeHHO n36biTOYHaA NPoAYKLUUA rOHaJOTPONMHOB

e HepocraTouHas AJsIMHa U Macca Tesia Npyu poXXAeHUMn
(o6b1yHO MeHee 2000 r)

e OTCcTaBaHMe OT CBOMUX CBEPCTHUKOB B POCTE Ha BCeX 3Tanax
XMN3HU

e CoBnapgeHMe KOCTHOIro U KaJsleHagapHoro Bo3pacra

e CBoeobpa3Hoe TpeyrosibHOe JIULI0 U BbipaXKeHHas
aCMMMeTpusA TYJIOBMULLA U KOHEYHOCTEMN

e MNMosiBneHmne nosnHoun popmbl MMNC Kk 5-6 roaaM >KM3Hu



JloxxHoe (nepudepunyeckoe) MIMNC —
roHagoTpoOnUuH-He3aBUCUMoOe

N3ocekcyanbHoe leTepoceKkcyasibHOe

(npmu3Hakm (npu3Hakm
npexxaeBpeMeHHOoro npexxaeBpeMeHHOoro
Teslapxe U MeHapxe npm ny6apxe n BpoO)XXAEHHOMU
kapuotune 46,XX) BUpWU/IU3aLIMUN NpU

kapuotune 46,XX)



OCHOBHbI€ NMPUYUHBbI JIOXKHOTIO
(nepudepunyeckoro),
nsocekcyanoHoro [P

e JDCTporeHnpoayuuvpyoume onyxosim AMMHUKOB
(rpaHyné30KNEeTOUHbIE, XOPUOHIMUTENTNOMbI, IMMUAOK/IETOUHbIE
OMyXO0JIN, KapLUMHOMBI);

¢ Onyxonu HapnNoO4Ye4yHUKOB
(KOPTUKO3CTPOMBI)
e OBapuasnbHblie (POIINKYNSAPHbIE KUCTbI

e STporeHHOro reHesa

(AnuTenbHOe NCNob30BaHNE KPEMOB M Ma3eun, coaepXkaLlmx
3CTporeHsl 60nee 1 pasa B CyTKN)

e ANMMeHTapHbIN chakTop

(YacTtoe ynoTtpebneHne B nuuly Msica NTULbI, MOSIOKA HEAABHO
OTENUBLUMXCA KOPOB W KO3, >KMBOTHbIX  MOMAyYaroLmX
aHabonnyeckne creponasbl)



JloxxHoe (nepudepuyeckoe),
nsocekcyanboHoe [P

o KnnHunyeckme cMMnToMbl (@UUKNUYeckue
MaTO4YHbIE KPOBOTEUYEHUS U NPEXAEBPEMEHHOE
Tenapxe) obycnoBneHbl rmMnep3cTporeHeMmnen

e HepoctaToyHoe pa3BUTUE BTOPUYHBIX MOJIOBbIX
NPU3HaKoB (HapyllueHne nocneanoBaTeNlbHOCTU UX
NosiB/IeHNS)

e OTCyTCTBME BbIpa)XEHHOIro onepeXxeHms KOCTHOro
BO3paCTa Ha 23Tane nepBbiX KIMHUYECKUX
NposiBNEHNU



N3onmnpoBaHHOe Tenapxe

Y peBouek 3 net (1%) nnu
cTaplie 6 net (Hepeako B
aHaMHe3e He[JOHOLWEHHOCTb)

YBennyeHmne pa3MepoB MOJTOYHbIX
XXene3 npw OoTCYyTCTBMM Pa3BUTUS
COCKOB W BTOPUYHOIO MOJIOBOrO
OBOJ1I0CEHMS

BO3MOXXHO TpaH3UTOpHOE
NoOBbILLEHME O, B CbIBOPOTKE
KpOBU B cneacreme NnosBneHus
oBapuanbHbIX kKuct 0,5-1,5 cm

B 90% cny4yaeB perpecc, B 10%
nepexopn B nosHyto gopmy [P

KB onepe)xaeT NnacnopTHbIN He
6osee yeM Ha 2 roaa




OuddepeHumanbHbIN AonarHo3
N30NIMPOBAHHOrO Tenapxe

HUcrtunuoe IIIIP

HU3ompoBaHHOE TEIapxe

*yBEJIMYCHUE Ma ¢ mepBhIX
JIET )KU3HU

*YBEJIIMYECHUE PA3MEPOB
SMYHUKOB

JII, ®CI" nonmybepTarHoro,
peKe IMmyOepTaTHOIO YPOBHS

*ripu po0Oe ¢ JII'-PI’
nyOepTaTHbIA YPpOBEHb JII,
OCI

*KJIINHAYECKHUE TTPU3HAKU
3CTPOTCHU3AIH

*yBEJIMUEHNE Ma C IEPBBIX
MECSIIEB KU3HU

*SIMYHUKU HE YBEINYCHBI

e onyoepTaTHbie YpoBHU JII'
OCTI

*ripu pooe ¢ JII'-PI" go-
nyoepraTHbie 3Ha4YeHUs JII,
WHOTJa MyOepTaTHOE
MOBBIIEHNUE TOJIBKO DCIT

*OTCYTCTBHE KIMHUYECKHUX
IIPU3HAKOB 3CTPOTrCHU3 AN




[lpexxaeBpemMeHHOe MeHapXxe- LMKNnu4veckue
KpoBsiHble BblaeneHusa y aesodyek mnaguwe 10
netr

e [IPUUYMHBI UICTUHHOIO NPEXAEBPEMEHHOIO
MEHapXe HEN3BECTHbI

e YHacTo coyeTaeTca C Tenapxe

e PocT 1 KB COOTBETCTBYIOT NAacrnopTHOMY
BO3pacTy

e [Ipy nocTtaHoBKe AMarHo3a HeobxoanMo
065s3aTeNIbHO UCK/TIOYUTb MaToOrnto
BflaraauLLa v LWEeNKU MaTKu,
3CTporeHnoayumpyowme onyxonn SM4HMKOB U
HaAMno4Ye4YyHNKOB



[MpexxpeBpeMeHHOe U30IMpoBaHHOeEe
nybapxe

e BO3MOX><HbIe NMPUYUHDI:
- Heknaccudecas popma BI'KH (5-15%)

- aKTMBAUWA aapeHanoBoro cteponaoreHesa, 3a CUeT
noBbilleHne cekpeummn AKTT (NOBbILLEHHbIN CUHTES
KOpTU30/a Ha npobe C CMHAKTEHOM)

- K36bITOK cekpeunn rnukonpotenaa Mr 603k/a,
N30/IMPOBAHHOIO U3 rMnopnsa?

- K36bITOK cekpeumn, MMbO rnoBblLLIEHHAS
YYBCTBUTENIbHOCTb K UHCY/IMHY (YBennyeHne oTBeTa
HaanoyeyHnkoB Ha AKTI, ctumynaumsa epmMeHToB
cTepouaoreHesa B Kope Haarno4e4yHnKoB)?

- [loBbllWeHWe aKTUBHOCTU 5a-peayKTasbl



[MpexxaeBpemMeHHOEe N3onnMpoBaHHOE
nybapxe

e OTCYTCTBYIOT MpPU3HAKU
3CTPOreHmn3aunm Hapy>XHbix
NonoBbIX OpraHoB, KB onepexaeTt
NacnopTHbIK HE bonee 4YeM Ha 2
roaa

e [loBbilLleHME B CbIBOPOTKE KPOBU
YPOBHSI HAZINOYeYHNKOBbIX
aHApOreHoB
(nernaposnuaHapoCTepoHa-
cynbdaTa, aHApPOCTEHANOHA)

e [leBouku c [l cocTaBndaoT rpynny
pucka no passutuio CINKA B
penpoayKTMBHOM BO3pacTe




CuHapom
Mak-KbloH-OnbopauTta-bpanueBa

[TMrMeHTHbIE N3MEHEHUS KOXWN (CBETNO-KOPENHOIO LIBETA
HenpaBu/IbHOU (OPMbI, aCUMMETPUYHbIE)

ABTOHOMHO (PYHKLIMOHUPYIOLLME DONTNKYNSIPHbIE KUCTbI
AMYHUKOB («BOSITHOOOpa3HOE» TeyeHue)

[lonnoccanbHast nbpPO3HO-KMUCTO3HAs AMUCNIa3ns
Tpyb4uaTbixX KocTen (Mo TUMNY «NacTyLbEero nocoxa) u
KOCTEN NULIEBOIO CKENETA, YacTble NepenoMbl

[MnepdyHKUMA 3HAOKPUHHBLIX Xenés (MG,
TUPEOTOKCUKO3, rmnepnnasnsg Kopbl Haano4Ye4YHMKOB,
akpoMeranus ¢ runepcekpeumnen CTI)

[MNMC MaHudpecTnpyeT MaTOYHbIMN KpOBOTEYEHUAMU



e MyTaumusa reHa G-npoteunHa (Gsa, Gia),
PACMNOMOXEHHOro Ha ANIMHHOM nneye 20 XpoOMOCOMbI

e (s akTuBMpyowme Mmytauum (3amelleHme B 201
NOJSIOXXEHNN aprMHUHA Ha UMCTEUH UK TMCTUANH) —
NOBbILUEHNE aKTUBHOCTHU
afleHnNaTumMKnasbl—1BHYTpUKIeTo4YHoro uAM® —
pocdopunnpoBanme n gedochopunnpoBaHue
BHYTPUKIETOYHbIX 6E€/TKOB-MULLEHEWN, YYACTBYIOLLNX B
crieynduryecKknx KneTouHblX peakumsax (3pdeKkTsbl
rMKonpoTenaHbiX ropMmoHoB, AT, rtoKaroHa)



Cunpgpom MOB -
«My3eu
naToJ1IOrnMun
Pa3BUTUAY

Puc. 6 Cxema nepegaumn curHana ot akTMBUPOBaHHOro G-NpoTenH — CBA3aHHOro
TpaHCMeMOpaHHOro peuentopa K BHYyTpUKNeTouHoMy LAM® (I TP-a3HbIN LMKN)



YacToTa 3HAOKPUHHbLIX U HE3HAOKPUHHbLIX HApYyLIEHNK
npu cuigpome Mak-KbtoH-OnbpanTa-bpanueBa

OBapwuanbHble KUCTbI
100%

Y3noBon 300
42%

N

[ MnepnponakTMHeMns
7%

—

CTT mTIPIT -
cekpeTupyoLLas

afeHoma runousa

1%

MNP 100% [TurMeHTHbIE NSATHA
° 100%
I drnbposHas
Cunpgpom Mak- | —| ocreoancnnasus
0
KbtoH-Onbpaiita 85%
BpaiueBa T~ ®ocpatypns,
[MnepbunupybuHemus
| ¥
Y3ernkosas runepnnasus
KOpbl HaANOYEeYHNKOB Taxukapaus,
7% TaxuapuTmMus
42%

T.B.Cemunuena, B.A.IlerepkoBa u ap. 2003r.




CuHpapom BaH-Buka N'pombaxa

[MNC y aeten ¢ HEKOMNEHCUPOBAHHBIM MEPBUYHbIM
rMNOTUPEO30M

OcobeHHOCTM aHaMHe3a (Npu poXXaAeHUn
MaKpOrnoccusl, NynoYHble rpbbku, 3aMeaIeHHoe
paHHee NCUXOMOTOPHOE pa3BUTUE, MO3AHee
npope3biBaHNe N CMeHa MOTO4YHbIX 3y60B)
KITIMHUYECKNEe NPU3HaKM rmrnoTnpeosa

[vcnponopLmnoHanbHoe TENNOCNOXEHNE, OTCTaBaHNe
B pa3BUTUM KOCTEN TNLIEBOIO L|epena(u1v|p0|<a9|
3anaBLUas nepeHocuLa, HeA0Pa3BUTUE HUXKHEN
YESIOCTN, KPYMHbIN no6 yBeIM4YeHne Manoro
pouHMqKa), 3a[lep)XKa YMCTBEHHOIro pasBUTUSA BMJOTb
[10 KPETUHU3MA



CuHpapom BaH-Buka N'pombaxa

PeunamBupytoLme oBapuasibHble KUCTbI, ranakTopes,
BO3MOXEH MMNePTPUX03, MEHCTpyaumn (MHoraa no
TUMY MATO4YHbIX KPOBOTEUYEHNI)

[1NC Hepeako npoTeKkaeT Npu OTCYTCTBMU MOMOBOro
OBOJIOCEHUA N HE3HAYUTENBbHOM onepexeHnn KB

[pn npobe c JIM-PI" otcyTcTBYET «nybepTaTHOE»
nosblleHue JII' u OCI

[loBbILLeHWe B cbiBOpOTKe Kposu [1PJ1, TTT

OCHOBHasl Tepanus — 3aMecTuTesIbHas ropMoHabHas
Tepanua TuUpeoaHbIMKU ropMoHaMm 10-15 MKr/Kkr/cyT



KnuHnyeckue dopmbi
BI'KH y neBouyek

< BI/IpI/IHbHaFI cbopma = yMepeHHbIn Aedumunt 21-rugpokcunasbl,

obycrnaBnuBaloLWMiA BPOXOEHHY BUPUNMU3ALMIO HaPYXHbIX MOSIOBbIX OPraHoB [eBOYKM 0es3
NPOSABNEHMNI TTTIOKOKOPTUKOMAHOW Y MUHEPanKopPTUKOMAHOW HE4OCTATOYHOCTH

<> Conbtepstowan cdopma (Cunapom [edbpe-®uburepa) -
BblpaXeHHas He[oCTaTOMHOCTb 21-rMapoKCcUnasbl, obycnaBnuBatoLLas BblpaeHHbIN
nedouunt obpas3oBaHNs MUHEPanKkopTUKOMOOB NPW 3HAYMTESIbHOW BMPUNM3aLWM HapPYXHbIX
NMOJI0BbIX OPraHoB AEBOYKN

- BblIpaXeHHas HeagoOCTaTOMHOCTb 3f-on-AernaporeHasbl unu 18-okcureHasbl,

obycnaenuBatowlas rnybokuiA aeduunT anbAOCTEpPOHA W, Kak CMeAcTBUE, MMMNOHATPUEMMIO,
rMnepkanvemmio, HapylleHne cepaeyHon AeATeNbHOCTU U 06e3BOXMBaHIE 03 aHapOreH!3aLmum
W BUpMnM3aLmum

¢FwnepT0HquCKaﬂ cbopma - Aedmuut 118 -ruapokcunasbl Kopbl

Hagno4yeYyHUKa C nposIBNEHMAMU TUNEPTEH3NN, CBA3AHHOM C MOCTYNNEHMEM B KPOBb
nesokcukopTuaona (JOK), n BTopuyHOM BUpMnM3aLUmm 3a cHeT yeunenust cekpeuun AKTI B oTBeT
Ha HW3KWIA YPOBEHb KOPTU30S1a



Jrrtaariol ouocurtrricod riu/tOoo ol A
OUO08

11-/Ie30KkCUKOPTH30I

11-OH-anapocTeHIMoH

8 -HSL \ P450c11

TecTocTepon

P450arom \ Sa-peoykmasa

11-/1€30KCUKOPTUKOCTEPOH

Koptu3zon ’

P450arom

Koprukocrepon

|

1 8-I' M TP OKCUKOPTUKOCTEPOH

OCTpOH

|

|

JleruiporecToCcTepoH

AJBI0OCTEPOH ICTPAaUOJI




KnuHnyeckmne cpopmbl BI'KH:

Mpoctaa -25%

IMIOKOKOPTUKOMAHAsi HeAOCTAaTOYHOCTb Ha (poHe cTpecca
BHYTPUYTPOOHas U NnoCcTHaTanbHas aHApPOreHn3auums

Conbrepsrowan- 75%
MoKokopTUKOUOHaA U MUMHepPanoKoOpTUKouaHas
Hea4oOCTaTOYHOCTb B OObLIYHOMU XU3HU
BHYTPUYTPOOHaAA M NoCTHaTaNnbHas aHOpPOreHM3auus

Heknaccu4yeckas
NMocTHaTanbHaaA aHAporeHU3auus



Bpoowcoennaa 2unepanopozenus y nioooe
2CHEeMUUECKU HCEHCKO20 NoJla

[lo 14 Hepenb rectauMoOHHOro npouecca:

HapyLweHne popMoobpa3oBaHns HAPY>KHbIX MO/I0BbIX
opraHoB (runepTpomus KAnTopa, BNOTb A0
MUKPOMeHnca, ysenmyeHme 60bLlimnx nosoBbiX ryb u
X CpacTaHue, aTpe3ns rMMeHa Win Bnaranauiua,
YPOreHUTaAbHbI CUHYC

[locne 14 Hepgenb reCTauMoOHHOro npotecca:
rmnepTpodpus KnutTopa 6e3 nsmeHeHns PopMsbl 1
pPa3MepoB MNoJsIoBbIX rNy6 M rMMeHa



BupuiabHas popma
BI'KH y neBouku 5 Jjer

(apxuB HII D u X PAMH)



BupunbHas popma BpOKISHHOM TUIIEPILIA3UH KOPbI HAJIIOYEYHHUKOB Y JICBOYKH
(46XX) 11 met, olIMOOYHO BOCIIMTAHHON B MY>KCKOM COIMAILHOM MOJIE



Llenin oOwen n anddepeHumanbHOU
anarHocTtuku [MMNC

e Onpepenenne opmbl 3aboneBaHns (NoHas,
napumanbHas)

e BbisBNeHMe xapakTepa akTMBaLmMmM NOSIOBOV
cuctemMbl (roHaAoTPONMMH3aBUCUMOE,
rOHaZ0TPONMHHE3aBUCUMOE)

° OnpeueneHme NCTOYHWNKA NOBbILLEHHOIO
YPOBHA MOJI0OBbIX U TOHAAOTPOIMNHbIX TOPMOHOB



HNunarHoctuka MMNC

AHaMHe3 XXW3HU, CEMENHbIN aHaMHE3
OCMOTp M OLIEHKA CTEMNEHU NOJSIOBOr0 Pa3BUTUS

ConocTaBneHne pesybTaToB onpeaeneHns KOCTHOro
BO3pacTa C NacrnopTHbIM BO3pacToM pebEéHKa

MNanbnaums (npyn HeobxoamumocTn Y3U) nevenu
Y3/ opraHoB Manoro Ta3a, Haano4Ye4yHMKOB
23, OCMOTpP FN1a3HOro AHa

OnpepeneHne ropMoOHOB B CbiBOPOTKe Kposu (J1I,
®CrT, actpaawvon, MNPJ, TTI, ceobonaHoro T,)

[poba c MHPI



Anroputm aunardHoctuku MNMNC

Oo0s3aTeJIbHBIE METOIbI 00CI€I0BAHUSA

(amamue3, ocmorp, KB, 931, kpanuorpamma, Y3U reHuTaiuu,

najbnanus meYyeHu, rOpMOHbI KPOBH
(JIL,®CT,32, TP, TTT,cB.T4, npoda ¢ TuPT)

.

JlonmoJTHUTEAbHbIE METOAbI




[Ipoba c roHagonnbepmnHoOm

e [lpenapaTt, cogepxxawmm aHanor MPIC pans
e)XXxeaHEBHOIro MCNosb30BaHUS
(TpunTopenuH), BBOAUTCS BbICTPO
OAHOKPATHO BHYTPUBEHHO B Ao03e 25-50
MKr/M2 (06bl4HO 100 MKr) ¢ nocneayowmMm
3a60pOM BEHO3HOW KPOBM 2 pa3a UMCXOAHO
(-15 1 0 MmHyT), Yepe3 30, 45, 60 n 90
MUHYT.

e CpaBHMBAOT UCXOAHbIN YPOBEHb C NHOOLIMK
3-Msi HaMBbICLLMMWN CTUMYIMPOBAHHbIMY
2AHaAUCHUSIMU.



Pe3yabrarsl Npo0ObI ¢ anajgoramMu I uPI’
(mudpepesnH, OycepevH)

t JIl B 2-4 pa3a — npenybepTaTHbIN TUN
ceKkpeLuu,

t 1 JII B 8-10 pa3 — nybepTtatHbin (JIF 10Me/n
n 6onblue)



IonHaMuka cekpeuun JIl' B oTBET Ha
npo6y c N'HPI' y 340poBbIX AeBOYEK U
npu pa3nnuHbix cpopmax MMC

55
=50
E bl mctuHHoe MNINC
= 45 100-150 MKkT
- ~
= 40

35

HOpMa nybepTaTa
30
25

20
15
10

O 30 MUHYT 60 MHUHYT 90 MUHYT



[JononHuTenbHaa ANarHOCTUKa npwu
N30NMMPOBaAHHOM Tenapxe

e Y3/ wmMTOBUAHOW XeEene3bl
e Y31 MONMOYHBIX Xene3

e ['opMoHbI kpoBu (TTT, TPJ1, ceoboaHoro T,
cBoboaHoro T, aHTUTena K TT10)

e OTnMunTenbHasgd ocobeHHOCTb NMpobbl ¢ MHPT
(NpenmyLLecTBEHHOE MOBbILLEHME
cekpeTopHoro oteeta ®CI)



[JononHuTenbHaa ANarHOCTUKa npwu
N3onMpoBaHHOM nybapxe

e Y3 an4HMKOB, HaAMNOYEe4YHUKOB, MO
nokasaHnam MPT Hagno4ye4yHUKOB

e /InHaMM4yecKkoe onpeaesieHne CyTo4yHoro
puTMa ropmoHoB Kposu (AIMAC, 170HP,
aHApPOCTEHANOH, TECTOCTEPOH,
KOPTW30/)

e [IpoBegeHne anarHOCTUYECKUX Npob ¢
[MTIOKOKOPTUKOMAAMU



U3onupoBaHHOe nybapxe npw
co4yeTaHun ¢ mackynmHusauueun HINO

e [opMOHbI KpoBu AlA, ArAC, 17 OHP, T,
KOPTW30/1

e [I3mMepeHne ALl

e OnpeneneHue 3MeKTPoOSINTOB B CbIBOPOTKE
kpoBu (Na, Cl, K)

e [ eHeTn4yecKkoe KOHCY/IbTUPOBaHUE C

onpeaeneHneMm (nosioBoro XpoMaTuHa,
kapuotuna), HLA — TunupoBaHue

e [Ipoba c TeTpako3akTAoM (CMHaKTEH)



eTepocekcyanbHoe [P y aeBoyek

IIpusHaKy BHYTPUYTPOOHO! BUPUIM3AUU

a , | Her
Yposens 17 OHP
¢ \
TIOBBIIIICH COMHUTEJICH HOpMa
IIpo6a ¢ AKTT Buzyanuzanus
BI'KH
N HAITOYECYHHUKOB
117 OHP, |F 17 OP, F (N) ACUMMETPUYHOE
! T YBEIINUCHUE
HEKJIaCCUYeCKast o~

IPEXKICBPEMEHHOE
myoapxe

BFKH aH/IpPo- OonyxoJib
CTepomMa ANYHHUKA



JlnarHocTuuyeckue MapKkepbl
kjaaccudeckux ¢popm BI' KH

e [lamozenemuueckuu mapkep

bazanvnwvii yposenv 17-OHP ¢ cviéopomke Kposu
oonee uem ¢ 10 paz npegviuiaem nopmamuensie 0
go3pacma pedeHKa noxazamenu

* | enemuueckuu mapkep
mymauuu 2ena CYP21 (Oeneuusn, koneepcus zena na

NCeB8002€H, HAPYWIEHUA CRIAUCUH2A, MOYeYHbLe
Mymauuu)



HdunarHocTtnyeckue MapkKepbl
Heknaccu4yeckoun hopmbl
3aboneBaHusA

¢ [laToreHeTUYEeCKMN MapKep
- 6a3anbHbIN ypoBeHb 17-OHP B cbiBOpoOTKe

kpoBu >7 HMOJIb/ N
- CTUMYJIMPOBaHHbIN YpoBeHb 17-OHP B

cbiBopoTke kpoBu > 51 HMOJb/ N

¢ [eHeTUYeCKnn Mapkep
- TOYeYyHble MyTauum reHa CYP 21



OunarHocTunyeckue npoobLI
C FMIOKOKOPTUKONAAMN

o <«HOYHOM TeCcT»:

- B 23.00 ogHOKpaTHO NpMEM NpeaHn30sioHa (aetn oo 5
net 10Mmr/kr, 5-8 net 15 mr/kr), ytpom B 8.00 3a6op
KPOBW A/151 onpeaenieHnst coaepxxaHust ropMoHos (T,
ArAC, 17-OHP, kopTn3on)

e «Manbin>» Tect Jinanna:

- B 8.00 3a6op kposu (koptnzon, ArAC, 17-OHP),
nekcameTtasoH —no 0,5 mMr yepes 6 4yacoB B TeyeHue 2
nHeun, Ha 3 aeHb yTpoMm B 8.00 3abop KpoBu Ans
onpeneneHus coaepxxanHus (koptuson,17-OHP,
ArAC)



[TPOBA C CUHAKTEHOM (AKTT))

1 = [0,052 - (17-OIL)] + [0,005 - (K)) :
(17-O11,)] - [0,018 - (K,) : (17-OIL)],

rae J| — nHaeKe JUCKpUMUHALIAY,

K, n 17-Oll, — ncxonupie ypoBHu koprusona u 17-OH-
IIPOreCTEPOHA,

K, n 17-OI1, — ypoBHH TOPMOHOB 4epe3 9 4acoB mocie
BBEJICHUS TETPAKO3aKCHU/IA.

Imom paccuumaHHbli nO Qopmynie noKazamenwp
omparcaem  npeoonaoanue  evipavomku 17-OH-
npozecmepona (npeouwiecmeeHHuUKa) Hao0 KOpmu3oaom
(KOHEeUHbIM NPOOYKMOM) 8 YC108UAX CHIUMYIAUUOHHOU

npoobl npU UHOEKce OUCKPUMUHAUUU, NPEGLIUAIOUUM
0,069.



[IPOBA C CUHAKTEHOM (AKTT)

NcxoaHo (8.00-9.00) — ropMOHbI KpOBMU:
koptnson, 1/-OHP

CuHakTeH-geno — 36 MKr/kr (HoO He 6onee
1000 MKr) NoaKoXHO

KOHTpObHbIM 3a60p KpoBKU Yepes 9 yacos,
onpeaeneHne ypoBHS rOpMOHOB: KOPTU30/,

17 - OHP
[loacyeT Ko3(

(AR)

DC

DNUNEHTA AUCKPUMNHALUUN



JInarHocTuka nmpu UM30,JJMPOBAHHOM
MeHapXxe

e BarnHockonug
e [OMOHbI KpoBu (3ctpaguon, JII, ®CI)
e OnpepeneHne oHkoMmapkepoB CA-125, PoA

e l/IcKNnoYeHne ropMoHaIbHO aKTUBHbIX
onyxosien Sn4yHukoB (111 acTpaamon,
coaepxanue JII, ®ClI — cooTBETCTBYET
HOpMaTMBaM IM60 NMOHWMXKEHO)



[MpHuunbl Tepanun I T-3aBUCUMBbIX
doopwm TIMC

e J/loCTUXEHWne perpecca BTOPUYHbIX
NOJI0BbIX MPU3HAKOB C NoAaBNeHNEM
(OYHKLUMN SUYHUKOB N 06513aTENbHOM
nocneayoLen HopManu3auuen
NCMXONOrMYeCcKoro cratyca pebéHka

e [logaBneHne yCKOPEHHbIX TEMMOB
KOCTHOIO CO3peBaHuUS




e OnepaTuBHOE fedeHne (onyxonm SMYHMUKOB,
HAANOYEYHUKOB, MHTPAKpaHUanbHble (KpoMe
raMapToMmbl), nepcucTupytowme bonee 3 Mecsues
KUCTbl AMYHUKOB ANMAMETPOM bonee 3- 4 cMm)

e AroHuctsbl MHPI" (andepenuH) (Npy AMHaAMNYECKOM
nporpeccupoBaHMn KOCTHOIO BO3pacTa, Hayasno
Tepanuu He no3gHee 11,5 neT, 1.e. A0 Ha4ana
nepuoaa usunosnornyeckoro nybeprara

e ANbTEpPHATMBHOE NeyeHue (LUMNpoTepoHa aueTar,
MeApOKCUMpPOrecTepoHa aleTaTta, AaHa3o:)



HU30/iMpoBaHHOE TEIapxe
(OCHOBHBbIE IPUHIIUINBI BeICHUA)

o /InHaMmmnyeckoe HabnoaeHne 1 pa3 B
4-6 MecsaueB

e OcobeHHOCTU NTaHUSA (UCKIOUYUTD U3
paLMOHa Msco BponnepHON NTULbI,
MOJIOKO HeJaBHO OTE/IMBLUMXCS KOPOB U
KO3)

o Obs3aTenbHbIN OTBOA, OT NPUBUBOK U
OrpaHn4YeHne akTMBHOW MHCONALMK



Tepanus II1C (nmpoxokeHue)

CuHppoM Mak-KbtoH-OnbpanTta-bpanuea

- MHrMbuTOopbl apomaTa3sbl (TECTONAKTOH)

- AroHwuctbl JIM-PI" (npu TpaHcdopMaunm B NOSHYHO
cdopmy [1I1P)

- CenekTuBHbIE MHIMBUTOPLI 3CTPOreHOBbIX peLienTopoB
(SERM) — TaMoKcndeH, panokcudeH

CuHapomM BaH-Buka-I'pombaxa

- 3aMecTuTenbHas Tepanus TMpeoaHbIMU rOPMOHAMM
10-15 mkr/kr/cyT, amHamMmnyeckumn koHTponb (TTT, cB.
T4) uepes 2-3 Hepenn, 3ateM 1 pa3 B 2-3 MecsLa



[TfpyHUMNbI TEpanuu
knaccu4veckux cdoopm BI'KH

e 3aMeCTUTENbHASA INMIOKOKOPTUKOUAHAS
Tepanus

e 3aMeCTUTEeNbHas
MUHEepanoKopTUKonaHasa Tepanusa (npw
CMMMTOMaXx MnoTepu cConn)

o [IpocbmnakTnka oCTpomnt
HaANO4Ye4YHUKOBOW HeAOCTAaTOYHOCTM

e Tepanusa aroHnctamu [HPI
e PeMnHU3MPYIOLLIAA NNACTUKA



Llenb neyenuusa BIrKH
NoaaBneHmne n3bbITOYHOU CeKpeLum
aANnoOYe4YHUKOBbIX aHAPOreHoB
Peanun3auus

Ha3HauyeHue rMioKOKOPTUKOMAOB B 03€,

nopasnsowen cekpeumntro AKTT (pacuer nosbl no
3KBMBASIEHTY M’MAPOKOPTU30HA: 15-20Mr/M?)

Bbl60Op TaKTUKH

N36eratb npuMeHeHMe npenapaTtos C

AJINTENIbHbIM CPOKOM [AEMUCTBUSA (NpeaHn30/0H,
[1IEKCAaMEeTa30H)

OcnoXxXHeHus

NopaBneHue pocTta (Jos3a rmapokopTU3oHa > 25Mr/M?
00yCcnoBNMBAET BbIpaXXEHHYIO 3a[1€PXKKY POCTA)




Demunu3upyronian naacmuKa
HAPYHCHBIX 2CHUM AU

Ilokazanusqa:

Hannume cMMNTOMOB BHYTPUYTPOOGHOM
BUPUJ/IN3aLIMM Y 1€BOUYKM

ycnoBusa Npou3BoACTBa onepauuvm:

Ha 1-roay >Xu3sHu

He paHee ueM uepe3 6 mecaueB OT CTapTa
rMIOKOKOPTUKOMAHOM Tepanum

Ha ¢poHe napeHTepasnbHOro BBeAeHus
rnrokokopTtukonaos-100mMr/ke.Mm



[MTpHUMNbI NPOPUNAKTUKN
OCTPOM HaANO4Ye4YHUKOBOW
He4OCTaTOYHOCTMU

e [lOBbILLEHME A03bl [TIOKOKOPTUKOUIOB B
1,5-2 pa3a Ha oHe ocTpbiX 3aboneBaHMN 1
CTPECCOB JIEFKOW 1 YMEPEHHOWU CTEMEHU
BbIPa>XEHHOCTU

e [loBbILLEHME A03bl U NEPEXOA Ha NAPEHTEPAsIbHOE
BBE/JIEHME IIOKOKOPTUKOWAOB HE MeHee YeM B 3-5
pa3 Ha POHE THKENbIX TPaBM, ONEPaATUBHbIX
BMELLATENbLCTB

o ObyyeHune 60bHbIX



[MpyHUMNbI 3aMeCTUTENbHOWN
rmroKoKkopTukonaHoun tepanuu npu BIrkKH

¢ MpenapaTtoM BblbOpa siBNseTcs
eCTeCTBEeHHbIN IIIOKOKopTUKOoMA -
kopted

e [lpenapaTbl NMIOKOKOPTUKOUAOB
Ha3Ha4YaloTCH MNOXXU3HEHHO



Jleuenue epoicoennon cunepniazuu Kopol
HaonouyeuHukos (Oepuuyum 21-2uopokcunasot)

[Netu 1-2-ro roga >Xu3Hu OeTtun ctapwe 2-x ner
" [pn BUpWbHOU hopMe " [pn BUpWIbHOU popMe
KopTed 20Mr/m? B CyTKM Kopted 15Mr/mM2 B
B TPU Npmuema CYTKU
= [pu conbTepstoLLelt £ i nplisie
opmMe " [pn conbTepsoLWEN
KoptuHed 0,1-0,2 mr popme

B CyTKW B ABa npuema KoptuHed 0,05mr-0,15




[MpyHUMNbI 3aMeCTUTENbHOWN
rmroKoKkopTukonaHoun tepanuu npu BIrkKH

B Lensix MMUTaLMmM CYTOYHOro puTMa
ceKkpeLum KopTusosna LesiecoobpasHo
ciegyrollee pacnpeaeneHue CyTouHoum

A03bl.
3+vaca—30%:;
6 Jacos -
pano yrpom - 50%, 30%,
o0en - 25%, 12 yacoB -
paHo Bedepom - 25% 25%,
17 gacoB - 15%




Kpumepuu aoexeamnocmu 3amecmumeibHOU
2/IIOKOKOPMUKOUOHOU mepanuu

OT1cyTCcTBME Xanob 1 KNMMHUYECKUX CUMMTOMOB, XapaKTepPHbIX
ONS TMHOKOKOPTUKOMAHOW He4OCTaTOYHOCTY

* HopmaTuBHbIN YpOBeEHb 17-rnapoKcunporecTepoHa

* Hopmanu3saumsi TemnoB pocTa 1 «KOCTHOro» Bo3pacTa

« Hopmanu3auust oobema 1 pa3aMepoB HaAMOYEYHUKOB
OTCyTCTBME NPOrpeccupoBaHns CUMMNTOMOB aHOPOreHn3aL/nm







