K Bam Ha npuemM obpaTunachb XeHLiUHA
C AeBOYKOM.

BbinucaHa Ha 5-e CyTKKU U3 poagoma B
YAOBJIETBOPUTENTbLHOM COCTOAHUM



XXanooObl

Ha 15 geHb CO CNIOB MaTepy,

*AOMa 6yKBa.l1bHO Ha CHG.D,YI-OLIJ,VIIZ AO€eHb nocrie
BbINMNCKU NOABUJINCDH CPbIrTMBaHUA NOCTIE
KaxXaoro KOpmrneHus,

* BAJZIO€ cocaHue,
*YYalleHHbIU CTYI



OcwmoTp

Bec 3020,
*POCT 54 CM.

CocTOosIHMe TAXKenoe, 00ycrioBrieHHOe
aernapartauuven;

*KOXHbI€ NMOKPOBbI U CJITIUSUCTDbIE CYyXUe,
‘r’mneprmmrMeHTaulumnsAa COCKOB.

°[loTepsi Macchbl Tennia Cc MOMeHTa
poxpeHusa — 670T.



HapyXHble reHuTanum nmenm
bucekcyanbHoe CTpOeHue:

*OTMEe4arnochb cpalwieHne 0onbLINX
NOJIOBbLIX ry0,

‘runepTpodpusa KnutTopa c
cbopmMmmpoBaHMEM rosioBKM,

*CMHYC YpOreHuTanuc



JlTabopaTopHoe

obcrnepnoBaHue
*BbifiBNeHbI runepkanuemus (Kanmm —
7,06 Mmonb/n),
‘runoHaTpuemums (122,9 Mmmonb/n),
‘runoxnopemus (91,8 mmonb/n),
‘rmnornukemus (2,8 mmornb/n).

[loka3zaTtenu KUCNOTHO-OCHOBHOIO
COCTOSIHUSA B HOpMe.



[MpeaBapuTenbHbIX ANarHo3?



ApgpeHoreHUTanbHbIN CUHOPOM




KakoBa oanarHocTtuka
agpeHoreHnTanbHoro
cunHppoma?



IlnarHocTuka

e COOp aHaAaMHeCTN4YeCKUX OaHHbIX
 KnnHnyeckoe oobcnepnoBaHue
 PeHTreHonorn4yeckoe nccnegoBaHume
e Y3U

 OnpepeneHue NOSIOBOro XpomMmaTuHa

e AHanNM3 Mmo4un Ha 17-Kketoctepounabl (MOBbILLEHHOE UX
BblaeneHme ¢ Mo4oun)

e OCMOTpP 3HOOKPUHOSOra
e« OCcMOTp rMHeKorora
 OcmoTp ypornora

 OCMOTp OHKOMOra n Bpaden gpyrmx cneumanbHocTen
npu Heo6xoaANMOCTH



Kakon ropmoH onpepnenaloT Ans
ANAarHOCTUKN aApPEeHOreHUTanbHoro
cuHgpoma?



17-oKCcunporecTepoHa

¢17-OHI1 noBbIWeH — 18 Hr/mn (Hopma Ao




KoHueHTpauua Kakux ropoMoHOB
MOXeT ObITb YBerinyeHa?



TecTOCTEpOHA - NOBLILLEH
*AnbOOCTEPOH - HOPMAasibHbIN
*PeHUH — noBbILLEH

eAerngpoanmaHapocTepoH (DHEA-S)
- NOBbILLEH



C yem npoBoaAaT oud AMarHoCTUKY
AppeHoreHUTanbLHOro cuHgpoma?



IMTONMNKNCTO3 ANYHUKOB

 AI'C npuxoanTca oTnmnyaTtb OT CMHAPOMA
NONMUKUCTO3HbIX ANYHUKoB (CINKA), npu
KOTOPOM TaKXe NoBbILlaeTCcs YPOBEHb
MY>XCKUX NMONMOBbLIX FTOPMOHOB.

* Ho npu CI1K4, B otnnumne ot AI'C, oHmn
CUHTE3NPYIOTCA B AUYHUKAX, a HE B
Hagno4ye4yHukax. na yctaHOBNEHUA TOYHOro
AVnarHo3a npoBoAAT Npoobl C
rMIOKOKOpTUKONAaMum (NpeaHN305IOHOM,
AeKcaMeTa3oOHOM, KOPTU30HOM), AedbuunTt

KOoTOpbIX nmeetcs npu AI'C u otcyTcTByeT npu
CIIKA.



KopTuson - CHuxeH




o[inn yctaHoBNeHusa guarHosa Al'C
BbINOSTHAIOT reHOTUNUPOBaHMe
MyTauuu reHa 21-rmapokKkcunasbl

(CYP21A2), no3BondmoLlee BbIABUTb

aAeduuunt atoro dpepmeHTa,
KOTOpPbLIU U ABNSAeTCA NPUYNHOWU
BPOXXAEHHOMU NaTosiornu
HaaNO4Ye4YHUKOB.



Kakue BblaensioT KNUHNYECKUe
doopmMbl agpeHoreHUTanNbLHOro
cuHgpoma?



B 3aBMCUMOCTU OT CTENneHn
BblpaXXeHHOCTU
MWUHEPaANOKOPTUKOUOHOU
HeaAOCTaTOYHOCTU, CPOKOB NOSIBIIEHUA
aHOporeHM3auuu BblAenaroT

*KITaCCUYECKYIO (CONbTepPAIOLYHO U
NPOCTYIO BUPUITTBbHYIO) U

*HeKrlaccu4veckyro (no3aHo) hopmbli
aeduuuTa 21-ruapoKkcunasbl



Onpeagenute chopMy 1 noctaBbTe

anarHos?
Popma Knaccu4eckas Knaccunyeckaa npocrtas Heknaccunyeckas
conbsrepsaoLwas BUpUNbHas
Manbuuk IHeBou4ka Manb4uk HdeBou4ka Manbunk |[deBou4ka

Bospact 0-6 mecsiueB| 0-1 mMmecsiy | 1,5-4roga 0 mecsiueB-2 lMocTHaTanb

NOCTaHOBKU ropa HbIX Nnepuoga,
AunarHosa oe3
BO3pacTHOM
OYep4YeHHOCT
"
NeHutanmn HopmanbHbl Bbucekcyanb HopmanbHbl Bucekcyanb HopmanbHbI +1
e Hble e Hble e KNUTOp
AnbpocTtepoH CHuxeH HopmanbHbl HopMmanbHbI
W n
PeHuH MNMoBbiweH *noBbiweH HopmanbHbI
u
Koptuson CHuxeH CHnxeH HopmanbHbI
7
17-OHI lNMoBbliweH MNMoBbliweH lNMoBbliwWweH
TectoctepoH [loBbiweH B [loBbiweH | [loBbiweH B | [loBbilWeH + NOBbILWEH B +

aonyb6epTar aonybepTaTe aonyb6eptaTtenoBbIWeH



IlnarHos

sAApeHoreHnTanbHbIU CUHOPOM
Knaccunyeckas conbrepsiolias

dopma.
sCoCTOSAHUE KITUHUKO-
MeTabonn4yecKou

AeKoMneHcauuu, rmnotpoduma 2-m
CTerneHwu



AppeHoreHUTanbHbIN CUHAPOM, BPOXAEeHHas
runepnnasung Kopbl Hagno4vye4yHukoB (BI'KH)
o0beanHAeT rpynny MOHOreHHbIX 3aboneBaHun ¢
ayTOCOMHO-peLecCUMBHbLIM TUNOM HacneaoBaHUs,
B OCHOBe KOTOpbIX nexart aedektbl hepMeHTOB
WM TPAHCMNOPTHbLIX 6eNKoB, y4aCTBYHOLWUX B
npoueccax HaaNo4Ye4YHUKOBOro crtepouaoreHesa.
Camas yactasa copma BI'KH — gedomumt aH3nma
21-rmppokcunassbl (21-I'[]), koTopasa cocTtaBnseT oT
90 00 95% BCex BapuaHTOB aApeHOoreHuTaribHoro
cuHppoma. o paHHbIM HeOHaTaNbHbIX
CKPUHWHroBbIX NporpaMmm, NpPoBOANMbLIX B
pa3HbIX CTpaHax, nonynsuMoHHas YyacToTa
BCTPEeYaeMOCTU KriacCu4veckux cpopm
3aboneBaHusa BapbupyeT ot 1:10 000 Ao 1:15 000
OeTeun.



Ha3oBute naton3nonoruio
aedvunTta 21-rugpoKkcunasbi?



®epmeHT 21-I'[] yyacTBYyeT B OMOCHMHTE3€e KOPTU3O0na,
npeBpawasn 17-rugpokcunporectepoH (17-OHI1) B 11-
Ae3oKcukopTuson. Habnrogaembin npm 21-
rmaopoKcunasHom HegocTaTovyHOCTU AepvunT KOpTU3ona
NPMBOAUT K NOBbLILLEHUIO CeKpeLuuun
agpeHokopTukortponHoro ropmoHa (AKTT), Bbi3biBas
KOMMNeHCaToOpPHYH rmnepnnasnio Kopbl HAAMNO4Ye4YHNKOB U
nocneayroLwWyr U30bITOYHYI NPOAYKLUIO CTEPONLOB-
npeAaLwecTBeHHUKOB hepMmeHTaTUBHOro 6noka (17-OHIM) n
aHaporeHoB (AHOPOCTEHOAMOHA U TECTOCTEPOHA), CUHTE3
KOTOpPbIX HEe 3aBUCUT OT npouecca 21-
rmapoKkcunupoBaHus. AHOQPOCTEeHOUOH obnapaeT MeHee
BblpaXeHHbIM aHAPOreHHbIM 3(hdeKkTom, ogHAKO
cnocobeH MeTabonM3npoBaTbLCH B TECTOCTEPOH B
nepudepunyeckmnx TkaHax. lMnepcekpeuus
HaaNoO4Ye4YHUKOBbLIX aHAPOreHOB NPUBOAUT K NOABJIEHUIO
KNMMHUYECKUX NPU3HAKOB JIOXXHOro npexaeBpeMeHHOro
NOJZIOBOro pa3BUTUA Y MarfibMMKOB U BHYTPUYTPOOHOM
BUpUNn3aumn y aeBoYeK.



PepmMeHT 21-I'[] yyacTByeT B CUHTE3e
MUHepanokopTukouaos. FmapokcunupoBaHue B
NONOXEeHUU 21 nporectepoHa NPUBOAMUT K
obpa3oBaHUIO 11-0€30KCUKOPTUKOCTEPOHA,
KOTOPbIN ABNSAETCA NPOropMOHOM anbAoCTEepPOHa.
Mo paHHbLIM psaa uccrnegoBaHuu, o 70-75%
neteun ¢ BIKH Hapsay ¢ rinioKOKOPTUKONAHOMN
HeaOCTAaTOYHOCTbLIO M aHOpOreHn3aumen nMeroT
MWUHEPanoOKOPTUKOUAHbLIN AehpuumnT pasnmiMyHON
cTeneHu BbipaxeHHocTU. OH obycnoBrneH
CHUXeHneM CUHTEe3a Ae30KCUKOPTUKOCTEPOHa U
anbAoCTepoHa U NPoABNAETCA YPreHTHbIM
COCTOSAHUEM YyXe B nepuoae HOBOPOXAOEHHOCTU —
pa3sBUTUEM agpeHanoBoro Kpuaa.



Mexay 4-15 AHAMMU XXU3HU peOeHKa
NosiIBNAOTCA Hecneundunyeckme CUMNTOMbI
3aboneBaHus: BANoe cocaHue, YacTtble
CpbIrMBaHusA, onapes, CHMKeHue macchbl Tena.
XapaKkTepHO nporpeccupylowiee HapactaHue
3NIeKTPOSIUTHOro AncobanaHca, npmBoasiiee K
Pa3BUTUIO TMMTOHATPUEMUNYECKOUN
aerngparauum, Mmetabonunyeckomy aumaosy um
LLUOKY. DTU NnabopaTtopHble HapyLUeHUS,
ABNAACHL OTPaXXeHUeM MHOIMMX COCTOSAHUM
nepuoaa HOBOPOXAOEHHOCTU, 3aTPYAHAIOT
ANarHOCTUYECKUUN NMOUCK U YaCcTO NPUBOAAT K
OLMOOYHOMY AMArHo3y y MaribMMKOB C
KIlaccu4yecKoun conesrepsrowen dopmon
BI'KH. be3 agekBaTHOM 3aMeCTUTESIbHOWU
paHO HaA4YaTOu ropMOHaribHOU Tepanuu geTu

NMArtALLAT MTNIA ADFMALUIAAY ACTNAIA



[TpumnHbI conbTepsaroLero
cuHapoma B nepuoge
HOBOPOXAEHHOCTMU

PaCTpOI/I HTECTUHAJIbHbIE NMOTEPU [laTonorns Hagno4Ye4yHUKoB

[acTpOSHTEPUT BpoxaeHHas runonnasust Haano4e4yHMKOB

[MnnopocTeHo3

PeHanbHble noTepu BpoxaeHHas rmnepnnasus
HaAMNoO4YEe4YHNKOB

HegoHoLeHHbIN HOBOPOXAEHHbIN .
BpoXxaeHHbIn runoanb4oCcTEPOHU3M

OcTpbIn NnUenoHedpPUT
[MceBgormnoanbgoCTEPOHU3M

[Novye4vHasa aucnnasung



Kak neuyuTcs
aApeHoreHnTanbHbIN
CUHOPOM?



JleueHne agpeHoreHUTanbLHOro
cuHapoma

OCHOBHOM MeTOpA Tepanuu
Knaccumyeckoun cpopmbli
agpeHoreHUTaribHoOro cMHapoma
OCHOBaH Ha NPUMEHEeHUn
rMIOKOKOPTUKOUAOB, NOAABNAIOLWNX
rmnepceKkpeumo KOPTUKOTPOMMUH-
punn3uHr ropmoHa u AKTI m
HOpManusyrLmnx BbipadoTKy
aHOpPOreHoB HagNoO4Ye4YHUKaMM.



Kakas uenb neyeHus?



Llenb neyeHnss — B 3ameLleHUu
aAedmnuntTa ctepouaos, cekpeuus
KOTOPbIX CHNXXeHa U3-3a
dbepmeHTaTUBHOrO AedeKTa, B
onTUMM3auum pocta NauneHToB,
obecrne4yeHUN HOpManNbLHOroO
NOSIOBOro co3peBaHnNAa U
noTeHUuuanbHou pepTUNbLHOCTMN.



Ha3oBuTe npenapart BbIOOpa
npu Tepanuun
aApeHOoreHnTarbLHOoro
CUHOpOMa y foeTen c
OTKPbITbIMU 30HaMM pocTa?



[MpenapaTtom BbIOOpa nNpu Tepanuu
aApeHoreHUTarbHOro CMHgpomMa y aetem c
OTKPbITbIMU 30HaMM POCTa ABNAETCH
rmapokKopTU3oH. OObLIYHO Y HOBOPOXAEHHbIX
rie4yeHne Ha4YuHaroT C MAaCCMBHOU CTapTOBOM
A03bl 50-100 Mr BHyTpBEeHHO (A0 400 Mr/m2 B
CYTKW), UTO OTpaKaeT BbICOKYH CKOPOCTb
ceKpeuumn KopTusona B 3TOM Bo3pacrTe.
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[Tlouemy cnepyet nsderartb
ANNTENbHOro NPMMEHEeHMUs
rmopoKopTn3oHa y pebeHka?



Cnepyet usberatb gnntesribHOro
npumMmeHeHus y pebeHKa BBuay
HeraTMBHOro BfIUSAHUA Ha Npouecchl
pocTa.

Mpun nepeBoae 6ONMLHOro Ha
TabneTupoBaHHbLIN Npenapar cyTo4yHas
a03a CHUXxaetcs ao 15-20 mr/m2.
ApekBaTHas 3aMmecTuTeribHaa Tepanusa
rMIOKOKOPTUKOUOAAMU HOPManNU3yeT
ropMoHanbHbIe NoKa3aTesnu 3a
HEeCKONbKO Heaernb



Kakue ewe HeratuBHbIe
nocrieAcTBUSA Bbi3bIBAalOT BbICOKUE
A03bl IMIOKOKOPTUKOUAOB?



*CHMXXeHnA pocTta pebeHKa,
*Pa3BUTUSA OXKXUPEHMUS,

*rNOBbILLEHUS apTepUuarbHoOro
AaBrieHns

eOApyrue npossBNeHNu cCUHApPoma
KywiuHra.



Bcem naumeHTam c Knaccm4yeckom
conbrepsrowen cdopmou AlF'C
nocre yctaHOBJIeHUA AuarHo3a
HapsaAay C rMIKOKOpPTUKOUOgaAMN
Ha3Ha4vaeTcsa pnrapoKOPTU3OHA
auetat. CyTouyHaa no3sa Anga geten
nepBoro roga xmv3Hum — 0,05-0,3 mrB
3aBMCMMOCTMU OT YPOBHSA
3NeKTPOSINTOB.



nrokokopTukonabl npu AIC
crneayet NpUHUMaTb NOXU3HEHHO,
TaK KaKk OTMeHa npenapara
NPUMBOOUT K BO3BpaTy BcCeX
CUMMNTOMOB 3aboneBaHuA.



OQHUM 13 3TanoB fle4yeHus
BpoxxaeHHou dpopmbl AI'C aBnsieTcs
NnNacTuUKa Hapy>XHbIX NOSIOBbIX OPraHoB:
pe3ekuna knutopa n dopmupoBaHue
ManbIX nNonoBbIX ryd. OgHako 3Ta
npoueAaypa conpsixeHa c
NCUXONIOrM4YeCKUMM acrnekTaMmm CMeHbl
nona, N0O3ToMy onepauuio
LiernecoobpasHo NpoBOAUTbL KaK MOXHO
paHbLue.



Kakou nporHo3s?



[lporHos

lNpun Knaccn4yecknx hopmax B NOSTHOU Mepe 3aBUCUT OT
CBOEeBPEMEHHOCTU NOCTAaHOBKM AnarHo3a
(npepoTBpaLwlaeT pa3BUTUE BblpaXXeHHbIX HapYyLUeHUN
CTPOEHUA HapYXHbIX FEHUTariuM y AeBoYeK) U KayectBa
NPoOoBOAUMOU 3aMeCTUTESIbHOU Tepanuu, a Takxe
CBOEBPEMEHHOCTU NpoBeAeHUsA NNacTUYEeCKNX
onepauumn Ha HapyXHbIX reHuTanusax. CoxpaHsirowasacs
runepaHgporeHus unm, HAaobopoT, Nnepeno3npoBKa
KOpPTUKOCTEeponaamMmm cnocoobCcTByeT TOMY, UTO
OONbLLWMHCTBO NAaLMEHTOB OCTAIOTCA HEOONbLLLOro POCTa,
YTO HapsAAY C BO3MOXHbIMU KOCMETUYEeCKUMMU
aedekTamm (Macky nMHn3auunsa purypbl y XKeHLLUH)
HapyLlaeT ncuxocounanbHyro agantauuio. lNMpwu
afleKBaTHOM JIe4YEeHUU Y XKEeHLUMH C KNTaCCU4YEeCKUMMU
chopmamm agpeHOoreHMTanbHOro cCMHApoma (B ToM Yncne
U conbTepsowen) BO3IMOXHO HaCTynreHne u

LHANRMAFMLLAA DLILIAIIIADAUUA AoaNnAarauLuLAscTIA



