AMeHOopeS

[Mpod. Kucenesa T1.B.



AMeHopeS

* OTCYyTCTBME MEHCTPYALIUN Y KEHLLNH B
Bo3pacTe oT 15 oo 45 net bonee 4yem 6
Mec. 6e3 npmem ropMoHanbHbIX
npenapaTtoB



* HapylLueHmne MeHCcTpyanbHOro uukna rno
TUMY aMeHopPen ABNseTC CUMNTOMOM
pa3nNn4yHbIX nopaxeHumm PC.

 AMEHOpPES HE CaMOCTOATENbHOE
3aboneBaHune, a ABNAEeTCA CUMNTOMOM He
TOJIbKO NAaTONOrnMn pasnnyHbiX ypoBHeEN
PC, HO 1 apyrnx HeMPOIHAOKPUHHBIX
3aboreBaHnn, JOOPOKAYECTBEHHBIX U
3NnoKa4eCTBEHHbIX HOBOOOPAa30BaHUM.



AMeHopeS

* 3,5% B nonynaunm

* 10-15% B CTpyKTYype HapyLLeHU
MEeHCTpYyanbHOW U reHepaTtuBHOWU QOYHKLNN



Knaccupukauus

* nepBuYHan (8-25%) — orcytcTBMe
CaMOCTOATEeNbHbLIX MEHCTPYyauun K 16
rogam

e BTOpUYHag (75-92%) — otcyTcTBue
MEHCTPYyaLUM Y XKeHLNHDbI
penpoaAyKTUBHOro Bo3pacTta Ha
npoTsXXeHnn 6 n bonee mecsiueB Npu
YyCNOBUN HACTYNNeHUsA MeHapxe U
UCKINOYeHNa 6epeMeHHOCTU U

naktauum




* ACTUHHAA — OTCYTCTBYHOT LLUKITNHECKUNe
Nn3MeHeHUA B opraHndme

* NIOXHaA (KpUNnToMmeHopesi) — oTCyTcTBUe
MEHCTpYyaribHbIX KPOBOTEYEHUN NPU
aTpe3un 0eBCTBEHHOU NneBbl,
LepBuUKaribHOro KaHana, srnaranuwa




 ousuonornyeckasa - npu
OepeMeHHOCTH, naktauumu, B

nocTMeHonayse, 4o nepuoaa nosioBoro
co3peBaHuA

* NaToJsiornyecKas




[lepBUYHaA ameHopes

e OObLIYHO ABNSIeTCA creacTBmem
reHeTU4YeCKNX U BPOXKAEHHbIX
AedeKToB 1 4YacTO accouumpoBaHa C
HapyLeHUAMM NONOBOro co3peBaHunsA



[lepBUYHaA ameHopes

NMpUyUnHLI:

e AUCreHe3usi roHaa BcreAcTBUE XPOMOCOMHbIX
HapyweHumn 45X, 45X/46XX, 46XY (45%)

o Pusmnonornyeckas - 3ageprkka nosioBoro cospeBaHUsA
(20%)

° areHe3us Npou3BOAHLIX MIorniepoBa KaHana (15%)

° MOPOKU pa3BUTUA MaTKn u Bnaranuwa (5%)

 HepBHaa aHopekcus (2%)

 rmnonutyuntapusm (2%)



bonee pegkne NpUYnHLL.

- rMnepnponakTUHeMus
-rMnoTUpeOnan3m

- onyxonu rmnoduaa

-6onesHb KyluunHra
-KpaHnodpapuHrnoma (meHee 1%)



BTopnyHasa ameHopes

e AMeHoOpesi - OTCYTCTBME MEHCTpyauun y
XXEeHLUMH penpoayKTUBHOIo Bo3pacTta 6
n 6ornee Mec. Npu ycrioBuu
HAaCTynJsIeHUsA MeHapxe U UCKNYEeHUs
OepeMeHHOCTU U NakTauum



AmMeHopes

°* FTMNOroHaAoOTpoONHas
* FTMNEeproHagoTpPonHas
* HOPMOIrOHAAOTPOMNHAas



AmMeHopes

rmnotanamo-runodusapHas
ANYHUKOBaA
MaTO4YHas

oOycrnoBrieHHas naTosiorueu
HaAno4Ye4YHMKOB, LUNTOBUAOHOMU Xerne3bl,
JKCTpareHNTanbHbIMU 3ab60neBaHUAMM



[lepBUYHaA ameHopes

* C HapyLleHneM pa3BUTUA BTOPUYHbIX
NONOBbIX NPU3HAKOB

e 0e3 TakoBOro



[TpnHUKMNbLI 0bcriegoBaHMs NMpu
amMeHopee

 CemMenHbI aHaMHe3
* [lepeHeceHHble 3aboneBaHus
* dusnyeckne neperpysku

* [lcuxnyeckme TpaBMbl, KOHQMUKTLI B
ceMbe, LlKone

 KocmeTnyeckne aneThbl

* TeyeHne bepeMeHHOCTHN, pa3BUTUE U
bofe3Hn B OeTcTBe



criegyet noapobHO U3y4YnTb CeMEeUHbLIU aHaMHe3,
NOCKOSIbKY aMmeHopes, 0COBEHHO NepBUYHAas, 4acTo
SABNSIETCA HacneacTBEHHO 0OYCNOBEHHOMN.

CBeleHNs O NePEHECEHHbIX 3abosieBaHNAX
(HEMpPOUHGEKUNN, UHTOKCUKaALIUN, JTy4EeBOEe
BO3EeUCTBME, onepauuun, TpaBMbl).

OyeHb BaXXHbIMW aHAMHECTUYECKUMMN OaHHbIMU
SABNSAIOTCHA NepeHeCceHHbIe (hU3nyecKknue neperpyskum,
NCUXNYECKMNE CTPECCHI, KOH(PIMKTbI B CEMbE, LLKOSE U
0CODEeHHO cobnaeHne KOCMeTUYECKOU ANETHI, O YEM,
KaK npaBunio, caMmn NauneHTKN He YNOMMHALOT.

Y maTtepu obcnegyemMmon OeBOYKM BbIACHAETCS TeYeHue
0epeMeHHOCTU, ee OCINOXHEHUS, BO3OENCTBME BPEAHbIX
doakTopoB B NepBoM TPUMECTPE, POAOBbLIE TPABMbI,
boriesHn B 4ETCKOM BO3pacTe.




* [loapOOHO BLISICHUTL Xarnoos.l

e OUEeHUTb NCUXO03IMOLUMOHAbHOE
COCTOSAHUE. OTUX DOrbHbIX YacTo
OecnoKoAT rofioBHbIe 6onu,
rOSIOBOKPYXXEHUA U OpYrne BeretatmBHo-
coCcyaucTbie N OOMEHHO-3HOOKPUHHbIE
CUMMTOMbI.

e Tun TenocnoXxeHms

» CTeneHb pa3BUTUSA MOOKOXHOXNPOBOW
KIeT4YaTKu

« CTeneHb pa3BUTUS BTOPUYHbIX MONMOBbLIX
NMPU3HaKOB



TernocnoxXeHne MoXeT ObITb:

* )XEHCKOro Tuna,

* MY>XCKOrO,

* MHTEepCceKcyarnbHOro,

* €BHYXOMAOHOro TUMa, a Takxke

« JMCNIIacTUYHOE, KOTOPOE XapaKTepHO
nnsg 0onbHbIX C AUCreHe3nen roHan



CTteneHb Pa3BUTUA I'IO,EI,KO)KHO)KVIpOBOVI KINEeT4HaTKN

* [1pn rmnotTanamnyeckmnx popmax ameHopeu
4acTo HabroaalTCs OXXUPEHUE C OTIIOXKEHMNEM
XXMPOBOW TKaHW Ha XXMUBOTEe, NJie4eBOM MNosce,

OTEKU, MNOJ10Cbl PACTAKEHUA.

* [lpn ameHopee Ha poHE NOTEPU MAcCChI TeNa
NN HEPBHOW aHOpPEKCUM OTMeYaeTcs aedouunT

MaccChbl Tena, ¢ YMeHbLUEeHVUEM KonmnyecTBa
XMPOBOW TKaAHMN.



CTeneHb pasBUTUSA BTOPUYHBIX MOSOBbIX
NMPU3HaKOB

* NOJ1I0BOIo OBOJIOCEHUA
* MOJ1O4YHbIX XerJle3

N NX COOTBETCTBNE BO3PACTY.



[ MHEKONOrnMyeckoe nccriegoBaHue

COCTOSIHME MOJOBbIX OPraHoB
aHOMarnum nx pasBUTUS

NMPU3HaKn BUPpUNn3ayum

CTEeNeHb 3CTPOreHHOWM HaCbILLLEHHOCTH



[lononHuTenbHble METOAbI
nccregoBaHus

Ncknountb onyxonun PC

Y3U

PenTtreHorpadpus, KT, MPT

[ OpMOHanbHble NUccrenoBaHUS

[eHeTuYecKoe nccrnegoBaHne ¢ onpeaeneHnem
KapuoTuna 1 NonoBOro XpomMaTtunHa rnpu BbICOKOM YPOBHE
roHagoTPOMNMHOB NPU NepPBUYHON aMeHopee

[uctepockonus ¢ bnoncruen aHAOMETPUSA MPU MaTOYHbIX
doopmax BTOPUHHON aMeEHOpPEN

NNanapockonusa ¢ 6uoncuen roHaa ans NoaATBepXXaeHns
ANYHMKOBBLIX (OOPM 1 MOPOKOB Pa3BUTUSA MATKM

[lo noka3aHuaAM: KOHC. HEBpOIiora, ncuxmaTtpa,
9HJOKPUHOIOra, TepanesTa u ap.



Y3/

* [AaeT KapTUuHy MaTkm N AN4YHNKOB, BbIABJITAKOTCA allJia3uns
NN NOPOKUN Pa3BUTUA MATKN.

dbopmy 1 pa3amepbl ANCTEHETUYHbBIX FOHaA,
MPY HAaNUYUMN ANYHUKOB — pa3mepbl DONTUKYIIOB.

TonwmHa 3HAOMETPUS] KOCBEHHO CBUAETENBLCTBYET O
cTeneHn geduumnTta 3CTPOreHos.

[1pn TpaHcBarnHanbHOW axorpagun BbiABNAKTCS
annasusa UM NoOPoKU pasBUTUA MaTKN.



[ OpMOHanbHbIe UccnegoBaHUA

* UrparoT BaXKHYH posib B AnddepeHunanbHON
ONarHoCcTuke runep- U rMNoroHagoTpPonHoro
runoroHagusma,

* MPUMEHAIKTCA AJ1A NCKITKOYEHNA
rmnepnposyiaktTMHOBOU aMeEeHOpPeEN, KOTOpad
HEPEOKO MMEET OlMyXoJieBbln TEHES3.

* ABMSAETCS BaXXHbIM OMArHOCTUYECKUM KPpUTEPUEM
npu ameHopee, CBA3aHHOW C naTofioruen
HaAMNoOYe4YHUKOB U LUUTOBUOHOMN Xere3bl.



[ eHeTn4yeckoe nccrnegoBaHue

* C OonpegeneHnem KapmoTtuna v rnonoBoro
XpomMaTuHa obs3aTtenbHO Npu Hann4um
BbICOKMX YPOBHEN roHagoTPONMNHOB Y
OOMbHbLIX C NEPBNYHON aMEHOPEEN.



VMIHCTpyMeHTarnbHble METOAbl NCCeaoBaHNS
NPUMEHSAITCA AN UCKtoYeHns onyxonen PC v
NX BKCTpareHnTanbHOW nokanusauun

* PEeHTreHorpadua Yepena v TypeLKoro ceana,
KT, AMP.

e OnektpoaHuedanorpadua (33N n peoaHue-
danorpacua (PII) nHdpopmaTuBHbI ANs
anddepeHymansHON ANarHoCTUKN
OpraHn4Yecknx n PyHKUNOHaNbHbIX HapyLeHNN
OU3dHUeMdanbHbIX CTPYKTYP MO3ra.



* [ucrtepockonunsa c bmoncmen aHOOMETPUSA
nokasaHa npu mMaToYHbIX dpopmax
BTOPUYHOMN aMeHOopen.



 Jlanapockonusi ¢ bumoncmen roHaa
noagTBepKaaeT AnarHo3 AUYHUKOBBIX
doopmMm aMeHopen, a TakKe NOPOKOB
Pa3BUTUA MaTKW.



[lepBnYHaAs ameHopes - OTCYTCTBUE
MEHCTpYyaLuun B Bo3pacTte ctapLue 16 net



e BCTPEYaeTCs ropasgo pexe, Yem BTOpUYHas, n
cocTtaBnsaet okono 8-10% B cTpyKType
aMmeHopewn.

* YacCTO COYETAETCH C NpuU3HaKamMun 3a4eP>KKU
nonosoro passutusa (3I1P), T. e. c oTCcyTCTBMEM
NN pes3knm HegopasBUTUEM BTOPUYHbBIX
NONOBbIX NMPU3HAKOB.

¢ pexe nepBuYHas aMeHopes codeTaeTcs C
HanM4ynem Bcex ApPYrux NpM3HaKkoB NosI0BOro
co3peBaHNs: HopMaribHbIM pasBUTUEM
MOJTOYHbIX »Kernes3, NoNoBbIM U NOAMbILLEYHbIM
OBOJIOCEHUNEM.



BblAenaT ABe popMbl NEPBUYHON
aMeHopeMu:.

* ¢ 3IP, 1. e. c HapyLwleHNeM pa3BUTUS
BTOPUYHbIX MOSOBbIX MPU3HAKOB;

» 6e3 3[1P, T. e. 6e3 TakoBOro HapyLleHuUs.



nepBMYHaa ameHopes ABISAeTCS
pe3yrbTaToM NOPOKOB pa3BUTHUA,
dopmMmpyroLiMxca Ha paHHUX 3Tanax
aMbOpuoreHesa




Kputepumn nepBUYHON aMmeHOpen

OTCYyTCTBUE MeHapxe B Bo3pacTe ctapiie 16 net

OTCYTCTBME NMPU3HAKOB NOJZIOBOro CO3peBaHUSA
(MOMOYHbIX Xere3, NoJsIOBOro 0BOsfIoOCeHus) B
Bo3pacTe 14 neTt u crtapue

OTCYTCTBME MeHapXxe B TeyeHue 3 nert u bonee or
Hayana nosiBfieHUs1 U pa3sBUTUSA BTOPUYHbLIX
NoOnoBbIX NPU3HAKOB

HeCOOTBETCTBUE NnoKasaTesrieun pocta U Macchbl
Tesla XpOHONOrM4eCKomMmy Bo3pacTy (Mnu
HecooTBeTCTBMEe OMONornyecKoro Bo3pacTra
KaneHaapHomy)



KnuHuyeckue dopmbli

nepBUYHOU aMeHOopen

[lepBrYHag ameHopesa C 3aePXXKOU NOJIOBOro
pa3BuUTUA

[TopoKku pa3BuTusa roHan
e lnucreHe3suns roHaa
e CMHAPOM TECTUKYNAPHOU heMnHUu3aumu

HapyweHusa ¢pyHKUUM runotanamo-
runocdunsapHon cuctembl

e PyHKUMOHANbHbIE HapyLleHUs rmnoTtarnamo-
rmnoousapHoOu CUCTEMDI

e OpraHn4yeckune HapyLueHUs1 rmnoTasnamo-
rmunoonsapHoOu CUCTEeMbI



[lepBuYHaa ameHopen 6e3 3aaepPXKKu
NOSIOBOIro pa3BUTUSA

* [lopoKu pa3BnTUA MaTKuU U Bnaranuuia
ATpe3uss rmMmeHa Unuv 4yacTtu Bnaranuiia
Anna3ua maTtku



[NepBUYHaa ameHopes C 3aAepPXKKoun
NOSIOBOro pa3BuUTUA



lTopoku pazeumusi 20Ha0

OucreHe3uns roHag —
coctaBnset 30 % B CTPYKType nepBUYHOU aMeHOpeuU

A’ oTHOCUTCHA K BPOXAEHHOW NaTONOrMu, npy KOTOPOou
oTcyTcTBYET PYHKLUMOHANILHO aKTUBHAasA

ropmoHonpoayuvpyrouiasa TKaHb ANYHUKOB.

B pe3ynsrate AeddmMumnTa 3CTPOreHOB MO NpUHUMNY
obpaTHOM CBA3U YBENNYUBAETCHA CUHTE3 U
BblAesfieHUe roHaaoTPONUHOB.

[MloaToMy 3Ty (hOpMYy aMeHOPEU OTHOCAT K
rmneproHaaoTPoOnHbLIM.




Aand pa3sntmnAa AN4YHUKOB HeO6XO,EI,VIMO HaJlindne OByX

NonoBbIX X-XPOMOCOM. KeHCKMN KapnoTun obo3Ha4vaeTcs
46XX, a My>Xckon — 46XY.

B xoge menoTmn4eckoro AeneHuns rnosioBbIX KNeTok
BO3MO>XHO BO3HUKHOBEHME aHOManbHOIro Habopa NoNoBbIX
XpoOMOCOM. [1pn CrimsaHnm Taknx rnosioBbIX KNETOK B
ONMNOAOTBOPEHHYIO SNLIEKNETKY NonagaeT natonornyeckum
Habop XPOMOCOM.

XPOMOCOMHbIE Ae(EKTHI MOTYT ObITb KONMYECTBEHHbIE:
OTCYTCTBME O4HOWN XPOMOCOMbI (MOHOCOMUA 45X),

yOBOEHWE UNn yTpoeHne Ymcra Xpomocom (47 XXX- nnum
47 XXY-nonucomus).

Bo3MoXHO obpa3oBaHue MO3anyHbIX HADOPOB XPOMOCOM,

KOrAa pa3nuyHble KITOHbI KITETOK MMEOT pa3nuyHbIi Habop
XPOMOCOM.

MoXXeT ObITb CTPYKTYPHbIN AedEKT XPOMOCOM, Hanpmumep
noTepa Yactn XpoOMOCOMbl — Aeneuns; NnepeHoc 4YacTu
XPOMOCOMbI Ha OPYryto — TPaHcnokauua v T. a.



» XpOMOCOMHbIe aedeKTbl MOryT ObITb
KONMMYeCTBEHHbIe: OTCYTCTBME O4HOU
XPOMOCOMbI (MOHOCOMUA 45X), yOBOEHUE UM
yTpOeHne ymcra Xxpomocom (47 XXX- nnu
47 XXY-nonucomus).

* Bo3amoXXHO obpasoBaHne mMo3anyHbiX HAboOpPoB
XPOMOCOM, KOrfa pasnunyHble KINOHbI KINETOK
NMEKOT PasfnyHbIN HADOP XPOMOCOM.

* MoXeT ObITb CTPYKTYPHbIN AedEKT XPOMOCOM,
HanpumMmep noTepsa Yactu XpPOMOCOMbl —
aeneunsa; nepeHoc 4YacTu XpoMOCOMbI Ha OpYryto
— TpaHcnokauusa u T. a.



* B pesynbrare pasnnyHbiXx aHoOManum
MOSIOBbIX XPOMOCOM HOPMaIrbHOIo
Pa3BUTUNA TOHaObl HE NPOUCXOAMNT.

 Kpome Toro, B X-XxpomMocomMe HaxoaATcs
reHbl, 4eTEPMUHNPYIOLLNE HE TOSNBLKO
pa3BuTUe AUYHUKOB, HO N POCT Tena B
ANUHY. BbinageHne aTnx goparMeHToB X-
XPOMOCOMbI NPUBOANUT K HU3KOPOCOCTW.

nOGTOMy BO3MOXHbI Pa3JiIMtyHbIE
KIMTMHN4ECKHNeE CbOprI ANCreHe3mm roHaa.



Pa3nnyHble doopMbl ANCreHe3nm roHaa
o0ycnoBreHbl MO3anyHbIM KapuoTUMOM U
OTNMYaTCA OCODEHHOCTAMU KITMHUYECKOU

KapTUHBI

[Tlogo3peHue Ha gucreHe3uro roHaa:

 YpoBeHb PCI B KpOBU BbICOKUMN

* He oTmeyvaeTcAa pa3BUTUE MOMOYHbIX
xenes



BepoATHOCTbL pa3BUTUA AUCrepPMUHOM U
roHagoo6rnacTtom (HeobxoAMMOCTb
KapnoTUNMpoBaHUA U NPU BbIABIIEHUN
MCKOMOIO KapuoTuna — Xxmpypruyeckoe
yAaneHue roHan):

e IlucreHe3unss roHaa
 KapnoTtun 46 XY



OunarHoctuyeckue Kputepun agucreHe3mum roHaa.

nepBmMyiHasd ameHopes

OoTCYyTCTBUE UIIN PE3KOEe HeaAopa3BnTne BTOPUYHHDLIX
NnoNoBbIX NPU3HAKOB, reHUTanbHbIN VIHCbaHTI/IHVI3M;

Y3U-npn3Hakm ANCreHeTUYHbIX roHag

BbICOKMN YPOBEHb rOHaAOTPONUHOB, 0CO0eHHO PCT,
COOTBETCTBYHLIMN NOCTMEHOoMNay3anbHOMY BO3pacTy

KapuMoTun ¢ aHoOMasrbHbIM HAGOPOM NONOBbIX XPOMOCOM,
OTCYTCTBME UK 3HA4YNTEeNbHOE CHUXXEeHNe NONIOBOro
XpOMaTUHa

oTpuuaTenbHasa npoba c recrareHamMmu, HO
NonoXutenbHasi C 3CTpPoreHaMu U rectareHamm

roHagbl B BUae CoOeANHUTENbHOTKaHHbIX TSXXEeN C
3afieMeHTaMu AMYHUKOB (NpuMmopananbHbie PONNUKynbl)
N TECTUKYN



TunnyHasa oopma gmcreHesnn roHag nnu
c-M WWepelueBckoro-TepHepa
45 X



C-m LWepeweBckoro-TepHepa

* 45X0
» OTCyTCTBME repMUHATUBHBIX KNETOK

XapakKkTepHo:
- PaHHee cTapeHue (15-17 ner)

- HmnskopocnocTtb

- [lopoku pasBuTUA: cknag4yartagqa wes cpuHkca.
BanbrycHaga gedgopmaums Hor, «LMToBuaHas»
rpyob, MUKPOrHaTUA, peTporHatug, NTos,
ANMUKaHTyCc, AeopmMaLma U HU3KO PacrosioKeHne
YLHbIX PaKOBUH, MO3roBomn Yyepen bonbLie
NULIEBOro, NMUrMEeHTHbIE NATHA, BUTUITUIO, MOPOKU

BHYTPEHHNX OPraHoB



[lnarHocTuka

 TNWYHbLIN BHELLHUU BUA
* Y3U

* [loBbILLEHME YPOBHA rOHaAOTPOMNUNHOB,
ocobeHHOo PCI

* [eHeTn4yecKoe uccrl.. — OTCYTCTBUE
MNoJ10BOINo XpomMmaTtuHa B 6y|<|<aanb|x
Ma3Kax U TUMUYHbIV KapUnoTuri



CTtepTas dpopma gncreHesmm roHaa

« XapaktepHa BapnabenbHOCTb KIMHUYECKUX
NpoABNEeHNN

* Moszaun4dHbi Kapuotun — 45X/46XX
* BO3MOXHbI Apyrne XpoMocoMHble abeppauunmn
KnnHuka

* Uem Oonblue KNeTok ¢ kapmotunom 45X, TemM oHU
bonbLle noxoxu Ha c-m W-T

* [eHnTanbHbIK UHPAHTUIIN3M
* [loBbllLEHNE TOHAOOTPOMNNHOB
Y3 — aucreHeTn4Hble roHaabl



Yuctaa doopma aucreHesmm roHaa

C-m Cyaunepa — 46XY ;46 XX

KnnHuka:
HopmanbHbIN POCT
OTcyTcBME cCOMaTUYECKUX ANUCMNAa3um
MopdoTnn eBHYXOMOHU UMM NMHTEPCEKCYNbHbIN
YMEPEHHbIN M’MPCYTU3M
HegopasBnTnbl BTOPUYHbLIE NOMNOBbLIE NPU3HAKW
[ eHuTanbHbIN MHPAHTUMN3M

[Mpn c-me Cyanepa - aneMeHTbl TECTUKYN, KOTOpble
MOIYT O3JT0Ka4YEeCTBMATLCS

46 XX — MOHOreHHasi MyTauus, xapakTepHa
HacneaCTBEHHOCTb



[lnarHoctuka
* Y3 — ancreHesns roHan
* YBeNn4yeHme roHagoTpornmHoB

« OnpegenexHne KapmoTuna n oTcyTcTBMeE
NMONTIOBOro XxpomMaTuHa

 Jlanapockonunsa ¢ bunoncmen roHaa



CmellaHHaa popmMa gmncreHesnm
roHag

e XapaKkTtepeH Mo3anyHbIn KapunoTun c Y
XPOMOCOMOU UIN ee y4aCTKOM

» Yawlle BcTtpeyaetca 45X nnmn 46Xy



KnnHuka
MNHTepcekcyanbHbli MOPdOTHUN
[MpCcyTU3M
Bo3MOXHbI coMmaTnyeckme aucnnasmm
ArneMeHTbl BUpUnunsaumm
BTopunyHbie NOMoBble MPU3HaAKMU HEOOPA3BUTbI
MaTka runonnacTtuyHa

OIIEMEHTbI TECTUKYNAPHOW TKaHM rnpubmnoncum
roHag

YacTto passuBatoTcsa onyxonu roHag (75% no 25
ner)



[lnarHoctuka

* KnnHuka — Bupununsaumna Ha dgoHe
reHnTanbHOro MHPaHTUNN3Ma

« Y3
 Jlanapockonusi ¢ bumoncmen roHaa
« KapuoTtun ¢ Hann4ynem Y Xxpomocombl



JleueHne gucreHe3snn roHan

 [lpn HaNM4YMM Y XpoMOCOMbI — PUCK
Manurim3aumm — onepaTtuBHoe yganeHue

roHag

* [1pn oTCcyTCTBUKU B KapuoTne Y-
XPOMOCOMbI NN MOCIe onepaTtuBHOro
yaaneHuns roHag npu ee Hann4um
npounssoantca 3l T



3agaun 3I'T

- DeMunHnzauna gpurypsbl, passmtme NonoBoro
OBOJIOCEHUS, MOMNMOYHbIX XKefnes3, MaTKK

- [lopaBneHne ypoBHA roHagoOTPONMHOB
- MeHcTpyanbHonogobHaga p-5

- [lpodunakTuka acTporeHaePULUNTHBLIX
COCTOAHUN

- CoumanbHaga agantauus



« 3['T npoBOANTCA OANMUTENBHO, NMPAKTUYECKU
NOXXWU3HEHHO

« Kaxable 6 mec — nepepbiB Ha 1-2 mec C
Ha3Ha4YeHMEeM renaTonpoTEKTOPOB,
BUTAaMWUHOB



[1porHoa3

- Onsa xn3Hu n 3goposba npu 31T
brnaronpuAaTHbLIN

- PenpopgyktuBHasa d-a — 9KO goHopcKkou
SANLIEKINETKOWN U MEPEHOCOM 3MOPUOHA B
MaTKy Mnocre nogrotoBkyU 3HAOMETPUA K
nMnnaHTauum



C-M TeCTUKYNApHOU deMUHMNI3aLNN

« Hapyluaetca pa3Butme He AUYHUKOB, a
TECTUKYIT

« JTO peakas doopma JfIoXKHOro My>XCKoro
repmapoanTmMamMma ¢ HeNONMHOLUEHHbIMU
TECTUKYNamMu, OTCYTCTBUEM MaTKU U
Bnaranuuia npu My>ckom Habope
XpomMmocom - 46XY



KnnHuka

* HapylLleHne pa3BUTUA HAPYXHbIX U
BHYTPEHHMX NOJIOBbLIX OPraHoOB

° OTCyTCTBI/Ie NnoJyioBoOro n nogmMbIiLLEHYHOIO
OBOJ10CEHUA

* Mon. xxene3sbl Pa3BUNTbI NMPaBMJIbHO UITA
rMmnornnactTmn4yHbI




[lnarHoctuka
 KnnHuka

 [lonoBon XxpomMaTUH OTCYTCTBYET UMK
PE3KO CHWMXEH

« Kapunotun 46XY
 AHOManbHag nokanusauuna roHag

* [OpMOHanbHbIE NCCnegoBaHUA He
MHAOPMATUBHDI



INNeyeHue
* YoaneHue HeNnomnHOUEHHbIX TECTUKYI
(PUCK 3MOK. ONyXonu)
* Konbnonoa3s nx Ta3zoBou OPOLLINHbI
« 3['T nocne onepauun



HapyweHusa ¢pyHKUUM runotanamo-
rmnoc¢m3apHoOu CUCTEMbI

XapaKTepHOo:

* HU3KOEe copepXxXaHue roHagoTpPONMHOB
(MeHee 6 ME/n gna JII' u ®CI)

* OTCYyTCTBMUE LIUKIINYECKOUN UX ceKpeuunu




HapyweHusa oyHKUMU runoTanamo-
rmnocnsapHon CUCTEMbI

e OyHKUMOHArNbHbIE
(KOHCTUTYLUMOHAarbHas,
n3onnMpoBaHHaA roHagoTponHas
He[oCTaTOYHOCTD)

e OpraHunyeckue (KpaHnodapmHruoma,
cuHppom KannmaHa)



INNeyeHne pyHKLUMOHAamNbHbIX
HapyweHun [TC

+ 3T
+ 3KO



JleyeHne opraHn4yeckmx
HapyweHun [TC

* KpaHnogapuHrnoma — onepatmBHoe
« C-m KannmaHa - 3T



MepBnYHana ameHopest 6e3 3aaepPXKU NONOBOro
pa3BuTUA

¢ ATpe3m=| rmmeHa UJin 4acCTu Bliarasjinuia

 Anna3uga maTtku (cuHgpom Mauepa-
PokuntaHckoro-KroctHepa)



OTcyTCTBME MATKU NMPu NnepBUYHOM
amMeHopee ObIBaeT TOSbKO B 2-X CriyvasxX:

* [lpn c-me cuHapom Mawnepa-
PokutaHckoro-KroctHepa — 46 XX

e [1lpn c-Me TeCTUKYNAPHOU
dbemmnHnzaumm — 46 XYy

Ond. o-ka — onpeaeneHue KapuoTumna,
KOTOPbLIU B NocnegHeM criy4yae HOCUT
MY>XCKOM XapakTtep



ATpe3nda rumeHa Unu 4yactu
Bnaranuvua

 Llnknnyeckmne 6onu BHU3Y XKMBOTA
* Puck pa3Butnga aHOoOMeTpunosa
[lnarHoctuka
* [ MHEKOMnorn4yeckoe nccregoBaHune
* Y3U
IleyeHune
* XUpyprudeckoe



Anna3una matku (cuHgpom Mauepa-
PokutaHckoro-KroctHepa)

* HopmanbHbIM QONUKYIIoreHes

e OTCcyTCTBME MEHCTPpYaLnn

* Y 40% - nOpoKn MOYEBLIAENTMTENBHON CUCTEMBbI
[lnarHocTuka

* [MHekonorun4yeckoe nccrnegoBaHue

« BarmnHockonuga

« [OHagoTPOMHbIE 1 NONOBbIE TOPMOHbI B Npeaenax
HOPMbI

IleveHue
Konbnonoas
PenpoayktmeHasa oyHKUMA — cypporatHas martka



BTopnyHasa ameHopes

[MTPUYUHDLI:

e nuchyHKUuuAa rmnotanamyca (35%)

e 3aboneBaHusa runodcusa (19%)

* cCHUXeHue byHKuun anyHmnkoB (10%)
* CINKA (30%)

* nopaxeHna matku (5%)



bonee pegkne NpUYnHLL.

* TMNEPKOPTULNIM,

* TMNOTUPEOUAN3M

* OMyXONN ANYHUKOB N HAOMOYEYHMNKOB



BTopnyHasa ameHopes

TpaBMmaTuyeckme NnoBpeXxaeHUsA LWenku U Tena MaTku
e aTtpesus uepBUKaribHOro KaHana
e BHYTPMMATOYHbIe CUHEXUM (CMHAPOM AllepMmaHa).

®YHKLUMNOHANbHbIE HAPYLIEHUSA TMNoTanamo-runodn3apHom
CUCTEMbI

e ameHopes Ha (hoHe noTepu macchbl Tena (CHMxeHue JT,
®Crl, E2)

e NCUXOINeHHAA

« ®U3NYECKOWN HATPY3KU

 MMnepnponakTuHemMus
BTopunyHaa ameHopes HeYyTOYHEHHOro reHe3sa
* CUHOPOM PE3UCTEHTHbIX ANYHUKOB
* CUHAPOM UCTOLLEHNA ANYHUKOB
e CMHOPOM rMNepTopMoOXeHUs1 ANYHNKOB




OpraHnyeckue HapyLwieHusa rmnortagaamo-
rmnocn3apHOU CUCTEMbI

* Onyxonu rmnodgunaa, c-mM NycToro TypeLKoro
ceana

* [locneponoBLIN TMNONUTYUTAPU3M

BTopnyHaa ameHopesa HEYTOYHEHHOrO reHesa

* CUHOPOM PEe3UCTEHTHbIX ANYHUKOB

* CUHAPOM UCTOLLEeHNA ANYHUKOB

e CMHAOPOM rMNepTopMOXeHUs ANYHNKOB




ANroputM ANarHOCTUKU BTOPUYHOU aMEHOpEeU

UcknounTb 6epeMeHHOCTb

[Mpn npeawecTByOWEM abOpTe — UCKIMHOYNTb CUHAPOM
AwepmaHa

Y3U
PCrl,nponakTtuH, actpaguon,TTl
BbICOKUM ypOBEHb NPOSIakKTUHA - TMNepnposiaKTUHeMuUs

Bbicokumn ypoBeHb TTI — runotnpeos, HU3KUMN YPOBEHb
TTI — runepTunpeos

Bbicokumn ypoBeHb ®CI, HU3KUM ypOBEHb 3CcTpaguona —
nopaxeHue ANYHUKOB

HopmanbHbI unu HU3KUKU ypoBeHb ®CIT U HU3KUKN
YPOBEHb 3CTpaanona — HapyLleHUs Ha ypoBHe
rmnotanamo-runo¢gpunzapHou CUCTEMbI

[pn KNUHUYecKon runepaHaporeHeMum (rMpPCyTU3Mm,
akHe) — TectocTtepoH, AMN9A-C



ATpe3nda LepBuKanbHOro kaHana

* CJ'IG,EI,CTBI/Ie BHYTPUMATO4YHbIX MaHVII'IyJ'IFILI,VIM

 Llnknnyeckne 6onun B peste HapyLleHNA OTTOKa
KPOBU

 [1peKkpallueHmne MmeHcTpyauum nocrne
BHYTPUMATOYHbIX MaHUNYyNALNU

[lnarHocTuka
« AHAaMHe3, KINNHUKa
¢ Y3/
JleyeHne
« 30HAMpOBaHWE



C-m AllepmaHa

« CnepncrtBue BbiCKabnmBaHUW UMM 3HAOMETPUTOB
 bonen HeTt
[lnarHocTuka
* [lonoBble U rOHaAOTPOMNHbLIE FTOPMOHbLI — B HOPME
o Y3U
JleyeHune

Xupyprudeckoe (rmcrtepopeseKkrockonus), 3atem 3
Mec. umknundeckasa ropmoHotepanus ( KOK He
NoKas3aHbl)



AMeHopes Ha (poHe NoTepu MaccChl Tena
(cHuxeHwue J1II, PCI, E2)

25%

14-18 net

[ToTeps XXUPOBOU TKaHU

YMeHbLlueHue sblgeneHnsa HPI

MoxeT BbITb Ha4YanbHOW cTagmen LWn3oppeHnun
[ Mnonnasnsa MaTtku, CyXOCTb CIIU3UCTbIX

[Tpoba ¢ acTporeHamu n rectaHreHamu
NONOXUTENbHAas

[Tpoba ¢ aHanoramu MHI'P nonoxunTenbHas



* JleyeHue
[lcuxoTepanuga
Manbie go3bl HEMPOSENTUKOB
BbicokokanopumnHas aneta
5-6 pa3oBoe nNuTaHue
BuT. rpynnel B, ynmknuyeckaga ButTammHoTepanms

BoccTtaHoBneHne MeHCTp.dp-LUnm — rnocrie Hopmanmsauum
Beca

B 80% 4epes 6-8 mec. Npn Hopmanun3sauumn maccsbl
HOpMann3yeTcsa MeHCTp. do-4

[Mpn otcytcTBMKM adpdpekTa — dpemocToH 2/10



NMCUXOINEHHAA

* AMeHopesa BOEHHOIO BPEMEHMU
* OTCYTCTBYIOT BeretatuBHbIE C-Mbl

* CHWXEHME YPOBHSA roHaAOTPOMNHOB U
NONOBbIX FOPMOHOB A0 Oa3anbHbIX
YPOBHEWN

* [1poba c acTporeHammn-rectareHamm
NONOXUTenbHasa UNn oTpuLUaTeribHas

* [opMOHOTEpPaNns He TpebyeTcs
 JlukBnpgauymsa crtpecca



* [1lpn oTCYTCTBMM MEHCTpPYyauun boree 6
MeC — KOMOUHUpPOBaHHAsA LUNKNNYeckas
HM3Koao3npoBaHHaa 3l T

- 3CTpagnona sanepart BHYTPb 2 Mmr 1
pa3/cyT 9 cyT+knumoHopm 12 cyT no 1
Tabn., 3aTemMm nepepbiB 7 CyT

- 9CTpaguona sanepart BHYTPb 2 Mr 1
pas/cyT 11 cyT + knumeH10 cyT no 1 Tabn.,
3aTeM nepepbiB 7 CyT



OU3NYECKOU HATPY3KW

e CHMXeHne roHagoTpPOrNMHOB, 3CTPOreHoB,
T3, T4

* [MoBbiweHne AKTT, CTI, kopTnsona

* [1po0ObI ¢ acTporeH-rectareHamu un [ TPr
NONOXNTESNbHbIE

* OpraHn4yeckne M3MeHeHUs rmrnoTanamo-
rmunodusapHoun obnactu no MPT
OTCYTCTBYIOT



JleyeHune

* /I3MeHeHne CTUNS Xun3Hu

 Manble TpaHKBUN3aTOpPbI

 3[ T nocne BocCcTaHOBNEHUS MacChl Tena



[[MnepnponakTmHemus

UHrMouTopbl BLIPAOOTKM NPOSIaKTUHA:
dJodamuH

FTAMK

NMupornroTammMHoBasa KUcCnoTa
ComaTocTaTuH

CTuMynaTopbl BbIPaboOTKM NPosiakKTUHA
bata-aHaopduH

17-6eTa acTpaguon

3HKedanuHbl

THPIr

'mctamuH

CepoTOHMH

Cyb6cTtaHuusaP

TUpeoTPONnuH pPerIu3uHr ropMoH
Ba3oakTUBHbIN UHTECTULIMANbHbLIU NenTua




e CTUMYNATOPLI BLIPAOOTKMU NPONaKTUHA
 bata-aHaopduH

e 17-6eTa acTpaauon

e 3HKedranuHbI

e THPI

 [ncramuH

e CepoToHuH

e CybcTaHumnaP

e TUPEOTPONUH PEFIN3NUHI TOPMOH

e Ba3oakTMBHbIU UHTECTULUMAIILHBLIU NenTua




Pusnonornyeckme COCToAHUA:

e AHecTe3us

e CuHppoOM nycToro Typeukoro cegna
* Wpmnonartunyeckoe noBbIilEeHUE
 lNMonoBowu akT

 Xupypruyeckoe BMeLLaTENbLCTBO U NOBpeXaAeHUe rpyaHon
KneTku(oxoru, repnec)

 KopmneHue rpyabro

e CTmynauma cockosB

e bepemMeHHOCTb

* [ocnepopoBbin nepuopn (1-7 gH.)
e CoH

e Ctpecc



 [MnoTanamuyeckme HapyLweHus
 Onyxonu pa3rin4Horo ructoreHesa
e HenpoTyOepkKynes

« Capkounpos



fMnodomsapHble HapyLUeHUs
Akpomeranus

bone3Hb AgaucoHa
KparnocgapuHroma

C-m KywumHra
f'MmnoTupeongusm
'McTouunTos

MeTacTasupywyme onyxonum_(0Co0eHHO_Nerkux u Mosio4HOM
Xene3bl)

MHoOXeCTBeHHbIe 3HAOKPUHHbIE Heomnsa3uu
C-m HenbcoHa

ApeHoma rmnodusa

BBeaeHue tupeorponuH-PI




 MeTabonuyeckue HapyLieHUs:

o JKTONMMYECKasa NpoayKLUs
(runepHedpoma, OpOHXOreHHas
capkoma)

e Llnppo3 nevyeHun
 [loyeyHass HEAQOCTATOYHOCTb



JleKapcTBeHHbLIE Npenaparbl
MeTtungona
AHTaenpeccaHTbl
LUnmeTnanH

AHTaroHucTbl podamumHa (heHoTua3uHbI,
TUOKCAHTUHbI, OyTUpOdeHOH, NpoKanHamuAa,
MeToKronpamuva n ap.)

JCTPOreHbl
Onuartsbl
PesepnuH
Cynbnupua
Bepanamun




MukpoapeHoma — meHee 1 cM
MakpoagneHoma — 6ornee 1 cm

IleyeHune
MakpoageHoMa — Xupypruyeckoe neyeHue

KoHcepBaTuBHaa Tepanma — OOCTUHEKC UK
napnoaen no 2,5 Mmr 2-3 pasa B CyTK/ noa
KOHTPOMNEM YPOBHS NponakTnuHa n 6asanbHoun
TemnepaTtypsbl. Ona ymeHbLeHNS NOOOYHbIX
aBreHum — HavnHatb ¢ 0,5 - 0,25 tabneTtku ¢
nocneayroLmm rnoBbILLEHUEM O03bl.



C-M nycToro Typeukoro ceana

* [lepBUYHLIN — NMPU BPOXKOEHHbIX AedeKkTax
onadpoparmel ceana, YTo OTKpbIBaeT OOCTynN
B Typeukoe ceano (d-a runodusa vaile
He HapylleHa nnu HegocTtaTtoyHa)

* BTopn4yHbIN — BCneacTeBme cokpalleHus

pa3MepoB Unn paspyLleHns yBernmyeHHoro
rmnom3aa



[TpnymHbl BTOpn4Horo nyctoro TC:

* HacTble bepeMeHHOCTH
 [laTonornyeckune poabl

* ApaxHonauTbl, apaxHomganbHble KUCTDI
* IHdapkTbl runoduaa

* Hekpo3 rpaHynem, rymmbl runoduaa

* Hekpo3 npu KpOBOU3NUAHUAX B a€HOMbI
rmnom3aa




KITMHUKA

* [MnoroHagoTponHbin rmnoroHagnam — 70%
« HegoctatouHoctb CTI — 50%
* HecaxapHbin gnabet — 11%

* HapyLwieHne TUpeoTPoOnHON "
roHagoTponHon do-unm — 6%




PekomeHOauunn

 ExxeronHoe MPT



Ond. a-3

* Onyxonu rmnodunsa



JiedeHune

* HabntogeHne aHOOKpPUHOSOra,
Henpoxupypra,rmHeKkosora

 [1py rMnoroHagoTPOMNHOM FMNOroHagu3me
- KOMOMHMpPOBaHHAaA UMKINYecKas
HMU3Kogo3npoBaHHasa 3 T oo Bo3pacTa
MeHonay3bl(KNMMOHOPM, KNUMEH...)



C-m WunxaHa

« CnegcrBme HEKPOTUYECKUX UBSMEHEHNIN B
rmnomnse Ha PoHe cnasma unu
BHYTPUCOCYOMUCTOIO CBEPTLIBAHUSA B
cocygax nepegHen Oonu Npu rectose,
KpOBOTEYEHUN, BaKkTepMarnbHOM LLOKE

« Dedonunt TTT, AKTI 1 roHagoTpOnHbIX
rOPMOHOB




KnnHuka

« OTCyTCTBME HarpybaHUsi MOMNMOYHbIX Xernes
nocne poaoB U aranakTus

* BTopnyHas ameHopesd
* BTOpUYHbIX TMNOTUPEOD3

* BTopnyHast He4oCcTaTO4YHOCTb
Hagno4Ye4yHUKoB, ePULUNT
[MIOKOKOPTUKOMNOOB

* ToWHOTA, pBOTA, OpTOCTAaTUYECKaSA
TMMNOTOHUA, TMNOTMUKEMUS



« 3['T npn ameHopee U1 onMroMmeHopee

 [1pn TAXKENON POPME — rocnuTanmsauna B
9HOOKPUHHOE OTA.



Onyxonu runodgusa

* [onoBHbIE OOMNMKU
* OdpTanbmonorn4eckme CMMNTOMbI

HabntogeHne: Henpoxmpypra,
9HOOKPUHOora, rmHekoriora



* J[leyeHne — pelueHmne Bornpoca oob
onepaTtuBHOM fieyeHuu, 3atem — 3 T

* [1lo nokazaHuam — [ CK n ropmoHb! LK



