Hapymenusa
MEHCTPYAABHOTO
IIUKAQ Y AEBOYEK




BarunaabHbBIE KPOBOTEUYEHUA B
AETCKOM BO3pacCTe

BarmHanbHble KpOBOTEYEHUS Y AEBOYEK B
nepumo ropMoHasibHOro NOKos BMJOTb A0
npenybepTaTHOro nepmnoaa sABNSOTCS
NaToONOMMYEeCKNMU N TpebytoT
YCTAQHOBNEHUS MPUYUHDI.

NcKknoyeHneM mn3 3Toro npasunia aBsieTcs pusnosornyeckoe
KpOoBOTEeYeHne BCeaCTBMe aAnanenesa aputpounToB m3
cocynoB aHaoMeTpusa. OHo Habnaaetcay 1—2%
HOBOPOX/AEHHbIX AEBOYEK B NEPBYIO HEAEN0 XU3HU U
o6byCcnoBsIeHO BANSAHMEM MATEPUHCKOro acTpaamona



KAamanueckaa kaaccudukama

1

KpoBoTeuyeHne 13 NnoJsIoBblX OPraHoB npu
MCTUHHOM U JIOXXHOM MpexaeBpeMeHHOM MoJIOBOM
pa3BUTMN, KOTOpoe HabnagaeTcs oAHOBPEMEHHO
C NnosiBIeHNEM NPU3HAKOB MOJIOBOr0 CO3peBaHMS,
TaKnX, Kak Tenapxe n nybapxe, a Takxe
onepexeHne KOCTHOro Bo3pacTa.

KpoBoTeueHue U3 NoJsI0BbIX OpraHoB Mpu
OTCYTCTBMM MPU3HAKOB MOJIOBOI0 CO3pEBAHUSA Y
neBouyek, husnyeckoe pasBUTME KOTOPbIX
COOTBETCTBYET BO3pPacCTy.

JKCTpareHUTalbHOE KpOBOTEUYEHUE



KpoBoreueHue rpu HCTUHHOM U AOKHOM
IIPEXKAEBPEMEHHOM IIOAOBOM Pa3BUTHU




KpoBoreueHue u3 noAOBbIX OPraHOB
IIPU OTCYTCTBUHU IIPU3HAKOB IIOAOBOI'O CO3PEBaHUA

NMpuuunHa:

BynbBoBarmHnT65,9
[ToBpexaeHnarz,1

MHOopoAaHble Tena Bnarannwal3,8
[Tpexoasuwada acTtporeHnsauna,?
Onyxonnl,6

JKCTpareHnTasabHasa natonorunsa (noavn
ypeTpbl U BbiMageHne ee CIN3NCTON
060n104KkKM, 3aboneBaHns NpPIMon
KNLWKN)5,9
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AHMarHocTukKa IpUIUHBI KPOBOTECUECHUS U3
IIOAOBBIX OPIAHOB Y A€EBOYEK

1 AHaMHe3
o obLunm ocMoTp

1 OUEHKY CTaauun NMoJI0OBOro pasBuUTUA MO
TaHHepy

1 OLeHKYy obliero coctosiHmS

0 OCMOTP Hapy>XHblX MoJioBbIX opraHoB
1 KoJsibrnockornus

0 Y3U nosioBbix opraHoB




Byawveoeazurnum y deouex
(vulvovaginitis infantum)

By/Z1bBOBarMmHUT Y AeBOoYeK KJIMHNYECKU NposaBAAeTcs
NOKpPacHEHMUEeM BYJibBbl U CJZIN3UCTON 060J10UKMH
BJlarajimia, NCTOHYEHNEM KOXXU U MHOXXEeCTBEHHbIMMU
nertexmsamm.

NMpu noceBe O06bIYHO NMOJIYYAIOT POCT KULUEYHbIX
6akTepun (B-reMoJIMTUHECKNN CTPENTOKOKK, 30JI0TUCTbIN
CTa(PUIOKOKK, KMLUEYHAaA NaJsiouKa, SQHTEPOKOKKHN) U
nHoraa Bosébyauntenen poHOBOro MHPEKLMOHHOIO
3a6onesaHusa (puHKUT, oTNT). O6Hapy>XeHne roHOKOKKOB,
XJlaMmMaun, rapaHepenn n TpuxomMoHaa npm
6aKTepmosIorM4ecKoM mccneaoBaHUMN OTASNAEMOro 3
Bnaranmua. Cneuncdpunueckoe MeCTHoe fieyeHue
Ha3Ha4yaloT Nocsie nNoJiyuyeHus pesysibTaToB
nccneaoBaHus.




Byseosazurnum y desouex
(vulvovaginitis infantum)

BynbBOBarnHUT y 4eBOYKKM 2 neT 6 mMec
C 06WMM NHDEKUMOHHbIM
3abonesaHueMm. MNpu nocese

obHapy>XeHbl Knwe4yHble bakTepumn

BynbBoBarMHMT y AeBoykn 5 ner 2
MecC. BbipaxxeHHas MHbeKUMSA COCynoB

BCeacTBume BOCMANMUTENbHOIO
npouecca, Mpwn obcnenosaHum
NpU3HaKoOB KpOBOTEYEHUS He

obHapyXeHo,




Byaveoeazurnum y oeouex

FEIuw.. Y )
. BynbBoBarnMHuUT y aeBoyku 3 neT 2 Mec.
BblpaxkeHHas MHbEKLUNSA CoCynoB
BCNeACTBME  BOCManuUTENbHOro npouecca,
Mpu oTBeaeHMM MonoBbiX rybd noa KpanHewn
NAOTbKD  KAUTOpPA BbISB/EHbl 3pO3US WU
HauuHawwmecs CUHExXuu, Mpw
bakTepmonornyeckom nccnenoBaHnm BblCESH
B-reMOSINTUYECKUN CTPENTOKOKK.

(vulvovaginitis infantum)

o,

feMopparMyecknin By IbBOBarmHUT U
KaHanao3 y aesoykun 4 net 4 mec,
nosyyawowen aHTMbNOTUKN.




Bywseosazurnum y desouex
(vulvovaginitis infantum)

OCTpbIN A3BEHHbIN BY1IbBOBAarMHUT Yy AEBOYKMW.
Bos3byautenn: (3-reMoNMTUYEeCcKnUin CTPEnTOKOKK,
rpubsbl poaa Candida (cynepuHdekuns).



Byseosazurnum y desouex
(vulvovaginitis infantum)

S

Buna Hapy>XHbIX MOMOBbLIX OPraHOB AeBOYKM 3 f1ieT 7 MeC yepe3 2 HeA Nocne BarmHaabHOro KpoBOTEYEHMS,
a - BUAHbI 06MNbHbIE HANOXEHUS MAa3nN, HAHECEHHOW MaTepblo, B KOTOPbIX BbisiBNEHO 6onbLuoe
KonmnyecTsBo bakTepuit; 6 - nocne owrmMBaHUs NnonaoBbIX ryd MOXXHO BUAETb CBEXUE 3PO3MBHbIE N3MEHEHUS
cnm3ncTon ob6osoukun. MNMpu 6akTepnonornyeckoMm nccnegoBaHmm obHapyeHa cMelwwaHHas Mmmkpodiopa,
cogeprkawas 3010TUCTbIN CTadMNOKOKK. JledeHne NnpoBoAMIIOCE SCTPMOAOBOW N MONNBUAOHNOAHON Ma3blo
N OpOLLUEHMEM Bfiaranuwa pactTBOpOM HEOMULMHA




Crueposupyrowmpun aumau

[Tpn cknepo3npyrowem nuiiae KposoTteyeHme
BO3HMKAET U3 MEeCT pacyecoB UM B pe3ysibTaTe
NOSIBJIEHUSA CNOHTAHHbIX MEeTEXUN U TPELLUH Ha
rmnepkepaToTU4YHOM KOXE BYJIbBbl.

AnarHocTukKa OCHOBbIBAETCS HA XapaKTepHOU
KIMMHUYECKOW KapTUHe npmn 06blIHHOM OCMOTpPE U
KONbMOCKOMWK, BKAKOYAKOLLEN
nceB,u,ormneprocbmo Knntopa (yToseHune
KpanHen nnoTun KauT ga), cCpalleHne ManbiX U
6onbLWNX NOMOBBLIX Y6, NCTOHYEHMNE MaSiblIX
NoJsIoBbIX ry6, N30/IMpOBAHHbIE WU CITUBHbIE
ovyaru rmnepkepartosa C TpewmnHaMm, 4acTto
PACMPOCTPAHALWMECSH Ha KOXY nepmaHasibHOW
obsiacTu



Crueposupyrowmun aumau

L (... nJ 1\ IO VI vi J1V¥ — Dl r
Mec. OTYUEeTNIMBO BMAHbI USMEHEHUS KOXMN
BY/IbBbl, nNceBaornnepTpodus knmtopa, obyc
NOBNIEHHAs YTOJILLLEHNEM €ero KpamHen naoTu,
OTMevatoTCcs cpalleHms NosioBbIX ry6,
rmnepTpodusa N KepaTto3 KpaeBOM 30HHbI,
0cob6eHHO B KayAanbHOM OTAene MasnbixX
NOSIOBbIX Fy6, NCTOHYEHME MasibiX NONOBbIX ry6,
netexmn n 6onee KpynHble KPOBOU3NUSAHUSA, DTU
N3MEHEHNS COOTBETCTBYHOT pa3BepHYTOM
KJIMHWYECKON KapTuHe 3aboneBaHus,

KpoBoTeueHune y aesoukun 8 net 10 mec, MNMeTexmnn
BHauase yaaBanocb pasrnaaeTb Jiub rnpu
3HAYUTENIbHOM OMTUYECKOM YBEIMYEHUN




Craeposupyrompun aumau

MoBTOpHbIE KPOBOTEYEHUS Y AEBOYKM 6 neT 6
Mec npu CKle-po3upytoLLem nvuwae,
06yCcnoBneHHble KpPynHOOYaroBbIMM KpPOBOU3
mmaHnaMmn - (cMewaHHas  ¢gopMma;  nedeHune
KpeMoM, coaepxawmuM npenapaTbl TUMbSIHA,
AANo MOSIOXUTENbHbIA pe3ynbTaT)

Ckneposupywmn  nuwanm C  TUMUYHbIMU
NPoOsIBIEHNAMU Yy AEBOYKWU. BuaHbl 3po3us B
CKfagke Mexay nonosbiMm rybamm c Kpo

BOTOYaLLEN MOBEPXHOCTbIO, CpalleHune
MnonoBbIX FY6, MCTOHYEHHad <«neprameHTHasa»
KO>Xa.



I'losperncoernus noroevrx opearos

Ywnbbl 1 paHeHUA TUMNA NOCAXXEHUNA Ha KOoJl
4YacCTO BO3HUKAIOT NPU CZIYYaMHOM NaAeHum,
NPy KOTOPOM AEeBO4YKa NbITAETCA CMAr4YnTb
CUNY yAapa, WMPOKO PAacCTaBJ/iAfA HOMM
AnarHocTtuka TakMx NoBpeXAeHUin BKJIlo4YaeT
KOJIbMOCKOMNUWIO, @ NPy NOAO3PEHUN Ha
noBpe)XaeHne coceaAHnX OpraHoB TaKXke
KaTeTepn3auuvio MO4YEeBOro ny3bipa n
OCTOPOXKHOE peKTaJibHoe uccnepoBaHue.
Bcerpa cnepayer TwartesibHO OCMOTpPeTb
AEBCTBEHHYIO NJIeBY U AOKYMEHTUPOBaTb
pe3ysbTaTbl UccnegoBaHus. MNpu
BO3HUKHOBEHUU COMHEHUU B MexXxaHusMme
noBpe)XaeHus, ocob6eHHO Npu HaapbiBax
AEeBCTBEHHOM MJieBbl WK APYIruMX cnepax
HaCWUJ/IbCTBEHHbIX AEUCTBUN, cnepyer
3anofo3pvUTb U3HACUIOBaHue



I'loeperncoernua noro6vtx opzaros

Tynasg TpaBma (ywmb) y 9-neTHen .
FMMHACTKW, NoJslyd4eHHasi Npu BbINOJIHEHUN Tynas TpaBMa y LI€BOYKN B obnactu manou
ynpa>XHEeHMW Ha Pa3HOBbICOKNX BpyCbsX. nonosoii rybel cnesa.




Kpoeomeuenue, 6vizeanmnoe urnopoomnvim
me.10M 64azaauyd

NHOpoAHble Tena Bnaraaniwa, Kotopsble
NpUXOaNUTCS YAANSATb TMHEKONOory,
OT/INYAKTCA KpaHUM pa3Hoobpa3neMm
pa3MepoB, POpMbl N MaTepunana, m3
KOTOpPOro oHu caenaHbl. OHM 06bIYHO
NPpUBOASAT K MOSIBJIEHUIO M3 BRaranuuia
BblA€/IEHNN C NMPUMECbIO KPOBMU,
06yCNOB/NEHHbIX 3PO3NEN U
MHPUNUMPOBAHMEM CTEHKW BJlarajauvua.




Kposomeuernue, évisearnmnoe urnopoorvim
MeAOM 8aazaquya

Cnaboe kanunndpHoe KpoBOTeYyeHue Mpu MHOPOAHOM Tene
Bnaranuwa (Menkas MOHeTa), BbI3BaBLUEM XPOHUYECKUN
BOCMNasUTENbHbIA NpoLuecc.



Ba:unaawvrnoe kposomeuenue npu onyxonax
720.106b1X 0P2arH06

OnyXonn Hapy>XHbIX U BHYTPEHHUX MOMOBbLIX OpP
raHOB Y AeBO4YeK BCTpeyaloTCcsad OTHOCUTENbHO
peaKko n cpeaun Apyrux npnynH BarMHanbHOro
KpoBOTEeYeHUs coCcTtaBndaoT nmwb 1—2%.
OMOpMoHanbHble pabaoMMOCapKOMBbI
(6boTpnomnaHasi capkoma) aABnsatoTcs Hanbonee
YaCTbIMU 3/10K@4YeCTBEHHbIMU ONYXOJZIAMU BYJ1bBbI,
B/laranviia n WenukKn MaTKu y AeBoYyek B Bo3pacTte
OoT 2 00 5 net. B CcBA3M C BbICOKOW CTEMNEHbIO
3/10KQ4eCTBEHHOCTU pabaoMMOCapKOMbl ee 4acTo
ANArHOCTUPYIOT B NO3AHUX CcTaanax. JleyeHue
[eBOYeK C 3TOMN OMyXO0JbO AO0/IKHO NMPOBOANTLCA B
XOPOLLO OCHALLEeHHbIX OHKOJIOTMYeCcKnxX LeHTpax.




Bazunansmnvie kposomeuenus, 06yca06.1eHmnbLe
ROCIYNACHUEM ICMPOZEHOE U3BHE

Hanbonee yacTbiM 3K30reHHbIM UCTOYHUKOM
NOCTYMN/IEHNS 3CTPOreHoB 6bIBaAlOT
TabneTnpoBaHHbIE NMpenapaTtbl, KPEMbI U
neyebHble XNAKOCTU A8 BOJIOC, KOTOPbIE
NEBOYKMN MPUHUMAIOT N3 NOOOMbITCTBA U XXENAaHUS
nogpa)xaTtb MaTepu. [pn 3TOM oTMeYaeTcs
6bicTpas npexoaswas 3cTporeHn3auus,
NpuUBOASALLAA K KPOBOTEUYEHUIO N3 SHAOMETpUSA. B
TaKUX Cy4asx AOCTAaTOYHO O6bACHUTb poAUTENSAM

npUYMHy KPOBOTEUYEHUSA U MOPEKOMEHAOBATL
MM UCKUYNTb AOCTYN pebeHka K
npenapaTam.




Houonamuueckoe eazurna.ivroe

Kpoeomeuernue

O6 nanonaTn4yeckoM KpoBOTEYEHUN rOBOPSAT B TeX Cay4dasx,
Koraa smamMmas npmymHa ero otcyTcreyeT. [AmnarHo3 cTtaBsaT
MEeTOAO0M UCKJIIoYEeHUS. HacTo npu 3TOM AMarHose peydb naet
O 3a60/1eBaAHUSAX, NPU KOTOPbIX KPOBOTEUYEHNE HOCUT
3MNMN304ANYECKNN UIN CITyHYanHbIN XapaKTep U BO BPeMS
ob6cnenoBaHMsa NCTOYHUK ero YCTaHOBUTbL He yaaeTcd. Takas
KapTuHa HabntgaeTca npn o4HO- UM MOHOMOKPaTHOM
KpOBOTEYEeHMNN Y AeBOoYeK C npexoasiien rmnepacrpore-
HUEeWN, KOTopasi, Bbl3blBasl XapaKTepHble A1 Hee N3MeHEeHUS
BnaraJIMWHOro annTennusa n sHaomMeTpus, obycnosnmBaeTt
BO3HMKHOBEHME KpoBoTedeHus. NpaBuUIbHOCTbL TaKoro
06BbACHEHNSA MOXKET NOATBEPAUTb LMUTOSIormyeckoe
nccnenoBaHMe, a TakXKe BbisABJIEHUE MESIKUX KUCT B
AnYHMKax npu Y3N. B Taknx cnydyaax nauneHTok
Heobxoanmo HabnwaaTe U Nnepnoanyveckn onpenensTb
OTMHY MATKU, KOTOpas ABJISETCS CYyLWeCTBEHHbIM
nokasaTeneM BJINSIHUS 3CTPOreHos.



DKCTPAr€eHUTAAbHOE KPOBOTEUECHUE

Menkue nonunbl ypeTpbl, TPELINHbI
3a/Hero nNnpoxo/aa, aHaJibHble FreMaHIrMOMbl
06bIYHO HE3HAUYUTE/IbHO KPOBOTOYaAT U
MOTyT ObITb BbISIBIEHbI MPU OCMOTPE.
[JaHHble MALUMNEHTKN C STUMU
3abosieBaHUSAMM HYXOAIOTCS B
nanbHenwem obcnenoBaHUn y
CreumaancrToB, B YaCTHOCTU OETCKUX
XUPYpPros v ypoJioros.




HapyimeHne MEHCTPYAaABHOT'O ITUKAQ B

Bo3pacre ot 8 A0 18 aer




Pa3zButue HepBHOU U IHAOKPHUHHOU CHUCTEM U
aTo(pU3N0AOTHUA HAPYHICHUM r'urodu3apHo-
TUIIOTAAAMHYECKOTO ITUKAQ

ELL]L ﬁf Mnotanamo-rmnodmn3apHo-
b iy rorarioe agpo XS Hoparge- AMYHNKOBAsA CUCTEMA,
090 180 ~ AKTMBHOCTb apKyaTHOro
fS aApa noaaBnsieTcs

’ woanawye | [MPEUMYLLECTBEHHO B-3HA0D-
~ ¢dunHOM N fodhbaMMUHOM U
CTUMYNINPYETCH
HOpaApeHaIMHOM,
Cnesa npuBeaeHsbl
TUMNYHbIE KPpUBbIE
NybCMPYHOLWEN CeKpeLmnn
roHagonnbepunHa B
nopTasibHON BEHO3HOM
CUCTEME HOXKWN runodusa un
KoOHUeHTpauua JIl' B
nepnpepnyecKkon KpoBu.

BopoTtHas sexa

Tunodus

AnSHAK




I'eneTnyecku 00ycAOBA€HHBIE IOPOKH
Pa3BUTHA, COIIPOBOXKAAIOIINECA HAPYILIEHUEM
MEHCTPYAABHOI'O ITUKAQ
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Onu3oabl BbAENEHUA FOHAR0TPONUHE (24 4)
o

8 10 12 14 16 18 BospacrT, rogbt
MeHnapxe

JnHaMuka nynbcupyoLen cekpeunm roHagonnéepuna wn J1IN, MNpouecc co3peBaHMs HOPMasiibHOrO0 MexaHn3aMa nybCUpyoLen
ceKkpeLumn NpoxoanT HECKObKO CTaaWnii:
a - BHayane NpomcxoamT anNn3oanyeckas cekpeumns roHagonmbepuHa;
6 - 3aTEeM yCTaHaB/MBAETCS CYTOYHbI PUTM CEKPELNM C BblAENEHNEM
roHagonmbepurHa B Yacbl HOMHOMO CHa;
B - B OTBET Ha NYNbCUMPYIOLLYIO CEKPELMNIO rOHAA0IMbeprHa NOBbIWAETCSA YPOBEHb CEKPETUPYEMOTO
AWYHMKaAMM 3CTPaAMoNa B KPOBU;
I - HaNlAXXWBAETCA LMPXOpabHbIA PUTM CEKpeunn roHaaonmbepunHa, NpucyLnii B3pOC/bIM XKEHLUMHAM,
Ha rpaduvke nokasaHbl KpMBble HapyLIEHHONM CeKpeuunn roHagonnbepmnHa npm NpexaeBpeMeHHOM NonoBoM passutmn, 3MP n
npu HEpBHOM
aHopeKcum,




Craavm
no TanHepy

OBonoce- 3nu3oabl BblaeneHus
Hue nobka roHaponuGepuna u NI

[

MonouHblie xenesbl

Anuaoguyeckas cekpeuuns

HanaxuBaeTtcs CyTOYHbIN
PUTM CeKpeuun C BbigeneHmem
rOPMOHOB B Yachl HOYHOMO CHa

BblAeneHunsa ropMoHoOB
npoAOCIKaKT yBennyuBaTeCA

LUupxopanbHblil putm
CeKpeLuun B3pocnbIx
(1 ann3o0a/90-120 MuK)

£
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KAanmannueckasa kaaccuukanuya
HApPYILIEHUU MEHCTPYAABHOI'O IITUKAQ

HapylweHue perynasipHoCTU U AJINTENIbHOCTU MEHCTpPYyaLuun
0 lNepBWYHas aMeHopes: OTCYTCTBME MEHCTpYyauun Ao 15-neTHero Bo3pacTa.

0 BTopuyHasa ameHopesi: OTCYTCTBME MEHCTpYyauun B TedeHue bonee 4—6
MecC.

0 OnuromMeHopes: ANNTENIbHOCTb MEHCTPYasibHO-
ro umkna éonee 35 gHen.
NMonuMeHopes: AINTENbHOCTb MEHCTPYalbHOro
LMKNa MeHee 25 aHeWN.
N3MeHeHe MHTEHCUBHOCTU KPOBOTEYEeHMUSA
[MnepMmeHopes (MeHopparuns).
[[MNnoMeHopes.
OBEeHUNbHbIE KPOBOTEYEHMUS.
bone3sHeHHble MeHCTpyauuu (anbromMeHopes)
AncmeHopes (yBennyeHne gamTenbHOCTU MEH-
cTpyauumn, obbema Kposonotepun n 601e3HeHHOCTb MEHCTpYyaLuun).
0 AnbromeHopes.

R R |

|




IlepBuunasa ameHOpeEsA

[MepBnyHas ameHopes B O0NbLIMHCTBE Clly4yaeB SABJISIETCS
NposB/IEHNEM TaAXenoro PoHOBOro 3abosieBaHmMd, KOTopoe
06bI4HHO XapaKTepun3yeTcs HapyLlueHneM pa3BuUTuS,
MHPAHTUIN3MOM, TMPCYTU3MOM UTN repMadpoanTU3MOM.
[log «nepBMYHON aMeHopeen», T.e. OTCYTCTBUEM
MEeHCTpYyauuun no 15-neTHero Bo3pacrta, NOHMMaKT
3a€epXXKYy MeHapxe B BO3paCTHOM AMana3oHe,
COOTBETCTBYHOLLEM ABONHOMY CpeHEeMY KBaapaTUYHOMY
OTKJIOHEHUIO OT BO3paCTHOMN MeAuaHbl MeHapxe B HOPMe.

OAHaKo 4acTo Bpayn He BbXKMAAKT A0 UCMOSIHEHUS
nesoyke 15 net u HaunHatoT obcnenoBaTb ee yXxe B 13- nnum
14-neTHeM BO3pacTe, ecnn K 3TOMY BPEMEHU OTCYTCTBYHOT
NPU3HaKM NMOJIOBOr0 CO3peBaHUA.



Kraccudukanua nepBUIHOU aMEHOPEN

N'Mnotanamo-rmnodpusapHasa ameHopes (50%)

i

i
i
i

Ob6paTtnmasa popma:
3anepXXKa nosioBoro passutus (pubertas tarda).
HepBHasa aHopeKkcusa (anorexia nervosa).

AMeHoped CNoOPTCMEHOK. BpoXaeHHble MOPOKU
Pa3BUTUA:

N3onnpoBaHHaa HeaAOCTAaTOYHOCTb NrOHAA0/IM-
6epnHa n aHocmuna (cuHapoM KansmaHHa).

NapunanbHas nnn ToTasbHas rmnodusapHas
HeJO0CTAaTOYHOCTb.



Kraccudukanua nepBUIHOU aMEHOPEN

Oonyxonu m gpyrve nopaeHwus
rmnodpusa n LUHC (42-45%)

1 AaeHoMa runodusa (NpoaakTUHOMQ,
cMellaHHasa onyxosb).

1 CMHAOPOM MYCTOro Typeukoro ceagna.

0 MoBpexaeHune npu BHYTPUYepenHbIX
XNPYPrnyecknx BMeLlaTebCTBax.

1 Onyxonun UHC (kpaHnodapuHrnoma v ap.).




Kraccudukanua nepBUIHOU aMEHOPEN

N'MnepaHaporeHmsa m supunnunsauma (oKono
20%

CUHAPOM MOJSIMKUCTO3HbIX ANYHUKOB.
AnpeHoreHuntanbHblt cnHapoM (AlC):
-BpoxxaeHHbl AlC (Knaccmnyeckast opma);
-Al'C c no3aHMUM HayasioM (noctnybepTaTHas
dopma).

Onyxonn Haano4YeyYHNKOB N AUYHUKOB.
[edekT 5a-peaykrasbl.

YacTUUHbIN AedeKT aHAPOreHHbIX peLenTopoB.

NCTUHHBbIN repMmadpoanTtnam (hermaphroditi-smus
verus).

O O O 3




Karaccudukanma nepBUIHOU aMEHOPEN

OBapuanbHasa HeaoCcTaTo4vyHOCTb (12-15%)

1 JAucreHe3ns roHazn, obycnossieHHas
XPOMOCOMHbIMK abeppaunammn (CUHAPOM
Ynepuxa— TepHepa, cnHapoMm Cyaunepa,
MO3aunLM3M,.

0 AwucreHe3sus roHan, obycnoeneHHas ApyrmMum
NpUYNHaAMMU.

1 Kactpauusa (oBapunaktomus, obnydyeHue,
XuMuoTepanums).

1 AyTOMMMYHHbIe 3abosieBaHus.
0 [anakTolemMusd.




Karaccudukanma nepBUIHOU aMEHOPEN

AMeHopess Npy 06 MEeHHO-3HAOKPUHHBbIX
HapylleHUuax

1 'vnepTtnpeos.
1 OXunpeHwe.

AHaToMMnuyeckue aedektbl (MOPOKN
pa3BuUTUA)

1 ATpe3ns neBCTBEHHOW MJieBbI.

1 AreHe3us MaTKu 1 Bnaranuuwa (CUMHApPOM
MPKX).



AMATHOCTHKA IEPBUYHON aMEHOPEN

1 AHaMHe3
1 ObbeKTMBHbIE AAHHblIEe

0 onpeneneHne KoHUEHTpaLmMm ropMOHOB B
KpOBMU

0 Y3U
1 MPT




Taxmuxa npu Hopmarsom usuueckom
paseumuu 0e60uUKU U C60€EPEMEHHOM HAUA/E
nepuooa no.106020 co3peeanus

[Tpy oCcMOTpe B 3TUX Clydassix cneayeT onpeaennTb CTaauto
NOJIOBOr0 co3peBaHUSA Mo TaHHEPY M BbISCHUTb, HAaCTynuo
nn MeHapxe. Mpn ameHopee cneayeT OCMOTPETb MauUeHTKY,
YTOUYHUTb @aHAMHECTUYECKNE AaHHble N BbIMOMHUTL Y3N.

NMpMYNHON NEepBMYHON aMeHopeun 06blIuHO 6biBalOT

dHATOMNU4eCKkne NnsMeHeHn4d MaTkmn N BJjarasimuia, Hanbonee
HaCTbIMN N3 KOTOPbIX ABTAKOTCA.

0 aTpe3us AeBCTBEHHOMWN MJeBbl;
0 areHesus MaTtku v Bnaranuwa (cnHapom MPKX);

0 NOSHas pe3nUCTEeHTHOCTb K aHAPOreHHbIM ropMOHaM
(CMHOPOM TECTUKYNApHOU peMnHmu3aumnn).

—_




ATpe3nusa A€BCTBEHHOU ITA€BBI

ATpe3uns AeBCTBEHHOMN MN/jeBbl Y 7-AHEBHOW AEBOYKMU.




ATpe3usa AeBCTBEHHOU ITA€BBI

i

[1eBOYKMN C aTpe3nen AeBCTBEHHOW MJIEBbI XaJIYIOTCHA Ha
HapacTatowmne 60m BHU3Y XUBOTA, MNOBTOPSAKOLWLMNECS B
COOTBETCTBUN C LUUKIINYECKUMU U3MEHEHUSMN SHOOMETPUS.
[lpn oCcMOTpe BbIABNAOT BbibyXaHUe pacTAHYTOM
ANEeBCTBEHHOW MJieBbl, Ha COHOrpaMMax oTMe4vyaeTCHd KapTuHa,
XapakKTepHas ANnsg reMaTtokKosibrnoca U reMaToMeTpbl

JleueHune 3ako4vaeTcs B NOJIHOM UCCEeYEeHUN AeBCTBEHHOWN
NneBbl, 3BaKyaunn CKONMUBLLUENCS BO Briaranuuie n noaocTtu
MaTKM KPOBMW C MOCfieayrowmnMm nx npoMmbiBaHmneM. lNpu
OCMOTpE BEPXHEN TPETU BNaranauwa cneagyet obpatuTb
BHMUMaHWE Ha TO, HET /In BarMHanbHOro ageHosa. Ecnu
nocne ncceyeHnsa AeBCTBEHHOW MeBbl BarMHalabHbIA a4eH03
He ncyesaeT, YTo HabnwagaeTcs 4OBOSIBHO 4YacTo, TO B
nanbHenweM npuberatoT K Banopusaumm C02-naszepom nnu
KpnoaecTpyKLuuun.



ATpe3nusa A€eBCTBEHHOU ITA€BBI




AreHe3ns MATKHU U BAATaAWIIIA

(curapom MPKX)

OTOT MOPOK pPa3BUTUS He BbI3blBAeT Yy /[AeBOoYeK 60/1€3HEHHbIX
OLYLEHNIA N YacTO BbIABNSAETCA C/Iy4YanHO Mpu NeEpBOM BpavyebHOM
obcnenoBaHMM HOBOPOXAEHHOM AEBOYKM, B AETCKOM BO3pacTe neau

aTpoM unu B 6osee cTapweM Bo3pacTe rnocjae nepsow
NONbITKN BCTYNUTb B NO/IOBOMN KOHTAKT. [Mpn ocMOTpe oTMeYaeTcs

C/IULLKOM MaJieHbKOe pacCTossHME MeXAYy HapY>XHbIM OTBEPCTUEM
YPETpbl N BXOAOM BO Bnaranuuwe (meatus hymenalis), 4To BUAHO Ha
puc. 5-22. lNpu Y3 otmeyaeTcsa oTCyTCTBME MATKMN B TUMUYHOM MecCTe

N HeboNbLIOEe CMelleHne ANYHUKOB B KpaHMaribHOM HanpasneHun. Kak
NpaBwuJio, A5 NMOopoKa XapaKTepHbl HOPMasbHbIW NMpoLecc noJioBoro

co3peBaHus (ctaama P5, B5 no TaHHepy), oTcyTCcTBMe meatus
hymenalis v maTtkun (c. 21). JononHuTenbHoe obcnenoBaHne, B
4ACTHOCTU NenbBUcKonusd, obbIYHO He TpebyeTcsd, n K Hemy npuberatoTt
NNLWb B UCKTHOUYNTENBbHbIX Cly4dasaX. AreHe3nst MaTKuM 1 Briaranmula
4aCTO COoYeTaeTCs C NMopoKaMm pasBUTUS MOYEBBLIX MyTeW, MOSTOMY B
nnaH obcnenoBaHus NnaunMeHToK crepyeTt BKAoUMTb Y3 U novek, a npu
HeobX0AMMOCTU — TaKXe 3KCKPEeTOPHYIo yporpaduio.
JleueHne Nopoka Xmpyprmyeckoe m 3aksdaeTcs B GopMUpoBaHuUmn
Bnaranuuwa nocne 3asepweHuna [rcC.




AreHe3ms MAaTKH U BAATaAWIIIA

CuHapom MPKX. a - geBywka 16 net
8 Mec Cc nepBMYHON aMeHOopeew:
XXEHCKUW TUM TeNI0C/I0XEHUS,
LLUMPOKMIN Ta3, COOTBETCTBYOLLEE
BO3pacTy NOJIOBOE pa3BuUTME
(pa3BuUTHE MOJIOYHbIX Xefe3 U 0BO
noceHne nobka cCoOTBETCTBYIOT
ctaansam B5 v P5 no TaHHepy)
CBMAETEeNbCTBYOT O HOPMaJibHOM
(MYHKUMN SHOOKPUHHbBIX Xefie3 U
AenatT U3IMWHUMN FrOPMOHaJIbHblE
nccnenosaHus; 6 - oCMOTpP BYJIbBbI:
OTHOCUTEJIbHO LLUMPOKOE HApYXHOEe
OTBEpCTME YpeTpbl, Ha MecTe
ANeBCTBEHHOMN MNjeBbl BUAHA
Hebonblasa niaowanka naoTHOM
TKaHW.




CuHApOM TECTUKYAAPHOU (peMUHU3 AU
(1I0AHAA PE3UCTEHTHOCTh K AaHAPOT€HHBIM

e

Jesyuwka 17 net 3 Mec c CMHAPOMOM
TECTUKYNIAPHON (peMnHU3aumun: passutue
MOJIOYHbIX XXefne3 He 3aBepLueHo, Apyrue
K/IMHNYECKME NpU3HaKm OoTYET/IMBO

Bblpa>XeHbl

PMOH

[eBywka 16 net 6 Mec ¢ CUHAPOMOM TECTUKYNAPHOU
demMmHmnzauymu. MNMpu nenbBUCKONUMN B 6pLoLLIHON
NONOCTN OBHapy>XeHbl ANYKK C NpuaaTKaMn, KoTopble
Oblnn yaaneHsl.



Ona cvnHApOMaA TECTUKYNAPHOU @PeMUHM3aUMN XapaKTEPHbI
reHotun 46,XY n HapyweHume B3aMMOAEeUCTBUA aHAPOreHHbIX
ropMOHOB C peuenTopaMy, NMPUYNHON KOTOPOro obbivyHO 6biBaerT
MyTauMs reHa, KoagmpymoLjero 3T peuenTtopbl.

MoO3TOMY TEeCTOCTEPOH YACTUYHO WJIN MOJIHOCTbIO YyTpaduumBaeT
csBoe pencrBue. K KJIMHUMUYECKMM nNpPOSsABJIEHUAM CUHAPOMA
TECTUKYNSAPHON (PeMMnHU3aL NN OTHOCATCSH:

1.nepBuyHaa aMeHopes,

2.HOpMaJibHOE pa3BUTUE MOJIOUYHbIX XXenes,

3.HOpManbHble pa3Mepbl Tena, peaxkoe osoJsioceHue (Mnm ero
OTCyTCTBME) NNo6Ka U noAMbILLEYHbIX BMaavH,

4.Hanuuyue Bllaraamila, AJZIMHAQ KOTOpPOro MoXetr ©6biTh
HOPMAaNbHOMN.

KoHUueHTpauusa TecTtoCcTepoHa M roHagoTPpONMHOB HaAXOAMUTCH B
HOpMasbHOM pAuana3oHe. bOoNbLWMHCTBO pAeByweK C 3TUM
CUHAPOMOM oO6pawaroTcas K Bpadyy B CBA3M C OTCYTCTBUEM
MeHapXxe WM HEeBO3MOX>XHOCTbIO NOJIOBOro akTta. XapakKTepHbIM
47151 3TUX NauneHTOK sIBJIS€TCS OTCYTCTBUE BOJIOC Ha JIobke n B

NoAMbILUEYHbIX BrnaAuHax, NaJablupyeMbi€ B naxy SINYKU UJIu
DVO6LUBI NTOC/1Ie onepaLnun no NoBOZIYV NMaxoBOUN IrDbIKH.




CuHApOM TECTUKYAAPHOU (peMUHU3 AN
(TI0AHAA PE3UCTEHTHOCTh K AaHAPOT€HHBIM
rOPMOHAM)

JleyeHMe aHaNorM4yHoO e4yeHuo nNpu
cuHgpoMme MPKX. Kpome TOro, npwu
CUHApPOME TECTUKYJIAPHON PEMUHMN3ALINN
ANYKUN, pacnosioXXeHHble B OpHOLLHON
NOJIOCTU, NoanexXaT yaAaneHU B CBA3U C
BbICOKMM PUCKOM UX 3/10Ka4YeCTBEHHOrO
nepepoxaeHusa (5% ). Onepauunto
BbIMO/THAT 3HAOCKOMMYECKN He paHee
18—20 net, Koraa NosaHOCTbIO
3aBepluaeTcd npouecc nosioBoro
CO3peBaHuA.




Taxmuxa npu 3adepircke 10106020
paseumun

[Tpn 3apepXkXKe Tenapxe, Ha4yano
KOTOPOro AOJIXXHO COOTBETCTBOBATb
KOCTHOMY BO3pacTy 12,5 roaa, npu3aHaku
ero nogaBnsal0TCAa NnWb nocnie 14 net. 10T
BO3pacCT COOTBETCTBYET BEepXHeWU rpaHuLe
Ananas3oHa, paBHoOro 2,5 cpegHero
KBagapaTUYHOro OTKJIOHEHUSA OT
BO3paCTHOW MeanaHbl.

KNnnMHnyeckun pasnuyaroT ABe popMbl
3a/1E€PXXKN NOJSIOBOr0 pPa3BUTUS:
KOHCTUTYLMOHANIbHYIO U UANOMNATUYECKYIO.



Koncmumyyuonaaovnas gpopma
3a0eprcKu no.106020 paseumu

[Tpn KOHCTUTYLUMOHANBbHOMN (pOpMe peyb UAET O
ONNTENbHOW 3a4ep>XKe COMaTUYEeCKOro u
NCUXMNYECKOro pa3BuTns, Npm KOTOpou nepexon
OT AEeTCTBa K nybepTaTHOMY nepuoay
3aTdarneaeTcd. [JeBo4Yku ¢ 3Ton popMon
HapyLweHUss UMelT MeHbLUME pa3Mepbl Tesia Mo
CpaBHEHUIO CO CBEPCTHMLAMMN, @ KOCTHbIN BO3pacT
Y HUX NO CPAaBHEHUIO C XPOHOOMMYECKUM
3a4ep>xmBaetcs. AIMHaMuka KoHUeHTpaunm
rOPMOHOB KOppennpyeT He C XPOHO/IOMMYEeCcKnM, a
C KOCTHbIM BO3pacToM. JleyeHne npu aTon popme
He TpebyeTca. NporHo3 6n1aronpuATHLIN.



Mpu aTton hopme pasBuTme AeBouek Ao 12—13-netHero Bo3pacra
NMPOUCXOAMT KaK Y UX CBEpPCTHUL, OAHAKO nocsie 3Toro Bo3pacra
NOAPOCTKOBOIMO CKauka pocTa U NosiBJiIieHMA Tenapxe He NpoucxoauT
M1 OHM CUJIbHO 3ana3abiBatoT. Mpu ngnonarnueckon popme peub
MAET 0 3aAep)KKe Havyasa NnoJiIoBOro Co3peBaHuUs U pacTaArmBaHum Bo
BPpeMeHM BCex ero cragmun. [leBouku c 3ton popMoOUu HapyLueHus
BHayaJie MMelT MeHbluMe pa3Mepbl TeNa, YeM UX CBEPCTHULbI,
OAHAaKO B AaJibHeMlleM u3-3a No3[QHEero OKOCTEHEHUSA 30H POCTa OHM
ornepexarT B pocTe CBOMX CBEpPCTHUL. B XpOHOJ/IOrMYecKkoMm
aHaMHe3e y HUX OTMe4YaeTCH OoTYeT/IMBbIA nepenom. NMpu ocmoTtpe
o6Hapy>xuBaloT NnepBble NPU3HAKU 3CTPOreHn3auum B Buae
nosiBIeHMs weeyHon cnamsu. NMpu Y3U MaTKka yMeHblueHa B
pazMepax No CpaBHEHUIO C BO3PaCTHON HOPMOW, OAHAKO
aHAOMEeTpuin naeHtndpunumpyercsa. CruMmynsumoHHaa npob6a c
nporectepoHoM nonoxxurtenbHas. NMpu 3MNP BO3MO>XHa ceMenHan
npeapacnosiodkKeHHoCTb (YacTo BbisicHAeTcs, uTto 3IMP Habnroganacoh
u 'y matepu aesoukun). C apyromn ctopoHsl, 3MP HabaoaaloT n npm
HEpPBHOW aHOpeKCcuu u 6ynnumMumn, a TaKkke y AeBovyeK, MHTEHCUBHO
3aHMMAOLWMNXCA CNOPTOM, OCO6EHHO eC/IM HauvaJio 3TUX 3aHATUN
npUUJJIOCb Ha npenyb6epTaTtHbii nepuoa. OaHako cneayeTr OTMETUTD,
4YTO 3aAeprXKa MeHapxe B OCHOBHOM HabsirofgaeTca npyu 3aHATUAX
TeEMU BUAaAMM CNOpTa, KOTOpPbi€, MTOMMUMO MHTEHCUBHbIX Harpy3ok,
TpebyroT cob6110AeHNA KeCTKOro peXxmma, B TOM 4YUcCiie pexmma
nuTaHua (CNOpTUBHAA U pUTMUYECcKass rMMHacTuka, 6er Ha
AJINHHDbIE AUCTAHLUMN), @ TaKXKe NpU 3aHATUAX 6aneToM. HeTkunx
pPasnInumMii B KNMHUYeckom kaptmHe 3P, o6ycnoBneHHOMN
YKa3aHHbIMU NMPpUYNHaAMU, HeET.



Taxmura npu urndanmuiusme
(omcymcemeue 10106020 paseumus)

Mpu nHpaHTUIN3ME NPU3HAKU NOJIOBOro pa3BUMTUNA OTCYTCTBYIOT A0
15—16-netTHero Bo3pacrta, 4Tto 6biBaeT 06ycsnioB/I€HO
HeAOCTaTOYHOM CTUMYJIALMEN NN OTCYTCTBMEM CTUMYNALNM
(hYHKLUMN ANYHUKOB. [1N YTOUHEHUA XapaKTepa HapylleHUn
Heo6xoanMbl AONOJIHUTENIbHbIE UCCNIeAO0BaHUSA:

onpepeneHue ypoBHSA 3CcTpaauona, nponaktuHa, TTIr, UMOP-1 m

6enka, ceasbiBaouwero UMOP, B kpoBuy;
npo6a c roHaponmbepuHom (onpeapeneHue 6asanb-Horo yposHss ®CrIr
n JIl' n nx ypoBHA yepe3 25 n 40 MMH nocsie BHYTPUBEHHOrIo

BBeAeHus 25 MKr roHagonnbepuHa);
peHTreHorpadusa yepena, npm Heo6xoanmMmocTn KT 1 XpOMOCOMHbLIN

aHanuns.
NpununHon nHdpaHTMAN3IMa MOryT 6biTh:

1. nepBMYyHan oBapnasibHaa He[QOCTaTOYHOCTb NPU «KUYUCTOU> U
reHeTM4Yeckmn obycnossneHHON (XpOMOCOMHbIe abeppauun)

ancreHesmm roHapa,
2. oBapuvaJibHaa HEAOCTATOHYHOCTb nocne HY‘-IEBOVI n xXmmumoTepanum.




IlepBuuHan oBapuasbHaA
HEAOCTATOYHOCTbD

Ana nHPpaHTUIM3Ma XapaKTepHO 3HAUYnUTENIbHOE CHUXEHUE
KOHUeHTpauuun actpagmnona (MeHee 15 nr/mn) v nosbllleHne
KOoHueHTpauuun OCI (6onee 25 ME/[l/MN1) B CbIBOPOTKE
KpoBu. HM3knm ypoBeHb 3cTpaanona obycnosneH
HeAOCTAaTOYHbIM ero CMHTE30M M3-3a OTCYTCTBUS
donnmkKynos n NpMBoAUT K NOTOBOMY UHMAHTUIN3MY U
OTCYTCTBUIO NO/I0BOro pa3sBuTtus. CyLlecTBYIOT pa3/inyHble
KNnHn4yecknue opmbl NepBUYHOW OBapuarbHOWN
HeaoCTaTouYHOCTU. Hanbonee MHOMrOUYMCNEHHYIO Fpynny
NpeacTaBAsoT NauMeHTKM C ANCreHesnen rodaa,
obycnoBneHHOM aHOMasibHbIM HABOpPOM XPOMOCOM
(oTcyTcTBmne X-mnm Y-XpoMocoMbl). OaHaKo AnCreHesuns
roHag HabngaeTca TakXKe npu noJIHOM XeHCKOM Habope
XPOMOCOM.



YUnucrasa ouczernesus :onao

(¢ HOpMARBHBIMU NOA0BBIMU XPOMOCOMAMU)

YUncrtaqa gucreHesmnsa roHaa BCTpeyaeTca KakK npwu
XpPOMOCOMHOM Habope 46,XX (peako), Tak v rnpu
46,XY. KpoMme TOro, BO3MOXHbl TakKXe CMellaHHble
aCUMMeTpuYHble ancreHesnn (45,X/46,XY).

[TaUMEHTKN C HNUCTOUN AUCreHe3ueun roHaa,

KoTopasi BcTpeyvaeTtcda ¢ yactotom 1:8000, nmetoT
kapuotun 46,XY.

[TpUYNHON 3TOUN DOPMbI ANCIFEHE3NUN SABJISIETCSH
TOYKOBAs MyTauus reHa, Koaupyrouwero peuenTtop
OCIT (xpoMocoMa 2, ayTOCOMHO-peLEeCCUBHbINA TUNM
HacnenoBaHus). B 60NbWLIMHCTBE CyyaeB peyb
MaeT o NoJIHOM oBapuasibHOWM HEAOCTAaTOYHOCTH, a

HE 0 paHHEM (PYHKLMOHA/IbHOM UCTOLLEHNM
ANYHUNKOB.




Uwucrasa duczenesus :onao
(¢ HOpMARBHBIMU NOA0BBIMU XPOMOCOMAMU)

K OCHOBHbIM NMpu3Hakam 4YNcrTom (My>XCKOM) ANCreHe3snm
roHaa (cmHapom Cyanepa, OTHOCATCA:

0 kKapuotun 46,XY;

01 nepBuMYHasi ameHopes;

0 MOSI0OBOWU UHMAHTUIIN3M;

0 TMOBbIWEHHbIN YPOBEHb roHaA0TponMHOB B KpoBu (OCI
6onee 25 MEQl/MN);

0 HOpPMasJbHbIW U BbICOKNIA POCT.
[Mpy MO3anyHbIX popMax ANCreHe3nmn C KapuoTmnom 45,X un
46,XY oTMe4vaeTcsd Masibih POCT U BUPUIN3ALNSA FTEHUTATUN,.
Y HekoTopbixX gesoyek B MIMC npoucxoant runeprtpodud
knntopa. OcobeHHOCTbIO 3ab60n1eBaHns ABMISIETCS YacToe
pa3BUTUE B ANCIreHETUYHbIX SUYHMKAX roHaaob51acToMbl U

AnNcrepMmmHomMmsbl. loaToMy nocne YCTaHOBJIEHNA ANArHO34d
ANYHUNKKN NoaneXat KaK MOXHO paHHEWN SKCTUPTMNaunmn.




Yucrasa ouczernesus :onao
(¢ HOPMARBHBIMU NOA0BBIMU XPOMOCOMAMU)

AuncreHesns roHag npu kapunotune 46.XY (cMHApOM
Canepa).
o-AesBylwwka 15 net 7 mec 6e3 npmM3HaKoB MNosi0BOro
co3peBaHusa (ctaausa B1l, P4 no TaHHepy), pocCT
HOpManbHbIN; 6 - BO BpeMs onepauuu nosa MaToudyHom Tpybon
obHapy>XXeHo NepuToHN3MPOBaAHHOE ONyxoneBnaHoe
obpasoBaHue, KOTOpOe Npu r’MCToSIONMYEeCcCKOM NccieaoBaHum
okasanocb roHagobnacromon, Cnesa BmaHa BOPOHKA MaTou
HOW Tpybbl C puMbpusaMK, cnpasa - yniaoweHHas

rmnepTpodupoBaHHas MaTka.




Uwucrasa duczenesus :onao
(¢ HOPMAABHBIMU N0OA0BBIMU XPOMOCOMAMU)

AdeBywka 16 netr 6 Mec Cc aucreHesmen roHaa npu kapuotune 46.XY u ANCTEPMUMHOMOM, a - Ha
COHOrpamMMax BWAHa conupHas onyxonb, [MpuMHMMass BO BHWUMaHWE reHeTudyeckmit non pebeHka w
COHOrpaduyeckyto KapTuUHY, 3anofo3puin 3/10KaYeCTBEHHbIM XapakTep onyxonu; 6 - BO Bpems
onepaumu noj MatouyHon Tpybon obHapyxeHa Oonyxofib, KOTopas Npu UCCIefoBaHMM MMena CTpoeHue,
HanoMuHawuwee  ANYHUK.  [AMarHos: ancrepmmHomMa  T1N1MO. Bbbina BbIMO/IHEHA  TaKXe
KOHTponaTepasibHas aAHEKCIKTOMUS, roMmonaTepasibHas NMMMaaeHIKTOMUSA A0 YPOBHS MOYEYHOM HOXKMU,
JononHuTenbHO NpoBeAeHa BHadane xmuMuoTepanus, a 3aTeM Jiydyesad Tepanus.



Cunopom Lllepeuteecxozo-Tepuepa

B

Hanbonee spKMMnU KIMHUYECKNMU NMPU3HAKaAMU CUMHAPOMA Ynbpuxa-TepHepa
SBNSAKOTCSA NOS0OBOUN MHMDAHTUIN3M, Masibli POCT, KOTOPbIN 06bI4YHO
konebnetcsa oT 135 no 152 cM, 3aaep)XKa KOCTHOro so3pacTta. NHoraa
HabngalTCa TakXe KpbloBnaHasa cknaaka (NTepurnin) Ha wee,
6oukoobpasHas rpyaHas KiaeTka, HU3KO pacrosioXXeHHasa rpaHuua pocra
BOJZ1IOC Ha 3aTbl/IKe, BasibrycHasa agedopmaumns NOKTEBOro CycraBa,
Ancnnasns HOrTem, NOPoOKU pa3BmUTUSA Nodek n cepaua. NoMmMMo cnyyaes C
TUMUYHON KJIMHNYECKOMN KAapTUHOMN, BCTPEYalTCa TaKXe MasloCUMMMNTOMHbIE
BapuaHTbl 3aboneBaHus. Hanbonee 4yacTtbiMu rNpu3HakaMu, yKasblBatoWMMmM
Ha CUMHAPOM Ynbpuxa-TepHepa, ABNAITCA NepBMUYHAa aMeHopes,
OTCYTCTBME Teflapxe, Masbli pOCT, KOpOTKas wWes, HU3Kasa rpaHuua pocTta
BOJIOC Ha 3aTblsIKe. Y HOBOPOXAEHHbIX C CUHAPOMOM Y/ibpuxa-TepHepa npu
FMCTONIOrMYEeCKOM UCCNenfoBaHNN SUHHUKOB 0O6Hapy>XMUBaKT LWNPOKUM
CMeKTp U3MEHEHMN — OT HOPMAaJIbHOIro CTPOEHUs C NpuMopAnabHbIMU
donnnkynamm oo coeagnHUTEIbHOTKAHHOIO nepepoXxaeHnst AM4YHUKOB,
KOTOpble MMelT hopMy Tsxa. [103TOMYy pa3BUTUE OBapUaibHOWM
HEeLOCTAaTOYHOCTU 06bsCHAETCS 6bICTPbLIM perpeccupoBaHmeM QOSININKYOB,
a He NepBUYHbLIM OTCYTCTBMEM 3apOblLlLEBbIX K/1ETOK.

OCHoBe 3aboneBaHns NEXUT MOHOCOMUSA Mo X-XpoMocome (yTpaTa Y- nnu
OfIHOM X-XpOMOCOMbI, cnHApoM X0). CyllecTBeHHoe 3HauyeHne B
ANArHOCTUKN MMeeT XPOMOCOMHbIUN aHanus.



Curnopom Yaspuxa-Teprnepa
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MHAPOM YNbpuxa-TepHepa. a - AeBoYKa

4 net
POCT, KpbIJIOBUAHbIE KOXHblEe CKNaAKWN Ha wee, MHdaHTUAK3M; 6- 15-neTHasa aeByLuka C
MasioOCMMNTOMHOM (hOpMOM CMHAPOMA YNnbpuxa-TepHepa 1 NepBUYHON ameHopeel. [nvHa Tena 143
CM, ApPYIruUX XapaKTepHbIX NPU3HaKOB CMHAPOMa HeT. YpoBeHb OCI B kpoBu 66 ME[l/Mn, acTpaanona
- 33 nr/mn. KocTHbIM Bo3pacT 13,5 roaga, JIoXkHOe pa3BuUTME MOJIOYHbIX Xenes; B - 19-neTHsAs
AeBYyLUKa C MANOCMMNTOMHOM (hOpMOI CMHAPOMaA Ybpuxa-TepHepa: UHPAHTUIN3M N KapAIUKOBbIN
pocCT,

Mec C TMNN4YHbIMN CMMNTOMaAMMU. KapﬂMKOBbIVI




Curnopom Yavpuxa-Tepuepa

CvMmnTOoM croTta, %

NepBuyHasa ameHopena9?7

OTcyTCcTBME pa3BUTUA MOJIOYHbIX XXene395
Manbin poctr95

KopoTtkas wen76

Huskaa rpaHuMuya pocTta BOJIOC Ha 3aTblsike71
'Mno- uan gucnnasna Horrenb66

NMrMmeHTHbIE HEBYCbI62

LLinpokaa rpyaHas knetkab3

BanbrycHas aedpopmMmaumsa NOKTEBbIX CycTaBoB52
CHm>xeHue cnyxa48

KopoTtkasa IV nacTHasa KocTtb47

KpbinoBuaHblie cknaaku Ha wwee46

NMopokn pa3BUTUA NOYEK U MOUYEBbIX NyTen39
Jinmcdbenema3s8

Bbicokoe HE6O36

ApTepunanbHaa runepreHsmna3s

SNUKaHT25

CHMm>xeHue 3peHnn22

NMopoku pazButua cepaua(HanpuMmep, aopTtanbHbiii CTEHO3)15
Mopoku pa3BuTUa NO3BOHOYHUKA1l5




Taxmuxa npu xkaparuxoeom pocme
(Oauna meaa menee 13) cm)

NMpuunHaMmM KapJIMKOBOro poCTa, HEPeAKO CoUYeTaloLWerocs
OBapuaJibHOM HeAOoCTaTOYHOCTbIO, 6bIBaroT onyxonm LLHC
(xpaHuocapmnHruoma, onyxosiv runodusa uiam Typeukoro ceasna),
nepeHeceHHbIn 3HUuedanuT, YepenHo-Mo3rosas TpaBma
(coTpsiceHme mnm yuumb ronoBHoro Mo3sra), XxpoMoCOMHbIe
aHomanum (CcMHAPOM Ynbpuxa-TepHepa), runogpunsapHas
HeaAoCTAaTOYHOCTb (nocsie poaoBOM TPpaBMbl, OCO6EHHO Y AeTen,
POAMBLUMXCH B Ta30BOM npeasiexxaHum Wim nepeHecuwnx Bo BpeMs
POAOB NMMNOKCUIO, NPUBEALUYIO K TMNONMUTYUTApU3MYy), a TaKXke
M30/IMpOBaHHasA rOpMOHaJIbHasi HEAOCTAaTOYHOCTb.

Ons ycTaHOB/IeHUA AunarHo3a Heob6xoanMmo:

1.onpeaenntb kKoHUeHTpauuro OCI, UMPP-1, 6enka, cBA3biBaOLWEro
UMNeoP-3, n ropMmoHa pocTta nocne BBeneHml MHCYJZIMHA
(runornuKeMquCKaﬂ npo6a ¢ MHCY/INHOM);

2.KOMBGMHMPOBAHHLIN TECT CTUMYNAUMK r<Mnodpunsa;
3.NMpoBeCcT XPOMOCOMHbIN aHANU3;

4.M0J1y4YUTb PeHTreHOBCKMe CHMMKM o61acTtu Typeukoro ceana, npm
HeobxoaunmocTu BbiNnosIHUTbL KT nam MPT.




Taxmuxa npu zepmagpooumusme,
couemarongemMca ¢ supuausayuert
u Opyzumu npusHaxkamu cuneparopozeruu

NMposBneHUs BUpUIN3aLmMm y AeByLieK Konebnrorcsa oT
rmnepTpodumn KaMTopa A0 NepCcUCTeHL N YPOreHUTasbHOro CMHyca
U repmadpoautnusma. lNo knaccudpumkauum lNpanepa pasnmuaroTt 5
BapuaHTOB. FeHUTannmM NpoMexKyTo4yHOro Tuna, uin BUPUJbHbIN
CMHAPOM, PAacno3HalTCH Cpa3y nocsie poXxkaeHua pebeHka nnn B
paHHEM eTCKOM Bo3pacTe, AeTeN C 3TUM CUHAPOMOM cnepyert
TIatenbHoO o6cnenoBaTtb ANSA YTOUHEHUS NMPUYUHDbI U NpoBeAeHUs
nevyeHus.

K MeHee Bbipa>eHHbIM CUMITOMaM rmnepaHaporeHum OTHOCATCA:

0 npexaeBpeMeHHoe nybapxe (npexxaespeMeHHOe aapeHapxe);

0 rupcytmsam (nosiBieHUe AJZIMHHbIX BOJIOC HA yYacTKaX TeJsia, Ha
KOTOPbIX OHU OObIYHO pacTyT y MY>X4UUH, HanpuMep Ha noabopopake,
wexKkax, BepxHen rybe, B 0651aCcTu rpyaAmHbl, BOKPYr COCKOB, a TaK)ke
HeyeTKas rpaHuua pocTta BOJ1IOC Ha 1obke); oBOJIOCEHME Ha pyKaX U
Horax obycnoBsieHO He aHApOoreHamum;

0 yrpu, cebopes;

0 MaJJibli POCT, onepeXxeHne KOCTHOro Bo3pacra.




Bupunnusauuna y gesoyek

0 Bupunuszauuio n reHnTanmm npoMexyTouyHoro tmna odbIYHO
ANArHOCTUPYKOT U fledaT B paHHEM AeTCKOM BO3pacTe rnpwu
o643aTe/IbHOM OCMOTPE HOBOPOXAEHHbIX, @ TakKXe npu
AanbHENLWNX NpoPUaKTUYEeCKnx ocMoTpax. MHoraa
BUPUNN3ALUIO BbIABASIOT NUWb nocsie 3asepweHund Mrcy
AeBYLUEK C XXEHCKUM TUMOM reHuntanun. NpuuynHamm atnx
N3MeHeHun 6bIBatoT:

0 runepaHaporeHMs y NuL C XXeHCKMM HabopoM Xpo
MOCOM;

0 YaCTU4YHas UNM NnosiHas pe3anCcTeHTHOCTb K aHApO-
reHHbIM ropMOHaM Yy JinL, C MY>XCKMM HabopoM XpOMOCOM;

0 WCTUHHbIX repmacdpoanTU3M (Hanume y MHAMBUAYYMaA
KaK sinyek, Tak N SMYHNKOB,




[vmnepaHAaporeHus y AeBOo4YeK
[TpUYUNHDBI:

?E(ZZ)(6onee yeMm B 50% cniyyaeB, CM. Takxe C.

ONyX0/NN KOPKOBOIro BellecTtsa HaaAMoO4Ye4yHUKOB.
NHOraa onyxosin KOPKOBOIro BellecTBa Haano4vey
HWKOB, NPOAYUMPYOLWNE aHAPOreHbl, MOTYT CTaTb
MPUYNHON FrMNEPAHAPOreEHNN U BUPUIN3ALINM.
XapaKTepHbIM AN14 Takux ornyxosien, NnoMMMO KJu
HNYECKNX CUMNTOMOB, SIBASAETCS TaKXXe MnoBbl
lWeHHbIn ypoBeHb [IMDAC (bonee 5—7 MKr/mn) v
TeCTOCTepOHa B CbIBOPOTKE KPOBW; Ba>XHoe AU
arHoOCTnyeckoe 3HaueHune nMmeet Takxe Y31 un KT.



Ucmunnviu zepmagpooumusm

[Mpn UCTUHHOM repMadpoanTmIMe, KOTOPbIXN BCTpedaeTcCs
NOBOJSIbHO peako, 60/bHbIEe UMET Kapnotun 46,XX unum
46,XY, ogHaKoO peHOTUN Npu 3TOM bbiBaeT
NPENMYLLECTBEHHO XEHCKUN. lnarHo3 MOXHO NOCTaBUTb
NLWb HA OCHOBE XPOMOCOMHOIO aHasin3a u
FMCTO/IOMMYECKOro nccnegoBaHns TKaHu andek (SMYHUKOB),
nonyyeHHon nytem ébunoncuun. OcobeHHO BeNMKO 3HAUYeHue
XPOMOCOMHOI0 aHanmsa. [1pn My>XckoM Habope XpoOMOCOM
BCeraa cfiegyeT BbISCHUTb JIOKann3auuto andek. TKaHu,
NCCeKaeMble BO BpeMs ornepauum no nosoay naxoBowu
rpbKKU, noasiexaTt o0b6a3aTefilbHOMY M’MCTONIOrMYEeCKoMY
nccnenoBaHuilo. na obHapyXeHunsa n yaaneHns andek
npuberatoT K ANArHOCTUYECKOW NesibBUCKOMNUU, pexe —
nanapoTtoMum,



AedyeHue IEPBUYHOU aMEHOPEU

JleyeHne geso4eKk Cc NnepBUYHOU
aMeHopeen A0/IKHO 6bITb HanpaB/1eHo
npexae Bcero Ha ycTpaHeHue ee
NPUYNHBI.




AedyeHue IEPBUYHOU aMEHOPEU

JleueHne nepBNYHON aMeHOpeH, BbI3BaHHOU OMNMyXOJibiO

[

MNpun onyxonax LUHC vnm runodpusa paccmatpusatroT BOMPOC
0O HENPOXMPYPrmyeckoMm BmellaTenbcTee. [1pu
NpoNaKTMHOME ornepaunsa nokasaHa B Tex cnydasax, Kkoraa
OMyXOJib NpeBbIWaeT B AnaMeTpe 1 CM 1, pacnpoCcTpaHsasaCh
napa- uan cynpacenndapHo, BbIXoAMUT 3a npeaesbl TYpeuKoro
ceana. PekoMeHayeTca MeToAmMKa CeneKTUBHOM
TpaHccheHonaaIbHON aAeHOM3KTOMUU C OCTaB/IEHNEM
Hen3MeHeHHOW Yactu rmnodusa. Npn nobpokayecTBEHHbIX
OMyXoJiaX SUYHMKOB NOKa3aHO NesibBUCKOMUYecKoe
yAaneHme onyxosam ¢ COXpaHEeHNEM HEUN3MEHEHHOW TKAHWU
ANYHUKA.



AedyeHue IEPBUYHOU aMEHOPEU

SCcTporeH-nporecrareHHasi 3aMecTurtesibHas
Tepanus

0 [Npu oBapunanbHOM HEAOCTATOYHOCTM Ha3HAYaloT
LIMK/IMYECKYIO0 TepPanMio 3CTPOreHamMmm U nporecra-
reHamm (>kenaTtesbHO NPOU3BOAHbIMU
nporectepoHa). MpenapaTtbl 3TUHUNACTPAAMNONA
cnenyeT MPpUMEHSATb UCKIIOUYNTENBbHO AN
KOHTpauenumMn. OTO MOJSIOXXEHUE OCHOBbIBAETCH Ha
MHOIMOYMCNIEHHbIX, B TOM YMNC/1I€ HOBbIX, AaHHbIX.




eYyeHHUEe HepBI/I‘IHOﬁ aMEHOpPEU

Peak bone mass DuznonorMyecKkasl AaMHamMmmuka
¢ KOCTHOMW MaccChbl

MeHonayaa: yracaHue rnpoaykumm 3CcrTporeHos

2 MocTrmeHonaysarnbHbIn
oCcTeonopos

KocTHas macca

Pasbpoc

= » <
MoBLILLIEHHBIA PUCK NEPENOMOB KOCTEN *

HepoctartouHoe obpasosaHue
KOCTHOIO BeulecTea, obycrnoBneHHoe
3CTPOreHHOM HeAOCTaTOYHOCTLIO
T 1 | | i 1

1
10 20 30 40 50 60 70
MNoasbl

OThaneHHble NocnencTBUS 3aHATUM CrIOPTOM WM aMmeHopesi. Cxema, u3obpaxawowas AUHaMUKY
NAOTHOCTU KOCTHOM TKaHW B pa3Hble BO3pacTHble nepuoabl. C Hayanom nybepTaTHOro nepuoja
NnpPoONUCXoANT CcO3peBaHMe KOCTHOM TKaHW, KoTopass K 15-20 rogam A[ocTturaetr MakKCMManbHOM
nnotHoctn (peak bone mass), B panbHenweMm npoucxoant @U3MONOrMYECcKUn npouecc
YMEHbLIEHUSA KOCTHOM Macchbl, Y XEeHWMWH C AJINTeSIbHON 3CTPOreHHOM HefO0CTaTOYHOCTbIO KOCTHas
Macca CyLWeCTBEHHO HWXe MO CPaBHEHWUID C TakKOBOM Yy XEHLWWH C HOpMaJibHOM NpoAyKUMeWn
3CTPOreHos,




