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IIpeameT n3ydyeHusa « JHAOKPUHHOU aHAPOJIOTHH »

OnpeaeneHue: nosa - COBOKYNHOCTb BUONOMMYECKMX
M NCMXOCOLMA/IbHBIX MPM3HAKOB CBOMCTBEHHbIX
MY>KCKOMY MJI1 }KEHCKOMY OpraHmM3my

buonornyeckme npmsHaku: reHeTU4YeCKne, ropMoHaJIbHblE
Mopdosiormyeckme

[cuxocoumaibHble NPU3HAKK: reHaepHas MHAeHTUdMKaums,
reHepHasa po/ib ...

HNBanos H.B., «I'unioronagusm y Mmy>K4mH», 2010
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CTPYKTYPA MNMOJIA

1. XpOMOCOMHbIN MO/

"eHeTUYeCKMM MNon

2

3. ToOHaaHbIM non

4. TopMOHaNbHbIX MO (HAPYXHblE U BHYTPEHHME
NoJ10Bble OpraHbl + BTOPUYHbIE MOJI0BbIE
NPU3HAKM)

5. [parkgaHCKUM non

6. lMcmxocoumasibHbIM NOJ

HNBanos H.B., «I'unioronagusm y Mmy>K4mH», 2010



UccnepoBaHMe CTPYKTYpbl Nosa

[lpaBnno «4 I'» unn «4G»

1. 'eHbl (gens)

2. ToHaab! (gonads)

3. 'opMoHbI (hormones) nan ['eHutanmm (genital)
4

. F'engep (gender)

HNBanos H.B., «I'unioronagusm y Mmy>K4mH», 2010



[loKa3aHMA K onpeaeneHuio
XPOMOCOMHOI0 MnoJia B aHAPOJ10r 1

« AHOMa/IMM Pa3BMTMA HAPYKHbIX MOJIOBbIX OPraHoB:
aMbMBaAIEHTHbIE FrEHMTA/IMM, MUKPOMEHMC,
KPUNTOPXM3M, rMnocnaams

» 3aJ€eprKKa UM OTCYTCTBME NOJIOBOr0 Pa3BUTUA
 A3oocnepmms, 0IMro300CnepMmUs, TEPATO300CNEPMMS
« MMNeproHaAoTpOMHbIM FMMNOroHaAN3M
 [Mnannpyemoe 3KO

HNBanos H.B., «I'unioronagusm y Mmy>K4mH», 2010



HapyLueHMAa XpOMOCOMHOIo noja

47 XXY
C-m KnanHdenbtepa




[eHeTU4YeCKMM non

PBX1, EMX2,
CBX2, LHX9 - WY PR

Genital ridge . =
DMRT1?
| GATA4, rooz. e
me Y
R§PO joR-esenn-3 S0X9 e sox by oun ’
NRSA1 NRSA1,GATA4 ngAi
X WT1, SOX8
FOXL2 Steroidogenesis
AMH
NRSAY
Steroldogenesis
Adult
FOXL2 wmd 509 FOXL2 [ SOX9
Time
Ovary Testis

Sekido and Lovell-Badge, 2009; Uhlenhaut et al., 2009; Schlessinger et al., 2010
Wilhelm et al., 2007; Smith et al., 2009



[ eHbl Y-XpOMOCOMbI, OTBeYalLlme
3a (POPMMPOBAHME AMNYEK

PAR
SRY eeeees—— CMHAPOM ae nAd LLlanenb

Cungpom Caepa

AZFa (USP8Y and DBEY)

AZFb (RBM)
AZFc (DAZ) &= CyiHgpom Jenb Kactnnbo

«—PAR —



[TlokazaHMA K onpeaeneHnto SRY
B aHAPOJ10rMu

- HapylueHMA CTpoeHUS HapyKHbIX NOJIOBbIX OPraHoB Yy
pebeHKa C KapuoTmnom 46,XY unm 46,XX

» MMNeproHaAoTpOMHbIM TMMNOroHaAMU3M Y MaJIbYMKOB
(MY*UMH) C KapnoTtunom 46,XX

HNBanos H.B., «I'unioronagusm y Mmy>K4mH», 2010



[lokazaHMA K onpeaeneHuio reHa AZF B
aHAPOJI0rMKU Yy NaLMEHTOB C
KapnoTmnom 46,XY

A3oocnepmus
Onurosoocnepmums
Teparto3oocnepmmsa
[Mnannpyemoe KO

NBanos H.B., «I'unoronagusm y My>K4uvH», 2010



dnyopecueHTHaa ruopuamsaumsa in situ
FISH-Sry Analysis of Porcine Embryos

MALE

Green Fluorescence’

Female

Photograph provided by Dr. Lee F. Rickords



[loka3aHMA K onpeaeneHuio
rOHaAHOro noJsia y naumMeHToB C Kapmotunom 46,XY

AHOMa/IMK Pa3BUTMA HAPYKHbIX MOJ0BbIX OPraHoOB:
amMb6MBaJIEHTHbIN F€HMTaIMM, MUKPOMEHMC,
KPMNTOPXM3M, rMnocnaams

3agepxKa Uam OTCYTCTBME NMOJIOBOro pa3BmUTHA
(amcreHesnsa U areHesmnsa roHan)

[lperkaeBpeMeHHoe NoJI0BOE pa3BUTHUE (OMYXOJIN)

A3zoocnepmuna, 0/IMro3oocnepmMma (aMcreHesms,
areHesus)

MNeproHaAoTpPOmnHbIKM FMNOroHaAU3M
[ MHEKOMaCTMA (ONyXO0JI1M MOJIOBOro TAXaA)

HNBanos H.B., «I'unioronagusm y Mmy>K4mH», 2010



MeToAabl nccneaoBaHMA rOHAAHOrO noJa
Y NauUMEHTOB C Kapuotunom 46,XY

» [Tanbnayma (oueHKa pa3mMepa U KOHCUCTEHLMM)
* Y31 MOLWIOHKM (ONYyXOan ANYEK)

» Y3U 6ptoHOM NONOCTU (KPUMTOPXMU3M)

» MPT 6ptoLLIHOM NOIOCTH

- CnepMorpamma

- buoncua TecTukyn

HNBanos H.B., «I'unioronagusm y Mmy>K4mH», 2010



LLIkana lNpagepa

R

2 3 4 5 6 8 10 12 15 20 25

NBanos H.B., «I'unoronagusm y My>K4uvH», 2010



lNokaszaTtenu cnepmorpammbl (BO3, 2010)

HUXKHAA rpaHuLa pedepeHCHOro MHTepaasa
(5 ueHTUNb 1 95% KoHDUMAEHUMANBbHbIM MHTEPBAN)

v 0b6beM 3skynaTta 1.5 mn (1.4 — 1.7 mn)

v Obuwee kKon-so cnepmato3onaoB 39 MH. (33 — 46 MIH.)

v KoHueHTpauusa cnepmato3omnaos 15 mnH/mn (12 — 16 MAH.)
v’ MoasuxHocTb cnepmaTto3onaos (A+B) 40% (38 — 42 MnH.)

v [MporpeccuBHbIX criepmaTo3omnaos (A) 32% (31 — 34 MnH.)

Cooper et. al. (2010) Humane Reproduction Update 16:231-245



lNokaszaTtenu cnepmorpammbl (BO3, 2010)

HUXXHAA rpaHMua pedepeHCHOro MHTepBeasa
(5 ueHTMAb 1 95% KoHdHAEeHUMANbHbIM UHTEpPBA)

v Kusbix criepmato3onzioB 58% (55 — 63%)

v' HopmanbHbIX popM cnepmaTo3omaoB 4% (3 — 4%)
v" MAR test meHee 50%

v pH 6bonee 7.2

v’ IenkouuTbl MeHee 1 MaH/Mn

Cooper et. al. (2010) Humane Reproduction Update 16:231-245






b/ioOKaga cnepmMmaTtoreHesa
U FTMAJZIMHO3 CEMEHHbIX KaHa/ibLieB

R.I.McLachlan et al . Human Reproduction Vol.22, No.1 pp. 2-16, 2007.



H. B. ToirybeBa

AncreHesna roHaz

5

TepMHH «JucreHe3Hsa» (roHaj, SIMYHHKOB, TECTHK repvacroiumi
rae «auc» (dys) — mpucraBka, O3Hadawomas HapylleHue,
IOPOK, <«TE€HE3HsI» (ot nar. «genesis») — BO3HHKHOBEHHE,
pa3BHTHE, O3HayaeT <«HapylleHHe HOpMaJ/bHOIo ¢bopmMUpO-

BaHHS» (B AaHHOM ciayyae— MOp(OJOrHIecKHX 3J€MEHTOB,
COCTaBJIAIIOIHX TOHALY).

U .B. I'onybesa. I'epmagppooumusm. Mockea, MeduuuHa, 1980



H. B. Tonybesa

)

AreHesusa roHaz »

TEPMA®POOUTHNSM

I'peueckas mpHCTaBKa «a» 03HayaeT OTpHLAHHE, OTCYTCT-
BHe uero-1H00. B coeqHHEHHH cO CJIOBOM «reHe3» (areme-
3Hs1) OHa MpPHAAET eMy CMBICJIOBOe 3HaueHHe BPOXICHHOrO
oTcyTCTBHS MOpP(]OJOrHYeCcKHX 3JIEMEHTOB TOHAJbl. [IosTo-

U .B. I'oaybesa. I'epmagdpodumusm. Mockea, Meduuura, 1980



[loKasaHMA K onpeaeneHmio
ropMOHaJIbHOro nona
(HapyXHble NoJI0Bble OpraHbl)

« AHOMaNMM pa3BUTMSA HAPYKHbIX MOJIOBbIX OPraHoOB:
aMb6MBaIEHTHbIN F€HMTaIMMU, MUKPOMEHMC,
KPMNTOPXM3M, TMnocnaams

- 3aZlepKKa Uu OTCYTCTBME NOJIOBOrO PasBUTHA
- [pexxaeBpeMeHHOe Nos10BOE pa3BUTHE

- A3oocnepmusa, 0JIMro3oocrnepmus

o CHMKeHne nmougo v 24

* [pMo6pPETEHHDBIN MTMNOrOHAAM3M

HNBanos H.B., «I'unioronagusm y Mmy>K4mH», 2010



MeToabl uccnenoBaHUA
NnepBMYHbIX MNOJIOBbIX NMPU3HAKOB

» OCMOTpP Hapy»XHbIX MOMOBbLIX OPraHoB

Hanmyme MOLLUOHKNA
Hannyme n pasmep rneHuca

PacrnonoXeHne ypeTpbl

» OueHka cTerneHn BUpuUnu3aymm no wkare
[Mpapepa

HNBanos H.B., «I'unioronagusm y Mmy>K4mH», 2010



LLikana lNpagepa: oueHKa cTeneHu
BUPUN3ALUMM HAPYKHbIX NOJIOBbIX OPraHoB

le@

wmm%w%

e Y \(ﬁg/ \/ﬁ\/

IORORORGIRGERA

HNBanos H.B., «I'unioronagusm y Mmy>K4mH», 2010



5 cTagMM pa3BUTMSA FTEHUTASIMU
reHMTaaum y MajibuMKOB

BO BpeMs nyobepTtaTa

(no Tanner)




CTaamMu pasBUTUA FEHUTASIMU Y MASIbYMKOB
BO BpeMs nybepTtata (J.Tanner, 1972)

» G1 -N0JIOBOM Y/1EH U MOLLOHKA AETCKME

» G2 - yBeniM4yeHue MOLLOHKMK, HavaJlo ee
MUMrMEeHTaLMn, NOJIOBOM Y1EH MHDAHTMUIbHbBIN

» G3 - pasnbHeuLlee yBeJIMYEHME MOLLOHKMU U pOCT
NoJIOBOro Y/71€HA B AJIMHY

» G4 - 3HaYnTeNbHAA NMUIrMEHTALMA NOJIOBbIX
OpraHoB, yBe/ItYeHMe MOLLUOHKM, POCT MOJIOBOro
YJieHa B TOJILLUMHY

» G5 - reHuTannM B3poCa10ro MyKUYmHbl

HNBanos H.B., «I'unioronagusm y Mmy>K4mH», 2010



Ctaaun pa3BUTUA JIOOKOBOIo Yy MaJ/IbYMKOB
BO BpeMs nyoeprtaTta (J.Tanner, 1972)

» P1 - oBO/IOCEHME OTCYTCTBYET

* P2 - poCT peaKkunx AJIMHHbBIX BOJIOC Y OCHOBAHMA
Y/lIeHa

 P3 - oBo/1OCEHME pPACNpPOCTPAHAETCA Ha JIOHHOE
COY/IEHEHME, BOJIOCbl TEMHEIOT U BbIOTCH

* P4 - oBo/10CEHME NO B3pPOC/IOMY TUNY, HO
MeHbLUEro pasmepa

* P5 - oBO/10CEHME B3POC/IOrO MYKYUHDI

 P6 - pocT B0JIOC NO CpeHEN JIMHUM KUBOTA A0
nynka

HNBanos H.B., «I'unioronagusm y Mmy>K4mH», 2010



Pa3mepbl N0JIOBOro YJ€HA Y B3POC/IbIX MYXKYMH

Ta6auuwa 21

XapakTepHCTHKA AJHMHBI MOJOBOTO UJjeHA (HA OCHOBAHHM AHTPONOMETPH-
YeCKHX HCCaeA0oBaHHK 1226 B3POC/BIX MYMXKUMH)

O6ias oueHka nokKkaslarteaen

Okpyraennbie 3nayennst (Cm)

QOuelib BLICOKUE
Boicokue
Boiure cpennnx
Cpentne

Huxxe cpennux
Husxkue

Oueinib HU3KHE

=131
11,1—13,0
10,1—11,0
8,6—10,20
7,6—38,5
5,6—7,5
5,9

HNBanos H.B., «I'unioronagusm y Mmy>K4mH», 2010



LlIkasia rupcyTHOro 4mcna
Ferriman-Gallwey

Figure | Dr David Ferriman (1907-1990, photograph c. 1967)
was a practicing endocrinologist with an interest in the disorders of

id adrenale and Avariee

CLINICAL ASSESSMENT OF BODY HAIR
GROWTH IN WOMEN

DAVID FERRIMAN, D.M., M.R.C.P.* axp
J. D. GALLWEY, M.B., B.Cn.1

North Middlesex Hospital, London, England

HNBanos H.B., «I'unioronagusm y Mmy>K4mH», 2010



LLIkana rupcytHoro yncna Ferriman-Gallwey

NBanos H.B., «I'unoronagusm y My>K4uvH», 2010



LLIKkana rmpcyTtHoro ymcna Ferriman-Gallwey
11 30H (0 - 4 6anna) - 44 6anna

CyMMapHo:
1- 7 - BapMaHT HOPMbI
8 - 12 - norpaHMYyHoe 4YnC0
12 v 6onee - TMpCyTM3M

12 - 22 - rmpcytm3m 1 cT.

23 - 32 - TMpCYTU3M 2 CT.
34 1 BbiWe - TMPCYTU3M 3 CT. (BbIPaXKEHHbIN)

NBanos H.B., «I'unoronagusm y My>K4uvH», 2010



5 cTagun pa3BUTHS
MOJIOYHbIX ¥Kenes
no . TaHHepy

NBanos H.B., «I'unoronagusm y My>K4uvH», 2010



CTagmn pa3BUTUA MOJIOYHbLIX Kene3s
(no Ax. TaHHepy)

« Ma1 - xXenesbl He pa3BUTDI

» Ma2 - ctaama HabyxaHMs Kenesbl, yBe/JIMYMBAETCA
JMaMeTp apeo

« Ma3 - ganbHeKllee yBeMYEHME Kenesbl U apeosibl 6e3
Pa3/e/IeHMA UX KOHTYPOB

« Ma4 - BbICTyNaHWe apeosibl U COCKa C 06pa3oBaHUEM
BTOPUYHOI0 6YropKa Haj, KOHTYPOM KeJie3bl

» Ma5 - M0/104HaA Kene3a B3POC/IOUN KEHLMHDI

HNBanos H.B., «I'unioronagusm y Mmy>K4mH», 2010



AHTPOMOMETPMS: EBHYXOUAHOE TENOC/IO}KEHUE

NBanos H.B., «I'unoronagusm y My>K4uvH», 2010



AHTponomeTpusa: omotmn XK. /lekypa un XK. /JymuKa

i62
172

Puc. 9. Buorun xwenutunnl (A) u Guorun myxuunbl (D) no XK. Jle-
Kypy # XK. JIymuxky. [Ianna BepxHei uactv Tena (rpaHuucit siBaReTcH
JutuA, coeanHsouwias o6a Beprena,— distantia intertrochanterica)
paBHa AJHHE HUMKIieH NMONOBHHBL. Pa3sMax pyk paBeH [JHIe TeJa.

HNBanos H.B., «I'unioronagusm y Mmy>K4mH», 2010



AHTporiomeTpusa: ounotmn XK.Jdekypa n K. Aymuka

XapakrepHcTyKa 3HAYEHHH TPOXAHTCPHOrO MHAEKCA Y 310POBbIX MYIKYKH
No 2ailHbIM CHIFMAABHOIO pacitpeae/ieHus

O6uwasa oueHKa 3HaUEHHHA
rpynnHpoBoK

Jajaunnasa WUPUHA
HHTCPBAAOa

Paccuutaydsnie Beau-
YU HHACKCCB

Ou4eHb BLICOKHE
Beicoxkie

Boruie cpeaHux
Cpeaune

Hitxe cpemnix
Huzkue

Ouyeldb HU3KHe

Bume M4-200
Mexay M+-1006 u

M+4-200
Mexay M+-0,50 u
M+4-100
Mexay M—050
M-+0,5¢0
Mexagy M—100 u
M—05 ¢
Memay M—200 u
M—10o

Huxe M—200

HNBanos H.B., «I'unioronagusm y Mmy>K4mH», 2010

>2,09
2,04—2,08
2,01—2,03
1,95 2,0
1,92 1,94
1,86—1,91
< 1,85



MeToabl onpeaenieHMA YPOBHA TeCTOCTEepPOHa B KPOBM
HopMaJibHble 3HA4YeHMA AN B3POC/bIX MYXKYMH

ooLwunn b6onee 9 HMonb/n &
TECTOCTEPOH (MDA)

CBOOOAHBLIN oonee 243 nmonb/n
TECTOCTEPOH (pacuer) | Oonee 70 nr/mn &
O1ogoCTyMHbLIN oonee 3.8 HMonb/Nn &

TECTOCTEPOH (pacuer.)

HNBanos H.B., «I'unioronagusm y Mmy>K4mH», 2010



HopMaJsibHBIE MOKa3aTeJ I HEKOTOPBHIX TOPMOHOB
PENPOAYKTUBHOM CHCTEMBI B KPOBU
(0219 83POCALIX MYHCHUH)

nr 1.9 -9.0 MME/Mn &
dCIr 1.9 -9.0 MME/Mmn &
[MponakTuH no 500 MME/n &
OcTpaguon 0o 50 nr/mn &

HNBanos H.B., «I'unioronagusm y Mmy>K4mH», 2010



/lononHUTEebHble MeTo bl

Onyxonun anyka
- MILL®, XY, AN

Onyxosb npeacTaTe/IbHOU Kese3bl
- NCA obwmm, NMCA cBo6oAHbIN,

- AMHamMuKa TCA
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bnaropapto 3a BHMMaHue!

UBaHOB HUKMTa Bragnmuposuy
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