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1. 2EARERICHFEDIEDLESRIE
(Sex chromosome DSD)

2. 46,XY ' IEE

s’

3. 46,XX M™Mb¥KRE

HANBADMESMES. 112(3), 2008, 565-78.



. ZABERER (CHDEDEERIE
(Sex chromosome DSD)

45 X : Turner SiE{REE
47 XXY : Klinefelter iE{&=ET
45 X/ 46, XY : e TEEIRER K. faEEINEDSD

HANBADMESMES. 112(3), 2008, 565-78.



46,XY £531t&EE (46,XY DSD) 46, XX Mt E (46, XX DSD)

A) 1ERR (FBE) DLESR

ATERR (BHEE) D{EEER

1. DEFEEE%DSD

1. EREVMRRERR
2. B BYYRRERR 2. BERERERERE (SRY+72E)
3. 1BEEIBRMEERET 3. MARERRE
4. DEFEEE4DSD
5 __I'H/
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c.3B-HSDRAEHE d.PORRIEIE c.3B-HSDRAEHE
e.Smith-Lemli-OpitiIEIXEf  f.5a- = clEZRRIENE 2. fa'BRaiE
g.17B-HSDRIEJE a.’O~NA — Y RIEHE b.PORRIESE
2. 7> RO ARG 3. B
3. LHZXBRESE a.Luteoma b. S MR
4. AMHB KCAMHSBAREEE
C) DAt C) DAt
1. JRETH 1. ¥SHEHPEINT
2. ¥SHEMEESNNR IR E 2 . Mayer-Rokitansky-Kuster-HauserfiE{&EE

3. MURCS
4. FZEEAEH

HARNBARADWFESHES. 112(3), 2008, 565-78.
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3. MURCS
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- AGD-AC : anogenital distance-anus to base of the clitoris (AIFY~ ek ER)
- AGD-AF : anogenital distance-anus to fourchette (BIP§~[fa&E/)\Mk)
E&E7ZAE L. Anogenital ratio (AGD-AF/AGD-AC) #&Hd 5.

HAEEFREIRT(Z0.37£0.07. X ATI(30.36£0.07CTHD. LXTND
FHn CH. 0.5l EDIZAE7> ROT D BEIZRED,

X2 U, BEREEEBRECEU/NNEEDREE THD. DSDICHESHEXREDAE TRV,
Achermann, JC. Williams Textbook of Endocrinology, Philadelphia, Elsevier, 2016, 893-963
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46, XY DSD| |46. XX DSD| |##&4&M DSD| |- 46, XY, del (9) (p24)
-46. XY, del(10) (g25-26)

- KlinefelterfiE (&%

Y (4+) —TurnerfE{&2f

- 45 X/46. XY - 46 XX/46.XY
-46,X.del (X) (p22)
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CHa sl
CHs
CHs
HO
Cholesterol
Chole?glo;;jfzgnolase -------------- { 17a-Mydroxylase (CYP17) 17, 20-Lyase

Pregnenolone —» 17-0OH pregnenolone

3 B -Hydroxysteroid

| R W e -

—-> Dehydroepiandrosterone

dehydrogenase
Progesterone  —»  17-OH progesterone t Androstenedione
21-Hydroxylase ________________ __| 17 B-Hydroxysteroid
(CYP21) * * # dehydrogenase
Deoxycorticoslerone 11-Deoxycortisol Testosterone
11B-Hydroxylase | __| 11 B-Hydroxylase g
(CYP11B2) V i1 (cyp1181) j-| 5a-Reductase
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ASRM « American Society for Reproductive Medlcmeﬁjt,\

[. 1EFRR//R48 1. HE/F= m. EEF=E
a. fEEU* b. TEEE a. BIAZEE b. BIAIEASEME
T ﬂ V. WBFE
c. FEER d. IPER e ESR c. HEiERIA d. BIAKig a. 2R b, BHE
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Fertil Steril 49: 944-955, 1988



f@ P shre ESHRE/ESGE classification

Female genital tract anomalies

Uterine anomaly Cervical /vaginal anomaly
Main class Sub-class Co-existent class
uo Normal uterus éb PR
Ul Dysmorphic uterus  a. T-shaped Cc1 Septate cervix
b. Infantilis
c. Others c2 Double ‘normal’ cervix
u2 Septate uterus a. Partial c3 Unilateral cervical aplasia
b. Complete
c4 Cervical aplasia
u3 Bicorporeal uterus  a. Partial
b. Complete
c. Bicorporeal septate Vo Normal vagina
u4g Hemi-uterus a. With rudimentary cavity Longitudinal non-obstructing
(communicating or not horn) vi vaginal septum
b. Without rudimentary cavity (horn Longitudinal obstructing
without cavity/no horn) v2 vaginal septum
us Aplastic a. With rudimentary cavity (bi- or Transverse vaginal septum
unila.teral horn? o v3 and/or imperforate hymen
b. Wlthout rud_lmentary cavity (bl-'OI’ va Waginal aplasia
unilateral uterine remnants/ aplasia)
U6 Unclassified malformations
U C 74

Hum Reprod 28: 2032-2044, 2013




Class U1/Dysmorphic Uterus

c. Others

35 U2/septate uterus

a. Partial b. Complate a. Partial b. Complate c. Bicorporeal septate

Class U4/Hemi Uterus

a. With rudimentary cavity b. Without rudimentary cavity a. With rudimentary cavity b. Without rudimentary cavity
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AAICIA) EWLWVHONTULS (—F,1985 1 Salvatore and Lodovicci, 1978) .
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MRKFEMZERE : Mayer-Rokitansky-kiisterfiE{&8f

(B D-6-1)-1) EBRIEODTHRUREBS, 1996)2
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(Obstruction of hemivagina and ipsilateral renal anomary)
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