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Two cases of mixed gonadal dysgenesis were herein reported. Case one was a 16-year-old, legally
male patient and the other was a 11-year-old, also legally male patient.

Sex chromosome analysis revealed mosaicism of 45X0/46XY in both cases.

A hypoplastic uterus with fallopian tube, a testicle on one side and a streak gonad on the other
side were discovered at exploratory laparotomy in each cases.

Intersexuality is found with high incidence in patients with cryptorchidism and hypospadias.
In these cases, a complete evaluation is warranted and following examinations should be carried out;
karyotype, retrograde urethrogram, cystoscopy, gonadal biopsy and abdominal exploration, if necessary,
to look for mullerian structures.

Frequent occurrence of gonadal malignancy is pointed out after orchiopexy in cases of mixed

gonadal dysgenesis, so follow up is throughly necessary.
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Fig. 2. External genitalia
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Fig. 11. Karyotype showing the 45XO cell line
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10. Left fallopian tube

Karyotype showing the 46XY cell line
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Fig. 14. UCG 2
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Table 1. Variants of mixed gonadal dysgenesis
(modified from Sohval 1964)

Group I : Patients with unilateral testis
a) Testis and streak or embryonic gonad
b} Testis and no gonad

¢) Testicular tissue in severely dysgenetic gonad
and sfreak or embryonic gonad

Group I : Patients with unilateral ovary

a) Ovary and streak

b) Ovary and no gonad
Group I : Pafients with unilateral gonadoblastoma obscuring

‘gonad of origin

a) Gonadoblastoma and streak
b) Gonadoblastoma and no gonad
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Table 2. Reported cases of mixed gonal dysgenesis
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NO. Author Age External Gonad Uterine  Sex chromatin  Complication  References
Date Legal sex genitalia Karyotype
|. Momose 16 Ambiguous  Ritestis (+) Turner stig - 9
1962 F L_:gonadal mata
dysgenesis
2. Kumamoto Male R: streak +) 13
ETA ﬁ Hypospadia gonad (
|_:testis
3, Sotoma 27 Male R:testis (-) 14
1oe4 M Hypospadia L;dysger&efio XY
gona
. Takai 6 Ambiguous  R: (-) 15
45 M mhe L: Teate +) XO/XY
5. Tajima 2 Ambiguous  R:testis -
I9@, F 9 L:streak (+) X )
6. Sugai 15 Ambiguous  R:testis (+) () 3
1964 F g | :gonadal XY
%plasm
7. Kupjshima 2 Female R:testis (+) (=) 16
|9£§ F L:ggﬁé‘é‘ XY
8. Qotaguro 14 Male ’ R:testis (+) teratocar~ 17
1966 M Hypospadia  L: aggc cinoma
9. Hayashi 10 F R: ggnadal + - 18
!9g7 £ emale L: Teusgﬂgsm (+) (—)
10, Hirgbayashi 33 R: testis Xy 3
967 L: s'rreoé
gona
1. Sakai Fe R: testis {+) (=) 3
067 f emale L gonadal XY
aplasia
12. Matsunaga 29 Female R: testis (+) (—) Turner stig — 19
968 £ L: gonacal sy ot o
piasia
. Tak 27 R: streak gonad + - Turner stig — 2
'3 ;gz?qusu F Female L:testis g 4 Xé/g<Yq— mata 9
14, Jyosen i Ambiguous  R:testis (+) Wilms tumor 20
1970 F L:none {bilateral)
15, Katayama | | Male R:testis (+) () horseshoe_kidne 3
1970 M L;s&(r’%gé XY choriocarcinom
l6. Morita 18 Ambiguous : testis - L-formed kdne
1970 M Hypogpadiq Ez nosne (+) X(()/}Y malignant terqt)c/)ma 4
| 7. Shimoe 25 Ambiguous  R:festis - gynecomastia
o7 F L.: dysgenetic ) X07x¥a dortic coarctaition 5
Turner stigmata
| 8. Sakai [ R: IXYY 21
1971 M L: srreog XO7XY
gona
19. Shin 25 Ambiguous R:testis (+) (~) 22
1972 F L:streq XO/ XY
gona
20, Ohnishi 3m R: testis (+) (—) 23
1973 F L:st reog XY
gona
21, Takayasu 0O biguous ~ R:testis (+) XO/XY 24
1559 v firbigsoda L gonadal
aplasia
22. Takayasu 2 :
19?4)' e Female R a\‘gﬁgg (+) X0/ XY/ XYY 24
Litestis
23. Fukutani 13 Female R=streu§ (+) XY/XY+mar gonadoblastoma |2
1975 F gond
L: testis
24, Takayasu 24 Female Ris’rreag (+) XY horseshoe kidney 6
197 F gona
L:testis
25, Case 1 16 Male R:stre% {+) (—) dynecomastia
M Hypospadia _gona XO/XY deafness
L' testis
26. Case 2 1| Male ) R:testis (+) (—) horseshoe kidney
Hypospadia X0/ XY

e
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MREEMSEE 21T &, BWREL D, B, £
S L»RENRD Sz (Fig. 14).

TR | FREREDE cRRBCI®ET2 &,
BEWSECHEEAROTE 2RY, ACIEVEE
UTeOREERD 37, IRERMITEEIL b s 58k
o TV TOTRBER U7z, FRNCIZRBE DS
FEUEBRENOSELS L URIZALIEZ Y, TIZIE
HBThotlz BHARRZTIV, BEEROHEEL
RiEsk OCBERZTRL, SHRED 2RERITER L
2. E4EI2H, Ry Crawford-Ohtaguro BT L
% ERIBICBRAMG 2FT2EFIEER 3 75  BRBEIR SRR
Lis Tz, itk 2R OBRIE, HRENSENICEED
FEREDE AT R,

REERFTR | AAEREAEG TSNS 125
T, BERAICC L 2151 Leydig SlIED 5

5. SEEodEEmiadsidcasabns (Fig. 15).

TR I ER DS S D> 5 22 3 streak gonad T
B 1c (Fig. 16). L 10FE L EIIE BRI
bR L 2 12 (Fig. 17, 18).

Z =

SPEEDSHEERET Muller K8 HISRONPMERENELE
U, 1{Hi#ERAS dysgenetic testis, | FEaHEIOHE: DS
ovarian streak T 5IERFFAVEROBELF TS
HEBOFEX Pich (1937)7 EE»LAILNT
W7z, Sohval (1964) 13 1 (IMEERDSERAL, ST HIMERR
B3 streak gonad T BEEH|% atypical or mixed
gonadal dysgenesis & £-31F, MVEREARLTE
PRIBU .. REREICRT 2 A AEROE LT
13, 45, XO/46, XY QEH4 7 Thh, KBRS
R EEEEG, BEYEE, EERER A& E O
L3 EMEICMET 2 LEALNT WV 3. Zah 5
(1975)® 3 variant form % &% mixed gonadal
dysgenesis % Table 1. O & {AEL, KA TORE
B V2B CEER LTV 3. RFECoOREHIE,
BHRS (1962) © LIREEH 2 fl2InA T, bhbh
DR IHBPNTI3266ic /s 5 (Table 2).

ZRIEERD £33 v A5 3838 ETT, 0~9
B9l 10~195% : 1051, 20~295% : 65, 335 :
1H1CH -1z, 2058 %F T mixed gonadal dysgenesis
LRl I A DI (73.0%)TH 1.

il (legal sex) (X5 1 104 (38.4%), &t
144 (53.8%) TWHE/LL @ 25T, LEFRRE, -
1z
MNUEROTERRIR, B 7H (26.9%), Lok .
84 (30.7%), WikEd 1 84 (30.7%), ;m#EsL 3

flere->Tuvn. HHEIEBLIZ8HID 5 B 6 #i
(7596) EHMEE LT legal sex ZEPFEINTVAS
BRIERERT SO 7H, RETHZED S LD 84
Td b, mixed gonadal dysgenesis (TI5IT A M58
FrRIIEEDZEIE & » T %, ambiguous type %R
THDOWEREAETHA. RETHZEDT8HIDONA
781 (87.5%) BEBEBAVEMHLTEY, EEOE
BPICEAM B2 B 120 i3bivb hOEF 2 DA
Thotz. RETHE EHEAZ AT 5 EFT
intersex “Cb 5HEEEEDS K SV LI, T CIRMES
hTw Y, Rajfer 5 (1976)10 13 4540 5 Hmixed
gonadal dysgenesis 4 §|%&tr, 206 (53.3%) OF
T intersex ZRHIZEBNTNAE. FHH B (1970)
DX, BRENLESHUIRETHEBE L TEALE
EW 21780, RS FEHICANSNESZFHERL,
mixed gonadal dysgenesis & JEEZMTL 2 120EH %
B, FOBRHTIBDEDD S L 2T TICREL
TWVWBL, DRDNDER 2 6, 9RNAELEER
PRASEBNEB 2 RHEIN T F, SEREHENET
553 LN ETRITRRRITIDT, ERsE
Bl UAK» -T2 L ERROWRRETNETCh-12.
AREEFNEBHAEE OFEETFD TSRS, 20 dis-
position [ FFEr & H BMESRBBRINETH 5. R
BTHE L ERBNIEMT 2 HE R, BROERRT
BMTIEREEY, PSR, BRERPBETH
b, Mauller FEHEDHHEBRRERO 2D I BB
B RETH %, b ORI THREES T
Fig. 5, 14 {[WRT X 51C, TEBSIUHEORE 22
», BIEMNIC L - THELWIz.
FEOFEPHE»Y b IziERIX235] (88.4%), T
WL 36l IEOFESHRINI S D204 (76.9
%), FEILLU6BTH Tz

sex chromatin |XFMD B - 121751, 2FlH5 nega-
tive T b, PEULEHHERIE, XY E : 10§, XO/XY
B 6, ZofidEY1 o8 54, MR L 5
PITh -1z, XO/XY HlicthilL XY BpgH % 59
50, BES(1977)9 B TiIEBL VWA X S,
KRPITOBYTD 525, FE 5 (1970)9 §3RT
5k 5 XOXY &4 4 7 OFBEROMEEIIZER
BT T MBI, BB L b 2 OISR
BHGEWD D, FAEREIAIRNSE ORI
WTE3N5RETH 5 EERINTVS. Bergada
5 (1962)10 33 asymmiltrical gonadal differentiation
105D 5 5, MHYEED XOXY Th-Tzbdidl
BIDHTH - 1chs, HFOMBEPRETNEL, 20T
BEMEISFHENEA LN D &R T 5.
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BN E UC Tuarner stigmata O INI
FEGNE 461 (15.3%) Thoiz. ZOMOEEHEH
FEELTIE, RESE @ 340, WmSEEE 24,
TEEBERE . 20, LHAB . 24,
blastoma, LAVE;, VvE~I =7, KREIRPASE, 4%
REBYBENZN1HTH 1.

HIEROEHL 46 (154%) wibh, terato-
carcinoma, choriocarcinoma, malignant teratoma,
gonadoblastoma MZNEN1HITH -1z, CDW,
BAEERCHEEL I 3 FIEEEE, 4E»5 7THEE
KERINTIY, BRI SRBEEONRERC
L RWEE LT A. B S (1975)12 |3 mixed gona-
dal dysgenesis CIZEERANTHEILIER 22U T2
MIBREEED L, ZONDTEETFF boy
BRI WMRRBIC 5 C &% FBIEL,
dysgenesis ([Ti51F BHEREBFAEDRKEIZ 75D 5 5
RTINS,

nephro-

mixed gonadal

& B

1. 165%, A LB IR, FfbLEEcE
U B EGEERIERARED 2 flicont@mE Ll
R EARIITEER & &, XO/XY DEYFA T
HoT1z.

2. FRETTEL E BERBN AT 28E Cidintersex
DAY D D, FASHRETVURETH 5 T & %18
L.

3. FHHEH], 2011 DN TR E R 21720,
mixed gonadal dysgenesis ({CIWNTIZBEIEEN 217
2o Th, BIREGOREDBIRENED D, sk
WD NEEL D 5 & & BHERHL I
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