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MIXED GONADAL DYSGENESIS WITH PLASTY IN MALES

Masahiro Hosomi, Osamu Mivakg, Kiyomi MATSUMIYA,

Toshitsugu Oka and Minato TaARAHA

From the Department of Urology, Osaka National Hospital

Akihiko KuraTa
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A 13-year-old, Korean boy is reported here as a case of mixed gonadal dysgenesis. The
patient presented with perineal hypospadia. He had scrotal testis, epididymis, vas deferens on right
side, and abdominal streak gonad, Fallopian tube on left side. He had also uterus and vagina.

His chromosome was 46XY type.

Among 59 reported cases in Japan, 12 had undergone plasty into male. All of them had

hypospadia.

In 5! cases, 17 had testes in scrotum. None of them had a testicular tumor. So

we decided to do plasty in male, and to follow up his testis quite carefully.

(Acta Urol. Jpn. 35: 1431-1437, 1989)
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KEBELELRD O oL, BEICAE TN, £TRHLY
RETHYEHIR TR Y, T, EEENEOR
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H, FisoRE R SRHL T, 46, REF
B & B E LCRHAL, SRt ABEE7s. BUET

Y, #E 1583 cm, AFE 45.0kg. BRE, AR E
DT, THAAB bR D Fig. D).
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Fig. 3. Vaginography revealed blind ended
vagina located posterior to urinary
bladder
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Hix@odbhd, 1 v~ v a2+, TRH £
fif 7 A b 7e ST T RARIC b R a R 7 - 1o,
LHRH 100 pg (15 = Cik, fAffhims LH,
FSH {lizs #h %k 22miU/ml % L0 38 mIU/ml
THotedns, 30 pHicizFhFh 230 mIU/ml s
IO 120 mIU/ml 12 R L. b5 2+ A5 ey
ffitx. 4.6 ng/ml T, hCG 3,000 U 3 [ i fiic &

Fig. 1. The patient shows no Turner
stigmata

Fallopian tube

Bladder

Lt. internal
inguinal ring

Rt. internal
inguinal ring

Fig. 2. His external genitalia presents ©
perineal hypospadia (Nelaton ca- b
theter indicates) and also vaginal Fig. 4a, b. Photography and schema of his

orifice (ureteral catheter indicates) internal genitalia (at operation)
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19884E 3 A 7 H, “&HIE: Mic Fifix fifr L. £
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bt FAEBERETHL A CERIIED bR
moto. ABBEBEE TG, AR Ureeopes, #:
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iV Tue (Fig. 4, 5). Rz 2w Ty, B8k
RETHY, BRSETOYRRMIRETD - tctcd b
DRI E Edtz. FEiC, Rl F2ex 58k o
PR e LT, RYIRMTA T L.

B SAC I, AR AR L LR T
D5 EE %L (Fig. 6), bl dn B E R
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(Fig. 7). 7-0P%, AN iR S hie.
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Round ligament ?

Fig. 5, b. Photography and schema of the
surgical specimen.
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Fig. 7. Microscopic view of the left streak
gonad

DhEofibl X b, AiExe MGD LBHiL, Sbic
5 # H#, Denis-Browne & Crawford ¥z X b J§
IR A 1T Lic. GRS DL TR ERE L Fai
BELTV5.

= z

MGD %, —fitkl2 55, flflss streak gonad
AR L+ % intersex TH Y, intersex OHIT
4, WifilfEss streak gonad TH% pure gonadal
dysgenesis? 2, #fiEAS dysgenetic testis THAS
dysgenetic male pseudohermaphroditism® o X 5
R E T OIRIC B D, MGD 12K TIE 19374,
Pich® = X i | Bl &h, 19644E, Sohval®
X W REOM G S, 197540 Zah 5%
DG TR TIAEGIELE 112 BliciE LT 5. AF
TIXEHELYDH 1 BILAFE, bhbh o~ )y
H 5% 559073t T (Table 1)7719,

Bk TR 3 570 2 FRE L LM TH B 52, bid
ETE59Ir, FEE RSN E ShTuwb b on35hi%
Honh. MGD Ll hrc i, Mgtk a
B LTBHEhaSimotld H 50, —ficizshi
M F CleEZHEZTu 5. Bk T30 #
F— KA A BB L ERTWBHRD, AT &k
IR Eh Tu i o<, 1341 (22%)
DI 2 F —HERILHEE RS T B, Fhe, B
TREE AT & U C o FEBRE -0 1 1 o> IR BHRE S 4 SR oD
L0 H%.

AE TR oA T 45X0/46XY L XhT
WY, 590 45X O/46XY 21, LDiEhD b
DL EDDLEEFL 7O 33 licisD. 46XY D
Bl 17HIE %<, BT HIEHBRELEFE RSB L X
RTWABYROKEGELLDONMFZEAETHY, Th
HEEnbolk, X0 D 4flnARTHS (Table
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Table 1. Mixed gonadal dysgenesis reported in Japan (EE(Z7s (1985) LI#%)
ke HEE g2 B * B KR Ptk
35 1980 ALH - REAR 3+AH B scrotal testis dysgenesis 45X0/46XYq-
36 1984  fhimiIA 110~ A & abdominal testis streak 45X0
37 1984 Horietal 17 4+58 5  scrotal testis streak 45X0/46XY
38 1984 HHERIIH 1% 5  streak inguinal testis 45X0/46XY
39 1984 ®EHMEIIH 257 5 not detected inguinal testis 45X0/46XY
40 1985 €T H 7% = abdominal testis streak 46Xp+Y
41 1985 ARBIH 47E #  inguinal testis streak 45X0/46XY
42
3 scrotal testis 445
44 1985  BoTiis 0-16% £H8Y% abdominal testis 2% 45X0 24
45 46XY 47
46 3L $ X Tstreak
47
48 1986 fEHIIH» 5% B abdominal testis streak 45X0/46XY/47XYY
49 1987 <FEIIH 43 ® streak inguinal tumor 45X0/46XY
50 1988 NHITIA» 11 L) abdominal testis not detected 46XY
51
52
53 .
54 5 2% scrotal' testis ' 5131 45XO/46XY 5
55 1988 &#ARIIH 35k abdominal testis 3 2o 3
56 A3 ¥~ Tstreak
57
58
59 1988 HERH 135 B scrotal testis streak 46XY
* (IFEE EOHS]
2). WH23BIE, 2261F THFE EBET T, 5 bR

MR o MEGE L LT, SR, B streak
gonad 7l dysgenesis FHIER XN T\ 5 H DAY
4501, —RIMED D it 7o b DR 13FIH 5.
BOGERELNTRWEONR 26D, TEIX £
TRELICLONLERO 0 F C4HFicBDd bR
Z D 5% 1 Bt hernia uteri inguinalis OJREETH
ST FIPIERRD I LRI L olL 1 5
D&, FBDDBHDOH0HIT, ZOPISHIINEEE KKt
@b b T b, e, BRI THRVLFR
2D, ROBETIIEREFAAOLDPUTEAET
Bb. TOXOREEMATO Wolf o, 75l
T Miller o REOHE RN LIS (Table 2),

Table 3 1%, MGD FKFH#HEFOHBM O NEL,
TDIMEEOHREE - THRE LR LD THS.
MGD T BMEREIRA RAIC, ot A
AT B o —RIITh S . SED59FI0 &
FHeiz, SHEERSEIEA, o, B IO E
EHEINTCB IR TNCFE L Thy, HE
MO IR T 50, RE TR EDEHIRT

B L CRE0 R I0BIR R, LR Ihicd
DXL TIC 1 GlEREDOATHS. IHIL, FEL
DB THIERPRE THEE LT 57D HME
CHRER TSP H 5. b4« DEMNS
W L E2 ofotcdind LV, &45is
B %A TVS X5 TLH5 (Table 3),

MGD o#:RRT, [BEOREEN 20~30 HRE
LEbRh T2, 50 9f (15.3%) KIEEOR
HE BT (Table 4). BRSO EAHLE
HBh %<, seminoma D 2 xR &, [EEBLEE
R 15, 4% GREEMRZE 3. 2, 7ic10.2) Th Y,
DT ERKLT 9B Lo &fEF22fITARS &,
NYDEFERE IS, JetafliT 45XOM6XY £+
17 & 46XY D4 H-32Th Y, 45XO #Hlk h D%
HITED T e\, 202 LR YREAEOFFE & EE
Rk Lo BEARE TS onb L. BRI
1%, 3 %A% gonadoblastoma THBA, fliod 6 Fld
choriocarcinoma, teratocarcinoma 75 & ZFX ¥ T

HBH. 05 H8EE L UUSEO HEAEEROES
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Table 2. Characteristic features of reported MGD
FEE_LomR
B 356 &k 226 R 26 Aatsofl
£3
PR ~ 435 ¥ 9.56m
Yefutk
45X0/46XY 215 45X0/46XY/47XYY  2f
46XY 178 Zofh 7
45X0 a5 55
45X0/46XYq- 35
HROMEE
—{Hltestis—{listreak gonad 39
—{fltestis—{lldysgenesis 645
—{flitestis—{filnot detected 13631
] 15
BED A 4
BH5H o 38 EHT 2 R L 19
F=
OB (RELL~LEH) 404]  Inguinalis 151
ik 3B ARk L 1415
AT 165
onEg
WD 5 19
—fnAsTHE 208
testis& RxH{A]  18f testis& [{H 15 BRE 16
8 20%1
HE
#AD 3B 9ffl
testis & [F{ 85l Scrotal testis 51
Inguinal testis 251
Abdominal testis 15}
testis & KAl off)
R 1651
B 19
A~ 3145
% seminoma DRAENRETHD. 9, 54 BAEET L EBERNCHEELLER L boEE

R EREESORE, | AIERNCKRE LR X
DORETH -t TNTHE 7RO EH
FobLoThHY, BECFHLTWIEERRD L
DI IR T, BREEBNCTTH LEET S
BEAFEEBREL, WATA ECEEREE R T
Wl BB, HERYCIIRE 2 D SHERD St
CHRCCE P, FRBEfficonwTy, WEOREA
BHRILD o fcted, BETAERD 2T, FEEEL
BEmETA-EE LIz, Lnl, 2ol X5k
BEZCRFES LI LT, Elede X EERL
DREMFKES, MGD OHE Tk, & RBEEHS
7% hilus BfTH D, BEE b O L h OFAELE
2 BRB B TES LR WY, B0 X o,

REFFEIR T & VL, B ehv T
BHEER L hiE e bic - BETh, FERIRC
BREWR AT, Ao e v EEYBINLT, SR
MR ONFEYLELS.

¥&

135%, SHEHBEMEFE U CRE L-BEES T
» MGD o 1 flx#iE L. Ffaffin 46XY T,
HECEEIEE, BE LA e A EREN
streak gonad, J& % R, SEHRETH, ER X
URROTEXTHR Lic. GHRHECHES CiEE%
Zo T, ChIEBEHETA L L L, BHREET
BT & & LI

£5
Al
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Table 3. Reported cases of plasty of MGD

NEHOER #BE%R FELOWN G TRtz ¥

(2257 oW N 10 % (10) [e7524] 3 451
IR L TkFic 1)
LA (~) 2151
AP 35
= %" 2 *(2) T (—) 141
Rz TR 117
o R 5 #(5) TFITTERL 35
TR (—) 115
AP 115
5% 8 2 5(2) T (—) 251
RETH 23 5(22) B 101
BB E M 15
TR 141
________________________________ Mo 1014
%#(1) WREE - OB 16

W 17

Table 4. Reported cases of testicular tumor in MGD

® MGD & R2B MM & R2 I P
HEE ANLEB EAhSER ® B #* #* R R b w
1 FHAEH» 188 18 45X0/46 XY Rt. teratocarcinoma Inguinal testis not detected
2 Ruizs  3mi~A 118 46 XY Rt.choriocarcinoma Abdominal testis Streak EEE &
3 WE@EEHs» 1148 128 45XV /47 XY +mar Lt gonadoblastoma Streak Abdominal testis %R
4 ERIEHL . 1 14 ? Rt. teratocarcinoma Inguinal testis Streak HEE #E
Rt teratoma .
5 BEES 1 21 asxomexy | ebplcacions SOOI syreak BEE#H
l choriocarcinoma N
6 /JEES 16#% 16#% 46 XY Lt. gonadobl: Abdominal tumor Streak RGN
7 %REH 16 8% 16 4% 46 XY Lt. gonadoblastoma not detected Abdominal testis
i and tumor
8 SrREN 43 438 45X0/46 XY Lt. seminoma Streak Inguinal tumor
9 WEEY MR 384 a6xy Rt. anaplasti Abdominal testis not detected HEEH %
seminoma

AIIREF 59 e o\ C o £E TCix, BfEE Co
WL 2o ELIBELS X - Tuiedd, Rafkc
46XY 2317 Bl & L L, T, BHER SR
RER12BB YD, b&b LEEACHEELCERLY
DEERAEGNIHEE IR T oy, UL LEARRIE
MGD TRk b mlEIR PR A G & & 2 .

AR BICH D CIREZBO T Ui RIS R sk
BB EELICEHR LT, NEARBOBEER, ¥ 123H
H AR AP LB PR 221 THiE Uie.
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