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TRUE HERMAPHRODITISM : REPORT OF A CASE

Shuji WaTANABE, Yoshio MArRUyAMA, Yoshihiro MoTtoMrva,

Tadasht HiramaTsu and Eigoro OrajmmMa
From the Department of Urology, Nara Medical University
( Director: Prof. E. Okajima, M. D.)

A case of true hermaphroditism was reported. The patient of 4 year-old child who had been

brought up as a boy, was admitted because of scrotal hypospadias and the bilateral cryptorchids.

The urinary excretions of gonadotropin, 17-KS and 17-OHCS were all within normal limit.

Chromosomal analysis revealed a karyotype 46 XY and sex chromatin was negative.

At laparotomy, the right gonad of a little fingertip size was a testicular mass present in the right

inguinal canal.

substance suggesting a uterus and a vagina.

The left gonad was found to be an ovary with oviduct which extended to a cordy

Histologically, the left gonad revealed an ovary with

primitive follicles and the right gonad relatively premature testis.
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Fig. 1. Chromosomal analysis showing Fig. 2. Gross appearance of the left gonad.

46 XY pattern.
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Fig. 4. Uterine and vaginal tissue are seen in the left gonad (H-E stain, x50),
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Fig. 5. Fallopian tube in the left gonad
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Fig. 8. A premitive follicle is found in the left gonad (PAS-alcian blue stain, > 200)

Fig. 9. UCG shows a masculine vagina.

BICHUAF. U, MORESES, P, RFRICPIER s
Fibixze £, BRI, FEMMAEE LERTIG S Ebh
T2, SRR RE SR < R ANTIER L, (BT
HWIRETZDOREZ R LTV hs, SBEcmas s
BRED SN -T2 BEROFEITE L, BED 5y
FamekE T, WMMIRRERNA R E I LS o1 4
BB/ NETER O M BREE I 2 A U o3, ER
BB IR RER AL 20 5 72,

—MERATT R B X AR, ECG & § it
U, ZRIMEREL 508 x 10¢/mmd, |fith 35 12.8 g/ml,
MERA600/mm?, (= M ERSY 1157, 1/ §330 < 103
fmm?, (Eififfdy, BUN, [MEEME, FEGEMAIIC

LEEIIIV. R LE L ICBILTIE, 17KS ff
1.0 mg/day, 17-OHCS {fi 1.7 mg/day, Tk 5
F e 61U/day Ple 4580 & UTIERH
PATH -1z bova X BURT b ov a2t
13754, KUB, excretory urography T bR,
BEEMR & TR IIED s 5 1.

G AR AL | RABIMLE X KGRI 81T % Yuthafk
HERI 46 XY, #Eta B3t Th -7z (Fig. 1). 72
#5 fluorescent body DRHIIFT/E > TV L
U, ERRBOTRENE & 2 708, MEH SRS X O
IRIE FHDOZM D4 212197645 4 H 27 A, BB
IR TEM 2T L.
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lem D8R, FIEIBIOEELE RERL I,
BRI TI/IMNEE RO EBb LY A
RS A SN, I, FESICEEEEEbR?
BRERROPBEHEERL H KBTS TW 50053
Do RBEBBRERICIRRENALNL DA
Tho1o. LIzdi-s THBHOER R L1205,
BUBEAL & & ICERBENCEEL, AAEREITED
JUEaEEBbNhs BERERRYE &b LR
(Fig. 2). RETRICH U TEIIBFHELUTO BE
YR 2 iEfT U7,

FEREIATR, | AR, REERSBMESETEL
Ta 5 NIFE s EREBOEAESA SNz (Fig.
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3).
BRANLEATHEEUVICERSRERYE, 78, B N
BICHRA T 5 0 & 2B LT (Fig. 4, 5). EEEIRIE
HE yutaic ¢, JRBEEROHEHAIT rete B I T
mesonephric duct & Ebh 3 EfE 5 SR 5 i
(Fig. 6, 7). igJF @ PAS-alcian blue ZuficC
theca cell 5k F glanulosa cell ZFEFNT2HH S H>
I EIRINEEAS L (HOAFR I NAWERBOZN 2
EUZis (Fig. 8). 7p%s, Fig. 9 igiggd UCG &
“Td %%, masculine vagina HBHIHIN TN 3.
B8 BURI2 19768107 128 Crawford FRHRIC X
»RERRN 22, REAROFRELOBEFELT
BEEINTEY, REFETTH .

Table 1. Reported cases of true hermaphroditism in Japan
subsequent to Takezaki (1976)
Case Sex Sex Gonad
No. Reporter Age  Phenotype Chromatin  Chromosome Right Left
19)
101  Matsumoto et al. 1976 9M F XX T 0
19) oT
102 Matsumoto et al. 1976 24 M + XY T 0
20
103  Noutomi et al. ) 1976 14 M XX 0 T
21)
104  Kudo et al. 1977 5 M XX 0T 0
105 our case 4 M - XY T 0
0: Qvary T: Testis OT: Ovotestis
Table 2. Histological classification of true hermaphrodites of 99 cases
in Japanese literatures by Jones and Scott.
Gonad Gonad Phenotype
Group (one side) (opposite side) No. of Cases MaTe Female  Unknown
Alternatine or
Tateral variety
I Ovary Testis 35 28 6 1
Bilateral variety
Da Ovotestis Ovotestis 13 n 2 0
Ovary Testis
b Testis Ovary 0 0 0 0
Unilateral variety
Ma Ovary Ovotestis 34 14 17 3
Ovary
b Ovary Testis 4 2 2 0
Ovotestis
Me Ovary Ovotestis 0 0 0 0
N Testis Ovotestis 10 6 4 0
Ovary
Testis No gonad 2 2 0 0
i Ovotestis Not examined 1 1 0 0
Total 99 64 31 4
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BRI O AT EF1Z19234E57H> O 1 5108
AT, 976G 5 © HSARFRH I 100 ] 2 55T
UTW5Y, ZOBITEE ThNONOAATE
T3, BB 2aDT 105 f L/ 50T (Table 1)
METNEZ R B I Tz

TS D105F D A BB O IR 7750 % Jones
& Scott® DFFIT U 12d5 - THE S 5 & Table 2 i
RFCcEicizh, 145 TG fpE o TH
MIBHEL-EBHL, DOT L AID BREC I
ovotestis (D IIT a FUHIHLH.

HRREEOERENITL 2 FE O TA L L,
I 8Ci AR LOMIZBEPEENIS L, TTa B
TREEVETH 5. FfE Lo I3E THOSET
DIERBIT L - THREIN B DS, BEMHLBBHOEFIZE
WTRBEZHENGERN $ D25, FEBERICTN
LOETEADEVALNS. UL LEEXERTH
- 12Dt Butler &2z X A & O’Mahoney O 1 D #
ThHbh, 7OMIZERD IEX 2 EfR S0 Bl 55
BOOLNTEY, Fiz Jost® £k 3 & BN OFEER
Miller lEDOF{L2IMEIL, Wollf BEDNL2E
£ 3T somatic sex 2HHALT 2 WV IR S B,
AV BR D S IS 24RO M B AR D B HEE R DRI
I o TZ2OENPRESTLEEDTHY, Sy
R T B TIEHEEMN 2, BREROHED
Bin 11T a BICIEREABMERBALNG L & 5.
U UEBRLERS - B0 EE L6 5 VAT
BOWTERERE LOWIZSE & ZEBERT>A 5N
TWVBD, THIIAMERONEHEEEDMEIZ EH
MO, TIHEEREREEOSE ERATL D
NS DIEFNCINT H RAMEEDOREND % 3 D
L%, DHELBEEORMEN L VIR TTWVAT ERE
EBDTHAHEEALLNS. BEHNIT 1 QN
A, MEDPIRTCH - 12 I BT I RE T 2R
FTEERTH -T2

BB o, ERME XX ¢
XY DEFA ZPFERINZB—EOHRIZENE D
T, ARFEEAE 10560, R OAREROMS s d
D 66{5 i1 XX 25385 57.6%, XY 33134 19.7%,
EFA i3 154 22.7% T Butler 52 0724105 5
AFT 6 Bl % B L T2 66 FITO gutafipud, XX
3844 51.59%, XY H384112.19%, =¥ 4 & 4323 i
3489 Lz h, AFHIE NEBIZLEL T A5 EWN
T XX PP L2 ED TN, UL S 28
BTH-1z.

19794

AFEL05H D gt AR % Jones & Scott’ DIYIH
LTz T HIRBTEERA 25 T2 5 & Table 3
R T & LT, AU TFET 5 LR2461T
12 XY RIDOBICES A4 2 2EDYREEREETS )
OP16F66.7% & Bt LT, 18 S IR
72X ovotestis 279 % b DI TIE XX HH5255]
75.8%, XY M 1H13%, €Y1 207HR2L2%T,
YA U g XX EIHI2561 75.8% & EEKE .
BRI T I3 G Blh B IRER U 1 DI IR & KRG
DHTEEIT ONTIFT DB - 1208, 46 XY T
B E DB TH - 1.

Table 3. Sex chromosome types of
66 cases in Japan.

Histological
classification Sex_chromosome Total
(Jones & Scott) XX XY  XX/XY Others
I 8 9 2 5 24
I 0 2 1 10
m 18 1 2 2 23
v 2 0 0 3
v 1 0 0 0 1
Others 3 1 1 0 5
Total 38 13 7 8 66

PLEDT &L, BPREITEBOTIEZORGHERE
BiXEHbELTHH, —BIC YREaKIZBATLOE
JIRRFCHBEZBLLNTHBL DL, Y
REMADFELE LN TE L DRIDVFEESLL TV A
P, CORCEUTIRRD L 575 MR sh T
. 1D Y o | S3oRskicizE L C 0
WD E D ICHINT D 2 1D BEOREERE TR
FERTEINT. 2) BOMBICY Rtk B2 RT3 %
AEEED D 559, 3) FHEk Doy [LEEED
HEST A0, 4) XYk e Vg OO
Bk, 5) A5k 47 XXY OLmkERTIRE H, 2
IHFELIRUHTOBICY FEEMSHE T 5.
UEOT & BB 3 AR AR HA
EUTHEAQEZEVEZSNTOADHEELEREZT
LAV ODERTH 5.

EER B OBEHICE L TOMNEROREIEL O
EFITIs DY, BYEYEE, YRS
B AR R & Ll LT BB 3 Dz,
NG DER & DEFRBENC IO THEIEARER, %
Y EME, BB XEuER, Rf 17-KS OFEBb L
DR ED BRVPBE S 3N ETE s
Vv —RICEE O RETHZ2E 2->TWVT, 14
F AT BIOEEVGFEAR T2 I3RE, BEPICHE
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TE2HECT BN S Y TR 2 "B
4, TEUIZHBRIZSMD> ovotestis T - TN
BBEBRATE, BB & S I3EEE
BBOEND B, —ITHRDEEIT S0 EE Tl
JuEERBIED & S Zeiibgs & ORI R & s
. Ulchi- CTHEERBEOREZE IIHBEE I X
5 PR B DR IR R I EESR I L » THRE & /s
BOTHY, T LITIEAIZINEEERBOA TR
FI X W ATIIBOTHIC L > TE LD THE 2V A
3. BRI e R e, ERadEms
XY ¢, BB X#iEE ¢ masculine vagina HS3EIH &
N, BB TH MR RN TR INE,
FEREQOERZ L 32 -THEY, BERUMICL 51
FEEMMERIC X D BRI 2 300 L T B ERE 2
BUIzdDTH A, UL EHBFOEMERICNT
WEEIRTIRISE B U A 78D 5 72 120IT streak
gonad *Ebh, H£#iE mixed gonadal dysgenesis
OFENE L -T2 L& b HBDT HEERE & mixed
gonadal dysgenesis [T DWTEHETFHMNTA S C LITT
5.

mixed gonadal dysgenesis (IHMEERHS Bk R
TCRMERERORE R, 1R S0, fhs
streak gonad &> % FENFR B MEIRAEE 2 & DOW3
RN T 7 OYEERBROFEATE XOXY Tth 5
P, BAEETADT, FEFRBHEREEORICAN
b, Jones® DD A-2b Hlgicb b EAHRE
BN 2R, TEORERIFCT, FAZELOLOD
WELTWADS, 19644F Sohvall® 137 Dk 3 72 5EH]
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% atypical or mixed gonadal dysgenesis & 4317 T
PSLU TR E AT CERRBLTS.

Hirschhorn 5 10 |3 mixed gonadal dysgenesis &
SEAIREETH - ITEMERBO L2 8E LT A5
EBRBY d PR OB X A R IR T — D
FIRIRIE %3 L AT A DTH D,
dysgenesis (DAL streak gonad ZiRd{ERIZINE
EEERE T OERBELA LN, Binilke
WBD 6NN DTHA. b URERIIIEI T LD
T B AL S g C O RIS IR B T RS D #IR
CAB3DTHY, Utchi-TEEREE & mixed
gonadal dysgenesis OBTH:D FEEPTREBINS B
DTH 5.

T RBEREOD BRI L 5 L0, Yt
WHERIC L 2 b O EVREL TV B LS, BIHEmRE
DR NOREE EZAL NTH5E O8E

L ABNTWS.  Davidoff 517 X mixed gonadal
dysgenesis & fbDYEIH LR BB DOBRIZ DT Fig.
10 1TR$ & 578 & = — < T mixed gonadal dysgenesis
DEFRTTR, BEEER, ok CEEIREE s & OB
>3 Turner SEEEE, pure gonadal dysgenesis, 2
YRR ENOBITHEETRR T LHEZ L TE D,
MR S REROPEEEELLN S L DOFE
BREAEZZLND. LI~ T intersex OBRTICEL
TIREEL 1A RO EMEIRER, SEOMEM
WY 2 REERBSORE, S ofickl) a3A
AL OISR, fluorescent body OEFRS EHSHEET
HBETEENI LT

mixed gonadal

XY pamaged

(Pure gonadal dysgenesis,
unilateral streak with
contralateral tumor)

X0 —— Xo/XY &—— XV

N

X0/XX

XX/ XY

(Mosaic Turners syndrome)\ / (Some hermaphrodites)
XX

Fig. 10. Relationship of karyotypes and pathogenesis of mixed gonadal dygenesis
(by Davidoff F. et al.: Pediatrics, 52: 729, 1973.)
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1) 4R, FELRET, R6EHER 46 XY oE#
HEBO 1 2HELT.

2) EHERZ, FERICRRVSEMNT, EEROAE
531k, streak gonad BEL7zps, Mg HIF1ER,
PAS-alcian blue /s Elick - THE—DIFEIBRINE %
TR LIz,

3) Bk HRREO APEH] 105 BIRHEE L TR
BRI

R, FEARFNRRICHIBI AR 7 KR RES
e 1 RS EIN B5E, FREUENARE 1RE
FEREARBESDESE, BERABLEEFIBENETEL X
CRBEG PG00 B RIBSIERI AR BRE
FESUTHLC, FELIHELET 3.

RGN, 19764212H11E, #H77H B AWFEERF L
& BNTHRR Uk,
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