
Univ
ers

ity
 of

 C
ap

e T
ow

n

ft 

-·---------coOoa,o-·-· -------· ...... ···-·-·--·-,·-·-·--

~' d lla41ci.M 

Uraiftnl tJ ~ CQe • 

,. • 

. . , 



The copyright of this thesis vests in the author. No 
quotation from it or information derived from it is to be 
published without full acknowledgement of the source. 
The thesis is to be used for private study or non-
commercial research purposes only. 

Published by the University of Cape Town (UCT) in terms 
of the non-exclusive license granted to UCT by the author. 

Univ
ers

ity
 of

 C
ap

e T
ow

n



10 II A ll GA Jl & . I' 



ilRBJ 



p 

1 . nenl m•~hcal Cql'0\11'4 

2. 'Cl.aaalcal." 111 

•• amal XntanU1 

b. nn• • ot .. tuN 

ih A1eoei tea 

,. ennt" 

4. Applicat1o:a 

to ll&tlal. DJ• 

I? • 

1. 0oaac1o l'Ophi 

l)Ja · eaia 

t uclear 

• .1. 

2. Contaone and •• H. Lema 

tel Anoaal.iee 

·~ 

p CA 

, . Di• Con,eni tal Anomaliea ot •1umel''1 

8yndro•" 

,. 

4. 

,. 
,. 
9. 

10 •. 

12. 

1~. 

18. 

eo. 

85. 



m ' 

4. - Molt• ltlld wel.Unp 87. 

s. Bi,aut DeTelopaent 89. 

6. Ml1hl'OJOIIOrphlO Mtul&l'lllleatl 91• 

7. Aallaq Hau an4 Ad.renal. :runct1on 92. 

a. Oateoporol1 • 1n Go ul DJ ulia 93. 

9.. fuel.au S•X1 11\ 1ib11 en.ea 

10. 'Oftrian atJO•" 111 Qonac1a1 

J)ya nQ.11 

11. · "Joll!clea"' in Gona4al DJ• maie 97 • . 

... lol'Ml.-lookl 

Ovartu 10,. 

1. Go• J)yageu,111 · 1n or-.1.-looldn 

hm&l•• 104. 

2. fall haalee v11h Oft.rian Hypoplaa1a 108. 

CHAP SR VI • !HE DIAGIOSIS 01 OOIAJ>AL DtsG. 

CHAP Vll .. m · 1 GOIADAL Dl IS 120 • 

1 . Peycbolo cal Mana IIIGt 121. 

2. Oeauoaen• 122. 

:, . AadrO tnl 124.• 

4. Gc:naa4o troph1na 124. 

VIII • CLU l 18 ( A ! I ) 



CHAfmR IX • $UMMARY (PA.Rf I) 

PA f IX I Q.)lil>AL J>tSG 1,,. 

QU.Pm , • m 
'10 HEflltti', 

CHAP& XI • CU 0 1 • 

1. ~. lleba Cla1aitioat1on 1,9. 

2. Vlltin•• Mo4U1 tion ~ 'tbia Olaaa1t1oat10 141. 

, . Btiol.og1cal Oonaepta 144. 

• • Il1u1tnt1w C&le-reporte 147. 

CHAPS 

1. 

2. 

,. 
•• 
5. 

m .. 
l>1aorepano1•• 1a lnMnt-4&7 !beor.Lea 

ft1tt• j.i, a Gde'UC faal.e 

A Ra¥1"4 1heo17 of Sex11*1 nt.tterenttauoa 

So• Iapedeour-upla1necl hcta 

oea1J'Oa-t-prod1&Cil16 '-•"•• 

.lllI - fflB PIWifA Y <ILAJll) AID OOIBAL 

DISGBI I 

ta'liu.re 1n Gonadal »t•a-•at• 
1\amet"'• 8J*14ro•• 1n lh• Aaatoaioal Male 

Wht an atienta vi th Gonadal J>7epnea1a 

161. 

162. 

165. 

16i. 

114 • 

178. 

iao. 

188. 

202. 

209. 

w . 



XVI • (1 t I ) 

lVII - UM ( f Il) 216. 

220. 

BR XI • 223. 

226. 





I 

,. 
ftl&Q• ra.l;IIIU. 11114 pYl,...i-"" a nt>D'1t 

... ·tt.n~ • •·Jmlll'OI•·· 
1a&e' .a one. o~ the aoat snu1aa 

flel.4 of emtocrl.nole>• · a new arn:ll'Ot11an. 

• 

.. • cliftc't .l'Nl4, o a, or 

pale) ~ ,.. e4 'lo • irl'n•ti· U Sn.to •tber 

almO...U.U.• ffa1opal8 • Ltab ....... .,.,.... 

an4 o'tba' 111tuw..-.. ••* ....., ·pu,mt, · m at t waa 111114• to 

ftll4 IIOllll aon •u.tJS.saa earplallatto ~ r alleftw.ti.ou. 

Acool'ti:ql.1, Ulla as.a au of~ u1D p&r't9. 

Ant oo QlldJ'o• of IIMlll ~• .1'8 tni_... 

ftlllifi *•• a •rt• or 2, »-••• 
.-o,toool• ue ftMOW. Ill• ..-ll4 pan :I' 

~· 1 ·Hl"llft ·11114 in a 1\W theor:, 
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....i id ot ( lel'n11l1I oow.) • 

of OU"ta1a Qi_ ;t11gi11111,. d~te1G--~al.9DAJIIU•,Ullr1 ( ~1~4)~~~ 

:I vn 1118 ot Uy ellllonali . NJ 

-• '1111• · en a,:lalda • ci.., oan1al rn palatn, oe4-

ftral pa,p•n f 

ed. • ta. ot a am· 1.cmt>M. 

al. pal»U 

~ ••• ot ata'Cllff. 

U'1A4 

1 • 3' ll'Dtlr­

.8QJIII). 1.a'fallti) , •• 

......... 
iDtarall&A.I ..... 

UDNU011u 

.. Ulon ~ JSia84 enla ~ ur.1.IIU7 11 

actii • 

tore 

.. pl'O 

u:oa 
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-.. 
•• ot 1, p1 

• ta . C 

Pdllllrr t•ti.«ilal' OJ" o'fU'itua 1'a1l 

1J'oplwl 1• nr'Olillce4 "' tb pt. 

•U•late t 

l1keAe4 

ar1oe, 

ftfteo . .... :ft 'lld.'tal7 ..., i . tau.a 

blc iwme, 

• ,. 

8,l;IID.... 8])11181'11Dtlf 11\ aQ • 

i. a:ttain, WlZ.11:D 
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1>7· •~ffta With tw:ur•• · cm:me both upa acldlac.l that 'lb• 1tu1c 

tletect ta tbia •JIICIW vaa 1>1'1.aa.17 Oftl"iart tatl • Vllld.u _. 

ft•ia (1944) wen l aip . •• concepw b7 1apuo~., 

amt raeol'OpQ ublM Uoa o:t a •JMl"OM tbe, 

appllect the MM •o¥111'1an agen.aia". 

Ia 'the lltlllOVbile, peu. worara oonoenmt.4 011 

Other M ._ ot 'the• • Caflia (1951) aul,-4 

alaoat 200 eaaea of oonseQltal. macalo-akel.•'81 &m11Pliea. !be• 

aban4 oeriai.a ..Uoraat1ortal peculJ.aritio, pU'UcularlJ" wu uc of 

1he ae•• •xU lM, wld. tal tow or ta. A proportion ot 'lhl• 

peU•t• With the rtuaa ot ata11ln 

u4 uaal 1atantili•, coaforat 

1t7 fllraer. ot at&ld-fi ce vu 

m paUena ba4 hea 4eacri 

tac-t t tile -~on 1:7 ot 181. ana 

t.t.a•r •• .i. ill 1947 aa4 del CaaUllo et al, 1a .... 

JNI' a44e4 aon npor'8 o1 • •JJIU'Oll8 rt oftr'ian ACllll•lli•" .. Boon 

• oi.ar p1~ ot t.hl coJldltiOD -~ , the llllJ.et tea a ot whiob 

v.lll aov M pnMa • 
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l'l&Da..trJallJ -· 1a ~. to • f&Ut&N of . u4a1 

• ,,_.. •re l'IJPftND bJ .,_ ,..,... ot 

1.a.ac:1&.&w l.01), ..... OYlaftU anlallfl 

11ta111 1111 rucUaotat, ·•ll'Olll 1114 u nmftla1 tolliol•• o• 

zm.Dal ~ .U• { · 1 . 2}. l'J.aff 111t110 · • ia a 

Nil• • .-aai fat.lune A 1w ••• Vi •oantJ 

MUinal t.1.•eu ... betn rtt 11.tt a•·• Ua1 allOtaat of 

• 

llllTO\lll4e4 , pal• pie aN03-e 

.o. 1 . , ad amU.r, bail' oo 

appear • 

• art ..U. -

l"&llJ MflSnie-

ti•, to .'Ula' 

vi • n 'kcll.a, low 1tvll.• f • · • el'Oi. __..u a, vaa olrd,Mcl 

'7 AJ.l»n t •• .i. ( 4 ) •• ••••• Glliu a4ND.Ooorilcal 

*411'f1tJ - • "1• vhf.Ob hu · Mn 8'itber e4 ur Ntu'Md. 

YacS'Dll tan v :bNnc• ot o .. ,. c ette 1. 

OlOslCillllJ • \;OM 

lt4 U4 ... degne Of 

"4• • M OOllpal'N to po1t•em, . 

A.• often .U U, "• .. 

naJ.a ia COllllOnl;f ~ · . • 

o•teo,oJ"NU, 1 ¥bl.oh a 

"""""' 
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•nn d 

1• .i,--4. 

Aa a,.ot.a la r.\llU7 taillln, 

tut tar, uophlil (tolllu,... IIUla 

patiaH •• • t OJl 

uniol"am_ , tia.a,.IO V. Ori ~l'i • A 1• 

m v a thta • • t • PON ioa vaa t 

nt•4· 1 .. 001n01 aw 

( rlt • al. 1947)• 

(b) 

l'bie • fftNll ifl the ftd M~Ori. \J Of ..... ~ 

be1 ,, u ·• l\&le• Ni • 4' , .. ara4 4' 10". ..._, ns,o.-. ot 

tallff ,au.ea haV. appean , 

ao•t abt••• VS.th udal fauvt, • .U. .._._,14 

••tare ,a ~ , • ta attrJ. • li'O" i lon& •• 

t lack 01 clolQN Of ,... • U. latter l'OO ... IIOl'll&Uf 

"1 ha•ttM4 ,, ._ boftOllU• ot ••tuft ia _.dlll 
~ ia uuxp.ote«, aooe • to 1• 01m.ou.i, detici.aat 111 

thla Qll4l'Ollt• •~ avthon:t1 .. , 'tlwNtore, .. • nm•• 
• NpUa U.o ·.i,, m--.Ur ocmneo wi 

4ppaN1• . utleta:1. 4deow. (Al a •t al.. 1942). 

'1be • • · "~ ~attns 

rotl.&nl.!.-Oly 1 W. · ..n.• · ft• 

llO\lte 

Wm&".~ .s. • ta to •epea "'· • • ~--

.c. • • ( •11tU.t.Ul.-oeu-etj1111Jatiq no •• 1; r•t 

proff4 racU.oabl• .-.pt i.Jl ffl7 apecd.aU..C 1- nw.rt. • 
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t 

t J OiMI' ateot• ·ve 11D Mdecl• d'&NlllUU 111 I 

ov a)'ftdao -. vri.a"t d ftll ••, pe• .,,., lui.tf of•• 

, t •, .,..,- c DAU•••· •• , oa- s t n. 

• awelU • ( · .. ti. - aH4 later · dte t IJ.tlUft 

11 tu&tiou in · iJllenn tt t ~atbiOa. Yariaua n•• ot ohon4l'O· 

qatzopbJ va beeta a.ion · , •• ha'fe 01ttJOS*Moi• biped• :ta tud&, 

• ua U"ida oCOIAl ta, · 01'11111 d. '"ne •· b .,.. 

01 •pt tbic 

I aa. arc ti.a ot aona .t• a v.u .. oa ueo au.ou, th• 

V Ok 1• 't e 41.•0l&• ertaaiOll ta 

. -
... u .... 9-aJd.A 

t , rG • pi 14-t r GPYil •JlUU of 

-ci .. ao .. tilan oooun. l•n na ff _ n aU'&tM b1 

p)'el.olftl)hr ta 5 ot pati.enta (ID , 1955). 

OculU' tttcta, .. ,..._,. a · iplhti.o Mn41'-1• aria 

~ .v.~ "1• a,.-.. taM a aban wrt.Uo 

appearanoe u aaa, ••• - • phJalo .-, •••• . q •t,e-o • lttYN" 

01' ,nule 4e loll n (...-. bild 01' WOlt 4• • 

- •a .. 
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U1 4 Catll• (1951) 

•• anowect -1 tlpl• ..UonaU.ona 

fWJ:7 WI ~o- ti.on ( Wvv-,;•a-.) • 1 IUbdl. Y.i.cle4 t}d.8 

1D ••e.ral gl"OG.pa, acaordi 

n• of ... , groupa vu m r' • •~ which, 

n llexual 11rtantil1• u a 

n.. .. .UomUonal AMMH• &merallJ cto no-1 occur 

to&-ethar• Io41YidWll. paUenta ~ to abov ~ cownauou -

an4t ill fact , cuea of prove4 8C>11&«-1 ~a-eai• ._.,.. been ao'tie4 

wttholl'ti ob'fl-. ca,qud.tal uoona11u .. ot ~• 1n,e. 
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195J " 
.ii au g 
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abaeac. or pa ol'IJ f •• ••••• lapli•• "lln•Uo Ml• , .. , • 

. pp.ore tora ti• oon . -. I.a 4•rl tro• • aUi 

4e11>nalraUOa ot he •Jll>•cte4 nuclear p i m aorul in · aual•• 

la •l>~c'ta w1 a · l'illll •JUal evelOpae :c • • •ae 01 

llleea I \Ul4 Mtw•• •cUn1oal. aex" a.'114. " •Uc • u 4•ffnd.DM 'bJ 

a ohro•t . untt •• c»4• 

Sine• •• r4 oba,naUou IIIUl1 rkeM baft 

• au tiffel\ netf, 1k1n top•J or o . r 

•, 41•'11latt.•• c n ,, ootM ln 

onl or 8111. oeua, 1 ~cl,.....- 1CNcoc,m 

( • litileliel "1.11 ob.S.n•ct tzoa. • 

un.QIU~ d•po.S. t l (am r at • 19;4, ,,, u4 

--~· l1 541 and leho • 1954& HartHti-p, et al. 19!$5J 

Ale l 55 Md 19561 JJa'dUOll and t 19541 MooN ._ 

u.nia1·m· U4. »avi.•• 19S6J J:Juon *Mi fft 1 561 8u.n 

VIIP~qll•• and e1 U.ou ot . cleal" 

'bllw 1>1 - a, 1956, Da"1 anA Id. 'th, 1956, 

ancl 1,1.0, 1956• bu anl o,mr au on '4taUf to • l.llJO.rtano• 

~ u. .. 4'NZing" M oct. i the a'tUclf ot ndi-08* ol abn.ol'Ml 
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tie appea" to proVid• an interpretatl.oa 01 Polani •· • 

curious finding•• 1\'le 11temale" caaea ot 1\1.mer' • fyn.drome wbo 

showed male nuolear patt•m•,. wel"8,. in tact, genetic Ml••· Som• 

tom ot "oaa'tration1• or :failure ot , a·Ucular develo en't had. 

occurre 1 a st 

or neuter-, to an 'tbeil.t true genetic eex v • exposed bf the akin 

teat ot Ban. 

Pol.&11i'• o•aenation, and their explanatton in the 

light of thee• expel'iDlenta euggeate4 that gonadal d.yageneata vaa, 

in taot-, a tora ot interteltl.Ull d•v l paent. llbe ten "on.r1 

agenen•" could no 1o er be applied ~ the ayndroae, 11noe a&nf of 

'11• .. pa'tiente actuallJ bad "teet1o.u.ar agen••i•" - "aona4al •geneei•" 

ae_.4 aore aitabl 4eeisnat1on. Grumbach et al. (1955) ob~eote4 

even to thia term and pointed out hat, Id.nee •om.e ruduaentary 

aeeonephr.ic e1ementa of th ant appta.l' in th• 8*1'ital. ri . , 

yageneaia" vu more COlTtHti de cripUon than "a neaia". 1he 

condi ·uon or.Lgi.nall7 called. "1umer1 a ayncirona•" baa thua, be.ooae knowri 

aa "gonadal d.yageneai.1" attd the 1nveati ti ru, ot rr, Polan! and 

Jost baft led to a C:learer understanding ot it pathQgene ta. 
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ll 

oz 

NW! •.. lJ p 

e toUowi . can-re m ••en.be patient• who 

et, ot ..,"" .... _. Hoa (ital, 

·~ ot .U. aea ~ 

• Ol1n1of 1't ia ely 

o.ea 

1•nte 

• 
· en• tn atUi•• 10 

oe o .,. · •• 

e}Jl t• 1 1' t proo 01 . • cu.•~~m. 

OOu14ert tblM paU a.ta 18 • an 

Alaou•.a tn · an t,. Obaptel' Ylt 1he iaolu.11011 11 partl.J . tt.• 

Ya~e4 , olin 111 1e ~ ....... ,-lUea 

lie.bl t • .. ue. 
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•• pauent co-,lallle4 ot pr:ltlai7 u.-moea an4 

thonu•• ot •taiwre. h4t ••• th rt encl ctwap7 Vi flat natt•, 

P1a-,01Gt ld.plJl•• ancl ao'4111&te W.o an4 1xu1arr hair. • 

•• velll>1 ot tM ••ok, .. ,_.,1'1 ot • •-,.a, a OOJlgtlG1 .u., 
llooact naao""1.a~ duoi, lov auebll balr-lin• (naua 2.02), 

.. ,...'U'.loal lhh n;u and • ._.nua tn- of ••tU al 

UH.ll• , •• a. vu po1111S.•• at 96 aou• un1-a. Jo-.1 

O to 24 •• . ) 

fi'ea'bM!lat vi 1ib ,1U1t01*1J0l a - tftt •••Uent .. eu11a. 

C• .N 2. o,). • , "*•'• tn1tai' , • OGntoun tellitl1id allCl 

nada aglul 14•148 ttUNtd. A ·Ulti· , J'91111. 8""1 w1tb 11"1• 

i t. at 111. her appean1n• aov 'b-egu to curl he_. ha.ti-,. a J 

co-ti. , aa4 . w ill a t..i• 11111mtr. a a noent 'fiatt,, •• 

, , v1th her a aw1y.,.qutN4 Nit · · , wl 1b WOii lbe appem t 

b• l.teAl · a o~ ~rit4 lit,, vi . - . 4 l11J1d0 n4 ~OJMUt 0:1· 

the Mm act-. 
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ti• ocuaplalrae4 ot pl'.l.a.q UIIIIOnho• and lack f 

. • ot ••~nar1 MX · nct•re. M ort 4 

thicw•t vi tta't NU • , 1 •~ · .. , •••t Pl 10 ·arul 

axu la, baa, 1• 1alia, u ti7 

of the.,.., ebU.l .. • an4 ,a •· . ff aU t 

..-m,••4 oa,.,»ozoae, abuoaal 12 r·.U•, 4. a.-, 
llllllNlr """· • • 11111 • • 

riu , • . H. ... pod 1l ••• , 1 2 • • . + 
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II t I . • 

plea 



:U , . ba alvaya lMteu ..n tor er • he 

1.•a, lncl d1 . w bi t • - ' 

f he Ul'111b 

Al '1 abe 1'10 , t avelUn ot. • li»a, 

A wbiOh haft OOOW-d4 ., 1nt•fftl.• uo.Ul • pJWNJl'I cia,. 

iSapoli• of ner• • ~ ... Jlll4I htlll aht •• lira~ •NII 

ua it.,.. an.ticipat.. , ah•" tal4 exh1.b11i 111tanU11•• An 

on. 11111 • • • uONi1N vu •aaU•• at 12 a. u.. he ba4 • 

llillt 1111clear em. 

ln 1956, 

had t a pan4. !ht .s. • exoNtio11 -. poai 1•• at 48 • ,u. 

• tiapold.8 ot Oftriall flliltaN. 
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.16~·· (1~ 2.~) 

!hi.I patS.•n• ha4 p• D1 lo dlJ hl14boo4 whi01' 

'"'"• c,bfont. • aH'ft )deotuta. ht 

p»effnW wllh P*'.tman" ..,mn . • bl 1ec of nelopr.eel).I,., 

ht , •• 4, •. t lwt•.a.•i~.. .. ! •• ,. 

ulllu7 hair WU t I, ital.tit. 1nfe.n.ttle .. 

ua..,CIUOl.,.,.t. Opll014i1'1• ' WIJIJ!l!t>'Ua J. 

pa- •nt (l'J.guN 2. 0'/). '• nuoleo p it• wae female. 

!he o . ate pul tW'Y •••l• pre>'f'l aa altenatf.ff 

o • to• bW ntaJiaattori but ftluillJB •t a h 1Ul'J 

_,,.,1o (poet,1 · a., 96 •·•· ) 04tlf1 tlHr 

41 • ot · lil4a1 cb' ••• 
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30 

1,.' 
mNl. opaoitJ •7 • • .,.. 



4' 1 all. Ber ., •• v• ..... ,-ir1.i, • -IMu,llle hrpopluUc, 

the pala'itt arobl4 4 e aeoll lhort end 'thick. 

Vin tllllll am tbt ~erol.M. pal•, ·. x ball' vu ecna•4 and the 

po.1 a11a _.n illtanti.le. 

'1ft a 12 a .u., hJPOpitm:tar.t. vu faw re • owever, o er 

. 'lary .tunctton were no 

.. i., l,apU'o'loltT vaa unclertaun. 

ap99aranoe ·ot · · 4'l 4r•a-n••t•a biatola 

above4" 

, aa a re.a, ot • Ai 

• 4:laplaJed the typloal 

ha nati al gonau 

lo fi lllclea Wffe I an, but 1l ot Ctlla 

vhi h ••bled o rt • or l,eJ cell• of 

• teat1a. 

•••• 0 - •· • oi 

• 00 •• part of 

• •• 

31 



_ breae • ue appa 1 weU-

4•velo ; • or _ c ball' 

8ft 

.,... . 

32 

•t V • 

,_,,..,.,. ot UlllarJ hair. 

at ad.M is vell 

Ulu ra-ce 1 , a Y1 • on 

1d.o - no tu c11on1 •-rr 
• .... vaa toun <••• 1iext). 
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qaae VI s, • • ». White ,:teal• Y!4 22 1!!£!• ( en• 2.10 and 2.111 

"two rla u 

the -- claa 

t vu NErlmble tbal 

' ....... 6-* tall 

a Welo frie cd ae V. !h• 

f ball 1 

:baeq . u,. 
- caapla1nta 

ui. ut.ppl• •areola, a:111Jary r waa abaell1i and 

rewere,no 1c r acan . 

7. a.u. •xcnUoa was uepU:n •t 24 an4 48 a .ta. oa 

thrN Mpante occa11oa. In Y.t.e o~ 1111•, tinopi tu1 tari.• vu 

on tbe 

all:ln wx pa'ltem prouclaa a,ro •pporUYe mdi a. or • 

uaano.i.a. 

After et. te 

further eaJ.&rii,attnt, ,at the :na•u. 

t OIJIJ'l!J:'D:~ ~,u.-p7 theft ... 

~Y at 'tbia 
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2.10 71 n 2.11 

eye . t I • D. 9!1! . U• 

I te poor 0 batl' D 'teral •• ., ,lbov4 ' tnt 

in JQOl.ee bi"ea•I ffelo mm. ftt11 pi n 

... the l'8P1J P•1 

111 •• vaa • at r f 

... i. • 



tia patient, 

&QOlO st 

tel.U a 

00 

Cla1ae4 

l>l•eda. 

l'Oh• occu 

... . ... 1IO hi• _ rt 0 

• oc rn o-. ot t. fl.Uh••• 

• ti.e •• 4'1 

taC1al ppea n •• ( ,- 2.12). 

2.13)t the 111 pl•• ve ........ what IV lt l,ut ·" 

• 

1h 

• no 

r'• •YD4r0•• 

l'Ult l••' ... "'" plaa't1C 

1•• pal •• •• 
of the Utognoaonto 

Uti • • 

NJC pat l"ll VU 

u re ti.on • &1 ti Y• • 6 • • • fbe 

• •• 

parv _ f w•• u ert&Qn • 0114 

the '11>1-1 aptMaJ'aft o1 418 • lo 

35 



nro• reaa'bling at to11n4 in a t ow.r.Lea, t tbta vu acao'7 

ill UOtmt. J'ollicl• and undoubted intenU tifll cell.a vere not .... 
ntrogen tbenpJ (one ap tUboea1rol uiJ.7) bu 

re:eul'Hll ill coutaerule iaprov at. bNaata baYe grown 

•11ataotorU7 ( &IU"I• 2.14 )t · • td.ppl•• 4 areolae an c1azbr 

an4 •re plOld.Unt. In a4cl1 tion• e,-cl.1C&l. Uginal bl.-eda occm-

and the pati.at ~eel• :tu aore rptlc a al.in. 

36 



41 

• 

• ta etiracu1reniaa, 

1no:n11i.i" ap,p•mmce 

37 

I a J . • 

la •nl .., 

rN8 • 
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0 lUi ' 
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ea.. VIII • • . • eoioux.t teal• Y!4 10 l!!!"!• .. {PiQ!!:! 2.15} 

911 pati · t eut:t•ra, f • c epnaai•• pqcboat.a. 

l)u;.11 , oou~ ot el•ctrocoo aiYe UienpJ ee a.aaatlle4 a 

:rnctured api • ~ .,. e4 • pa ol.oglcal degree 01 

ateoporo • • 

• neTW .. uua ' 41 wi, ba4. 

tid.ckae, cbea, vi naa .1ntanU1• Dipplaa1 • 

p111 al1a wen intan111•· 

On thl-N ..,.....te ccam.ou • uri•l'J' • .. • 

•-re'li.o ha• n tou . ne tiY ai 24 a.u.. • ak.111 cell 

clear pattarn •• maie, vM.cb o c• make• 'the diapa:La 

1 .gr.nadal ~- b1Shl1 '" l•· 
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I 11. • 

br velo • 1 Uillat¥ 

r aparae, t p tc bair 1 . 



aia ahon (4' 6") ob•• 1-1•, Vi aba.pe ,. ... 1tl.l1&1 

• oot"ta lad, Pft .. DW with Obronlo ..,..,,_..., 

anat.,. • • bnaata wtn oo Id ot tat onlJ am the idppl .. 

wen UftrteO. fhlft v .. u axt.llai,, hair I •4-N'I• pu1>10 hak. 

a.u·taJJ.& "" intenm,. 

•• uolt wu abort, '1d.ok Md w•llbe4; ih• IW.r-Un• 

.... a.na1, lOWI 1IO O'lhllr u.o-11•• "'" IIOte4. X...la~ Nl'lde4 

aro• oawoporo11• vi partlal ooUapM o · t lirat l'l&llbr .. ne,ra. 

Ul"11le Y •• n. uonuoa vu poal.U•• at 96 a.u. •• 

Wu cell nuclei ahove4 a -1• pat'tem. 

41 
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• 

0. 

• plea an 1n1'8rt • 



Cu• J • 

au, a. al a,a .. n ...U for •r aa bl'Oupt 

;o boep1 ill o t • aooo~t. :tua1 '1e.u · m>\ ooculft4. 

At Ille ap of 'thn• 1•r• there •P1I04 o'f tNlilll••• 
awllllnga f Jr.Hee · · 4 vl'iat•t • at th• UM "'" no1'81. 

he • ,, " • we ••• 

obal"aotera. !be •X1•nw. "11alU owe4 apu:1kti'lllJ veil• 

enloped labia -~oa 11114 ol1wrJ.a w, poor labia m.non. 

two ocoat10u .. 

.,....a1 •. 
8.-.t.n• , ••• excre'tlo w • e 'tive t a.u. on 

kin 1>10»11 roY1 t4 a proOf of na 

43 



44 

• A. 

lo • ...u, 



vu 4'10 

nr1 Ul.olal,WAV 

1*:lt-lin•• 

bar 4e • 

antil•• 

2.18 

11a1 •dad. tt tor plaaU.c re r of a re-llp. ht 

t nevet" m•n•t 

tet lu 
• at1c mandible, 

a ra •r lov nucbal 

r.t •r4eftl ~ •xUl•l"f au blQ 

, • eztarnal _ m. tal1a "" nlatiYelf 

45 
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.w. 

• 
10 1• tal • 



pr:l.allrJ aaeno1Th<H8. l" ' et . t ... s• 

· naeu, • ap • perteour no 

pu io ir •1 ao eratolJ p · tuH, 

..... 1 tU•· 

rin• r •• • exOl'etiOa 

•• a 6 • · • · J,aparo , 

priaiti.ft r1 • en•• . 
toU1 •• 

•waa •onJ.7 

auc1, apart fiOII flat 

... .,.__.. •• mllar, 

• ., .. r, 

•~uu.1 81 YI •1 6 • • u. 

' ioal 

• ro , 

··-~ o-..r1an bilu• cells. 

• n.ea, an -• 

oau.• at er ral.1 att ctl•• appearance 

na1 • 

47 
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• View. 



ca .. n;x • 

PnNnita •1th tail.UN '110· pov1 tab• ba4 , .. a ,nattG 

for tllbtroalou peri.ioniU• tor Uu'et aon'tha, allbOugb. thue vat 

no real i a.cats.on of MJ aoU•• orpntc c11 ..... ai th• Uae l 

a. vaa a • ta111 bacl&WUd Chil , 

ei, hei&ll' v .. 4 • *' t t bed. .. IM8 tJpioal ot 

aoaaclal d,Japoeaia wi• hJpopl.Mi& ot , .. -Ul>l• uct • 

"bin•UD" apptal'lllloe. I.hen weN no .. ooadarr .. & Oba,aoi••• 

a. eow.4 the 11li•reet1Da t1DOMJ:1 ot a ahort 

to1&nh ri.gbl .. iaoarpa1. (JiguN 2, 22). 11101.u Ms vQ t...ie. 
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51 

/ 



90.a nun• ha4 11eY1r aanatNaW (apan tl'OII a 

aoa11t1 Nna»ineou 41acharp luUng o • day), yu 4' 9" au, 

hac1 vebbi.Dg of the neck, a lov ba1r-11n•, h1P4tri...aio11 

(B.P. 160/110) wiihcn1t aw-rent coarcati.on ot 'Ille aona1 • 

au. u, vict• oarr1'al anal•, abeent 'bnaat 4eYalOJMll't, and 

intantile pfl1311a. ~ lbove4 atrtld.ngl.J blu• achroU.ca, 

Die mcleu patu,a vu 11111,. 
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' 



:ti 

a abort (4' 9) f-.l• 

bnaata ue uo.4e o,-, al toae 

au vaa pn11UtS the pai.talia wen 1ntutUe. 

!hen vu a on •tacai,,al o thin 1.ti 

4 3N •• 

cd...-a-lait 

pate • or pigllent weN pa t... Urine • eant1on vae 

J7 •' 11.ld.t• clar pa't'ten waa feaale. 
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• 1 ... 
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1•1 

~ - . 



•• tQn. 

M vaa 4 • 5* 'Wl and lookl4 •cb ,ow:apr 'tbaa 

her ,-are. eoon.dal'J ..x o oten v•n not preatn u4 ther, 

"" no oonpm. tal. aoo11111••• 

,,._Km tbowH aJ.i ilJ 4ttl&JM bo ....... 

l,alOrphom.aQl.eu ltuoooytea · owed a al• patt.111, 

57 
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-4-

3 

1-

MCOD4• 



Va• tint Men at '&he ace ot 17 7-.n coaplaS.nin ot 

pl'1111rJ ..-ontlo•• :r.paroto111 411clo-.4 tr,ioal ... uil.:J. 

91>nau. 

&be WM ••• •aain 3 19111'8 later, vben er heie;b1 

vu 4'11"• a.re vu 'Hr, ,ooii • 2017 4evelop ... t with uwrid 

D1ppl•• (11.e,art 2.28), MX bail' wu aba•t, an4 ~ external 

pm. ia11* •n iftftntil•I oo ak• .. w•rt tel t an tM utera• •• 

llhute. »aft aol•• wen preaent oa iu tac•, bv.1 ~.,.. "" no 

othel" UOM.Ji••• !be •td.n au pattem vu ..ie. 

59 
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lote r 

Ge 0~ 0 
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• 



• patient hll4 eutalmcl a tnc'lue ~ 'the ntck 

~ • right t..u- tollovi • tri.W fall. ha4 rtoftr 

MUhu&Ws u1nar, an4 pu 1c hair ha4. alnye N poor a1'4 

th• bnaau ba tailed to sn•• 

Ille vat 5' <>" iall an4 ba4 • cun.ou, flat•taCH 

appearance. Apart troa laoll t aecondart .. x obaracten, no 

atmol'll&liti11 were tounct~ ftipplea were 1nverte. 

x-aa,e nv..i,t an •••t41n.g17 gzo•• 4•are• ot 

oateope>roeia ot t 'hrie'brat (liflllNI 2.,0 4 2. 31). llloo4 

and akin maelear pa«•m• v•N female. 
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64 



i'bia attecuoaate, •ntallJ-baclQfart ohil4 hat 

4emope4 aorall1 until the . ge of 3-4 pan. froa that 

11ae pbJaloal am ••W nanai1011 ha4 Moo .. app&ND.t • 

.\t UMt •'9 ot 9 ,ean be:r hei t vaa :,•10i" 

(aorall. 4' '") a!Mt her vei , 52 lba. (nonaal 58 lbe. ). 

!Mre waa ao "14enc• ot eyat..a.c ua..... Apart troa *114 

lliorocephal.7 ao pbyeioal almol'l811U•• we..- touncl. 

Urln• , .a. n.on'1on ... not ••lllN4, 'b\11 

~1004 ...u. llhowe4 a -1• pattem ill ti2a pol,-orp n c1e1, 

aappol'UD& tu 41aanoa1a ot goaadal 418PA•'1•, 

65 



66 

l'ftHllt-4 in 1953 v1th pl'l•r1 ... norrboea, 

• 4• 111 tall with nomal Ph7a-1·Clll proportionat tM bl'IQta 

••n ...U ·w1 • l'le4 m.p lea an ly-«lark areol.M (•b• 

lla4 •• c>eatio to~ 10• aon • pl"lor to e-.1nat1on). 

Ulllar1 hair vaa abatnt and pubic ball" acant. ere wtn no 

• edexul taitlllla were nonial, al ugh tbt 

labla •• oouid•ri4 '9" 101:el 1a111 t1011 n•eaJ.• 

• aMll ceff1Xf 110 \l •w• vu felt. 

L41patotoa1 waa per.toraea. A .tt utewa vu 

to with two talleptu 'tllbu le to tJl)loal el.oqa'Wt O'V&t1&n 

aueau. · · Goaatal 1>1opa7 nftl.le« oftrian t1a1111 with ocoational 

foUiolea. 



67 

• 

Sota a t,- 1A1u.•w l'Jlll.&1 4uk ano1 

an Nt>J' • 



• 
1.0 amllar, halr hil4 app I •t t ea- ot 15 JMflb 

then n• 111 'leant paat hietory. 

o daination •• vu 4 • ';!.I tall vi th ari an-apan 

oz 4' t lower•••' ot 2' 0- • llPt,eS' • ent ot 2• 2' • 

n.r v«t. t waa 72 11,. bn waa wtlaltlDC ot ~ ntok aaa a 

bJpoJlUUc llld1 •• .. .,.z,a1 p1""1ltd au ... we.-.•• • h 

1'na• • veJ;t areolae d.1-tol'IMCl 

·.u& •bow_ .IQpOpluUc laid& lllaora, -ta ..u .. 
•el.Op.a o.Uwn• (ft. re 2. 4). J.o n'ftllled 

a a1 . it 11te11&at a.a..-. we.rt . , palpa"4. • leucoctta 

uollM" pat em waa t...i.e. 

68 



71 

· I a I .B. Vhi-C. t!!fle &ffl 22 UY!• { pre 2. ];} 

tb.1• ti.•t • '\en e.cau o pr1aaJ7 aMnottno•• 

At tl\e . ._ ot 14 rean, \ht to v and aea hair vu 

o 14. 1-N •• no biatory of pa nor o~ an o'Uler aiSllltioaut 

Shi waa S' .1" tldl • 

aoftllll t..ie. • bnaet veN veU-cleftlo wi.t 1l01'11*1111.ppl.ea 

an4 ~la•f JU io ancl xillU1' air •• a · equa • era ve" 

uuerou• tnokl•• owr the pper c ea-c, but recent IWl-laa'tiw:I& Iii t 

baTe accou'Cl4 tor • • fhere w l'e o o-ther o Y1 _ a con taJ. 

anoaal.iea. &.S.n and le\loocyte m&olear p, e vere teal•• 

Uri.lUl&";v , . • • • reti. ~~ (nonaal tor a 

pati n o~ thia • la • 9 o'l'IU'ia11 Wilie) . 
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•ote 'breaat el. 'tt mode ~• t ot c 

roua 1 . .kl.ea vu ppe.r at ... ... 



1b1a patiet tit 001 118M'h'uak uttl • .,.. l8 

ol4. Su l pe:la1•a ftSlnal. lee4a, ·each leatiq 4 4ap ~'th 

in~ 1 1-nala ot about • th. 

lee4e 7, ccu.rfli iA reapoue to oelrtrO vi t.hdnwal 

n'a ~.. excep: fO'I' 0 0~ 22 J'9tlJ'8• 

_a bair appeared at 18 yeaQ, and bn t denlOJllflD at 20 ,-n . 

.lt ilbe age t 22 ftial'9 · a paU.t rriecll Ubi4o 

.. ae>nalt I ~· - ~rJ., - cect. thue bl4 be9ft DO 

pft&D8Ucie• nor Jllidilll't'i · • · hn v•re ao aisniftOIIAI put 

Uln.taaea• fflftral memben ot th• f.UJ waft ehon, ba'l .U 

:female relatift• hd .-truatecl no:rall.J• 

OD uutoatiO.a, ber he1 waa. 4' , the apan 

4•11• *14 the love~ • t 2' 4•.. a.. bn ta were wq well 

deffl pea. aJdllUT .11174 pubic· ba1r modeate 10 wu t . n 

vu none t th . typical coagem tel •oaaU ••• .iw.o dllttnation 

reft81tt4 a ~ le 1ea.J .-. re not ~el't. 

kl*l'O'WJQ" 4111clo.e6 cal ftlJUglal rJ.clpt of 

clal. ~ a Un, UMl'IIII.. ' atoloa:, ebovd CJ'laSUll, 

aU'Ollll aJl4. • few 4nelopiq Sft'lllnal ~olUcl.ea. 
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C ™ 

lMri.ns •• OOUl'A of ild.1 UYtaUpU.011 l t btQali• 

appanni that u. Grittl'i• to,r tiagUQli• ot th.la a,adl'O.M 

N . u1N4 UIIU101b R••-.ron VU an4•rtakeu iDW •••enl 
..,_o-ca wh1.0h ba4 no, »n•1ouai, btttil •pbal1"4. Di• naultt 

ot tt.• tnftatipttou 1t:&.th aou ,andoa tboQgbtt OIi ••nral 

tacet• o:t aoaatal 4P&e•t1• will now "- pnaentt4. 

81 



+ 

1. 16 

ala ot 4al dJage_u • 

lapuoto.wy or l'i 1oll4iOSCOpJ baa prev.i.oual.;r re t1i , v1 t 

4e1Dut o t th• tn,ieal onadal atreata. _ e _____ .. g f -a hi 

lnel t urina · tropbi.11 ( • · .H.) n on is raU:J 

accep u pn pt1ft e'd.4e ce ot the diaa,,.-oa1a, but ibia ma1 be 

nee, l&•el.• - ft an to1,1 · in t1 ta 

vboN o e ti Tit been v..S or ( • • • 117 

tom• ot oop r.Uta), or 111 poet .Mno981l•l • 

p enll.1 all the e U ia to be 1 • 

a or o- r 

1.etc-q 

In 1942 

"pnaeaarchial manopeaee".. U•re the IMtlO-pauee occu~ eo eerlJ 

that 1 t actu y pnce.dea • • S ~ U tbua .pnaeuta 

with pri.rlllry enor.rbo• 

ennuou, 'the co-rftCt 4:tagn ela ta · 

preoocioua ho :tl •••• 

rm1 le-vela 

of puberty ( kJelbn4 l 53, 

ca.. n, i.. ·• ot thia •rl..e •-··-­

1950). 

• •.•• xoretion 

•• the age ot 9 7een1 at 13 yi a a-m>ngl.J po '1ft Nault 

-. o tai.Hel at 48 -.u. U repo- .... t 

&OQadal d--1•1~w1,1eli,a w1 til ~ -S.«l •• • • .XONti.O at 4lge ~ fli 
,-n. 

82 



-
a >teal cue ot • ftl"1a1l apnuia 

• IU'i ' gOfta4o tl'opld.ll 

lffel _. t 111iM4 (starn11u • al. 1954 • 

dt ei al. (1947) 4otzopbic aoti"f19 a't 1be 

o_ l•tero le 

... .l'IQI 

• • Acool'lliogl.J, t • m ora 

' pi 

law 

cr1 • ~..i. 0 '' ,.an 
9 Nparate t.a'la, Ulen waa 

His na ftWll'llvllR b7 lapaotoa.,. !h ... aatbon ~.~ 

·ezpl u anc•1.0U1a tlocung. C&rpenUer et al. 

(1956), i • ft'C'11n· 

• 
the p.nMUt Mrle• low .s. • • NU.Ona 

•• .f'o 

p1'111U'J' ... n.or.rti,oa 

o~ gonadal Qage!l.-la .. 

( · il• 1). 

r, 1a 

JIU). 

83 



+ 

a» 1.s.a. 

•• .U.c't of cort4.ao• • c. a. • 111'inal7 

1 .a. esereU.011 bu 11•• bnatl. te4 ~ Mftnll vorlan 

1951, llild4ock et al. .us,, ,SOhYlll am au, 1951). 

an: 

bi • ti bM lMlen fo:uacl at-~- .dlim.a"ta'1 balJ 

lS.'"1• r SM> 49prea*81lt el~.e't (a.ho, 1954). Becentlf, 

Brown (1'56) •U.tect aepu&'kl.7 uJ.11817 • • . • u. 

1.c •• 
ll'O ool"tiAODe 1 apy in po-at au1op1111181 VOIIM 

-,, ..... IIG to · • • rl.N ia: enNUon o~ 7. • . ftlaU.e 

- -1 tiler •tri.i:1118 o.or -tau.t ·• Col"UllolMI 100 • 

daill' !'o~ 10 Oqa 1JM adlDJnlateNA to Uftl'8l. pat.t•ta 1n 

• pl'Qellt •ffl•• Whan 1Jd.Ual P. S..H. NlltUnp wre h1s\J 

elt-.1:loa te theae ft841 · vae 4-te.ct.o. tb1a Andi 

1 ...-1 dppmt.S.. lttnd.e wppon .to tht new that 

co.rU ... la \bl• .. ..., oena lltlllRIDble aa-pp~ft 

e~tect on the ptt.ul'-7 pall4 wlt ~ it• Jl!Odue'ti. 

dB.a.a •. 

84 



3. 

l the pu\, con11der :ble ttnH hal been place4 

on the pr ••ne• of cert ln co ano-11••· !he ••t notable 

ot thee• tnclud.e web'blnc of t n c • cubl\utt T&l:PI, pe1 caYU, 

abaormalitta, of the cervical ftr\ bna. rlbt, palate, fl~••• q•• 
an4 •ar• , ao4, in pal'ttcular. co ta.Uon of the•••· In the 

pre1ent 1eriee the relatt•• 1n:fnquenc1 of t •• pheoo• ha• been 

atrlkinc (!able 1. ) At the gin.al of 1h11 1n'9'1et1gat1on, ca••• 

were diacno••d onl7 1t th •• am let were n• nt; with f lltarlt-7 

1 t bee cl that •»¥ caH• ot gonadal .s,,gen a 1• • teted who 

1howe4 no anomal1ea at all . hua, ooarctallon t t aorta waa 

41 aed in onl7 on tutance,webb1ng ot th• neck 1n onl7 5. 

11111017 • c\\bitua •~ wu Z'&J'e - 1n only on ca1e vu 1' couideh4 

to be pre .. nt to a mtrror degree. l• · JDal.7, .eetall1. pt"esentt 

d1tttcult1••· ltcur• .).01 1, J"9pl'Oduce4 fro re.cent article on 

gou.ctal d.78&e eta. In the anterior Yitv quite 81"0•• cu.bitua 't'&lgoa 

le aeen; ,.et, 111 tb latel'6l -.1ev. r d fled.on ot th elbov1 1e 

apparent. ler7 almr tJ.ea,ton ot lbov Joint allows c ntiderabl• 

a ducUon of \be toi-eara., which eloael7 aimulate• cubltua Yal • on 

pho \o 1J¥. Doe• th1a ano•l7 nall.7 ex:11, r 

It 1• lnteneu to note two ca.a•• ehowlnc ebort 

•taaarpal 'bone• ( Caa• 1111 : a. !. ant Caa• n : . . ). In net, r 

aue wu t re a :!amU1al 1JJD1d•nc• of th1e ano•lf• vhtch baa been 

notloecl parUcularl 1n t • a,uro• of pan4obJpoJlianlbJ'l'o14laa 

(~bri , •• al. 194a a). ~ ca.a r r\ed b7 ••• ( 1949) above« 

he •t , . 
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1be ter.lor new a &nllartm 

11.eslo el l :i, aa ae 

lat nl riw, allow• delacti.oa O'.t : num. 



4. 

naclal 4yagtnea1a, ift coaon wiUi 118.llJ other 

•n oc ue tiaorMre, ow• t'•"'"• ao ohanc trtau.c 1hat the 

1• of"4t po ibl.e at tirat ance. Apart froa tne 

manU•• 

n 1 ••• of '1l1• .. n•• 01 paU.en"t• haff 

i'Olle trtc'1 • or dar 1 tetl aol••• ... 

baYe bee o•tn1e4 on in .-OM p:retto papel'll, ( Obtl'IIU 1955, 

Ukin• • al• l 44, Ool'd&Q •1 al. 1955, 1ieml1A et al. 1954; 

I'll ei al. 1948, Sk;Jel.bn4 195,), bllt have not been •ntion, 

ill er repon•, •nn wlllN pho~ld • d1apl•1 tbie ftawn 

p nenU.7. In ca.. YI1 M. n., an orlgS.nal 41*PC>e1• ot 

p1tui1U7 1ntantili ba lt•en acle in Yin of the low J • • H. 

ftlv... n reYiev of he!' pbotograp . {1'1 re 2,10), tilue 

aol•• ••~ atl'1~1 ob'f'ioua ancl 1 wa. Mide4 1to Noall her 

toi- n-UH1a11ent1 gonadal. a,.pnaai• ••• tbft pl'OYft. 

••r OU'iOU fMWN, which ., pttm1 t tbt 

4iasnoa.• to • •4• a1i a 'YH'f .-r1, age, 1• the preNnce ot 

hell\M! 1ac1 J«oca11fd Ode _at birth or ill tbe iued1ate 

p01t ...... .i ;rean ( ilYer 1951, rlow et al. 1955, 1'3-1. Id 

1953, Hane, 1 52, Kea,• al. 19S4; 11.U • .i. 1955, 

VulliMJ' 1955, ObeJlUD 1955). 1hne of lbia Nn•• pve • 

blator, ot •uch 1well1n&11• 

- C.ae Ill• 
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Ca•• UI, , • a •• bad oonaultt4 aeyeral apeoiali•U 

lteoau• ot tanaient, unexplained awel.JJ.np of the lillbat •••n at 

the ap ot 1) ,eara, ah• 11,,,ea an Orthopae41a1 eoaua, of 

p1ft1atent oe4 ... of on• too,. CUe IV, ' . J., autt•rect tl'Oa 

o1beN1M WltX · e«, in11l"lll. ttmt ~bro•• ot th• .... 

1ailal"ly · t J:1 R. A. , .ba4 

· wrJ. t•• 

Dien ta no aa'1atac'8rJ explana·~o for 'the" 

awelUnae, but an, int.re• eory betn eYOl.• cl 1n 

onit•Yi• amt UlldOh {1Ullach 1949) haft atttap1e4 to correla" 

certa1 &lllllforaatioul 81ft • with 4ef eott OCOi,trrJ.ug 

111 t ao-c:aU.ect Bag-Little mice - • atJtl pro Cecl bJ 1nl>ne41ng 

following expoaun 'tO x- P• l 1• cla1ae4 ea,• bleb of 

are'bro•pi flu14 fd. tee toe'\al 1.U• ill •• aiMt an4 

pro c,1 4aa,- o to local.1 ph,alcal pNN n etteci., e .g, apla,w 

of • pec'\oral an. o her macle•• ddon1 Uee ot the uck and l1llb1, 

1tanaien oeuaaa, etc. SUoh le • hal'e l>eta -.outnte4 irs h\ulan 

toetu..-a, the • drom • • produce bear aoae l'llationabip to 

th• •~ c •· enoounten4 in aonadal . a,enea11, On •• ropean 

ConUae:ot, Uieretort, 

... er ot W.• large 

m•r' I SJD4ro• lllUallJ 1• Nprdt4 •• OU 

pot malfi naatione ( •• and Cat11•otl 1,951) • 

Wbe her mah a echam.u •u••• r no1it 1h• r, la an initNatins 

on•, J-.a (1952) aidt • 'title ot taAe"1•...U:Ur10h•1\trner 

uoae tor ~ vbol.. :P• 
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lour ot tb1a ••11. a cl 

lhey ttrat preMDW. One had ncei•ecl oedrogen tilerapJ pnYioualn 

the otb•r 3 ba4 not taken an, endocrine pnpuation. Sneral caa .. 

baYe ·bNn deaorib w1 th good -•rJ deYele>pllh'I (Be • et .i. 19§0, 

Li .. er et - 1. 1947 and Willd.u et al . 1944), al 'tho gb bypopluia 1a 

to be Qpeetecl iD the abaence of oea1ropnic a11aalai1on. Aa tbia 

t11MU.DB •-4 azaoaaloua, 1 t vu decided. 'to perfom biopetee of the 

'bnaata ta two peUen1a in w.a eeri••t u .. oh caee a repneenattw 

con wu taun fl"Oa the central part of b bnaat at upth.. In the 

,atient" ba •t lake oeatm (c- v, • • ·• - ft.e,uJ:'ea 2. 08 

and 2. 09) i.r •p&nn'UJ .»1'1181 b ata 001181a ot fat onl.J with no 

..S.4ence 0-t fcancUoatng •an a 17 Ueaue. 'bnuta of the o I" 

paUeot (.ca.. u. M. D •. - l'ipn 2. 11) aboved aoae loblal&Uo · .and 

"•Y.Lctmce ot qclical aotiYi:tJ"J tid.• bio,ar vae taue after• pen.o4 

ot oeatl'Ogen thuapr, 

'thi.a hol'JIOM • 

• ctiancea •1 ntlect the 1D1luence of 

1, 1a tn~nattna hat no twlcti.oni · eesnmttJ tiwe 

_. fo 1D • l&l'a- b1.opa1 apee1Mn taklm :tl"OII the appannU7 

Hll-4eftlope4 br....- ot Cue v, M. 4t& , . It ta concei.ftble that, 

J.n otber reportecl caaea the bNaata baYe COD'tailukl functtom.q ti.88lle, 

'but biopay tata an not a..U.bl•• In the elllUiag d1acusaton on 

aeut.ruUoQ in nadal .,...01. (PART x, CUP .IY) ftfuence 

will be aa4e to n:lclence ot oeabo · •Offtio in thia -,naro... 
bu 1hta oeatro en 1a an.•• troa the aclrenal ab, or tbt 

- pr.im.Un ... 
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!S 

l'eln.c X• p were taken of anerat pati•nia ln 

tilie ••ZL•St•4 tUll anlbropoaorphlc ~t• wen •cle tn 

eoM• ~ 88\ll.U ahow: that then vu no riaUon tioa the 

found., bu-t 118"> tM• ere ,iot ancoaaonl.7 ""°' u woaen, 

one cannot altach •ch at.gnU.1.oance to "'bl f:lndi.DB• Cuea 

baft l>een. npon.a w11b aox. diat.1ocU7 android pe1.,.., ( Qol'6m 

et al. l9S5l , wen a... n be4m taken to repnoeot atno:r 

1111a1:teelaU01u or the pneUc llllden ... . of the paUtnt -

capanble 1iO ti. raftlJ'•repor ell wal enlarpaenta or 

;pl'Oa'taUe n--t• ( Gol'CJeG •t a . 1955a 4el QaaUllo et .i. 

19471 Piel l.957) . 
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, bu, ft01; au, pa 1.en 8 V1 

lhov '"-"'1,1,UiAUon of puoic and Uill&ry ba1r. 

"X\lal hair 1 i 

anlla . hatr ie ery lu t o 

gonadal lye ••• 

In tact, '1 o tb1e 

IU'fln cl t . 

fllnc't1o • {Al rt. •t . • 1942 • In WUJH' 

*1 iff Vla dnnoaortical . ettc1enc1 • ,ta 1 OM • of go1111.Cit.1 

4Jagenea.•• eal'Ob tor 1rlpa1 tuncttoa aa been 

••na ot om and ottei, • •, lnaul.ln 1.'ol. ranee :1: aii , 

eat1mat1on of l7-Jato•l•ro14 eaon l"ti.aol. tn 

pati -'• ao \1a-tt4t nad t• were nonal ( l• l ) • • Mle:B•II 

t tileft 1• 1\0 iapua.nt ot cti. • al c a 1 

aouclal 4J1&911eai.e. hribenaon, in o • .... 1i1th 4•fici t 

put,10 an4 U1Uary bair, taUure o114• ~ c1a could Mt 

be hel.4 aponai'ble. A eillil.U 1 •••U uo 1 a •• of 

01aiiogen-pl'04Vc1 axilla (••• later) 

fail t.o •• ltMnt of a4Nnoaoruoal. tunci~a. 
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e11Chlllm 

·s3elbre 

~au i."aha 

ne • ( 't • 1942, 

• l 47, el tUlo et 111. 1941, 

OQ ·UD1an, 1 53 • Marled 

o t porollie ee- nt d o o · J one., in a 

ti · vho ao ve hl])O · · oaem1a . tetanr ( Ge ta , 1956}. 

rall7 • ateo · •1• 1 attn. e4 

eat n-laok, analo u• • · 1on po t"'"ll•l'lo~aliUl 

preaent ••rJ.••• J pa eta 

poto 1,. Ca vxx1. "· .a •• 

-· el.ectrocon'tUlai ft thenp1l 

-ffuee o teoporow.. o ol der 

paU nts, C I.I., t. J . an Oae X IIt -'• • • had 

ot e oporoat.e, he to r w1 wedgln ot aeY•l'lll 

••n• n•, 'the latt•~ with gn,aa wne ftll d.efol'llittee a a 

trac n•ck ot t._:r tollow1.og nl tvuy tri Vial t, .... --

(11 rea 2, 30 and 2. 31) . 

tN 1• another poa ble ezplanaU.011 o1 the 

01t90poroa111n na4al 4Jagea1a1a. Oa'ko eaia 1apert•o• 

• de Ori.bed •• one of the • oc1at•4 co fti'tll. 

anoui1e (Lia"r e't al . 1947, Ob ; 19$5) . Oft• patient 

in he :preaent eer1ea shove4 atrtlc1n y blut acleJ.'!O·Uca - one 

f the IIR&ltiple d fee• whiOh IUike up the drom of 

0 
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08liC\ll.fli,W1ltU:t 

authoritte rega 

oaieo oroas.a • 

• , real di.ff• 

1 a oat 

... 
it 

a eoporoaf..• 1 

p 

he 4i o 

at (J.955) .a "I 

tw 

tt 

... 1aoki wl 1 t oi to 

oc 
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on•• 

1• 

h 

• 
o• nat1a 

~11&aolo J 

IH.i:Z:'.&.UIIIII. 0 ., in 

• ). • oo. 



A• · y be • ._ in fa • lt 15 ot -

w1 t 

11'1 

t th.fa, 

a rapJ.4 anct apparen111J nliable t••"• 
rev·iewe bJ Lennox (1 ?6) and Dand n 4 

and X 

of 

A• a l'e .. 11 f 1• n &in 

be, pr-eawnecl to -.att•J' llfOJl na: 

ald iU01ear exaaJ.nation ... d spit 

•'lho provi4H 

que 1• will 

(1 6) . 

ua-.ot 

... 
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10. "OVARIAN SfflOMA" DI GOBADAL DYSGENmI:s 

the hia'tological report• on the gonad• of 

3 patients in thia series ~er to the presence ot "adult 

oftri.an etro•_. . While so• authori ti.ea deny a distinction 

between ovarian and teaticul.ar atroaa (Gruabach et al. 1955), 

moat appear to accept that the two typea may be differentiated. 

Gordan et al. (1955) found the female type ot atro• in 2 caaea 

vi th androgenic aanitestationa, Greenblatt et al. (1955) and 

Raleaell e:t al. (1955) report eiailar hiatologi.cal appearance-in 

2 patient•, one ot vhoa showed a male skin pattern. &t firat 

glance 1 t appear• curious that gonada, which are, in tact, 

testicular veati.gea, ahould ahow an OYar:t.an type of etroma. 

lat it ia possible that, in the abaence of testicular tunct1on,. 

the gonadal atl'O• eharea the propenai ty of the reat of the 

genital tract towards ~8111.nisation. In other words, the 

teati.a aight enrt a lo.cal e·ff ect on i ta own etro• which 

n.ndera it distincti.ve. 
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11. 

0 t 

pm· 

• 

•1 . t 

aature developaent w1 . 

l.. t.i 19561 .HUallfUl. •t • 1955) • 

1 tan 8 r1• 

Olf a ~ a1e m ar pattern, a1Aee 

oft!'ia eftlo · t 

• s .. , OQvi :foll1clea were 

* patient aw,rGO 
e., 

· te mna.a wer, m ... -...,,.....c wate • 

aore fall7 1n P , n, 
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xv 

for uaa1 dJe · nee:1s to be dlagno, d, uc.pt wh•re the.re ba1 

betn p~J a.&aanor:rho1a. Iaolaie pati.onta have b ea reportt 

10 a 21 )'eU ol.4 girl wb.O baa a al1gh tly bl.OodJ ft nal cUeohai-p 

on few oocaaioUIJ on• patient repomd by Vun•y et ai.. {1942} 

lJ,ad ••natruaW:, or 4 1:f.Me beiweea the · • of l · and 16 year.e 

(eh• alao ha4 aame bJ"iaet develo nt ; aa Liuer et al.. (19"47) 

Rtioa 1'#0 paUe :t . each ot wh bad h~d one scant bl ect • . 
BrJ. · and pperman (1956), rert - ng au dUtenn'Ot,8 1n lwooo:,te 

aorpholo · , NftJ" to a "woan wJ. th ame:normoea an · the ueck-vtbbing 

tJp1cal o~ iumer•• e,ndJ'Oii•t who could not l> eaid to haM tme 

dal d7a emus atnce •pon-neoua eutl'!latioa ba4 occurred 1n . 
1be paat" . Dae 'l'alf.di t7 of tbe1r conolulion abou-. 1.h1• patteat 

111Sh't be que• ioned. in -new o~ th• b1e'tory ot Cua YI?, J. !. 

(di · waH4 betlow) ~ 

In ·th11 et'i.••• , patt.enta al.aimecl to ban 

aeu1tu:ate4. lu one t,natanc• ttd.a coria1 t-1 ot • 11a1ngle ebow" 

la1Ung one day. C.ee JUII1 Ma11 . D. ha MYeral bleed.a laeti.ng 

4 •1• each at 'the as- of l6 r•re, a~ter which •natN ti.on 

oua.a.. Ca• VII, J. r., atat4t4 tba't he ba4 IIClUtruated tor 5 

,.are. Her enarohe bad appeared at he ge o~ 15 yeara an4 

bl••41 eneun at one to ~• n . 17 1ntervala until ehe _. 
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• 

20 yeara old. Blooi•lo••• wbieb rallJ ext8D4ed oTer 3 da,a, 

waa II04e.rate in a :t ct wu not asooiated vi th abdoainal 

:Cl'Ulpa or di•codort of a~ aort.. In 'fin o.t the hleiory ot 

•condal7 n'boea a hi • • • ezcre'Uon, ao• fon o1 

•oondary oftri. failure aa 41...,.oa«. 1'bere wu no hiato.rJ 

1 U. paUen1 cl• e4 oeeurnnoe ot hot tluahea. 

Her ataiur. led to ap1c1 and a •ld.11 1opa7 vu done 

to 4-etemi.llJe the cell nuclear patlem. liUpeete417 tilia prow4 

to be •• curettage coUl t b• dofla. in Yi .. ot' tla 

atrophic a1ate of C • co•• 

poateri r aepeou of the ro cl li.f31111en'ta. Hia'tol.o showed 

atroaa naenlb ill ·4111-t oYU'lea, bllt ~ vu acaDt 

O.•troaea ••P7 (one - UU7) _. iutituW 

cl thiD ti.% n. a 1apnu1o lncrea• wu nota4 1 bnut Ilia 

(118Jlft* 2. 13 • 2.14) , 'the N"Hla• ba4 .alarge4 aa4 tar1aute4, 

c,cl.1oal blMCta had be •e1abl1the4 8ll . a-a•at 
ot 

nae Wlupechcl b1ato17 o'l aeoatruaU. (oliS,OIIIDOl'J'hota) 

1n tbi.e pat1«a'l With a:,11&4al ctyagmeala 1• aoat 4Ufi t w dplaln. 

J. • 111pl'UM4 oae •• a aoei co-operati.ve, 1 teU.1 t mcl ftl.lable 

v1 tn• • be 4"1-4 ha'Vi taan any tora o<f raonal. tnpantion 

71ara ot. Mnat1'118tim:a.. Yet• 1n the abaence ot oeatJ.'O 

aenatnaUon aboul.4 ao't oocur. hiCleace o~ ml.l aaowata o1 

- outl'O. 
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ct-eatr<>gen aecretion. , •• v1t ale aex Cill'OllaUn tttmt, 

baa Nell o l"ff4 in .,.. c:aaes o~ 1llldal a.va.an 

aoae •-:ry 4evelopuumt,, aoae o •1n n «tten o vaginal 

... ar. _. ••• a.a pussling u pre: ee o~ a dro 

ettect in bo,a who •• aucw.ar ti · • 1) tet, ill 

J. . , a ffr'I asa1l th.en ti,c oae f a.atro cm.taeA 

oonai.441-1>1.e .•-r1 gro 11. • car . • Gt§llll.tdli.. t prenoua 

1irogn ot U7 Mgni 4e. oraU.1, bnaa1 

t au.e i.a aore aeu1ti.v to o atw 1a th• endorut'h"ia 

(aa 1n41ca'84 b7 fflopaen-t pre auatNatio at 

rty)I n. ie u .toa.i&Jl<'e o., MU1maUou Vithovt. bnaa't 

. :Yel ant i: • pati. , vho• IIUlllll"f Ua • 

napoft&in 1:o ooetrogea. 

J. • '• ald.a -c.ll pattern vu Mle ill tnei 

prelUIIIIIJl~ the go de wer. • r,ollic teatea. It oeatro bact 

Mil pn• t ., it at ban bee den.ve ~ioa tb1a nat1glal 

11111• gona4 or, pel'hapa, troa the .ad.N.nal gl.ancla. lo eitra-

oftl'ian U.a ( auiperauae1'11.J'7 or acceaaor, ovan. .. ) ... 

diaCOYe i lap&ro'taJ• 

pp 1'11111'1 (1956) 

appean manar to ; • • · he, we, pre•nwct nth •ooJMlarJ 

t11111DOJ'l'bo•, lM&t a female nuclear pattemJ hoftvwr, webbi 

o~ the ne waa preNu:t. It ••• feaa:Ude that ahe vaa autter-

fNa gonacJal d7..-nea1a. 

11 • hl•lol'f o-t tbeae tvo paU. ta ia acce tea, 

-ou-
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one ••t eonclada 1hat. circulating oe.trogen vae preNDt {ot 

or~ oa&i, ·) an 1hlU ta pl04uee4 endolMl'hial. 

Id.Nii • I - Ill i., 'the d'tact ,,.. not eTJ.4.elli ou breaa:t Ol" 

uteri • dnelop•nt. (J'Jaa of llrigga 111\Cl ppeaan'a pau,ent 

Aft not ;aftilal)le. ) 

In t-hia P'»•• • lfi.hnin& CGJQMJt ot gonaaal 

cl18 a1 ie •<tnasew1. UG : l>tNiy, \he coQ41i1 1• 

••nwtng a ai 'tio ot snat:. t.apon•u• u a .... 01 p_l'Jaarf 

.....,fttlN&J it. 1il0Ul4 appear i i oae IIWlt could.er it, too,. 

in ••• paUm'la v.1 'tb aeoonda17 lillllllOmioea. 

10 2 



103 



r 

11 

CHAP TE R V 

WI1'ff IMMATURE OVARIES 

In 1955, Sw;rer described two patients w1 th 

an WILIBUal clinical pieture and.er the heading of •Male 

Paeudoheraaphrodi ·ua. A Hi.therto Undeacribe , Pora". 

Br.i.etly, tbeae patienta showed normal height with 

eunuchoidal proportl.ona and female appearance and genitalia, 

except that one had an enlarged clitoris. !Ibey did not 

develop aecondary aexual characters nor did theJ aenstruate. 

Dleir nuclear patterns. were male. ihay had no congenital 

anomalies of the BonneYie-Ullrich-1umer type. Att•pta to 

place these patients into one of the recognized categoriea 

of interaex appear to have, fail.ed. In the 1955-56 Year Boole 

of Endocrinology a precis of Svyer•a paper ia followed by an 

editorial co11111ent which confirm• this diluma. ( Gordan 1956). 

One patient in the preaent aeries ( Caae XII, H. de J.) 

ahovecl a similar clinical picture to the 'two caaea cited above, but 

}}er "genetic aex" vaa female. H. de J. showed no recognisable 

congenital anomalies; she appeared, .in fact, to be a normal, thin 
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Her, ••• tx nticm. vaa not .· 1ae4. tat laparotollJ 

n d kott ( 56} l 01 e, 1n a aut•• 

• pU'O • 

paU t without th• anoaaU•• o'f m•r'• a,a4roa, but with 

poor lmlaala, r:1aUJ -mrrbo.ea d olbel'v1a• nontill temal• 

; 
I . 

e Uri.mt 

apparent t..alee wilh prilllarJ w rmo .. , theJ w poor ••naT 

4aTelop,NDt, 1111DUchoi4al proporiiou, noiwal US.Uu, an4 pubic 

enlarplHlllt in one. iach 4iapla794 a l"1ldilqn'lu7 ierua, a 

norai, no11""'°••t~•cl ya na, normal oeffix an4 appann.tlr 

105 



nonal oatrogen 1 ftl.a. excreu.oa wd nolW&l 1 one, 

low in tlw othQ. Bl oa ... meara • we4 male pa1te.rna. 

Laparo'loalea vve· no pedoraetl. 

7tr .conalden p...i, C}Jll&911N1• in the 

41tfenn.ua1 a..c,,oa1a. He tilld. ... • the concU. \ion Ol'l the 

BfOWldJi of IIDMl'O • 41.atincuou betwNn hie paU.enta a 

'1loae wiUl the ld. erw-acceptel el _aioal •JQAro•• Ia the 

111Jlt or the ca•• report.cl a ow• illcludi u. o J. , it ie 

apparent t t hia cuea 4itt•r in no apec:tilc WMmer fl'OII • 

1 ... coaon ftl'ianta ot da1 4,a • • 

Uie •U•t 1'eatuea ~ "claHloaJ." &Oaaclal 41ag1111ea1a, atJpical 

a,.111114al clp81Dftia, 8v19r' • "'n.w" •JD4ro• an4 clautcal .11111• 

pNlldobel'llaphrOcB.tt•• Yroa a p81"1lal ot tb1.a table, it becoMa 

cl.ear that Sv7n-'• caeu are, 1 :tact, ft.l'iama ~ • -&JllclzioM 

of &Ouclal qapneaie. 1he· 41tt1cultJ in cl...Uicatio .... 

to baft ariaeo. beom• bla ••• above& a nuabe.r d atypi-ortl 

~•'tl.lrN, aU o-t wh1ab :Ye b • 4eacribe4 aeparatel.7 in oi er 

patten.ta. 

A co~clerati.on or tilae 11111111UaJl7 no.191" 

patieirte "1th -na4a1 4Japraeaia Le <to follows an e~anaticm o 

genetic Um• v1ll • put tol'IIIU'd to aoC01m'\ tor •• an4 o'br 

atJ'Pical. CUU-t allcl a 1beo17 will be pnNUte4 W uplain their 

w»alPilal. igbt. 
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to reaedlle • 

tollowa4 b7 1m er rlade ror e next ax y:eara. !heae 

1-aate4 one 1hn• 441•, wen pn,enll.7 t 1a t 

ca o al 

••val aa r:rho.tc e,Pleo4n of tou.r ~ ex months ch1ration. 

trual Ueeda ven, coapl.et-ely ·, nl. •• 

dl.Udhood tb.e, patien'i ha4 e,:,11ered fro. 111111pa, t no detaila 

ot tbia- iUneaa w.8"11 a...U.bler a could no, recoll ct 

abdoll1nal pain. 

'lbe pa'Ue.at vaa 5'10" 'Call •1th eu11tu::h 14 pro­

portio (arm apan 6' l"t ayaphpia pub1a to s;roand ,• 1•, -P 

o't had i ,BJIIPbp18 pab1• 2' 9" • A.X1U•l'1 and pa u bl11"' 

wen ao ara'8 1a uo11r1t. at atd.king waa coapl.ete lack of. 

deYelopaen't ot bruat tiUl.le. · o vu, mall m.ppl.ea wltb 

pale aNOlae Wl"& pnae.nt.• bu" no undu'l1,1. breaat U •• could 

be palpairi. 

- Blo·oo.--emcmr -
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mooa.-..ar • 

'Ule aiw maJJJ ocaap1e4 by the pn.af.Uw r1dSM o:t aona4al 

clJaaeMai•• Bat, tti.•· goll8da 41ftere4 tzo• tbe u-1 "atnake", 

tolllcle wi 

tolUclea. 

-
intertili t • • ih• 84* o~ 17 ean· u. 

wt . or 

vi 1iho ~ p.ro _ teroae. twJ• couraea 4 pzo ce4 w1 thclrawa1 

ugl Ml ol.ee4a, IMl · oo •pan'laneou• aeDll'b\lalioa ba4 o net. 

"1'th her . aND4, a1,1»up •ae dU:t1cult7 ... uper1eace4 OR• to 

the Daf1"0V1I aa · ·~ tu "at!!.,. ... _ 

) 1 t proporti.o.na 

ffft etlDll.chOi <• 

109 
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to tb0$a ot A •• 

• .:n.-..••••17 
-- 8114 e areolae pink. 

ft aen lflicb ap~ 

••lo waa np0i-W • .tmd.nc 

om ba4 olls>MOOl'd»•,· .. Olbir pd.uJ7 IIINIIOS"10•· Bc>til 

W ••rr p,or -•r, a:cl ••1':1.oe 4-MlopMntJ llllClau pat,a.ra 

wu taale. kpuotov above4 parti.:1 OYal':UID 4-tftlo,..t; 

tlle ..... -- ~ - &'bnol'MllJ eloqataa ..,., ..Ufl't aJlil 

u.uaawt athV btpr 111 ,u tm>a4 u.-.na 

oftl'i_... ca.. A. L 8h0"4 a low ••~ 

M11ber cue wee "flae ,c1.w1ca1 IDOMl:lea of ~r• • •~ 

111 i,1 t1a1...,. armuouopb1D tJ'O cu. - whlch .now« perU-1 

O'lalUII _...Uoa ad pal'U.*1. mtutnaUon in ou, t vld;cb 

wa ,,..,.,,1cJ.eat to pnrll:ace tmtut or 11tel'JJl8: &mtlopatu or to 

pft"MII' Ute -.ch01dal •W.•tal proporUona. st-1lar paUeta· 

haYe beell deacri.bd bJ -l'l.'HII et al. (1955 ). an4 lenbot •4 

- tolte -
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111 

tolte (1956 . Ia the to r•• ca•, m'batanuattoa of' the 

tiagnoaia vaa tai.aed bJ a u nee to d.o'trophi 'lh•r&PJ• 

•• of rt. at clearlv be diati ad, aa 41ttennt 

erap7 a b .tnclioaw •• lai.r .. r W.. nuon alone 

laparo'tolly u l atUle4 i ••. eel •· 



otice 'lhe 

ra e • ' 
81Maenc• o~ naat-

•~,uopiaen,. 

112 

A • .B• - Lat9 

e • ·- lhe 8 WN 

laoJt 1 NUt velopaeut1 

,as U.ary 1*1r sa wqqate. 
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Y N ouW 

ti• .. r1 •• 

C 

• per. 

J 

f cti.Oa 

. r 1 a ~ -... to d. 

llrilJlll'J .-utotivph1D escrnJ.o · t, be n:uea, an , 1lL 

fact, a tbao17 v1U k pre.-t to 8CCIG1m1 tor •latol'Ml 

u earlier ehapie ntva lo a u 'l i vb a ~u 
1- cla:1-4 o er a ; ,-r per.lo • 

• c11qaona 4epenu on • 

(iQJJAOII~ ~n• appean 

oaua.• 01 J.-

1 . 

ma . deJ •• 

• 

- 2. Jat4 -
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2. Mal'P4 ortneu ot a. wr , 

of 41. ..... or akeletal Japlaa1a. 

2be di.a ala aaai, thefttore., 

t 

ft1HJ:Lc. 0:f C0UH'IIIU. 

(ct. Calle X, A.). 

..U•• 

1at till , e fi eiea, t • 

a Uetrt wi. auaal 

tAT:r)TGt M NNl104t 01' 

4af 

p,rob 

ta u1 reoall eia -• u ie aon al1'i11:11Ja 

tel t . e , 1:t Ml•, 

:I moat rel.la • C terto ah.on 

otb r con tion pre t 

cle r dr 

mu.i""""'t1on o'l 

l'Mll!~tce • 

re 

ta 11111• 

t IMt toad · a 

aaiaa~ . 01' • external 

• 

,Plll~l11e • I 

ear pat m 

e lte.ll'IIILl)b:IVCli ea 

ballu 18 uauall¥ large 1han a noJMl 

CU. tor1a1 a!Jl 1 moat oa•• there 1• a 11lngl.e 

or11'1c. at the •• o:f the pballll•i 

•parate opeQinga an ra.rel.7 :foacl. ID caaea 

- en -
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wh•n ia'IJAcU.011 la 1apo 

grouncte, laparotoa, -, · 

2. l!fal_e pawdohemaphl'oa.1 U.a w1 Ui a 1a.-. phallu 

.an4 l>U el'&ll.7 Wl4•ece .. e4 teat.a atgbt 

atmlat• gonaOal. 4J11~• vi'th enlaraant ot 

tbe cl1to1"1•· Since gonaclal 4Jegene8la· ta 

ft81111'd.e4 .. & Iii.DOI' fora Of aale p 4o t!ll&pbro41t-

1• (•• II, X), the cliniacti.on 

MiaeM. th• .. oondl Uou ia o:tten caclau.c. 

,. 1ba •1ffclroa6 ot oeauogeo-proclll iu-.. (PAR ·· n. 
III) preaenta a 41atillcU.fl clitd.oal pidlln, 

CJJanctertad b,1 norul brean drt'elo,.....t, lack o~ 

cU'V'iz. • ... t•un• au the 41ae;nolila 

J.neluctable. 

A,ari ~roa 'the .. tw esce:pUou the di,apai 01 

.B,Ollll4al 4pp~a 1• Y1J"\Ual17 certain ill 1ndi fl.dual• ~ th ttUl• 

1*1ant1oa ot 

i tbon cuo wit · feul.• nu.Cl.ear patt•rDS• place of un.nar, 

7 • • ucnUoa laftla ill the cUqnoatLc araaaenartua hall alNa4J 

•• ti.8Cllae4. Low leftl.a an uot ot •l:ae 1.11 ucl.114111& goJJdal 

Q9puaia. A b1 lffel. of excnu 1ndi.oatea pn.ma.rJ gona4al 

taillmtl • ai&b'l be co n1 tal, 1. e. &PUdal 4,apuaa, or 

,acquired, u a Nllldt of auapa or ao• other tom of oopbor1t1• .. 

- It' -
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It a pats. t vi th Rn-U aaeuoffhoea bu a ~ 

AOlll&dl:>:t~oi.-td.· n soret1on, 1 'I _,. be prelUJltt4 t the own.an 

tail re took place be~n pubem. Such• patient ehoul4 

•nlop · • tall• ii· p.roport1 t nllJ aceoapan7 

pr.lJU'J pnpabertal bJllO atatM. ot tht• 

tn>• of 

Aua·-nia. Jbr this 1'11118 f 

p a 1 ael'i a deap1te l 

D&c1al 

pati•ta an 1.u .... , \jl .... 'I"¥ in 

o1~ 

can XIII, "f., i• too ; ahe 

1• re dcally her facial ppaamnce ta na4a1 

4Ylsnl\etl1a. 1D 111ndJ her tlllclear pattem la t • an4 J . • 

•t• natto i ulilcel:J be ot value at Naent. 

caae mu., A. - • , vi th primar, a anct ce ot 

uc:on11U7 NZ raot9l'8 ( vi 1 :verao · ot 

• a t..:J.e cl er chot4 ce 

at the 4ia&noais. IIDa 41tti.Clll."J 1a 

by caae DII, 1. B. 

o:! th 

ather rt, vell...pnportton.S 

, .. JIA,111, ... tal eu ta ot· the 8JD4ro•, 

_ • ~t 4ewl.opaent an4 a teale llllCl.ear aex.. er P •• n. 

exoretion, N4 nt onn wait•, 1• utn.l.7 hi&h1 tbia 

IIIU8t be iaterpret.i u ffidence oZ pr.laar, gouaclal failure.. 

cauae ~ thi• "tallun 1• not cl.ear - accpUN oYU'i dallllge, • • 

bJ lllllllp8, 001 be exclucte4. ID her caN, parU.aalarlJ, it •r 

• e4 thlll the abaence 

ct,aaeDellla. 

• 5 patient• illutn'te ao• of the 4Uf1cu1Uu 

open, ce4 in•• liehl 41apoa1 , wh re t cl.Jlllr e11em 

... 18 -
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ia f-.le. hld.11ar.l \f vi th the Yaprtea at thtt -,nd.J'OM, cou,i.a 

Vitil • Jmowl.• at it• . revalence, llilke 1t likely 

4p ••• l• 'th4t oo~C'\ cU.asn,olie j. o - o'I hen p :tteote. 

Laparoto111, uglnal o.tl4oecop7 or •l'i toMOacop1 voul app8al" 

11eceaaary to oontlna or refute 'Chia conolv.aion. 
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CHA R . VII 

(1 

An eaeelltnt pq-cbolo ·Gal •tlllr 7 Sqpto e-t .i. 

(1955) ahowa Ula pati•'* vU,h gonaaal 4P · •at• are t...i• 111 

onen'6Uon, 1nwai,to,in o~ their chJ'OIIOIOMl pattu,,.1. apport 

tor thl• Yiw ta 4el'1Yel ft'oa ., ow 1aperi.uoa w.t.'*11 the· preaeut 

.. n••· ».taUt6 ,auJ.1u• w•n not unclfflakent '-' • 1Ulowl414p 

01 tiMt-, _ !MIA t:ro• wpeale4 n.aiia •• dlaou · 0111, 

!1141oaled. • QOl'IQIJ. t-1• ouUook 1 . all •••• l'wo o1 itw. 

patient• wen IIU"l'itct All appeare4 to 4•r1" nol'Ml •Uatac:Uo 

fl'Oa •XLtal in'CUOOUM 11 ~ • al. (1956) atate tbat 

"'*'4•r, tnOluan, erotic ori•tatio11t, 1a not auwaat1oau., 

4•tend.Mt l»J .. ••• Obl'Oaol0al8t DOI' J the a.z ho NO •• • 

b •Jor factor, no doubt, hu •• the etteot of •nn _ , . 

l other wol'da, pat:lonta with gonaa.l 4Jagmi•a1• _,. aau.pe · to 

, • ttMl• nx an rean4 •• ~.aal••· Ibey ha•• no .na.011 to 

121 



_ t 0~ • 
•Uc ••cu.Um. y • a1>1-1n1. 

can •• , • t enta Oi r­

they haY no tun 

•10 ~o,,_-.. ,..,. lllfflllJ&am, otal.4 

t - di•C111ao • aiaet a, .i1m - _ tblt• aol'bi 

lati.o • · Cert«lnl.¥ • t1 clln t a aal• ohroao al 

Oul e V11hd • N , iv••• 

Ua1n••• 
• 

i 1111lti.Oll nl1 

enp7 at 

'fft' in41.Yi 

(2) 

• iat 

ot • u • , 

•• 

..u o ... ( 

,..,..r, 

11 

-~- - OD Of .. 

u,) 
l)o y conto n, 

eri the evel ,- 1i 

• 2, 1, 2.03, 2.1, a 2.14 •bow 

·-·- 'l?It • • 

I llOltled oee1iro 

Gra'lUJin 

haft • treat, "aul. 
1 t way, It 

on 

t the .. a • rapidlJ occune4. 

1 ot tU ••tro1 :pro\414 ... ,ana 

o ael'Tit the ett o ot 

alaoal *11 •••, dal'ke 

I ca. III, L, ., ho ... r_, 
recia - • pi en 110 a;t H 1 

• 

- year ... 

122 



-r ot t •n y. In 2 p iJ.• • lae , 4••P1 • 

liaint o , •'*PJ, they la •r be er. ~ 

.aect •• at variano 1 • ac •P d. n.w• o oe,tro nan 

. .,,, .. ld. - t Ot ha• 

pa.ti g ot4 IION 

• • 
• Yi a ot ind•~ d :I baU"hn. 

111*1•1 · ~ . • 4 Ql.a 

, t Uovtn 

ao.. a PHI' · 

hh bee po 1ble ...... itt 

·t pa ;1e t 

eu • i 1ate · 1 --, 

•fl¥• __ t•• •n4 

tar 

t ' • 

•• 

4Dl,1141ll!.aVVlf l,J 

th• 

-PY I L1b14o 

tie 1a in v • 11 

• -vtwer, 'Cba't 

lt 1• poaa.tbl•, Q - thlonUcal .aw,u""•, at 

••tro enpy vUl pro ce • on 
•piphJeeai ol attr•• allhou 

df tv• 111 llllfl1 npont4 oa"•· 
ll114eaift • to daial1.1ier •••m 

effect ot •-*'1 th 4 •na"t.1t1 

ppear haft •• 

• JO - p&U•ut l UJ b• 

Yi•v ot tha a7Cb0lopcal 

proceaae•, oo J o•,..poro111, to wblch tiltM paU,nt•.,. 

p °"1arl.7 pron.a. She nlat1oUbf.p ot oeetl"O • to 

au.roacieroau a a,oo.l'dial i.afarouo 1: . lhft• "••- oraoae-

1,a,11 te •• can onlf • 1i,.oul Uv• t ,reaent. 

• ( 3 Anclro na • 
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.. , in COQ 

- ... th. ely, at repor b7 van Onteld anA de VUl 

(1949) • lnoraad hair on. the taoe ancl bo4J 111 , naw.t. it 

ii ot . • utaoa'& iJ·: *tlo,l"blnt!, UC,VUl,-ctLU"1~ h kl t 

ot au ou 

1t •1 

NCet.1'e 011· lOnlt.l t •ra 1• In h1• "*1 

vith 

no 

a •• , ett CJ of 

pp At fNI t, andro 

o. a · • thel"&PJ of fff'l,fto11a 41 geaeal. 

•uv, .. ...,. DOI ttJi10t).J 4Ml'1!111MI 

of ~DAGO 

• 
t the parli 

.,. 

• •tatnt of 

• .... 4. 

n1 • 

...nava.iop 4, 

• 111 't v.U. 

N on4. lo th • ••••, oeatio n.t ld.ght • ._ • band'll1 It)' 

tul"tber MlPPJ."I in an n•4J alothtul pt ,ary •• 

ao-4otrophlat, o , 111 t pro uce fUl"ther 

•turat II of • • with a -11 :llit1, at l at, ot 

b .. q ent t•rUJJ.tr, natal o an JPOplalia 

pp..a, tU.a,l.ne,d.llhable ftl n laparo • 
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me.r' • •JD&lto•• c n · 1o er nsat4•4 u 

ib• •• 1 • • 

ropor on ot ca • conton t 

and . • oa1• of 481 t 

oana o-f pnmar, atn0rrhoe • l'1 

ya....U 

d•acrtpt1on, 

en •r 1 all 

enl 

e1.'14oo CUG10' gppo.J"t• •• eli.•1 that gg111111U1u. 

• • aoneat 

appeano.ce o • patient. 

• 1'aoW •P»••nnc ot the patient 1e t.req.uentl.y 

•lptul., le cettalll fn'tAlN t •· ar bfpoplaaia, 

.,.,_., r ocular •bno1*111 tea ere 1a otttm 

b • o dM• ot 1:he p aio pu'la • 
41a -1 1 tor, ot b111ar't'O aveU1 r' '1ut t>NMGN 

ot nuaeroua 1 ntd 1•• or en 1 · · ppo · I 

ce Dl.1 . • & oaie llhot.tld not • d1ecarde4 .. pattent 

ifJ tall or eoau o~ od ll et 4• elop• t . 

MUtl'UaU.on wow. 1101 •PP l' to exo1'14• gvciaQ111,1. a·yai, 

apontauout 

enro · fl t •rapy llho 4 · • n 1n all •• · 

u · 1•'1 evelooaen o~ tho r•a• • an • It •1 1>• nd.eUJ:abl• 

in paU n • v1 ovadan bJpopla•1a", whteh 1• co i encl • :nllUl t 

of pi~ 'Mll"J d tJ"OpbiCJ tailure. 

• e -
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l -

th• 001te1 . •rabl cl1n1 

At • IUl . of theN 'l•Obm.qu,,, l)adal 

. •• a.or. N&411J• It ae•• ~t 1h• 

'HM 1• w rtpe Ol" ••U• aul.1t1• of tiii• &111Hnte · 11 •r 
ot ..... 

An a ot th• 

to o• or other ceu•u.o •~ t 
' 

••i•d1 01 a laraw tMr of ••••· 
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C 

T I) 

Part I conat.eta of a critical r view ot the• dl'ou 

of go da1 dy neaS.a. 

(1) • •rlieat nport ot tbia condition an •ntiooe4 and 

t e teaturee o~ the "Cl&• 1ca11t ayndroae a.re eacrib 4. 1b mclear 

1taenne" 'technique, and. it.a applicatio to go dal dyageneaia is 

teY1 eel. 

( 2) caae-reporte ot 23 patient• vi t go 4111 4yageneaia an 

pnaeute4. Certaia inTeati. tion and retlecUona ri.ai out of 

tl'li.a aiua.y are reporte4 1 

i. Go otropbin excr•tion 1e d1acusae4 in rel t1on 

to the ayuuoae. 

114 1he e:ttect of cortieone on the ra1M4 

ezcretiona vae foun to be gligtble. 

111.. Attention ia d.rawn to • coaparati.velr 

infrequent ocClU'Nnce of the claaat.C*l. con­

al anoal.ie-a in naclal. dyage.neld.•• 

8cepti.c1• i• axprea .eel about 'the exiaten.ce 

of cubitaa ftl •· 

- 1v. taneoaa -
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1•• • llOl•• a fnckl••· an nlr 

touu 1n -th• ayndroMJ nt•n. ce i • • • 

t occurren.ce of tnnat,-.it lli 

to th• mtr1o 

which 1• propoaecl w explain th•• 

•• ,t clevelop ta 7apnem.a 

1• Mecua e4 in the 11 \ or b1opaiu 

pertone4 o two patients. 

Ti. An · npolll)l"pbiC •euunanta wen • • io 

eoae &ub3ecu u4 wen aholJD no\ io 4eY1aw 

fro the llft'lllll 1-1.• pat'leru. 

vu. •'ta of ad.Nmo-corttcal ctio .ove4 ao 

ilrpainent - •.en waN aex hlir grow*h vaa 

dtd.•at. Thia HD.U to coduu • 'f'iew 

t a4nnal coriu oma az:lllar, 

hair growth. 

Yi.li. • patien'\a are cleac:r1H4 who- ebowe4 

ao4ente to aven oa$ec>po:roa.t,a. !be •x­

planaUo ot th1a :tilldl i• cliaC1taaecl. 

tbia ••rt• ve prea 1ecl with a 4 u'h'atio 

ot i .'ta Yalu• in 41a&QOa1a.. «&riou 

biatologt.oal 1'1 an --11"4 tu relation 

to the clar pa1 enas o _· ~. 

- C,) A • 
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('-) A pati•nt 1• deaortbect vho cla1• 4 to :ve· aen•tzuate4 

1or 5 yeare. ue bl• aecnaru.,.. f thte phenoa no11 are 4ebatet. 

( 4 portef 1n a noraal-loolting' 

t-1• ot above he • eoapate4 w two paUenta 

4eacr1 e4 by rer under t eh•• 

(;) 

It I'll • 

proporuona wit 10 J •• 1 •• 

er ro 

of *Male ae114oheftlaphl'o41 UN s 

• wed tall, nucho14 

hJpOplaauc. o•rt•• vh:lch. 

(6) d.iflpoeia ot· gouacta1 4yapnea1a 11 41•cuaae4 vtth. 

parUoul.u reference to moltar "• s$.ll8". I t 11 point• o t tba't 

'tbl• 111141:'0• ia rol>a lJ • aoat coamon 08\IM of p1"1•17 

aat00rrboea • what•••r the appearance · he pati.e t. 

oeatrogua. Qoaa otropbina abo\114 M uaecl tor cuea ot nno~ 
4om>ph1c oftrian hJpoplaaia. 

- (8) It• 
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(8) I is auggea'te4 'that detailed anal.ya•• ot large nwabere 

ot caaea ot gonadal dyageneaia might prove t i,u:ttul. 
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CBA 

OP . GOIA 

•~ta o'f Joat oU.n ft ls4 to en 

e1uc1dat1on of the atatua ot da1 41* a1• in ralatl to 

other napbrodi tic condi Uona. It vu abovn 1 te el arly that 

loaa ot tuUCll1ar ~ct10il at • Yital ata or ~c cle'f'elop,­

._t waa :tollowet bJ -ftlld.ni•Uo.n. b .arlier thle "caatrattoa 

or a-•ttc 11111 •br,o• ccurn4, • aon phJaJ.caUr COllplete vu 

1:h• fellinisation 4 · l•u ol>Ti.o wen the toana o'f UL• 

uo ..i .. aa t · tiMt ~oewa. · later tbe .caatntion"• the 

aore 11111• .t•turea were preeent. •• , be U• llllrd.feata-

Uona a aa ,11114 enlargea t of 1h• ell tori• or peni.ateoce 

of proatati.c •• or • clini pt.c re t ahow onl7 Ula 

tJ'OJI nonal 1111• d.enl.opaent. l'Wlbach et al. 

{1955) appU Nllllb ot •• upeJ.aea.ta to bWllm bai.~ 

t male paeudo el'lllphroct1ti• .a • rellll't ot intra-

ten.ne i au r.... ln pra U.caUJ-4ete:m1ne4 11111• tllbrJO•• 

Gonadal Qa&'4Hlellia a»PIU'94 to be t ennae tona or thla 

a errati.on, in vh1 teattcw. I" tuact1oo wu loat b toN· ale 

~feren.ttatioa bad OCCU'nc!, ao tall a&baequent devel.opaent 

·--
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pP].anation ot the pnt1eno• ot Jlllll• nuclear p · 'tte in, · • 

appanmt f•lliU• bott•• of patient• w1,n so 4a1 418 eaia. It 

upl.aine4, too, the pl'eeenot 1a gonatal 4yigtn•eta of -1• 

nfllnanie acb .. proelati.c •1ea.nta • en, pnaaattl1, ••• 11111 

diltuenti.a aon bad ~lEn pl.ae:• •tore \he teat.I failed. 

l'Ullbao et al. N»Ori•4 a patie1't with ao• co tal noMl1•• 

~ er '•· QtUtfoae, a mal• akin au pauea Md pat1.tdo .. 

h•IWllpblo4iUC •zt•rnal gtnltali&I thtl ......... to prortd.e 

'\he t1nal litlk 111 the cha.ta wbioh ,o.$.1184 aaui 41*«-••J.• to 

lllllle pMUIObeNllphrodl t1•• 

~• ~• enttn .-,.o 

.U.~ti.ClllJ •• 1*1 figure 10. 01.. 

Iu ihta at•..-, oaal• c 01 a t• 1n0lu4a4, 

a · ce i repr.eenta a ton .f npu . na1 dal ta11 N• 

lt~ter •tn4n•• will l>e eteoua• 4 Ml 1 a . P·1:Ut 

•ow. toru. , 1 ,,, fptnr to u tau " at r 

• ·I ••• fo malt cl patte.tM· ("lal" 

11 etelter, . ,a4mu' o't ••lion, 1956} and would appear to haft• 

place 1h1• a,-ol\DI. ot •nnta. 
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II 

(l o, 

(l) 

11101..- em hat tbd extNNlJ ftlul.1>1• 4. 

&QlllUIU IJqalUl• . .lit el o:t.41.Uq the 

,-, •••• ot Ml• ,._. •~ . Ulla, l ii pNpoatcl 'IO 

00 al 1r Other t NI t beNIIIP 41 il• f. Ute U I o~ 1bll •• 

It i• ••tt.aa•tcl (to 19J't) the~ .,.. ton d 

·lllibi ou• ••Jlllll 4fl'elOpunt 8 •PPNld.Mtel1 ao. ln •Wl'f 

'110l1Mn4 · il'tba, P•mapa .. dllpl••t oltt1ittoatlOJ1 t• tblt 

which 11 1*H4 o aoaatal ld..awloo , -

. t~tenl 'h1u,, or on or \JO'Cb ()f 

... aona«a ., bt· 0 -·· e c,... • 
AIOJMMI OOl'lialld. Oftda 

t•ttoul.ar .i ... ta) . 
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u. • 
... t ft ta 

aoae aal• 8CctiNG. ;rf 

6Nllfta {Wol:tt . I 

111. Mi• •-•Jm!!anA!ia• 

t • 

,_, ... 1 

• 

'lhe tlll4ft­

-,orlaat 4"1«1.a o~ 
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(2) 

wl 'th • ll.t o1a itlcaUon ot 

«in• ..... io.t • 

,, 
••c tto o abOntal o,ao a bJ oae 

._ co .. _ tn• o~ haal• »•adO· 

he~te vith &4"DOOOniO&l 

OYetpioclloU -0 hol'IIO ... 

tiU la• tbl• c&'W&Ol't• a bfp4Jr-

....,._oori101• s.1 NOOpil!Qle atwr 

~ \tJ JNOC>G.OU NMto ... .-1 

ct•"10..-t ill a ale l'IOtiOtl an4 It 

tbe ftl'J h1 leftla of 17~••••m 
hONtio which, Nia ~--11f•• 

wo, oatr bu .a..aoaoruoat dfdlmcUo 

be• pl'Oft4 1 th•• paUent•• t 

pNOiM bol'lltnal tdto been 

4'110natntt4 bf . ...,.:Nl vorJatn (VUld.U, 

1950 IIDd 1952, rl~a 1lil,oft18d., 

. 1955, IC>q1 1'C1n1 &It.cl rl~,- 1955, 

ldl•r, 195J, 16'.l•r •t t1. 19,5). 

11. Int•m--1.1,,, where theN la a1mo....i. 

n-1.o,a-.t ta earl7 1o•ta1 lite .... e, 
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... 
(a) Vltth l&MA &!Ddl ••• 

( ) 1 ••• 

""'·""·· ........... • cU.tferenUa'I ,, 

1954). Jir1 11 ... 1#.e 1 • 'Vlttl 

llO pal"tllt ol'Jllll1t7 o • • •~ 

pftl 1a1Ja • il-4e.oent of • v1tia 1.•· MD.118 

IO -,ioraUon a _.ld. 0-t • "'•n• 
.i.uo,u.n ·"· b .. oo • ,. 

"lnUtte t" • 4 1• cwntl84 bf 

•· 
t. Cl a.a• nN 

aflri · .aw 

pNM!l 

tbs. , or ~n•, tn• 
U.Unott•• con4tttoo 

•• 1 ... 

(c) • t co tti • ffq 

l'IIN loa 1 1-1• ,amoone. 

1' 

•••~J 1• a• 
t ~WM.Ile .--......cw ....... 

1 a •Uo teul• 

ce 

·'111QlrJU. 1i " 

t • 

ot 

._ ........ 'fl , te 1-

dng 1 •• .......i 

l'llOMl 1Mfl•• 

,, 1 . t'U7, 1 1• no lo · r d.tteotaa · 1e 

:atttr- bin. 

- .. 
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• .-pt 11-i it ••pat$'-• a u~ vh1.c 11 u ... rat• 

. nonal t,llfW)ctlon, 



u :toUove • 

(1) Tme J1en111p di:Y,• 

a .ia attn te to a Uc rraUou 

(Wilklna e1 al. 1955, re ne et • 1953, 

artch 1955 , al 1ho poaaible mo..i 

intluencea cannot yet· be 

• ttem ot eex chro ••• 

in th .. in.di viduala 18 t mown vi th 

certainty. !bey ma7 be male or :female on 

DU clear aea , vi t • biaa in taYOur o:t 

temalea (Lennox 1956). Cneae et al. bne 

poa'8latt4 \bat their true e11111phrodite 

lllb~eot ba4 three aez chrolloaoll8a - an UT 

patt.m. rr (1954) baa at.a an 

alte ti.Te pattern conai•tin& of a angle 

l chroaoao•, or Po•ai.bl7 • •x auo•tin 

at all. If Greene'• poa ate wen true, 

tbia XU cbro•ti.n •• ahow.4 be eui.l.7 

'fiai le wow.cl -aj.JIUl.ate e noraal 

.teaal• mcl ar t'tem, it Barr'• at 4 

pattena ob1&:l.ne4, no nz chroaaUn WOllld 

be 9'ieil>le in the cells fl81.• pat-tem 

voul4 · e aimulate4. 

- (u hmal -
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11) 

(W.) 

• comon tora s.a a · 

ptoctuoU 11 of &i.- lNltlOO:>t 

n1a . 

. • JP · .... pat em 1a i-· -· 

• 

.. •aeeote0., a c• , 

apptar be dt'eo )7 )JO-. -··~ ttai111.._.· 

( _ ~ 1956) 

11111.• ald.a ... , ........ , .. 

ftl'i• ( · · 1954, I U,J 1 56). • 
11.uJns -~·· oqot 

-.orur s.n,~ 
" ch baa • •i'lraniMo. •• a1. 

(1955.), • .. . ' 

$ (JA I IXt 

of tbie 

Nlatio to 

••rlM -.i. -­
x). 

,-,.. we of oe1tro ro4ucua -.-. 

oaanot ••lr • t1i,ec1 iJlw. , •-. 

1pectrua and will be oomu.4• .._.,.i, 
(PU! U; Ill). 
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(4) 

{t) 

tha -,ect · ul• • laile4 1o app_,., 

.. ti& t ••• .. 41.lpla l '• '""' 1a 

On ...a.nau.oa ht va1 tali wit a 11-4e t...ie 

~i1ua. naa't8 W.N w.U-c.m.o,.a Md 

o a~ .a~ • ••"' 111.-.. • •ml."Ad 
.-..:11a otnal t o:t a f.U: J v•l1•fol'M 

11*11u .a • ltlfi4 •cntwt, £1' tbl ·t WI ot 

vh:I.Oll waa • .a,na4 wbloh tel U I • iro...i ••ti• 
(BsaN u •. oJ }.. At lapatoto,v a utem•, ._. 

talJAJM& till>•• u • • Oftl'J (on 1h• 141ft 

au} ,. .. :1 utte (naan u.04) . 01U1a 

tiatu• WI OOnt1l'IN4 hi 

10,ar of •• t'ight aoNW p 

t.atloulo •••ttta. 

• {ii) -.le• 
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I 8 41.epJ.ap th• pati I 8 t\ta 

4 4 breast •••lop , . 1 
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Du.a op • a l'\18, 

two fallopian tube cl a 1 t-eicle 

. na4 Vhi VU •u .. ,... to be Oftr1 • 



• patient •• nilff u a f-.1•• Vbtn •• 

... 16 ,-an ol ·, her 'YOio. «••1**1, ... ball' 

apptue4 aftd toUov.a a Ml• 41•tr.ll> Uo1i, 

th• liu IIUoulatl&N .~ .. 1n & .-1• 

fUb101h 

oa ,.-.nauo~ (a 11.os) tht aoaJ.p baU'-. 

Ol'Op 4 UOl't a eN VU ao4e te 1iUpOnl 

a .tMea•oa. J'aOHl anci bo47 hair ,,.. 

prof\&• vi .. • 1n,1ca1 ~ bio ••outehtOn. 

h e&1•1"1U11 atm. tall• conasw4 ot • rdal'M 

. l'0-4 'lal •Sm• vi ... pballua ... .. i.r ,. 
1-,ui. (fipn U,OS). · ernaal ,onada ftte 

oo, tel t, !ht Uabe vue hll117 M4 11UCMl&rt 

• bnu'8 -4•fflope4. 11U.cl.U pa,tem 

vu t...ie. c,.10,eopioel •Md eauoa w1 4,­

iuertto11 .. p•ttoaecl ana • n4i.olost0tl1 

•weartno.tad.•p1ote41n ft '* u.01. 

Uff11117 17 • ••••tel'Oicl uonti.o vu 1J4 .,/ WlJ., 

Laparo"*J 4'•0lo"4 a ...:U. t•rua, vell-4tYe1ope4 

tallo .,_. u4 wo o'ftU"i.H• ao wat1oul.U 

.i-nta weN to\1114 04 hie ~o olll •••laUoa of 

thl la er. 
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£0.!!!ptt 

adlUocol'fl.oal bn•-,1-ta h>:to b ht flt'f hi escreUott t>t 

J.? - atoattroiu). 
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(iii) 

J>e•»l '* aaalt1pt ~ uout Ud.• · Uea\' a •xt•m&&. 

ptd..U.a, •• _. NaJ'N. •• a ,S.Z"l. Whtft ·• · 

1fM 14 .,_... 014, • raoti Uoaer, · Y:l.a • · ot 

·. r t...un.ua,. IIIIJ)ll•W a f'.Ul-1 18':'p pb&Uu•, 

at th• ... , t1M nllOft.· · a So-4 vb1 vu 

pnlftt. U 'the lttt 1ab1c>-aeJOtal told. A 

ai.ail.W s. · •• r1 t fol ••• left Alo•• 

4 ,-r 1a1ie!' l>'lMl"tJ eo.......-o • w 11111• 

Uftt•• le11hel' INUW 'I ..... Appeard •. 

J t-.4 Ille VOil C•· ••Ptnft, tacifll. bail' mv 
a4 IOOll a4ftnetA to a ·4•ar- wld.Ch 1'9'111"4 

aUr •nns. •• · 41 coato:'""' • 

IIWtetal.v' ... COnft&IU"&ti.On. O•• n.- lbeftpJ 

"' t.utittatl4 with ~ al.taht bl"M• 

r7 ,._ 01 • 011 ... 1u11.oa •• -. atuaoun 

ut h1ftl;ltet aatl1ar, anl t>Ul>io baJ.r wu p taM -

the latter ot aal• &atribuUon, 91• 1ia'ltt w:•1'1 

-*ct4u u4 balr,, 'the. brea•t• · ori, eftl.O._pecl 

with a.a M"10la1 (pmbablJ l'tlatd. rolo 

oettroa- 1h•tapy}. eftlal 01:talta OOJQ-ri.jM 

Jqperi•»bl-4 la'b101ozrot111 to14• • Cl.Ollng • 

Nd.lMntarr .._., a· t, an, rtoi-11, tina acu ot 
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th•, '8lflllatd -ball.ta• (,.,-......... .00-- u. ). 11 

the ft.pt to1 a · ·•1 ·. « ••- t•lt 

tlbVUNUllt ' 

• 
led.tati.•••• . 17 -

.. m:>l'i\11. •. 

ad WU ema.4. nu.. , l"OYff 10 bt a 

llta-•••• uati• (the••.-.•~ io 01, 
l'dle. -. aotlon t o etl'O 

&~ • .. l.O - pt,ft'O ) .• 

1!!!•11! priMnM ot A . t>allue 

,oaa4' (Qtie .· uue) •tro · 

tn• flt Ml• p Oh•IMPhl'O '1111 v1·. 

ftpl\al pou· Q · e Jlllmif•1tat10 ot 

fta1r4•110ll• 
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ll.'a~ar••cwwieu~•,I.\L-,i r 

• to oe•;roaim 
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Ctv) - Uncoag 

• • C:010\IN4 ap4 24 Jtan• (Jl N llelO). 

it pa1n :L 

touow • 

te el.op.en. 

n were ... , 
A ar,. r Mn J a 

ha la ta• on, 

Jt. ei 

..... ere f.al tt ape 

• .... _ Yi 1bl• 

vu poet · •• a 9 \lN uni •• • akin • l•oooyte 

nuclear pa •m w •• two ell1 · ven tOUllcl SA 

l>ilat.al oS.bl• 1..,.. ~1- hel'IU.Mf 'bi rpar proftcl tbea 

to be t. • 

S!!!~t!!.t ti Le trp1 . 

pNUctohel'llllp 41 • • 

-IIIDl• of .. tare fora ot ale 

n.ro •pro 01 _ t•tu. 1h1• 

uoaai 1 wU1 pier. 
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(1) 

(a) 

(1>) 

(c 

C\1ri 0£ a 11111• nucl 

a patimt wit fallle paew:lo: ma . 

&4lNmLOCOrt1cal Jm)Utlm 

I 

em 1 

titi.• not 

• oo~ee ot 1181• p ertal Cha.llAti.e in a 

• P• 4o Na blodi • tt . • 

c.oadi ~ion iw ta teatiaalar tailtU'9 v 

allow• aub•quftt panial ~ •·ti.o _, · y 

•• • feaifli . t . u • 

linZ'QUM;n the pubel'Ull. pel"io4 T We pubuta1 

ap ear o nal 

na4al. en4ocn.ae 'E upec'te • 

••• 
npn 

hena . u. U aco• 

ta a eort ot la • fora of' gcmaa.aLJ., 

16 2 



ahown 

c1 at .. , 

wbi pean ie> ~uati.t •• 

( ) • bo4J,-toa in c:oapletel..y ago 4al. abj ct•• 

• 1 di.¥141181• an nporW 11l v • tboroa 

.alaJ'Oh faila w nYNl ... th• prlllitt•• 

at-nau ot na4al 4 · -- •.S.• ( Oro• a · •••rt ...• , al• or 

'lhffn. •, one voul t • ct IUlle 

41t..tennUat1oo lo occur wt 1M t the 

IIIIDU'eata.Uo11,a ( cU. ral Qperlrop ) ( Golde,rl 

et al. 1956). A. 1•11 cl1 na vu alao 

tou t Caae m • • OWN a f-1.• 

in goftadal 47•8ft•e1• an explained l>J the 

nlat1onab1p ot thie •~ to Ml• PM',14o-

inCo.llple-e. ton ot 

mcloar pa rn 

lat r _ z'lllli:t • 

be ui • • 

- Ct) -
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(t) • Nctnt 4aon,t tton o · u.cltar patt•ma 

in "men vi th pl"l ry . Np b rtal hypo na4illl (9. g. 

run~•l er• •• ( ts bury et • l956t RU• 

et .i. 19561 Jackaon et a • l 56t 1 tt &n4 aff, 

1956}. tt r c• to anot er patient w1 th sale 

eumacho1tiem,~appannUy o prtaarJ gonaclal eUolo , 

en with a ,_. •• 1eucoc7'• patwm ie •ct• bJ 8r1 

u Kupperun (1956 • 1he7 appear to ha•• n&Ud•4 

'tb1• t1n4l u a Nil.•ot10 of • tlilli'btlity ot 

"11• ••m. method. • 111b•equan'C report• •••• to 

Yinti.cat• the aetho • • O&N•Nport ot a pati,nt 

"1 tb P1'illln7 Jinc)goMdila f• e 11Uol•:t ••• 

t0Uow11 

16 4 



(2) ,,ll 

••re ccaa.onaU exp• oe4, t tel"! t 1n WOJaen vaa 

111 tteat t••to•te" ih ran •t-­
*llcl ail.I :taC'i binu ... 

• 

• t1-on ( A 12. 01) be .,.. o ••, ot tealld.tte build., 

• ( ti t ,. 4 1 _,. 

' 

but tott ant 'tiDJ'• Splcl14paea wen pNlent. tben vaa 

•PUN taei*l bair-gl'OY , a equat• axillary balr encl a fwl• 

c.ll•t 

t. enoli C4tlla - • 

•JD4l'O•• •• eaorib• br •ll•r lel.eo (1945). ld.n 

lelaon (1956) baa etutie4 1J4 1n41Vl e v1 the asno•1• 

••para• two ti.a 01 toraat 1 ) ,. 

It eM . Va C o er!Latio 

- teaticular ... 
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occaa1ollal ertoli ceU• a Tartabl 

ceUeh ib•J' have a temal• Chro•t1n 

mben or L•ytig 

'"-'11• 2) . Ano •r 

lo , 

41ttereft0e• a. apparen - the 'bul•• ant larger aaon 

Wiitoral7 •paci4J active 1penatosen•al•· 1• po aU•l•I aJi4 

th• L•JU o-11• 4o ot t 4 t• aa • 11:dJ 

gro P• e_ao •t lter •iii lh9 

1111olear atst•m 11 aal•• 

lelt4Hl cont,n a ntr1;iun,a ~n,u1u 18 . "' of pa ... 

pll erial oleroa1.a t • co 

llinlfel tar aJQ(lro••, i Yiew o'f 

.... • 

••• r.p • • an earl.7 tntra..,..t:m• anoaal.7 at~ooii • 

6'tic teal.. • 41a •1• i• •cl• o 7 a't pul>ef'IY, when. 

the abno 

a pan • uppo or • netic natun o1 

th1• anoaa1, la pine4 tl'Oa 1 t• occarnn n 1eftral paln of 

brot era • 4 in • _ •n o~ a a1- • t..U.1. ltlao11• • 

"' aw , uue or' cU.te v1 . 

4ya1~.lhl•111•- 11 n t 

•nap 4t •'* i ·a eral.17 &C 

in Vi •1t1 OVllri.e• 1 Heft 

• • 10-,. ........... 

Caa• •• • •Jpe•n t o oo · ora w leleo 'a ooncept ot ttftue 

llin el:hr • roa••. A tll , · Med o • er.I.a · ti1 

us•> on, baa een prop0un • ace tor male Clear 

pa erma 1 appar.nUJ t • bod111 ( .. 1 • caa•• 
ot na tpgenea1e). · _ en is • 1st otor, 
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•xpl-lton d. r....ie pai1eJ:U in a pU'eJltlf male bocU.••· the 

4eYelopaent or tut .. . ln a ~a.euc temal• reqm.rea interpretauon. 
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• o'ffMl'lUOnn u,on ·01•• ••• at ftrtanw 

w1 th t1 'tlwr h .it· · 11 of 'the 

tntel'pretatio · ••· a 1D4ex of • c .. ., or vi tb • 

theori a of .uual dttt'e niia a. • r• ·, · naal 

11111•• and t.al•• ft ·t •• • . 

aae1r •xp9ote4 rmel•u tteru. -t aach a 41.Ye gene• 

11 NI . OnlJ lit ptJOpl$ wt 'tb 6 flla1. .. ~ Yel t 

a at• t . »e taul 11 .. i r neon• nt r Utt 

1 tw "••• - aothOO.e, A re •• . ta o otf_..4 

prilllU"UJ anatolU _ a •• · aoul .t.a ettolo (1••• 

etate, other tbM .t...i, pNU&ohe._ cU.U.• with ptova 

· uenocorlical hn,er.function) . 

lt baa b•eG o• te4 • e~cal 1n cior ~ 

eYOcator ••re• a ••17 earl iffflue 01 o • pri.111 ti.,. 

tal 11. Pt e,1limlla U go 4a1 •v!tl.o .. , 1nto et'thff 

t•ati r oYa -- • ( W1taob1 l 51} . I1 appeaN poaat It 

io incorporate •ch an "1woator" into a th ·r, whlch v '114 

nroo• aome ot •• ftfficul U•• 41am11ea above. II t.1 

ne 1aary to au1Ut• • e.n,tence of 'two evooa'ton, on• 

rea nti.bl• tor th• eftlo en't of oftrtea1 the other for 

'ha ••• 11• · r o~er ot th••• evocaton nal.17 pndoat.•t•• 

or 

at 

16 9 



11 

, • 4y pp ra. 

u•,rw•• w o ft•Nnce 

before th . nada ve dlitetet1ate4 (uranam 1954t 

• c1 

170 

s.., ... _ 1 a •, the t'IO · ~ in4ueea 

ol'JI ti ot te • tt• el $ea 111.rthtl' hOl'IIOl'le 

11\1 .. '10 • Vha't 

• w v 1 ueaa.a wi r 
w 7 tleb WO\ll.4 

• 8'1ri•• ot 

- ,er, t..-le tom. lot 

u 
o re, o\ll 

e vtN . , one 

t...ie t · a " • , • 1¥P• ot . 

·~ 

Iii • co 

............... tht ttal• p 11140.uv.~~ 

t.111ao11•,iNl>'l• • - · ocort 

.nee • of o'fU't•, au 

• w•wr, tb:U b 1!I 

Ualacie>.1'11 

' •• wit t 

11)1 i • .. touft4 

.95 f Jol.lr 956) , 

"• oati n"• 

-··IP nonaaU.7 RN 1nflu.uCM 1 '11• 

o ·ea. v op vi h a 001'11111 female 

a 1111• eft · to 

'" ... , 
• , ceuar, to 

tfO• 

t eleorate -1• 

u,re tlatton ... 

auel an 1 Y1dtlal voul4 • v ule utemal - tal.1a 

• Wi · • 



v1 til t..ie tn, . clear pattem. Al tho\& thi• baa not 

•• 4tll0uua"4 io o--1 -1••• I. t tw.a. b4ten ow ill 

eo• ew'Ulcho14 Ml•• wbo n no irlt•N•aal anatold.Olll. 

f•luN8 wba to•••r ( ft4b\lJ7 •t al. l956t . lt •t al, J.9S6J 

et al. 1956) • t~ t,r eynclroM11 o~ 

· el.a (1956). 

n.u.r, ,r 1he pld. tal tract Naa1ft• .s.nfl,i•cet, 

1 •• • if • •10•tor eyat• tas.18 cioapl• 117, t a 'the · .ttaele 

fail to, 1Nnt1at1, peniat l 

-. iii . na4al «,a . n ua. 1t tbi• oooun1 i a aen•U.o 

t-1•, or1e ftnM aonadal 4J•paeld., in a teale "1th t .. 1. 

clear ••x• lt tt o ra in a eUo 11111•, one f1ft48 

AOAlldal ·----· 1 · • t11 th aaJ.• mcl-,. 

.-x. rther,' U th• · 1n a - o -1• i.ua and i •• 

lntlu•n°* o.a••• at a Ill t11 lat•r nap Of •ll'JOdlo 

Yel.OpNO'tt OM ftn 8 ·UUa). Uff.,_Uati of e pnltal 

, o , ta otheii wo •• Ml• . •• heJM ht041 t•· 
•• abO•• cow ent1 • are PN wt ta fable ,. 

. clu '4 1n th1• .a, an the reaul ta ot other l m-ut.rt• 

hol'IIO 

•• thtor.t.u, ada1 tt.ti,, aN of a ep1cula't1w 

c oter and 1••• ••••nl pro'bl .. unauw NA. aoa. ot 

to.•• probleu will ow • oon8ldeft4, 
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(4) 

- 1 - the 0-ccnaneaoe 01 aaonacJal 1nd1 n&uila w1 th et. 'lher 

.ie or f--1• l>oq-fom 1• no'C explicabl.• ,n t,n1 

of Joa,•• Uteon••• A co GltallJ a,onadll -~ 

tbOul.4 'bl caP*bl• alr of i...ie 41tt'• tiaUo f 

tilt n•P1'1on o:t aalt au~,c~• vith ago ti• 

""""•'*•that~ fault 1, not 

.. wlift1Slq a.U.CNJ.u utlu• cea _., ft b .. o 

pNNnt 1m.tta1,l1• h aon teaai.bl• •xpJ.uat1on 

1• · at t . • . • were i.4ea fe4 1 eo• 

aoq.14"4, late iatl'a-Utdlllle or at-natal .tdlueoe 

( Uba,a 1at10U fl v1 ue111 abaortti.o f 

~ Ol'Pftl• ( !Otal ab J!p1ioll ot a . Dt, 

1• oot iaconoei '* •• • 

174 

... · bo•• oe.n "ti.Np • ) · aplete 11111• tiffenntt•-

uoa •ou14 .... tat• ·. pl.a• iton 1ba ao•4*1 
·-~011011. 

41aaeneat.• vi t aal• •ld.11 ao, vboN apla,ecl 

b1ato1oS1oal. •'14:tnc• of deYel Pini o~ toUioul.ar 

opt. ( ·CU• II, • ) • • ftati. ·· al •de, t · 

• Chl'oaoaolllil -1•, aholal.4 M •:bnonic t••••• Wh7 

414 O'fU'ia •"'1ft.U OCCNl' 

b 11 · .Uoa Iii t be ooapan4 to ttaat aooateN4 1n 

• ~• IQ.ltldel ier IJQ4rcJuft . In t • lat'kr, ucorreot 

evocau n 1a a pnetic tual.• • poa'C\al.atdf 

te•t•e develop tuttad 01 the e:q,ecte4 ovari••t bl.It 

- eaticular -



O.aeuo 
.. 

ti.on 1 ucoapl.e • i.e. the teat,, 

•n a\nomal. oonYeratlJ, 1n ca .. U, • ., oae 

ttiC llalel 

'th• • ovan.ea an ab raally illllll • nma, t • 

"4Tre1Nlt appean. to t,e a 111nor-illa of th4 atate 

ot atture 1n "TN• llinettlter •Ylldl'OM"• 9:d. · •r 

" • Klindel. "t•r •" Ca•• u. 

•• 1-1• Jlale 

175 

a. s. 

Aberrant intluu~ • evocawr -1• .m>oawr ,,.. 
Gonadal 4eYel.Opant •t•, wt 1ul1 M'tiu'aUon Oftr.l.e•, but Ml 

1, bal.t.a •tutatJ.on 1, balte4 

Jo47-~0l'll Mal• (uequate hllllle (aince 

teeUCl.llal" tmlcti.o t•Uaular illflllenoe 

tor -1• U.tteNDUaU.011) laoklllg) 

SU1*9"lent Ooun.1 1*.1l.1itff or .,.,.... 1&Uve ot IIIMU'll&Uou 
a to genesis 

... :, - one further o,oup r.qutn• elucidaUo . fnenbian •t 

al. (1956) i'e,Ort a pat1e t vi~ nadal 41a ett• 

(proYM bJ laparo'tollth a large cUton• uo. a t•lllll• 

IJdn •tx• Cak m, • R. t 8hova t e .... Mt 01 



Cll'CIUJUtanc.a. In r ... , 

da e f.fl>Jt he IIU'f 

of• 'luN e 

oonft.na'1on I.• 

176 

' .l'trl •• 

• th~:d.•• o <ll\18& et • (1 56) goa Ip ,at,_ 
vltil-«tlllro td.~tu (e. • olltol'll lld.arpaettt) 

ia A. ............ y a YU'iety ot 

OU ta 

oit.11:!i,111, •• _ 

•• u 
ctmo•ti J8 'le • Yet 

a t..i• rmOl.ear {*tt m wae t ._ 

doMilllphl"Odi U., •here -

a tle 11:nof • 

• aut.t•ot. M 1 tie ton . -· 
he ca•• 01 tld ote 

cU n1 tnlarpaeut 1a th• .. oaaea at, th iatlu•oe 

ot aa4J'O • A4Nnal an4.ro p1adllct10 i lr.:l • in 

atd.Ul•l" oaN WM . N e ten . •aaaaJ. pracom. 

ft'e h1nUt•• ot • ·Ml• '1Pet ta GJtHolatt•a ca• 
l'l.aar, e¥CNU.o ot 17 • ntot'Nffl4e vu olll.r 4. 4 an4 2. 6 .,. 

ptl' W • Ii, ... Ubly tba-i _. aodropa 1• 4•ri•re4 troa 

•• nata, It th•• an •••Up.al oftn•• - u ""'114 

• -,.otff t • ~..al.• Obl'ollatlft pa"tm • en tiltJ 

ti e a YIU"le'7 of 8 -pro 01V1,.. { the 

t .. n -,rodaoJ. ie t•• nt•~to 

Mia uw ftlU&l,al watt , 
OU a iD oa aw aoco.nt 

Uo 

taal•, · a conlli t . t tma an ,...,.1, • . ot 

"flu• OSDdttl.ter •,a •U. ~...:S.•, Ull4er . • 

1nt1 oe of a Ml• ew wr, at..io,, . t••••• the• tau 

• at -



• 

at an llli'lr intft · ter.lu aae, ~ that bo4J 

felllS.fli•U.on ••••• lhe t.Uun• bow••.,., h 

1 iflPl• , u en -• oe ot aoa• an41'o 

p Oti.OD i a f Yi4iNl l»J • olJ. ft1 enlarauu • 

• • i. •tttl -e"' t a ti.O tMle 

ia lnftil C 

eat an 1 •• oo ;J. ttly 

• er)a • o»•su·t ( bi k 

Cho14) s.a ,- t teati~a,r abnoNIIUtJ 

h1 t• 

177 



(5) 

,,.. ftn't reoo, ... an4 1)1lblim.M4 'b1 Goldberg 

(J.948)• DOI 1ihto MYtral i;-.po~ f hi• J.ut•,-•'t.UIS 

•Jll4IO• · •• ap,.a; ( olut'1 •r •t al. 19521 rr11 195,). 

ibU c nti ~ion, 111101..r ( uo) 11111• aNae 

'-** whloh appatlltlf pto&Joe oeatro btlt, 

u4to • •• \i •tont aDll e.Umal aenl .Ua AN tiiul• 

in tn•• ~•• a, , • _ o not oo r , n...­
l• no .,...,. ... ft"1X, bit vaglaal powaoh 9ft4l 1>lio.dl1, 

ol • • ...U Caple, 1 • • • eXONt1 1• IIOClqiahly 

h1 • ·aac11 oba.ftc•d•U.O.:U.1 art a.. lb• • ao ... 1 

toMUM• ia · • c:l'bl• · · tumu.u1 bittolo lhow1 

• '° d 1 ot oYb'laa elnlfl1-, t 1tw1 COl'ltait1 

Nall , •• Vl th o pllliOll ctll•, and . noli ao4 t..Jti 

O.Ut 1n ~c• ( the appeaJl'alla. of i.atur., crn,to.obt4 

•••••) • tbat •• ••-t•• an the al. tf of 0..1l'Oa-

ro4lloli t• 6own 1>1 th• l'WIU1t1 ot cutrau.o • hot 

tluaaa. IIQ' o , he rta•w a'CropbJ, ~- -.Saal ._.. 

lo• -11 m4«1o• o~ · •tl'Oseniaati.on aa4 a .tul"th•r d.N a 
• • • escnu · oocnan. A n nl.l o U•ppearan · ot 

••• caavauon etteota can ·, l>J o•uocta 

adll11'1.alrati.o ·• 

- no. • 

178 



no1 known at present. 4 heredi ta17 taotor, peJ'hapa 

doJd.nant, ia euggeeted by the atrong taa111al 

incidence of the a~nol"ll&lity - Schneider et ai. 

describe 6 oa••• 1n oae tallily. Other hormonal 

diaordere, e.g. congenital adnn.al hyperp1aa1a, 

temale p1eudohei,aaphr0d1 U• or ucrogen:t toeollia 

praeoo• are tnquenU.y found in aiblinga of patient• 

vith oeatrogen-produC:S.ng teatea. Whatever the cause 

179 

ot the basic detect, the rtatl 1.ins bo4111 temlni.ution 

hae 1101i been queaUoned - 1 t haa always lteen at.trilN:ted 

w the oeat11>g81110 eueaa. It ap-pea,J'B tba11h11 llight 

noi be the aporant factor. In aocordano• wtth Joet•, 

worlt, it •••• aore likely that tbe feaim.ation ie clue 

w lack ot Qle ho,aon• ntiler than 10 an exoeaa of -
female - analogous to the 1tat• of attaira in eonadal 

d7ageneaia. One striking ditterence between gonadal 

d7apnea11 and the ayndl'o• ot oeatrogea-produeing 

teat•• (wbj.ch rendei-a thia analogy incoaple~) 1• the 

develop•ent of 'breuta 1n the latter s,ndrome but no1 

u111all; in the toraer. fhia di:t:ferenc• 1a probably 

explained by the preaenc• of 81.lffieient circulating 

oeatrogen in oeatrogen-producing teaiea, wh.enaa in 

So•dal d7agen1ai.a the gonacJA 40 not generally proctu.ce 

•nougb. oeatrogen to bring a'bou'li bnaat development. 

It ta ot intenat that patien'ta with 

oeatrogen-proclucing tea-tee show total lack of axUlar, 

and pubic hair. •• aentione4 earlier, Albr.lght et al. 

(1942) consider the adrenal cortex to be reaponaible 

- tor -



1or am:ll&l'J 

to 

12 

r arovth. In ea. 

(9 • .,; 7} 

' 

• P., 17 • 

cort:1 

a.plicate4 ill 1he fatlur ot r-

Villd.aa (1950} 4 chn 14er et al. (i,942) uami 

co U'ia i • r4 

NM boa 2 ·II& '$ 

appean 

cti'fi\J• Aa 

uld not be 

8 ••• 

tntoate , J!Pll• lo . lJ in the :fol'SI o:f immctione or adllin1aien4 

•ystaicall.y, ro eed no n oua 1 r wt Wilkins conclud.ecl 

at ltlc: ot vu ,;o 

tr-folliolu) · h m a 

a eti.C a 1!1111. 

the JDUo• o.t' o•atro 

d.ydunCUoa. flle 

bo . r, a ~imli 

Scatle caaea ot 

prodt&c11lg uaua aanitea aclnnocoru 

VD4roae al.Jloat 1 var1a 1 abova -. t. 

ah 1• interpni. .. a oo noaaly. 

ai a ai•ilu bair-lack, whil• 

h rl·• 

179°'· 
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m, 

l •••• •oattaV.011 ·~-· 

~ ava4, o'l hlifflllfhlQ4l U• baft 1• ...« • 
pU• Oil 

. Lua NU• 

181 

ue • .... vorur1 • ftndl after cttoap.1 Uo • • 1• •• o'Dl.1 

p,aoUoal o:laU •• . 4 t J*l"tol"al.a hJpofll1'MCtoaJ c,ovt 

•rJO•• loat ci,,,> ~~- 'the nllil I • o taa.M4 .. ,. ... ,1tat1 · 

tldr,o• •• 'ftlri.01la • ..._. iat~Ml"!M deftlopNn. If 'tld.• 

OptaUo WIN tfrfONtl eu-11, I •ti.oa ot ,-.u J-4Ut1nl4 

aal.• to.-..a ..... , oap1tallo at later• _.-. toUov.a · 

pa4R14oheftlilphro J.'111111 -1• 1 

wen pro · oea. Ia •••r WONI, • NINl • ot 4toap1 •tt• 
falllll.S. . ~.. """- ..,,... •4*1 at1i,a110lb 

t J1t111 . , .. vtU .. 

teaUOl&lu, ftlO" .. .,. MNUU'J tor l'llll1 all• titteraU.fl. • 

!e~, • olinlca1 oounte.rpan u th• llulm ••• to hm tHt• 

oacrib.t. It 1• poaal>l• that Joa1•• apel"ia • al , acoow1 .· 

to• "'°• .... or ••4&1 4Pane*1• " tail to abOY ftl.N4 oi-

na tlhOW • 1ov ul'tnal'r nad0tropb111 •sor.'1011 ( lt QIAP tIZ). 

aa..a ot llu.a • baY• be• 4eacr1bt l7 Berls • · al. l950t rtt 

•• ai. l94TJ V11Jd.u an4 ftw.•cm•rm, l 44l ati •4 eataona, 

S5t CUp&t er •t al, 195, • In O WOrdat ... pati 1• WA1 



ehoW 1 · tra4ttJt• ))J»o_.• ..Ute u tP . · «,.,._-., 
•• •eotuta.rJ -,.,1•••• - .a •" .... - ... ui. w•, 
ftO -41• 11111 I• pdAUJ (wtih , . .u. •.-.ti.on) Qr, 

ata0a4arr (v1"th .>.ov , .• a.a. ·•dl"tt10- ) • : the ,,. _ , •••• 

4 .... ot . ·ftldal • _ -•• - low ,scnuo ot , •• a. 

o ·. n»•W ttaia. While 40ul>U MJ bl tut o • nU..Ut, 

o~ pl'Ulllt 1. .H. 4•tel'ld.nat10u, tt. npm · -.,u,,, fd • 

ftll&lt• •• ••a•nc• ot • --, o "•~ v ••• gpet1 th•t 

oa•• 
au.NU.OU• 

---· ., .i. (1955) npo,.c .. a -1• , ..... 

l'll&pbroti'te with.,., 01 'lb• ano.U•• GI !\mitt•• -,n ro., , ••• 

tb.on ••'tllre, a ehlll4~Qt aa tthot"t , act aeok. itda .,. _. 

ooutae.Nt w be • ~MOI0-3. -1• wl • toN d tal1un ot -1• 

••k 4U~e.tenU&U9Jlt th l1$bt b1t beiwttn ,t •• 

ia gouadal 4,aa-en• .aftd iih• ola• c foftll of ilab· lltUcto-

. htlMpbl'OUU•• •• i'o,11.cntl oa .. • · .a .Uct pam4o-

. -.,..,hn41'1• *•• ll u lltd.teff, t 1-..... li.M ,1-..-,., 
failue. h ,atlat ia i.por'hft 111 o to •~• tbe Uc 

•t.wub ,t.tutaq ftftotloa · m4a1 · -,.io,a,n,. 

182 



were It obno -7 re tel to 

·. n41;U.o • 

H• •• 41 6" , vtak , Yd. 

aenl pbJal • d a t .. tee. wu "61'1i.u-u. 

th• ,,, ..... pl"Old. t. 

••-1.0l*lf re vaa 

• po14 ~ 

--,oral. r •• 
axlllar, bat.r vu_..._,. h exteznal .Ut.lla COUlltN o'f 

• cS,.•iJN " b&Uu •.U ... 1•.~na 

tuk aoio .( 1>. 02). ... 
U.••...._o ( 4 • 

......- llhov-4-a Jli..« plot.ute ot hn,oOhl'Olll.a 

tM . ...uro,, ... ~ t!Uti.O't 

eol••t•rol l••w· .,.._ i24 • ~ 

111-fo , wrl.1114•4, 

t ti ft 

4 't 

UU•t t• . . . lnYM uoa .,.,.. a.a, 
••tttbl'lll '°""•• .USbt eftllld oateo rod• 4 • ••~ 

lack of fui.011 of 1iht bo1111 ~ Cll-.r.t.• an4 of Uuo ONal 

•P1fbrN•• patch, &AcNUH ct...s. tJ of ti» U,e the lwltu 

t....,._..pl'OCH••• 

_,. :t-

183 
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AIQlt ON m.• u eu•p•oi in11Ull.J• Xt ,, .. 

ttl u.t• • 10 ••olu:lt bypof1W1 "11.•, ot •oolldarf 

'h-A-7fti _ • Ill t ba-t• • •3 r tncli,oaUoa. 

(Ada ataue.U of 1hpol. bol'IIO · OU. 

.,. ... _ . ,, rt.S..41"4 be po U.al.lJ Ia · • 

GIN.U. Of f Iii 1n#l&Ua 1• OI t.et W&I 

»•rtol'Mt. b »-'1.ftl . ·· Ollll tlJpOgl.JOl.tld.o dt 4e8})t • apj.4 

• ~ toU.Yeo.t 

~1·"81. BIIMl'a'9lna .... •:r.o"4-

J low the l'e n4 to tun r n••••1t•• 
•••rea• 

_ at 1be u.aoortne •JG 

..uu... th• p1 tut tar, ..... Ma 

41••tel") lm4 nt m>t vn. kle4. 

to,., •Cl ....... ai 

ytq . ..u c, - · -

waa atro c •oroa ,s.cau, n ld.ct'O• P1o'1171 the 

.1'lftllill.1 vtM •t»-"'1111 llOnal (11 Ill• 1 - ft :t) • ._,., 

.• ~, ...... oeu• t••t• ft ,,. ..... W ch lbove4 a11'ophi0 

aNlrd.ttn\l• lM1• ¥1 · dJ.4 oe 01 ap1.-10,......1 •ad 

a Jpioal ia'teatiual ctU•· a. .,1 -_... ot · • 1 IM»lt• 

• 

wen t oltlt W tm4 • ooa'ttl ~ t Cfl10$A 4. 

ct.u clc t .... ni on· _. n •••_. tot' 

ouoaun 'tffn, whl - • •• Uahe4 u ..i.e. 

£tWA • 1td.a pati t .,,..,.. to haw • hypopltuit&n•· 

• ul4 explda tM 4vadt•, ...U •• •• 4 'thno:14 ---· 

-- e hfpotb.Jro141•· • hn,o&&;ll'!~ 4 hfpOlbtl'ld.O 

... co.. .. 



, the re4lologlea1 • 1 \al a t 1 • am. p ·rbapa, ti. 

bl'O 1\1• ll I . ate4 anu•la. I t t1oa. all 

• atton ot the enl• ho• thte tU-tol'M4 •ore tu all4 

1 k ot teetic:sular ct• c nl .. 

It l• 1 ••• 4 that the plt11ttarl1 v pr ••at 

urt 1ntl"a-4l •riue ltte. fhl1 le4 to 1100 &'f'7 pari1&1 nahl 

tallure w 1cb bee.- 11U1tte1t .. a n to t • pa • 

he me4lt11a. 

the mnal. •• ot , •Dal ianda 1• co · att'bl• 

wt ,oae ao\lTlt,'. J.t *'• • pltulM.17 tailUN ••• to haw 

att o"4 chief17 the l'OclobHon ot bin \bJfotrephln. 

fhle co 1».at1on octtura no\ 1 n\1¥ 1n acquit' bJpopituUar11a 

a · t in he o.ae te.-lbed bJ Dodt •• al . (1947) vl\ll nada1 

47• 111 an4 a lov ,. • . e,:anuo t lvo UOphic hot'IDl)n .. 

ear \a haft tailecl. 

41ttenntlatf.oll hat at-111 to 

I• • ••t , often a elua 

,, .. 
•luclclatH.. 'fhe cu• 4norlbe4, lt 

olarlttoaUon of 1h11 dlffioalt 
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• pa'U.at GJ.11•~,. 
bJ:11 •, breu b10 
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I'll go1'tlda1 ·411 Nia J•tona 1• el.rio•t 

- ri, ...,,, •• d••i>1t. 1ht tact '11at ,., aJor1'1 of.._ 

a Ul• · . ._. ,at~. fJJU111M~ •1 ai. (195,) 111ft 

aoa ot tb• a..U.•• of . r•• e~ h uaootatio 

wi ale pNt blnl~ ·tima. then 11N ve17 f-, "PQnlt ·d 

.. o.... bJ»Op.a.1-, ~· ot ·-~ -4 

00 .1'*'11.iti.••) ,..,,. wt e lHJ4' bulll 

( Vlllt 1 4)J CUllq\l:, 19481 tJ' •tale 195lf Gft · l)Jatt 

.. 4 ll•llffPt 1948J I»dt et al•· 19481 .18M& l 52t lobflll. ll5ll 

-"-.u,....,...bulml a . l«oboa, 1 541 Olli 

· _ ·981 . -•• t 1 5lt. t aJ,. 194 t Halr.tMtl 

• ale l ,CS:). ·s.wo Ill®•••.- npoZ'l-41 I tbb4 paU.eot" •UU 

• , • -· •pri.O. .. lino. OlldaJ., t, 
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tallJ •re••_... 
~ 

r...,.. ..... ,. pa:.\lu1 wu 1ari 

i a,er1ac.ea aonll ha4 

'Q8ftr eciaai.OD., Ul"il:tu7 ' H. aacNUOa .. 

'° ti.ft • . 96 • • • ·Ol.llar 10,-7 • u. 
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He had 'b•en. un.dera11ed troa binh and had ahovn 110 

eipe ot pubertal dev-1.op•ent. bald.nation confimed his phyatoal 

retardation. ihe ey•• were aa,-etrtoal w:l.til marked epioanthic 

tol4a, the palate wa-a high &nd &1'8hed, the nipplea Iii.nut•. 1hen 

waa vebbinS of the neck and hlPoplaaia ot ••v•ral intencapular 

muaolea. 1.he penil and gonad.a were in:tanti.le. 

1.s.H. exare,1on waa neaaid.ve at 12 a.u. on two 

ocoal1ona. Bilateral teaUoul.ar biop&1•• showed hiatologically 

1n:tant1le development•• •••n in the tii'at aix yeara ot lite. 

b ald.n nuclear pattern waa lll81•• 
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Se )lad ai-.ys been ahort and ..U tor bia age.1 

(pnant bei t l" 411.J -,.gh't :,4 lba. }. eam.nattoa b• 

bu 1Htb'bing or file eek w1tn a low rau _ bld.rliu (11.pre 14. 06) . 

11wn •• tac1al. ... _."7 vi 'th atrikt epicantlu.c tol-d.a. She 

n. t 5th ~i.opr •• Auel in ft•Xl • • rt t acapala •• 

eomd.4en.blr aaller tban tba left an4 th• ri. t ae.rrawa 

aunerior •tel• vaa ab*6nt., ••P1te 'thia,. be bed apiut 

reaaiance, 1lle 1•11 IOllp&la *"1la.gft48 , bu uo't tbe l'1 t, which 

•a-aw& that t:bia bone ·vae ti.a to~ cheat....:U on Uie rllbt. 

bre ••• .U.4 ll.-n4B.l•r hJ'poapadiaa m, the p..ia •• COJ1par.aUve­

l7 larse. l-BaY• ahoved ta.ion .-t •• eentcal nnebrae. He 

ahove4, ia other wordat the enoeel lea whicb en colill01ll.7 nlel'ftd 

to u ll1ppel_,.U '• *114 Sprenge1 '• ct.toni i1 ... 
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• . A. 1 a 

&1Jndrcate 111 tn• male, owi co tal anomal,1••• 

onn••• of• t1.&J'I an4 bfpOgonacU.• vi hi. ur.Laaq 

Caae •Q• ehova the olaaa1cal anollfilU.•a, 

hortued of•• u'ben7. It 

la cl1tt1ml:t w aaseea the lat er· teaw,- at t • as- ot 

14 yean1 but th• eaticu.lal" hU olo aa.pp0ne4 nadal 

h)'poplaeta. 1f 1ntantil1a ia preaeut1 'thtt ? • .Ii, excretion 

atgh't n.• to hi . •r le•el• ill later y ani. 

CaN A •• , a onl.7 6 JeaJ"•:, ta short an4 

•pl.a¥• &1lt1pl• an aliea. lo be aa:&.cl at 

pnaeni about • nad.al de lo nt. ypogonadia 

ia . 1 i abl• con.co1111 tent ~ tbia abnormal eical 

atate (aa vaa in'ted out bJ. 4 C&tlitlch, 1951). 

• thi'e• ••• d 0th.era port.a int• 

aoalo " mer'• •Jr1dl'O• 
, ..... iiU;I. tMBl•" 1n thei:r •• of nacu" 

tull .jl'UU~VB- iftelU4ea 

e type o~ na4al. die ·url) t1 , •• natraie by 

- t •U.G.llar -
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The compl.•t• on cal pio ,n •• • w~ 

Yar1Ule. In alao•t aU caM1, 'th• ieatee ha,.. 'bMO 

hJJ)OPlaaUc. • 1M n ...U-, normal-a1H4 

or lar • bwl.•• · ti• t ha4 tco••Ua ( h-1, 

1951)1 •• • alv•1• ort, web: o1 the 

· clc naa ••n nnt ln all portt4 ca• • •x.-

·OnUoa o'I Y.. • • • en recon..cl low 1n ••~ •••, 

_ t •••· raiae4 1: ••• ot Gneulala.U 

(1948) an4 Halon •i .al. (1956) • 

. ftlllJ aboWa bw.ar oli nlla aw 

be re rte4 ( a1o • •t al., 19'6)s Xict10ig U• •r 
abatnt (MCCUll• 1948), 111f qunt ( . •• .i., 

195') , or • Uful. ( nen htt 

.i, 1951), 11' ot •r woJ'd•, t .,.. 1• 

t at1cul.ar . apo • , not · at• •• • 

feul .. vi ill ln•tt'·• •JU4roM, 

foftl1t , 1. 

• 
plada .of 

111 arratoJtical 

an~uv the n90rt•cl eaMa of • . 

mal~ · -~oi,a" a-.para11 11• 

er•• •yn4roa-w1th-

• 

.. lt -
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li 1• not • ey to f1 't 1\lmer• • yndroae 11' ti. 

eal• i o an etiolo th ry. Vhf v• ••• pai1enta 

not ov e to11U7 byai t mi.Ilia · oraf It &• 

111 ate4 at • &tlQ abe.rration vhio na•• ih• 

d •• 

t ,, 1rnft · le ken plac• i a aal• 

di C ion• lult bel a " n •geMe ..,. 

W.1 41-to ' • 
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OBA x, 

fiO 

1. t ta con-ceiftb1e that •• general 
BonneYi.e-Ullricb- n•r eJlt4J.'oae aJ. t Ale to an int l""llterine 

41aturt>ance acquired 4un. e iy foetal lite; the 1• meh to 

ggeat that a genetic origl. i• aore li Y• Uona ot 

t,e etic a'b rrationa are em in states • • 
l'RC ..flOo - teen ayndroae oateog:enaa1a rtecta. b 

encli tar, tend nc7 ot • Iii t be obacuracl by tt. 

•• ential 1Jlfertil1t7 ot the autterer . 

1h• heNd.1 tar, natur. t 'the diaorder 1s m.pportect 

l>J RoMi an4 catliaell ( 1951), w ~uote nveral in tanc e ot 

ttllillal. appeanmc of t e a 4lv•• In aoae of tb• 1aai11u 

aenUoe by th , caeea ,of 1nfantU1n (1. e. naa&l yagenaaie) 

oce11r W1 th noa-1ntant1le a1 Un vho haft, for inatan-ce, ebbi' 

of the eek but who are capa le ot re ro :ion. The ra 

a4ctuce eYid.e ce of tirect parent-child tmum1 iou of 1•• 

d claia, on aeem.ngl.y o4 ,round•, e here41 t8l'J tfti t 

concane4 la dOllinsnt, ot b1 peuatraace ftriable expl'ea-

1 Yi ty.- 1Miltal 1ne14ence baa en repon 7 otheraa natou 

an4 th (1956) q®te two affected "aiaiera , Solla ana Schwarts 

(1951) 4ocribe, r•a ayQ4rome in t111ua ulJ• (19~} Citea 

2 eibli' 

203 



other a ale wi 1eat1 r 1nmf~ic1e CJ. 

l 4 aupport to the herecti.tal'.Y baa1a 

Cllflt.cb. 

e c _ae-.repo, · • 

an4 

A tur er 'i in ta~our of ttc eUolog 

in go. 4.18 eaie 1 prov.id• ,y a a dy 01' male paelldo-

buaaphrodi Uea. abop (1954) ala .. _ , t iD:t.req\lent.11 aon 

• ... ber of • tuily 1• a aale paeudobe111aphrodi tett and. actci. 

hia o · penonal expen.e1u• of oa faail7 of 6 childnn, ot whoa 4 

eutter ~l'OII ~hi• int.ne~ nal.117. · • atro . y • ta 

a genet1c detect •• tii• oaue of 11111• pNll henaphrodi ti•, and, 

ainot SQn&dal dJa neaia ia t 011 . t w be ea.rl fom o1 tb1a 

abeonal.1 t7, 1ncU.rect entenc• euau tor ihe heredi tar, bu1• or 

nactal 4ya Ht• 11ia.U. 

the · · eral maene-UUr1ch­

cl.oN11-co ecteA, l:Rlt atatinct, aan•• a1 ted o the -. 

c IIOIIOINI oae ene 'Lor ud <till• (1 ••• 1 t ..a'ter.1.ne i:.,po-

. na41•) calle fllttJ one gene tor . ortn••• of atatuN, " '"1 and 

oue or e-coaplex to'I the ftr1o maal.1•• ot au.ecuJ..o ... 

ekeletal, cardiac, ou:taneoua, re , oaalar o er 11'1 teas, A". 
den-Uy geueuo tac'tor '"A" 1• YffY ftrial>le in ~ta upnaaivi:ty, 

aince • ••ral clitterent · oaalin all7 occur 1o • her, but neftr 

&U 1D 'the .... per.eon. low, U 1 t ia 't theM three 

~ C1on ("1 .. , "and "A") an not in l'iablY ui'ffcl to th1r or, 

al te tive , that theJ alwa7a CCIII"' wee er t a't ea 1a t 

- capable -
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panial tone - can b 2Plainecl. 

clirecUJ o _ the e lop1 go d 

tor 

e'te an 

eraU.1 acta 

1 _. • • •xcntion , wt occaaJ.omlJ.J" i 't act, YS..a the p1 tu11ar, 

1 .. 

1 ... 

l al.om 

bee l'ieva, ·aa il ln4 Ul'lier, accord with 

• 

0 - 1 

•JD4N•• with anon ••tan 11114 

no~ .. xua1 dlrtenaUaUoa ( Hi 

and Cafllach, 19511 A~elt,ncl 195,J 

.. e. • cpaote4 Nl.ov} 

n.o1-l. •'-wnt ( aal 

1951) 

= ••m.~' • •JIIUOlllt" vi 111 nol'lllll 

atawre (del Ca•tulo et al. 19471 

L1 .. v et ai. 19471 Vilkilla •"t al-. 

19«} 

- . -· 
n•ae ano•• 

11 .. (Ca• m, J. • ) 

• Appanut female• ot nonal height 

vi 'th aaenormoea and 11111• or taal• 
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1 alo (ali 17 

latel' actio ) 

l ( eU '17 la'f.er 

aattou) 

(l.95S) aeco ' NJ n 

(1956h eaa. m, • • .1 . ) 

• Male pMUdobemap :rodtU• (J,oat'a 

flieol"J', ch et al. 19S5) 

• *1• J&fN enaphNc11 UM Id. 

abort au.taN an4 anoaau .. 
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• u t • 

latiOD an4 d carti.ao fail.UN. 

the ap ot 14 NnJ pen.ocla 4 

Cll\l of ricular ti rt.1-

occun.1t at 

11 regular, lutin 4 - S 

daJS V1 t a ,o -c1a cycle. Two 1ftl'a pnYioual.J' atmMa 

c••d• pe.Uent bad 3 111.carri • bin no lift 

chUdrn. JtuilJ' hi• ry vaa not anU.aole, a1nce -1le ha4 

bMD adopact u a child. 

wu 4' 10" tall bad IIU'D4 vebb1 ot the 

neck vi th a low hair-line {11 15. 1. • n MIi cona14enbl• 

kfpho-aoo110a1a. -• l>naata were ..u. but 1'111111 Dippl.• 

IIIUl ano • wen normal. aau---,~h. ... aft 

alia o e4 no abnona.11 t,. eJ"8 were DO o er conpn:I. 'tal 

aUpata ot TlU'Ger'• •111clro•• akin l>io •7 ebo eel a t...i.e 

maclear patwm. 

eo ... ata a ftlll&l.• ,CU. la794 ortne of atatur• and 

wot the aMMJi • ot 1\lraer'• QDdrOM (vebb ~ the neck. 

a low nucbal hair-line and marked t,pboacolioata) . re wu 

no e't'i.4ence ot intantili-llll, u 311 4 bJ nonal. breut an4 pm.tal 

Ute thne al•OUTJ....-. 

w1tho t "l" . 
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ch 1a ... iG et••• 

t1U1 co Uot• • tal.l, euauctlOi p portiou 

.KOlll&CIIU. ~ ilurea !be 

aunct ettc abrloxalitJ (u po .i. tea ••>• 
wat the ·.Udl't7· of -th1a • N,ort caaea t gonadal 

. a1 w11ba t lhoriuea ot atatun are, NT1eved. 

Yamq e't al . (1942) acn.be a pa.Uen 6' tall 

with• 1 . elo Ua of . utreaiUM". !he1 !'de, a1ao, 

patient• npo.rW 1t1 P.i& (19:,s) ana thnY - • :tomar ~'10" 

lall w1.ih •1 extnaiti.•11 , , la\ter ,, Vltb •.umcboi4 

abl• Jroport.100•" . U.u netacbaaml (l 44) n:t ..r to • 

paU t (npoflN 17 b1i ) whl> waa 5' ge .it with "-.nuchoicl 

rop,rUou s 4el Cutillo et al. (1947) Cite a iwttens, s• si­

tell, vi the .... U'll-epanl ON8 bla'tt et al. (1956) etate 

tilat, 1r patient, 5'10" in tud. t, ~1•• the tall, eumicbo14 

11111• 1 appeusnu"~ 

..... 
~i'ftit 1J 1dal pro rtio , aco w ba'ff tbe poem 

appeara ce ot 'k au., ttll&le" (SVJ8:1' 19~5). ea .. m , 

• •Jon y t tall paUenu vJ.1 u4al 

, ,a e.u abov fllUlchoiaal pl'O rtio • 1bia • ona tb.41 View 

tilat the 171>ical 8hortnff8 o:t atatue aeen 1lt 'nadal 4,a Ula 18 

- •tic -
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tic in ort (ttaotor 11 ) . It ·• r tto 

• trretin 4oU OOCIU"t • -buil« whicb 

ie espec't4i4 1n 1nc11Yi.d.uala vho _.. 4epl1.fl4 - gonadal 

oa. on uberty. ti• _.,,l111141lllt 111 t b• utan , 

i with pnpo; rta1. tqpo· • vi · t 

r q11 aatue 1• U.al7 to mtter ~to• 41· :,aadal 

f!ll,l"&J1111ua1& t.U ~l'Olt o r cauaea abolll 

•• t •ta . n. 



mer'•~ 111 • 

a ll. • the t91111l.e 

b anatoaical male ... of ••• caeu of tumer' a 

:ma:roaie ia · . n . t ,co u.plaill. P e11illl7 factor "l 

(Na lal• tor th• 11lfa'111•) atrJ.kO la , ao t t ao•• 

·41•~°*• which pel'ai. '8 nal anatold.-1 ... cullat•tto , 

tenaeUaw twffn 1be ol"CU.Gar, or appanaUy tual• "i\&ner' • · 
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IS 

nrnm.,..l'lllil a1a0· t e101Wliftl. ., nt el'pM't 

r · tle1 coll ctian - ffe4 to U.r. Bow 

1 U ~1 • (ge11etio} 

-1• • 41:oae. , . • n et al. (l. 5~) (1aclu41Gg 22 caua 

0"t •t al. 1955) re rt Jl of a Mr.l ~ .57 patia1a to 

be geut1c al••· l'olau. x (t.emrox 1"6) 16 oat o'I 

16~ a RakOft (1956) lJ O 't oj! l.S,. QupeDU rel al. {19,5-) 

.10 t Of 12. :tu the· pn, t NJ'iea 15 ot 6 nn Sft.81'40 

111111• • . · •, o.t .... 5 .qt.... 5 

• total ,t 0, ... (8 ) . 

1,, ouea 01 nada:l dpaetwaia :la 

d1 ) - uo ct v ~hen Wfft' U6 

ta 

_.._ . ....,. (1956) nter to 

( ran not 

1i1 C llllil••r lh•J! a44 

1B caaea of thelr own, 15 of w oa vltl'e sert•UcaUr :aal.•, w SlYe 

OY•rall pe~n'tap of Sl 

••~*° (19'6) recor«il oral. ~ or alrla l>.lopat.Q 

01110) patl ,. wit ·naw 4)'8 eala, 87 were "sue110• Ml••·· 
16 . neUc" t..i,a (a,proxlaatelf ~ MlQ}! 

Ulen. ia thla. ta all Hl'iu, a pNJOllClull • d 

• . auo• aal:ea to temal• in tba ratio betwHD 4 ·aml 5 to 1. 
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21 3 

• 
NX-Uat.:tat1on, 1. •• in • 

~ early 4eval.Op1 'l• •• 7 be 1 . con4ae:tw • 

·. i ot hia part1Clllar 41.•t\.lrbanee. · • nn.kl en'ftron• 

al Utt • betwee efflo;1na ale a ~ • 81),noa 1a 

he 6 •••kt da 

....... - te t. rJ..od &-% 

aal.e. 't • IPISU. Ua'&e1Jltbe 'If 

7th ~ •, • ti t • ot ditte . ntiaUon 

i• - 10 •••· tt •ttc o-r 

acqu.l - opera'te between t 7 

ale go.nacta Iii t . e JIOff -. ptUu.•, 'th.e quieacen't temal . tnada 

l.•• ce i: tbe or ogeneeis in 

U. two aua Iii t aCCOimt t · a.u-11a1ta ion. 

tor 

15 • 

a, 'lb tiler , aal• ••x linlat 1 respo e1ble 

11111• p ~ ' hh l1uu11AW cannot be eolll)l te, a.11'1ft 



21.4 

I fl 

(lilt II) 



~eof 

of 

pan to 

aw , ~ 

ot mapbrocli ti. u 

A nY1N4 eor, o~ tb• caueat1 

... clf8«-•ai t 

II 

an to • 

,ti • 0~ 

t t.b1a 

4':Lolog 

. cli. Uc:L•· 

~,_...... a'll.t •• 

ea 11 o .HYetal. upec a t the • . genqlJ18. 

• lact t . -balr in •• ea.ea DJ' · • atin. • to • 

cma&fti ta apo ai.veneae ri ot _ • r-tolliclea, •• 1• 

l&icl to uui .t tba coa41 tto ot o•atropa-proc111ciag ~ Lack 

o~ p1 tlli iar,. naaouophlc au.alati.oa • acCO\lnt tor RM cane ot 

gonaul JIPJleai.S. •• w.U • -cape ll81e paeuclo •naphftdlt1•• 

finall7• al"..-it.• an pro4Uce4 in Zawu of tbe 

hencti tary natun 01 gonadal 19geneaa1 t. i ..... poaalble to, •:q,J.a.111 

coaplea aJDUOH, 1 ta YUio parUal toraa 1D tena of 

iacoaplet4t 1111• aez-Unkea or male ae&-liad. ted pnetic abttnation. 
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CHAP R JVII 

I) 

(I) Coudal 4,-pnen• ia co1181dered in relation 'to aale 

pHUclo emaphl'oditi818e J)epemliag OD the 8ag9 of 

1nta-uter111• o.r poet-natal lite t which it oc re, 

gonadal tailun •J reeult 1a nac1al. dy n..ia, 

Ml• puu4ohemaphn>d1 t1811t aoae varieti.ea ot 

eumidloidia or,. Urel.J', ater.UltJ in the male. 

(II) the •,or tnee of he11111pbrod1Uc developmeot are 

renewed and current concepts of ettoloo are 

a,wer1aecl in the light of 1nforaat1on derived froa 

mcl.ear ee.zlna tecbniquee. Illuatrati.Te caae­

repona an preeeute4 of th tour 11111.n type• of 

(III) A recotud.derati.on of the• • ioloelcal co cepta 

reveal.a certain diacrepanci •· One of eae 1a 

e rece t daonat.rat1o of teaal.e nuclear pattern• 

in 1n4i'Yidllale vi th apparent aale bod.y-bw.1-cl -

tilat 1 , lliuetel ter a,n4r0a .. 

- (IV) fhia • 
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(tY ti.a IIDOIUiloua daonatrat:ion or "watea 1n • ge· et1c 

1'eal•" .ta 41•0\l• e4 and a case-report ia preaentecl.. 

(V} A reYiaacl theory of .eemal ditterentiaUou 1e propoae4. 

In order to overco• so• of iacnpanciea aent-1one4, 

it bu been nece eaQ to p0a.tw.ate the Xi tence ot tvo 

•evocatora" ,. which re ponaible ~or th• development of 

a d•tinit1va g<mad troa ritd.U. e gem.tal rid.p. 

DU.a bJpothesia prond• a pouible aohti.On to eou 01 

the probl ... in thi coaplex fielcl. 

( ) s311droae o1 o stro ea-pro ci . et a• a rare fora 

(VII) 

f 11111 · Mudohema bro ti. • ta di wuecl ••-par&iel7. 

d.1.fferentiaUoa of tbeae aub ao into a tom.cal 

t 18 a,trit.>u:te4 to lac at male bonao • - t, aa 

entb.f re, to an e&cae ot f rao • • !ihe 

analoo 1a a.raw. ootw n th1 condi tio n4 •• cana 

ot gona&ll dyageneai • 1be laok ot body bair in patients 

with oe tro n-pmducill6 t etea 1a co re to e an 

eaa le of a congem ta1 . d-or n tail re ( oa tb part or 

th bair-folliclea) . ce of •x · r 1ft aoae 

c ea of oadal d,ya e 81a . gbt • at-tributed t.o a 

a;L l&r chani • 

•~.of the pituitary gland 

ia diacaued 1.n the 11 t crf Jo t'• an1MJ expel"iae ta. 

It 1a m st 4 that rauure ~ this 1• respollaible 

for ao caeee. of hJ'po udo mpbic go dal ya enea1a. 

•A~-
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(n) 

(X) 

A i• p , i 1-e % 

lin between 'th1I tu1 tar,' .....-..-, 

• e•eudobltftlll hl'oditi•• 

roY1 •• • 

gQUIAQIU. 4Ja~ 

ia 

co ·· 49"4 amt , follow. 

A pne'\ic 1lleery 18 pre &tteapta w 

gc)t!La~Ll. 4;,SSlll:UMl19 11114 Ule upla1:n 

1 4a auppo:n to .. ~ 
1f.1i.lll~ .. vi 

'l"J.ev hat 

Cll'Qll8 18 to 

(U) owen 41•:lni prepomle • of aeattc aa1 .. to 

1emal•• Vi th 1\mler',a •;rndroae 1a eouue4. Daia 

•r M 1ai in 1.eflll 0% Uc: M>llnJaa&e, . r 

•>lild.tatio • 
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CRA mII 

Shi.a 'Ulea1a 1a 41Yi4e41Jlto two parta, to .acb o1 

vb1ch • ai I r, la api*,lde • · • -, llowt · paragra; cona1a'I 

o~ a ncapt Wafua kl ab•tnct f'o· of • o-r 

the b'e&U•• 

!he 11:ra't pan o.t 

iuTeaU.gaUon ot 8 patienla ¥1 

tiieata ia te4 t · an 

nadal dJSPDh1•· 

nol tio ot ar ~pw ot th1a aJIIC).roM 1a -4 f'JOa 

er' • ncr1pU.oo 11119'8 to 'Ille preaeat uae. eftll 

tacet. - cUaical en4 iDNaUgatin - an 41~ 111 .u. 
Particular attnUoa .la 4nlwn to OCCIU'l'en.ce or eo-4&1 
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