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OCHjIE2 |PO2 aY| i PAYLEI2

To eplodikd ANHP, ékdoon g EMnvikrig Avdohoyikrg Etalpeiag €xet
OTOXO TN ouvexn € WWOPPWon Twv aoXoNoUPEVWY OTO XWPO TNG
Avdpohoyiag kat TV poaywyr TOU YVWOTIKOU QVTIKEUEVOU TNG OTOV
eMnvikd xwpo. Mamv  payudrwon autol Tou oko oU dnuoatelovtal
0TO  €PLOBIKO:
1. A0G0A 2al0aée+. ZUvTOuEG QvaoKO NMOEIQ O € (Kawpa Kat appihe-
youeva 0éuata, ou ypdgovtal e POTPO 1 TNG OUVTAKTIKAG € -
Tp0 11G. OTav ekppdlouv ouMoyIKG T ZUvtagn Tou  eplodikou, eivat
avu dypaga. ZTig AMeg  epL TWOELG elvatevu Oypaga.
2. j&16eA 60iad4. TyetilOueva pe Ty Avdpoloyia
3. Ala6golUoaé+. ONokAnpwpsveg avahloeig LaTpiKwV Bepdtwy, oTiq
0 oleq u oypappiCovrat ot oUyyxpoveg a dYelg. Mvovral dekTéq ava-
OKO N0ELg HEXPL DUO OUYYPAPEWY.
4. EoAlie0ésU+ A0cA0Ya+ KMVIKEQ SOKIUEG 1) N EIPAUATIKEG EPEUVEG
P00 TIKOU 1] QvadPOMIKOU XaPAKTPd, OU  PAyUato ourfjénkav ue
Bdon epeuvnTikd  PWTOKOAO, TO 0 00 va eplypd@eTal avaluTikd
ot pebodoAoyia. Meptéxouv  PWTOdNUOCIEUHEVA O OTENETHATAL.
5. EiaéaeeUoou0d+ 140610M04é+. Mvovral dektd dpBpa epdoov
agopolv véa kat oAU 0 dvia voorjuara iy voorpara eupavifovra toi-
arepdTNTeS WG  POG TNV KAWIKY) Toug ekdrAwaT 1 TV SlepeuvNTIKN
Touq poo €haom 1 éxel akohouBnbel véa Bepa eutik UeBEdeuon e
eleypévo 1o a otéheopa. E {ong ota dpbpa autd u opolv va apou-
olacfolv  PWTOTU € epL TWOEG POG OUQTNON WE TOUG avayve-
OTEQTOU  €PLOBIKOU.
6. ElY8aéo4 60iada. Tivroun eptypagn Tov Tesutalov a dPewv g
OUYKEKPIUEVa BEUA.
7. 1048068A alb (&iéTA0é4 8aé 06000ccUIA doalluéa U eaYidia &b
aailedé-+.
8. laoYiede Aodosi e+ aéddloa+ AéaiéocoazYa+ Gllodaubidie
alp ¢aidoio 6gbiéo.  Anuootedovtal evu Gypaga.
9. j0Aiia04 100+ 0& 2316488.  Tepixouv KPIoBIC YIa BNHOCIEUEVA
Gpbpa, pPAEdpoa a OTEAETUATA EQYAOIWY, QPATNPEACELS YO QVE I-
Buunteq evépyeleg, kpioelg yla 10 eplodikd K.A . Anuootedovtal
evu oypdowg.
I60@coaidie 6auobeooie 4eio6Yau0e.  Ta GpBpa ou u opdMovtal
oto  eplodikd ANHP dev u opel va €xouv U oBAnBel Tautdxpova yia
dnuooteuon oe AMa EMnvika  eplodikd. To yeyovog pé el va BeBal-
ovetal a 6 € LOTOA] - dAwon TOU  PWTOU CUYYPAPEQ  POG TOV
Aeubuvtr) Z0vtaing. Ouwg € (Tpé etat n U oBOoA epyaclav Pépog
TWv 0 olwv éxel dnuooteubel 1 apouctacBel e poper epinyng oe
EMnVIKG 1) AieBvég Zuvédplo.
O\a Ta xelpdypaga cuvodedovtaia é € LOTOA| ouu oypdetata
Tov U €UBuvo yia v aAnAoypagia ouyypagéa. H ouvodeutikn € I-
otoN p€ elva eplhappdvel drhman 4Tt Ta Xelpdypapa €Xouv eyKpl-
Bel kat a & 6houg Toug U dhot oug ouyypageig ol 0 olol Kat
OUVU OYPAQOUV TNV € LOTOMN.
100400€140Y4 000 paé0bcoaaol. H YAWOOIKY opolopopia TwV
GpBpwv elval a apaimtn. Ta dpbpa ou u ofdNovtal yia dnpooieu-
on pé eLva elval ypappéva otn SnUOTIKN Kal Le TO OVOTOVIKG aUoTn-
pa.
To eplodikd ANHP éxel a 0dexbel To oUotnua Vancouver Kal epap-
HOZeL TO ENNVIKG  pdTU 0 YPagriG BLOIATPIKWV KEWEVEV.
Ta dpbpa € el va eival daktuhoypagnuéva e ot Ao dildotnpa oe
Aeukd Xapti, a 6 ) W Aeupd Twv oeNidwy, pe  epBwpLa TOUNAXL-
orov 2,5 cm. Ta e€ig kepdhata apxiCouv oe WBialtepn oehida: n oeAida
ue Tov Titho, - eplAnPn kat ot AEEeIg eupeTtnpiou, To Keljuevo, ot euxa-

plotieg, n ayyhkn} epinun, ot BiBAoypadikeG apa ou €g, ol iva-
KEG, Ol EIKOVEG Kal 0L U GTITAOL TwV elkovwv. ONeg ot oeNideq aptbuol-
vral, apxicovrag a 6 oehida Tithou.
agiYaa 6Y6iou. MepiapBdvel (a) Tov Titho Tou pBpou, 0 0 oiog P§ &l
va givat auvtopog (U€xpt 12 A8Eelg), (B) To dvopia Kal Tov TiTAO TOU GUY-
ypapéa (-wv), (y) To dpupa ) To epyactrplo, a 6100 00 PoEpXETAL
n epyaoia kain poéheuon Tou ouyypapéa, (3) To Gvoua, ™ dleuBuv-
0N Kat To TNAEGWVO ToU ouyypapéa yia aAnhoypadia kai avaru a,
(e) nyég ou evdexouévwg evioxuoav kal BorBnoav oty pay-
pato oinon g epyaciag, (0T) av U dpxouv dlapwvolvTeq pe TNV
epyaoia.
1a0Yiede eaé 10e&é+ auoaoeoYol. H eplinyn dev pé et vau epBak-
vel TIG 300 AEEelg, evad ylaTa € {kalpa BEUATA KALTI  EPLYPAPES  EPL-
Twoewv aoBevav Tig 200 AéEeig. Ma Tig avacko Noelg pé &l va
epapuolovtal ol eplypadikéq epqelg (descriptive), ou ava-
@Epouv ouvo TIkA ONa Ta kepAAaLd OU  EPLEXEL TO APBPO Kal ONa-
VIIKA oUl epdopata. Ot epINPELS TWV EPEUVITIKWY EQYAOIWV pE €l
va xwpilovtal oe Té00eplg apaypdeoug, ol 0 oleg Pépouv Katd
oelpd v akdhoubn & kepakida. Zko dg, YAké MéEBodog,
A oteNéopara, Zup epdopata. Metd mv  eplAnyn  apatibevrat 3 -
10 A€Eelq kAewdld. Ou AéEeig autéq  p€ el va avtiatoryolv oToug die-
Bveig dpoug ou xpnowo olel To Index Medicus.
KaYi&o. Ot epeuvnTikéC epyaoieg a oteholval ouviiBwe a 6 v
Eloaywyn, YAk kat uéBodol, A oteAéoparta kat Zudjmon. H eloayw-
Yy epthappdvel i a apaitnTeq PIBAOYPAPIKEG apa Op €G Kal ava-
QépeLTo Adyo ylaTov 0 0io paypato owibnke n epyaoia.
2 peBodoloyia eplypdpetat o  pwtdkoAho, e Bdon To 0 olo e&e-
NixBnke n épeuva. Avapépovtal Ae Topepws 0 TPd 0g € I\oyrg aoBe-
vov 1§ 0 oloudn} ote UAIKOU, kaBwg kat n uéBodog ou epapuOadnke,
wote 1 dla épeuva va | opel va ava apaxbel a 6 PeAovTIkoUg epeu-
vntég. Xty epl Twom epeuvwv  ou agopolv avBpw oug, pE el va
ToviZetal Ot n €peuva paypato omibnke pe Baon MV Y OUPYIKN
a doaon ApB. A6/10983/1 {®EK 886/B 20-12-84} yia ™ “AEaywyn
KAvikav AoKIL®V Qapudkwy kat Ty pootacia Tou avBpw ou” kat N
0 ola apa éu e om Awknpuln Tou EAaivkt (1975). Ot pappakeuti-
kG ouoleq ou xpnowlo owBnkav otn LeAET  PE €L va avagepovTal
He TNV kolvdxpnotn ovouacia toug. Meplypdpetal To UAKG ou
a&lohoyrinke Katd tn didpkela TG HENETNG Kal TO KEQAAQLO ONOKAN-
PUWVETAL L€ TA OTATIOTIKG KPITAPLA  OU XPNOIUO otBnkav.
Ta a oteAéopara  apouatdlovral oAokAnpwuéva kat olvtopa. Ooa
avapépovtal oe  vakeg, dev e avahapBavovTal oTo Keijievo.
Ztn oudmon  eplypdpovtal ol poo TIKEG ou dlavolyovtal pe Ta
a oteAéopara TG MEAETNG, kaBwg kat Ta Tehkd oup epdopata. Aev
¢ avahappdavovral 6oa €xouv avagepBel ota a oteNéouata. E iong,
| opel va yivel aUykplon pe Ta a oteAéopata AANWY OHOEIdWV EpYa-
OV, ZUvOEOVTaL TA 0 OTEAEOATA e TOUG OTAXOUG TNG MEAETNG,
a ogelyovtal duwg aubaipeta oup epdopiata, ou dev PokU TOuv
a étaa oreMéopara g epyaoiag.
EQgadéodYa+A sublvovtal uGvo oG Ta ATopd, ou Exouv Bondrioet
0UOLaoTIKG.
Ztau Ohot a idn Gpbpwv, To Kelpevo Slapoppwvetal avahoya e Tiq
a atfjoelg Kat Toug oTéXoug TOU OUYYPAPED. ZTIG eVOLAPEPOUTEG
€pl TWOEIC aoBevwv ponyelTal n eloaywyr) kat akohoubouv 1 ept-
YPAQH TG €pL TWOEWS Kat 1 ouritnom.
BéaiéocoaaésU- 1a0aloil0=.  AplBuolvtal 0TO Keluevo e augovra
apBud, avaloya pe ) oelpd ou gupavitovial. e epl Twon
QVaQoPAg 0e OVOUATA OUYYPAPEWY OTO Kelluevo, epdoov elval Egvol,
UETATO € WVUHO TOU PWTOU OUYYPAPEA akohouBel n ouvTopoypagia
et al, evw otouq EMnveq ouyypageic “kat ouv.”. Epdoov oL ouyypa-
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Qelg elval dUo, petall Twv € wvUpwy 1o obeteltal n AéEn “kat”.
OAeg ot BIBMOYPAPIKEG QA Oft &G TOU KEWEVOU - KAl OVOV QUTEC -
pé eLvau dpxouv oto BIBNOYPAPIKS KATANOYO.
0 apBudg Twv BiRNoYpapIkv apa op kv pé elva eplopiletal
otov teheiwg a apa{mro. XTI§ avacko foelg, ot BIBAOYPAPIKES
apa op &g pE eLva eival péxpt 200. Zta dpbpa e kapdtntag (€ i
kapa Béuara, dpbpa ZUvtagng) Ba pé el va avapépovtal ovo 5-6
GpBpa 1 Hovoypadieg, yia Ta o ola 0 ouyypagéag LoTedel 6Tl elval
a apaimta yia mv oAokANpwEVN  Anpo@dpnon Tou avayvwotn oto
Bépa.
H olvtagn tou PiBAoypagikol kataldyou yivetal aplBunTIKiG, pe
Bdon Tov aufovta aplBud kat ™ oelpd Twv BIBALOYPAPIKWY
apa o Wv OTo Kellevo. AVapépovTal Ta € WVULA Kal Ta apXIKA Twv
ovoudTwv OAwv Twv ouyypapEwv péxpt €EL (dtav elval eploodtepol
akohouBel 1 évdelEn et al), o Tithog ™q epyaciag, n ouvtopoypagia
TOU T{ThOU TOU  €PLOJIKOU, TO €T0G, O TOHOG, 1| PWTN Kat 1 TeAeuTaia
oehida g dnpootedoewg .x. You CH, Lee KY, Chey WY, Menguy R.
Electrogastrographic study of patients with unexplained nausea.
Gastroenterology 1980, 79:311 - 314.
2e epl Twon ou dev avaPEPETal GVOua OUYYPAPEWG, OMUELDVETAL 1
NEEN Avavupog (yia eAAnvikn dnuoaieuon) 1 Anonymous T.x.
Anonymous. Coffe drinking and cancer of the pancreas (Editorial). Br
Med J 1981; 283:628.
Mapa oy g ou avagépovial oe epyacieg ou dnuoatelovtal oe
oul Anpwuata (supplements) exddoewv, P€ €l va guvodelovtal pe
TOV 0pIBUG TOU OUP ANPWHATOG, OU ONpelwveTal oe  apévbean, Letd
Tov Téuo. M.x. Blood, 54 (Suppl 1):26.01 ouvtpioelg Twv TTAWV Twv
eplodikiv  pé el va yivovtal pe Bdon to Index Medicus. Aev
10 ofeTolvtal Teheleq 0TA AKPWVUMA TWV OUYYPAPEWV KAl OTIG
OUVTPAOELS TV epLodikav. 2 BiBAoypagia Twv & {kapwv Bepdrtwy,
apael ovrat ot Tithot Twv epyactav. Ma Ty Kataxwenon ouyypaud-
TOV 1) HOVOYPAPLAV 0TO BBAOYPAPIKO KATAAOYO, avapépovTal ot
oelpd Ta € (VUHA KAl TA APXIKA TWV UYYPAPEWY, O TITAOG, 0 aplBude
ekO00EWG, 0 ekdOTNG, N OAn ekdOOEWS, TO £TOG Kal Ol OENSES TNG
avapopdg. H avapopd oe kepdhao BiBAiou pé el va yivetal pe Tov
akohoubo tpd o: Ma aBacikeiou 10. Mpwtdlwa. ZTo: Maboydvol Pikn-
Tegkal apdorra. BHTA, ABrva, 1983:67 - 113.
Av 1 BIBMOYPaIK apa O 1) a OTeNel KepAAAIO OUYYPAUATOG OU
éxel ypaptel a 6 dhhov ouyypagéa, n avapopd yivetal wg
efnq:Weinstein L, Swartz MN. Pathogenic properties of invading
microorganisms. In: (210): Sodeman WA ed Pathologic Physiology.
Saunders, Philadelphia, 1987: 457-472.
Mn Snuooteupéves epyaoieg Kabwg kalL “ poow IKEG € IKoWwvieq” dev
XPNoto otouvtal we BBAoypapikég apa o €. ApBpa, ou €xouv
yivel dektd yia dnuooieuon, W opolv va  eptingBolv otn BiMoypa-
@ila. Ztnv teheutaia epl Twon, UeTd TN ouvTopOYpPABia TOU
€pL0dIKOU onpieLdveTal 1 évBelen “u 6 dnuoaieuon”.
AcciéeU 1doYiede. Meph\auBAVEL TA OVOUATA TWV OUYYPAPEWY KAl TNV
1BidnTd Toug, Tov Titho ™G epyaciag kat To (Bpuua 1 T epyacTipLo
a 6100 olo poépxetatn epyacia. H epinyn dev pé eLva u ep-
Baivet Tiq 300 AEelg, evad yla Ta € {kawpa BEUaTA KaL TIG  EPLYPAPES
epl Twoewv aobevav Tig 200 AEEeig. MMa Tig avaoko noelg pé elva
epapuolovtal ol eplypadikés epNPels (descriptive), ou ava-
Qépouv ouvo TIKA OAa Ta kepdAald oU  ePLEXEL TO APBPO Kal Onua-
Tk oul epdopata. Ot epINPELS TWV EPEUVNTIKWY EOYAOIWV  PE €l
va wpilovtar e évie  apaypdgoug, oL 0 oieq PEpouv Katd oelpd
Vv akéhoubn € kepahida. Aim, Material, Methods, Results,
Coclusions. Metd v epilqyn apartiBevral 3-10 AéEeig, a apaitnteg
yla n olvtagn Twv eupetnpiwv Tou  eplodikol (Key words). H  oldtn-

TO TWV QYYAKKOV  ep\Pewy  pE €l va eival apKeTA IKavo OWTIKY),
e edn a otelel onuavTikd KPPl @ 0dOXNG TOU  €PLOSIKOU OTOUG
dlebveig kataldyoug Blotatpikav  eplodikwv (Index Medicus).
AOYdie0e edaealaYor 64 4ladeolU6dé+, alYeaéoa 6Uiada.  Ohata
kepdhata aptBuouvral pe apapikouq aptbuoug: 1,2,3 kA . Ta U okepa-
Aawa pépouv Tov aptBud Tou apxikoU kepahaiou, TeAeia kat akoouBel
0 aplBpog Tou U okepaaiou: 1.1.,1.21 1.1.1,, 1.2.1. KoK
Y1484+, Aaktuhoypagolvtal e Bt Ad dldotnua, o XwPLoT OeAda.
ApiBuolvtal e T oelpd  ou eupavifovtal oTo Keljevo, e apapikoug
apBpole. Mpé €L va PEPOUV  EPLEKTIKN KAl UVTOUN € €Efynam, dote
Yla TV Katavonar] Toug va pny eivat a apaftnto va kataglyet o ava-
YVAOTN 070 Kelevo. Kabe otiAn gépel e eEnynUaTiky kat guvtoun € 1-
keQaAida. OL € eENYNOELG TWV CUVTOMOYPAPIOV KaBWG Kat oL Aol €
dleukplvioelg yivovtal oto TéNog Tou  {vaka.
EééPid+. Ta oyfuara, oxedlaouéva e OwIKr) ueAdvn kat ol pwToypa-
Qieq pé el va oTéhvovial 00  PWTETU 0, Wote va eival KaTdAMnAa
yla dpeon ewtoypapiki ava apaywyn kat ektd won. Z10 (0w Pépog
TOUG va ypdgovtal pe HoAUBL 0 aplBudg ™G elkévag, éva BENog ou va
delyvel To dvw pépPog Kat ol auyypagelg. To obeTolvral o€ GAkeho,
avdueoa oe 300 okAnpd xaptoévia, yia va Unv ToaKloTolv otn
petapopd. Ot TiThot Twv elkdvwv  P€ €L va avaypapovTal he Tov apb-
MO ou avtioTolxel oty edva oe Xwplotd xapti. E e&nynoelg oxett-
KéQ e TIG elkOveS [ opolv va avapepBouv aTov TiTho. IMa To uéyebog
TV elkovwv oupBouleubelte To oxriua Tou eplodikou. Epdoov xpn-
oo ololvtal pwtoypagieq acBevawy, To pdow o dev PE €L va gai-
vetal Ztnv avtiBetn epi twon € BANeTaL Eyypagn ouykatdbeon
TOU a0Bevouq yla T dnuocieuon MG ewtoypadiag. OAeg oL elKoveq
avagEpovTal aTo Kellevo kat apiBpolvTat pe apaBikols apiBuouc.
OfoiaboiocYa. Ot ouyypageic pé &l va XpNnolHo oloUv Toug
aykooping apadextolq Tithoug. Ma v & hoyn Twv dpwv Kat Twv
OVOLATWV (OUCLWV, OVTOTHATWY, OPYAVIOMWY, VOOoTUdTwy K.A ), KpiveTal
oK 1o ot ouyypageiq va oupBoulelovtal To AeENGyLo Blolatpikrig
Opohoyiag, MeSH-EAAAL. Ekdoom IATPOTEK, Abrjva, 1991.
M&6oU6aé+ Metprioeig urikoug, Ugouc, BApoug Kat Gykou pé &L va
avapEPOVTaL O METPIKEG HOVADES (METPO, XA, ATpo) 1} oTiq u odlat-
péaelg Toug. O Beppokpacieq pé el va divovral oe BabBpolq Kehaiou.
O1 aptnplakég 1€oelg pé el va divovral oe XINlooTd oThANng udpap-
yupou.
¢6b0ode6e dulogoazeEERT d08€iY6l.  Mpayuato oleftal pia gopd a &
TOUG OUYYPaQe(q. Extetapéveq LeTaBoAEG Sev yivovtal JekTeg.
ATABUIA. A ayopeleTaln QuTOTU (K ava apaywyr Twv SnUosieups-
vav epyaotav. H popnifela a ¢ toug ouyypagelg avatd wv yivetat
a okhetotikd a 6 tnv etalpeia MEDLINE. Ot ouyypageig & 1Ba-
pUvovtal Pe To K6oTog Toug. Ta avatu a apayyéAovtal Katd T
d1épBwaon Twv SoKIuiwv.
Xelpdypapa epyaoiwyv ou dnuocielovtal, dev € LOTPEPOVTAL OTOUG

OUYYPOQE(.

YloaoiU gaédogoAaol: Ta Xelpbypapa a ooTEANNOVTAL aTr SleuBuvon:
AA. AAAMOMNOYAOZ

MEPIOAIKO ANHP

ENAOKPINOAOTIKO TMHMA-MN MAIEYTHPIO “EAENA BENIZEAOY”
MA. E. BENIZEAQY 2 -115 21 AGHNA

H epyaoia Taxudpopeital o pakelo a 6 xovtpo xapti, ecwkAelovtag
TIC PWTOYPAP(ES Kal Tn DIOKETTA (€9’ doov U ApXel) Uéoa oe okAnpEd
Xaptovi. Edv n a ootol yivetat péow twv ENnvikav Taxudpopelwv
va nv akohouBeftal cuotnuévn Sladikaoia.
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Abstract

During the first 6 weeks of gestation both male and female embryos
have indistinguishable bipotential gonads and internal and external
genitalia that will subsequently differentiate to form testis or ovaries
and the male or female internal and external genitalia, respectively.
These hipotential structures are the gonadal ridge, the germ cells, the
internal ducts of Wollf and MYller and the indifferent external genitalia.
At the first step, normal sex determination in the male takes place
under the influence of genes such as SF-1, WT-1, SRY, SOX9 that are
implicated in the pathway from the indifferent gonad to the testis ,
while sex differentiation with final differentiation of internal and
external genitalia occurs later under the influence of hormones
secreted by the testis. Specificallyy, at about the 7th week of gestation
Sertoli cells appear and begin to secrete the antimYllerian hormone,
which provokes the regression of the MYlleréian ducts in the male
embryo. Subsequently, at about the 8th week of gestation,
testosterone begins to be secreted by the Leydig cells leading to the
differentiation of the internal ducts of Wolff to form epididymis, vas
deferens and seminal vesicles, and, after conversion to
dihydrotestosterone, to the differentiation of the external genitalia to
the normal male phenotype.

Key words
Sex determination, sex differentiation, SRY, SF1, WT1, SOX9,
DMRTZ, DMRT2, testosterone, steroidogenesis
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Summary

Disorders of sexual differentiation constitute one of the most perplexed
disorders a physician can face, the management of which creates many
dilemmas. It is understood that decisions made at a particular stage of
development and primarily in the neonatal period have long term
repercussions for the patient and his family.

Terms, so far used, for the description of these disorders have recently been
considered as being inappropriate and stigmatizing for the individual and

hence new terminology has been proposed.

The primary steps in managing an infant with disorders of sexual
differentiation are: 1) to accurately define the phenotype, 2) to recognise the
pathogenetic mechanism involved and the underlined molecular defect, 3) to

define the sex of rearing and the type and timing of corrective surgery, if
required. All these processes have to be elaborated by a team of specialists
with profound experience in the handling of analogous problems. Such a
team may include a pediatric endocrinologist, a paediatrician, a surgical

specialist and a psychiatrist. In general, the management of an individual with
disorders of sexual differentiation must take place in a tertiary centre by a
team, as described.

The parents must be extensively informed about the problem and encouraged
to take part in the decisions. Later on and especially during puberty the
patient should have all information available and both the family and the child
should have long term psychological support. Every one involved, including

the parents, should fully understand that there is no ideal solution to the
problem and that all efforts lead to the best available approach.

However, data collected, especially from long term follow-up of such patients

will help in optimizing the prognosis of such individuals.
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Abstract

Mammalian male sex determination is an active process involving
complex interactions among several genes. SRY and SOX9 are both
responsible for testis formation by initiating and maintaining, Sertoli
cell differentiation, respectively. Male sexual differentiation is
governed by testicular hormones. Testicular descent (TD) and scrotal
evolution occur exclusively but not universally in mammals. Although
still debatable, this evolutionarily costy process aims at least to secure
lower-(than core body) testicular temperatures essential for viable
sperm production and storage. TD in scrotal mammals is a
multistaged process involving interplay of several anatomical
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key role, especially in the transabdominal phase of TD (TTD).
Androgens and MYllerian inhibiting substance have a rather limited, if
any, role during TTD. Leydig cell-derived insulin-like 3-hormone acting
directly upon the gubernaculum and proteins encoded by homeobox
genes represent good candidate controllers of TTD. Inguinoscrotal TD
is mediated by androgens probably acting indirectly upon the
gubernaculum, in conjunction with mechanical (abdominal pressure)
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Abstract

Cryptorchidism is a pathological entity where the testes are not
positioned in the scrotum but are either in the inguinal region or in the
abdomen. Approximately 4%-5% of the male newborns are born with
unilateral or bilateral cryptorchidism.. Cryptorchidism is classified as
congenital or acquired. Many endocrine disorders may present as
cryptorchidism and the appropriate endocrine work-up is necessary
in order to arrive at the correct diagnosis.

There are many substances in the environment (phthalate esters,
environmental estrogens) that may be toxic to the testes and can
influence their descent and as well as produce permanent damage to
their structure. Many researchers suggest that orchidopexy be
performed in the first 3-6 months of life so that there will be a greater
chance for normal fertility and a reduced risk for neoplasias,. There
are improved radiological techniques for the investigation of
cryptorchidism but laparoscopy is still the definitive method for the
ascertainment of the presence of the testis. A significant change in
the therapeutic regimen of cryptorchidism stems from the advice of
many researchers to avoid using hormonal therapy (HCG, GnRH)
since there is now evidence that it may produce permanent damage
to the growing testis.
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Summary

Insufficient testicle function due to primary testicular
damage is called hypergonadotrophic hypogonadism.
The causes of hypergonadotrophic hypogonadism are
variable and can be classified as congenital and acquired.
KlinefelterOs syndrome and hypogonadism of the aging
male constitute the most common pathogenetic
mechanisms. The clinical picture of hypogonadism
depends on its time of initiation and the laboratorial
findings depend upon the age at investigation. In general,
postpubertally, low levels of testosterone are detected
with disproportonally high gonadotrophin values. The
management of the hypogonadism varies depending on
the age of the patient and the perspectives of intervention.
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Abstract

Hypogonadotropic Hypogonadism is due to a functional deficit in
GNRH secretion in the hypothalamus or to an intrinsic defect in the
gonadotrophes. Which can be genetic or aquired. This deficiency
leads to a complete or partial arrest of sexual maturation and infertility.
Secondary pituitary insufficiency is the result of hypothalamic tumors
(craniophatringioma, glioma, dermoid cysts), degenerative
hypothalamic diseases, or cranial trauma and external radiation.
Common characteristic of hypothalamic involvement are
hyperprolactinemia, diabetes insipidous, and disturbances in the
optic fields.

Genetic Isolated Hypogonadotropic Hypogonadism is due to a
functional deficit in GnRH secretion in the hypothalamus, which
results in an inability to stimulate secretion of gonadotropins from the
pituitary. The presences of anosmia indicates Kallmann syndrome
while the absence of related anomalies is referred to as idiopathic
Hypogonadotropic Hypogonadism (IHH). Genes involved in the
pathogenesis of the syndrome include KAL1, FGFR1, PROK2, and
PROKR? for Kallmann syndrome and GnRHR and GPR54 for [HH.
Hypogonatotropic hypogonadism may be associated with congenital
adrenal hypoplasia.

Congenital adrenal hypoplasia is usually detected in childhood as
primer adrenal insufficiency. This association is due to defects in the
DAX and SF1 genes. HH may be associated with spinocerebellar
ataxia, Mediterranean and sicéle cell anemia, Sheehan syndrome and
pituitary apoplexy, pituitary adenomas, empty cella syndrome as well
as the syndromes Prader Willi and Laurence-Moon-Bield. HH may be
part of multiple pituitary hormone insufficiency (HH).

Treatment of hypogonadotropic hypogonadism is aimed to restore the
3 main inabilities of the disease, namely pubertal delay, the
hypogonadism and later on in the adult life, the infertility.

Key words: Kallmann syndrome, hypogonadotropic
hypogonadism, GnRH deficiency
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Abstract

Gender identity is basically formed by to the second year of the

childOs life and gender role by the 5th year. Infants and todders are
very observant of their own genitals and of the differences between

the sexes. The leading theory regarding the rearing of children with
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atypical genitalia was and still is, to a considerable extent, that of the
Ooptimal sexO, dictating corrective surgical intervention as soon as

BAHoEa+ SrealiARaé: aUoU Coe+ ealaddoe+ auiaoU+ 0640éeU+ 6+ #oo+ 0o possible and rearing of the child in accordance to the assigned sex.
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The opposite theory takes into consideration the virilization of the
brain during the embryonic life and indicates that child rearing should
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