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* Aladopikny Stayvwon e XKE tou omioBomeptrovaikou ywpou.

* EpUNVELO TWV ONUOVTIKWY EUPNUATWY QO TNV LETPNON TWV
OPHOVWV.

* [lpoomabela ouoxEtionc tne XKE pe v evdokptvohoyikn dtatappayr



AIADOPIKF AIATNQEH XKE
ENA22ONO MYENOY =
QNI2©@CNERPITONAIKOY XQPROY




e Avatouia onioBormnepitovalkol) Ywpou

Avw opla : cwpo 012 Kol avTloToLXeC TTIAEUPEC
Katw opra: Baon Lepou ootol Kot AayovieC akpoAodlec
MAdayLa opLa : £€w XeLAoC TETPATTAEUPWY 00PUTKWV LU WV

Internal

spermalic
vessels

TRANSVERSUS
ABDOMINIS




Opyava Kal avaTopIKEC DOUEC TOU OTTIoBOoTTEPITOVAI-
KOU Ywpou

- Emvegpidia
- Ne@poi-oupnTrpEC

- (Q0BNKeC-avWTEPO TUAMA TOU KOATTOU
- Oupodox0oC KUOTN

- AVIOV Kl KATIOV KOAO

- AWOEKAOAKTUAO

- [laykpeag

- AopTN

- Katw koiAn @AERa

- Oo@UIKR ouPTTABnTIKr) AAUCOC

- N\epgayyeia ES FELEKOURAS MD



Awodopikn Arayvwon EvdéokolAlaknc nalac mov nPoKaAEL alotoupla

Mn-veormAaopatikic dUoEWC

1. Awdtwpa

2. Tuberculosis

3. Anootnua

4. 'Extormo euPpuiko umoAetppa emvedpldlov (adrenal rest)
5. Kpulyopyia

NeomAaopata

1. ZOPKWHOTO LOAOKWY HOpLwY

2. Neupoyeveic Oykot

3. AepdolnepmAaoTikd voorpata

4. '‘OykoL YEVVNTIKWY OpyaAvwv



Fibrosarcoma MPNST
258 (3%) 256 (2%)

Other

Myxofibrosarcoma 2845 (28%)

521 (5%)

Synovial
515 (5%)

GIST
863 (9%)
Liposarcoma
1965 (20%)

UPS
1378 (14%)

Leiomyosarcoma
1399 (14%)

Distribution by histology for adult patients with soft tissue sarcoma, all sites.
MSKCC 7/1/1982-5/31/2013 n = 10,000.

MPNST: malignant peripheral nerve sheath tumor; GIST: gastrointestinal stromal tumor;
UPS: undifferentiated pleomorphic sarcoma.

Management of Soft Tissue Sarcoma, General Description, 2nd ed, 2016, p. 7, Brennan
M, Antonescu C, Alektiar K, Maki R, ® Springer International Publishing Switzerland



2APKQOMATA

*** 1% twv kakonBelwv otov avBpwrmo
** 80% TwWV omLoBomePLTOVAIKWY KOPKIVWV Elval oopKwuaTA

“* AINOZAPKQMA, AEIOMYOZAPKQMA, KAKOHOEZ INQAE2
I2TIOKYTTQMA (AIAQOPMOIHTO NMAEIOMOP®O ZAPKQMA)



NEYPOIENEI2 OI'KOI

Taéwvounon

¢ oo ta yayyAwovika kottapa (ganglion cell origin )

FayyAlovelpwpa FayyAloveupofAactwpa NevpoBAdctwpa

** MapayayyAloviko cvotnua (paraganglionic system origin)

dbaloxpwHoKUTTWHOL nopayayyAiwpa

** ATtO TO VEUPLKO EAUTPO

VEUPIAUMUWHO  vevpoivwpa  Neupowwpdtwon malignant nerve sheath
tumors



OlKOIl EK TENNHTIKQN KYTTAPQN ANAPQN

Mn-Zepwvwpatwderg Oykol (>80%)
2EULVWHA

OlFKOI FTENNHTIKQN OPFTANQN T'YNAIKQN

NeoMAQOUO CWUOATOC LATPOC
NeomAdopata wodnkwv

MeTaoTAOELC ( TIEPLITOVALKEC )
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KAANOHOEIZ EZEPTAZIEZ EAA220ONO2 INMYEAOY
['YNAIKQN

ENAOMHTPIQ2H

KY2TEIZ MHTPA2-EZAPTHMATQN
AMNO2ZTHMATA , PID
YAPOZAANITTA

EKTOMNH KYH2H

[MTYOMHTPA
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KAINIKA XAPAKTHPI2TIKA A2QENOY2

-AY=ZHMENH MEAAIXPQ2H AEPMATO2
-XAMHAH APTHPIAKH MIEZH (95/65)
-MOAY KONTO ANAZTHMA ( 135 cm)

ATOMIKO ANAMNHZTIKO

-XEIPOYPTEIO YMNOZMAAIA
-EXEIl 1 NAIAI YIOOETHMENO (YNOTONIMOTHTA?)

EPTA2THPIAKA EYPHMATA

-OPIAKA XAMHAH TIMH T'AYKOZH NH2TEIAX
-HQZINOO®IAIA (AMNOAYTOZ APIOMOZ 747)
-TIMH KAAIOY KAI A2BEZTIOY ZE ANQTEPA ®OYZIOAOTIKA OPIA



OPMONOAOIKA XAPAKTHPIZTIKA

e M 17 OH progesterone, TP Androstenedione.
« TMACTH

J KoptlloAn




Adrenal Gland Cross Sections

Transverse Section Microscopic Section

— Zona Fasciculata

- Jona Reticulans

— Medulla
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2YITENH2
YIEPTIAAZIA
EMINEOPIAIQN



Mopdn Tovidto Enidpoan Aayvwan

{21 OH-haton CYP21A2 VE \ Aldo, 104 MT0H Mpoyeatepovn
\/11B OH-Aaon CYP1181 VE \ Aldo, 2DOC, a4 | 11-DOC, 4 DOF
V170 OH-Aaon CYP17AL VFMAIdo, {04 M1-DOC, Npeyvevod.
36-HSD HSD3B2 VE 4 Aldo, DHEA | M70H Mpeyvevohovy
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NaBoduololoyia cuyyevouc urtepmAaciog
emveppLSiwv ue‘ F, t avSpoyova

H udnAn tpn tng ACTH umtoSnAwVEL Tn HELWHEVN
BloouvBeon tng kopTLlOANC Kat TnC aAdootepovne ( oL TIMEC
TWV oTtolwV ival xapnAec) péow APZHZ tou pnxaviopuou
QVOLOTOANC TTOU OLOKOUV OL OUGCLEC AUTEC oTNV UTIOdUON KoL
otov urtoBaAapo. (negative feedback)

H oAU vnAn tiun 17-OH npoyeotepovng kat A4 oe
ouUVOUOOUO HE TA AVWTEPW EKPPALEL TNV UTIEPEKKPLON TNC
ACTH kol TnVv ektpor tn¢ floocuvBeonc Twv oTtePOELdWY MPOCG
TNV mapaywyn Twv avépoyovwyv twv envedpldiwv.



Mot mpoketta yio EAAewn 21-
vOpoéuAaonc

e Mapopolec 0ppovike Statapaxec (F, 1 Aldo, Tavdpoyova)
KAveL tooo n eAAewpn 11B-vbpoéuAaong ooo katl n EAAewhn 3B
HSD.

e AOyw UTtEPTIOPOYWYNC OMWC TNC (Mpodpoung ovoiag tng
aAdootepovng) beofukoptikootepovng (DOC) n omola €xeL Loxupn
aAatokopTikoeldr 6pacn ot acBeveig pue EAAedn 11B-vdpofuAraong
napa tnv vrtokopTl{loAaLpuia cuvnBwe Exouv UTTEPTACN EVW O UTIO
oul{ntnon acBevnc elval UTTOTAOLKOC.

e OLaoBeveic pe ENewdn 3B HSD €xouv pev F, | Aldo kat avénon
Twv avdépoyovwyv Twv emvedpldiwv aAla avtn adopa tnv
deudpoemniavdpootepovn (DHEA) kat oxL tnv A4 kal dev €xouv
avénon tng 17 HO npoyeotepovnc (BAeme BloouvBeon otepoeldwyv)



KAA22IKH MOPOH

1. Salt wasting . H o coPapn popdn mou spdaviletal otn
VEOYVLKN N mpwLun Bpedikn nAtkia. EkdnAwveto pe
Abbdloovela kpion.  (67% TwV MEPUTTWOEWV)

2. AmAn avdpormoloc popdn (simple virilising).H dtayvwon
oUVAOWC TEKUNPLWVETOL KATA TNV YEVVNON ota BnAukad
Bpedn Aoyw SuokoALwv oTnV tavtonoinon tou ¢puAou Kal

oTa IPpWTA Xpovia tn¢ wnc Aoyw eupdavionc mpwipunec ABNC
ota ayopla (33% Twv MEPLTTWOEWV).

MH-KAA2ZIKH ‘H OWIMHZ EM®ANIZHZ MOP®DH

e JuvnOwc dlamotwvetal ota mAaiola Stepelivnong
UTTEPTPLYWONC 0€ EVAALKEC yuvaikec ota rAaiola Stadoplkic
Slayvwonc amo n cuvumapéng Le cUVOPOUO TTIOAUKUGCTIKWY
woBnKwv.



(QAINOTYNOZ KAAZ MEAMOAEIANACI  KAAZ ANMAHANAPONOIOE  MH-KAAZEIKH (OWIMH)

Hhwia Stayvwong 0-6 pnvav [:0-2etwv, A: -4 etwv | Moudia-gvhie

E€w yewnuka opyavat A:xd T apdionpa A: ko T apdionpa A:kd I avbpomolnon

MGoatepovn V K.0. k0.

Pevivn i ko.n 1 k0.

Koptioh (F) V V k0.

170H Npoyeatepovn > 16 ng/mL 8-16 ng/mL 1.6-8ng/mL
TeaTooTENOVN 0 0 Ano k.4 £ 1
Yog -2 6w -3 Ztad. Anokh. | -1-2 Tned. Amokh, MaMov k.§.

Apaotnpuotna 21 -0H | 0% 1% 20-50%




2Y2XETIZH EAAEIWHZ 21YAPO=YAA2H2 ME THN
XKE

e H olwdnc unepmAacio Tou apLotepou emvedppLdiov
£PUNVEVETOL OTA TTAQLOLO TTOPATETALUEVNC UTIEPEKKPLONG TNG
ACTH.

e H padlo tnC HEONC YPOLUMUNC LE KOAONOELC ATTELKOVIOTIKOUC
XOPAKTNPEC Ba rmopovoe va amoteAEL urtepmAaoia
eUBpuULkoU uTtOAELppaTOC EKTOTIOU ETVEDPLOLAKOU LoTOU
(adrenal rest) ko prtopel vat amodoBel kal avti otnv
urtepekkplon ACTH.

e JuvNOwC T UTTOAELpMLOTOL OLUTA UTTOPEL VOl elvall EKTOoTA, val
avarntuoovtal (cuXVA) OTOUC OPXELC OTOUC AVOPEC Kall TLIOAU
OTIOVLOTEPQA OTLC WOBNAKEC OTLC YUVOALKEC.



TEAIKEZ AIATNQ2EI2-2YMIEPAZMATA

e Juyyevnc untepridaoia twv emnvedpLdiwv —EAAeWpn 21-
vépoéulaonc , Khaoowki oAl avdéponolog popodn

e Ooov adopad tn pala tng HEoNC YPOLUUAC : AsV HTTOPOU E VAL
arnokAeioovpe kapio amno tig npoavadepOeioec XKE
gAdooovoc nMUEAOU | ontoBomnepLtovaitkol XwPou TTou
adopouv Touc avdpec N unepmAaciog Ektomnou (euBputkov
kataAolrtou ) ertivedpldlakov Lotou (adrenal rest) .

 H olwdnc e&epyaoia tov aplotepovu emvedppidiov pmopei va
oxetiletal eite pe tnv XKE tng eAdcoovoc muéAou
(netaotaon) A ne tnv EAAewdn tng 21 vdpoulaonc
(urtepékkplon ACTH) .



YnoBeon : AavBaouEvn tavtonoinon tou puAoU KaTa TNV
yevvnon Aoyw tn¢ apudLonpiog Twv €€w YEVVNTIKWY 0pYyAVwWV

e AOYW TOU XELPOUpPYEioU vrtootadia Kol TNS XOUUNANG TLUAG
TEOTOOTEPOVNC YL Avépa pe ZYE kavape tnv unmobeon Aoyw
NG AUPLONULOC TWV XAPOKTNPLOTIKWY TOU PUAOU VoL EXEL YIVEL
AavOoouEvn tavtomnoinon tou puAoU KaTA TN YEvvNon Kol
OoTNV MPOYHLOTIKOTNTA VO TIPOKELTOL YLl ATOUO UE YOVOTUTIO
46, XX.

e AvnumnoBeon autn evotabetl, tote N palo TG EAACCOVOC
TIUEAOU UTTOPEL va OXETI(ETAL LLE TOL E0W YEVVNTIKA Opyova
yuvaikac (wobnkeg, utpa) N XKE mou amoppEouv amno avtd .



| _ Figue1 |
C.L.: A 46,XX CAH Patient Raised as a Male
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Ragrindad wih porminsion from AL Sizzard, MO.




TEAIKH AIATNQ2H OA TEOEI ME TH AIENEPTEIA
BIOWIA2



