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OETIKHE
KATEYOYNZHZ BIOAOI'IA

EMIMEAEIA:
NOTA ANAZAPAKH
MAPIA KITPINAKH

ANATAA KENIAOY KAHPONOMIKH ANENAPKEIA TOY
ANOZOIMNOIHTIKOY KAI TONIAIAKH ©EPATIEIA

“ H KANPOVOWIKY) avendpKela TOU avoooTiomTiKoU cuaTruatog (Severe Combined Immunodeficiency
—SCID) mephauBdvel évav aplbud omaviwy, LOVoYOoVISIAKWY SUGAEITOUPYLWY TWV OTIolwV TO KOO Xa-
POKTNPLOTIKS elval N avaotoAr] otn dlagoporioinon Twv T-AeUPOoKUTTAPWY KABWS Kat ) dueon 1 Euple-
anoteAei pyia noAAd on napeunddlon TG avooiag mou napgxouv Ta B-AepgokUdTttapa.

H ouvolikr} ouxvdotnta Tng aocBévelag extiudral peta&u 1:50.000 kat 1:100.000 oTig yevwnoelg {uvtavwv
VEOYVWV. MEAETEG TWV TIPOTUTIWV KANPEOVOIIKATNTAG, AVOTOAOYIKA XAPAKTNPLOTIKA KAl O TIPOCBLOPLOAG
NPOEKTACEIG OTNV TWV YovoTUmwy €Xouv 0dnyAoeL OTNV TAUTOmoNoT TOUAAXIoToV 11 SlaPOPETIKWYV KATAOTACEWY KAN-
POVOIKAG QVETAPKELAG TOU avoooTioinTikoU ouoTrjuatog. ‘Evag arnd Toug KUPLoug UnXaviopoug dnt-
oupyiag HepKWY € AUTWV TWV TABOAOYIKWY KATAOTACEWY gival 0 MTPWIIOG KUTTAPLIkOG BAvatog mou o-
Kat SK(pUAlCTlK(I)V Qell\eTal OTN CUCCWPEEUOT PMETABOAITWY TIOUPIVWV OTA KUTTAPA TOU [UeAoU TwV 00TWY, OTwg oupBai-
vel otnv ENAeldn Tou evfUpou arnapvdon g adevooivng (Adenosine Deaminase — ADA).

1. Molog eival o TUMog KANPOVOUIKOTNTAG TNG CUYKEKPLUEVNG AOBEVELQG KAL TIOLA TA XAPAKTNPLOTIKA
a lLIOI'IOlnTlKOL'J ouoTi partog, NG KAWVIKNG €lkOVaG TWV AoOeVWY;

2. H avdrtuén tng texvoloyiag Tou avacuvduacopévou DNA, emétpede To axedlaouod piag mpwrtoro-
PLAKNG HeBOdOoU avTILETWITIONG TNG aoBévelag. Mota eival n péBodog autr| kat oleg elvatl oL anapai-
ago lB)\hOTpOElSOIJC. NTEQ NMPOUTOBEDELG YIa TNV EPAPHOYN TNG;

3. Meprypdyte TN dladikacia ou akoAouBeital yia tnv ev Adyw Beparneia Tng acBévelag.

4. Avapépate dA\a napadeiyuara rnapdpolag Beparneiag.

5. Mool TepLloplopol UTIAPXOUV —HEXPL OTLYHAG- YIA TNV EQAPHOYT| TNG;

6. Mia puaololoyikr] yuvaika ravtpeletal éva avtpa Kat arnoktouv duo radid, To MNwpyo kat m Ma-
pia. Aré Toug idloug yoveig yevvriBnke eriong raidi ou éBave oe pikpr) nAkia and ENkewpn g ADA.
O MNwpyog nmapouotdlel olkoyevr| uttepyxoAnotepolalpia, eve n Mapia dev epgaviel kdrola and Tiq
dUo aoBéveleq.

i) Na ypdyete Toug mbavoug YovoTUMouG TwWV YOVEWV Kal TwV Tadliv Kal va SIKAIOAOYAOETE TNV

andvtnon oag.

i) Na mpoodlopioete v rbavéTnTa endpevo nmadi autwv Twv Yovéwv va IAoxel and uia ek Twv

U0 aobevelwv.

H yovidiakn 6epaneia
unooxopevn YHEB0dO pe
QVTIHETWION YEVETIKWV
aoBevelwyv, Kupiwg Tou

Tou &€pUaTog Kat Tou

W WA LI ukamisas 1

AMNMANTHZzH

1. H ouykekpiévn aoBévela eppavifel auToowUKO UTTOAENOMEVO TUTIO kKAnpovopkdtntag. Ot aoBe-

velg doyxouv amd xpovieg LOAUVOELG, EXOUV TIPOJSLABEON Yia AvATTTUEN KAaPKIvou og TIOAAY] JIKEr) NAL-
L kia kat moA\ol teBaivouv Uotepa and Afyoug urjveg LwnG.

m“uuum 2. H u€Bodog 1ou XENOLUoToLETaL YIA TNV QVTIETWTION TNG aobévelag ovouddletal yovidlakr Bepa-

m “ ﬂ Eu pﬁ niela kat €xel wg otdxo TN dLOPBwoM TNG YEVETIKAG BAGBNG el0dyoVTag 0TOUG aoBeVe(G PUOLOAOYIKA aN-

= AnASuoppa Tou PeETaAayUEVOU Yovidiou.
tn“ I,“]an Anapaitnteg pounoBEaelg yla Tnv epapuoyr g Beparneiag eivat:
L
pe tov YneuBuvo )

e H yaptoypdpnon tou urelBbuvou yovidiou, o eviotiiopdg dnAadr| Tng BE€0nG Tou 0TA XPWHOOW-
Kuan’f“'[ﬁ ® H k\wvortoinon Tou PualoAoyLkoU aANAoPOPPoU,
- ® O PoodloPLOUOG TWV KUTTAPWY TIoU gupavifouv n BAARN ard Tnv acBevela,
I|.II'I|.IﬂIﬂS ® H glpeon katdAAnAou 1ou popéa.

0 ¥YricdBuves KoBnyrims qutyotos noposo 3. H diadikaoia rou akoAouBeital otn yovidlakr Bepareia Tng ev Aoyw acBevelag meplhauBdvel Ta

Bei trw nopeia tou paBar dxevins kolrgepivh akOAuba dladoxikd otddla:
puvVEpYDOID pE Tous LnoAainous  koBrynids, , , . . .
eith, nopSYVIL de.0 10 S ® \eppokutTapa :rou clloesvouq ndpa)\lopBavowal Kat T[,C)MQHAQOIQCO’VTCII oe KU',l'l'GpOE(GMlSIpYSlSQ.
Buvin Lnoubcn, evrspuvel 1008 yavels Ko ® To QUOLOAOYIKG YOVIBL0 TNG amnapvaong TG adevooivng evowpaTtwveTal oe vav 10-popea (0 o-
MPOTENAR SAOCERIMICES VRS MOU HO OLys- nolog éxel kataotel aBAABAQ) He TIC TEXVIKES Tou avaouvduaouévou DNA.
Pafauy otn feftnotenoinon tou cknaieutikoy i ] ] i ,
mioteAtaucas ® O yeveTIkd TpOoToNOoINUEVOG 1OG elodyeTal OTa AeupoKUTTapa.
] ® Ta yeveTIkd Tporomnonuéva AeupokUTTapa el0dyovTal e evOopAERLa Eveon aTov agBevr kal Tia-

pPOVIIOTNIO - pdyouv To éviuno ADA.

- nouKa u 10Q Emeldr| dpwg Ta Tporonoinuéva Aeppokuttapa de {ouv yla Tavta péoa otov opyavioud, ival ana-

paitnNTN N ouveXNG EyXUon TETOLWV KUTTAPWV.
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O TUnog autdg g Yovidlakng Bepareiag ovouddetal ex vivo ylati Ta KUTrtapa Tpororotouvtal EEw
arnd Tov opyaviouod kat elodyovtal AAL 0 auTov.

4. AN\ napadelyuara epapuoyng Yovidlaknig Beparneiag apopouv LoVOoYOoVISIOKEG agBéveleg OTwg
1 KUOTIKY (vwor, N apoppodiia B, n puikr) duotpogia, n SpenavokuTTAPIKA Avalpia Kat KANPOVOLKES
aoBgveleg Tou apPIRAnoTpoeldoug.

H kuoTikr] ivwon opeiletal oe PeTANAEELG evog Yovidiou, utteUBuvou yia tn ouvBeon piag mpwteivng
arnapaitnmg yla m owotr Aettoupyia Twv emdnALaKOV KUTTApwV Twv iveupdvwv. H aoBévela mapou-
OlAZel UTTOAETOEVN AUTOOWUIKY) KANPOVOUIKOTNTA KAl eTNPeAlel MPWTIOTWG TN ASlToupYia Twv Tveu-
MOVWV. To QUOLOAOYIKO YOVIBI0 evowuaTwveTal apxXIka oe éva adevoid. O avacuvduaoévog LOG EL0EPXETAL
oToVv opyavioud pe Pekaoud pe tn Boribela Bpoyxookortiou (yia To Adyo autd, n HEB0d0G YOVISIAKNQ
Beparneiag ovopddeTatin vivo) Kat JoAUvel Ta KUTTapa TOU avarveuaTikoU CUCTAUATOS. MeTd Ty eloaywyn
TOU 0Ta KUTTAPAd, TO PUCLOAOYIKO YOVIDIO EVOWUATWVETAL OTO YOVISIWUA TOUg Kal TIapdyeL TO PUOLO-
AOYIKO TIPOidV.

5. 211G MEPLOOBTEPEG TIEPUTTWAOELG OL TIEPLOPLOMOL APOPOUV TOUG LOUG-POPEIG TIOU XENOLLOTIOLOUVTAL
Tou av kal kabiotavrat apraBelg, éxouv TOAVATNTA va TIPOKAAECTOUV TIAPEVEPYELEG Kal KAPKIvVO.

Eriong d\\o ooBapd npdPAnua Bewpeital n idla n puon g yovidlakrg Bepareiag tng omoiag n didp-
kela eivat auvtoun. Mptv va propéael 1 yovidlakr Bepareia va anoteAéoel péviun Bepareia yia onola-
dnrnote aBoAoyikn katdotaon, 6a npérnel To Eévo «BeparneuTikd» DNA Tou evowuatwveTtal ota KUT-
Tapa 0TdX0UG VA TTapapével AelToupyIkd Kat Ta KUTTapa Tou epléxouv autd 1o DNA va eival otabepd
kal va xapaktmpifovral and peydAn didpkela (wng. MpoBAuaTa otnv eVOwUATwon ToU «BepareuTl-
koU» DNA kat n ypryopn dlaipeon MOA®WV KUTTAPIK®WV TUNwv rtapeprodifouv tn yovidlakr) Bepaneia
Va arokTroel pakpoxpdvia rmieovektripara. Ot acBeveic dnAadr) TPETEL va UTIOKEIVTAL 08 OUVEXE(S &-
(PAPUOYEG TNG HEBGDOoU.

MaBoloyikég kataoTdoelg 1 SUCAeIToUPYieg TTOU TIPOKUTTTOUV arnd LETAAAEELG o€ €va Udvo Yovidlo
€X0oUV DUVALKA QVTILETWITIONG arnd TIG oUyxpoveg HeBddoug yovidlakng Bepareiag. Auotuxwg Spwg,
TIOAAEQ amd TI§ ouxvd eppavi{opeveg aoBeveleg OTwe Kapdlakd TpoBARaTa, uynAn nieon aiparog,
véoog Alzheimer, apBpitida kal dlaprTng, opeilovral oe ouvSUAOUEVO ATTOTEAETUA AAAQYWV OE TIOA-
Ad yovidla.

6. H okoyeviig unepxoAnotepoAapia KAnpovouEeTal WG QUTOOWUIKOG ETIIKPATNG XAPAKTAPAG VA T
averndpkela Tou avooomoinTikol cuotruatog Adyw ENAelPng ADA KAnpovoueiTal wg auToowUIKOG U-
noAendpevog xapakmpag. ‘Evag mbavég oupBoAiopdg Twy yovidiwy eivat:

Y: aMNASPop @O UTteUBUVO YIa TNV OIKOYEVH UTIEPXOANOTEPOAAIUIA, U: PUOLOAOYIKO AANANASHOPPO.

A: PUOLOAOYIKO AAANASOPPO, a: AAANASHOPPO UTEUBUVO Yia TNV QVETAPKELQ.

i) K&Be yovéag kAnpodotel oTov andyovo Tou &va aAANASLIOPPO YA KABE AUTOOWUIKS Yovidlo, ou-
venwg n Mapla kat n untépa tng eivatl opdluyeg (UU) wg POG TO UTTOAETOUEVO YOVidLo, OLdTL dev
nidloyouv and olkoyevr) uttepxoAnotepolatuia. H Mapia €xel kKA\npovopurioel éva UTTOAEIMOUEVO aN-
ANASpoppo and KABe yovéa Tng, dpa o MATEPAG TNG EXEL Eva TOUAAXIOTOV UTIOAEIMOEVO AANN-
AOpoppo u. O Mwpyog eEAAOU TTACXEL ATO OIKOYEVT] UTIEPXOANOTEPOAALUIQ, TUVETIWG EXEL YOVO-
Turo YU Kal KANpovounoe To UALOAOYIKO AAANASHOP@PO ard TNV UNTEPa TOU Kal TO eTIKPATEG Y
arnd Tov MaTépa TOU. ZUVETWG O MATéPag Twv Naldlwy Aoxel and tnv acgbévela Kal €xel YovoTu-
10 Yu. Aedopévou 6Tl ol yoveig Tou MNwpyou kat Tng Mapiag anéktnoav nad( Je avendpKkela Tou
avooofloloyikoU, dnAadn} ATopo e YovATUTIo aa, appdtepol eival popeiq Tng acbévelag kal €-
¥ouv yovdturio Aa. Amé Toug yoveig autougq sival duvatd va yevvnBouv uyt dtopa oudluya yia
TO PUOLOAOYIKO aANASoP®O (AA) Kal dtoua gopeig (Ad). ZUVETWG oL yovdTuriol Tou Mwpyou Kat
™™g Mapiag yia v agBeveia sivat AA 1) Aa.

i) H ubavémta endpuevo nadi va ndoxel and pia acbévela npoodlopiletal and t dlactavpwon):

P: S Yula 2 0 uyfAa

Fap: | YA Yo uh wa
UA | YUAA | YuAg ULAA | UJAQ
uva | Yuago Yuaa LuAg U

Atopa tou iéioyouv arnod pia ek Twv dUo acBevelwv €xouv TBavouq yovéturoug: YYAA, YYAq, Y-
UAA, YUAq, uuaa. Ané ) dlactadpwon gaivetal 4Tt n rmbavotnta va yevvnbel éva t1étolo dtouo
elvar 4/8, dnhadn 1/2.
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(1901-1963)

Apepikavida yia-
TPOG Kal MAVETI-
omplakn kadnyn- *
P1a KapOIOXEl-
POUPYIKNAG Kal €V-
dokpivoAoyiag, ou
éylve Sidonpn to
1935 dtav peAetw- !

VTag Toug Bavdatoug

Bpepwv amd @ai-

VOHEVIKA YAOTPEVTEPIKEG TTAONOEIG Kal S1a-
TPOPIKEG SnAntnpldoelg avakdAuye v a-
Sevikn, KUTtapIKA aoBEvela g KUOTIKAG iviong
Kal Tn 0X€0N TG HE TV KANpovouikontad. A-
@1EPWOE T (N G OIS EPEUVES YUPW artd TV
aoBévela au MOTe va PN CUYXEETAl HIE TIE-
ITUKEG AVWHAAIEG Kal Katd@epe 6x1 POvVo va
avakaAuPel ao@aAeic d1ayvwotkEég Hedo-
S0UG Kal Toug TPOTIOUG TMOU MPOOBAAEL TOUG
veUPoveG aAAd Kal va avoigel 5popous yo-
vI81akng Oepareiag, €0t K1 av o1 81KEG Tng
T0Te autoTeAEiG rTpoorIddeieg Sev Ntav Kai 10-
oo smtuxnpéves. H Avtepoev dlakpibnke 161-
aftepa omv gikooagtia 1940-60 kai yia my rpo-
OEKTIKNA HEAETN TV OUYYEVHOV KAPSIAK®Y VO-
onpdwy. Tnv nepiodo ekeivn ékave padnpata
O€ XEIPOUPYOUG, MoU eKnaidevoviav oug &-
nepBdoeig avoixmg kapdids. To Columbia
ka1 1o College of Physicians fitav o1 kKUpieg €-
SpeS NG mavemotnpiaknig g Onteiag eve yia
mv Mpoo@opd g BpaBeUtnke MOAAES (POPEG
pe 1o Mead Johnson Award, Kopupaio 1atpi-
KO énadAo oug HITA.

W I ukamisas 1)

paBnpara

Mo mous polnés exelvols moU npoooswo-
wfllzoveos oe enoudés o oneles anamody
my effmon eifikay poBngdoey, o @po-
vniemhpia Mouxagmads Aemoupyady Tedgan
Lxhiow wm Zfvay Moomdy, evib etoog-
et kel npdypappEn YuPVaankig ayuyis

To npoypoupa oAwy Tww e1fikoy uo-
BoudTwy KOTOPTICETO! KOTO TETOIOV
Tpono ko wEBobo, WoTE vo nAopg-
LEvel gnpogronTn q Sifoowadio Tww
LAY LENUOTL,

(ppovTIOTNRIO

noukapiods




