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Xpovia KOKKIOpationg vooog ¢ Tatokig nhkiag.

ITvevpoviky) evioruon

A. MwxagA-Lpdvi(id', A. Tapovgry, L. Apakovdkiy

Ieprypdgerar mepintwon Xpoviag Koxkiwpdrwéovg Nooov o€ ayopt nAiiag 11
€10V, 1) oroia MAPOVOIACTNKE 1€ HOPPL) OCUUNAYOUG, EVIOMIOUEVIG €§pyaociag otov
dvw Aobo touv beiov mvevpova. Ileprypdpoviar ta xkAivikd, 10Todoyikd xar dAla
epyaotnpilakd evpruara xar ov{nrovviar 1a bibAioypagika dedopeva.

Aééerg kAebrd: Koxxiwpardons Nooog, Suoiettoupyia, ouvdetepopira, A€vko-

KxUTTapqa, MveUUWV

EIXATQI'H

H Xpovia Koxxiopatndng Nooog amotelet
exd\wor) mpwrtontadoivg duoettovpyiag tTou at-
pogayoxuttapikov cvotjpatog. Ogeiletat oty
avemdapketa dpdong Tov CUOTHPATOC TWV
NADPH-0ge1da0®v 10U MPOTOMAAoPAToq TV
TIOAVHOPPOTIVPAVAOV AEUKOKUTIAP®Y, HE ATIOTE-
Neopa v advvapia efovdetépwong Kat Te-
Y payoxuttapodéviny mkpobinvv xat pikpoop-
Yaviopov mov mapdyouv kataldor). Ileprypa-
PrKe ya mpat eopd to 1957 wg “Oavatned-
po¢ Kokxiopatwdng Nooog g matdikng n\t-
kiag”. Eivar ondvia (1:10° dtopa), xAnpovoput-
K1}, pUNOOUVOETOG KLping, ouvopour| (70-80%)
1} petabiBaletal katd Tov UTONEMOPEVO OwHia-
k6 xapaxmpa (20-30%). Kh\ivikd xapaxtnpi-
(etat amd xpovieg 1 uMOTPOTLAlOVOEG AOTHK-
e ouvvidwg xatd ta 6vo mMprTa XpPovia TG

"TTadoAoyoavarouiké Epyaotrpio xai ?B’ Iaidiatpiki
Khivikrjp Noookop. Iaibwv 'T1. & A. Kupiaxkou', Adrjva

(wng mov elvar ouxva davarnedpeg xatd 1o a’
tpipnvo. Ot ak\owwoelg duvatdv va eviomnilo-
viat otoug Tvevpoveg, Aepgpadéveg, Oépna,
TOIXWPA YAOoTPEVIEPIKOU OWAIVA, Hrap, OTIAL-
va xat ootd. Baowky 1otohoyiky] alloiwor €i-
vat 0 OXNUATIOPOC KOKKIWPHATOOoUG Kat Ve-
KPWUKNG @Aeypovrc. Epyaomprakd orayt-
YVOoketat pe 1 dokipaoia avaywyng mg xpw-
otuxrj¢ NBT ota mohupopgomnvprnva tov aipa-
10¢ 0LV aodevoilg. O yevetkdg éleyxog xadi-
otd duvary mv taltvépnon g vooou Kat €v
ToANoi¢ xatavonty Iy KAVIKI] €1kova Kat v
€CéNln) . Oepamevuxd xopnyeitar oxnpa
Tpipedpompinng - Xovlpapedofalong, eva 1)
vOO0(C ENEYXETAl KAVOTIOUTIKA PE TV XOPI)-
ynon Interferon-gamma.

ITEPITPA®H ITEPIIITQXEQX

Ayopt nhikiag 11 etwdv, xwpic 10waitepa
npobArpata vyelag péxpt 10t€, TPOoHAde pe
10TOPIKO E€PTUPETOL amd pnvog Kat TUKVWOT)
ommodiov bpoyxomvevpovikov Tppatog 6elov
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avo Mobov (Ew. 1). Xopnyndnxav avubiotikd
€VPEwg PAopatog xwpic kKANviKf 1) €pyaotn-
ptaky) Bedtiworn. Ta evprjpata 1wV ATMEKOVI-
ouk®v pedodwv Arav ovpbard pe xwpoxara-
KINUKY enefepyacia 1] MePIXapakwpévo amo-
ompa (Ewk. 2), 10 onoio dev emnpealotav amnd
m xoprjynon avrtbotkeyv. To scanning ootwv
Arav @uotoloyko. Yo v kadodrjynorn ago-
VikoU topoypdgou Stevepyndn boyia 6ia Ae-
nfg 6edovag (FNAB). H pixpooxomiky] e¢éta-
On TG E€MOTPOOENS ToU ANPIEVIOC LAIKOV
napovotdler xatr apxr) peydho apidpd molv-
HOPPOTIUPHVOV AEUKOKUTIAPWY, AEPPOKUTIAPKV
KAl 10TOKUTIApwV. Xe pepikég déoelg n ma-
pouoia oupnayov adpoicewv 10TIOKLTIAPWY O€
nmukvy Oudradn mapéxovv Vv €VIUNMWON TAA-
KOOTPWTOU Kat O€Touv v umdvola unapdeng
xoxkkiwpdtwv (Ewx. 3). TTohumlprnveg pop@ég

Ewéva 1. Axuvoypagia dwpaxo¢. Xxiaon dvo
NobBoU 6e€lo0 TvelvpovOog.

Ewéva 2. Aloviky] topoypagia. ITaparmpovviat
OlUYAOTIKEG TIEPLOXEG TIOU AVILOTOIXOUV OTIC Ve-
KPWOELC TOU TapeyxVpatog.

v L L P
i e 0 I .f P "qk;i

Ewéva 3. Boyia &4 \emtrg Behdvng. Ardomapta
@Aeypovadn xvttapa. Y1o péoov adpoiopa 1oTio-
KUTIApwV und poper) mhaxkootpotov HEX250.

YLYQVIOKLTIAP®V 6ev aveupédnoav o1o LAIKO.

Téhog anopaociodnke n xeipovpyikr| e€aipe-
on g alloiworg.

A@aipédnke amd 1o 6e16 dvw Nobd tprjpa
nvevpova d1aot. 5x4,5x4 €x., omoyywdoug verig
e OAAnAEg epBONpeg untdpaieg eotieg Orap.
arnd 5-10 xi\tootd.

Iotohoyikwg o 6adpoc v MapatnPEOLpE-
vov alowwoenv mowkiket. TTaparmpeitat exo-
va bpoyxtohitidog aAXd kat extetapévng ve-
KPWTKAG Bpoyxomvevpoviag pe vEKPwon Ttou
TOXOPATog 1wV BpoyxioNiny, Twv bpdyxwv akhda
KAl Tou r[vcupovmof) r[clpeyx()pqtog (Eu< 4).
Ot vekpwTIKEG €0Tieq 0€ Oplopéveg povo Oé-
o€ig ouvodevovial amd OXNPEATIORO KOKKLW-
pqmv e aNeg neploxeg, Tov m&ovwg napt-
otoUV 8€0€1g opyavwoewg, r[(1pmr]p€ucu ox-
PATIOPOG TUTIIK®V KOKKIOHATOV pe TTUKVEG
adpoioelg emdnAoelddV 10TIOKLTIAPWVY Kal

Ewéva 4. Bpoyxomveupovia, Tunpatki Karaotpo-
¢1 1ov Bpoxioiov HEX100.
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apoucia MOKINOPOPPWV TIOAUTTVPAVOV Yiya-
viokuttdpwv tonov Langhan’s, ooteoxhaotov
4 &évou oopatoc. Mepikd €€ avidv @épouv
50-70 muprjveg vmevdupioviag ta yryaviokvt-
tapa Warthin-Finkeldey eni i\apdg (Ew. 5, 6).
O Yeovikog MVEVpOVIKOC 10TO¢ Ttapouotddet
TOANA MTo€1dopdpa 10TIoKOTIAPA OTIG KUYE-
Mée¢ xadwg xat Aepgpoxvtiapa xatr mhaopato-
xottapa. Xe pepikég déoelg mapamnpeital md-
XUVOT) Kat Vao€1domoinot) 10V TOIXWPATOC TWV
ayyeiwv. H avalfmon ofeavidxwv 1 dA\\wv
baxtnpidiov anébn apvnuxy. Ta onoxvtiapa
AVOOOIOTOXIHIKAOG €KPPACTIKAV €VIOVWC JeTt-
kd otoug deikteg S-100, LYS, a -antichymoth-
rypsin & CD68.

Me myv évderln mdavig xpoviag KOKKiw-
patddoug vooou ouveotndn €pyaotnElakog
€\eyxog NG Ne1toupyiag TV AEVKOKUTIAP®V
10U aipatog v acdevoig dta TOCOTKOV TIPOo-
Stoptopov ¢ kavottag avaywyng tov NBT.

Ewoéva 5. Kokxiopa pe emdniioedn) ionokvtiapa
kat molvnvpnva yryaviokvttapa HEX250.

Ewéva 6. Atdapopot tonot yryaviokuttdpwv HEX250.

H avotépo doxipaocia €deife mAnpn €Xkewyn
¢ wavomag avtig (NBT test =0). To eUpr)-
Pa avtd o€ ouVOUAOHO HE TV KAVIKI] KAl TV
1OTONOYIKI| €1KOvVa OToX€10deTovV 1 O1dyve-
on g xpoviag Koxxiwpatndoug Nooov.

H &udyvwon avty texpnpuoddnke yevetkd
pe mv Western blot avaluvor, émouv eupédn
OaQég EXNEIPA TOU TPWTIOTMAAOPATIKOV OU-
pnapdyovia p47-phox touv ocvotparog
NADPH-oge16a00v ota oudetepd@ila Aeuvko-
kUttapa tov aodevolc. H yevetikyy éxgpaon
TOU AVTIOTOIXOU THHPATOC TOU €v{LPIKOU ava-
TIVELOTIKOU OUOTHATOC OTA AEUKOKUTIAPA TwV
Yov€wv 1tav amdluia @QUOLONOYIKY, €V® TO
nocooto g avaywyfjc NBT oto aipa toug
Arav 100%.

Ta amotedéopata avtd emipénovy my 1a-
&wopnon g mepinwong otV Hoper) g vo-
oov nov petabibaletar yevetikd xatd Tov vmo-
Aemdpevo owpatnkd xapaxtjpa xat e§nyovv
evlexopévng v xaduotepnpévr) eppdvion Kat
mv Ama oxetkd Stadpopn g vOoou OToV
aodevi] xat v amouvoia omolaoONToTE AVK-
paliag oto aipa 1wv yovénv.

YYZHTHXH

H Xpovia Koxxiopatwéng Nooog (X.K.N.),
ondavio xkAwviké ovvdpopo (1:10° dropa) amo-
1elel exdnl\won mpwronadolg ovyyevoig duo-
Aettovpyiag Tou AIPOPAYOKLTIAPIKOV OCUOTH-
Patog, Omou oLOETEPOPINA-NWOLVOPINQ, HOVO-
KUTIapa 1 paxpo@dya KUTIapa Aavemnapkouv
va mapdyovv unepoeidio tou ofuydvou (O,),
vrepogeidio 1ouv vépoydvou (H,0,) xar dN\\eg
pilec ofuydvov, pe amMoTéNeopa T PELWPEVD
pikpobloktovo Opdon évavit @ayokuTtapodé-
Viov pikpobiowv Kar piKpoopyaviopov Tov
napdyovv katakdon. Ia mpwt gopd 10 1957,
nepleypdyn, oc ayopla, €va véo ovVOpopo
“davat@opog KOKKIwPATwong vOoog g Tat-
own¢ nhikiag”. ‘Extote pe ug efeliCerg g
popaxng Bioloyiag kat TG yeVeETkig mPooTé-
Onxav véa dedopéva yia 1 @Uon MG VOoOL
xadopiloviag emmiéov kat 1ov kKAviko, Bioxn-
KO KAl YEVETKO XAPAKTIPA Tou oLVOPIHIOL.

duorohoyikd 1 emagn tov pkpobiov pe
PEpBPAVT) TOL KOKKIOKLTIAPOUL Oteyeipet 1o pn-
XAVIOPO6 €KPnne aluotdwi®dy aviidpAacemy Tov
pepbpavooivéetou avanvevoTikoy CUOTAPATOG
1wv NADPH-ole1daomv?®, ot ormoieg amooko-
novv oty napaywyn O,- xat H,0, evidg tov
(ayoonpaTog, anapattjiowy yia I ouvindn v
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pepbpavedv avtod kat ) AVon Kat MEWH Tou
mkpobiov. Y10 ocvompa wv ogeldachv @u-
OLONOYIKA OUPHETEXEL TO KUTOXPwpaA b, 1o omoio
amoteleitat and 1o Opepég a, 22 KD popia-
ko0 Bapoug xar 1o dipepéc 6, 91 KD popra-
koU Bdpoug. H Spdorn aviwv evioxvetat amnd
mVv napovcia 600 SANVTOV TPWTIETVIKGY Ta-
payoviwv poptaxol Bdpog 47 KD xat 67KD
avuotoixwg. To ovotmpa avtd Aettovpyel cav
deCapevr) ofuyovoUxmv PL{WY, XPTOTHOTIOIOVIAG
10 év{upo NADPH ocav 661 nlextpoviov (e)
npog oxnupatopd H,O,. H akepaidtnta avtrig
mG Aettovpyiag eléyxetar pe 1) doxipaocia
avaywyng mg xpwotikrg Nitroblue-Tetrazolium
(NBT) oto aipa tov aodevoug, 1) omoia amote-
\et pétpo g avenapkelag, onov pakota vei-
otarat xat YpClplel’] oxéon petagv tov bad-
poV avaywyric NBT xat m¢ baktinproxtévou
dpdong v KokklokLTIapwv. To otadio mapa-
yoyric H,O, amotehel 10 xAedi yia v olo-
KANPWOT) NG QPAYOKLTIAPKOONG TV HKpobinv
i yua mv mupoddton otukrg BAA6nG.

Xm XKN mapampeitat avendpkeia 6pd-
ong m¢ NADPH-o(e16dong® ogethopévr oty
adpavoroinon tov dipepovc 6 oL KLTOXPK-
patog b elte omv amovoia g CLVEPYIKACG
OpAo1g TOU TPWIEOAUTIKOV €V(UpIKOU Tapd-
yovia poptakov bdpoug 47KD. Autd éxer oav
armotéhopa 1 pewwpévn mapaywyy H,O, xat
pewwpévn pikpobroxtovo dpdor.

levenuxr 6don ¢ avenapxovg Aettovpyiag
MG AVATVEVOTIKAG €KPNENG amotelel agpevog
pev éva X-guhoouvvoeto yovidio vmevduvo ya
mv €kgpaot tou dipepolc 6 oL KLTOXPOHA-
10¢ b xal agetépou éva vnoletmdpevo ocwpart-
KO eu&uvépevo yla Vv €K@paoct) ToV €VIOXUTL-
KO0 napayovm dpdaong xqpr])\ou poptaxov
6dpoug. Mn €xgpaot 1ou €vog 1) Tou AAAov
yovidiou xadopilet 10 PUAOCUVVOETO 1) TOV LTIO-
\emdépevo owpaukd xapakmjpa petabibaong
MG VOoOu.

Khivikd n XKN xapaxmpifetar and xpo-
vieg kat vnotpormidlovoeg hotpwdelc®® xatd ta
ov0 mpota xpoévia g {wrjg Tov Taldlov, oet-
Nopeveg oe pikpodbia xapnirg Aotpoyovou
duvapeng dnwg Serratia marcescens, eviepoba-
xmptakd (Khepyiéa, Aepobaxinproetdy, 1
ZapovéNla) 1} KATmoloug TOToUg LTAPUNOKOK-
KwV. Xe mooootd 90% npoobdiloviat ot mvev-
poveg eva meprypdgetat 6t 10 50% matdidv
mov katéAngav pe XKN napovoialav mvevpo-
VIKI] €viomior). AkolovdoUv o€ ouxvotnta aro-
OTNHATOOELG AepPAdeVITIOEC, MIKPOATOOTNHA-

1wde1g dindrjoelg 1ov xopiov TOL 6eppotog 1
nqpqeépum amooTpATd, AToPPALel; €ViEPOL
amod XPOVIEG KOKKIWHATWOELG PAEYHOVEG, TiePL-
XAPAKWHEVA ATIOOTHPATA ATATOC KAl OTIANVOC
Kat T€AoG TTOAVECTIAKY] 0OTEOpPVENITIOA.

Katd tov epyaomplaxd ékeyxo o€ aodeveig
pe XKN amodewvietat 6t ta KokKiokvtiapa
Oev ouvodevoviar amd HoPPONOYIKEG avwpa-
Neg, embeKvOOUV PUOIONOYIKY] XUPOTAKTIKT)
KAl QAYOKLTIAPIKY] CUPTEPLPOPJ, OPKGC, XaPa-
KINPLOTIKA Tapouotd(ouy PELOPEVT TIApaywyT)
H,O, e\eyxopevn pe myv amovoia g avayw-
yri¢ tov NBT oto aipa toug.

Baowkn} totoloyikry alloiwon!®'' eivar 1
onpovpyia amootnudtwy and cuvppéovia To-
Avpopgormvpnva pe dtagdpov badpov véxpw-
on), 1a omnoia neptbdAhovratl and nukveg adpoi-
oelg emodn\toeldwv 10'[101(1)'['[dpo)v ouxvda At-
r[oaéo(popcov kat mapovoia r[o)\urwpr]vwv yt-
YAVIOKLTIAP®Y, 1) HOPPL TV OTOoinV TOKiNel
(Touton’s, Langerhan’s, tomov ooteoxAaotwy,
Warthin- Finkeldley x.\m.).

Aev undpxel €101Kr| 10TONOYIKY] €1KOva Xxa-
PAKINPE1OTIKY] yla 1 vooo. O madoloyoavatd-
pog da mpémnel va akohoudrioel Vv 10TONOYIK
MPAKTIKY) 61aQOPIKNC SlaYVWOTIKNC TWV KOK-
KIOPAtwd)V aAAo1OOEmY y1a 10V ATOKAEIOHO
daMov voowv. Aapbdvoviag v’ dyv kat 1a
KA\vikd O6edopéva Oa mpémet va déocer otov
KAViké v mdavémta xpoviag KOKKIWHAT®)-
0oug véoov, 1 oroia xat da texpnprwdel pévo
pe 1a dedopéva xatr ANwvV €dIK®V €pyaoTtr)-
plakev efetdoewv. Emi mvevpovikrg evromi-
O€wg g véoou 1 61(1(popu<r] oudyvwon da yi-
vet Kupw)g and 1) (pupanwor] Eupr]pam oV
propel va dewpndovv unép g XKN elvar
anouoia TUMKOV QuUATievV, 1) EXNEYn) TUPOEL-
000G vekpwoewg, 11 ouvunapdn otoixelwv Kot-
VAG PAEYHOVIC-ATIOCTNHATIKAG, 1| HEYAAT TOl-
KINMa o1 pop@r) ToV YlyaVIOKUTIAP®WV KAt 1)
€VIOTIOT HEPOVOHEVOV YIYAVIOKUTIAPWYV €V
péow Sa@opwv PAEYPOVWOOV KUTIAPWY, Tié-
PAV €KEIVOV TIOU CUPPETEXOVV OTA KOKKIWHA-
1a.

Ene1dr] 010 prxaviopod g avamveuoTiKg
€xkpnéng ovppetéxovv exto¢ ¢ NADP-oler-
6dong xat NADPH-pedouktdong katr ToANG
aA\\a avamveuoTika év(vpa vnoxpeovpeda va
0exdolpe Ot avenopxaa 6pc101]g agopwoa
orotadnnote €€ avtdV propel va €xel wg armo-
é\eopa ovvOpopa MoV TPOTOROLA{OLY PALVO-
mkd pe m XKN, onwg Minoxpopatk) Iotio-
xVTwor), avendpketa (G-G-PD, avendpketa g
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yhoutadiovikrg vnepoeddonc, kat g y\ov-
1adelovikrig ouvdetdorng kat 1o oUvOpopo “job’s”.

Xopic depameia n véoog katalryel mpoo-
Ocvtikd o€ 8davato tov aodevoic. O péoog
6po¢ (wri¢ elvar 5-7 xpdvia, kat €xet Apeor
OX€OT M€ TN YEVETIKT] Taltvopnon g mepiniw-
O1G aQol YEVETIKA O UTIONEUTOHEVOG OWHATL-
k6¢ xapaktipag petabibaong g XKN ovvo-
Ocvel Amieg exONAWoelg mapovolaldpeveg o1o
TéN0o¢ ¢ TaOKAG NN\Kiag €wg Katl TV evi\t-
kiwon. Qot6c0o 1 Xoprynon aviblotukov oxi-
patog tprpedomnpipng-Xovigapedolalding'>3
KATA@epe va empnkovel ta eAeddepa oupTIw-
patwv xpovikd pecodiaotipata. Tehevtaia oe
evpeia TONUKEVIPIKY] HeNétr) amedeixdrn ot 1)

xopfiynon Inferferon-gamma oe cvykexpipé-
vn) 6001 KAt OXHpa TPOPUNACOEL ToV acdevr)
and véeg UTOTPOTIEGH,

H XKN anattei ovvexry mapaxolovdnor)
Oedopévou 61 1 KAVIKI) €1kdva Toikiler ev-
P€nc avaloya TG YEVETIKNG €KQPAONG TNG
vOoou.

Eniong elvar anapaimro va efoikerwdovpe
pe ) Sdvolertovpyia 1OV ATPOPAYOKVTIAPIKOV
OLOTHPATOC KAl €101KOTEPA VA UTIOTITEVOPAOTE
m XKN oe aodevei¢ pe vmotpomdlovoeg xat
aocuvvnooteg PAeypovadelg ekdNAOOELg 1] ave-
Enynta xerpovpyikd mPobApata €MOLVANCEWG
TPAVPATWY.

SUMMARY
Chronic granulomatous disease of the lung case report
C. Mihail Strantzia, A. Garoufi, S. Drakonaki

“P.A. Kyriakou”, Childrens Hospital. Pathology Department, and B’ Paediatric
Clinic, Athens

A case of Chronic Granulomatous disease with lung involvement in a 11 years
old boy is described.

The disease was presented with persistent fever despite antibiotic treatment,
and a circumscribed lesion of the upper lobe of the right lung.

Histologically there was the picture of a necrotizing granulomatous bronchop-
neumonia. The diagnosis of Chronic Granulomatous disease was confirmed by a
completely negative reduction of NBT dye in patients neutrophils. Western blot
analysis showed a clear deficiency of the p47-phox component of the NADPH
oxidase enzyme of his neutrophils but a normal expression in the cells from his
parents. These results indicate the autosomal recessive form of genetic transmission
of the disease.

Key words: Chronic Granulomatous disease, dysfunction, neutrophils, lung
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