NEOPIKEY XQAHNAPIAKEY OZEEQXEIX



NEOPIKEX XQOAHNAPIAKEY OZEQXEIX (NXO)

= NXO 7tomov I: aovvapte oamnékkpiong H' oto ano
convapia (owatapayn avrtiiog H'-ATPdong / | AV)

= NXO tomov |I: advvapia emavappoenong HCO; ot
£Yyyvg coinvapla oto miaiclo 6. Fanconi

= N2XO t0mov |V: vroaroooTEpPOVIGHOS



NEDOPIKEX XQOAHNAPIAKEX OZEQXEIX (NXO)

XopoKTNPICOVTUL A0 TNV TUPOVGLO VTEPYAMPULUIKIGS
RETUPOMKNS 0EEMONS NE PUOLOAOYIKO YAGNU, AVIOVTMV

[No*]-([ClI']+[HCO;])=9-14 mEqg/L



AITIA METABOAIKHXY OEZEEQXHX

" ATOAELO OLTTUVOPUKIK®OV 0TTO TO YOOGTPEVTEPLKO
(0O1appPoOLES, OVPNTIPOCTLYLOELOOGTOULA)

" ATOAELO OVTTOVOPUKIKOV UTTO TOVS VEQPOVS
(eyyVg cminvaprokn oEEmon - Tomov 1)

" Meiouévn IKOVOTNTO OTEKKPLONS LOVTMOV VOPOYOVOV
(amo® coinvaprekn oEEmon - Tomov I)

(VTOPEVIVULUIKOS VTTOAAOOGTEPOVIGUOGS - TUTTOV 1V)



EITYX NE®PIKH XQAHNAPIAKH OZEQXH

(tomov II)

XopoKTNPICETUL 0T0 HELMUEVT] IKAVOTTO.
EMAVUPPOPNGNS OLTTUVOPAKIK®OV

GTO £YYVS ECTELPUUEVO COANVAPLO.



EITYX NEOPOXQAHNAPIAKH OZEQXH (TYIIOY II)

Mepovouévn

v 6TopudIKI)

vV pOTOTH01S, 0IKOYEVIS KANPOVOUOVUEVT

v neTa yopnynon avoostori®v KopPovikng avudpaonc

Ievikeopuévn ovoeiertovpyia Tov €yyvs cminvapiov (o. Fanconi)

AguTEPOTAONC

v Kinpovouika voofuora . Kvetivoen, Nocog Wilson

v Dappoko-to&ives: Jooopanion, Tetpakvkiiveg, Métaila
v AMo aiTio, , 6. Sjogren



HCO,

S

GFR =180 L nuepnoiong
HCO; = 26 mmol/L

180 x 26 = 4700mmol HCO,’

PH 5.5

85%0

15%



EITYX XQAHNAPIAKH OZEQXH

‘ 15 mmol/I 18 mmol/I 26 mmol/I
HCO, HCO, HCO,

S S S

60 %

15 %

pH 5.5 pPH 6.5 pH 7.8



EITYX NXO
AYEHMENH l

IPOXD®OPA
MEIQXH EITANAPPO®HXHX HCO; XTA

NaHCO; XTON EITYZ ZQAHNAPIA KAI 4 NEOPIKH
ATIQ NEOPONA ATIEKKPIZH HCO,

l [AAKAAIKO pH OYPQN>6.5]

4 NE®PIKHX AITEKKPIXHYX K* l

l 2 icog- OPOY

YIIOKAAIAIMIA ¥ AIIEKKPIXH HCO, (pH OYPQN<5.5)




KAINIKEX EKAHAQXEIX NXO

AIATAPAXEXL/OZTEOMAAAKIA
EAAEIYH VITAMIN D [¥ 1,25(0H),D.]
YIIO®QZ®ATAIMIA

XPONIA METABOAIKH OZEQXH = ZKEAETI?E




EITYX NE®PIKH XQAHNAPIAKH OZEQXH
(tomov II)

AL0QOPLKT] OLAYVOGCT)

" PH: 0VpOV TOIKIAEL
= K opov: | 11 pvorohoyiko
" YOVOTAPYEL POYLTLON 1] 0CTEONUAUKLO

" YOVOTAPYEL YEVIKEVUEVT] OLUTOPUYN] TNS AELTOVPYLUS TOV
EYYVS EGTELPUUEVOV COANVUPLOV



EITYX NE®PIKH XQAHNAPIAKH OZEQXH
(tomov II)

" YrepyAoporpiki] peTofoirkn oEEmon
" AloTijpnon IKavoTNToS 0SIVOTON GG TMV 0VPMYV
(PH < 5.5)

" AvENuéEvn KAOGUHOTIKY] OTEKKPLoN OLTTOVOPUKIKOV HETA
a6 eE@yevn) yopnynon orrtovlpakikov (> 15%)

N [HCO; ] ovpov X kpeat. opov
Kloopotikn) anékkpion HCO; : X 100

[HCO; ] opov X kpeat. 00p®V




EITYX NE®PIKH XQAHNAPIAKH OZEQXH

O¢epamevTiKN) ay®YN

" ArttavOpoKIKO vaTplo /Kol KAAL0

v Xe monond yopipynon NaHCO,; @dete o HCO; va gvpickovran o€
@LGLOLOYIKG eminedo W [Ipoinyn CKELETIKAOV OL0TAPAYDV

v Xopiiynon NaHCO,; » Kalwovpio ® Xopiynon copumh. Kaiiov

" O£1ol101KA OL0VPNTIKA

v Xopiiynon 0£10l1d1k®v srovpnTikdv » Yro-oykoipnio =
4 enavappognong HCO; (mpocoyi oto K™ opov)
v Xopiynon Prropivig D kot goc@opikamv



2YNAPOMO FANCONI

I'EVIKEVUEV] OVGAELTOVPYLO. TOV EYYVS ECTELPUUEVOV
COANVOPLOV UE GUVETELD TNV ELPAVIOT) :

VVVVVYVY

ouIVOSLOVPLOS

YAVKOCOVPLOG

VTOPOGPUTULULOS AOY® POGPUTOVPLOS
VEPPIKNS COANVAPLEKNS 0SEMONS
VTOKOALOLULOS AOY® KOALOVPLOG

VITOOV PLYULULOS AOY® OVPLKOLOVPLOS
poyiTIonG / 06TEONUAOKIOG



ddappoka wov TPpokarovy 6. Fanconi

= AUIVOYAVKOGLOES

" Jpocpauion

" TeTpaKLVKALVES

= Sodium valproate

= Cisplatin / carboplatin

= |manitib

" AoTpivn) 6€ HEYALES OOGELS

= Tenofovir, Adefovir, cidofovir



KOINA NOXHMATA — PAPMAKA T10Y XYNOAEYONTAI
AIIO BAABH TOQN EITYX EXITEIPAMENQN XQAHNAPIQN

AgnTOOTTEIPOON
(G. Liamis et al: Clin Nephrol 2000;53:316)

ATOQPPUKTIKOS IKTEPOS
(E. Bairaktari et al: Hepatology 2001;33:1365-1369)

[oAlomtho poéhopa (evamofeon eLa@POV AAVGLO®V GTO EYYVC)
Dappoxo:

AMVOYAVKOGLOES-AGTLPIVI] G€ VYNAES 00GELC-
LPOGQUULON-OKETOLUAAULION-ANYUEVES TETPOUKVKAVES

Yvvopouo Sjogren-apviociomon
Kinpovouika voouato: Kuetivoon



2YNAPOMO FANCONI

OepomeVTIK Ay®Y)

ATTOVOPUKIKO VATPL0 KOt KAAL0
Burapivn D
YRoKOTAGTUG] GMOCPOPIKOV

M1 6TEPOELDT] AVTLPAEYLOVOON



AIIQ2 XOQOAHNAPIAKH O=ZEQXH

(tomov I)

XOpoKTNPICETOL 00  UHEIOUEVY] OTEKKPLON
wvtov  vopoyovov (H) ota aBpoistika
COANVAPLY, NE OLVEMEW TNV  COVVOULX

oSvomoinong T@v ovpov (PH > 5.3)



AIIQ YXOAHNAPIAKH OZEQXH (tomov I)
IHaOBoyéveon

Awrtopayés ™S Astrtovpylag TS ovraog HY-ATPase
(secretory defect)

Avénuévn owPototnTe TOV EMONAOKOV COANVAPLOKOV
KUVTTAPOV 1OV 001YEL 0€ Taivopounon wvrov [HY] ard tov
avA0 Tpog Ta kuTTapa (gradient defect)

Mewopévn TPOGPONJ pvOeTIKOV GUGTILATOV
POGPOPIKMOV KUl UUNOVIOS 6TO0 coAnvaploké avio (buffer
defect)



Anm / 00porloTIKO

Renal Tubular Tubular G(D)\J]V(IPIO
Interstitial Cells Lumen

Xymuotiopog H* gvrog
TOV KVTTAPOV KMo
Yo, amEKKpPLon H mwov
ovvovaleTon pne

ETOVAPPOPN O
neprocoTep@v HCO,

} Carbonic Méo® avtig TS 000V,
Anhydrase

H,0O omEKKPLon Ttov 5% TNg
+ | 4
CO, nocotntog HY oV

~ OTTEKKPIVETUL

Figure 30-6. Primary active secretion of hydrogen ions ovovia v
through the luminal membrane of the epithelial cells of the Anu PY HEYAANG

distal and collecting tubules. Note that one bicarbonate is Kki(ﬂ]g [9OOX] KOl

absorbed for each hydrogen ion secreted and a chloride ion 4 - V
is passively secreted along with the hydrogen ion. This pat- OglVOTCOU]GT] TV 0Vp®
tern of hydrogen ion secretion occurs in the intercalated cells (pH 4.5)

of the late distal tubules and collecting tubules.




ITAQGODPYXIOAOI'TA NXO TYIIOY 1
o-EMBOAIMA n ITAPAKEIMENA KYTTAPA AOPOIXTIKQN

% YQAHNAPION
H* -ATPase Clm

K+
- HCO,
H* H*/K* ATPase

1. ¥ H*-ATPase ®» ¥ AIIEKKPIZHX H* % OEEQXH ME
2. ¥ Cl-- HCO, (ANTAAAAKTHX) » AAKAAIKO pH ENAOKYTTAPIA »
¥ AIIEKKPIZHE H*
3. BACKLEAK OF H* TA H* EITANEIZEPXONTAI £TO KYTTAPOIIAAXMA
(AM®OTEPIKINH)



AITIANXO TYIIOY 1

1. KAHPONOMIKH : emkpaTtoUV GONUTIKOS YOPUKTNPOS
2. XE XYNAYAXMO ME XYXTHMATIKA KAI AAAA NOXHMATA
I1. puélopa — apviociomon — Xovopono Sjogren
SLE, XE Hratitioa, Kpvoocparpivarpio, @vpcocioitioo,

APERAVOKVTTUPLKT] AVOLULY

3. PAPMAKA: Tolovévio
4. XE LYYNAYAXMO ME NE®PAXBEXTQXYH:
YnreproapaBvpcsoerowonog, Iovomadng vaepacsPeotiovpia,

Toéikmon amo Prrapivy D



Collecting duct principal cell
Trimethroprim # P E

®
g
AQP2 <

Lumen Interstitium

Collecting duct intercalated cell

H* ATPase

Amphotericin B

Interstitium




NXO TYIIOY 1 KAI

NEOPOAIOIAYXH/NEOPAXBEXTOQXH
v KITPIKQN XTA OYPA =& KA®IZHXH Ca’*

XPONIA OEEQXH » AIIEAEYOEPQXH Ca’* AIIO TA OXTA
» AYBEXTIOYPIA

AAKAAIKO XQAHNAPIAKO YIT'PO » ¥
EITANAPPO®HXHYX Ca’* » AXBEXTIOYPIA
4 pH OYPQN » ¥ AIAAYTOTHTAX CaPO,



AIIQ YXOQOAHNAPIAKH OZEQXH (tvmov I)
KMvVika yopoKTnpLoTiKa

NeppoiOiaon - NeppaopPéostmon
- 1 PH ovpov, vrepacPeotiovpia,
- UELOUEVY ATOPOA] KITPLKOV
Payttoa / osteoporokio

Yrnoykoptia (armicio Na+)

Muik advvapto (VTOKoALOLLLO)

Ovpororpméerg

Ne@pIKn AELTOVPYLO IKEVOTOUNTIKT], EVIOTE VEQPIKT)

OVETAPKELL



AIIQ YXQAHNAPIAKH OEEQXH (tomov 1)

AL0YVOOTIKA EPYUGTNPLOKE EVPNUATO

 pH mpotOV mpOIVOVY 00pdV > 6.1 o6& OO0y IKES
UETPNGELS

e Advvapuio peioong Tov pH ovpov < 5.3 pera omo
xopiiynen NH,CI
NH,CI : 0.1gr/kgr per.os — pH ovpwv < 5.3 evtos 4 wpav



ATAT'NQXH NXO TYIIOY 1

YIIEPXAQPIAIMIKH METABOAIKH OZEQXH ME

®YZIOAOTTKO XA
YIIOKAAIAIMIA

oH OYPON > 5.5

OETIKO XA OYPQN (¥ NH,* OYPQN)



Xaocua Aviovtov Ovpov

Na + K + Mn perpovopeva katiovra = Cl + Mn petpovpeva
AT A )

UAG =(Na" + K*) — CI
ALGKpLoN HETASY UTMOAELNS OLTTOVOPUKIKOV, OGS OLTIOV
VITEPYAMPULIIKNS 0EE®ONS 00 TO I'X 1] 0T0 TO 0VPOTOMTIKO
ANAaon TeAKa Pon0a oty ekTipnon
TV emréo®y Tov [NH, ] ota ovpa

Apvntiko UAG (-20 mEQg/L) : &.y. owappora
Oztiké UAG (+23 mEQ/L) : m.y. amom ve@piki] cOANVOPLOKN

oéémon



AIIQ XOQOAHNAPIAKH OEZEQXH
(tomov I)

OepomevTIK Ay®YN

AWOKOTT] QUPUAK®OV

AVTIUETOTIG VTOKELUEVIIS VOGOV

AvrtovOpaxiko Natpro 1 - 3 mEqQ / Kgr nuepnoiog
Xopnynon kariov (po 1 1V)



NEOPOXQAHNAPIAKH OZEQXH TYIIOY 1V

¥

YIHOAAAOXTEPONIXMOX



POAOX THX AAAOXTEPONHX XTHN
KINHTIKH KAAIOY XTOYX NE®POYX

Faree H alooctepovn aviaver Ty
anékkpion [K+] ota
COMVUPLEKE KUTTAPO
OLOTIPOVTUS UVOLKTOVS
TOVG otavAovg Na g
collecting tubule cel_l

-‘-'urn tra |:|r_t_i.r| the "IZ:I:;|II_.Jr:r| e -: o s | KUTTaleT’lg uguﬁpdvng
‘ ‘ TPOS TNV TAEVPA TOV VA0V

2 pUMmp in

o cationi: M e SmeTITST VAT o e o

! marmorane Aldstarone. aftar OPUGTIPLOTNTA TNG
Na[+]K[+] ATPase otnv
aAAN TAELPA TNG
pepppavng

ulla
b NP -




KotooTtdoelc mov ennpealovy TNV OmTEKKPLoN LOVTOV
vopoyoévov [H*]

ALO0OTEPOVY anékkpion [HY]
AvEnpévog 0yYKog )
eEOKLVTTAPLOV VYPOV anékkpron [H]
Avénuévn mpocinyn
voTplov ’
o) mopayoyn NH, — anékkpion [HY]
Ynrepkoiropio
B) éxkpion ahdootepovine — | amofoin [HY]
YnrepmopaOvpeoerotonog ,
YrepooPeotiopio ] anékkpion [H']



AIIQY XOQAHNAPIAKH OEEQXH (tomov 1IV)

AlTI0

AVGAEITOVPYLO PAOLOV ETLVEPPLOLOV
YopevivaliKog vToaA0006TEPOVIG OGS
- owPnTikn veppomadsia

- OTOPPUKTIKY] 0VPOTaOsIO

- 0O CEIC OLIUEGOV VEPPLKOV LGTOV

Yev000mo0Ad006TEPOVIGUOS (OVGAELTOVPYLO VTOO0YED,

0AO0GTEPOVIC)

- KANPOVOUELTUL LE CVTOCMUITIKO ETMKPATOVVTA 1)

VITOAEUTOUEVO YOPOKTI PO



NEOPIKEY XQAHNAPIAKEY OZEQXEIX

Elayioto PH ovpov
AvtTavOpoKiKa TAACHATOS
Kaio opov

I'evikevpévn dvoiertovpyla

cOAVAPLOV

Hopayoyn opupovieg
Andavtnon o€ orrTtavlpaxika
NegpoaoBéotmon

OoTk1] voo0g

Eyyog (IT)
<5.32
HELOUEVA,

XOUN A0

ouvi|Ong

(PULGLOAOYIK)
IHtom
oL

GTTAVLO

Ano (I)
>5.32
NELOUEVA,

XOUN A0

GTTAVLU,

TOLKIAAEL
Ko
Vo

ovYva

Tomov IV

<532
NELOUEVO,
avinuévo

GTTAVLU,

RELOUEVT
Ko
oL

oy



XYMIIEPAXMATA

O ve@pIKEG cmANVUPLOKES 0EEMOEIS Kol TO 6. Fanconi pmopel va
£Y0VV GTOPUOLKO YOUPOKTNPO, Vo UETOPIPACOVTOL KANPOVOUIKG KO
VO ELPOVICOVTOL 6TO TAULGLY GAA®V VOGNUATOV 1] KOTUGTAGEMV
NXO tomov I: 6. Sjogren, apgotepikivyB, 1pmc@opnion
NXO tomov II: w.pvélopa

NXO 1tomov IV: vmoard0oTEPOVIGHOS

H vaepyropoyukny petopfoikn oSEmon n omoio o@sireTaol €ITE O€
GOVVOULY ETAVAPPOPNONS TOV OTTUVOPUKIKOV EITE 6 pELOUEVN
OTTEKKPLGT] LOVTOV VOPOYOVOV UTOTEAEL TNV KUPLE ULTLO TOV KALVIKOV

KU1 EPYUCTNPLEKAOV EKONADGEMY TOV KUATUGTAGEMY QVTOV

H yopnynon owrtavOpoKiKoy voTplov KOl KOAMOVL OTOTEAEL TN
BaokoTEPN TOPANETPO TNG OEPUTEVTIKNS AYOYNS





