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Eival n 17 napouoiaocn otnv iotopia ToU
OESPLVAPIOU MOV A@opd AMOKAELCTIKA Td
naidia




OScofaoikeg Sratapaxeg oto nmaldi

> Engpavifovtal oe 0Ao to paopa tng ratdikrg nAkiag
AITO TI VEOYVIKI] £0G KAl TNV €NP1Kn

Iitaka & Sakai, Nihon Rinsho 1992; (9):2243-8

> Ae Oewpouvtal oTIavieg, av Kdtl 1] EMIT®or] Toug OeV
HITOPEL EUKOAA va ITPOCO10P10TEL OTO YEVIKO
ra1d1atpiko mAnbuono

Carmody & Norwood, Postgrad Med J 2012; 88(1037):143-151

» O1 unNxaviopoti rmou Ti§ IIPOoKAAoUV UIToPEL va ivat
KO1VOl J€ TOUG aVIIoTO1X0UG TOU EVNAIKOU mTANOuopou
1) AIopetl va epeavifovial Katd armoKAE10TIKOTNTA ot
raidla



AlepeUvnon ofeofacikOV dratapaxwv ota
naiéia

Eivatl rmavopoloturn Ye Vv avtiotoiXr 81€peEUVI|Or OTOUG EVI)ATKEG.
Baoi(etal otn petpnon:

> pH aipatog

[HCO;] aipatog

PaCO, aipatog

Xaopatog avioviwv opou
Xaopatog avioviwv oupwV
[C1] oupcv

AéAta Xaopatog

vV Vv VY V V VY V

Qopntikou Xaopatog

Hanna et al, Pediatr Clin North Am 1995; 42(6):1365-95
Carmody & Norwood, Paediatr Child Health 2013; 18(1):29-32



OScofaocireEg Sratapaxeg oto nmaidi

»> MetafoAirn oEwon
» MetafoAilrn aARAA®on
» AVAMVEUOTLKI] OSEWOT

» AVAIIVEUOTLKI] AARKAA®OT)



Mnxaviopoit MO ota naidia

» AnoAcsia dittavOparirkAOV ano:
- Toug veppoug

- Tov yaotpeviepiko omAnva

> I1aOoAOYylKI] CUCCWPEUOCT 0SEOS AMO:
Melwpevn armeKKP10n 0SE@V ATIO TOUG VEQPPOUG

Evboyevr) uniepriapaywyr oSewv

> IIpoocAnWn oSewv (ota miaiola SnAntnplaoewv)



Attia MO ota rntaidra

Me @UO10AOY1KO XAOHA AVIOVTOV

Ala@opa
e Xoprnynon HCI, NH,CI

Ne@p1rn anwlisia dittavOparirov
e Xoprynon avactoAeé®v KapPovikrg avudpaong
< _Ne@piri) ZoAnvaplaxi O§éwon >

AnwAcia dittavOpaxik®V ano 1o

o [lapeviepikr) Alatpor)

YUOTPEVIEPLKO
e Awappola
o [lapoxeteuon eldeootopiag

e Xoprynon pntivewv avtadAayrg Katoviov

Me auSnpuevo Xaoua avioviwy

: Y M A ' :
Me auSnpévn napaycoyi oSécv € EAATTOPEVI] ANMERKKPLOL)

Avenapxeia

K
ovia Ne@pikrn Avsngg@

e AnAntnpiraceig (CaAlRuAilkra, appara)



MetafoAilkrn o£E@ON ota veoyva Kat
ta Bpepn




MO oc veoyva & Bpepn

H petafoAikn o€worn pnopetl va ep@avifetal wg amir)
Siatapaxn n va ouvunapxet pe

ANAIINEYXTIKH OEEQXH

Vali et al, Plos One 2017; 12(4): e0176478



MO oc veoyva & Bpepn

> T'[g l_[p(b'[gg npépeg gﬁ)f’lg TO Eyyug eomtelpapévo

OWANVAp10

EYYUG EOTIEIPAUEVO

OWANVAP10 £lval AVOP1I0
Katl aduvatel va - Na*
o{1VOITO)0El Ta oupda

Glucose

> BeAtiwvetatl apeoa o
olraotnua Alyov nuepwv
KAl oxXeti(etal e tov
avupetagopea Na*/HY

Twombley et al, Am J Physiol Regul Integr Comp Physiol 2010; 299(5):1360-8



MO oc veoyva & Bpscpl] __

> MetaoAikn ofemwon ota
BpE@n MPOKAAOUV ONITIIKEG
KATAOTAOE1S Ao KO1voug 1
OTIAVIOTEPOUG

HM1KPOOPYAVIGHOUG

Eroglu-Ertugrul et al, Turk J Pediatr 2014; 56(5):538-41

> 2TIG AVAITTUOOOUEVEG XWPEG
petaPoAikn o{ewon ota
Bpe@n MPoKaAAEl 01T10N NEOK
OnAaopou eCattiag eAAswyng
Osiapivng

Qureshi et al, Nutrition 2016; 32(2):213-6



file:///C:/Users/Νίκος/Documents/Κομοτηνή 2017/Μεταβολική οξέωση/Thiamine responsive acute life threatening metabolic acidosis in exclusively breast-fed infants. - PubMed - NCBI.htm

Weudoiinoaddootepoviopog

AIIQ EZIIEIPAMENO ZQAHNAPIO

WEYAOYIIOAAAOXTEPONIZMOX
TYIIOY II

AOGPOIZTIKO ZQAHNAPIO

SYSTHMATIKOZ
WEYAOYIIOAAAOSTEPONIEMOZ
TYIIOY I :
gipa
2K
AOSTEPONH

NE®PIKOZ

WEYAOYIIOAAAOELTEPONIZMOX
TYIIOY I



Weudoiinoaddootepoviopog

MetalAAagn Tpnpa rKAnpovopwkotnta | AASootepovn
Neppova
Ne@p1xkog Yrioboxeag ABpo1otiko AutoompatiK) audnuevn

WeudoUmoaAdootepoviopog AAATOKOPTIKOEWO®WV  OC®AN VAP0 ermKpatovod
Turmou 1

Zuotnpatikog ABpo1oTikO Autoompatik) audnuevn

WeudoUroaAdootepoviopnog OANVApP10 UTTOAETTOPEVT
Turmou |

WeuboUrnoaAdootepoviopnog WNK1, WNK4, An® Autoompatikr)
Turnou II (Zuvd. Gordon) KLHL3, CUL3 EOTIEIPAIEVO ermKpatouoa
O®ANvaplo

Ta 6vo nmpwta ouvdpoua xapaxktnpidovial aro £viovn Art®Asla
varpiou, a@udat®or Katl To TPITo Aro KAatakKpdatnon udatog

OAa xapaxktnpifovratl arno vrniepkadiapia kat METABOAIKH
OEEQXIH otn veoyViKI Kat tn Bpe@1rn nAkia

Nur et al, Case Rep Pediatr 2017;2017: 7939854
Casas-Alba et al, J Pediatr Endocrinol Metab 2017; 30(5):597-601



IIapaxoAouOnon MO ota veoyva

> O 1110 ag10IT1oToS TPOIT0G
elval n perpnon tou pH
APTNE1AKOU alpatog Ye i
xprjon KAGETHPA 1ng
OMPAAIKHY APTHPIAX

> O 11pood10p10110G ToU
eAAsippatog Baong Kat n
ITaPAaKoAouOnon tou

' ' OpgaAixn)
Kapdlakou pubpou O¢ apmpia

Oswpouvtatl aglormoteg

Racinet et al, Gynecol Obstet Fertil 2016; 44(6): 357-362
Racinet et al, Am J Obstet Gynecol 2017; 216(5): 535-536
Clark et al, Am J Obstet Gynecol 2017; 216(2):163.e1-163.e6



Ocpancia MO oe veoyva rat Bpeen

> Baoi{etatr otnv IV
xoprynon NaHCO,

> H 610p0won tou pH
BonOa ) BeAtiwon tng
audnong tou Papoug
KAl ) 010p0won TuXOoV
OPUOVIK®V O01aTApAX®V

> Aev ernpeadet TG
KAPO10AVATITVEUOTIKEG

ITAPAETPOUG

Mintzer et al, J Perinatol 2015 ; 35(8):601-606
Kalhoff et al, Eur J Nutr 2001; 40(5): 221-230
Aschner & Poland, Pediatrics 2008; 122(4): 831-835



METABOAIKH OEEQZH XTA
IIAIAIA ME $YZIOAOI'IKO
XAXMA ANIONTQN



AnwAeileg HCO,;- ano to T'EX

» Altappoira ouvdpopa (oe 6Ao 10 PAcHA TG MAOIKG
nAKiag)

» ZUvOpopno Bpaxeog eviEPOU (OTNV MPOIN MAlOIKY)
nNAkia)

> Ala@opa yaoTpevIEPIKA vOooT|Iata, OUYYEVI] KAl U1,
oxetidovial pe v avamntudn PeETafoA1Krng oSemong Kat
1] ITOPELA TOUG EAEYXETAL PE TNV UETPI O AEPIDOV
aipatog

Kimmia et al, Pediatr Emerg Care 2010;26(10): 733-738



Eyyuc NegppoowAnvapiarn OSEwon
(NZO turnou II)

> Xapaktnpidetal amno
HEIWUIEVT EmMAvappO@Non
HCO;™ aro 1o eyyug
EOTIEIPAIEVO OWANVAP10
KAl auSnuevn artoBoAr)
Toug 61d TV OUP®V

» ‘Otav cuvodeustal armo
aunUEVH AEKKP10T] KAt
AAA®V OUO1WV, A.X.
VAUKO(NG, ap1ivoSeEmv,
PROEOPOU ovouadetal
ZYNAPOMO FANCONI

Na', CI°, H,0




Ano Neg@poowAnvaplaxn OSewon
(NZO tumou I)

AOpoloTikO Aipa

» Xapaktnpidetat
AITO0 PEIDUEVT
artekkplon H'
Arto 1o
a0po10TIKO
OWANVAP10

2K~

I H a-epPOoALy Cr

RUTTApPO



Aitia NXO tunou I otnv naitdikin nAwkia pe
YEVETIKO untoffaBpo

MetaAlaceic HY-ATPase
> ATP6V, B,
ATPV A,

>
> AUTOOMUATIKI) UTTOAETTOPEVI] KAT|POVOIKOTNTA
>

Yuvobeuetal amno diatapaxeg akong (Aoyw vrapdng tng H* -
ATPase oto opyavo Tou KoxAiq)

MetaAAacn avuustagopsa HCO§‘ /Cl-
> SLC,A;

> AUTOOMUATIKI] EMIKPATOUCA KANPOVOUIKOTNTA

Nicoletta & Schwartz, Curr Opin Pediatr 2004; 16(2):194-8
Palazzo et al, Kidney Int 2017; 91(5):1243-1255
Besouw et al, Pediatr Nephrol 2017; 32(6):987-996



MO ota naiéiwa pe av€npevo Xaopa
Aviovtev Opou

Methanol - neBavoAn

Uremia — oupaijia

Diabetic ketoacidosis- AtaPnuikr) Ketodewon
Paraldeyde - ITapaAdeion

Isoniazid - Iooviadion

Lactic acidosis — 'aAaktikr) O{ewon
Ethylenoglycol - A1BulAevoyAuKoAn

Salicylic - ZaAikuAka



AlafnTiRN) RETOSEWOT

> 2upPaivel os taida pe Zakxapwodn AwaPntn turnou I

» AmnoteAel 1o aitio tou 43,9% TV VOonAs1lmv TV dtafntirov natdiov
€K TV onoiwv oto 1/3 n retofEwon eivat cofapn

> ERAuUTIKOl mMapayovteg

> TlapaAewpn doong wvooudivng

> Nolpwin

> Ogela Xe1poupyikr) Kolia
> Epgavidetal ouxvotepa o€ natdia pe dtayvoopeévo LA o€ MEPLNTOOELG:
XapnAou KOW®VIKO-01KOVOIIKOU £IMIEO0U
MeyaAng nAwkiag spagpaviong tou XA
Ennpeacpevng mveupatikg uyeiag
®1Acog @UAoU

vV V VY YV VY

Yrtapdng o1KoyeveElaKOU 10TOPIKOU O1aBNTIKNG KETOSEDONG

Choleau et al, Diabetes Metab 2014; 40(2):137-42
Malik et al, J Pediatr 2016; 171:104-10



AlafnTiRN) RETOSEWOT

> O au{nuevog petaPoAiopog tov eAcuBepmv Autapwv
oSV 00nyel o uniepriapaymyr] acetyl-CoA

Ta ketovoonpata mpoKaAouv:
» ueiworn tou pH

» AUgNOTN TOU XAOUATOG avViOVI®V TOU OpOU

OH
il )
OO0OC —CH->—CH—CH,

~hydroxybutyrate




AAAEQ MEPLNITAOELS KETOLEWONG

> Aotltia

> A1a1TOAOY10 TTTOXO Ot Oep1ideg

.. INapatetapévy
Siapreia

——

> MnXaviopog rmapopolog Jue g otaPnukng

KETOSEWOTG

Dahl et al, Eur J Pediatr 2012; 171(9):1405-7



Ailtia auvnpevng napaywyng
YAAQKTLKOU 0SE0G

> Avenapkig napoxit O,
> 2oPapr) urtoSuyovaipia
> Znyn (Otatapaxeg pikpoKuKAo@popiag)
> loukn untoapdeuon (shock kapdioyeveg 11 oOAtyoykatpiko)
> MeyaAn auvgnorn avaykov yua O,
> YriepOepnia
> Tlevikeupevol oraopoi
> AuSnpevn napaywyil yalaktikou pe enapkela O,
> Alatapaxn g avarveuoTtiKrG aluoidag ota pirtoxovopla

> Mewwpevn 6paoctnplotnta ImUPooTA@PUAIKNG ap@Udpoyovaog



F'aAaKT1KI 0SEWON

I'Aukodn

vAuxoduon Avaegpof1og

petaoAiopog

AVETTAPKELQ

/7] Iupoota@uAiko ofu

I IF'aAaxtiko ofu

Eviupikn sxAog Krebs
dratapaxr)

- O < - /O
0 . 0 Fadaktikn \C
\‘C'/ agudpoyovaor
C

, + H,O'+ ATP + NADH + Hf — HO—\L—H + NAD*

P |
07 NCHj CHs

[MupooTa@uliké laAakTIKO

M1itoxovopio




ZUYYEVI] aitiad YAAAKTLKIG
oSEwong

> 2Tov agpofio petaPoAiopo

(o€e1d TR
PROCPOPUALDOT))
OUUMETIEXEL Y1d OE1pA
evQUU®V

MetaAAagn yovidiou mou
eR@PAdel OIT01001)ITOTE ATTO
autda ta evfupa odnyei oe
YAaAaKTiKL 0$EDON Ao
TG MPWTEG NUEPES (WNG

H rmaBoAoyikr) kataotaon
AUTH AVI|KEL OTNV EUPUTEPT

FAuKOLN Anapa
Oced
Nupoaragpulixo :
Kerovika
4]
POH awjlata

cor

QLIKO et 1, CoA +— Alvotea

T ~WCOASH
QEOAOEIKD Y M

(4¢) KiTpIKG
NADH + H "4 (6¢)
KUKAOG

- AL IKARPBOEUAIKOL .
FAD (2H) 4 TRKAPROIENOU ANADH +
R L0G (TLA)

HAERXDIKO

.&"\—"'T‘NAUH P HY

KClU]yOpi(l TV GOP
METABOAIKQN KaBapn avridpaon

AKETUAO Cont 3NAD® 4 FAD =——e2C0O, + COASH + 3NADH + 3H'
NOEHMATQN i i GDP + P, + 2H,0 + FAD (2H) + GTP

Robinson et al, Pediatr Res 1980;14(8):956-62.



MitoxovOplonaBeieg
Mitoxovéplrako DNA

KAnpovopeital artokAE10TIKA Ao ) pniepa

OXPHOS
complexes

COy
Carbowydqte-—)"y&' Mitochondrial
N

Complex |
(NADH dehydrogenase)

Acety| -CoA O Y‘I" Human mtDNA — @@ Complex Il

\ O 16569 bp (Cytochrome c reductase
O
Fatty aads\—} B-oxidation /
C lex V
N1 . - TP s

Complex IV
/\ S~ : (ATP synthase)
»1.,,,\__77\__‘— " complexes Ribossomal RNAs
I:l Transfer RNAs
Mitochondrion

(cytochrome c oxidase)
ATP

MetaAAagelg tou prtoxovdépiakoUu DNA kat odnyei oe BAafeg tou
VEUPOHNULKOU CUCTNHATOS KAl O YAAAKTLKI] 0SEWOoN

Sellars et al, Neuropediatrics 2017; 48(2):108-110



MELAS

Mitochondrial Encephalomyopathy
(mitoxovoplakt) eyke@alopuornabela)

Lactic Acidosis (YyaAaKTiKr 0{€®ON)

Stroke-like episodes (erte10061a rmou opolalouv
ne ALE.E.)

> A1AY1YyVOOKETAL € T PETPN O TOV YAAAKTIK@V
KA1l Artelkoviotikeg pebodoug tou K.N.Z.

> Aev UTTAPXEL A1TI0AOY1KT Ogpareia Kat 1
OUUITtOUATIKL Oeparneia v eival mavia
AITOTEAEOUATIKT)

Lee et al, Pediatr Neurol 2016; 64:59-65
Danhauser et al, J Inherit Metab Dis 2015; 38(3):467-75



BpoyX1k0 aoOpa Kat YaAaKTIKI 0SEWOT

> To 45% tov naidiewv pe
Kpion Ppoyxikou acOpuatog
ep@avifouv audnon
YaAQKTIKwV >5 mmol /L

> Xe& avtiBeorn e toug
EVNAIKEG, 1 YAAAKTLKI
0$EWOT OTIG MTEPIOCOTEPEG
IEPUTIWOELS TOV ITA101WV
8ev ogelAotav oc unoia

> Anodibetatl otnv
unepdpaoctnplotnta Tou
KATEXOAAHULVOV J1ETA TN
xXoprynorn -oteyeptn

Meert et al, Pediatr Crit Care Med 2012; 13(1):28-31
Saxena & Marais, GBMJ Case Rep 2010; 2010. pii: bcr0120102665.



IIcg n vepikn BAaBn nporaAei MO
OTI] VEOYVLKI] NAlKia
» Xta rtatdid aro 1 VEOYVIKI| nNAiKia ta dtttavOparika

availovovtdl otV avantuln tou OKEAETOU KAl TN
Onuioupyia tou Ppubu1cTIKOU CUCTNHIATOS TWV 00TV

> H 6watnpnon tng oSeoPaoikng 1copportiag eapratat
Ao TNV EmAvVapPoOEon Kal avayEvvnon ToV
S1ttavOpariROV O0TO VEEPLKO CWANVAPLO

> BAaPn tou veppou, odeia 1] Xpovia, EUVOEL TNV
Avartud PETaBoA1KIG 0Se®wong

Rodriguez-Soriano & Vallo, Pediatr Nephrol 1990;4:268-275
Kraut & Madias, Pediatr Nephrol 2011; 26(1):19-28



YUYVYEVELS VE@PLRESC MaOnoetg
» INoAuxuotikin Noocog Neppav
> Bpe@1kog TUog (aUutoompuatikt) UTTOAEUTOUEVT)
> Zuvurtapxel Bapla nmatikt) OucAsitoupyia
> ExOnAwvetral pexpt tnv nAikKia tou €vog £T0UG
» Turog evi)AlKa (QUTOOWUATIKL] EIMIKEATOUOCA)

> [ToAU omtavia ekdnAwvetatl KAviKA otV matdikn
nAlkia

> Neavikrn ve@pwvo@Oi1on (AUTOOOUATIKL)
UTTOAEUTOPEVD)

Leung, Curr Pediatr Rev 2014;10(2):95-100



YaAlRKUALKRG

> H Anjwn aketuAoocaAuKiKouU 0geog €ival n
OUXVOTEPN ALTLA PAPHRAREUTIRNG
PETABOAIRNG 0SEMONG OtV MAld1KI nAlkia

> 2XUVOOEUETAl A0 AVAITVEUOTIKI] AAKAA®ON

> H MO arodidetatl otnv avactoAn tng
0SE10MTIKIG PROPOPUAIDONG

Temple, Pediatrics 1978; 62(5 Pt 2 Suppl):873-6.



Pappara nmov nporalovv MO ota nmaidria

» AvTlEmAnnuka
KapfBapadertivn ZouABiaun
MibaloAdapn Tormpaparn

H oSeofaoikr) 10opportia Oa npemnetl va rmapakoAoubeital pv v €vapdn KAt KAtd 1)
dlapKela aviErmANIIUIKNG AY@YNS

» Puolodoyikrog opog (NaCl 0,9%)

> IOwaitepa otav xopnyeital yia arnokataotacr evOayye1akou OyKoU
HETEYXEIPNTIKA

> Ilpotyaatat Ringer 's Lactate (mpoooxr) ota naidbia rmou akoAouBouv
KETOyovo Hiatta yia tov KivOuvo ermANITUIK®V KPioewv)

» Avtuiflotira

> H AwefoAidn rmpoxkalei oAU ouxvotepa Kal Taxutepd PETAB0AKY] ofemon
o€ rtaidia rmou voonAevovial oe M.E.®. cuykpluika pe 10UG avtiotolxXoug
EVIAKEG

> NapR®TIKEG ouoieg

> Kupiwg otoug sprifoug Aoywm mbavrg veppiknS PAAPng



KAwikn ewkova ofeiagc MO

> KEVIPLKO VEUPLKO OUOCTNHA: ArBapyog, KO, OIAoHol

» AVATIVEUOTLKO : taxunvola (avarvor) Kussmaul),
AVAIveuoTiK) 6uoxepela, uro§apia

> Kapﬁtayyataxb . taxukapdia, acBeveig opuypoi, urotaorn,
KAATIAOTIKOG pubpog

> I‘CIO'EPSV'I:sle('): vautia, EPETog, avopedia, KOA1aKo aAyog
> Enpot BAsvvoyovotl
*AlaPnTiKi KETOSEWON

«PpouUTwdNG avarrvor)» - arorvola aKeETOSIKOU 0SE0G

O¢ela ko1Aia — artokadiotatal e ) 610p0worn NG 0§eE®oNg

Kim, Ann Pediatr Enodcrinol Metab 2015; 20(4):179-186



KAwvikn ewkova xpoviag MO

duoloAoyiko

OoteopaAakia

Kraut & Madias, Pediatr Nephrol 2011; 26(1):19-28
Mehrotra et al, Kidney Int 2003; 64(88): S13-S25




Ne@poAlOiaon & NegppaoPeotwon otn
N2XO I

> H veppaofeotwon avantuoostatl otn Ppe@ik) nAikia

> H vegppoAiBiaon avamtuooetal otnyv nmatdikn nAkia

Habbig et al, Kidney Int 2011; 80(12):1278-91



Ne@poA1Oiaon & NeppaoBeotwon otn NXO I

[ Ogemon J
(o Y ) (s O
OPYQaVIKOU Enavappo@non Enavappognon
THNATOG Ca, Pi KITPIKOV
- N N
YriepaoPBeotioupia Yrieppwopatoupia Yrioxkitpoupia OEFI:OV
- AN AN

Ca;(PO,),

IXnpatiopog Aifwv




Alayvoon MO ota naidwa

> XTI VEOYVIKI) NAlKia eupeia 61a@opikr) 61ayvior Aoyw
ITOAA@V OUYYEV@OV VOOI|LATOV

[otop1ko

KA1k etkova

Qopotiko Xaopa (dnAntnplaoceig)
Xpoviotnta MO (NXO, Negppikr) Nocog)

vV VY V Y V

Metpnon KaAiou (xapnAo oe 61aPnTiKr) KETOSEDMOT KAl
N2O, vwnAo oe Negppikr) Nooo)

> | [Ipoob10p101106¢ 'aAaKT1KO / TTUPOOTAQPUAIKO

> >25/1 unodia

> 10/1 petafoAko voonua

Leung, Curr Pediatr Rev 2014;10(2):95-100



Avtipetonon MO ota naidia

» AMORATAOTACI TOU £VOAYYELARKOU OYKOU - 610pOwon
NG a@Udatwong oc 0Aeg 11§ NAIKIES (KAl TN VEOYVIKI))
Kdl o€ 0Ad ta aitia (A.x. petaBoAika)

> Xopnynon HCO; - - 18iaitepa otig NXO kat oe XNN
'EAAewppa [HCO; 7] = (EmBupntny [HCO; ] - YnoAoyi{opevn [HCO; 7)) x 0,6 x =B (kg)

» Awpoxra@apon — oc dSnAntnplaoesig (cuvr6wg
e@appPoleTal IIpPoomPlva) 1 o€ Papla vempPikr) vooo

Han et al, J Perinatol 2009; 29(6):444-7
Sharma et al, Pediatr Nephrol 2009; 24(8):1509-16



Avtipetonion AlaBnTikrng KETOLEWONG
ota naidwa
2 TOXO01 ota ratdla

» AMORATAOTAOI TOU £VOAYYELAROU OYKOU (61dpKela = 48 ®peg)

» KdAuyn TV avaykov € 1VOOUAiLvr) (KATA IIPOTiPNon otdydnv. Kat

oxt bolus)

» Anorataotaon tou £AAsipatog NAEKTPOAUTOV (£vela KaAiou)

> Melo1 TOV KETOVOOKRAT®V (1] tvooUdivr ta petatpénet oe HCO,)

Xopnynon HCO; yivetat povo otav pH<6,9 yia tnv nipoAnyn

Kapd1akrng katarnAndiag rj avaxkorng



OScofaocireEg Sratapaxeg oto nmaidi

»> MetafoAirn oEwon
» MetafoAilrn aARAA®on
» AVAMVEUOTLKI] OSEWOT

» AVAIIVEUOTLKI] AARKAA®OT)



MetafoAlkn aARKAA®OL OTo naidi

pH aipatog > 7,45
Hco,] 1
PaCO, t (g avtipporinon)

Vv VYV V VY

XAwpro-suaioOnteg — S1opbwvovial pe xoprjynon Cl-
(Cl" oupwv < 10 mEq/L)

> XAwpro-avleKTiREG — 6 HlopOnmvovtal 11e Xoprynon
Cl" (Clr oupwv > 20 mEq/L)

> Mikpotepn BipAtoypagikn avagpopa yia t MA ota
raidla ocuykptuika pe tn MO otnv 101a nAkia

> ZUVOEETAl UE OUYKEKPIUEVA VOOT|ATA KAl
rtaB@oAoy1KeG Kataotaoelg g rmatdikng nAtkiag



Mnxaviopoi MA ota maidwa

> AnmAela oSE®V

Kupiwg aro 1tov yaotpeviep1ko OmATVa

» AnwAela Cl ano toug ve@poug

Yniepexet avtiotoxng anwAsiag HCO;-

> [IpocAnywn HCO,;  rat npoSpopwmV ouctav



Aitia petafoAilkng oSE®wong ota naiwdia

XAwpro-cuaiocOntn MA XAwplro-avOertikn MA

' : e IIpwtonaBdng unepaddootepoviopnog
e 'Epetotl, plvoyaoTpiKi
, e AcuteponaBdng unepaldootepovionog
IAPOXETEUOT)
@vﬁpopo BartteD

e Zuyyevig e Zuyyevilg emive@pidiarn Ynepniaocia

xAwpodiappola @vﬁpopo Liddle)

e Katavalwon yAukopi{ag

e Aloupntira : : ;
P o Xpovia evdela KaAlou

e Meta- unepranviky MA o IIpwtonadng unep-pevivaipia

e XuvSpopo Cushing
-@mh iVQD e XZUvSpopo yadaktog-aArAAcog

e Xop1nynon aARKAAs®V 1) IPOSPOR®V

ouo1RV




IIaOnoelg YAOTPEVIEPIKOU MOU NMPOKAAOUYV

MA ota naidua
> 'Epetotl — 1 ouxvotepn attia PetaPoAikng aAKAA®ONG
ota rawola

» YIEPTPOP1KT] ITUA®P1KT] OTEVROT)

» XTI VEOYVIKI] Kdl Bpe@1kn nAkia
> X& MmPowpda, dppeva Kal IMPKOTOTOKA veoyvd

> O@eiletal oe yevetlkoug Kal IeEP1PAAAOVTIKOUG TTAPAYOVIEG

> 2Uuyyevig XAwpodiappola
> Autoownpatikn) YroAeutopevn Nooog (Xpopooopa 7)
> Awatapaxt) tou avupetagopea Cl-/HCO, otov €1Ae0 kat 1o
KOAOV
> [ToAuubpapvio evdouniping, 61ApPPOIEG PE T YEVVIOT

Jobson & Hall, Semin Pediatr Surg 2016; 25(4):219-24
Elrefae et al, Clin Exp Gastroenterol 2013; 6: 71-75



Kuotikn ivoorn)

> AUTOOMOUATIKI] UTTOAEUTOPEVT] KAN|POVOUKOTTA

> Cystic Fibrosis Transmembrane conductance Regulator (CFTR)

> Aegttoupyet oav avtdia CI°

> Evtori{etal o€ mveUoveg, TIAYKPEAS, VEPPOUG, EVIEPO KAl

10pWTOITO10UG AOEVEG

> XUPPEIeExXel otnyv rapaywmyrn PAevvng, 16pnta kKat evUU®V NG MEWNG

> Xe ouvOnKkeg (€otng auSnueEvn anwAela vatpiou Kat XAwpiou pe
TEAIKI] OUVETIELA

>

>

>

Apubatwon

YrioxAwpapia

YriokaAwawia

MetafoAlkn AAkaAwor, O€sia 1 xpovia

Avarttuooetatl o nAkia< 2 €t@v, oAU ortavia evapdn otnv e@npiKr)
nAikia
Fustik et al, Pediatr Int 2002; 44(3):289-92

Mauri et al, Miner Electrolyte Metab 1997; 23(1):33-7
Pedroli et al, Am J Nephrol 1995; 15(3):245-50



KAnpovopoupeva ve@pira attia MA

rxetioviatl petaddagelrg yovidiav rmou ekppalouv MPOIEIVEG TTOU
OUUHETEXOUV OTNV EMAVAPPOPION KAl ANEKKPLOTN NAEKTPOAUTOV OTO
VE@pPOVA

> Xuvbpopo Bartter
> Zuvdpopo Gitelman
> Xuvbpopo Liddle
Xapaxktnpifovral aro:
> Agubdtwon (eSaipeon to X. Liddle)
> YrnokaAwawia
> YnoxAwpaaia
> METABOAIKH AAKAAQTH
> Aptnpilakr) [Tieon ke 1) xapnAn (eSaipeon to X. Liddle)

Ariceta & Rodriguez-Soriano, Semin Nephrol 2006; 26(6):422-33



Yuvépopo Bartter

> AUTOO®IATIKI] UTTOAEUTOUEVT] KANPOVOUKOTNTA

> 5 turot (BAAPn oe S5 61a@OPETIKEG TIPWTIETVEG)

O ey gy e ity

2~

Na o~
< CLC-KB

2CI =
—
K -
Barttin
ROMK2 3d
3

Lumen Blood




TU oL
Evvipopouw
Bartter

Yuvépopo Bartter

MetaAlaypevo

yowiGLo

HAwxia

Epgpavicng

HKAwwixi] sixova

Tomog I

sLCi12a1]

EwSoptjtpus

Heiubpogrin
TToAuvoupda
IIpSwpoc ToOWNSTOC
SpuBaTaot
IT18ave)
unspagPeorionpio

EwSoptjtpuc

Heiubpogiio
TMocAuvoupia
TpSpos ToORETOC
SpuBaTeot
IT18ave)
unspacfeorionpio

CLCINEE

EvSut] oro vogppd

awrado 1

ITprw T
ffhEia e 6

ETCIW

Ilcluoupia
IIcluduyic
KabBuoteprjon
TGIAOTIE]C
ITVEULOT ]S
adarTuLnc

huucr) abuvapia

Moaprivn

EwSopttpuc

Ca- cuaicBnTol

wrodoxsic

Schurman & Shoemaker, Adv Pediatr 2000; 47:223-48

Ermaviog




Yuvépopo Gitelman

»  AUTOO®UATIKI] UTTOAEUTOPEVH] KANPOVOUKOTHTA

Basolaseral

> Yropayvnolawpia - YrnaoPeotuawaia

> Engpavion otnv epnPikr nAikia- mo onavia otnv oyiun rnatdiki)
nAKia

Graziani et al, QUM 2010; 103(10):741-8
Lee et al, Kaohsiung J Med Sci 2006; 22(7):357-62



YV VYV

>

Yuvépopo Liddle

Anipoo@opn erntavappo@non Na*

Katakpdtnon uyp®v

Amevepyortoinorn ocuotratog pevivng — ayyelotevoivng — addootepovng
2 UvexnG artoffoAr) kadiou

METABOAIKH AAKAAQTH
APTHPIAKH YITEPTAXH

Alayveon Katd v epnPikn nAikia, Orou n aptnE1aKn uneptaon O6ev
AVTATITOKPIVETAl OtV KOo1vr] Oeparte Utk aywyn

Ariceta & Rodriguez-Soriano, Semin Nephrol 2006; 26(6):422-33



AAAeC KATAOTACELS MOU IIPOKAAOUYV
MA ota naiwdia

> Meta arno kapO10Xe1pPoupylKeS erepaPaoeg,
101aitepa otav UIMApPXeEtL:

« Mikpr) nAikia acBevoug
» MeyaAn 61apKela eOOMUATIKNG KUKAOPOPIAG

» [IpoUrntapxouoca vroxXAmpaipia

> Meta arno padikt) petayylon rpoiovimv
aAl1atog
= XP1)01 KITPIKQOV @G AVIUITNKIIKOU

van Thiel et al, Eur J Cardiothorac Surg 2005; 28(2):229-33
Bicakct & Olcay, Transfus Apher Sci 2014; 50(3):418-26



Alayvoon MA ota naidia

lotop1ko

KAwikr) ewkova

HAwkia ep@aviong

Méetpnon agpiav aipatog

Metpnon XA@piou oupwv

Métpnon XAwpiou opoU (ouyyevig XAwpodiappoira)

Métpnon KaAiou Kat payvnoiou opou (X. Bartter, Gitelman)

Y V Y Y V VYV V VY

Metpnon pevivyg, aAdootepovng, Kopti{ovng
(emwve@pidrara voonpata)



Avupetonion MA ota naiwdia

> [Ipemetl va yivetal eykaipa mptv avarrtuxouv
KATAOTAOE1S OUuvNTIKA EMMIKIVOUVEG yia ) (1)

> A1opBwon dlatapaxwv Tou 100fuyiou tou Udatog

> A10pOwon NAEKTIPOAUTIKOYV O1aTtapaxXwV (AKOUN KAl €@
Opou {wrg)
= Yrokataotaorn XAwpiou

=  Yrorataotaon KaAiou

=  Yrnokataotaon payvnoiou (X. Bartter & Gitelman)
> XEPOUPYIKES ertePPAcElS

= TIulwpikr) oteveon

= Emvegppidiakoi oykot

» A1aKOTIT) EKAUTIK@V ITapayoviav (A.X. papuaka)



Avupectonion MA ota naidua

Pbappaxa

> PPI — ouyyeviig XAwpodiappola

> ATOKAE100G ASovVa PEVIVNG-AYYEI0TEVOIVIG-
2Zuvopouo Bartter

» IvooueBaxkivn — Xuvopopo Gitelman
» Amiloride — 2Uvdpopo Liddle
Xe Papireg nepuntwoeig MA (pH> 7,55)
» Xopnynon HCI ,NH,Cl (oe ouvOrikeg M.E.®.)

> AketaoAapion (rmpokalei OittavOparkoupia)



OScofaocireEg Sratapaxeg oto nmaidi

»> MetafoAirn oEwon
» MetafoAilrn aARAA®on
» AVAMVEUOTLKI] OSEWOT

» AVAIIVEUOTLKI] AARKAA®OT)



IIaBGo@uoloAoyia AO ota naidia

> Augnpevn napaywyn CO, oToug MEPLPEPLRKOUG
10TOUg

> Mewwpevn anoparpuvorn CO,
> Alatapaxrn KupeA1ld0Tp1xoe1dikt§ pepppavng
> Alatapaxrn IvVEUPOVIKOU IAPEYyXUPATOG
> Alatapaxn agpaywyou
> Alatapaxr) OopakikoUu KA®BouU

> Alatapaxt) avarnveuotikou kevipou (K.N.X.)



Aitia AO ota mawdwa (1)

Aratapaxég tou Kevipirou Neupirou Zuotpatog

e Tpauna

o ANolpwdn (A.x. eyke@aditida, pnviyyitida 1) Aoip®dn amno avamnveuoTiKOo CUYKUTIAKO
10)

e NeorAaoia

e Ayyeliaxo Eykepaldiko Ene100010

e YroSia

e Todiveg, urtepboooAoyia (VapKKTIKA, otvortveupnq)

e Xriaopoi

e XrmovOUAlKa aitia (Kakworn otoug ortovouAoug A3-AS n dwatapaxn ot Asttoupyia
TOU (PPEVIKOU VEUPOU)

Neupoldoyira Zuvdpopa

¢ Notaia Muikr) Atpogia (Yyevetko voonua)
e XYuUvdpopo Guillain-Barre

e TloAlopueditiba

e Tpauvpua @pevikou veupou



Aitia AO ota mawdua (2)

Alatapaxeg TNG VEUPOHRUIKIG ouvayng

e MuaoBevera Gravis

e AM\avtiaon

e NeupopuUlKOG ATTOKAEIOPOG ATTO PAPHAKA
e Muikr) 6ucAettoupyia (A.x. puikn atpogia)

Alatapaxeg TOU AEPAYWYOU

* AnwAesia eAeyxou tou KNZ (A.X. aro eyre@alikr) KAK®ON, todivn 1) urtepdocoAoyia
(PapuAaKou, Ipavpa, ayyelooidonua, vrieptpo@ia apuydal®v, Oepuiko 1 XNUiKO
£yKaupa, SEVo OO, PAPUYYIKO ATTOOTNHA, EMYAXTIiTOA 1) ITapdAucn @OVITIK®OV
X0pdwv AP®)

« Yuyyeveig BAaPeg (A.X uroyAwttd1k: otevwon, Aapuyyopalakia,, KpaviorPOO®ITIKEG
dlapaprtieg,)

« Aapuyyorpaxeiofpoyxitda (croup)

* NeormAaoia, pada pecoBwpaxiou

*  BpoyxwoAitida

 AoOpa

0§81Cl MVEUROVIKTY BAaPn
Bapia rveupovia
* TIveupoviko Oibnua
*  Aydtopa IVEUHOVIKOU ITAPEYXUHATOG
*  BpoyxtoAitida



Aitia AO ota nawdua (3)

Xpovia MVEUROVLKI] VOGOG

* Bpoyxoniveupovikn duordacia

* Kuotkr) iveoon

+ Xpovia Bpoyxitda

« Xpovia Antoppaxktiky) ITveupovoriaBeia

ITaOroc1g mou nepopifouv To OWPAKIKO TOIXOHA

* TIveupoBwpakag

*  Yrie(WKOTIKEG OUAAOYEG

* Kugookoldiwon

* MeyaAn 61ataon NG KOWAKIG XOPAG

Aunpévn napaywyn 6tofe1diou tou avlpara

*  Kaxkon0ng urnepOeppia
* Extetapeva eykavpata
* Audnuevn KatavaA®orn TPoQrS



IGwaitepeg nepuntwoelg AO ota nmawda

> 2ZUVOPOI0 UITVIKNG AITvVOo1ag

Bpepikr) : Epnpkr)
nAkia i nAkia

Singer & Saenger, Otolaryngol Clin North Am 1990; 23(4):665-76



IGwaitepeg nepuntwoelg AO ota nmawda

» AO aro 1paupartiopo ToU IVEUHOVIKOU
ITAPEYXUHATOG META ATTO PNXAVIKO
AEPIOPO

» Neupoyevr|g avopedia (otoug e@r)3oug)

AlopBwvetal pe eravaoition Kat
AVAITtauorn

» AO peta ano status epilepticus

[&raitepa ermkivouvn o rmaidla pe
UITOKEI1EVA VOoOoT|patd, A.X. OUV.
Lesch-Nyhan



rxeon vnepranviag- Ilveupoviking Yneptaong

Ynepranvia —+ AvanveuoTiKi)
0SEWOoN

N

IINEYMONIKH
YIIEPTATH

21OV Imatd1atplko mAnbuopo Kat e101Ka ota veoyva
oupfatvel eUKOAOTEPA AOY® NG AVOPIUOTNTAG TOU
ITVEUIOVIKOU ITAPEYXUATOG

Fuloria & Aschner, Semin Fetal Neonatal Med 2017. pii: S1744-165X(17)30039-2



KAwvikn eikova AO
Kapdiayyelako

Aunuevn dpaotnpilotnta cuprnadniikoU CUCTI|IATOG
Taxukapdia
Audnuevn kKapO1akn Mmapoxr)
[Tepipepikn) & oTAaXViKI] ayyelo61aotolr] (6eppa Bepno & epubpo)
AppuBpieg (unteproOA1aKEG TAXUKAPOIEG)

Ye Bapira ofeworn (pH<7,2) N ent unoaipiag 1 CUCTAATIKOTTA
TOU puorapdiou KataoteAActal

Avanveuvuotiko

Taxurvola
Antouoialouv o

Auvottvola . voorpata tou K.N.X.

ZUUHETOXT)] EMKOUPIKWV AVATTVEUOTIK®V UU®V

ZUPLYHOG (VOOOG TRV agEpayRdy®Vv)

[TAnktpobaktulia



KAwvikn ewkova AO
Neupilko ouotnpa
PCO, > 60 mmHg: ouyxuon, kepalalAyia

PCO, > 70 mmHg: uvrtvnAia, vaBpotnta,
KATAOTOAD, K@UaA

Tevovtia avrtavakAaotika
Aunuéva oe nNria oMo
Katnpynueva oe Bapia oSeworn

Ta veupoloyika cuprnt@pata Kat onueia BeAti@vovial avtopata oe
XpOVia UIIEPKATTVIA EKTOG AV OUVUITApXEL urtofaipia, orote
ermoelvovovtal.

Ze MPo®pPa veoyva (kKunon < 28 ¢fdonadwv) n avarveuotiKn 0$EWO
ripokalAei Sratapaxn tng avantufng Tou eyRe@AAou

Granot et al, Pediatr Neurol 2012; 47(1):19-24



vV V V V V V

Alwayvoon AO

[otop1ko

KAwvikn Ewkova

Aneikovion K.N.X.

AnE1KOVION AVANVEUGTLRKOU

MeA£tn unvou

Edetaoelg oupwv & aipatog
dappaka

Napketxka



Avupetomnon AO ota nmaidia

> AVTIPET®ITION UTTOKEIPEVOU aAltiou (A.X. Ao1pwéelg,
O1aKor1) urteuBuvou EapuUaKoU)

> Monitoring (0WTiKwV onueinVv, Kapdlayyelakou,
avarnveuotikou, K.N.Z. (rmBavr) voonAeia oe M.E.O.
raidwv 1) veoyvav)

» Mn enepPatirkog AEPlOPOG (O 1ITEG OCEDOELS)

» MnXavikog asplopog (oc Paplég IEPUTTIOOELIG)

> dappaka (vado{ovn, eAoupalevidn, av POUITAPXEL
ANYn VAPKOTIKOV)

> XEIPOUPYIKT] apaipeon adevoeldwy eKBAACTI|OEDV 1)
apuydalwv



OScofaocireEg Sratapaxeg oto nmaidi

»> MetafoAirn oEwon
» MetafoAilrn aARAA®on
» AVAMVEUOTLKI] OSEWOT

» AVAIIVEUOTLKI] AARKAA®OT)



Avanveuvotikn AARAA®O1 oto nawdi

» pH aipatog < 7,44

> PaCO, ¥ (<36 mmHg)

> [HCO;] ‘ (g avtipporinon)
> Ogeia (Olapkei Ewg 24 wpeg)

» Xpovia (brapkel > 24 ®peg)

> O@eiAetal oe au{non ToU AEPIONO0U (UTTEPAEPIONOG), UE
OUVETTELA TNV ATTIOPAKPUVOT O1aECOU TRV ITVEUROV®OV
PeyaAutepng tng avapevopevng rnoootntag CO,

> Mewwpévn napoxr) O, ota {OTika opyava
> Mewwpevn riepiekukot)ta O, OToV €10ITVEOREVO aEpa

> Mewwpevn artodoon O, 0TOUG IIEPIPEPIKOUG 10TOUG



Aitia avanveuotikng AAKAA®ong oto naiwdi

Ynofia kat unofawpia ESwOnveupovikeg Sratapaxeg
Yyopetpo/ xapnAn FioO, I&101taBn¢/ ayxwdng Yrepacpiouog
Avapia
Yrniotaon Neupodoyikég maOnoct
ITveupovikn Noocog AYYE10KO EYREQPAALRO
enelwo0od1o0/Apoppayia
IIVvEUPOVIREG AlATAPAXES Aoipasn (pnviyyiuda, eyregpaditda)
Tpavpa
' ' . ' 'Oykog
o6
15npa (u'm:pcpoptwor] 1 ano Opuobves/dappaxa
6lwatapaxrn otn dwanepatotnta) .
" KatexoAapiveg
EppoAiopog \
Ano@pagn/ @Asypovn aspaywyou LIS
I : MeOulAoavOiveg
vEUpoOvia ,
Alapeorn nveupoviki Noocog/ )
Nveupovititéa ZaAlkuAlka, aAptepivn, SoSanpapn

NXAVIKOG AEPLOROG

n

AlopPwon uetafoArkng ogeOT™




KAwvikn ewxova AA ota nmaidua
Edaptatatl aro:
> TO aitiwo
> Tnv Baputnta tng Siatapaxng

> TV TAXUTHTa £yKAtaotacng tng diatapaxrng (nepropiopcva
CUNNMTOHATA O Xpovia dratapaxij)

Kapdiayysiaxo

Taxukapdia (av 1o rtaidi exel atodrjoeg)

XaunAn Kapbiakn I[Mapoxr) (avaiobnukad, padikr) mveUPoviKr eUBoAr,
HUNXAViKOG AEP1O0G, ONWn))

Appubnieg (amo vrokaAilaipia, vrtacfeotiapia oe maidia pe vrofadpo
KapO1aKr1)§ vVOooU)

K.N.Z

ZAaAn, 6ravontikn oUuyxuor), euepebiototnta (AOY® PEIOPEVNG EYKEPAAIKIG
QHATIKIG POTG)

YniaoBeotiapia (Meiwon oviopévou Ca?* mou @tdvel pExXpt tetaviag)



Alayvoon AA ota naidia

Iotoplko

KAwvikrn ekova

KaAAlEpyeleEG AlPATOG KAl OUPKV (O1)Yn))
Oupcoe1B1KEG OPPOVEG

Hniatika év{upa (NIatiki) avernapKeld)

AnE1LROVION AVANIVEUOTLROU (TTveuliovia)

vV Vv V YV V VY V

ZmvOnpoypa@npua asplopou aAlpatwong
(rtveupovike) epPoAn)

Ytadlakt) rmtwon PO, onuaivel ot ernepxetal KONn®or] tv
AVAITVEUOTIKOV PU®V KAl AITAltel Taxutepoug XE1P100UG



Avupetomnon AA ota naiwdia

> AVTIUETWITION TOU UTTOKEIJIIEVOU VOOT|1ATOG
> ZItavia arodidel n ouprnopartikn Oepaneia

> Emmi pnxavikou agpiopou aroteAeouartiki) €ivat n
ermavappui1on TV MAPAPEIP®V TOU AvAITlveuotr)pd

> [aidowuxiarpikrn KTIPNON y1d TOV PUXOYEVE] AEPIOUO




ruvowidovtag...

> O1 6latapaxeg g o§eoaoikrng 10opportiag ota rmatdla
JAITOPEL VA €XOUV ITPOC®PIVO (A.X. E€TO1, 61APPO1EG,
Aouwéelg) 1) povipo Xapaktnpa (A.X. ouyyeveig rmabrjoeg,
petaPoAika voonpuata)

> H ooPapointa toug eSaptdatatl aro to XpOvo £yKATAOTAONG,
) Baputnta, to aitto, aAAd Kat Vv nNAiKia Tou rmacxovtog
ITatd10u

» O1 oeoPaoikég Hratapaxeg ota raidid €ival AMEANTIKEG
yla tn (@r), otav givatl Papieg

> ‘Otav etvat 1Ireg, PIopel va aroteAouv mpodpopo eupnua
yla EIMKIVOUVEG yia tn (W1] Kataotaoel§ Katl yid auto
AITA1TOUV OUVEXT] ITapaKoAouBnon

» O1 oeleg Sratapaxeg aAnAltouv APECT AVIIHETOIOT
Kdl Ol XPOVIES AMAlTOUV mno Bpadeig Xe1plopoug



EnavdaAnyn pntnp naong padnoewg
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