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Ketogenic Diets in Pediatric Practice
ASus suln

o13Alay (ketogenic diets) Humadonmildlunissnunginelsnandndasinsdumuidou
U wa. 2064 Tognuithelsaaudnuisaungaenstnlsidesnems nmsiiasalauludoniualy
msnamshauresaNeIndandatunisaunaauasiieliosiiiidndiuvesluiuluuimaimnme
TagdrinansTulawnsauazTusiu s1anedeianglaazgndsduliinanylofufiodundany uay
liAnasUsznevAlauldlaglifesenamsidunauusaznuindualunisaivaueinisdn nalnlu
nseengvisvesemsAlaustliduiinsuuidn wildedulvgruvanegull’ wu salumsnumilngnss

209A15U52NBUALAUAD TEUUUSZAMAIUNEN HaTeIn1EAnudunsaniinenuny (threshold) va4
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nsdn mﬁm?{ammawmamaﬁwLLazmﬁaLLimmamamsﬂ}’ﬂ Mswasuuvassssvlusiulusaniouay
nMsdsunlasseiunsnogilunisiifienadinatestunisdn dvdnguanmsdnuiludaineaesmuininae
Hhuraanmsiiinduves gamma-Aminobutyric acid (GABA) Tuauedaeiiaruiendostu tricarboxylic
acid (TCA) cycle Inoifin3insedures metabolites luanosveanyilFsuemisalaunuin
B-hydroxybutyrate ﬁﬂ%mmﬁwﬁmazgﬂﬁwhuuu’;ﬁy’uswdmﬁamasamm (blood brain barrier) hag
\Wasuwauu acetoacetate s?iaLﬂﬁﬂuLLanﬁaaquﬁqmlﬁLﬁu succinate Tuaauei succinyl-coenzyme
A (succinyl-CoA) fiUSunauanasinlit B-ketoglutaric dehydrogenase activity Wi wavdl o-ketoglutarate
Auuaziin GABA shunt vlmiiuSunas GABA winduluaues wazannszuiumsinasiidnlunmsrili

AIUANNISENLA
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Tutsaeamemssuiiunnuirfiaandunaneuiszunduanlviauaulanisldomnsilaulunis
unulsnautniineronisinu uarlinenudnunnfiuansdassansnmassnsinude il
WNWaENISN Freeman wazamy’ levinsideuuudneludnamin (prospective study) fausednsnm
vososalnuluiniifllsaandnsuusauasiineuaussiesiudn wuindtisysznamisuaiinigtn
anaINNINeEas 90 naRINMTNY 1 U n1sfnwree Neal wazane® Tul wa. 2552 Usuenia
Usravisnmaesemsalauiiudndign Tngldnismaasauuuguuasiniseuny ludniiflsrandnguuss
wazlinauauswiosniudn 145 au wuilimstnanasiisiesas 62 waan1ssnw 3 s laglifieay
LANANSYaIUTEANENN SEVinsemnsAlALLUUAIaRALaze M sAtALLUUTIYnSelusuanelaana
U11nans (medium chain triglyceride, MCT) unguitlé¥ueivmsalaunuuild MCT aganunsaufoan
AUzl (compliance) Tuszazenafinin nsAnwlulszmdalnelageiasdnsdiiosilaz Az’ uag
nMsfnwiiauzunemaniguainsaiiminedelageransdnquadouasany’ wui omnsAlaud

Usgavznmdlunisauauennistnaiuiedfiunsanuilusisssine

vouvdlunislonrisalaus’

1. ThTun1s5nwiasy (add-on therapy) dmsulsaautniilinevausrenisinw (refrac-

tory epilepsy) Nnuiiafiliwisnzazinwilaansnige

2. N1ZANUAAUNANINUNUDATULANILA (inborn error of metabolism) Aidasld
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- Glucose transporter 1 (GLUT 1) deficiency 6‘2‘3@L“f]‘umazamﬂﬂ@mamwamuémq‘lmvﬁmmm
31NN15V19 GLUT 1 protein sibvinglaaluidionlyianunsasiiu blood-brain barrier Whluluanasld villi
Annstn Wamnsd wazninedeulminund fsanmnsaidaduldannaneinaluilodunda
(hypoglycorrhachia) aganalneillsifiamndu Wy nishndeluaues wiennudensenlfideviuaues

Funans (subarachnoid hemorrhage) Lagsgautmaludendansund

- Pyruvate dehydrogenase deficiency (PDHD) @aifunnizinunfvesmuunuoddulu
lulymewnse ilrdazideafunsnainnsananinAsludon (lactic acidosis) L9990 pyruvate

Tyjanansaudewdu acetyl CoA I

TugUrensaeannizdaiuty asldevisalaudunssnvivaniieduunautomdsdmsu
Ufjiseneendiadu (oxidation) lnsdatiuanuiauniveteuleiluujiseeendintuvesnglaguay

ibiansAlaudng TCA cycle 1a
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3. nguaIN1slsmaudn (epilepsy syndrome) waznAziinouauasmluRAY nande I

NIMOUAUDININNIT Sorag 70 laun’

- Angelman syndrome

- Complex 1 mitochondrial disorders

- Dravet syndrome

- Epilepsy with myoclonic-atonic seizures (Doose syndrome)

- Febrile infection-related epilepsy syndrome (FIRES)

- Infantile spasms

- Ohtahara syndrome

- Super-refractory status epilepticus

- Tuberous sclerosis complex

o

a. venanil sfienuveangueinslsrasinvienneinouausiion1sinw Ussinadosa

50 Wi’

- Adenylosuccinate lyase deficiency

- CDKL5 encephalopathy

- Childhood absence epilepsy

- Cortical malformations

- Epilepsy of infancy with migrating focal seizures

- Epileptic encephalopathy with continuous spike-and-wave during sleep

- Glycogenosis type V

- Juvenile myoclonic epilepsy

- Lafora body disease

- Landau-Kleffner syndrome

- Lennox-Gastaut syndrome

- Phosphofructokinase deficiency

- Rett syndrome

- Subacute sclerosing panencephalitis (SSPE)
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U9R WG (contraindication) uovoikisAalau

1. Fatty acid oxidation defect uﬂ%ﬁmﬁiu medium chain acyl-coenzyme A dehyrogenase
(MCAD) deficiency, short chain acyl-coenzyme A dehyrogenase (SCAD) deficiency, long chain acyl-
coenzyme A dehyrogenase (LCAD) deficiency Liesannamziilianunsailusululdlgzeainsunsie

JULSIsNMEgnIIianglaa

2. Camnitine deficiency (primary) laun carnitine palmitoyltransferase deficiency, camitine

translocase deficiency, pyruvate carboxylase deficiency, porphyria

3. uenanimsfisTsanmsinyisutou Tunsdi
- felifymmdasunmsviessuumaiuemsfidssennizywlawunis
- AseuUATIvINANUNTEY
- feiiigaiudansindaaunazivangfiasvinsindadnwnnniy

- finsld propofol 3amee (1esRINLAMLLERNY89A1E propofol infusion syndrome)
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1. f7lula (kidney stones) nulguszanadesas 510 youftheisnmseesAlau’ wuin
fisiiAnannsngin (Govar 50) wazuradon Tnefitladeides Ao ongittosiiioBudunisinu nsd
wra@engslutiaanns (hypercalciuria) Msitiaanizfiunsa msduanstinsymadaaniztios mssudssvny
Yhifey LLadﬂaLawwzasm?jnslui’laﬁlﬁ%’umiuﬂfju carbonic anhydrase inhibitors WU acetazolamide,
topiramate, zonisamide' F4A15Aeln1InTIINTRIMILFERbUTAAIENNAUAIKEYE12YIIN1TATIA
dududeadudsnuigduneiiinnuieund Winuadusmegldsunsividensaasimie
nsendn wedlvgiansaSheldmenisiaUSinahiisuusemy wasilddaanudusadedinm

wardimasnwIAIga1MsAAUAe kU

2. azludugaluden (hyperlipidemia) wuldiUszunadosay 14-59" uazaunsavinla
nauduundlilaenisusudndiuvededulugnsomis wazlifemeanisinviseamsalaulusedld
Halun13AIUANEINISTN usagslsinuraszezaIvBINIsSNYIIEsUnTidessuumilaLasasniden

ToganIznAranndnwadls (atherosclerosis) §idaen1snisanesall

3. Azwnsngaulussuumaiuemg wu e1deu tinvies vieayn veude wulduszunm

Yovaz 12-50 FuinifuluszozBuusnueansinumssewnsalay eraduldandndiuvedlusiulueims

Fsgavideluveneiinnznszimzemssniauianme” fsgsunsiinanzninlnadeu (gastroeso-

phageal reflux) luiinidn 7 s1991n 23 s1e@aldSuammsAlauiiednwilsraudnussinndnum (infantile
spasm)™

fisnenudtiennudery 9 Ydedinananeduseusniauidsundusiaiidensen (acute

hemorrhagic pancreatitis)™ Qﬂaamaﬁ”umﬁﬂmmmi%’ﬂﬁLﬁmmﬂ GLUT1 deficiency see1msalau

2, & ! = i = & & v o a0 w
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wenandmsldormsalauluinnisniiengdesunidonisseda Wesanbnmaniidading
awveteuledlaa (lipase) ndugeundsliauysal aravililidymnisgeduvesluduniaung

waztaeslale (failure to thrive) e

4. MazunsnFaumMsiala Best waganz ™ Iivinsasaduiindulutaeildsunsinunie
gnsAlausIuIL 20 518 WUt 3 sedinduliiilaRinunfuuutae QT e1ndund (prolonged QTC)
Faduiussunsiseaulunsueundluiden uag B-hydroxybutyrate ﬁqa Tnelusouidll 1 sedifiane
néwilailaltanes (dilated cardiomyopathy) 88145UI39353MU prolonged QTc Feansandudu

Unilamdmennissnuismeemsilau
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5. dyvmasaiula fndngudedaudeiuimavesomnsilaufumaeigdula n1sfnw
Foundaves Williams uazaniz” wuiidosay 86 veudndaldsunisinedeomsalauinseiydivia
Hradatlitutueny sreznailiuemnsiat viendiuuarlushuillésudedmiing uimsdnu
ludhavtihwes Vining wazanz™® ludin 237 aunui adeauunasgiuesimiindianadiutg 3 ifeu
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WNIALIULUUARIARA LAz SAIULUUTIY MCT wuiwadenisiasadulalivnnsety uwihusng
iuomsAlauwuuild MCT agléddulusiumnndn® nsfnuiludnlnefrasumemaniginainsol
WindInedenudn nfildsuemsalauanunsansaiulaldlndidestudinung uwideinisnisianiu
nssiulnuasUSuUSInamdanuuar lusiudilasuesnilngdn®
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6. NSHBAAUUYILTIVDINTZAN (bone demineralization) enaseaihsyiullesangiae
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Tnaeananionalunisniuaunisin Ing38nns fe n1sdes 9 WasudnduresemsunAdeldnd v
lasfusioomnsildldlasiuussana 1:3 Winaiewdu ketogenic diet Fsildndruvasansneflau [ketogenic
(K] e nailusiusieanssunisieflau [antiketogenic (AK)] esaunguadlulsiasauaslusiu (KAK)
Ussanas 3:1 89 41 TusgeznanUsvana 4-5 Judielisanedanisusudasenie ketosis tnedali
fUsinamdnunasiusiufismefuanudeinisressiane Jsgnuitlumsnuazifindnazdonis
dnaruvaslotuiisnniudnlalunisiliAnnig ketosis wagdoanisdndiuveslusiuannniniield

Tun1siaseydules
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[
LAY

1. Classic ketogenic diet lusfuvismuaiilidulnsndweslsdarsen (long chain triglyceride)

Aldanemsmusssuyd Jusuuifidndnudunsuvedlufuseemsilileluduegsening 3:1 fa 41

AatuazUsgneumgluiugsisussanaiosay 90 URINaIUNIUA
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2. MCT ketogenic diet Usznauselnsnaweslssasnarsussinadosas 60 10naud
I5urimun fdefie MCT aunsaviliAnnie ketosis Iaaniilususiingu q vldanusealidndon
vasmsiulawmsanazlusaulauinnia classic ketogenic diet WAp12iNaTEAIBLABIABNINAUBINIT
N waze1avhlvididymiuinvies vieads wseedeuld Jaiungnsld MCT ketogenic diet wuu
fauvas (modified MCT diet) #sUsznaudng MCT Uszanadasay 30 veamdsnuilldsuimunuazunui
lusufimaese LCT failumssnommsenaiBududie MCT Uszanadesay 40-50 wazdSurialugia

nsAanuNIsSneellanIg ketosis NANanlaeinn1ssEABLADIREMNLALIMTHRE NN

NMsAnwTeuiisulag Neal wazane’ wudmng 2 susuuvesemsalaudliiinnuunneig
fuluwivasUsedninmmsinuiwasniseenivvesitie danuenaauisadenidliniuainumangay

dmsugtheusiavsny

nsus:tdunaznsiimusauvinaunstin1ssnulalgoIKIsAlau
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gv Tsadiu anzidedldle lsansalwadou anuiaunfveanisiu viesyn nisiinneidendunsa uas

Tsanduilewladien (cardiomyopathy) Wusu sadiunmudadiuensiulawmsalugisg 9 A§vae
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AeuGudun1siiosAlau fUhesininisensms (fasting) lunanegneley 1248 Hiluwiie
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A191991 1 Megransaudadiuvesmsiulawsn Wsiuuagluduly classic ketogenic diet

JURDUN 1 Tusiu 1 NSy = 9 wraees warlusiunsemsiulawsa 1 nSY = 4 wAaaes

wilsthevesdndau 3:1% = 27(3x9) + 4(1x8) %150 31 LAAADSHENIY

YURDUN 2 ANUABINITNAINU (WAAADSABIN)/3] = FUIUMUILADTU

v
[

YURDUN 3 Fnumhefe iU x 27 waaaesvadluiiufenilaviig = weaaesNseansanlutiudeiu

Qe

URAUN 4 LARRRSNABINITIIN VT UM T/ wAaaasSmansy = USunalviunfeenis (nSuredu)

2

dumeudl 5 | dwingUaeduilaniu (ideal body weight) x 1-2** = avudesnslusiu (nused)

JURDUN 6 ANUABINITIUTAU (NSUABTY) X 4 = LARABSNIABINITINNLUSAURDTU

YURDUN 7 AUABINITNAIY (LAFaDSHBTW) — (LPaapSanlusufe Ju+uAaaasaNIUsAURD YY)

Ay W
= LLﬂaa@iVIfﬂaﬂﬂ"ﬁ"\nﬂﬂqﬁ‘U‘lﬁLﬂi(ﬂm@au

YURDUN 8 wAaaesNAslulawmsanaii/a = Usunumisiulawmsaidesnis (nSusetu)

* lunsaifisiadns ketogenic ratio (K:AK) 3:1
*fn9n dietary reference intake MuRIEAZINA WazMUATIEIATUINTVRILU Y
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A191991 2 Megransauiudadiuvesmsiulawsn Wsfuuaglugdulu MCT ketogenic diet

v
o

JUNBUN 1 ANUABINITNAINU (WAaaDIRa L) x 0.5% = LAAABINABINISIIN MCT

v

JURBUN 2 LARABSNADINITINN MCT/8.3 = Usuna MCTRR29n5 (NSUADTL)

duneuil 3 | wwmiingUeluilaniu (ideal body weight) x 1-2** = Anudosnislushiu (nFuseiu)

YURDUN 4 | ANABINSIUSAY (NSURB ) x 4 = wARaBSTIRBIN1TINIUSAURAD TY

v
[

JURBUN 5 | ANUABINISNAINUY (LAaassnalu) x 0.1* = wAaaasNAaInNIsanAsiulawnse

v
o |

JUNBUT 6 AMUABINITNGIU (LAAADIABTY) — (LAAADIINN MCT MU + LAaassNIUSAUsa Y +

wAaapINNASIUlERTA) = wARaaSNABINTIN VIR LCT fadu

v
[

Jupeun 7 | waaassanasiulawsanedu/a = Usunaansiulawsafineanis (nSumedu)

JUNDUT 8 WARAD3IN LCTADI/9 = USuay LCT N1989n1s (nSusioiu)

* lunsdlfesns MCT Segag 50 veandanuiauaLarasiulansniosas 10 Yaanda e
*fnan dietary reference intake ANUDELAZLNA LLazmmmeﬂﬁummiﬁuaﬂ@ﬂw
LCT, long chain triglyceride; MCT, medium chain trigylceride

nsiiunTy ketosis 51 2 3370 1) Aoy 1 WindndILYDs KAK 91nUseanas 1:1 9uds 3:1 vide 4:1
TunaUszana 3-6 Su wie 2) BuownsAlaufidundndinues KAK figosns (3:1 wie 4:1) TuuSuna
Uszanay 1 Tu 3 vive 1 Tu 4 vesiidusald wazdes q dinaulduSinaiidesnislunal 34 u el
fUherey 9 Auirsiudnuazyeies uagtitevanidssenmssulsifisussasdainmsfifinng ketosis 152
wazannAuly Fasinsuansennislaenduld endeu Fu seunds Tseusulszmueims wemela
noudn lnetseninansshwianilennisaenangiuiuasianvansalnuludaayluuSunamnn @inni

160 fiadlua/na. tnelduauasiataaniy) enliaieshunsearsunnduvmnalidndes uaslirUoae
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TuantuiliTifaesdeinnsliftheenomssmfuiiausinauaendsnuiildsulutausn
wiliAnnY ketosis IdieTu'! wazannsnauonsinlditind fsoraiiusslonilunsdlidoans
snevaueson YL uilulegtuBuiinsfnmuisnsdnuniinuilufheilidlévinsensimns
wardrinndanulugiusnianansafianne ketosis lalussasiailndifesiu uazoraifinnadiafsdly
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wFnnanszann 4-5 Ju iefiheanansafuomsalauldtmunuaranansoadtifenne
ketosis AufiFeINs nanAeUiinamsAlauluilaanizegsening 80-160 fadlua/ma. awnsalvigae
nduthuld Taeseminseglilsmetunadnunien viedguainasldsumsaouieaiundnnisvesems
Alau nsdaiaznisdaiminens msdawyemislasdandniuyemisuaniudeu n13nsae
asAlaulutlaans wasmsguaienivemslewininmziduthefielvigunasesinnusiilafioznduly
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nmistdeluyUounlasunissavnddearisalau

TudagtudiliindngruwidaisljduiusvetamisAlauiveiudn uazkavas ketosis #a
\ndvraumansvetemvant eglsinuiidensseTaientu secondary camitine deficiency iield
$2ufU valproic acid dudu short chain fatty acid® wasiilesanermsalauanusavilminnie
demdunsals mﬂi’fﬁ’mﬁummju carbonic anhydrase inhibitors (topiramate L& zonisamide) 813
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