EMIETHMONIKH HMEPIAA

AvTtikatomtpiopoi: Mikpec latpikeg lotopiec - Meyaha MaBrjpata
9 lavovapiou 2016, lwavviva, =svodoxeio Du Lac

AXOENHX ME AYTOANOXH
XYAOMIKPONAIMIA

‘ KAOYPAX EAEY®OEPIOX
o EIAIKEYOMENOX B’ IAOOAOTI'TKHX
O KAINIKHX IIT'NI



KAINIKO ITEPIXTATIKO

o AoBevne 37 etV e 10ToPLKO 1010IIa00Ug
OpopBomevirng mopeupag (ITP) amo 10etiag

o 'Extote 6U0 unotpomneg (rmpo 9 Kai 5 etv)

o XmAnvektoun (mIpo detiag)
o Aintwong ownbnon nmatog




BASELINE TESTS

e Glu 97 mg/dL

e Cre 0.9 mg/dL

e TC 151 mg/dL

e TRGs 98 mg/dL

e HDL-C 53 mg/dL
e LDL-C 79 mg/dL
e PLTs 160.000/uL
« BMI 29 kg/m?

o MDappaKeUTIKI] ay®Yn: Kapia
e Katavalmorn aAKoOA: KOWVOVIKA
e Owkoyevelako 10TopLKO: eAeubepo




o IIpooepxetal AOy®w £KOeONUAOEVIC
uvnieptplyAukreproaipiag (TRGs 6600 mg/dL)
o Xuldomkpovarpia (TRGs > 1.000 mg/dL)

o Meiwon tov PLTs (14.000/1L, vnmotporr ITP)

o Koptilovn (Medrol 48 mg/d)

o ITAaopa@gaipeon yia tnv apeon peiwon twv TRGs

o Kivouvog maykpeatitioog




IMMUNE THROMPOCYTOPENIA

o PLTs< 100.000 /uL

o Atayveon £ amokAe10p0U

0 AuToavTlo®IATA EVAVTL
OpouBoxruttapnv/
PeyYakapuoKUTTap®V (IL.X. Gp
IIb/I11a)

o dayoxkuttapwon PLTs

o KataotoAn napayoyng
NEeYOKAPUOKUTTUPOV

o AeuteportaOng ITP (mm.x. SLE)




IMMUNE THROMPOCYTOPENIA TREATMENT

o Koptikoelon

O XLIANVEKTOUI]
o Anopaxpuvon PLTs oto omAnva

o Rituximab (anti- CD20)

o TPO agonists

0 AVOOOKOTOOTOAN
o AvOerTIKEC HOPPES




[TIPOTOITAOEIX AYZAIITIAAIMIEX

. Xuldomkpovaiptia (1/1.000.000)
1. Oukoyevng uriepxoAnotepolaipia
a) Opoduyn (1/1.000.000)
B) Etepoluyn (1/200-500)
1. Mixtn vnepAumoaipia
a) Owkoyevng piken (1/300)
B) AuoBntaAmonpateivaipia (1/10.000)
1v. Oukoyevig umeptplyAukeploatpia
v. Emixtntn xulomkpovaipia




AYEHXH TPICAYKEPIAIQN

I.  Xuloukpovaiptia (1/1.000.000)
1. Oukoyevng uriepxoAnotepolaipia
a) Opoduyn (1/1.000.000)
B) Etepoluyn (1/200-500)
1. Mixtn vnepAumoaipia
a) Oikoyevng piken (1/300)
B) AuoBntadimonpoteivaipia (1/10.000)
Iv. Ouikoyevng umeptplyAukeploatpia
v. Emixtntn xulomkpovaipia
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1. Oukoyevng uriepxoAnotepolaipia
a) Opoduyn (1/1.000.000)
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OIKOI'ENHX MIKTH YIIEPAIIIIAAIMIA

0 0.5 — 1% Tou yevikou nAnBuopou

0 AUTOO®OULIKI] EIILKPATIIC KA POVOILKOTITA
e 7 oAwkn kav LDL CHOL (tomog ITA)
e T TRGs (tumog IV)
e JUVOUNONOE Kal TV ovo (tumog I11B)

o EvaAlayn tov @aivotUuIov oto 1010 aTopo

0 O®eTIKO 0LKOYEVELAKO LOTOPLKO
e YrepAumoaipia oto 50% tev o' BabBpou cuyyevav
e 010 £IOTOON TOV TPLOV PALVOTUI®V

o O1koyevelaKko 10TOPLKO IPMLIING KAPOLAYYELUKIC
VOOOU




LYNOETH ITAOODY2XIOAOI'TA
o 1 nmatikn noapaywyn ApoB,,,

_|_

o Avatapaxn KataBoAlopoU TV AUIOIPOTEIVEOV
o I'evetixeg (ApoAl/CIII, MTP)

o Emiktnreg (maxuoapkia, aAKOOA, avTlioTaon 0TnV
LVOOUALVY))

o Hma avénon tov AUTOaiplikov IopaieTpeV
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[TIPOTOITAOEIX AYZAIITIAAIMIEX

. Xuldomkpovaiptia (1/1.000.000)
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a) Opoduyn (1/1.000.000)
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a) Owkoyevng piken (1/300)
B) AuoBntaAmonpateivaipia (1/10.000)
v. Ouvkoyevig umeptplyAukeploatpia
v. Emixtntn xulomkpovaipia




OIKOI'ENHX YIIEPTPII'AYKEPIAAIMIA

O XUXV1 olatapaxn
0 AUTOO®OULIKI] EIILKPATOUOCN KAT)POVOILKOTITA

o T oAU XaunAng mukvotntag AUIOIPROTEIVAV
(VLDL)




XAPAKTHPIXTIKA

o Metping auénpeva TRGs (200-500 mg/dL)
o MetaBoAi1ko cuvopoo

o T 11 puolodoyikn ApoB
o Xuvn0Ong amouoia abnpopatoong




e

UnmepPTPLYAUKEpLOaLpia
_
R N
MetaBodwo otvépopo | - | 4

O1xoyevelako 10ToPLKO +++
UIIEPTPLYAUKREPLOALILAC

O1xoyevelako 10ToPLKO
aBnpooxrAnpwong
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B) Etepoluyn (1/200-500)
1. Mixtn vnepAumoaipia
a) Owkoyevng piken (1/300)
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EIIIKTHTH XYAOMIKPONAIMIA

o ITapouoia yevetikou vmoBaBpou
e T nmatixkn mapayoyn VLDL

+

o Emixtntol mapdyovteg ¢

o AvaBntng
o Ilaxuoapkia
o Kataxpnon aAxooA

* YmoBOupeoe1610110¢
e Negpixn vooog
» Kunon

o ddappakra
o Epngavion xulomkpovarptiag (TRGs >1000 mg/dL) ‘
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[TIPOTOITAOEIX AYZAIITIAAIMIEX
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B) Etepoluyn (1/200-500)
1. Mixtn vnepAumoaipia
a) Owkoyevng piken (1/300)
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AYLBHTAAIIIOIIPQTEINAIMIA

R e T T T R W A T s

AITIOITPQTEINIKA KATAAOITIA (REMNANTS)




AITOMAKPYNXH TQN KATAAOIITQN

o IIpocAnwn amo to nmap
E0® UII0OOOXEMV

o Kevtpikog o podog tng
ApoE

0 3 Lo0poPPES

o Altagopetikn 6paoTiKOTHTA

oE, >E, >E,




o Opoduymtia yia tnv toopopen K, (1/100)
e Meiwpevn mpocAnywn T®V KATAAOLI®OV

o AuoBnrtaAilmonpeteivatpia povo oto 1% tov
opoluywtav (1/10.000)

o Amavtetltal emapoofetn ovatapaxn
o Aulnuevn mopaywyr KAToaAolIev

o Tlaxuoapxia, aAK0OA, OtaBnTng, eppnvorauon,
urroBupeoe1O10110¢, PAPIAKA




XAPAKTHPIXTIKA

o ITaAapiata {avBopata

° TALVI0EL0N)

o Odwon — odwoo-efavOnuatira {avlmpata
e >2cm




EPI'TAYTHPIAKA
o T TCHOL xatv 11 TRGs

o VLDL / TRGs (mg/dL) >0.3

o EmBeBaiwon ovayvwong
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LXHMATIXMOX TN XYAOMIKPQN

Intestinal Enterocyte
lumen
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AOMH TQN XYAOMIKPQN




POAOX TQN XYAOMIKPQN

| cwcutation.

Thoracic

S

Metagopd TV TPLYAUKEPLOL@V
0g OAI TNV mepupepeLd

KonBixog o poAog tng
AUIIOIIP®TEIVIKIC ALIAONC




KATABOAIXMOXZ TQN XYAOMIKPQN

Mascent
chylomicron

Chylomicron  Glycerol
remnant




OIKOI'ENHX XYAOMIKPONAIMIA

O XIavio yevetiko voonua (1/1.000.000)
0 AUTOO®ILKI] UIIOAELIIONEVI] KA POVOULKOTITA

o Avenapxeva/ Amouoia AUTOIPOTETVIKIG ALIIAOTC
(LPL)
o >220 petadAadelg

o Avenapxeva/ Armovota ammonpeteivng CII (ApoClII)

o ApoA5, LMF1, GPIHBP1

O XIIAVLA AVTIO®IATA 1] AVAOTOAELE EVAVTL TG
AUIOIPROTETVIKIG ALIIAOTC




KAINIKH EIKONA

o Ynotpomiadovta KOLALOKA GAYI] 0TIV IALOLKI)
nAikia (ofela mayrpeatition)
o T eAevBepa Almapd oéea + MAYKPEATIKI) ALIAON
— (PAEYHOVI] TOU IIAYKPEATLKOU 10TOU
o mBaveg XOplg auénuevn apuAaot opou
O XAV IIOAUOPYAVIKI] AVEIIAPKELA
e ARDS
e Ofela vepplk) 11pocBoAn

O XLUVOpPOUO0 UIIEPYAOLOTNTAC
* B0Awon opaong
e Auvomvola
e Alwatapaxeg pvnung

Endocrinol Metab Clin North Am. 1998 Sep;27(3):551-67, viii




KAINIKH EIKONA II

o Lipaemia retinalis
o Qxpotnta Tou Bubou
o Aguxd ayyeia ap@uBAnotpoeidoug




KAINIKH EIKONA III

o EavOnuatixka {avbopata
e TRGs >2000mg/dL
o Extatikeg empaveleg aKp®v, paxn, YAoutol




KAINIKH EIKONA IV

o HoatopeyaAia, ommAnvopeyaAia
o EvamoBeon xulomkpwv

o A Onon puelou amod appndn
KUTTAPA

O XIavia KUTTAPOHIeVia AOY®
UIIEPOIIAN)VIOPOU

Plate 12  Bone marrow aspirate of a patient with familial

lipoprotein lipase deficiency, showing a lipid-laden
macrophage (‘foam cell’) (courtesy of Dr J.E. Maclver)




o Aev unapxel Kivouvog Ipoing afnpopatoong
e Ta xulopkpd 6ev 61e106U0UV OTO AYYELAKO TOLX®A

Avdpetpoe 1000-4000 A EVavTL 225-275A tne LDL-C




EPTAXTHPIAKOX EAEI'XOX

I o TpryAukepiova vnotetag (>1000 mg/dL)
v

o Almmaitpixrog opog

o HAektpopopnon Avmomnpwteivov
o Hexwpldel 1 PHIIAVTA TOV XUAOUIKP®V
o Weuboumovatpraipia

e |Na' xata 2-4mEq/L yia xabe T TRGs xata
1000mg/dL




AoBevne Owkoyevng
XUAoplkpovarpia
? TRGs >1000 mg/dL

Epgavion otnv mai6ukn n
nAlKia

Hayxpeatinda I
Bfovbnparwd favbopota| - | o+

Lipaemiavetinalis | - | o+
Avnauuxds opdg I
Weydovnovatpraia |+ |+




AYEHXH TPICAYKEPIAIQN




AITIA AEYTEPOIIAGOYX
XYAOMIKPONAIMIAX

o YnoBupeoelolopog

o Kataxpnon aAxooA

o Alatta mAouola og Kopeopeva Aln/uvoatavOpaxreg
o Negpixi vooog (VE@P®TIKO oUVOPOL10, alpootn0non)
o Xuvopopo Cushing

o Muslopa

o LEA

0 LapKOelO®Oo1

o Metapooxeuon opyavou

o Neupikn avopedia

o Tpavpa veotiatou puelou

o Aimoduotpopieg ‘
o HIV

Am J Med. 2008 Jan;121(1):10-2. doi: 10.1016/j.amjmed.2007.10.004.




OAPMAKA

o 'AurokroptiKO0£101)

o Olotpoyova

o Tapoipaivn

o AvtipeTpolky) Oeparieia

o Petivoelon

o Avtuypuxwnoika (kAolarmivy, oAav{aIivn)
o B-avaotoAeig (1 eKAeKTIKOL)

Am J Med. 2008 Jan;121(1):10-2. doi: 10.1016/j.amjmed.2007.10.004.




AT'NQXTO AITIO

o 5.6% (3/ 54) twv acBevev pe TRGs >2000mg/dL
0ev eixe Kaveva aitio (mpotonabeg n
ocutepomnadeg)

Eur J Endocrinol. 1999 Nov;141(5):502-5




OIKOI'ENHX XYAOMIKPONAIMIA

O XIavio yevetiko voonua (1/1.000.000)
0 AUTOO®ILKI] UIIOAELIIONEVI] KA POVOULKOTITA

o Avenapxeva/ Amouoia AUTOIPOTETVIKIG ALIIAOTC
(LPL)
o >220 petadAadelg

o Avenapxeva/ Armovota ammonpeteivng CII (ApoClII)

o ApoA5, LMF1, GPIHBP1

O XIIAVLA AVTIO®ATA 1) AVOOTOAELE EVAVTL TNC
AUIOIPROTETVIKIG ALIIAONC




o Iotopixro autoavooou (ITP)

o Eva autoavooo voonpa auavel Tov KivOuvo
ePEAVIoONE Kal AAANE aUTOAVOOLOg

N Engl J Med. 2004 May 13;350(20):2068-79




AYTOANOXO ITOAYAAENIKO 2YNAPOMO

Hashimoto/
Grave’s

15-30%

Autoavoo :
1 KolAtoraxkn

4-9%

yaotpitida
5-10%

Neth J Med. 2009 Dec;67(11):376-87




Autoavoola < > Xulopikpovatpia




[TPQTEX IIEPIT'PAOEX

O LUOXETLON TV Y-O@ALPLVROV e TNV

UIIEPALITIO LA

o YrepAuroaipia IPOKAAOUPEVT] AIIO AVTLOOUATA

Ann Biol Clin (Paris). 1969 Oct-Dec;27(10):611-35

o Ilpwtoepavidopevn vnepxvdomkpovarpia (TRGs
>2000mg/dL) oe acBevn pe ITP (amo 4etiag) xau

vooo Grave’s (amo 3etiag)

o AvixveuOnke n mapouoia AUTOAVTIORATOS

evavtiov tne LPL (anti-LPL)

N Engl J Med. 1989 May 11;320(19):1255-9




LE ITOIA NOXHMATA?

o Avixveuon anti-LPL (IgM 1 IgG, immunoblotting)
e 67% oto XEA
e 43% ot 0epPATOPNUOCLTION
e 35% 0TO CUOTNPATIKO OKANPOOEPLA

O XUOXETL0N TNE AVIXVEUONE TOU AVTLOOIATOC 1€
avénon twv TRGs xal tTng £€KkTaong tne vooou

J Rheumatol. 2005 Apr;32(4):629-36

o ITapouoia anti-LLPL oe acOeveig pe XEA
ouoxetiotnke pe 25% auvénon tov TRGs xat
avénuevn CRP

Arthritis Rheum. 2004 Nov;50(11):3610-5




o Avixveuon anti-LPL oe aocBevn pe PA aAAa povo
nia avénon tov TRGs

o H nmapouota anti-LPL 0ev 00nyel amapaitnta oe
XUAOHLKpovalpia

J Atherosc ler Thromb. 1995;2(1):66-9




o Avixveuon anti-LPL oe aoBevn pe
XUAOHULKPOVALILA X®PLE KAIOL0 AUTOAVOCO VOO
o JYuvunapln petadlaéng tne LPL
o 38% peiwon twv TRGs pe ty xpnon alabsiompivng
o Emavooog e tn 01aKoIm g

o Aev exel 0tepeuvnBel av n peiwon tov TRGs pe
TI]V VOOOKOTAOTOAL O@ELALTAL 0TI PeEL®O1] TOU
titAou TtV anti-LPL

J Clin Endocrinol Metab. 2005 Jul;90(7):3995-8. Epub 2005 Apr 19




o AUO0 IIEPLOTATIKA VEOYVQV L€ IIAPOOLKI
UIIEPTPLYAUKEPLOALILA KAl PELROT TG
evepyotntag te LPL, xople aAla voonpata

O AVTIUET®IIL0N PE UYLELVOOLALT)TIKA PNeTPA Kal
TPLYAUKEPLOLA 11€0NC AAUOOU

o Meiwon tov TRGs aAAa mmapapovi tng Peltpevng
evepyotntag te LPL

Eur J Pediatr. 2003 Mar;162(3):132-8. Epub 2003 Jan 23




XYAOMIKPONAIMIA KAI ITP

o Eykupovouoa pe OpopBoxuttapomnevia (8.000/uL)
o TRGs >5000 mg/dL

o Anti-LPL (avaotoAn opaoctikotntag tne LPL pe
TNV IpooOnKkn mlaopatog tng aoBevoug)

o Xopnynon opeovidodovne (40mg/d) auvénoe ta
arporetadia (88.000/uL) xav peiwoe ta TRGs
(280mg/dL)




AYTOANOXH XYAOMIKPONAIMIA XK
EAADPOX ITP
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ANOXOKATAXTOAH

o Meiwon towv TRGs amo 3233mg/dL oe 130mg/dL
pe tn xopnynon alaBerompivne (100mg/d) xau
rpeovi{oAovne (20mg/d)

o Araxkorr tng 1mpeovioAOvng PeTd aIo 2 pnveg Kat
rmapapovy) | TRGs

o Auénon TRGs pe T pelwon tng 60ong g
alaBerompivng (25mg/d)

o Maxpoxpoviog eAeyxog tov TRGs pe
OVOOOKOTAOTOAT)

J Clin Endocrinol Metab. 1997 Mar;82(3):791-6




OEPAIIEIA

o Xtoxog: TRGs vnotetag <1000 mg/dL
o Auotnpa alirog olavta

o Alummooiaduteg Brtapiveg
o Ovpmpateg/Q23 Avmapa oéea

e IIBavwg avamotedeopatika
o H xopnynon iv nmapivng amneAeuBepavel kai T tnv

eVePYOTITA TNEC ALIIOIIPO®TELVIKIC ALIIAONG

e Meiwon TRGs
o ITAaopagaipeon

e |TRGs kata 70 -90%

o e eAAewwn ApoClII petayylon @uUoloAoylkoU
IIAAOLOTOC
e Taxeia | TRGs
o I'oviolwakn Oepameia
e Alipogene tiparvovec (LPL gene + adenovirus)




Ilopeia Ttou aclevoug

TRGs
(mg/dL)

PLTs
(/nL)

Oeparieia

6600

14.000

500 98 269

25.000 160.000 1277.000

I[TAaopagpa Medrol 48 Medrol
1peon mg/d 8mg/d

Fenofibrate  Fenofibrate

23 Aumapa Q23 Arapa

Auotnpd uvyltewvodialtnTika petpa

266

175.000

Fenofibrate

Q23 Aarapa




EYXAPIXTS




