AcBeving pe LEA Kail uTTUpETO

Euxapiariec B. T{aBdpa

MANENMIZTHMIAKO FTENIKO NOIOKOMEIO {
«ATTIKON» "

Aiovuong NikoAGTTOUAOG
Movadac Pevpatoloyiog- KAwiknc Avocoloyiag
M.I.N "ATTIKON“

9.11.2018

0

Yoo | ZUNMOGI0
Hunpiaxo

Peuparodoyiag
N AR | 9-11 NOEMBPIDY 2018

“.‘

H PeupatoAoyio onpepo —

lpokuxa npoBAnpato —
g koBnpepwig kKhvikig npagng

Sgptvum
® L
e | W e (SRR | B

fy
Mo o whepe Ham i sty NI, Moo v 410
L T E——
Pl Mersla g Ny v

L




loTOPIKO

 [uvaika 34 etwv e Hashimoto kai EAAeIpn GEPD

« Dx 2EA 2002 : Aiokoeidng Aukoc — ApBpitida — agbec atouatikou
BAevvoydvou — XpuaaAida — eUTTUPETO

« 2004 - ZoPBapr) Opopportrevia 8.000 aipotreTaAIa

« 2005 - RTX xwpic avramokpian

« 2005 - 2mAnvekroun (SDI 1)

« 2uvinpnon pe HCQ, AZA

20Bapo¢ 2EA



Evapén

Eac 042017 Konon 01/2018 04@01 8 05/2018 Eur%)us
LLDAS Remission PeupaToAoyIKA
EKTIUNON
High disease
/ activity
— SLEDAI 14
Mood disorder
«ApBpiTida l
*AQBec
~ +Tpixommwon EmiAoxeiog KaraBAiyn
*dsDNA + Vs,
«Low C3/C4 ”PmeTaan NY-SEA

Steroids trial
Me TTOAU KaAf) avTaTrokpion



[Topeia Nooou — EpuBpdc 2ZTaupog

AvaBoAn 2" wang IV-CYC Aoyw XaunAnc deKaTIKAC TTUPETIKAC Kivnang

2 pEpec weta — TENM "EpuBpoc 21aupoc” AOyw TTAPATETAUEVOU EUTTUPETOU EWC
39°C kar guyyuon

Epyaotnpiakog EAeyyoc : WBC 51.000 (94.6% poly) au¢nuévol OEiKTEC QAEYUOVIC
Ala Owpako¢ — CT: K.

KaAAiEpyeia aigatog : St.pneumoniae

Metagopd M.E.O Adyw TTOAUOPYQAVIKAC AVETTAPKEINC ( OVATIVEUTTIKI KAI VEQPIKI
avetrapkela kai utroyia AEM Adyw xaunAou ivwdoyovou/xaunAa aipotretaAial
aucnuéva d-dimers)



10/05/2018 17/05/2018 23/05/2018 28/05/2018
Dx ZnmmikA KaramAngia -I'Iapapoyr'] EHTTUPETOU , AmUpem
*ApvnTIKO Work-up yia Aoigwen AILOSUVOIKA ZTaBERH
Noongia MEO uTi6 *Bavkouukivn- Mepotreveun

Keptpiacovn/MotipAotaaivn

Ymortpotn EumupeTou

28 - 05 - 2013

- WBC 4.800 = 17.000 pe aucnon Twv dEIKTWY GAEYPOVAC
KaAn yevikn kardoTtaon- Eumopero £wg 39.5 °C
Aiayvwon C.diff — ET€6n o€ PO Bavkopukivn

KaAAIEpYEIEC ApVNTIKES
KAIvogpyaaTnplakn BeAtiwan



[Topeia Nooou — EpuBpoc 21aupog

YTrotpotri) epmrupetou aTic 03/06
O10nuaTa KaTw AKPWV

[TTwon alyaTokpitn — AIJOTTETAAIWY
2XIOTOKUTTAPO OTO TTEPIPEPIKO TTAAKAKI

[Trwon Ivwdoyovou pe guaioroyikoUg XpOvoug TTNENG — Meragopd MN.F.N AtTikév
Aucnon LFTs kai LDH

AeUKwUa oUpwv 24h =2.700 mg
[lepikapdiakn auAAoyn o




[Topeia Nooou — 1IN AtTikov

« Aiagopikn Aiayvwon

1. Noigwen — 2Aywn

2. DIC

3. 'Etapon 2EA

4 TTP-like Epyaornpiakd —

5. AMo0? « WBC 4.100 K/l
* PLT 41.000 Kiul HLH - Mg TTP - like ?
* Hb8.1q/dL o

Eéapon ZEA
« Peppitivn 5923 ng/mL apon

 TpiyAukepidia 503 mg/dL
* |vwdoyovo 38.6 mg/dL

__/



[Topeia Nooou — 1IN AtTikov

« Aiagopikn Aiayvwon

1. Noipwe¢n — 2Awn

2. DIC

3. 'Etapon 2EA

4. TTP-like Epyaornpiakd —_
5. AMNO? « WBC 4.100 K/l

* PLT 41.000 Kjpl HLH ? Mz TTP - like ?

+ Hb 8.1 g/dL .
E¢apon ZEA
« Qeppirivn 5923 ng/mL Saporn

Biowia puehoU : EIkGva aIo®ayoKuTIapwong * TpivAukepidia 503 mg/dL
* |vwdoyovo 38.6 mg/dL

__/



© N o u

AIJOQAYOKUTTAPIKO 2UVOpop0 - KpiTthpla

TouAayiorov § amd ra 8 kpiripia !
Mupetog 238.5°C

>TIANVouEYOALa

Kuttaomeviec, HMe TOUAd)lotov 2 oamd ta akoAouBa: oawpoodatpivn
<9 g/dL ; OLLUOTTIETAALOL <100,000/microl; AnoAutog opLlOnog
ovdetepodilwv <1000/microlL

YrieptpiyAukepidarpia (vnotetiog >265 mg/dL) kat/r) unoivwdoyovarpia (tvwdoyovo
<150 mg/dL)

Ewkova atpodayokutTtapwonc oto LUEAO

XapnAd n éAewdn NK-kuttatwy

®deppttivn>500 ng/mL

Auénuévo soluble CD25 (soluble IL-2 urtobdox€ac a [sIL-2R])



[Topeia Nooou — 1IN AtTikov

* Avripetwmion w¢ HLH
* [1poaBnkn ouvdETIKOU IVWOOYOVOU

OepATTEUTIKA TTPOCEYYION

« HLH o¢ £dagoc peuparohoyikou vooruarog : Oeparteia Tou
UTTOKEIEVOU VOOT)ATOC

o 2¢£00a¢poc 2EA ? YynAec dooeic GCs kai CYC ?




[Topeia Nooou — 1N ATTIKOV

* Avripetwmion w¢ HLH
* [1pocBnKn ouUVOETIKOU IVWOOYOVOU

OepATTEUTIKA TTPOCEYYION

» HLH o€ £dagoc peuparoloyikou vooruaTtog : Oeparreia Tou
UTTOKEIEVOU VOOT)ATOC

o 2¢£00a¢poc 2EA ? YynAec dooeic GCs kai CYC ?

|

Steroids — Cyclosporine - IVIG




Epyaotnplakn Nopeia

Pzpprrivy) (FERR)

0
08/06/2018 00:00 10/06/2018 00:00 12/06/2018 00:00 14/06/2018 00:00 16/06/2018 00:00 18/06/2018 00:00

-8 ®cppitivn (FERR) — Lower Normal — Upper Normal




Epyaotnplakn Nopeia

Tepvrhvkepiow (TRIG)

08/06/2018 00:00 10/06/2018 00:00 12/06/2018 00:00 14/06/2018 00:00 16/06/2018 00:00 18/06/2018 00:00 20/06/2018 0O

-8- TpiyAukepidia (TRIG) — Lower Normal — Upper Normal




Epyaotnplakn Nopeia

Tohlox T agudpoyovact (LDH)

08/06/2018 00:00 10/06/2018 00:00 12/06/2018 00:00 14/06/2018 00:00 16/06/2018 00:00 18/06/2018 00:00 20/06/2018 00:00

-2 MaAakTikh agudpoyovaon (LDH) — Lower Normal — Upper Normal



Epyaotnplakn Nopeia

AypomeTaie

08/06/2018 00:00 10/06/2018 00:00 12/06/2018 00:00 14/06/2018 00:00 16/06/2018 00:00 18/06/2018 00:00 20/06/2018 00:00

= AlgoTETdAMld — Lower Normal — Upper Normal




Epyaotnplakn Nopeia

Ayatokpitig

D28/06/2018 00:00 10/06/2018 00:00 12/06/2018 00:00 14/06/2018 00:00 16/06/2018 00:00 18/06/2018 00:00 20/06/2018 00:00

-8 Aljatokpitng — Lower Normal — Upper Normal



Epyaotnpiakn MNopeia

[TpoodeuTiK KAIVIKA BEATIWON

Artgoduvapikd otabepry - ATTUpeTn

Meiwan n¢ Tpwreivoupiag — Pualoloyikn VEQPIKN AsiToupyid
Aucnon ivwdoyovou 104 mg/dL

Meiwon D-dimers 10.000 — 3.000 (o€ 8 uépeg)

Aucnon aABoupivne opou 4.1 g/dL (ammd 3.1)

'E¢odoc amd Tnv MEA kai tapering GCs



Adult haemophagocytic syndrome @-I—k ()

Cragedda

Manuel Ramos-Cosals, Pilar Brito-Zerdn, Armando Ldpez-Guillerma, Munther A Khamashta, Xavier Bosch

Aitia - 2197 mepimrwoeic

Aoipwéeic (1108)
Kupiwc loyeveic Aoipweeic (68.9%)
NeomrAaaiec (1047)
Aiyaroloyikéc kakonBeieg (93.6%)
2UUTTAVEIC OyKOI —OTTAVIO
3. PesuuaroAoyika voonuara (244)
2EN (64.5%)
« Still's (22.1%)
Ao
4. AAo
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